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BBEAEHUE

Ha npoTa)eHUn MHOTUX NIeT BpayM M opraHM3aTopbl 34paBOOXpaHEHMA BCEro MMpa cTapaloTca
061eryntb 1 ONTUMU3NPOBATHL CBOIO PaboTy NocpeacTBOM Pa3paboToK peKomMeHdauuii No fNevyeHuo
oTAeNbHbIX 3a00/1eBaHMIN, KOTOPble COCTaB/eHbl BeAyWWMMM CheuManuctamm gaHHon obnactu
MeAMLMHbI U YUUTbIBAIOT KaK BCe NocneaHne AOCTUKEHUA MeAMLMHCKON HayKK, Tak U NpaKkTuYeckme
0COb6eHHOCTM 34paBoOXpaHeHUA AaHHOro pervoHa. [oaobHble peKkomeHAauMu co34aloTca Ha
Pa3/INYHbIX YPOBHAX, Ha4YMHAA OT MeXAyHapoAHbIX peKoMeHAaunin, HanncaHHbIX 06beguHEeHHbIMK
rpynnamy 3KCNEepTOB PasHbIX CTPaH, 3aKaH4MBas /OKa/ibHbIMWU, AEUCTBYIOWMMU B OTAE/bHbIX
KNUHUKaX. Hannume noaobHbIX pekomeHaaumii cnocobeTeyeT obaerdyeHmio Bbibopa TaKTUKM NedeHuns
npakTM4ecKMmM Bpadamu, obecneymsaeT WX MOAHOM UM cOBpeMeHHol uHbopmaumeint o
NPEeUMYLLLECTBAX U OrPaHUYEHUNAX Pa3NINYHbIX METOA0B SIeYeHUA, a TaKKe No3BOAET OpraHM3aTopam
3paBOOXPaHEHMA flyylle OLEeHNBATb BO3MOXHble 06bemMbl HEOBXOANMOTO SieUeHuUs.

B 2007 r. 6blna co3gaHa nepsas B Poccum paboyas rpynna no HammcaHWIo KAMHUYECKUX
pPeKOMEHAALMIA MO NeveHnto 60/IbHbBIX XPOHUYECKMM nmboneiko3om. Bnepsble 3Tn pekoMmeHaaunm
66111 n3gaHbl B 2008 r., B 2010-2011 rr. oHM 6bIAM MOAEPHU3NPOBaAHbLI U NepensaaHbl. Ha aTom
3Tane K paboTe Hag MX HanMCaHWEM Obln NPUIAALIEH MEXAYHAPOLHbIN 3KcnepT, npodpeccop M.
Hallek (FTepmaHus).

YuyntbiBaa I3TOT ycnemeu‘/'l onbIT CO34aHUA KAUHUNYECKUX peKo:v\eH,u,au,Mﬁ, a TaKXe
HapacTaloLylo NoTPebHOCTb MPAKTUKYHOWMX Bpavyei B aHa/IOTMYHOM [OKYMEHTEe, Kacatowwemcs
Apyrux  Hososioruit, Poccuiickoe npodeccrmoHanbHoe 06LecTBO  OHKOremaTo/s0roB  nog,
pykoBoacteom npod. W.B. MopaybHoM M HaumoHanbHoe remaTonornyeckoe o6WECTBO MoA
pykoBoactBom npod. B.I. CaBYeHKO BbLICTYNWAM C WHUUMATMBOM HanNMcaHUA PoOCCUMICKMX
KANHUYECKNX peKomeH,u,au,Mﬁ no ANarHoCTukKe n ie4yeHUntro 3/10Ka4YeCTBEeHHbIX
numoonponndepaTMBHbix 3aboneBaHuit. [laHHOe HauMHaHWe 6blno noapep:kaHo npod. F. Cavalli
(LBeliuapwsa), KOTOPbIV COrIACKUIICA CTaTb TPETBUM PYKOBOAMTEIEM MPOEKTA.

MepBaa BepcuAa POCCUNCKUX KAMHUYECKMX PEKOMEHAAUMA MO AMArHOCTUKE W NIeYEHUIo
numéonponndepatmBHbix 3abonesaHnin 6bina noarotosneHa B 2012-2013 rr., u 8 2013 r. 6bINa
onyb6anKoBaHa B KypHasne «COBpeMeHHas OHKONOIMA», a TaKXe Ha page npodecCMOHasbHbIX
MeANUMHCKMX CakTOB, B TOM 4YuCne Ha cavtax oboumx obLLecTB, U HesameaUTeNbHO NOy4Yuna
LIMPOKOE PAcnpOCTPaHEHUE CPeaN NPAKTUYECKUX BPAYe-OHKOI0roB U reMaTo/10roB CTPaHbl.

OvHamuyHoe pas3BUTME COBPEMEHHOW OHKoremartosiorMm TpebyeT OT chneuMasuncTos
NOCTOAHHOIrO OBHOBNEHWUS CBOMX 3HAHWN U BHEAPEHUS HOBbIX METOAOB AMArHOCTUKU U JIeYeHUA B
NPaKTUKy. B 3TOMN CBA3M KAMHUYECKNE PEeKOMEHAAUMU AOJIKHbl NOCTOAHHO COBEpPLUEHCTBOBATLCA,
pa3BMBaTbCA U OBHOBAATLCA B COOTBETCTBMM C HayYHbIMU OTKPbITUAMMU U HOBbIMK TpeboBaHUAMMU
cneunanncToB, HeENOCPeACTBEHHO 3aHMMAIOLLNXCA NedeHnem Bo/bHbIX. YUMTbIBasa 3TU TpeboBaHusA,
paboyan rpynna no MNOArOTOBKE PEKOMEeHZauMi NpuHANa peleHne O peryiapHoMm OOHOBAEHWUM
OAHHOro AoKymeHTa 1 pa3 8 2 roaa.



BTopasa BepcuAa POCCUMACKUX KAMHUYECKMX PEKOMEHZAUMI MO AMArHOCTUKE U JIeYeHUIo
3/10Ka4yecTBeHHbIX numbonponmdepaTnBHbix 3aboneBaHuin bbina onybnmkosaHa B 2014 r. bbiam
[ob6aBneHbl NocnegHne AaHHbIE O BO3MOMXKHOCTAX ANArHOCTUKM U edeHns AIMMPOM, XPOHUYECKOTO
nMmdoneiiko3a U MHOXKECTBEHHO MMENOMbI, @ TaKKe A06aBAEHbI HOBblE PAa3Ae/ibl U NPUIONKEHNUA.
Ob6cykaeHne obHoBNEHMI cocTosAN0Ch B pamKax || KoHrpecca remaTosioros Poccuu.

B maHHOe M3aaHMe BoLNa TPETbA BEPCUA PEKOMEHAALMMN, NOArOTOBAEHHAA CNeunanmcTamm B
2015-2016 rr. Bce ocHOBHble pasgenbl peKomeHaauui 6binnM O0BHOBAEHbI C y4eTOM MocnegHUX
HAy4YHbIX OOCTMXKEHUMA B [AHHOM 0061aCTW, a TaKKe MOMKEeNaHWN MPaKTUYECKMX OHKONOroB MU
remMaTo/IoroB, MMEeBLUMX BO3MOXKHOCTb MCMO/b30BaTb NEPBble U34aHMA PEKOMEHAALMA HauymHaA C
2013 r. B pekomeHgaumm pobaBneHbl HOBble KAaccMPUKaUMM U MPOrHOCTUYECKME CUCTEMDI,
pa3paboTaHHble B NOCAEAHNE FOAbl, @ TaKXKe SIEKapCTBEHHbIE NpenapaTbl, 3aperncTpMpPoOBaHHbIE UK
naaHupyemble K perncrtpaummn B Poccuiickoin depepaummn B8 2015-2016 rr. 3HauMTENbHO paclIMpeH
KPYr CNEeLUManmCcToB CMEXKHbIX 0b6nacTeil, y4acTBOBaBLUMX B HANUCAaHWUM Pa3aesioB peKkomeHaaumi no
OVWArHOCTUKE M /IeYEeHUI0 NAUMEHTOB, Y KOTOPbIX Nomumo anmeonponndepaTMBHOM naTonorum
ONArHOCTUPYIOTCA  MHble TaA)Kesble 3aboneBaHWsA, BAMAIOWME Ha TepPaneBTUYECKYIO TaKTUKY.
O6HoBIEHMA peKoMmeHAauui OblIN LUMPOKO M NoAPOOHO 06CYKAEHbI CNeuuaancTamm B pamKax Tpex
KPYMHENLWNX MeponpuATUiA, NPOBOAMMbIX B AaHHOM obcactm: dopyma 3KCNepToB NO BOMpPOCaAm
ONArHOCTUKU U NeYeHUns 3/10KaYecTBEHHbIX numeonponmdepatmBHbix 3abonesaHuin «Jiumoopym»,
eXerogHom POCCUMCKON KOHpEepeHUMM C  MeXAyHapoaHbIM y4acTMeM  «3/10KaYeCcTBEHHble
nmmoombl», a TakxKe Il KoHrpecca rematonoros Poccum.



OBLUMUE NPUHUUIMBbI AUATHOCTUKU TUMPOM

[narHo3 nauueHTa ¢ anmoonponndepaTMBHbiM 3abosieBaHMEM MNpU NepBUYHOM 06Cef0BaHUM
[ONIXKEH COCTOATb U3 3 HEOTHEMJ/IEMBIX YacTeM:

1. OunarHos  onyxonn, cHOPMYIMPOBAHHbLIA B COOTBETCTBMM € OENCTBYIOLLEN
Knaccudukaumein BO3

2. PacnpocTpaHeHHOCTb Npouecca - cTagus (YyCTaHOBAEHHAs B COOTBETCTBUM C MPUHATbIMU
KNACCUPUKALMOHHBIMWU CUCTEMAMM)

3. Obuwee cocToAHUE 60NbHOMO (OLLEHEHHOE MO MEXAYHAPOAHBIM KPUTEPUAM)

[unarHo3s onyxonu

Jo 6uoncun numdaTtnyeckoro yssia HeobXoAMMO BbINOAHATbL OOWMIA aHanM3 KPOBU C
NoAcYETOM JIEMKOUUTAPHON GOPMYbl, YTODbI UCK/IIOYUTL HEODOXOANMMOCTb BbINOJHEHUA BUONCUN Y
60NbHbIX XPOHUYECKUM NNMMPONENKO30M, OCTPLIMU IeiKo3aMu, Npu aumooumtose MHPEKUMOHHOM
(HIV, EBV, CMV-uHbEKUMKN, KOKIOLW, BUPYCHbIE renaTuTbl, TOKCOMIAa3mMo3 M Ap.) WMAM Apyroi
3TMONOTMM  (NOCTBAKUMHA/bHDLIA, /IEKAPCTBEHHAA peaKkuusa, KypeHue, TUMOMa, «CTPECCOPHbIN»
nmmoounTos).

OnarHos onyxonn (AMmdombl)  ycTaHaBAMBAOT Ha  OCHOBaHUM  MOPGOOTMYECKOro
“ccnefoBaHMA BUONCUIMHOMO MM ONEpPaLIMOHHOTO MaTepuana’. Mopdonornyeckoe uccaeaoBaHMe
NpPOBOAUTCA C MOMOLLbIO LMUTONOMMYECKOro, TMCTONOMMUYECKOTO M MMMYHOTMCTOXMMUYECKOTO
MeToA0B. B 4actT cayyaeB HeOH6XO4MMO NpoBeaeHUE MONEKYAAPHO-BMONOTMYECKMX U FeHETUYECKUX
TecToB. LiuTonornyeckoe nccnefoBaHne NyHKTAaTOB MAM Ma3KOB-OTNEYATKOB IMMPATUUYECKUX Y3/10B
AW APYrMX OMyXO/NEBbIX O4aroB He ABAAETCA OO0CTaTOYHbIM OCHOBaHMEM AAA HO30/0rMYecKoi

BepudmKauum nmmeom.

Mpu nepBMyHOM 06CNEfOBaHMM NALMEHTa BO BCEX C/y4asX NPOBOAMTCA MMCTO/IOMMYECKOE W,
KaK NpaBu10, MMMYHOFMCTOXMMUYECKOE UCC/Ief0BaHNE UHLM3NOHHOW UM SKCLIM3NMOHHOM Bruoncum
naToNIOrMYecKoro o4ara WM onepaLyMoHHOro matepuana. MyHKTUPOBaTb AMMdaTUYecKme y3abl Ana
acnupaumMm KNeTovyHoM B3BECU He ciefyeT. B UCKAUMTENbHBIX Cay4Yasx (SIoKanmnsaums onyxonu B
TPYAHOAOCTYMHbIX AHATOMMYECKMX 30HaXx) nNpu 06OCHOBAaHMM HEBO3IMOMKHOCTM BbINOJHEHUSA
3KCLM3NOHHOMN buoncumn (oTpaxKeEHHOM B MEAMLMHCKOW OOKYMEHTaLMK), 06bEKTOM MCCneaoBaHMA
MOXeT ObITb TKaHeBOW maTepuasn, MOJIYYEHHbIM C MOMOLLbIO MUCTONETHOW («Kop»-) Buoncuwu.
MpurogHbiM [NA UCCNefoBaHUA ABAAeTCA 6MoONTaT AMameTpom He MeHee 16 G, npu AnuHe
onyxoneBoro MHOUAbTPATa B TKaHWM He MmeHee 1,5 cm. O6bem WMMMYHOTUCTOXMMUYECKOTO

1Y 60NbHBIX C <NeIKEMUYECKUMI» dopmamu numeonponupepaTnBHbix 3ab6os1eBaHUI (OCTPbIN
Mm$obNACTHBIN NenKo3, XPOoHMYECKMIA NMMdONEeNKo3, BOIOCAaTOKNETOUHbIN NeK03, elikemnyecKkas ¢asa
nmmoombl BepKknTTa) gMarHo3s MoKeT ycTaHaBAMBATLCA MPU LMTONOMMHYECKOM MCCNeA0BaHUM KPOBU/KOCTHOTO
MO3ra, B TaKMUX CNy4asnx MMMYHOPEHOTUNMPOBAHME NPOBOAMUTCA METOLOM NPOTOYHOMN LLUTOMETPUMN.



nccnenoBaHUA onpeaenseT Bpay-naToNOroaHATOM MPU TUCTONIOFMYECKOM M3YYEeHUM maTepuana.
PasgeneHne matepuana Mexay pasivyHbIMK 1abopaTopUaMM  KaTeropuyeckn HegpomnycTumo.
MpoToKkon MopdoIOrMyeckoro UcciesoBaHUA SOKEH coAepKaTb:

1. MaKpOCKOﬂM‘-IeCKOE onncaHMe matepuana, NpUCaaHHOINo AnAa UccnenoBaHUA, npu
nccnenoBaHMM roToBbIX 610KOB U MUKponpenapaTtoB B MPOTOKO/1€ AO0J1XKHbI 6bITb YKa3aHbl
KO/IN4EeCTBO U MAEHTVI(I)VIKaLI,MOHHbIe HOMeEpPa BCEX NPUCNAHHDbIX 06BbEKTOB.

2. lMcTonorMyeckoe onucaHne AMMGOMbI C YKasaHMem Tuna pocTa (guoddysHbii,
HOAYNAPHbIA U T.N.), XapaKTEPUCTUKM KJAETOYHOro COocTaBa (Mesnlkue, KpyrnHble KAETKW,
nosMmopodHbIA cocTaB, aHanaacTMyeckas, 6,1actHaa mopdonorma, Haanuyme MHorosgepHbiXx Gopm,
XapaKTepUCTMKa A4ep), HaIMuMA PEaKTUBHbBIX U pe3nayasbHbIX KOMMOHEHTOB.

3. PesynbTathl UMMYHOIMCTOXUMMUYECKOro nccnenoBaHuA o yKasaHuem
MCNONb30BaHHbIX aHTUTEN M NOAPOOHOCTEN OKPALMBAHMA, YKasblBAlOWMX Ha cneumduyecKkuii
XapaKkTep peakumu (Hanpumep, OKpallMBaHMe sAep B peakuusax ¢ aHTutenamu K TdT, BCL-6, cyclin
D1; uutonnasmbl - B peakunAax Ha CD79a, rpaHynApHaa uuTOM/Aa3MaTUYECKad peakuma -
LMTOTOKCUYECKME MONEKYAbI; LUTOMAA3Mbl MAN MeMbpaHbl - B peakumsax ¢ aHTutenamu Kk CD3,
TAMKENbIM UAN NETKUM LEeNSM MMMYHOrI06yNNMHOB; MembpaHbl — B peakumax Ha CD20, CD10 n 1.4,),
WHTEHCUMBHOCTb,  OCODOEHHOCTM  MMMYHOTMCTOAPXUTEKTOHMKW.  [peacTaBnieHMe  pesynbTaTos
UMMYHOTUCTOXMMMUYECKMX TECTOB TOJIbKO B BUAE «KPECTOB» (NAKOCOBY») WM NEpeyHss aHTuTen
HeJonycTUmo.

4, Matomopdonornyeckoe 3akatoyeHne, CcHOPMYIMPOBAHHOE B COOTBETCTBUM C
AencTByloLLel Knaccuduraumen BO3.

O6na3aTesibHbIM KOMMOHEHTOM ONpeAeneHnn PacnpocTPaHEHHOCTU OMYXO0NEBOro npoLecca
(cTapgmm) aBnseTca rMcToNorMyYecKkoe UccaenoBaHme TpenaHobuonTaTa KOCTHOroO mMosra. B npouecce
nepBuYHoOro obcnefoBaHMA PEKOMEHAYETCA BbINOAHATL OWoncuto bunatepanbHo. Y aeTeit ¢
nmméoomoin XoAKKMHA B MNPOABMHYTON CTaguMuM nNpoBefdeHWe TpenaHobuoncMm MoKeT ObiTb
OTMEHEHO, NPU HaNNYMn nHNLManobHol MNIT-KT.

Mopdonornyeckoe wucciegoBaHMe MyHKTaTa KOCTHOrO Mo3ra (CTepHanbHOro uMau 4p.) He
3aMeHAeT TUCTONOMMUYECKOe MccneaoBaHWe TpenaHobuontaTta. [aa geteit ¢ AvmdobnacTHbIMU
mmmébomamm, anmmébomolt BepKUTTa AO0CTaTOYHbIM AAA CTaAMPOBaHMA ABAAETCA MNpoBedeHue
KOCTHOMO3roBOM MyHKUMM M3 4 TouyeK — nepefdHVe M 3agHWe rpebHM noAB3AOLWHbIX KOCTeW;
CTePHaIbHAA NYHKLUA He UCMOJb3yeTcs.

Mpy Hannuuu B obLLEM aHasM3e KPOBU UAM MUeNorpamme NMmeoumTosa, He3aBUCMMO OT
yncna NemKoLMTOB, a TakKe Npu npeobnagaHum NMMMPOUAHbIX KNETOYHbIX 3/IEMEHTOB, aTUMMUYHbIX
MMMGOOUNTOB MM KNETOK C 6nacTHOM mopdonorvein B naeBpanbHOM, acUUTUYECKOM UAW ApYyrux
ONONOTMYECKUX  KUOKOCTAX HEOOXOAMMO BbIMNONHEHWE WUMMYHODEHOTUNUPOBAHUA METOLOM
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NPOTOYHOM UUTOMETPUMN. MPOTOYHAA LUTOMETPUA NO3BOASET BbICTPO NpoBecT AnddepeHUnanbHyo
ANATHOCTUKY OMYX0JIEBOTO M PEAaKTUBHOTO IMMGOLUTO3a, YTO BAXKHO 418 onpeaesieHus gasbHelLwen
TaKTUKM obcnepoBaHMA nauueHTa. MaTepuasom gas aHanaMsa METoAOM NPOTOYHOM LIUTOMETPUM
MOTYT C/IYKUTb KNETKM KPOBM, KOCTHOTO MO3ra, BbIMOTHbIX XWAKOCTEM, BPOHX0a/NbBEONSPHOrO
CMbIBa, IMKBOPA, FOMOreHN3MpoBaHHble 06pasLLbl TKaHeW (ceneseHKa, IMMmdaTnyeckme ysnbl U T.4.),
KNEeTOYHasA CyCrneHsus, Nosy4YeHHas Npu acnupauyMoHHOM TOHKOUIONbHOMN MYHKLUMU NMMbaTUUYECKUNX
Y3/10B.

Mpu onpeaeneHun CTaguu ONyXo/aeBOro Npouecca MoXKeT noTpeboBaTbca Buoncusa apyrux
0YaroB MOPA*KEeHWUS, eC/IN HEeNb3A UCKIIOUYNUTL UX ONYXONEBYIO MPUPOAY APYrMMK criocobamu.

Mpu peumanse UaM nporpeccupoBaHmMn 3aboneBaHnsa 06s3aTeNIbHO BbINOJIHEHWME NMNOBTOPHOM
6uoncun M MopdOoNOrMYECKOro UCCNEe0BAHUA MOPAMKEHHBIX AMMATUUECKMX Y3108 WAW OYaros,
PacrnosiOXKEHHbIX 3KCTpaHOAanbHO. [loBTOpHaa OMoOMCUMA  TaKKe MNOKasaHa npu  Hanuymu
pe3nayasnbHbIX 04aroB A/ NOATBEPKAEHUA PEMUCCUM, 33 UCKIOUYEHUEM cydaeB MIT-HeraTMBHbIX
pesunayanbHbix 06pa3oBaHnit Npu aAnmedome XoaKKUHa.

MoBTOpHO acnupauma M TpenaHoBMOMCMA KOCTHOrO MO3ra BbIMOMHAOTCA A1A MNaHOBOM
OLEHKM Pe3ynbTaToB JieYeHUAa U NPU MOABAEHUU KAMHUYECKU HEMOTMBUPOBAHHbIX LUTOMEHUN W
NMxopafku. AcnmMpaTt KOCTHOrO MO3ra MOXeT 6biTb MHPOPMaTUMBEH ANA OLEHKM pereHepaumm u
ANCONACTUYECKUX U3MEHEHUn Muenonossa. Y 60/bHbIX C MNopa)eHMemM KOCTHOroO MO3ra
UMTONOTMYECKOEe WCcCneAoBaHME MNyHKTaTa A8  OLUEHKM W3MeHeHulid obbema onyxosieBoi
MHOUABTPALMN He BCeraa MHGOPMaTMBHO.

Numdpoma XoaKKMHA

Nnmopoma XopsKKMHA — 3TO  B-KnetoyHaa sAmméboma C  BblparKEHHbIM  PEAKTUBHbLIM
NoAMMOPGOHOKNETOUHBbIM MUKPOOKPYKeHMeM. K onyxonesol nonynsumm AMmoombl XOAHKKMHA
OTHOCAT KNETKU XOAXKKMHA, KNETKM bepesosckoro-Pua-LUtepHbepra, NAKyHapHble,
MymnduumnposaHHble, LP-kneTkn. TpaAnUMOHHO BbILENAIOT KAaccuyeckyto anmdomy XoayKKMHa U
HoAyNApPHYO nMmbomy XoaKKMHa ¢ AMmbounaHbim npeobaagaHmem.

Knaccuueckaa nnmooma XOAXKKMHA BKIKOYAET c/edytolme rUCTONOTMYEcKMe BapuaHTbl:
HoAyNApPHbIA cKnepo3 (NS | u Il TMna), cmelwaHHO-KAETOYHbIA BapUaHT, KNAaCCUMUYECKUI BapUaHT C
60MbWMM KOAMYECTBOM AMMOOLMUTOB M PeaKo BCTPEYaloWMIACA BapUaHT Cc  AUMPOUAHbBIM
NCTOLLEHMEM.

Bce BapuaHTbl Knaccuyeckon AnuMMPombl  XOOMKKMHA  XapaKTepusyloTca  OAMHaKOBbIM
ummyHodeHotunom: CD30 (dot-like, membpaHHan, uuTonnasmatmyeckaa peakums), CD15 (dot-like,
MmembpaHHan, uMTonnasmaTnyeckan peakuua), PAX-5 (cnabasa sgepHan peaKkuma no cpaBHeHUto ¢ B-
KNETKaMMU peakTUBHOTO MUKPOOKPYXKEHMA). B onyxonesbiX KAeTKax MOXeT 0BHapyX»uBaTbca BUPYC
AnwTeHa-bapp (LMP1/EBER).



11

Okcnpeccna CD15 otmevaetca npumepHo B 85% cnyyaes J1X, PAX 5 - B 95% cnyyaes. Mpu
oTCcyTCTBUM 3Kcnpeccumn CD30 gmarHo3 AMMpombl XOAKKMHA COMHUTENEH M TpebyeT yraybaeHHoro

MMMYHOTMCTOXMMUNYECKOTo nccnenoBaHua.

OnyxoneBble KAETKM B 4YacCTU CAy4YaeB 3SKCMPECCUPYOT naH-B-KneTouHbih mapkep CD20
(reTeporeHHasa MO WMHTEHCMBHOCTM MeMbOpaHHAA peakums); SKCNpPeccua OMyXxoseBbIMU KAETKaMu
CD45 wn CD3 otcytctByeT. [JONONHUTENBbHBIM MAPKEPOM, MO3BONAAKWMM OTAMUYUTE JAnUMPoMy
XoaKK1MHa oT anddysHoM B-KpynHOKNETOUYHOM NMMbOMbI, ABAAETCA OTCYTCTBUE aKcnpeccum CD793,
BCL-6, B-KNeTo4yHOro TpPaHCKpPUNUMOHHOTO daKkTopa BoB.1 (unm cnabas sgepHas peakuus B

OTAENbHbIX ONYyX0/IEBbIX KETKax).

Mpn ycCTaHOBNEHMW AMArHO3a KJaccuyeckor Anmdombl XOAKKMHA HeobxoaAmmo YyKasaTb
rMCTO/IONMYECKUI BapuaHT U 0cobeHHoCTM nmmyHodeHoTuna (akcnpeccusa CD20, EBV,) (cm. Taba. 1).
MMMYHOTrMCTOXMMMNYECKOI BEPUPUKALMM NOANEKAT BCE CNyYan TMMPOMbI XO4KKMHA.

HopynapHaa numdboma XoarKkuMHa C  AvMmdouaHbiMm npeobnagaHMem oOTindaeTca  oT
Knaccmyeckon  AMmoombl  XOAKKMHA MO KAMHUYECKMM U MMMYHOMOPGONOrMYECKUM
XapaKktepuctnkam. Onyxonesble LP-KNeTkn o4MHAKOBO MHTEHCUBHO 3sKcnpeccupytotr CD20, PAX5 u
apyrve B-KneTouyHble aHTUreHbl, UX OKPYKatoT po3eTkn M3 CD3+, CD57+, PD1+ Tyy -numdoumnTos.
Skcnpeccua CD30 n CD15 Ha onyxoneBbIX K/eTKax OTCYTCTBYeT.

Tabnmua 1
Mopdonornyeckan knaccudumkauma AMMmpombl XoaKKMHA
BO3, 2008 r.
Jlumdoma XoaKKmMHa BapuaHThbl NmmyHopeHoTUN
onyxosaeBoro cybctpaTa
Knaccnyeckas . HOAYNAPHbIN cknepos, Tunbl | un li; CD30+, CD15+, CD20-/+
° CMeLLaHHO-K/IETOYHbIN; (CD20+ okono 20-40%

6oratbit niumdbountTamu;

numoonaHoe uctToLLeHue.

cnyyaes), CD45-, PAX5
(cnabas apepHasn
aKcnpeccus), BoB.1-

HoaynapHaa aumdpoma
XoaXKuHa ¢
ammoounaHbIMm
npeobnagaHmem

CD20+, CD45+, CD30-,
CD15- (B eAUHUYHbIX
CNyYanx No3UTUBHAA
aKkcnpeccus), BCL-6+/-,
PU.1+, J-chain+, BoB.1+

donnukynapHaa ammdoma

F'ncronornyeckoe

3aK/o4yeHne JOJ/IXKHO  YYUTbIBATb

KNEeTOYHbIA cocTaB onyxonesbiX

MHPUABTPATOB M XapaKTep pocTta onyxoan. CornacHo KnaccuduKaumm onyxosell KPOBETBOPHOMN U
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numoongHoli TKaHe BO3 (2008 r.) uutonormyeckne tunbl 1 n 2 (o 15 yeHtpobnacTtoB B none
3peHua MuKpockona yB. 400x) HeobxoaMmo ob6bbeauHATb. Pexke (20%) BCcTpeyaetca 3
LMTONOTMYECKUIM TUM, KOTOPbIM, B CBOKO o4vepeadp, noapasgenserca Ha 3A (c npucytcTBuem
LEeHTPOUMTOB) n 3B (maccuBHble nons n3 ueHTpobnacTos c Ha/numem
bonnnKynonoaobHbIX/HOAYNAPHBIX CTPYKTYP, CPOPMUPOBAHHbIX CpeaHero pasmepa U KpynHbIMU
K/NIeTKaMW C OKPYr/0-0Ba/ibHbIMW M MHOFOA40/1b4aTbiIMK AApPaMKn ¢ mopdoaornen ueHtTpobnactos). B
FMCTO/IOTMYECKOM  3aK/IIOYEHMU HEOBXOAMMO TaKMKe OMNMCbIBaTb XapaKTep pocTa OMNyXxoAu:
boNNMKyNApHbLIA/HOAYNAPHBIA  (onyxonesble  GOAAMKYAbI  NpeBbiwawoT  75%  naowaau
NvmdaTnyeckoro ysna), HoaynapHo-guodysHbli (25%-75%) n npeumyliectBeHHo aAnddysHbIn Tin
pocta (meHee 25%). Ecnv nocneaHnit npeacTtaBneH LeHTpobnacTamu, TO NpW OTCYTCTBUM
HOAYNAPHbIX YYaCTKOB OMYyXO/IEBOFO POCTa YCTAaHaBAMBaeTcA TpaHchopmauma B auddysHyto B-
KNETOYHYIO KpyMHOKAeTouHyo aumdomy (ABK/). B 3Tom cnydae HeobxoAMMO YKasbiBaTb A0/
njaowaam onyxoaum, npuxoasALLytoca Ha GonnmnkyaapHyto ammeomy n ABKJ/ (B npoueHTax).

donnukynapHaa numooma — B-knetouHas numooma ¢ ummyHodeHotunom CD20+, CD10+/-,
BCL-2+, BCL-6+, CD3-, CD5-, CD23-/+, cyclin D1-. B peakux caydaax GonnmkynapHaa numpoma moxxeT
6b1Tb BCL-2-HeraTuBHa. Mpn 3TOM HEOBXOAMMO MUCMONIb30BAHME CMEKTPa KJOHOB aHTUTen K BCL-2
(Hanpumep, E17) n umMToreHeTUYECKOe UccneaoBaHue Ana BbiasaeHus t(14;18) nnm peapaHKMPOBKU
BCL-2. Mpu npeobnagatnn gudpoysHoro pocta GonankynspHoi nanmeombl 1-2 UMTONOrMYECKOrO
TMMA, a TakxKe npu GonamkynapHon numdpome 3 umTonormyeckoro tuna akcnpeccma CD10 yacto
oTcyTcTByeT. B 3TMX c/ay4aax MOXKHO [OONOAHATb AMArHOCTUMYECKYID MNaHenb aHTUTEN HOBbIM
MapKepom repmuHanbHon (ponnnkynapHoi) andpdepeHumnposkn HGAL (GCET2).

MponndepatnsHbIA MHAEKC 00bIMHO He npesBblwaer 20%, Ki-67 >30% accoummnpyetca c
HebnaronpMATHLIM NPOrHO30M.

[na noatsepKaeHWa AMarHosa LenecoobpasHo uutoreHetTndeckoe/FISH nccnenosanue.

donnnkynapHaa aMmopoma «AeTcKoro» Tuna npeacrtaBneHa ¢onnamkynapHon ammeomon 3
uMTonoruyeckoro tvna (4awe 3B) 6e3 akcnpeccum BCL-2 1 peapaHKupoBku BCL-2, BcTpedvaetcs
NPeVMyLLEeCTBEHHO Y AeTell/NoAPOCTKOB MYMKCKOro Nosa/MON0AbIX MYKUMH C BOBIEYEHNEM KO/bLLA

Banbgenepa, AMYeK.

donnukynapHaa numédoma 3B +/- anddysHaa B-knetouHaa aumboma xapakTepusyetca
3Kcnpeccuent naun peapaHxmposko MUM. 1.

nMMQ)OMbI M3 K/IETOK MapruHaibHOM 30HbI

Nlumdoma maprrHanbHOM 30HbI NPeACTaBaAAET cO60M B-KNETOUYHY0 IMMPOMY C HOAYAAPHBIM,
WHTPadONNUKYNAPHBIM, MapriuHanbHbIM, ANdPY3HbIM, BHYTPUCUHYCHBIM TUMAaMK pocTa. KneTouHblii
cocTaB NoOAMMOPGHbLIA: BCTPEYAIOTCA KAETKM TUMa MasnblX AMMOOUUTOB, LEHTpouMTONoAobHbIe,
nmmdounaHble KNETKU C NpU3HaKaMmu naasmoumTapHoi aguddepeHLMpPoBKY, 3penble naasmaTmyeckme
KNETKWU, pPaspo3HEHHO pPacno/ioXeHHble KpynHble KAeTKu ¢ mopdosorueit ueHTpobnactos u
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MMMYHODBNACTOB; MPWU 3IKCTPAHOAANbHOW NOKANM3aLMW  Hepeako MPUCYTCTBYHOT CKOMNIEHUS
OMyX0neBbIX KAETOK C MOPO/I0rMen MOHOLUTOUAHBIX B-KNeToK.

MMMYHOTUCTOXMMMYECKM AMArHO3 B-KneToyHoW AMMPOMbl U3 KETOK MaprMHasbHOW 30HbI
YCTaHaB/IMBAETCA NMYyTEM WMCKAIOYEHUA APYIMX BaPUAHTOB ME/IKOK/IETOUYHbIX B-KneTouHbix nnmdom u
TpebyeT UCNO/Ib30BaHUA LWMPOKON naHenn aHtuten. MMmyHopeHOTMN OMyxoamn XapaKTepusyeTca
3Kcnpeccuen naH-B-KneTtouHbix aHTUreHos, B 4acTHOcTM CD20 (MHTEHcMBHas MembpaHHasA
aKcnpeccus). B uenom MMmMyHOGEHOTMN HOZANbHBIX U SKCTPAHOAAbHbIX B-KAETOUHbIX Anmbom m3
KNETOK MaprMHanbHOM 30Hbl naeHTMyeH: CD19+, CD20+, CD22+, CD5-, CD10-, CD23-, BCL-2+/-, BCL-6-
, MUM.1 -/+ (cnabasa agepHas aKcnpeccus B MMPOMAHBIX KNeTKax onyxosnesoro uHouabTpaTa). B
CNOXHbIX Cnyvasx npu npeobnagaHum puddysHoro pocta pekoMeHAyeTcs LO0MONHUTENbHOE
nccnenosaHue skcnpeccun CD38(-) n CD44(+). PeanayanbHble 3apoaplileBble LeHTPbl GONANKYNO0B C
NPU3HaKamMM KOJIOHM3AUMK BU3YasM3UPYIOTCA C Nomollbio aHTuTen Kk CD10, BCL-6, CD23 (ceTb
GONNMKYNAPHDBIX AEHAPUTUYECKUX KNeTOK). Mpu B-KknetouHoh numdome ceneseHKM M3 KNETOK
MapruHanbHOM 30Hbl Ko3kcnpeccua CD5  morkeT npucytctBoBatb A0 20% HabaogeHWi.
«YHMKaNbHbI» ANArHOCTUYECKUIA MapKep Ana B-KneTouyHoi anmdombl U3 KAETOK MaprMHasibHOM

30HbI OTCYTCTBYET.

Mpn 6ONBLWIOM KOJIMYECTBE KPYMHbIX KAeTOoK 6e3 GopMUpPOBAHUA KAAcTEPOB, C Yy4eTOM
cooTBeTcTBylOWEN MOPGONOrMYECKON U MMMYHOTMCTOXMMMYECKOW KapTUHbI, XapaKTepusyloLiein
MMMdOMYy MaprHanbHOMN 30HbI, AnarHocTMpyeTca «B-knetouHana numdoma 13 KNEeTOK MapruHaibHOMN
30HbI ¢ 6osblMM KonmyecTBom 6nactoB» (blast-rich). TpaHchopmaums B andodysHyo B-kneTouHyto
KPYMHOKNETOUYHYIO TMMbOMY YCTaHaBAMBAETCA NPU HaZIMYUU KPYNMHOOYAroBbIX CKOMJIEHUI KNETOK C
mopdonorueit ueHTpobaactos/MMmmyHo61aCTOB.

Onddy3Haa B-kneTtoyHaa KpynHokaetTouyHasa ammdboma (ABK/)

AwnarHos ABKJ1 yCTaHaBAMBaeTCA Ha OCHOBaAHMMU mopdonormyeckoro "
UMMYHOTMCTOXMMMNYECKOFO WUCCAEA0BaHMA OMyX0NeBoi TKaHM. Heobxoaumble AMarHocTMYeckue
npoueaypbl ONMUCaHbl B pasaene, NOCBALLEHHOM 06LMM BONPOCaM AMArHOCTUKN TMMOOM.

Mopdonornyeckunii cybcTpat npeactaBneH LeHTpobaactammn, UMMyHOBNACcTamMK, KAETKamM C
MHOTOZO0NbYaTbIMU - APaMKM, KAeTKaMM C  NoAMMOPGHbIMWU/aHaNAa3MPOBaHHbIMK  A4PaMU B
Pa3/INYHbIX KOJIMYECTBEHHbIX COOTHOLLEHMAX, YTO onpeaenseT MopdOOrMYeckmii BapmMaHT ONyXonu:
LEHTPOHNACTHBIN, UMMYHOBNACTHbIN (>90% onyxoneBbix KNETOK ¢ mopdosiormeint uMmyHobnacToB),

aHanNacTUYeCcKUi.

NMMyHObEHOTUN ONYyX0NM XapaKTepuayeTca sKcnpeccuen naH-B-kneTouHbix aHTureHos CD19,
CD20, CD79a, PAX 5 (moHOMopdHas MHTeHcuBHaa agepHasa 3sKkcnpeccus), CDA5 u oTcyTcTBUEM
sKkcnpeccumn CD3. CD30 (membpaHHasa +/- dot-like peakuma) moskeT 6biTb IKCMPECCMPOBAH YacTbio
onyxonesbix Knetok. CD5-nosutmeHaa pauddysHaa KpynHOKAeToYyHasa B-knetouyHaa saumdoma
BCTpeyaeTca npumepHo B 10% HabatogeHA. B 3TUX caydanx HEO6X04MMO MMMYHOTMCTOXMMMUYECKOE
nccnefoBaHue ¢ aHTuTenamm K cyclin D1 ana ncknodeHma noammopdHokaeTouHoro/6aactonaHoro
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BapuaHTa AMMPOMBbI U3 KNETOK MaHTUKU. BmecTe ¢ Tem, go 20% OBK/T moryT skcnpeccuposaTh cyclin
D1 (4acTb onyxoneBbIX KNETOK, cnabas No MHTEHCMBHOCTU AAepHas peakums).

OnddysHaa B-kneTouyHas KPYyNHOKAETOYHAA AMMPoOMa, KaK MpaBuo, XapaKTepusyeTtcs
BbICOKOW MMUTOTMYECKON W nponndepaTMBHON aKTUBHOCTbO. Ki-67 3Kcnpeccupyetca B LUMPOKOM
AnanasoHe: 40-90%, B oTAeNbHbIX HabAogeHUsAX npesbiwaeT 90%.

MN3yueHne npoduns skcnpeccum reHos (GEP) nossonser naeHTMOUUMPOBATL MONEKYAAPHbIE
noatunol ABKK/I, 4To MMeeT BaXKHOe NPOrHocTUYecKoe 3HauyeHue: 6aaronpuaTHbIM NpusHaeTca GCB,
HebnaronpmaTHbiMm ABC T1n. C NOMOLLBD UMMYHOTMCTOXMMMUYECKOTO aiIr0PUTMa C MCMOJIb30BAHUEM
cypporaTHbix mapkepos CD10, BCL-6, MUM.1 (anroputm Hans, 2004) wan CD10, BCL-6, FOXP1
(anropuTtm Visco-Young, 2012) moryT 6biTb Bblge/eHbl UMMYHOTUCTOXMMMYECKMe noarpynnbl ABK/
(GCB 1 non-GCB Tunbl), Koppenupyolme ¢ npodpunem akcnpeccun reHos (GEP).

/+,GCB . GCB
CD10 + _ MUMI 7
™ BCL6 A ™ 1on-GCB
N

- "non-GCB

OunarHoctuyeckuii anroputm Hans (2004)

+4 GCB

CD10 /

(>30%) - FOXPI
(>60%) -

non-GCB

non-GCB
OunarHoctnyeckmn anroputm Visco-Young, 2012
[na BbiABAEHUA Cay4aeB C HebAAronpuATHbIM NPOrHO30M, TPEOYHOLWMX WHTEHCUPUKALUK

Tepanuu, npu ABK/1 pekomeHayeTcs nccaenosath Haimume/oTcyTcTBue Koakcnpeccun c-MYC (KnoH
Y69/EP121) n BCL-2.
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B AMarHOCTUYECKUA anropuTm LenecoobpasHO BKAKOUUTL ONpeaeneHne nepecTporKn reHa
MYC (OBKN c peapaH:xkupoBkoit MYC BcTpedaetca go 10% cnyyaes). B page uccnegoBaHuin npu
OBK/N, Hapaay c nepecTpoiikoit reHa MYC, ogHOBPEMEHHO MOFYT OOHapYy»KMBATbCA TPaHC/AOKaLMA
t(14;18)(932;921) wu/vnm nepecrtpoiika reHa BCL6. 3Tm BapuaHTbl 3aboseBaHMa 0603HayaloTCA
TepmuHamm DH (double-hit) nan TH (triple-hit) numdoma u BKAtoUeHbI B rpynny B-KNeToOYHbIX
nmoom, Heknaccuouumpyembix. B KnaccupuKaumm onyxosneit KpPOBETBOPHOM M AMMOOUAHOM
TKaHeit BO3 (2008 r.) BnepBble BblaeneHa rpynna B-KneTtoyHbix numedom, Heknaccuduumpyemsix,
KOTOpble M0  MOPQONOrMYECKON, UMMMYHOFUCTOXMMUYECKON U MOJIEKYNSAPHO-TEHETUYECKON
XapaKTePUCTUKAM 3aHUMAIOT NPOMEXKYTOUYHOE nonoxeHue mexay ABK/1 n nnmebomont bepkutra. Bee
3TM cnyyan, a Takke DH wam TH aumdombl, Hapsgy ¢ MYC+ [BKK/l, umeloT KpainHe
HebaronpuaTHoOE TeYeHne — MeamraHa BbIXKMBAeMOCTU D0/IbHbIX cocTaBnAeT oT 2 Ao 18 mecAues.

Echu  mopdonornyeckmii  cybcTpaT, xapaKkTepHbii  ana  aubdysHonm  B-KneTouHol
KPYMHOKNETOYHON NUMPOMbI, COAEPHKMT OYarM HEKpo3a, YYacCTKM aHIMMOLEHTPUYECKOrO poCTa,
KPYnHble O4HO-, ABYAAEPHbIE KNETKM C KPYMHbIMU AAPbILKAMM, HANOMUHAOWME KAETKU XO4KKMHA
n bepesosckoro-Pua-LUtepHbepra, HeobxoaMmMo WCNosb3oBaTb MNaHesb Mapkepos: CD20, CD30,
EBER (ISH) ana sbigeneHva auddysHoi B-KNeToyHoM KpynHoOKAEeToYHoW nmmdombl, EBV-
aCCOUMNPOBAHHOMN.

JInmdoma 13 KNeTOK MaHTUU

JIumdoma 13 KNeToK MaHTUM (CUH.: U3 MAHTUIHbIX KNETOK) — 3TO B-KNeTouyHas aMmooma um3
MeJIKUX KJIETOK C, KaK MPaBWiO, arpeccuBHbIM TeyeHuem. Mpu rMCTONIOrMYECKOM UCCAeA0BaHUM
HEeobXOAMMO YYMTbIBATL KAETOYHBIM COCTaB M XapakTep pocTa onyxoau. Mpu «KaaccMyeckom»
uuTOoNOrMYeckom BapuaHTe (>80% cnydaes) onyxosieBbl cybCcTpaT NpeacTaBieH KAeTKaMn MeNKUX u
CpefHUX PasmepoB C Y3KOW LMUTOMAA3MOM M Aapamu HenpasuabHoW dopmebl. Mo dopme azep u
CTPYKTYpE XpOMaTMHA KNEeTKM O6AM3KM K UeHTpouuTam. KpynHble K/AeTKM OTCyTCTBYIOT. Pexke
BCTpeYaeTca NoAMMopdHbIA/6nacTonaHbIA BapuaHT, B 3STOM C/y4Yae KNETKU MMEIOT pPas/inyHble, B T.u.
KPYNHblEe, pasmepbl UM HanoMuHatoT iMmdobnacTbi.

PasnuyaloT HOAyNspHbIM (B T.4. MAaHTUIHBIN), AUbPY3HO-HOAYNSAPHLIA U AUbOY3HBIN TUNbI
pocTa onyxonu. Mpu MaHTUIIHOM POCTE OMyXOJib 3ameLlaeT MaHTUIHYI0 30HY GONIMKYNOB, LEHTP
KOTOPbIX NPeACTaBseH PeaKTUBHOMN NONYAALMEN KNETOK.

NmmyHodeHOTUN NMMPOMbI M3 KAETOK MaHTUM B GO/IbLUMHCTBE CAy4aeB XapaKTepusyeTcs
WMHTEHCUBHOM 3Kcnpeccuen B-nnHelHbix aHTUreHos (B T.4. CD20), CD5, CD43, otcytctBnem CD10 u
CD23. B wuyactu cnyyaeB Habnwopgaetca 3Kcnpeccua CD38. MMpu  NPOTOYHON  UUTOMETPUM
obHapyrKmBaeTca akcnpeccua FMC7, a CD200 otcyTtcTByeT (anddepeHumanbHbin guarHos ¢ X11);
KpoMe TOro, B pAge CAyvyaeB KAeTKM cnabo 3skcnpeccupytor CD23. Onyxonb xapaKkTepusyetca
TpaHcnokauven t(11;14), KoTopas wWmeeT naToreHeTMYeCcKoe 3HayeHue, T.K. 0bycnoBausaet
aKcnpeccuto umkamMHa D1 (sgepHaa peakums). B peakux cnyyasx aMMeombl M3 MaHTUMHBIX KNETOK
YKa3aHHaA TPaHC/IOKALMA OTCYTCTBYET, TEM HE MEHEee, OMyXO/IM UMEIT XapaKTepHolh ana JIKM
npodunb skcnpeccum reHoB. OCHOBHbIM AMArHOCTUMECKMM MapKepoM, MO3BONAKOWMM LUKANH D1-
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HEeraTMBHbIE BapUaHTbl OTHECTU K IMMPOME U3 KJNETOK MaHTUK, ABASETCA runepakcnpeccua SOX11 B
onyxoneBbix KieTkax (knoH MRQ-58, agepHas peakums).

B 85-90% cnyyaeB OMNyxo/ib MMeET arpeccMBHoe TeyeHMe C OOWUpPHbIM BOBAEYEHUEM B
OMyxo/sieBbl Mpouecc AMMbATUUYECKUX Y3/10B U 3KCTPaHoZasbHbIX TKaHel. B 10-15% cnydaes
TEeYeHMe OMyXo/In MHAONEHTHOE, B TaKUX HabatogeHMAX 0bblYHO OTCyTCTBYET 3Kcnpeccusa SOX11, Ho
0bOHapyKMBAOTCA COMaTMYecknMe myTaumm B reHax IgVH. YacTo oTmeuyaeTtcs cnjieHomeraama w
YMEpPEHHbIN neikounTos. Mo KAMHUYECKOMY TEYEHUIO MHAONEHTHbIN BapuaHT JIKM HanomuHaeT B-
KNIETOYHbIA XPOHUYECKU numdonenkos 6e3 BblparkeHHOMW AnmdageHonaTMM U  BOBAEYEHUN

3KCTPaHOAa/IbHbIX OPraHoB («nenKkemmnyeckan HeHodanbHaa JIKM»).

Bo Bcex MMMYHOMOTMYECKM COMHUTE/IbHbIX caydasx (Hanpumep, otcytctBue CD5, Hanuuue
CD23 nnn cnaban akcnpeccma CD20) uenecoobpasHo BbIMOMHATbL LIUTOrEeHETUYECKOE UCCeaoBaHue
ana onpegenenuns t(11;14). NporHos 3aBUCUT OT UMTONOTMYECKOrO BapuaHTa OMyXOAM (Xyxe npu
nneomopdHom/6aacTonaHom TMNe) 1 npoandepaTMBHOro MHAeKca (no Ki-67, noporosoe 3HavyeHue
—30%).

Numdpoma bepkurra

Numdpoma bepkutta npeacransetr coboi B-knetouHyio numdomy c aAnddysHbiIM pocTom
MOHOMOPOHbIX KJETOK CpeAHero pasmepa C  OKPYMIbIMM  fAPaMW, BbICOKMM  ALEPHO-
LMTOMNNA3MaTUYECKUM COOTHOLLIEHWEM, BbIPAXKEHHBIMU MOPPONOrMYECKMMM NPU3HAKaMM anonTosa.
TunuyHa KapTMHa «3Be3gHoro Heba» (Makpodarm c ¢parmeHTamy anonTOTUYECKUX Tenel, B
uuTonnasme).

Onyxonb nmeet nmmyHodpeHotun CD20+, CD10+, CD38+, BCL-6+, BCL-2-, CD44-, TdT-, CD3-,
EBER (ISH)-/+. MHaeKc nponndepaTUBHOM aKTUBHOCTM OMNyXoneBbix KneTok Ki-67 npubaukaerca K
100%. B peakux caydasx 4acTb  OMyXOJIeBbIX KNeToK cniabo  akcnpeccupyetr  BCL-2
(umTonnasmatuyeckas peakuyms). Ikcnpeccua MUM.1 (saepHaa peaKkumsa) 4acTo accoummpoBaHa C
EBER+, HIV+.

OnarHos numoomsl bepkntta TpebyeT 06a3aTeNbHOro NposeaeHus uutoreHetuyeckoro/FISH
nccnepoBaHvsa ANA BbIABNEHUA TPaHC/MOKaumMu c-myc/IgH, M UCKNoUYeHUs peapaHKMPOBOK reHoB
BCL-2, BCL-6.

Mpu3HaKom, CBMAETENLCTBYIOLMM O BbICOKOM BEPOATHOCTU peapaHXKMpPOBKM reHa c-MYC,
ABAAeTcA aKcnpeccun 6enka c-MYC (KnoH Y69/EP121) B 100% onyxoneBbIX KNETOK C MHTEHCUBHbIM

ALEPHbIM OKpalWlnBaHUEM.

Nnmdoma c ummyHodeHoTnom nepudepunyeckux T-numdoumntos, HeyTouHeHHaa (TK/MH)

TK/MH npeactasnset coboit rpynny HEXOOKKUHCKUMX NMMGOM PasfIMYHOro rMCTO/0MMUYECKOro
CTPOeHUn, He obnagalowmx cneunduyeckMmm nNpUsHaKammn, KOTopble No3BOAUAWU Bbl OTHECTU 3TH
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Onyxosn K Ntoboi MHon n3 dopm T-KNETOYHbIX MMGOM, NepeyncneHHbIX B Knaccuduraumm BO3.
dnuTeT «HEYTOYHEHHAA» NOAYEePKMBAET OTCYTCTBME  chneumMdUUYecKUX TUCTONOTUYECKUX U
UMMYHODEHOTUNUYECKMX XapPaKTEPUCTUK. ITOT AMArHO3 WCMoNb3yeTca Torha, Koraa Bce gpyrue
dopmbl TK/IM 6blan mucknrodeHol. Mopdonornyeckoe ctpoeHune TK/IMH A0BosbHO pasHoobpasHo.
LITonornyeckn onmcaHo MHOXKECTBO BapuaHTOB. Yalue Bcero npeobnagatoT KAETKU cpeaHero u
KPYNHOro pasmepa C HenpasuabHOW GOpMOW AAep, XPOMATUH ObiBaeT MeNKOAUCNEPCHBIM UAK
rMNEPXPOMHBIM, B KPYMHbIX KAETKax MPOCNEKMBAOTCA AAPbIWKK. B yacTu HabaoaeHUA OCHOBHYO
Maccy COCTaBAAOT KNETKM MENKOro pasmepa. MoammopdHbiii MHGUABLTPAT BKAKOYAET peaKTUBHblE
3N1eMeHTbl (303MHOGUNbHBIE TPAHYIOUNTDI, NAa3MaTUYECKUE KNETKU, SMUTENNOULHbIE TMCTUOLMTDI).
Ecan B onyxoneBom WMHPUALTPATE MPUCYTCTBYIOT MHOTFOYMUCAEHHbIE 3MUTENIMOUAHbBIE TMCTUOLUMTDI,
obpasylowme Knactepbl, TO Takaa MopdONOrMYecKas KapTMHA COOTBETCTBYET TaK HasblBaeMoOMy
nmmeoanutennmongHomy Tuny  TRAMH -  aumdome  JleHHepTa. Bblgenserca - apyroi
mopdosormyecknii  BapuMaHt — anmmeoma T-30Hbl, TFMCTONOTMYECKON OCOBEHHOCTbIO KOTOPOro
ABNAETCA MEeXODONIMUKYAAPHBINA TUM POCTa HAa POHE COXPaAHEHHbIX MAN AaXKe rMnepnaasnmpoBaHHbIX
numoongHbix donnunkynos. B nogasnawowem 6onbwmnHctee cnydaes TK/MH nmeeT ummyHodeHOTMN
CD4+/CD8-, sapuaHT CD4-/CD8+ BcTpeyaetca npunbamsnTensHo - B 6-12% ciyyaes. YacTo oTmevaercs
abeppaHTHanA yTpaTa O4HOr0 UM HECKONbKUX NaH-T-KAeTo4YHbIX aHTureHos (CD2, CD3, CD5, CD7).

AHrmonmmyHob6nactHaa T-knetouHaa anmdpoma (AUTA)

Heonyxonesbim aHanorom AWUTJ/T cuutaetca cybnonynaums T-ammdoumtoB — T-xennepbl
donnunkynapHoro ueHtpa (Try). OHM MMEIT YHUKaNbHbIK GeHOTUN, SKcnpeccupya Hapsagy ¢ T-
K/NIETOYHbIMM aHTUIreHaMK, MapKepbl, XapaKkTepHble ana B-AMM¢ounToB repMmMHaNbHOIO LEeHTpa -
BCL6 n CD10. Nx buonornyeckas posib 3aKao4aeTcs B BblpaboTke xeMoknHoB (CXCR5 n CXCL13),
MHAYUMpPYOWMX nponandepaunio GOANUKYNAPHBIX AEHAPUTUYECKMX KAETOK W murpaumto B-
MMmooumnToB B AMMPaTUUECKMIA y3en 3a CYeT YCUAEHUA WX aaresvun K 3HAOTE/INI0 BEHY/, 4TO
obneryaet npoxoxaeHuve B-AMMPOUMTOB uepe3 COCYAMUCTYIO CTeHKy. Takum obpasom, AUT/
anseTca AMmepomon ¢ ¢eHoTUNoM Try, aCCOLLMMPOBAHHOM C B-KneTouHoM nponudepaumei.

AUT/T xapaKTepun3yeTca CTUPAaHUEM PUCYHKA CTPOEHUA NMMEATUYECKOro y3na, O4HAaKo MOryT
6bITb BUAHbI HebObLWKE coxpaHuBLuMecs GoANMKyAbl. Onyxonesbln guddysHbIi MHGUNLTPAT UMeET
NoAMMOPOHbBIA XapaKTep M COCTOMT M3 T-NMMPOUAHBIX KAETOK MESIKOFro U CpefHero pasmepa,
0ObIYHO MMEILLNX CBETNOOKPALLEHHYIO UM ONTUYECKM NYCTYIO UMTOMIA3MY C YETKUMU FpaHuLLaMm
KneTok. Onyxonesble AMMPOUAHbIE KAETKM MepemellaHbl C  MeNIKUMU  peakTUBHbIMKM  T-
ammoountamu, 303MHOGUABHBIMM FPaHYIOUMTAMKU, TUCTUOLMUTAMM, NNA3MATUYECKMMU KAETKamu,
oTMmeuyaeTcs nponamdepaums GONNUKYNAPHbIX AEHAPUTUUYECKUX KNETOK (XOPOLLO BU3YanM3MpyeTca C
nomolLbio aHTuTena K CD21, nHoraa cnepyet AONOAHUTENBHO MCNOABL30BaTb aHTUTENa K CD23 mnau
CD35), BCTpevaloTca MasiouMCNeHHble UMMYHOO6MACTbl. TUMUYHBIM TUCTONOMMYECKMM MNPU3HAKOM
aBnAeTca nponndepaums NOCTKANUANAPHbLIX BEHYJ, KOTOpble 06pasyloT pas3BeTB/EHHYH CeTb.
Onyxonesble KNeTKM aKkcnpeccupytot CD3, CD4, CD10, BCL-6, CD279 (PD-1), CXCL13, CD278 (ICOS),
T.e. MMeT WUMMYHO(EHOTUN, XapakTepHbin Aana Tgy. KpynHble aKTUBMPOBAHHbIE KNETKM C
mopdonoruei ueHTpobnactos/MMmMyHO6NaCTOB, BXOAALLME B COCTAB PEAKTUBHOMO MUKPOOKPYKEHNA
OnyXonu, UMeLOT B-KneTouHblit deHOoTMN 1 cogepKaT BUpYC SnwTeiHa-bapp. B peakux cayyaax atm
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KNETKM MOTYT ObITb UCTOYHUKOM TpaHCHOpPMaLMK B B-KNETOUHYIO KPYMHOKAETOUHYO anmdomy. Kak
npasuno, BbipaxeHa B-knetoyHasa CD20+ nonynAumA B BUAE Pa3HOro pasmepa Ae30pPraHnU30BaHHbIX
npeacyLecTsyowmx GoNaNKyNO0B.

AHannacTuyecKkasa KpynHokaetouHasa ammeoma (AKK/)

AKK/T npeactasnset cobon ase pasnnuyHblie Hosonornyeckne dopmbl — AKK/, ALK+ n AKK/,
ALK-, KntoueBoe pasnnumMe Mexay KOTOPbIMM 3aK/OYAETCA B HA/IMUYUKU UAKM OTCYTCTBMM SKCNpPeCccun
ALK npoTtenHa. dKcnpeccna ALK npoucxoaut daule Bcero (6onee 75% ALK+ AKK/) B cocrtase
xnumepHoro 6enka ALK-NPM - npoayKTa XMMEPHOro reHa, KOTopbii obpasyeTcs B pesy/bTaTte
TPaHCNOKaUMKN mexay Xpomocomamm 2 u 5. JIoKyc p23 Ha Xpomocome 2 KOAMpyeT KuHasy
aHannactuyeckoit numeomsbl (ALK), a nokyc g35 5-ii XpOMOCOMbI COAEPMKUT FreH HykneodocMmHa
(NPM), KogupylowmMn Kucablit  pochonpoTenH, KOTOpbIA JIOKanM3yeTcA B SApe U B 30HE
PacnosoXKeHUs AAPbLILWKOBLIX OpraHn3aTopoB. benok ALK B HoOpme BbISIBAAETCA TONbKO B HEPBHOW
TKaHW, U OBOHapyKeHWe ero npu AMmdpome CBUAETENLCTBYET 06 abeppaHTHOW 3KCNpeccun reHa, B
H6ONbLINHCTBE CyYaeB 06yCNOBAEHHOM TpaHcAOKaumen 1(2;5).

OcHoBHOM mopdosornyeckon yeptoir AKK/1 sBnsieTcs Hanmume «ANarHOCTUYECKUX» KNETOK —
KJIETOK C 3KCLEHTPMYHO PACMO/IONKEHHbIM AAPOM NOAKOBOOOPA3HOM MM NOYKoobpasHoM dopmbl U
303MHOPUIbHO OKPaLIEHHOW 30HOM B MapaHyKneapHoW obnacTn uuTonnasmbl. Ha paHHUX cTaguax
3aboneBaHMa onyxonb MopaxaeT AMMATUYECKUA Yy3en 4YaCTUYHO, HepeaKo OTMevaeTca pocT
OMyX0/IEBbIX KNETOK B CUHYCAX, YTO CUMY/IMPYET MEeTacTaTUYECKUI pPaK.

BakHenwum kputepmem amarHoctukm AKK/ (ALK+ nnun ALK-) aBnseTca apkas — NpakTUYEeCcKu
MoOHOMOpHaa — 3skcnpeccna CD30. B onyxoneBbix KneTKax BbiABAAeTcA oauH wuan bonee T-
KNeTo4HbIX aHTUreHos — CD2, CD3, CD5, CD7, CD8, CD4, CD43, xoTA BO3MOMKHa yTpaTa 4acTu Uau
Oa)ke BCeXx W3 HUX. ITo npuBoguMT K Tomy, 4to go 30-50% onyxonei, nNo A[aHHbIM
MMMYHOTMCTOXMMMYECKOFO UCCNeoBaHUA, MMeeT «HyneBon» ¢eHoTun. B KneTkax onyxoau
0bHapyrKMBaeTCA SKCNPECCUA LUTOTOKCUYECKMX MoJieky - TIA-1, rpaH3anma B n nepdopuHa.

dKkcTpaHoganbHaa NK/T-knetouHaa ammdoma, HazanbHbIA TUN

NK/T-kneTouHaa nAumooma, Has3aibHblA TUM — OMNYXO/b, aHAJOrOM KOTOPOW CUMUTalOT
aKkTMBMpoBaHHble NK-Knetkm unm umtoTokcnyeckme T-numbounTtbl. HaszBaHMe «HazanbHbIA TUNY
0bYyC/I0BNIEHO YacTO NEPBUYHON JIOKanM3aLMein OnyxosiM B CPeAMHHbIX CTPYKTYpax JMLEBOro
yepena (ycTapeBllee Ha3BaHWe: «J/eTasbHasA CcpeauMHHas rpaHysema»). Onyxonb TaKXKe 4acTo
NOpParKaeT KOXY, JIeTKMe, TOHKYIO KULWKY, NoYKK. Jlumdpoma xapaktepusyetca andedy3HbIM pOCTOM,
HEepeaKo B COYETAaHUW C  AHTMOLEHTPUYECKUM  (MHPUABLTPAUMA  COCYAUCTOM  CTEHKM) W
aHTMOAECTPYKTUBHBIM (paspyleHne cocyfoB) KOMMOHEHTamu. MopaxeHne KPOBEHOCHbIX COCYA0B
NPMBOAMUT K MACCMBHBIM MWLIEMUYECKMM HEKPO3amM TKaHW onyxoau. 3Tu  mopdosornyeckue
0COBEHHOCTM MOTYT MPMBECTM K OLWMBOYHOM [MArHOCTMKE rpaHynematosa BereHepa. Onyxosb
XapaKTepusyetca skcnpeccueinr CD2, CD3 (uuTtonnasmaTtuyeckas), CD56+/-, TIA-1; otcytcrsyet
akcnpeccna CD4, CD5, CD8, CD16, CD57. Ona sToi onyxonu TUMMYHA accoumauma C BUPYCOM
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dnwrTelHa-bapp, BbisBEHME KOTOPOro meTogom rmbpuamsaumm in situ (CISH EBER) Heobxoaumo

ANA ANATHOCTUKM 3TOM IMMOMBI.

T-KnetouHaa ammdpoma, accoummpoBaHHas ¢ 3HTeponatueii (EATL)

EATL onpeaendetcds KakK OMNyXxonb W3  WHTPasnuUTenManbHolx  T-auméeoumToB ¢
NPeMMyLLLECTBEHHbIM NOPAXKEHUEM TOHKOMN KULLIKWU, arpeccMBHbIM TEYEHUEM U MAOXMM MPOrHO30M.
MpM MaAKPOCKONUYECKOM MCCNeA0BaHUM OObIYHO OOHAPYKMBAKOTCA MHOMECTBEHHbIE YYaCTKU
YTONWEHNA CAN3UCTON 060/I0UKM (MO3XKe — APYIUX C/I0EeB CTEHKU KULLKM) C U3bsA3BAEHWEM. B
Knaccupuraumm BO3 2008 r. 6biin BbigeneHbl asa Tvna EATL. Mepsbit (“kKnaccmuyeckan” EATL)
npepcrasafaeT coboit nonumopdHbiii nponvdepat ¢ 60AbWIMM KOAMYECTBOM KPYMHbIX KAETOK C
OKPYIAbIMU MAM HENpPaBUAbHOW GOPMbl AAPAMM, XPOMATUHOM BE3UKYAAPHOIO TUMA U YETKUMMU
AgpbiwKamn. LUuTonnasma onyxonesbiXx KAETOK AOBO/ILHO LUMPOKAA. XapaKTepHbl Haiuvyne nonem
HEKPO3a M  3HauMTe/IbHAA NPUMECb K/ETOK PeaKTUBHOTO  WHOWAbTpPATa  (FrMCTMOLMTOB,
303MHOPUbHBIX NelkouunToB M T.1.). EATL Tmna |l, HanpoTue, NpeacTaBnneT cob6oit MOHOMOPPHbIN
nponndepat M3 KAETOK MENKUX U CPefHUX pPasMepoB, C OKPYFAbIMM AZpaMK, COLEPHHKALMMU
KOHAEHCUPOBaHHbIN XpOMaTuH, 6e3 sapblweK. Lintonnasma yskas, ceetnas.

B HoBOlM pegakuum Knaccudukaumm BO3 2016 r. TepmuH «T-KneToyHas aumdoma,
acCoOLMMPOBaAHHAA C IHTEpPONATMEN» COXPaAHEH TOJIbKO 3a «Kiaccnyeckum» BapuaHtom EATL, a EATL
Il TMNa BblgeNeHa B KayecTBe CaMOCTOATE/NIbHOW HO30n0rMYeckon ¢opmbl M 0603HAYeHa KakK
«MOHOMOpPdHaA aNUTENNOTPONHAA MHTECTUHANbHAA T-KneTouHas aumooma (MEITL)».

O6e onyxonu passmBaloTca U3 MHTpasnutenmanbHbix T- (T/NK-) aumdoumnTtos Kuwkn (CD103+),
HO MMEIT CyLLeCTBEHHble pasnnumaA. Tak, EATL BcTpeyaeTcAa 3HauMTenbHO Yalwe, npeobnagaet B
EBpone, KAMHUYECKM N NAaTOrEHETUYECKM accoummpoBaHa ¢ ueanakmen; MEITL npeobnagaet B Asuu,
He CBfA3aHAa C LUe/MaKMeln, KaK MpasBu/io, He COMPOBOXAAETCA KAPTUHOM 3HTEponaTum.
NmmyHodeHOoTUN obenx onyxoneit COOTBETCTBYET aKTMBMPOBAHHLIM LMTOTOKCUYECKMM KETKam C
yTpaToi CD5, ogHaKo Koakcnpeccua CD8 u CD56 Habntopaetca B 6onee 85% MEITL 1 He xapaKTepHa
ana EATL. Mpu EATL Ha onyxoneBbix K/AEeTKax 4acTo HabnoaaloT reTeporeHHyto akcnpeccuio CD30.
CnekTp reHeTuyeckmx abeppaumin npu EATL u MEITL conocTaBMm, OAHAKO 4acToTa OTAE/bHbIX
MyTaUuin pasnmyaeTca.

OuddepeHumanbHaas  AuarHoCTMKa  T-KNETOYHbIX  (racTpo-)UHTECTUHaAbHbIX  Anmbom
WUCKIOYUTENIbHO C/I0XHA. HeobXxoaAMmM KOMMIEKCHbIM NOAX0A, BKAOYAOWMIN OLeHKY ocobeHHocTel
CTPYKTYPbl KNETOK, T[UCTOAPXUTEKTOHUKWU, onpedeneHne ummyHodpeHoTMna U MOEKYAAPHO-
reHeTnyeckme gaHHble. Onpegensaiollee 3HaYEHUE MMEET KAMHMYECKaa KapTuHa (Temn nporpeccumn
3aboneBaHuA, OTBET Ha Tepanuio): B YaCTHOCTU, MOHOMOpPGHaA Npoandepaumsa KNeTok ¢ peHoTUNom
T- nnan T/NK-KkneTok, orpaHuyeHHas cOBCTBEHHOW MAACTUHKOMN CAM3MCTON 060/104KM, MOKET 6biTb
cybctpatom MHAONEHTHbIX T- M NK-KnetouHblx numoonponndepatuBHblix 3aboseBaHuin, He
TpebyoLMX NUHTEHCUBHOTO SIeYEHMA.

T-KNeToUYHbI NpoAnMdOoLUTAPHbIA IEAKO3.
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T-KNeToYHbIM  NPOAUMOOUMTAPHbIA  NeMKo3 — 3TO OnNyxoAb C  ¢GEeHOTMNOM  3penblix

NOCTTUMUNYECKUX T-}'IVIMd)OLI,VITOB, C arpeccmBHbIM Te4eHnem U N10XUM NMNPOrHO30M.

CybcTpaToM ONyX0/M ABNAIOTCA KAETKM MENKMX U CPEAHUX pPasMepoB C HELIMPOKOM
HerpaHy/MpoBaHHOM 6a30duUNbHON UMTONNA3MON U AAPAMWU Pa3NNYHOM, B T. Y. HENPABMU/IbHOWN,
dopmbl, comeprawmMmmn AgpbIWKo. OnyxoneBble KAETKM OOHAPYKMBAKOTCA B KOCTHOM MO3re WU
nepudepuyeckon KpoBM, XapaKTepeH BbICOKUI NenKounTos (>100x10°/n, 6onee 90% cocrasnatoT
npoanmooumnTsbl). HabnwogatoTca renatocnaeHomeranusa, ymepeHHaa numdageHonatvsa, MHorga
noparkeHme Koxu. MmmyHodpeHOTMNMpPOBaHME NPOBOAMUTCA C MOMOLLbIO MPOTOYHOM LIUTOMETPUM U
MMMYHOTUCTOXMMUYECKOTO MccneaoBaHuAa.  Onyxonesble KNeTKM 3KcnpeccupytoT CD3 (uHorpa
oTcyTcTeyet), CD2, CD5, CD7, TCL-1, akcnpeccuun TdT n CD1a HeT. KneTku yaule CD4-NO3UTUBHLI,
OflHAKO BO3MOXHa 3Kcnpeccua CD8 wu Koakcnpeccua CD4 u CD8. Ob6nasaTenbHbIM ABASAETCA
MONEKYNAPHO-TEHETUYECKOE UCCNeA0BaHWEe C LeNblo OUEHKM cTaTyca reHos TCR v BbiABneHua T-

KNETOYHOM KNOHAaNbHOCTW.

NumdountapHaa aumdpoma

McTtonornueckun pmarHos nMmeoUMTapHOM NMMGOMbI YCTAHABAMBAETCA MNpPU  HaAUUYUMU
andodysHoro numoounaHoro nponndepata U3 MOHOMOPPHbLIX KAETOK Hebonbloro pasmepa ¢
OKPYIbIMM AAPaMM, KOMKOBATbIM XPOMAaTMHOM, B 3aBMCMMOCTM OT ycCioBui ¢uKcaumm — 6es/c
HEOTYETAMBLIMM AAPbILKAMM, C TOHKOCTEHHbIMM COCYAAMW KanUANAPHOro/BEHYNAPHOro TWNa;
06blYHO pPa3pPO3HEHHO pPacMo/IOKEHbl KPyMHble KAETKM ¢ mopdosornein napammmyHobsiactos,
MHOTAa NPUCYTCTBYIOT NceBaodOoNNMNKYbI (NponndepaTUBHbIE LEHTPbI).

MpU MMMYHOTMCTOXMMUYECKOM MCCAefO0BaHUN AMMPOUMAHDBIA NpoandepaT xapakTepusyertcs
akcnpeccnen CD20 (reTeporeHHas NO MHTEHCUMBHOCTW, MPEUMMYLLECTBEHHO cnabasa membpaHHas
peakuus), CD79a, IgM, agepHoit akcnpeccueit PAX 5, LEF1 (agepHas peakuwms), Koskcnpeccuein CD5
(membpaHHas peakuma) n CD23 (membpaHHaa peakums), CD43 npu oTcyTcTBMM aKcnpeccun CDIO,
BCL-6, Cyclin D1. 3kcnpeccus LEF1 (sgepHas akcnpeccusa) 6onee MHTEHCUMBHO BbipasKeHa B K/eTKax
nponndepaTnBHbIX LEHTPOB, B KAeTKax C Mmopdonorveit npoammoumntos. [ns  KNeToK
nponndepaTnBHbIX LLEHTPOB XapaKTepHa 6bonee MHTeHCUBHaA akcnpeccua CD20, IgM, LEF1, nHorga
4acTb K/eTOK nceBnodonnnkynoB (NnponndepaTuBHbIX LeHTPoB) akcnpeccupyet cyclin D1 — cnaban
agepHan peakuus, 6es t(11;14). UHaekc nponndepaTMeHoli akTMBHOCTU Ki-67 — HEBbICOKU, 06bIYHO
coctasnfeT 5-15% no3nTUBHbIX KAETOK B 30HaxX AP Y3HOro MeNIKOKNETOYHOro MHPUAbTpaTa. Mpu
MMMYHOTUCTOXMMMYECKOM WCCNEeA0BAaHUM HA NapaduHOBOM MATEpPUAsie MOMKET OTCYTCTBOBATb
akcnpecens CD5  (go 20-25% cnydaeB). dkcnpeccueirt BCL-2 xapaKTepusytoTcs BCE BapWaHTbI
MEeJIKOKNETOUYHbIX B-KneTouHbix inmoom, Koakcnpeccua IgM m IgD xapaktepHa ana ammdoumTapHoi
NMMPOMBI M IMMGOMbI U3 KNETOK MaHTUMU.

dkcnpeccua LEF1 xapaktepHa ana auméoumTtapHoi nmmdombl ¢ TpaHchopmaumen B
ANPPY3HYIO B-KNeTouHyo KpyMHOKAETOYHY anmdomy (cMHApom Puxtepa) 1 no3sonseT nposecTtu
anddepeHuUmnanbHyo agnarHocTuKy ¢ CD5+ anddysHoit B-KneTouyHoM KpyNHOKAETOUYHO M AMMEGOMON.
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NumdonnasmountapHas ammboma/ makpornobynmHemus BanbgeHcrpema (MB)

NumdonnasmoumTtapHas ammdpoma — 3To B-KnetoyHasa onyxonb, 06pa3oBaHHaAA MeSKMMMU
ammoountTonogobHbIMK K/IeTKamm, ammoounaHbIMU KNIeTKamu c nAasmMoLuMTapHOM
anddepeHUMpPOBKOM, NIa3MaTUYECKMMWN KNEeTKaMK, HepeaKo C BOBJIEYEHMEM KOCTHOIO MoO3ra.
Mopdonornyeckn numdonnasmouuTapHas ammpoma u MB MMEOT MAEHTUYHbLIA OMyXOJEBbIN
cybctpaT. MaKpornobynmHemmna BanbaeHcTpema  xapaktepusyetrca  AMmdonnasmoumTapHon
MHOUNbTPALMEN KOCTHOrO Mo3ra, MMGOMAHOM TKaHM C MOHOK/IOHA/NbHOW ceKkpeuunen IgM.
Pewalouee 3HauyeHne B aAuddepeHUManbHOW AMArHOCTUKE WUMEIOT KAWMHMYEeCKas KapTuHa (B
YaCTHOCTW, OTCYTCTBME BblpaXKeHHON nAumdageHonaTMm npu BepuUPUUUPOBAHHOM MOPAKEHUN
KOCTHOIo mMo3ra), Hanuune u ypoeHb M-napanpoTtenHa. Npu ycTaHOBAeHUN anarHosa MB A0/KHbI
NPUCYTCTBOBATL C/ieAYOLME NPU3HAKMK:

1. MOHOK/IOHaNbHbIM IgM (He3aBUCMMO OT YPOBHSA NapanpoTenHa);

2. MHPUNbTPaLUA KOCTHOrO Mmo3ra ManbiMu ammoountamu,
MMdonnasmoumUTonaHbIMU KNeTkamm " naasmaTUyecKMmm KNneTKkamm (anddysHasn,
WMHTEPCTULMANbHAA UKW HOAYNAPHAR).

MMMyHODEHOTUN  OMNyXoneBblX KAeTOK npu  aumdonnasmounTtapHoi  anmebome/MB
WAEHTUYEH MMMYHOPEHOTUNY KNETOK B-KNeTouyHOW AMMPOMBbI M3 KNETOK MapruHasbHOM 30HbI:
CD19+, CD20+, CD22+, slgM+/1gA/1gG. Mpu numbonnasmoumTapHoi numdome B J1Y yalle, Yem npu
B-knetouHoM nmmdome M3 KNEeTOK MaprMHasbHOM 30Hbl, MOXHO UMMYHOTUCTOXMMMUYECKN BbIABUTD
PEeCTPUKUMIO NerkuX Lener, akcnpeccuio IgM, IgA (umTonnasmatuyeckas, membpaHHas peakums),
pegko - 1gG. B 10-20% cnyyaeB moxeT bbiTb 3Kcnpeccusa CD5, CD10, CD23, 4To He MCKAYaeT
AvarHosa aumdonnasmoumutapHon ammobombl/MB.  Ona  nposegeHua  auddepeHLManbHOMN
AMArHOCTUKM € B-kneTouHol nMMPOMONM M3 KAETOK MAprMHaNbHOW 30HbI C cekpeuuein M-
napanpoTerMHa, UMelowWwen CXOAHbIN  MMMyHOPEHOTUN,  AOMONAHUTE/IbHO  PeKoMeHAayeTcA
MONEKYNAPHOE WUccnefoBaHWe AnA BblABAeHUA mutMYD88. OTcytcTBue MyTaumMm UCKAOYaeT
AnarHos ammdonnasmouutapHoit ammeoomsl/MB.

CragupoBaHue, popmynmpoBaHue guarHosa

PacnpocTtpaHeHHOCTb nNpouecca

OnpeaeneHve cragum y 60AbHbIX NMMPOMaMM (338 MUCKAKOYEHMEM YKasaHHbIX 0c060)
OCYLLLECTBASETCA HAa OCHOBaHMM Knaccudukaumm Ann Arbor B moandukaumm Cotswold (Tabn. 2).

dPopmynnpoBaHme gMarHo3a

Mpy popmMyaMpoBaHMM ANArHO3a HEOHXOAMMO YKas3aTb:
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e Ha3BaHWe 60/1e3HN B COOTBETCTBMM C Mopdosiormyeckon Knaccudukaymeinn BO3 2016 r., BapuaHT

3aboneBaHun npun ero Haan4mum (MOpd)OJ'IOI'W-IECI-(Mﬁ nnn LI,MTOﬂOFW‘IECKMﬁ BapuaHT, TN n T.,D,.)Z;

e craauio 3ab60sieBaHUA C y4eToM B-cumnTomoB 1 Apyrux ¢pakTopos PUCKa, C YKasaHMEM BCEX 30H

nopaxXeHuA. an nopaxeHn NapHbIX OPraHOB YKa3blBaAETCA, KaKoM U3 HUX NnopaxeH;

e [pynny puvcka n/Mam NPOrHOCTUYECKYIO TPYMMy C YKa3aHMEeM UCMOJib3yeMOro NMporHOCTUYECKOro

uHaekca (IPl, FLIPlI u T.4. — cm. pa3aesnbl, NOCBALLEHHbIE COOTBETCTBYIOLLLEMY 3ab01eBaHNI0);

o OcnoxKHeHus, obycnosneHHble 3abonesaHmeMm.

Tabnunua 2

Knaccudumkauma nmumopom Ann Arbor, mogmudpukaums Cotswold

Cragua |

MopasKeHWe 0AHOM NMMbATUUECKOI 30HbI (pUC. 1) MAn CTPYKTYpbI®
JloKannsoBaHHOE NopaXKeHMe 04HOro 3KCTPANMMPATUUECKOTO OpraHa UaK TKaHK
npeaenax oAHOro cermeHTa

B

Cragua ll

MopaxeHue AByx Uan 6onee’ NAMMPaTUUYECKMX 30H MO OAHY CTOPOHY Anadparmbi
JlokannsoBaHHOe B Npeaenax 04HOro cermeHTa nopaxeHue ogHoOro
3KCTPaNMMaATUHECKOTO OPraHa UAM TKaHM M ero permoHapHbIX IMMpaTUYECKMX
Y3108 ¢ A 6e3 nopaxkeHua apyrux ammdatmyeckmx obnacteit no Ty xe CTOPOHY
Anadparmol

Cragusa lll

MopaxeHune IMMPaTUUECKMX Y3/10B UM CTPYKTYP MO 06e CTOPOHbI Anadparmbl’
JlokannsoBaHHOE B Npeaenax og4HOro CErmeHTa NopaxeHue ogHOro
3KCTpaNMMbaTUYECKOro OpraHa UM TKaHM U ero permoHapHbIX AMMdaTUYECKMX
Y3/10B C NOparkeHMem apyrux nimmdaTnyecknx obnacreit no obe cTopoHbI
anadparmol

Cragua IV

AnccemmHnpoBaHHoe (MHOropoKyCHOe) nopaxKeHne 04HOM0 UM HECKOJIbKUX
3KCTPaNMMbaTUUECKMX OPraHOB C MK Be3 nopaxeHna AMMdaTUYecKmx y3a108
M30nnpoBaHHOE NopaKeHne aKCTPaNMMPaTUUECKOro OpraHa C NnopaxKeHmem
OTAaNeHHbIX (He PErMOHapPHbIX) TMMPATUYECKUX Y3108

MopakeHue neyeHn u/mam KocTHOro Mo3sra

[na scex cTta

AN

A

OTcyTcTBME NpU3HAKOB B-cTagum

B6

OauH nnu bonee 13 cneayroLLMX CUMNTOMOB:

? YKa3aHMe Ha PeSKO AMArHOCTUPYEMbIE MEPBUYHBIE IKCTPAHOLA/bHBIE BAPUAHTbI, HETUMMYHbIE
UMMYHOPEHOTUMMYECKME U MONEKYNAPHbIE BapUaHTbl, 06yCcNaBANBaOLLME U3SMEHEHWE TepaneBTUYECKOo
CTpaTermu, Tak:Ke MoryT 6biTb BKAKOYEHbI B AMArHO3.

* K 'MMbaTYECKMM CTPYKTYPam OTHOCAT IMM(ATUYECKME Y3/bl, CENE3EHKY, BUIOYKOBYIO KENe3y, KOMbLO
Banbaeliepa, yepBeobpasHbIit OTPOCTOK, NeepoBbl HAALLKN.

4I'IpM nmoome XoaKKMHaA 15 BTOPOW CTagMm HeobXoaMMo A0NONHUTEIbHO apabcKkon LMdpoit yKasbiBaTb
KONMYECTBO NOPArKEHHbIX IMMdaTUYEcKux 30H (puc. 1) (Hanpumep, ctagus ll,).

> PekomeHAyeTca pasnuuath craguio lil;, ¢ nopaeHuem BepXHUX aBA0MUHAbHBIX IMMbATUYECKUX Y3108
(sopoTa neyeHu, ceneseHKku, YpesHsble /y), u ctaguio lll,, c nopaxeHnem 3abpIOWNHHBIX IMMY3/108.

® KOMKHBIM 3y, UCKNIOYEH U3 CUMITOMOB MHTOKCUKALLMM.
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e JluxopagKa Bbiwe 38°C He meHee Tpex AHel noapasa 6e3 nprM3HaKoB BOCNaNeHUs
e HouHble npody3Hble NoTbl

o [oxyaaHue Ha 10% maccol Tena 3a nocneaHme 6 mecaues

E o JloKannsoBaHHOE 3KCTpaHoAanbHoe nopaxkeHue (npwu I-lll ctagusx)
S o [lopaskeHue ceneseHku (npu I-ll ctaguax)
X e MaccusHoe (bulky) onyxonesoe nopaxeHue — ouar 6onee 10 cm B agnameTtpe uam

MeMacTMHaNbHO-TOpPaKanbHbIN MHAekc’ 6onee 1/3

PucyHok 1

NumdaTtrueckne 30Hbl

Iumpatnyeckume yanbl

— — ~
Konbuo Banbgerepa-luporoea
(MumdoanvTennansHoe KoNbLO)

LLerHble,
MNogknYnYHbIE HaOKNIYNYHbIE,
3aTbINIOYHbIE
W nepegHue yLuHble
NogmbllleYHble \
W TpyAHble ~+~————— BHyTpurpyaHbie
[ (MegwacTuHankeHse)

BpoHxonyne-
NokteBble -~ MOHanbHbIe
I: CeneséHo4Hble

=-[lapaaopTankHble
BpbpkeeyHble \

/ ——loAB3aoLUHbIE

MaxoBble 1 6eapeHHble —=!

MogkoneHHsle

7 o v

MeAamacTMHaAbHO-TOPaKasibHbI MHAEKC — OTHOLWEHWE WMPUHbI CPeAUHHON TEHN B CAMOM LUIMPOKOM MecTe K
AVaMeTPY rPpyAHOM KAETKM B CAMOM LUMPOKOM ee MecTe — Ha ypoBHe Th5-6 Ha cTaH4apTHbIX MPAMBbIX
peHTreHorpammax.
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MNnaH o6cnepoBaHna 6onbHOro

KnnHunyeckoe 06CJ'IE,£I,OBaHVIe

O

O

Cbop aHamHe3sa (B T. 4. cemeliHoro)

®Pu3MKanbHbIK OCMOTP, B T.4Y. ManbhayMAa BCEX [AOCTYMHbIX Manbnauuu rpynn
nepnpepuveckmx AMMPaTUYECKMUX Y310B, NEYEHWU, CENE3EHKW, OCMOTP MWHAAAMH U
nonocTu pTa

OnpepeneHune Hannuus B-cumntomos

OnpepeneHue ctatyca no ECOG:

0. NONHOCTbIO aKTMBEH, CNOCOBEH MEPEHOCUTb Harpyskn B TOM e obbeme, 4To U
[0 Hayana 3aboneBaHus;

1. orpaHuyeH B BbINONHEHUM MHTEHCUBHbIX GU3NYECKMX HArpy3oK, HO cBobogHO
nepeaBuraeTcss U MOMKET BbIMOHATL JIETKYI0 UAM CHAAYYI0 PaboTy — ferkyto
paboTy no gomy, paboty B oduce;

2. cBobOOAHO MepeaBuraeTcss U B COCTOAHUWU cebsi 0OCAYKMBATb, HO HE MOMKeT
BbINOJIHATb KaKyto-1nbo paboTy. MpoBogMT B MOCTEM MeEHbLUE MOJIOBUHDI
CBETNIOTO BPEMEHMU CYTOK;

3. BO3MOXHOCTb cebs 0bcnyKmMBaTb orpaHuyeHa. MpoBoauT B noctenn 6onbluyto
4acTb CBET/IONO BPEMEHM CYTOK;

4. He B cocTOsHUM cebsa 0bcnyxKmBaTb. MPUKOBAH K NOCTENN AN KpecAy.

}'Ia60paTopr|e MeToabl nccneaosaHmA

O

o

O O O O

O

Pa3BepHyTbI KAMHUYECKUI aHaNM3 KPOBM C MNOACYETOM JAeMKouuTapHon ¢opmynbl n
KOJIMYeCTBa PETUKYIOLMUTOB

O6wmit aHann3 moum

Buoxmmmyeckuii aHanms kposu (A, moyeBan KMC/OTa, MOYEBMHA, KPeaTUHUH, 06LLMIA
6enokK, anbbymuH, 6unmpybun, ACT, A/IT, wenouyHas docdaTtasa, 3NEKTPONNUTbI, KanbLU)
Koarynorpamma

dneKkTpodopes 6eNKOB CbIBOPOTKM KPOBU

OnpeneneHue rpynnbl KPOBU, pesyc-pakTopa

OnpepeneHne mapKepos BMPYCHbIX renatutos B n C, BUY

Y JeHLWMH AeTOPOAHOrO BO3pacTa — TecT Ha bepemMeHHOCTb

MeToabl ly4eBo AMarHOCTUKM

O

PeHTreHorpadus opraHoB rpygHoOM KNeTKM (Npu HEBO3MOXKHOCTU BbinosHeHMA KT — B
[BYX NpoeKuunXx)

KT wewn, rpyaHOM KAeTKM, OpraHoB OploOWHON NoAoCTM W Manoro Tasa C
KOHTpAcTUpoBaHMEM

Y3 nepudepunyeckmx nAmmoaTUHecKkmnx, BHYTPUOPIOWHbIX W 33aOPIOWMHHbBIX Y3108 U
OpraHoOB OPIOLIHOM MNONOCTU MOMKET MCMOb30BATLCA AJ/18 KOHTPO/IA 33 JIeYEHNEM, HO He
ABNSAETCS CTAaHZAPTOM MpPU  YCTaHOBAEHWW CTaauMWM 3ab0/SEeBaHUS UM NPU  OLEHKE
3pPEeKTUBHOCTUN NleYeHmnn

LmTonornyeckoe 1 ructonormyeckoe nccneaoBaHMe KOCTHOrO Mo3ra
3KT n 9xo-Kr

DHAOCKONMUYECKoe nuccnenoBaHme Xenyaka
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Mpy HaIMYMKM NOKA3aHWUI TaKXKe MOTYT BbIMOJHATLCA:
e JlabopaTopHble MeToAbl UCCNef0BaHMUA
o WccneposaHue B-2 muKkpornobynnHa
o Mpsaman npoba Kymbca
e MeToabl Ny4eBOl AMUAFHOCTUKN
o PeHTreHorpadma KocTtel ckeneta, CUMHTUIPaduA KOCTeln ckeneta
o KT unu MPT ronosHoro mosra
o NaT

Tak Kak xumuoTepanus M obayyeHne obnactM Tasa MOryT NpuMBecTM K HeobpaTtumon
CTEPUNBbHOCTU MaLMeHTa, CO BCeMU BONbHBIMU AETOPOAHOIO BO3pacTa 060Mx NonoB LenecoobpasHo
06CyKaaTb BOMPOC O BO3MOXKHOCTM KPMOKOHCEPBALMM CMIEPMbI UM TKaHU AUYHWUKA Nepes Havyanom

Tepanuun.

C XeHWWHaMN [OeTopoAHOro Bo3pacTa crieayeT obcyskAaTb BOMNPOC O HeobxoaMmocTu
rOPMOHa/IbHOM 3aLWUTbl OT HePEeMEHHOCTH, a TaK¥Ke 0 MeToAax BO3MOXKHOW rOPMOHAIbHOW 3aLLUUTbI

AWYHUKOB NPU NPOBEAEHUN MHTEHCUBHBIX MPOrPaMM NeYeHus.

Onpepenenue 3¢ PeKTUBHOCTU NeyeHns

OueHKy 3¢pPeKTUBHOCTM nedyeHna cneayeT NpoBOAUTL B cepeauHe (nocne 2-3 uUmKAa
XMMmMUoTepanmu) M nocne MHAYKUMOHHOMO Kypca /levyeHUs, a TaKyKe Noc/e 3aBeplueHus Bcei
NPOrpaMMbl IeYeHUA (XMMMO- UAKM XMMMOJIYYEBOM Tepanuu, Noaaepxusatoleit Tepanum u 1. 4.)°%.
ObcnepoBaHne naumMeHTa AO0/KHO 06M3aTeNbHO BK/OYATb TWATENbHbIM OCMOTP, KAWHUYECKUE
aHanu3bl, NOJIHOE UCCnefoBaHWE MEeToAaMM JIYYEBOW AMArHOCTUKMU, MPUMEHABLUMMKUCA OO0 Hadvana

neyeHwuA.

MonHaa pemuccusa (1P):

1. TMNonHoe Mcuye3HOBEHME BCEX MNPOABAEHWA 3aboneBaHWMA, B TOM 4YUCAE BbIBAAEMbIX NpPU
nomow nabopaTopHbIX W Ny4yeBbIX METOAOB [AMATHOCTUKM, a TaAKKe KAMHUYECKUX
CMMNTOMOB, €C/IN OHWU UME/IN MECTO A0 Hayasa IevyeHus.

2. Pasmepbl nMmdaTnYECKUX y310B:

a. £ 1,5cm no Haubonbwemy p[MameTpy, eCcAM [0 Havana JfevyeHus pasmepbl
numdaTmyeckux ysnos 6binm 6onbuie 1,5 cm

b. < 1,0cm no Havbonblwemy AuameTpy, €CAU A0 Hayana JiIeYeHUs pasmepbl
nmdatmyeckux ysnos bbinm 1,5 —1,1cm

8

JononHutenbHoe ob6cnenoBaHune B Npouecce MHAYKLMOHHOMO Kypca A1 oLeHKM addeKTa Tepanmm
NPOBOANUTCA MPU HANNUYUKU NOKA3AHWIA — NOAO3PEHNN HA HEAOCTAaTOUYHYIO 3P PEKTUBHOCTD UK MPU
BblpaXeHHOM 3pdeKTe — B C1y4anx BO3MOXKHOIO COKpaLleHMA 06beMOB Ie4eHus.
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MeyeHb, ceneseHka, ecin ObIIM yBENMYEHbl A0 Hayaja JieYeHusa, He NaabhupytoTca, Mo
OAHHbIM /ly4€eBbIX METOA0B 06beMHble 06pa3oBaHMA B HUX HE BbIABAAIOTCA.

KoCTHbIN MO3r 6e3 Npu3HaKOB OMNyx0/IeEBOro NopaxeHusa. Ecam pesynbtat Mopdo/10rM4yeckoro
MCCNefoBaHMA KOCTHOTO MO3ra HeOoAHO3HauHblA, Ha/nvyme WAM OTCYTCTBME MOparkeHus
OO/IKHO ONpeaensiTbCd MMMYHOMMCTOXMMUNYECKM.

MP cuMTaeTcs NOATBEPKAEHHON, €CU AOCTUTHYTLIV 3 dEKT coxXxpaHaeTca He MeHee 2 Heaesnb

UNN KOHCTATUPYyeEeTCA ,u,aaneﬁmee yayduweHue.

HeysepeHHas nonHaa pemuccud ([1PH):

1.

OcTaTo4yHble n3meHeHwuAa, BblAB/1IAeMble TOJIbKO npu nomouwn ny4yeBbiX MeTOA0B
nuccnenoBaHus (0COBEHHO 3TO KacaeTcAa OCTaTovyHbIX 06beMHbix 06pasoBaHMIi B MecTe
MaCCMBHOIO OMyX0/IEBOrO NOPaXKEHWUA, Yalle BCEro B CPeAOCTEHWUM), B C/y4ae COKpaLLeHus
onyxonn 6onee yem Ha 75% OT WMCXOAHbIX PasMepoB NO CyMMe [ABYyX HauMbonblimx eé
AMaMeTPOB. ITW OCTaTOYHbIE U3MEHEHMSA HE 0/IKHbI YBE/IMUMBATLCA B TeueHne 6onee Yyem 3
MecALEeB.

Mo ApyrMm noKasaTesaM — COOTBETCTBME KPUTEPUAM MOJIHOM PEMUCCUN.

YacmuyHasa pemuccusa (YP):

1.

YMEHbLUEHNE CYMMbl AMAMETPOB BCEX M3MEpPSAeMblX o4aroB (nnMmdoysnos n/wmam ovaros
3KCTPAHOZANbHOIO NopaxeHusa) He MeHee Yem Ha 50%. Ecnn pasmepbl NOParKeHHbIX 04aros
MmeHee 3CM Mo HambonblueMy AMAMETPY, TO 2 HAMBONbLIMX oYara AOIKHbI YMEHbLWNTLCA He
MeHee, Yyem Ha 50% no Hambonbwemy amametpy. Mpu Hanmuum BGonee yem 6 oyaros
nopaxeHua 6onee 3 cm, AOCTAaTOYHA OLEHKA 6 HaMbONbLUMX OYAroB, AOCTYMHbIX YETKOMY
n3mepeHnto B ABYX NepneHAUKYNAPHbIX HanpasB/ieHUAX. an Hainymm megmnactmHalbHbIX
n/Mnu petTponepuToHeasibHbiX 0YaroB MOPANKEHMS, OHN 06A3aTebHO AO0NKHbI YYMTbIBATHCS
npu U3MepPeHUN.

OTCYTCTBME HOBbIX O4AroB MOPAXKEHWUS, OTCYTCTBUE NMPU3HAKOB YBEIMYEHUE KAKOro-1mbo us
paHee AMArHOCTMPOBaHHbIX O4AroB NOpPaXKeHUs.

B cnyyae MCxO0AHOro NOpasKeHMA KOCTHOrO MO3ra, CTaTyC KOCTHOTO Mo3ra A/1a onpeaeneHus
YP He 3HauyMm. OfHaKO NpU COXPaHEeHWW MOpaXKeHWA KOCTHOTO Mo3ra B mpouecce W/uam
nocne 3aBepLueHna nedyeHuns, 06A3aTeIbHO YTOYHEHNE XapPaKTEPUCTUKM OMYXONEBbIX KNETOK.
BosibHbIE C UCXOAHBIM MOPAXKEHNEM KOCTHOIO MO3ra, Y KOTOPbIX NOC/e 3aBepLUeHUA ieyeHuna
KNMHUYECKU guarHoctupyeTca MNP, HO npu 3TOM COXpaHAeTCA MopaXKeHWe KOCTHOro Mo3ra
WIN KOCTHbI MO3T He MOXKET BbITb OLLeHEeH, OTHOCATCA K YP.

Cmabunusayuga (Cm)

lMokasaTtenn onyxoan He COOTBETCTBYWOT HWU Kputepuam [P man YP, HU KpuTepuam
nporpeccMpoBaHums.

Peyudus (nocne NP) unu npoapeccuposaHue (nocsae YP unu Cm)

1.

MosABNeHWe HOBbIX 04aros (ysenndyeHve AMMmdaTUYECKMX Y3108 UAK 06beMHbIX 06pa3oBaHuUii
3KCTPaHO4ANbHbIX N0Kanun3aumii) 6onee 1,5 cm B Hanbonbllem U3MEPEHUN B NpoLLecce Uan
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nocsie 3aBepLieHMA JIeYeHUs, BHE 3aBMCMMOCTU OT U3MEHEHMUA Pa3mMepoB APYrMx O4aros
nopaxeHus.

YBennyeHme Kak MUHMMYM OJHOrO Y)Ke W3BEeCcTHoro ouyara 6osee uyem Ha 25% ot
MWHWUMaNbHOTO. ﬂ,nﬂ o4yaroB meHee 1 cm B Haubosnbluem namepeHnn — ysennvyeHume Ao

1,5 cm n 6onee.
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NMumdoma XoaKKunHa

3aboneBaemocTb Anmdpomon XoarKkuMHa B Poccum coctasnsetr 2,1 cayydaa Ha 100 000
HaceneHus B rof (3149 Bnepsble AMArHOCTMPOBaAHHbLIX 60/bHbLIX), 2,2 - B cTpaHax EBponelickoro
cotoza n 2,8 - B CLLUA. CmepTHOCTb gocturaet 0,74 cnyyvaes Ha 100 000 HaceneHua B rog B Poccnm m
0,7 — B EBponeiickom coto3e. 3aboneBaHne BO3HMKAET B 06OM BO3pacTe, HO NPENMYLLECTBEHHO B
mHTepBane 16-35 net, B 3TOI BO3paCTHOM rpynne B Poccnmn npeob1aaatoT *KeHLNHbI.

AunarHoctuka

MNnaH o6cneposaHusa

Meped Ha4yanom neyeHusa 60NbHOW NUMPOMON XOAMKKUHA [A0MXKEH b6biTb NOAHOCTHIO

obcnegoBaH B COOTBETCTBMM  CO  CTAHAAPTHbIM  nJlaHOM  obcnegoBaHMa  BO/bHbIX
nammoonpoandepaTMBHbiMmM 3aboneBaHUAMM.

MO3UTPOHHO-3MMUCCUMOHHaA Tomorpadusa (MIT) sBnaetca  ¢GaKkynbTaTUBHbIM  METOAO0M
ONArHOCTUKK, BbICOKOMHPOPMATUBHbLIM, HO He 0653aTeNbHbIM, TaK KaK BO3MOMKHOCTb BbIMOJIHEHUA
MN3T-uccnegoBaHMA nmeeTcs He BO Bcex perMoHax Poccuun. NIT (M3T-KT), BbiNoNHEHHAA A0 Hayana
NleyeHna, No3BoNAET TOYHO ONpeaeInTb N0KAAN3ALMIO 04AroB NOPAXKEHUA, YTO UMEET CYLLECTBEHHOE
3HAYeHWe A1A KaYeCTBEHHOro M/AaHMPOBAHUA MOC/AeAyoWel Ay4eBON Tepanum U MUHUMMU3ALUN
06/1y4eHUs 300pOBbIX TKaHel. MpuU HaAnMuMM BO3MOMKHOCTU BbinosiHEHMA 9T, oHa MOMKeT 6bITb
npUMeHeHa B COOTBETCTBMU C NePECMOTPEHHbBIMU KPUTEPUAMUM OLEHKM OTBETA, U B NEPBYIO ovepesb

Yy 60/1bHbIX C MMHUMANbHbIM 06bEMOM onyxo/2in U BO3SMOXHbIM YMeHbLLEHNEM obbema neyeHus.

[na 60NbHbIX, KOTOPbIM MNAHMPYETCA JIeYEHUE C MCMNONb30BAHMEM MPOTMBOOMNYXONEBbIX
aHTUBUOTMKOB A0OKCOPYObMLUMHA U BreomuumHa (B cxemax ABVD n BEACOPP), nomnmo cTaHAapTHOro
obcnenoBaHMA cepaeyYHO-COCYANCTOM U AbiXxaTeIbHOM cucTem, 0653aTeIbHO UccaefoBaHue GppakLmm
cepAeyHoro Bblbpoca M GYHKUMM BHELWHEro AbIXaHWA [0 JIeYEeHUs, a NPU CHUMKEHHON dpakuum
BblbpoCa — AonosHMTebHO 1-3 pasa B npoLecce 1e4YeHUs 1 Nocie ero OKOHYaHMs.

lnaH obcnedogaHuA npu peyuduse uau _npozpeccuposaHuu 3aboneeaHus. TaK KakK npu

peumamse Uau NPOrpeccMpoBaHnmn 3aboneBaHNA PEKOMEHAYETCA YCTaHaBAMBATL CTaAMIO PeLMamBa,
obcnegosaHne 60/bHOrO MPOBOAUTCA B TOM e 06beme, YTO M MpPM NEepPBMYHOM ObpaLLeHUM.
MoBTopHan 6MoNCKA HACTOATEIbHO PEKOMEHAYEeTCA NPU peumManBax uam npu NoABAEHUU CUMNTOMOB
W NpoABAEHMUI BONE3HU, HE XapaKTePHbIX ANs IMMPOMbl XOAKKUHA.

CTapgupoBaHue, NPOrHOCTUYECKUE TPYNbl

CTagMpoBaHMe OCYLWECTBAAeTCA Mo pe3yabTaTam o06cnefoBaHMA B COOTBETCTBMM C
Kputepmammn Knaccudukaumm Ann Arbor. MNMocne 3aBeplueHmsa cTagnmpoBaHna 601bHOM A0MKEH BbITb
OTHECEH K 04HOM M3 NPOrHOCTUYECKMX FPYNM: paHHUe cTaauu ¢ 6aaronpuUATHBIM NPOrHO30M, paHHME
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CTagnn cC HE6J'IaI'OI'IpWr'ITHbIM NPOrHosom wn pacnpocCcTtpaHeHHble CTaauun. B rpynne 60NbHbIX €

pacnpoCTpaHeHHbIMW  CTagMAMMU

MeXAYHaPOAHbI MPOrHOCTUYECKH

ona  Bblbopa Tepanuu

1 nHaekc (MMNN).

MOXeT

MCNONb30BATbCA  TaKXe

Tabnuua 3

MporHocTnyeckue rpynnsl 414 Bbibopa Tepanum npu AMmdome XoaKKMHa

NMPOrHOCTUYECKUE IPYMIbl

GHSG

EORTC/GELA

PaHHMe cTagun,
6naronpuATHbLIA NPOTHO3

PaHHKe cTagun,

HebnaronpuATHbLINA NPOrHO3

PacnpocTpaHeHHble cTagum

Craguu I-11, 6e3 paKkTopos
pucka

Craguu |-l c pakTOpamm pucka
Cwnan D, Ho 6e3 A n B pakTopos
pUCKa

Craguu I-1l ¢ A n B pakTtopamu
pUCKa,
Craguwm llI-IV

Craguu I-1l, nopaxeHue Bbilwe
anadparmbl, 6e3 pakropos
pucKa

Craguu I-1l, nopakeHue Bbiwe
Anadparmbl, ¢ Og4HUM UK

b6onee paKTOPOB pUCKa

Craguwm llI-IV

daKTtopbl pucka (PP):

A — maccuBHoe cpepocteHne®

B—craguna E

C — yckopeHue COI**

D —> 3 obnacteit
MMdaTUUECKMX
KON/IEKTOPOB

A — maccuBHoe cpegocTeHne®

B — Bo3pact 2 50 nert

C — yckopeHue COI**

D —>4 obnacreit
MMdaTUUECKMX
KO/N/IEKTOPOB

GHSG — German Hodgkin’s Lymphoma Study Group — FepmaHcKas rpynna no usy4yeHuo 1Mmeoombl

XoAxKnHa

EORTC/GELA — European Organization for Research and Treatment of Cancer/ Groupe

d’Etude des Lymphomes de I’Adult — EBponeickaa opraH13aums no N3y4eHuto U e4eHunio

paka/lpynna no usyyeHuto AMMPOM y B3POC/bIX

*MaccuBHOE CpeaocTeHME — MaKCUMabHbIM AnameTp onyxonu 6onee 1/3 makcMmanbHOro

AVameTpa rpyaHOMN KNETKN Ha NPAMOI peHTreHorpamme rpyaHomn KneTku

**C03>30 mm/yac npu ctagmum B u CO3>50mm/uac npu ctagmum A no MaHuyeHkosy (>35 nan >65 no

BecTeprpeHy)

MeKayHapOAHbIA NPOrHOCTUYECKUI MHAEKC

n

MexayHapoaHbii
POrHOCTUYECKUIA MHAEKC
(kaxgbit bakTop = 1)

AnbbymuH < 40 r/n
FemornobuH < 10,5 r/an
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My»KCcKoi non

Bospact 245 net

Cragmua IV

NeiikoumnTos > 15 000/mm>

NumooneHns < 8% npu noacyete Gopmyabl KPOBU NN < 600/mm>

JleueHue

JNeyeHune Knaccuueckoii iMmdombl Xo4KKUHA, | AMHUA Tepanuu

PaHHMe cTaguu, 6naronpuATHbIM NPOrHO3

CTaHaapTOM NeYeHus ANA paHHUX CTaguini ¢ 61aronpUATHLIM NPOrHO30M ABAAIOTCA 2-4 UMKAa
nonnxmmuoTepanuu no cxeme ABVD (aoKcopybuumH, 6GaeomMUUMH, BUMHBNACTWUH, gakapbasuH) c
nocneayowen nydesoi Tepanueit (/IT) B cymmapHoii odvarosoit gose (COA) 30 Fp Ha 30HbI
WUCXOZHOTO MOPaXKeHUNN B peXknMme CTaHaapTHOro GppaKkLMOHUpPOoBaHMA (pa3oBan oyarosan go3a 2 Mp 5
AHeii B Hegenio) [1, Al°.

[Ona Bcex 60MbHbIX 3TOW TPyNMbl HAaCTOATENIbHO PEKOMeHAyeTca BbliMnonHeHue [MIT-KT. Y
NnauMeHToOB, KOTOpble MOC/Ae TULATe/IbHO MPOBEAEHHONO COBPEMEHHOrO 06C/Nef0BaHUA CTPOTo
YO0BNETBOPAET C/IeAYOLWNM KpUTEPUAM: He 6onee 2 30H NOPAXKEHWA, OTCYTCTBME IKCTPAHOAAbHOMO
nopaxeHua, MacCUBHbIX KOHrNOMepaToB U yckopeHHoro CO3, MOXHO OrpaHUYUTLCA NPOBeAeHUEeM
2-x umknos ABVD.

[ns octanbHbix 60/bHLIX NPegNoYTEHNE cneayeT oTAaBaTb 4-m umknam ABVD.

Mpu oTBETE Ha NIEKAapPCTBEHHYIO Tepanuio No AaHHbIM M3T peKkomeHAoOBaHa Ay4yeBasa Tepanus
Ha UCXOAHO Nopa*KeHHble numdaTtndeckme yanol COL 30 Ip.

Y MN3T-no3MTUBHBIX NALMEHTOB LLenecoobpasHo BbinosHeHMe buoncum MIT+ ammdaTtmyeckoro
y3na, Npu OTCYTCTBUM B HEM OMYyXONeBbIX KAETOK — npoBegeHue JIT Ha UCXOAHO MOPaXKeHHble
numeaTtmyeckune ysnbl COL 30 IMp.

Bonpoc o Bo3amoxHocTM ymeHblueHus CO ao 20 Mp y 60/1bHbIX paHHUMUK cTaausamu JIX nocne
nonHoro metabonuyeckoro oteBeTa Ha XT obcykpaercsa, T.K. MeAuMaHa HabnogeHUs BO Bcex
ony6/IMKOBAHHbIX MO 3TOM TEME UCCNeL0BaHUI MeHee 5 fieT.

Bonpoc BO3MOXKHOCTU OTMEHbI Iy4EBON Tepanum y HEKOTOPbIX BO/IbHbIX OCTAETCA OTKPbITbIM,
TaK Kak pe3y/ibTaTbl MHOroLeHTpoBoro ncciegosaHmsa EORTC/LYSA/FIL-H10UF He cmornu Bblaenuntb
rpynny 601bHbIX, Y KOTOPbIX OTKAX OT Jly4eBOW TepPanuu He CHUXKaeT 3GGEKTUBHOCTU IeUeHUA.
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PaHHMe cTaguun, HebnaronpuUATHbIA NPOrHO3

Tak Ke Kak ana 60sbHbIX C 61aronpuATHbBIM NPOrHO30M, A5 BCeX GO/bHbIX 3TOWM rpynnbl
HacToATeNIbHO pekomeHayeTcs BbinonHeHue MIT/KT. Y Tex, KTo nocne TwaTe/bHO NPOBEAEHHOrO
coBpemeHHoro obcnefoBaHUA CTPOro YAOB/IETBOPAET KpuUTepusm Ans 60/MbHbIX € PaHHUMU
CTagMAMM N HEBNAronpPUATHLIM NPOrHO30M, MOYKHO OrpaHUYNTLCA NpoBeaeHnem 4-x umknos ABVD.

[na octanbHbIX 60/IbHbLIX NpegnoyYTeHne cneayet otaasaTb 6 umknam ABVD.

KoHconuanpyowasa nyyesas Tepanua Ha 30HblI UcxogHoro nopaxkeHua CO/L He 6onee 30 p
ocTaeTcA 06MA3aTeNbHOM onuuen faxe AnsA OOMbHbIX C HeraTMBHbIMM pedynbTatamu 3T nocne
XMMUOTEpPanuKM, Tak Kak pes3ynbTaTbl MHOFOLEHTPOBbIX uccnedosaHuii EORTC/LYSA/FIL-H10U wu
RAPID He cmornu BblAeAUTb rpynny 60/bHbIX, Y KOTOPbIX OTKa3 OT /ly4eBOW Tepanuu He CHUXKAEeT
3pPEeKTUBHOCTUN NeYeHunA.

Ona paHHUX cTagmMii ¢ HebaronpUATHLIM NPOrHO30M CTaHAAPTHbIM NedyeHnem asastoTca 4-6
LMKNOB noanmxmmuoTtepanmn no cxeme ABVD B codetaHmm ¢ JIT COL 30 I'p Ha 30HbI MCXOAHOrO
nopaskenws [I, Al°.

B rpynne comaTuMyecKM COXpaHHbIX 60/bHbIX MOnoXKe 50 feT cywecTByeT BO3MOMKHOCTb
npumeHeHus 6osiee MHTEHCMBHOTO JieYeHUs, KoTopoe BKAtoYaeT 2 umkna BEACOPP-acKkanmMpoBaHHbIN
+ 2 umkna ABVD c nocnegytoweit IT COA 30 M'p Ha 30HbI UCXOAHOTO NoparkeHuA. MNpu NnpuMmeHeHUn
3TOM Nporpammbl neyeHus 6bl10 NOKa3aHo yBennYeHue 3-neTHel BbIXKMBAEMOCTW, CBOOOAHOM OT
Heyaay fneyeHma. OQHaAKO f[aHHble O NO3A4HEM TOKCUMYHOCTM B HacTosee BPEMS OTCYTCTBYIOT.
MmeloTcA TOMbKO fAaHHble O CTaTUCTMYECKM NOATBEPKAEHHON 3GPEKTUBHOCTM MPUMEHEHUSA
rOHaZOTPOMUH-PENUINHT FTOPMOHA C LEeAbl  3alUMTbl AWYHUKOB NPW  UCMNONb30OBAHWUWU  3TOW
NPOrpaMmbl y ¥KeHLUH AeTOPOAHOro Bo3pacTa. J/ledeHre No 3TOW nNporpamme cneayet obcyKaaTb C
60NbHBIMU, N OHO MOXKET NMPUMEHATLCA B KBaNMOULMPOBAHHbIX KJAMHUKAX NPWU YCOBUM CTPOrOro

cobntoaeHuns perxnma BBeAeHNA NpenapaTos.
PacnpocTpaHeHHble cTaguun

CTaHAapTOM /leyeHUs pacnpocTpaHeHHbIX CTaauii ABAAeTCcA XuMmmnoTepanua B codyetaHum ¢ ST
Ha 30Hbl 6O/bLIMX OMYXONEBbIX MAaCCMBOB, OCTaBLUMXCA MOCAE XMMMWOTEPanesTUYEecKoro
BO34EMCTBUA.

B Poccun 3ta rpynna 6O/bHbIX ABAAETCA CaMOW MHOTOYMC/IEHHOW W COCTaBAAET MoYTU
nonosuHy 3aboneswnx N1X. C Apyroi cTopoHbl, B Poccun [0 HACTOALLEro BPeMEHW COXpaHAeTcs
60/1bWON AePUUNT TPAHCMNAHTAUMOHHbIX KOEK, YTO He MO3BOAAET NPOBOAMTL afeKBaTHYIO Tepanuio
npu peumavsax 3abosieBaHuA. 0O3TOMy rNaBHOW 3agayelt Npu fiedeHUM 3TOW rpynnbl 6O/bHbIX

° B HaCTOALLMX KAMHUYECKNX PEKOMEHAALMAX B KBAAPATHbIX CKOBKaX NPUBEAEHbI yPOBHM AOKA3aTENbHOCTY
pekomeHAaLumi, B COOTBETCTBMM CO LUKaNamMm, paspaboTaHHbIMU AMEPUKAHCKMM 0BLL,ECTBOM KANHMYECKOM
oHKosiormm (ASCO) n EBponeiickum obuiectsom meauuUnHCKol oHkonornu (ESMO). NoapobHoe onncaHue
YPOBHEN A0Ka3aTe/IbHOCTU — CM. NpuaosKeHue 1.
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ABNAETCA AOCTUMKEHNE MAKCUMAZIbHOTO YMCNA NOJHBIX U CTOMKUX PEMUCCUI YXKe Ha NepBOM ANHUK
Tepanuun. O,D,HaKO, Y4nUTbIBAA CYLLEeCTBOBaHWE a/ibTePHATUBHbLIX NOAXO0A0B K J1e4eHUo 3TOM rpynnol
60NbHbIX B MWPOBOW NPaKTUKe, BbIGOp Nporpammbel AedeHuWs uLenecoobpasHo ob6CyXaaTh C

nauneHTom.

BonbHbIM B Bo3pacTe go 60 net 6e3 cMMNTOMOB MHTOKCUKaumn n ¢ MMM 0-2 morKeT 6bITb
pekoMeHA0BaHO neyeHne 6 umknamm ABVD npu AOCTUMNKEHUM NOAHON pemuccumn nocne 4-x UUKNoB
unm 8 umknamm ABVD npu AOCTUMMKEHUM YAacTUYHOW pemuccum nocse 4-x uuKknoB. B nocnegHem
CNy4yae BO3MOXKHO 0bcCyXKaeHWe anbTePHATMBHOTO MPOAO/IKEHUA JIeYEHUA: MPU  AOCTUNKEHUMU
YyacTUYHOM pemuccum nocne 4-x unknos ABVD - npoBegeHMe AONONHUTENBHO TONbKO 2 UMKaos ABVD
(scero 6 umknos) ¢ nocneaywowmm nposeageHmnem /T 8 COA 30-36 p Ha ocTaTOYHble ONyxonesble
maccbl pasmepom 6onee 2,5 cm, onpegensemble no gaHHbiM KT wam MNI3T-KT, Bmecto AByx
AONOAHNTENbHbIX UMKnos ABVD.

Ona 6onbHbIX MmoJsioxke 50 NeT ¢ HanYMem CMMNTOMOB MHTOKCUKALUMK, a Takxe ¢ MMU 3-7,
npeanoyteHne caedyer OTAaBaTb WHTEHCUMPUUMPOBAHHLIM MPOrpamMmmam Je4vyeHus: 8 LUKIOoB
BEACOPP-14, 6 uuknos BEACOPP-3ckanmMpoBaHHbIN uanM 6 umknoB EACOPP-14 ¢ nocneayrowmm
obnyyeHnem pesnayasibHblX ONyXo/ieBbIX Macc pasmepom bonee 2,5cm COZM 30-36 'p. B atol rpynne
60/IbHbIX UMHTEeHcMUUMpPOBaAHHAA Tepanua ¢ nocaeaywowenn JIT npuBoaUT K YyYLIEHUIO
BbI}KMBAaEMOCTU, CBOBOAHON OT HEyAau IeYeHMsA, a TaKKe 06LLEN BbIXKMBAaEMOCTHU.

OpHako cxembl BEACOPP-ackanupoBaHHbii, BEACOPP-14 n EACOPP-14 xapakTepusytotca
661blIeR TOKCUYHOCTBIO U TpebytoT 0b6A3aTeNbHOrO MAAHOBOMO MPUMEHEHUA FPAHYIOLMUTAPHbBIX
KoNoHUecTUmynupyrolwmx ¢aktopos (M-KCP) [ll, A]. C uenbio ymeHbLUEHUA NPOABAEHUIA TYMOP-TN3UC
CMHApPOMa Yy 60/bHbIX 3TOW TPyMnbl C BbIPa*KEHHbIMW CUMMNTOMAMW WHTOKCMKALUMK M 06LWMMm
ctatycom 2 u bonee no wkane ECOG neyeHuwe cneanyeT HaumHaTb ¢ npedasbl — 1 BBeAeHMA
BMHKOANIKaNnonaoB (BMHKPUCTUH WAM  BUHOBAACTMH) B  MOHOPEXMME MWAM B COYETAHUM CO
CTEPOUAHbIMM TOPMOHAMK B TeuyeHMe 1-3 gHel (Npu OTCYTCTBUM NPOTMBOMOKA3aHWiM), UHTEpPBAN A0
Ha4yana nnaHosol Tepanun 10-14 gHel.

B rpynne comatuMyeckum coxpaHHbIXx 60nbHbIXx B Bo3pacte 50-60 netr 6e3  TAKeNbIX
conyTcTBytowmx 3abonesaHuii ¢ MMN 3-7 soamorxkHO nposegeHue 8 uukaos BEACOPP-14 wan 6
umknos EACOPP-14 c¢ nocnegytowum obaydyeHMem pesnayasbHblX ONyXONeBblIX MacC Pasmepom
6onee 2,5 cm COA 30-36 Ip [II, A].

MpoBeseHMe ny4yeBOM Tepanum Heobsa3aTebHO NPU OTpULLATENbHbIX pe3yabTatax N3T moabko
NoC/e MHTEHCUBHbIX Nporpamm xumuotepanuu BEACOPP-ackanmpoBaHHbIi, BEACOPP-14 1 EACOPP-
14 y 6071bHbIX C OCTAaTOYHOW OMYX0/1b0 MeHee 4 CM.

TepanMﬂ COMaTU4eCKMN OTATOLWEHHbIX 601bHbIX AOJTKHaA 06CY)K,CI,aTbC’r'I MHOUBUAYA/TIbHO. Ana
60NbHbIX C CprG?:HOVI CepAeHHO-COCV,ﬂ,MCTOﬁ natonorvemn npegnovytuTenbHee BbI6VIpaTb CXeMbl, He
coaepawme aHTPaUUKINHDI.
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OcobeHHOCTU neyeHun 6osbHbIX cTaple 60 fieT ocBeleHbl B pasgene «/Iumdpoma XoaKKUHaA U

NoXWN0oM BO3pacT».

CraHgapTom nevenua JIX y aeteit 1 nogpoctkoB Ao 18 net asasetca npotokon Euro-Net-Cl,
KOTOPbIA BKAOYaeT B ceba xopowo wu3BecTHble Kypcbl OEPA-COPDac. OcobeHHOCTbio AaHHOro
NPOTOKO/a ABASETCA TO, YTO paHHWUI oTBeT Ha Tepanuto (MIT nocne 2 6nokoB OEPA) onpeaenset
HEOBX0AMMOCTb NpoBeaeHUs 0b61yYeHUs B KoHLUe neveHua. Mpu nonHom meTabonnyeckom oTeeTe
0b61yyeHne He NpoBOAMTCA.

Uenbto nccnegosaHuin, NPoBOAUMBIX B HAcToALLEee BpeMA, ABAAETCA CHUMNKEHNE TOKCUYHOCTMU
nposogumoit Tepanun 6e3 notepu 3PPEeKTUBHOCTU. B 4YacTHOCTM, M3y4aeTcA BO3MOXKHOCTb
MCNONb30BaHUA [laHHbIX NPOMeXKYToUYHOM MIT (BbINONHEHHOW HaKaHyHe 3 LUMKAa XMMuoTepanuu -
M3T-2) ANnA KOPPeKuMM Tepanuu B 33aBUCMMOCTM OT pPe3y/abTaToB WCCAeAOBaHMA, OAHAKO
CTpaTUdMKaLmMa B3pocCabix 60/bHbIX NO AaHHbIM 3T Noka He MOXKET OblTb OTHECEHA K CTaHAAPTHLIM

nogxogam.

PekomeHgauum no peaykummn 403 Uan YBeINUEHUIO MPOMEXKYTKOB

JleyeHne cnepyeTr NpoBOAMTL B MOJIHbIX [033aX B COOTBETCTBUM CO CXEMOM, €Cn B A€Hb
BBEAEHUA XMMMONPENapPaToOB YPOBEHb HeENTpodmaoB >1 000/mm> 1 TpomboumTtos >100 000/mm>, Ho
TO/IbKO B TOM C/ly4ae, eCv MUK NageHua yKe NponaeH.

Echn HeobxogMmblit ypoBeHb HENTPOPUIOB He AOCTMraeTca K MJAaHOBOMY AHIO BBeAEHMA
xvmuonpenapaTtos (15 AeHb OT Hayana NpeaplayLLero LMKa), BBeAeHUE KOJOHNECTUMYIUPYHOLLMX
GaKTOPOB NPOAOMKAETCA B NPEXKHUX A03aX A0 JOCTUKEHUA YPOBHA HeliTpodunos >1 000/mm® npu
e)XelJHEBHOM KOHTPO/Je aHa/M30B KPOBMW, Aajsiee UCC/Nef0BaHWE KPOBWU MOBTOPSETCA Yepes AeHb.
JleyeHune BO306HOBNAETCA NPU AOCTUKEHUM BblLLEYKa3aHHbIX NapameTpoB.

B Tom cny4vae, ecnm nokasaTenn KPOBWM BOCCTAaHAB/IMBAKOTCA B TeyeHue cneayowmx 14 AHeﬁ,

CNeayoLWmit LKA NPOBOANTCA B NOJHbIX LO3aX.

B cnyyae, ecnm noKasaTenn KpoBW He BOCCTAHABAIMBAKOTCA A0/blie SOMNONHUTENbHbIX 14 gHel,
a TaKKe B C/Aydyae NOBTOPHOW OTCPOYKM Kypca BCAeACTBME MWMENOTOKCMYHOCTM 6onee 10 aHen,
NpoBOAMTCA CHUXEHWe f[03 npenapatoB A0 75% OT MCXoAHOW [03bl (KpOMe BMHKPUCTMHA,
6aeoMUUMHA M NPeaHM3010Ha).

Ecan K nnaHoBomy gHIO BBEAEHMA XMMMOMpPEenapaToB Heob6XoaMMbIM ypoBeHb TPOMBOLMTOB
He JOCTUraeTcs, B AasibHelWwem nccnegoBaHne Kposu nostopaeTtcs Ha 3, 7, 10 n 14 gHu, n neyeHue
BO30OHOBASETCA NPU  AOCTUMKEHWW BbllEyKa3aHHbIX napameTpoB. Ecanm nokasaTenu Kposwu
BOCCTAHAB/IMBAIOTCA B TeYeHWEe AONOJIHUTENbHbIX 14 AHel, UMKA NpoBOAMTCA B MOJIHbIX A03ax. B
CNyyae, eCcnvM NoKasaTeNn KPOBWM He BOCCTAHABAMBAOTCA A0/blle AOMNOAHUTENbHbIX 14 aHeR, B
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cnegywouwem uumkne npounssoguTca peaykumAa o3 no TOM e cxeme, Kak o npu AJ’IVITEIIbHOVI

HenTponeHuu.

JlyueBan Tepanua aKCTPaAHOAANbHbIX 30H NopakeHua J1X

MNpoBegeHne KoHconuampytowen JIT nocne nposedeHHor TMXT y  nayMeHToB C
3KCTPaHOZANbHbIM NopaKeHneMm (cTagma E) 3aBUCUT OT IOKaM3aLUKN NOPAXKEHUA:

. Jleckue: Npu NOpaxkeHun no TUMNy MNpopacTaHuMA NPU MACCMBHOM CPefoCTEeHUU Nerkue He
AOJIKHbI BKAOYATbCA B nosie obaydeHma npu pgoctuxkerHun MP. Heobxoaumo BKAOYEHWE
TO/IbKO Y4YACTKOB JIEFKOTO C OCTAaTOYHbIM MoparkeHnem no gaHHoim KT wam N3T (+). Mpwu
WUCXOAHO MHOMECTBEHHbIX o4arax B oboux nerkux u MP NIT He nposoguTca. Mpu Hanuumm
UCXOAHbIX 1-2 KpyMHbIX 04aroB Npu HenosHoi perpeccun n N3T(-) npoBoaguTca noKanbHo 20-
30 p, npu N3T (+) — 36 [p ¢ MMHUMaNbHbIM 06beMOM 061y4eHUA (MO pasmepam o4aros nocse
XT);

o Kocmu: NT nocne XT npoBoAMTCs Ha ocTatouyHble MIT (+) oyary; npyM MCXOAHOM MOPaXKEHUM
NO3BOHKA C MATKOTKAHbIM KOMMOHEHTOM M HEBPOJIOTMYECKON cumnTomaTukom JIT npoBoguTcA
He3aBMCUMO OT pe3ynbtaTos 13T;

o CeneszeHKa: NNT npoBoAUTCA NPM NCXOAHOM NMOpPaXKeHnn ceneseHkn go 30-36 Np.

MoppeprkusaroLian Tepanua

B HacToAwee Bpems Noaaep:KunBatoLan Tepanmsa nocae nepBon MHUKN Y 60NbHbIX AMMOMOIA
XoA4KKMHA He NpuUmeHseTcs.

JleyeHue peunamBoOB U PE3UCTEHTHBIX POopMm

MeTogom Bbibopa ana 60sbHbIX 40 50 feT ¢ Xopowmnm obLWMM CTaTycom U ¢ pedpaKkTepHbIM
TeyeHnem JIX (He [OCTUTHYTa YacTU4YHaA PEMUCCUA MOC/e OKOHYaHWUA XMMKUOTEpPaneBTUYECKOoro
3Tana, KOHCTAaTMPOBAHO MPOrPeccMpoBaHUE), a TaKKe AN B6ONbHLIX C MePBbIM PAaHHUM PEeLMAMBOM
ABNAETCA BbICOKOAO3HAA XMMMOTEpPAnusA C Moc/ieayloweid TpaHChAaHTauMen ayToNOrMYHbIX
reMorno3TUYECKUX CTBOOBbIX KneTok (BAXT c aytoTrCK) [I, A]. 3ToT meToa NeyeHns MOKEeT BbiTb
MCMNONb30BaH M ANA 60/bHbIX BO BTOPOM MO34HEM PELMAMBE, €CAW Ha NpellecTBYOWMX dTanax
leyeHMa He nposoguaca 6onblwon 0b6bEM nyyeBOM Tepanuum C 0OAyYEHUMEM TPYAMHbI, He
06/1y4anncb NOSCHUYHBIM OTAE/ MO3BOHOYHMKA M KOCTU Tas3a, a TaKKe He MPUMEHS/IUCb BbICOKME

A03bl AZIKNINPYIOLWKUX NPENApPaToB.

C uenblo onpegeneHVUs XMMUOUYYBCTBUTENLHOCTM OMNYXONEBLIX K/JETOK, YMeHbLUeHUA
ONyxonesol Mmaccbl M MOBWAM3AUMM CTBOJIOBLIX K/JETOK nepeg 3TanoOM  BbICOKOAO3HOWM
XMMunoTepanumn obsasaTeslbHO NPOBOAUTCA MHAYKUMOHHAA Tepanua Il AMHUK (Tepanusa «cnaceHua»),
npeumyLLecTBeHHo no cxemam DHAP (aeKcameTas’oH, BbICOKOAO3HbIN UMTapabuH, uMcnaaTuH) uam
IGEV (Mdocdamug, remuutabuH, 3TOMO3UA, LEKCAMETA30oH), MAM MO APYrMM a/ibTePHATUBHbLIM

cXemam.

Bo/IbHBIM M3 rPYNMbl HU3KOTO pPUCKa (paHHWe cTaamm 6e3 He6aronpPUATHLIX MPOrHOCTUYECKUX
NPU3HAKOB), MOJYYMBLUMM TONBLKO 2 UMKAA NOAMXMmMoTepanum no cxeme ABVD c nocneayrowmm
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06/1ly4eHNEM 30H MCXOAHOrO MOPAXKEHWUs, B KaYecTBe Tepanuu «CnaceHus» MOXKET ObiTb yChelwHo
nposeaeHo snevyeHune no cxeme BEACOPP-ackanmnpoBaHHsbii [1V, B].

C monoabimmM 60/bHBIMM B C/lydyae peunamsa MocjAe ayToNOrMYHOW TpaHCh/AaHTauum
CTBONOBbIX K/ETOK M MpPU COXPaHHOM XMUMMOYYBCTBUTENBHOCTM OMYyX0/M creayeT obcyxaaTb
BO3MOXHOCTb MPOBEAEHUA PEXUMOB CHUMMKEHHOM TOKCUYHOCTU C NOC/AeAyloLWen annoreHHoum
TpaHCN/aHTaLMel CTBOIOBbIX KNETOK KpoBWU. O4HAKO 3TOT METo/, Ie4YeHUs CTaH4AaPTOM He ABaseTca
W OONKEH NPOBOAUTLCA B paMKax UCCNeA0BaTe/IbCKUX NPOTOKO/IOB.

Y 60/bHbIX, HE ABAAIOLWMXCA KaHAMAATaMM Ha BbICOKOAO3HYIO XMMUOTEPANMUIO, @ TaKXKe C
nasnanaTUBHOM Luenbo BO3MOXHO UCMNO/1Ib30BaHUE Pa3/INYHbIX PEXMMOB, B TOM YNCne FeMLI,VITa6VIH- n
CCNU-copepsKawmx, 6eHgamyctMHa B MOHOPEXUME, W/MAN NOKaNbHOW NyvyeBOM Tepanuu, 4To
No3BOJIAET Y YacTU BOJbHbIX NOAYYUTb AOCTATOYHO ANIUTENIbHbIE PEMUCCUN, YAOBNETBOPUTENLHOE
KaQuYecTBO *KM3HW N XOPOLLUME NOoKasaTeNu AUTENIbHOW BbIXKMBAEMOCTU. Bbibop Tepanuu ana atmx
60NbHbIX BCErga MHAUBUAYANEH.

Y 60/bHbIX C UMTOMEHUEN C NANANATUBHOMN LENbI0 BO3MOXHO WMCMNO/b30BaHME Pa3/iUYHbIX
METPOHOMHbIX PEXXMMOB Ha POHE CONPOBOAUTENLHOM Tepanuu. Takol Noaxos Nno3BOJIAET Y YacTu
60/1bHbIX AOCTUYb YA0BNETBOPUTENBHOIO KaYecTBa KMU3HU Aaxke 6e3 AOCTUKEHUA PEMUCCUMN.

Y 60nbHbIX Knaccuyeckon JIX npu Heyaade BAXT c aytoTICK, nam nonyuymslInx He meHee 2-X
peXMMOB XMMUOTepanum 6e3 spdeKTa, BO3MOKHO WMCMONb30BaHWE OpeHTyKcMMaba BefoTMHA B
MOHOpPEXUME, NPEUMYLLECTBEHO AnA noAarotoBkM K BAXT ¢ aytoTICK (ecnu oHa He 6bina
BbINOJIHEHA), WM K anioreHHolh TpaHcnaaHtaumu [ll, A]. Mpu ncnonb3oBaHUM BGpeHTyKCcMMaba B
KauyecTBe MOArOTOBKM K TPAHCMIAHTAUMM ASIUTENIbHOCTb JIeYEeHUA OrpaHMYMBaAETCA BblIBIEHUEM
YyBCTBUTENIbHOCTM OMYXOAWN K npenapaty — 06bl4HO 4-8 KypcoB. [1nA 60/bHbIX HE KaHAWAATOB ANA
BOXT c aytoTTCK w annoreHHOW TpaHcnAaHTauMM OAUTENbHOCTb Tepanum 6GpeHTYKcumabom
coctaBnsetr 8-16 KypcoB B C/y4ae OTBETa Ha JiedyeHwe. PesynbTaTbl cnenoro nnaauebo-
KOHTPONTUPYEMOFO MUCCNef0BaHUA MOKa3anu, 4To AnA 6O0/bHbIX Knaccuyeckoi JIX ¢ BbICOKMM
puckom peungmusa nocne BAXT (nepsuyHan pedpakTepHOCTb AN peumans paHee 12 mecsues nocne
Tepanuu nepsoi NMHUKN) BPeHTYKCMMab BeAOTUH MOMKET UCMNO/Ib30BaTbCA B MOHOPEXMME B KaUecTse
KOHcoManpytowen Tepanmm nocne BOXT c aytoTICK [lI, A].

B HacToAwee BpemA AKTUBHO MCCNEAylOTCA ApyrMe HOBble TeparneBTUYECKUE MONEKYbl,
aHTUTEeNa U MMMYHOTOKCUHDbI. lMauueHTbl C peumuansom 3abonesaHma uu nporpeccmposaHnem,
KOTOPbIM MOXeT 6bITb nposeaeHa Tepanma HOBbIMU NpenapaTtamu, A0/1KHbI MNO/1y4aTb UX TOJIbKO B
PaMKax nccnenoBaTteibCKUX Nporpamm.

NeuyeHune HogynapHoii numbombl XoaKKUHa ¢ iumdongHbim npeobnagaHuem.

HoaynapHaa numooma XomaskkuMHa ¢ aumobounaHbim npeobnagannem (HAX/M) He sasnseTtca
BAPMAHTOM Klaccuyeckon nmmeombl Xo4KKMHA. ITO camocToATeIbHAsA pesKan (3abonesaemocts 1,5
Ha 1000000) numdpoma € MHbIM, Yem Yy Knaccudeckoh JIX, ummyHodpeHoTMnom (cm. pasgen
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«AanarHoctmka JIX»), MHOW KNMHMYECKON KapTUHOW W WMHAONEHTHbIM TeyeHuem. B oTnuume ot
Knaccmyeckon JIX, Npu pacnpoCTPaHEHHbIX CTAagMAX U NOPAKEHUUN AMMPOULHBIX OPraHOB HUXKE
anadparmol 3aboneBaHMe MMeET TEHAEHUMIO K TpaHcPopmaLmm B 6oratyto T-knetkamm ABKK/.

B cBf3M C MHTEHCMBHOW 3KCMnpeccuel onyxonesbiMn KneTkamm CD20 peuenTtopos, a TaKkKe
6naropapa pesynbTatam paga KAMHUYECKUMX UCCNefoBaHUM, KOTopble MOKasanin 3¢¢GeKTUBHOCTb
putyKcumaba npu nevenunn HAX/M, cywecTByeT BblparkeHHaA TeHAEHUMA [00aBAATb PUTYKCMMab K
CTaHAapTHOM Tepanuu nepsoi anHum [lll, B].

CraHgapTom neyeHus 60nbHbIX I-IIA cTagnin (6e3 MacCMBHOrO OMyX0JIEBOrO MOPAXKEHUs)
aBnaetca ayyesad tepanma COL 30-36 Np.

Mpn HaANMYMM MaCCUBHOTO OMYyXONEBOro NopakeHus, a Takxe npwu llI-IV ctaguax 3abonesaHun
uenecoobpasHo MNPUMEHATb XMMUO/YYEeBOE JieyeHMe * puTyKcumab. CyliecTBoBaBllas /A0
nocnegHero BpemeHu npaktuka nedenua HJX/IM no tem Xe npuHUMNam, 4TO U NPU JIeYEHUN
KNnaccmyeckon nnmeombl XOAMKKMHA (npeumylectBeHHo no cxeme ABVD), B nocneaHee Bpems
noagepraeTcA COMHeHuto. JleueHne pekomeHayetca nposoguTb no cxemam R-CHOP, R-CVP, uyto
CHU)KaeT pPUCK TpaHchopmaumm B 6Goratyto T-knetkamu [ABKK/. JlyyeBas Tepanus [oJIKHA
nposoantbca B COL 30-36 IMp.

JNlyyeBas Tepanua 60/bHbIM  AMMOOMON  XOOKKMHA €  nMmdongHbIM npeobaagaHnem
NPOBOAMUTCA HA 30HbI UCXOAHO MOPAXKEHHbLIX AMMGATUYECKMX Y310B, onpeaensaemblX Mo AaHHbIM
M3T, ¢ oTctynamu 2-5cm. Mpu HEBO3MOXKHOCTU BbliNosHeHua 3T o Hayana fedyeHna o6bEM
Jly4eBOM Tepanumn onpeaenaeTca no AaHHbIM UcxogHbix Y3U, KT.

B cBA3M C BbICOKMM pUCKOM TpaHchopmaummn B ABKK/T 6uoncus numdaTtnyeckoro ysna npu
BbIAB/IEHUN peumnamBa, OCOBEHHO Yy OO/IbHbIX C MOparKeHUem NUMPOUOHBIX OPraHOB HUKe
anadparmol, ABnAeTcA 06s83aTeNbHOMN.

NHTeHCcMBHaA 3Kcnpeccua onyxosieBbiMn Knetkamm CD20 peuenTopoB NO3BOAAET /e€4YUTb
JIOKanbHble peumanBbl MOHOTepanuen puTykcumabom y 6onbHbix HJIX/IM 6e3 npusHakos
TpaHcpopmavumm [lll, B].

Mpn ANCCEMMHMPOBAHHBIX peuManBax MNOKasaHa TepanuAa «CMaceHUA» MO  CXemMam,
QHANIOTMYHBIM IEYEHUIO PEeuMAMBOB NpPU Knaccuyeckom numopome XoOKKMHA, B COYETaHUU C
puUTyKCcumabom un/unn obnyyeHnem 30H nopakeHua. B page caydaes pekomeHayetca BAXT
KoHconmaauma c aytoTlCK [Il, A].

B HactoAwee BpemMmA HET AaHHbIX, NMO3BONIAOLWMNX Onpenesintb NnpemMmyuLecTteso Kakoro-nn6o
TepaneBTUYECKOro nNoaxoaa npu aevyeHnu peumamsoB. PekomeHayeTca WMHAMBUAYANU3UPOBAHHOE

nedyeHwue.

Ha6noaeHue
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OueHka 30PeKTMBHOCTM fleyeHMa [A0aXKHa ObiTb npoBedeHa nocne 2, 4  UMKAOB
NOJINXMMMNOTEPANNK, NMOC/IE OKOHYAHUA XMMMOTEPANEBTMYECKOro 3Tana U Nnocse 3aBeplUeHns Bcel
nporpammbl eyeHus. PesynbTaTbl IeYEHUA AONKHbI OLEHUBATLCA B COOTBETCTBUMN CO CTaHAAPTHbIMMU
KpUTEPUSAMM OTBETA Ha NlIedeHne ana nnmeoom.

B cnyyae AOCTUXKEHUA MOJIHOM PeMUCCUM  peryaspHbii OCMOTP M ONpoC MNauMEHT],
nuccnepoBaHue N1abopaTopHbIX AaHHbIX, PEHTFEHO/OMMYECKUA KOHTPO/Ib OPraHoOB IPYAHOMN KAETKM,
Y3U 6ptowHoM nonoctn u nepudepunyecknx nMmedaTMYecknx KOJIEKTOPOB AO0/IKHbI NPOBOANTLCA B
TeyeHWe MepBOro roga Kaxable 3 mecAua, 2-ro roga — Kaxkgble 6 mecsaues, B AajsbHeulwem —
eXerogHo.

OnAa  naumMeHToB, NOAYYMBWKX  06AyYeHMEe  LWEWHO-HAAKAUMYHBIX  MMPATUYECKMX
KONNIEKTOPOB, E)KEroAHO B TeyeHue 5 NeT pekomeHayeTca uccnegoBaHve GyHKUMM LUTOBUAHOWM
)enesbl (YpOBEHb TUPEOCTUMYIMPYIOLLETO FOPMOHA) M MPU HEobXOOMMOCTM — KOHCy/bTauma
3HAOKPUHOAOra.

[na noatsepAeHWA NOSIHOTbI PEMUCCUM NPU NEPBOM KOHTPOJIbHOM 0bcnesoBaHun yepes 3
MecALa Noc/ie OKOHYaHWUA SieYeHUs JO/IKHA ObiTb BbinosnHeHa KT Bcex 30H MCXOLHOTO NOPAXKEeHUs C
KOHTPACTUPOBAHMEM W ApYyrve paaMosiorMyeckme WccnefoBaHusA, MPOBOAMBLUMECA B Npouecce
ANATHOCTUKM U nedeHusA. Bo3moXKHO, HO He 06s3aTenbHO, BbiNnoaHeHue M3T ana noaTsepXAeHUn
NOAHOTbI PEMUCCUM MPU OCTATOYHbIX ONYXONEBbLIX Maccax, Npesblwatowmx 2,5 cm. B ganbHeliwem KT
PEKOMEHAYETCA BbINOJIHATL NPWU NOAO3PEHUN Ha PeLManB, HO BbinoaHeHue MIT npu HabaaeHUN
3a 60/1bHbIM HE PEKOMEHAYETCA.

Mpu Kaxgom KOHTPOJ/IbHOM BM3UTE MNaALMEHTOB HeO6XO,£I,MMO TWaTe/IbHO onpawunBaTb Ha
npegmeTt BbliABEHMA CUMMMNTOMOB, CBUAETENLCTBYHOWMUX O I'IO3LI,Heﬁ TOKCUYHOCTM nNpoBeOeEHHOIO
neyvyeHwumA. CI'Ie,EI,YET NMOMHWUTb, YTO PUCK Pa3BUTUA KapAUOTOKCUNYHOCTU OCTAETCA BbICOKMM B Te4YeHune
10 net nocne nyquoﬁ Tepanun Ha obnactb cpenocrteHnA, Korga 4acCcrto BCTpe4yaeTCA YCKOpeHHoe
pa3sntune KOpOHapHOVI natonornn.

PekomeHayeTcA PEerynsipHbll  CKPUHWHI O  UCKJKOYEHMA BTOPOr0  OHKOJIOTMYECKOTo
3aboseBaHuA (Hanpumep, mMammorpadua oNA KeHLWMH, noayumswmx J1IT Ha cpegocTeHMe B Bo3pacTe
0o 30 nert).

B cnyyae coKpalleHMA OMyxoneBOM MacCbl MeHee 4Yem Ha 75% OT MCXOAHbIX Pa3smepos,
onpeAaeneHHbIX Mo CyMme ABYX HanboNblUMX ee AMaMeTpPOoB, CTabuansaumm Uan NPorpeccupoBaHnm
3aboseBaHMA HEOBXOAMMO NMPOBECTU MOJIHOE PecTagupoBaHUe, a NP COMHEHUMN B BbIPaXKEHHOCTH
apdpeKTa neyeHmns — BUONCUI0 OCTATOUYHOM ONyxoau. MPoLOIKUTL NeYeHne cieayeT B COOTBETCTBUM C
pe3ynbTaTaMu pPecTagmpoBaHuUs U UCCef0BaHUA BUOMNCUIHOTO MaTepurana.

MN3T-nccneposaHue, nposegeHHoe nMnocne OKOHYaHuUA Tepannn, no3BONAET 06HaPY)KVITb
nepcncTeHuunto OI'IYXO}'IeBOﬁ TKaHMW, OCO6€HHO, ecnn M3T BbINOAHANOCL M A0 Hayana nedvyeHuA. B
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KINMHUYECKNX UnNccnenoBaHnAX MN3T, BbINONAHEHHaa nocne 2-3 UMKNOB NOJIMXMMUNOTEPANUMN,
Nno3BO/1IN1a BblAeNUTb rpynny 60/1bHbIX C NIOXMM NMPOrH03om. OpgHako CTpaTM('bVIKaLI,VIﬂ nauneHTOoB Ha
OCHOBaHMW JaHHbIX 9T MmoxeTt NMPUMEHATbCA TOJIbKO B PaMKaX MPOTOKO/1I0B KJANHUYECKUX

VICCﬂe,EI,OBaHVIl‘/’I N HE MOXeT CHYUTATbCA CTaHAAPTHbIM NOAXO0A0M.

Numdoma XoaKKMHA 1 NoXKUAoi Bo3pacTt

Cpean Bnepsble BbIABAAEMbIX C/iy4aeB AMmdOMbl XO4KKMHA fonAa Auy, ctapwe 60 net, no
AAHHbIM Pa3/INYHbIX MONYAALUMOHHbIX UCCAea0oBaHn, cocTaBnseT oT 15 ao 35%. B nocneagHue 20 net
pe3ynbTaTbl ieyeHna 60AbHbIX TMMOOMON XOAKKMHA 3HAUMTEIBHO YAYYLLINANCH BO BCEX BO3PACTHbIX
rpynnax, Kpome auu, 2 60 neT. ITo CBA3AHO C TEM, YTO HEraTUBHOE BAMAHUE Ha ANUTENbHOCTb 0bLwei
BbIXXMBAaEMOCTU MMEET He TONIbKO MOMKWJIOW BO3PaACT KaK He3aBUCUMbIA (aKTOp, HO W Lenbii
KOMMNJIEKC ApyrMx ¢aKTopoB pucKa. B 3Tol BO3pacTHOW rpynne npeobnagatoT 60sbHble C
pacnpocTpaHeHHbIMX  CTagusmu  3abonesBaHusa, B-cumnTomamu, BblpaXKeHHOW KomopbuaHown
OTATOLLEHHOCTbIO, MIOXUM UCXOAHbIM cOCTOsiHMEM Mo wKane ECOG u AnwTeiH-bapp — NO3UTUBHbLIM
cTaTycom.

OTHOCUTE/IbHAA PeLKOCTb y4acTua vl cTapue 60 neT B KAMHUYECKUX UCCef0BaHMUAX (MeHee
10%) co3faeT CAOXKHOCTM B A0KasaTenbcTBe 3GGEKTUBHOCTU TEX UM UHbIX MPOrpamm NeveHus wu,
COOTBETCTBEHHO, B BblbOpe Tepanuu nepBoi AMHUM AN 3TUX 60/bHbIX. [10Xaa NepeHoCMMOCTb
OTHOCUTENbHOW [030-MHTEHCUBHOCTU nedveHuAa (relative dose intensity, RDI), npubamkeHHon K
a/eKBaTHOW pPacYyeTHOW Be/NIMYMHE, MPUBOAUT K CHUMKEHUIO OTHOCUTE/IbHOW [,030-UHTEHCUBHOCTU A0
< 65% OT 3annaHNMPOBAHHOM M K CYLLECTBEHHOMY YKOPOYEHMUIO KaK obLielt BbIXKMBAaEMOCTU, TaK U
BbI’KMBAEMOCTM A0 NPOrpeccnpoBaHus.

Bbibop nporpammbl fedeHns ans 60nbHbIX cTapwe 60 neT Bcerga npeacrasnser 6osbwuve
TPYAHOCTM M OCTaeTcA UHAMBUAYANbHBIM B 3HAUUTENbHO Bosblel cTeneHn, Yem y bonee monoapix
60/bHbIX. CneayeT MOMHWTb, YTO KOHTPOAb Hag JIX gna 3Tux 60/bHbIX MMeeT nepBoCTENEHHOe
3HauyeHue, TaK Kak ntobble NporpaMmbl BTOPOW JMHMM O/A HUX CBA3AHbI C BbICOKMM PUCKOM MM
HEBO3MOXHbl B CWUAy BO3PacTa WAM BbICOKOM KomopbuaHocTM. C ApYyroi CTOPOHBbI, Yy4uTbIBasA
NPOrHO3NpyemMyto MOMNYAALUMOHHYIO BbIXKMBAaEMOCTb Atogei cTaple 60 neT, BbIbop Tepanuu A0MKeH
NPOBOAUTLCA C YY4ETOM NEPEHOCUMOCTU U COXPAHEHUS KauyeCTBa KU3HM.

Mpuemnemana no remaTosIorMyeckor TOKCMYHOCTU U 3ddeKTUBHOCTM nporpamma ABVD —
«30/10TOM CTaHAAPT» — NPEACTaBAAET BbICOKMIN PUCK Pa3BUTMA SIEFOMHON TOKCUMYHOCTW, BbI3BAHHOM
6/1€0MUUMHOM, YacTOTa KOTOPOI B rpynne = 60 net coctasnneT 24%, a CBA3aHHaA C Hell CMepPTHOCTb
— 18%. MNpumeHeHMe MHTEHCUMBHbIX MPOrpamMmm B 3TO BO3PACTHOM rpynne COMPAMKEHO C BbICOKMM
PUCKOM CMEPTHOCTU, aCCOLMMPOBAHHON C Tepanuen: Npu MCcnosb3oBaHUK nporpammbl BEACOPP B
6a30BbIX [03aX CMEPTHOCTb, CBA3aHHaA ¢ Tepanuen, gocturaet 21%, HO UCKAOYeHMe 3Tono3nAaa —
nporpamma BACOPP — cHM)KaeT AaHHbIA NokasaTenb A0 12%, 4To BCe }Ke ABNAETCA HENnpUemMaemMbIM
pPUCKOM AN 60bHbIX AIMMGOMON XOAKKMHA. B ABYX NPOCNEKTUBHBIX UCCNAELOBaAHUAX, NOKa3aBLUNX
addeKTMBHOCTb pexkuma VEPEMB, cMepTHOCTb OT TOKCUYHOCTU Tepanun coctasnana 3% u 7%.
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Tem He MeHee, MPU HA/IMUMKM PACNPOCTPaAHEHHbIX cTaanii 3abonesanHus (11B + daKkTopbl pUCKa,
I-IV cTagun) n oTCyTCTBMU abBCONIOTHLIX MPOTUBOMOKA3aHUM, NpeanoYTUTENbHO MNpoBeaeHue
KOMBMHUPOBAHHOM XMMMONYyYeBOi Tepanuu. COMATUYECKM COXpPaHHble MauMeHTbl B BO3PACTHOM
rpynne = 65 net mMoryt paccmaTpuMBaTbCA KaK KaHAMAATbl ANA HasHayeHusa 6osiee MHTEHCUBHBbIX
nporpamm xmmumoTtepanun. Hanpotms, 6on1ee monoaple, HO MMetowue KomopbuaHble orpaHMYeHNn —
HYKAAOTCA B CHUMKEHWUW MOTEHUMANbHOIO PUCKA TOKCUYECKUX OC/IOXKHEHMUN. MNauneHTtam 2 65 net
NnpPU Ha/JMYMM NEroyYHoM naTosIoNMMM HeuenecoobpasHo npoBoaUTb bOonee ABYX UMKAOB C
6neoMMUMHOM UAN  XKe Heobxoaumo Boobule paccmoTpeTb nposedeHWe nporpammbl  6es
6neommumHa.

Mmetowasncs cepaeuHan natonorma n/uam puck passutma KapamanbHbIX OCNOXHEHNI TpebyoT
nposefeHne nporpamm 6e3 aHTPAUMKAMHOBLIX areHtoB, Hanpumep, ChIVPP (xnopambyuun,
BMHO6NACTUH, NpoKapb6asuH, NpeaHM30/0H). TakKe cneayer MUMHUMM3MPOBATL 06beM NlyyeBoi
Tepanuu Ha 061acTb CPeLOCTEHMA.

C Uenblo CHUMEHUA PUCKA KApAWNOTOKCUMYECKUX OC/IOKHEHUM MPUMEHEHMA AOKCOpYyOULMHA
BO3MOMKHAa 3aMeHa MNoc/egHero Ha MeHee KapANOTOKCUYHbIE — MUTOKCAHTPOH UK naapybuumH (13
pacyeTa: gokcopybuuuH 50 mr/m> — MUTOKCAHTPOH MAWU MaapyoumumH 12 mr/m?, JokcopybnumnH 25
Mr/M® — MUTOKCaHTPOH MW UAAPYBULIMH 5 Mr/m?).

Kpome TOro, C uUenbl0 MUHUMMU3ALUW PUCKA MUENOTOKCUYECKMX OC/IOKHEHUA UAM NpwU
KOMOPOWMAHON OTArLEHHOCTU BO3MOXHO npumeHeHune nporpamm CHOP-21 n CVP. B KpaitHux
CAy4aAx NauMeHTam, MMeILMM cepbe3Hble NPOTUBONOKA3aHMA K Ha3HAYEeHUIO NONXMMMOTEPANUN,
MOXHO Ha3HayaTb MeTPOHOMHylO Tepanuto Tuna PEPC wam moHOXxMmunoTepanuio areHTamm,
aKTMBHbIMW NpPOTUB JIX. KpaTHOCTb Ha3HayeHMA M KypC B LAHHOM cayyae byayT 3aBuceTb OT
3$HEKTUBHOCTU U TOKCUYECKUX OCAOMKHEHUI. MpumeHaoTca BuHBAacTUH no 10 mr 8/8 1 pa3 8 10
[Hell, MOHOTepanua 3Tono3uaom no 50 mr/m’> uan sHAoKcaHoM no 50 — 150 Mr nepopanbHo,
Kypcamu no 7 — 14 aHel no4 KOHTPOJiemM NoKasaTenen obLLero aHaansa Kposu.

JlyyeBaa Tepanua B po3e 26-30 lp HasHayaeTcA Ha OCTATOYHble OYarm OMNyxoau C
KOHCOMIMAMPYIOWEN Lenblo U MOXET UMEeTb CamocToATesibHoe 3HayeHue npu |-l ctagusax 6es
[ONONHUTENbHbIX GaKTOPOB pucKa. OAHAKO MNPUMEHATb /ly4eBylD Tepanuio Ha AumdaTuyeckune
KOJLIEKTOPbI BPIOLWHOM NONOCTU M NaxoBble 061acTh cneayeT ¢ y4eTOM KOMOPOMAHOCTY.

JlyueBan Tepanua B edyeHUMn 60n1bHbIX AMMPOMOIT XOAKKMUHA

OCHOBHOW YepToi NlyyeBoOW Tepanuu Kak HEOTbEMJ/IEMOM YacTU MY/IbTUMOZAA/IbHOTO /IeYEHUS
60/bHbIX AMMPOMOIM XOAKKMHA B HacTosAwee BpemMsa CTalo ymeHblleHWe eé o06bEMOoB W
noasefeHHolx f03. JIT nNpoBoAMTCA MOC/Ae 3aBeplieHWs Nporpammbl  xumuoTtepanuu  (XT).
OnNTUManbHbIA MHTEPBAN MEXKAY OKOHYaHMem XT M Hayanom NyyeBoi Tepanum — 2-4 Hegenu (Ho He
b6onee 6 Hepenb).
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[Jo Havana XT npu Hannuum nonaHoh uHbopmaumm 06 obbeme MCXOLHOTO MOPANKEHMA
PEKOMEHAYETCA COBMECTHAA KOHCY/NbTalLMA reMaTo/10roB-OHKO0roB 1 paanonoros. Ocob6o AoKHbI
6bITb BblAeNEeHbl 30Hbl COMHUTENIBHOTO WM BEPOATHONO MNOPAXKEHMA, NevyebHas TaKTUKa B
OTHOLUEHMM KOTOPbIX A0/KHA ObiTb NpeaBapuUTesIbHO COracoBaHa M MOBTOPHO O6CyKAeHa nocne
OKOHYaHKsA XT. Bbibop 06bEMa Nly4eBoit Tepanum onpeaenseTca ¢ y4Tom gaHHbix MIT-KT.

Mpyn nopaxeHnn nuMmdaTUUYECKMX Y3/10B CPeAoCTeHMA LenecoobpasHo pekomeHaoBaTb
nposeaeHne 3D KoHbopMHOI JIT ¢ 3a4eprKKOM AblXxaHWA Ha BAOXe («pecnnpaTopHbI FeUTUHI») ans

CHUKEHMUA NEroYHOM U KapamanabHOM TOKCUYHOCTH.
MpM HaAMYMK OCTATOYHbIX KpynHbiX wuan M3T+ numdbaTUyecknx Yys3ioB LEenecoobpasHo
noaseaeHne NIT 8 COA 30 Ip Ha 30HbI UCXOAHO BOMbLUMX KOHrAomepatoB + «byct» 6 p (B

3aBMCMMOCTM OT pesynbTaToB MIT-KT).

06vémbl s1yyesoli mepanuu

O6bEémom npu npoBedeHun JIT € UENblO KOHCOMMAAUMM ABAAKTCA 30HbI UCXOAHOrO
nopaskeHua. B KayecTBe maKpocKonuyeckoro obbema nopaxeHusa (GTV — gross tumor volume)
NPUHMMAETCA NPEXMMMUOTEPANEBTUYECKUA OOBEM NOpPaXKeHWA, KOTopblh Hambosee [0OCTOBEPHO
onpeaenserca npuv Hanavumm ucxopHoro MIT-KT. Mpu naaHMpOBaHUM HEOOXOAMMO NPOBOAMTL
cnusiHne nsobparkenuin NIT-KT nan MPT u KT npu cumynaumun. Ha BbIGOp KAMHMYECKOTo obbema
muweHun (CTV — clinical target volume) BAnseT KauecTBo NoyYeHHbIX U306pakeHni, NoTeHuManbHoe
CyOKNMHUYECKOE pPacnpOCTPaHEHWE, OrpaHUYeHMe CO CTOPOHbI CMEXHbIX opraHoB. Ecau
NOPArKEHHbIE Y3/1bl HAXOAATCA HA PACCTOSHMU <5 cm Apyr OT Apyra, UX MOXKHO 06beaAUHUTbL B O4MH
06bém CTV; ecnn >5 cm, To neyeHne NpoBOaUTCA pasaebHbiIMU 06bEMamu. Mpu pacnonoKeHum
OMYyX0/JIN B CPEAOCTEHUM UM BEPXHUX OTAENax BPOWHOM NONOCTM HEObX0ANUMbI AOMNOAHUTE/IbHbIE
oTcTynbl 1,5-2 cm Ha ABUXKeHUe onyxonu.

GTV gna «bycTta» Ha ocTaTouHble/MNIT+ ouarn onpeaensertca ¢ nomouibio MIT/KT, MPT.

B wuccneposaHum Christian Fiandra c coaBTopamu O6blAn CpaBHEHbl L03MMMETPUYECKUE
XapPaKTePUCTUKM Y BONbHBIX PAHHUMM cTaguamm JIX Npu pasiMyHbIX TeXHUKax nposegenuns JIT nocne
3-4 kypcos ABVD (2008-2009 rr.). MNpu aHanuse MHAEKCOB KOHGOPMHOCTM U reTeporeHHoCTU
aBTOpamMu cAenaH BbIBOL O TOM, YTO MCMNONb30BaHME COBPEMEHHbIX TEXHOAOMMI nposeseHua JIT
Nno3BosAeT U3beXKaTb NOABNEHUA IYYEBbLIX MOBPEXAEHNIN HOPMANbHbIX TKAHEN.
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donnukynapHaa ammepoma
3aboneBaemoctb

donnukynapHaa ammdpoma (PJ1) 3aHMMaeT BTOpoe MeCTo B MMPE MO YacToTe U COCTaBAAET B
cpeaHem 20% OT BCEX 3/10KAYEeCTBEHHbIX AMMdonponndepaTMBHbIX 3ab0NeBaHUI B3POCAbIX. ITOT
noKasaTe/ib 3Ha4YUTe/IbHO BapbUpPYeT B Pa3/INYHbIX reorpaduUyeckux permoHax, a TakKe 3aBuUCUT OT
STHWYECKOM U PacoBOM NPMHAANEKHOCTU BOMbHBIX. [0 AaHHBIM Pa3/IMYHbIX UCTOYHMKOB, B 3aNaHbIX
CcTpaHax 3abonesaemocTtb PJ1 paBHa 5-7 Ha 100 000 HaceneHus. B CLUA exxerogHo 3TOT AMArHos
ycTaHaBnmBaetcs y 14000 yenoBeK. B AsmaTckux cTpaHax yactota ®J1 cywectBeHHO Huxe (9-10%).
Cpean xuTeneit cesepo-3anagHoro pervoHa Poccun pgona 3aboneBwunx He npesblwaer 11%.
MepgmaHa Bo3pacTa 60/bHbIX cocTaBaneT 60 NeT, COOTHOLIEHNE MYXKYUH U KEHLUH NPUBAN3UTENBHO
1/1,7.

O6cnegoBaHue, cTagupoBaHue

Mocne YyCTaHOBIEGHHS AMarHo3a nauuMeHT [o/KeH O6biTb nonHocTbio obcnegoBaH B
COOTBETCTBMM CO CTaHAAPTHbIM MnaHoM ob6cnenoBaHMa 60/bHLIX  MMdonpoanbepaTUBHbIMU
3aboneBaHMAMU. B cayyasx ¢ HepaBHOMEPHbIM YBE/MYEHMEM Pa3ANYHbLIX FPYMNN MOPAKEHHbIX
NMMmoy3NoB, BbICOKUM ypoBHeMm JIAT MAK NpU HaAMuMm B-CUMNTOMOB BO3MOXHO PEKOMEH0BaTb
npumeHeHune MN3T gna BbIABAEHMA 30H C BEPOATHOM TpaHCchoOpmauuend. ITO TaKkKe Mo3BOAAET
BbIABUTb KOCTHYIO /IOKaAM3aumio. ECAM  MHTEHCMBHOCTb HAKOMJIEHWA npenapata OT4Y4eT/IMBO
pasfiMyaercs B pasHbIX 30HaX, He06X0AMMO BbiNoHeHMe B1Moncum Hanbonee akTMBHOMO ovara.

CragunposaHue ®J1 npoBoAMTCA COrlacHO pekomeHaaumam Ann Arbor. UHgMBUAYanbHbIA PUCK
[O/ITOCPOYHON BbIlKMBAEMOCTM OO/IbHBIX ONPeAenseTcs npyv NOMOLWM OL4HOTO M3 ABYX BapMaHTOB
MeayHapo4HOro MPOrHOCTUYECKOro MHAeKca doanukynapHoi numdombl (Follicular Lymphoma
International Prognostic Index — FLIPI u FLIPI-2) (Tabnuua 4).

Tabnvua 4
FLIPI u FLIPI-2
NapameTpbl ®daKTopbl pUcKa ®daKTOpbl pUCKa
FLIPI FLIPI-2
30Hbl NopaxkeHua* > 4 30H** MaKcMmanbHbIN pasmep > 6 cm
Bospact > 60 net > 60 net
Brnoxmmunyeckme mapkepbl MNosbiweHnune 145 MosblweHune B-2 MUKpornobynmHa
Cragus "-v lNopaxeHune KOCTHOro Mo3ra
Femorno6uH <12 \an <12 \an

* yunTtbiBatoTCA IMMdATUYECKME U SKCTPANMMbATUYECKME 30HbI BOB/IEYEHUS
** 30HbI ONpeaenstoTcs cornacHo wabnoHy FLIPI
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K rpynne HW3KOro pmMcka oTHocsATcA nauueHTbl ¢ 0-1 ¢akTopom, NPOMEKYTOYHOTO pUCKa — 2

dbaKTopamu, BbICOKOro pucka — 3-5 paktopamm.
JleyeHue

1. MokasaHuA K Hayany Tepanuu

YcTaHoBneHne gauarHosa ®J1 He Bcerga ABAAETCA NPAMbIM  NMOKasaHMEM K Hadany
NPOTUBOONYXO/EBOW Tepanuu. B yeTbipex PaHAOMM3MPOBAHHbIX UCCAELOBaHUAX 6ECCUMMMTOMHbIE
60/1bHbIE, NOJlyYaBLIME NeYEHUE Cpasy MOC/e YCTaHOBAEHWA AMArHO3a, He MMENU NPenuMyLLecTs B
oblLelt BbIXKMBAEMOCTU MO CPABHEHUIO C BO/SIbHBLIMM, KOTOPblE HE MOAYyYann MPOTUBOOMYXO/EBOM
Tepanuu Ao NOABAEHUA MOKasaHWM K ee Hadvany. Jleyawmii Bpay A0KEH NPUHMMATb BO BHUMAHWE
PAL XapaKTepUCTUK BONBLHOrO M ONYyX0/aW, TakKMe Kak BO3pacT, obliee COCTOAHME, COMyTCTBYlOWMe
3abosieBaHus, ctaTtyc no FLIPI, pacnpocTpaHeHHOCTb M XapaKTep pPoCTa OMYyX0/K, a TaKXKe NoXKeaaHuaA
naumeHTa. B mmpe LIMPOKO UCNONb3YIOT KpUTepun dpaHLy3CcKol rpynnbl no usydyeHunio ®J1 (Groupe
d’Etude des Lymphomes Folliculaire — GELF). Hannumne xoTa 6bl 04HOr0 U3 NEepeyYnUCcneHHbIX HUXKe
NnpuU3HaKoB TpebyeT Hayana Tepanuu [l, A]:

e nopaxeHue > 3 AMMdaTUYECKUX 30H C pazmepammn IMMPaTUUECKUX Y3108 > 3CM B AMameTpe
e nobble HoAaNbHbIE UK SKCTPaHOAaNnbHble 8osae4YeHuUs bonee 7 cm B agnametpe (bulky)

e Hanuuue B-cumntomos

e cnsieHomeranus

e MAeBpUT U/Man acumt

e uuToneHua (neiikouuTsl <1,0 X 10° /1 n/unm TpomGoumTsl < 100 x 10° /n)

e NlefiKeMUYecKmii cocTas Kposw (> 5,0 x 10° /n onyxonesbix KNETOK)

Mpn OTCYTCTBMM NMOKas3aHW K Hadvany Tepanuu GONbHOW AOJIKEH OCTaBaTbCA NOL PeryaspHbIM
ONHAMMYeckuMm  HabaogeHnem Bpaya. [logpobHoe KaMHMYeckoe obcnenoBaHWe — O0MXKHO
nposBoauTbca 1 pa3 B 3 mecAua, MHCTPYMeHTa/ibHaA BU3yannsauma o4aros nopakeHma — 1 pas B 6
mecAueB. B cnyyae oTcyTCTBMA NPU3HAKOB aKTMBHOCTM 3aboneBaHMA B TeuyeHWe 2 NeT MHTepBan
MOXeT bObITb yBennMyeH o 6 n 12 mecaues cooTBeTcTBEHHO. CornacHo AaHHbIM HaumoHanbHOM
rpynnbl no wusydyeHuto numoom, B CLUA 18% 6onbHbim PJ1 nocne yCTaHOBAEHMA AMarHoO3a
npegnaraetcs TaKTWUKa «Habnogah wn kgu». [onoBMHE NaUMeHTOB W3 rpynnbl HabatogeHus
NPOTUBOOMNYX0/eBOE JieyeHMe OblN10 HavyaTo B TeYeHWe nepBbiX 2-X NeT Mocae YCTaHOBAEHMUA
AnarHosa. OgHako B 6O/bLIMHCTBE MPOCMNEKTUBHbBIX UCCNeA0BAHUIA MeAMaHa BPEMEHW A0 Hayana
neyeHus coctasuna 2,5-3,5 roga.
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2. T[lepBaa AMHUA Tepanuu

UHayKuma

Y nonHoueHHo obcnenoBaHHbIX 6osbHbIX I-IIA cTagmelt 3aboneBaHuns (noateepkaeHHon KT,
bunaTepanbHOl TpenaHobMoncuen KOCTHOrO MO3ra M Npu Bo3MOXKHOCTU MIT) fneveHne moxKeT 6bITb
OrpaHWYeHO Jiyd4eBOM Tepanuel Ha 30Hbl nopaxeHus [ll, B]. Wcnonb3yetca craHaapTHoe
dpaKuMOHUpPOBaHMe, cymmapHas oyarosas ao3a (COM) coctasnsieT 24-30 'p Ha 30HbI MOPaXKeHUs.

B page cnyyaeB c uenbio M3bekaTb OC/NOKHEHMI Ny4yeBOM Tepanum B60/IbHbIM C PaHHUMU
ctagnammn OJ1 MoXKeT HasHayaTbCA MOHOTepanua pPUTYKCMMabom: 4 exeHedenbHbIX BBEAEHMA B
KauyecTBe MHAYKUMMK, a 3aTeM 4 BBeAeHUA Kaxable 2 mecsaua (KOPOTKUIM Kypc) UK noaaep>K1BatoLLan
Tepanua Kaxgble 8 Hedenb B TeyeHue 2-X neT (MPOSOHIMPOBaHHbLIA Kypc). Mepsylo A[03y
pUTyKCMMaba Bce MaUMeHTbl AOMXHbI MOAYYUTb MyTEM BHYTPMBEHHOIO BBEAEHMA nNpenapata B
JIeKapcTBEHHOM dopme «KOHUEHTpaT ANA MPUroTOBAEHUA pacTBopa Ans WHoysuii» B gose 375
Mr/M?, [anee BO3MOXKHO NPUMeEHEHME PUTYKCMMaba B TOM e SIeKapcTBeHHOW Gopme 1 [03UPOBKe,
nmbo B dopme Ans NOAKOKHOTO BBeAeHMA B PUKCMpoBaHHOM ao3e 1400 mr.

PaHHee Hayano fevyeHUs PUTYKCMMAboOM MMeeT NpemmyLLecTBa B BbIKMBaemMoCTM 6e3
NPOrpeccMpoBaHNs B CPAaBHEHUMU C TAKTUKOW «Habntoaal 1 Kam», HO AaHHbIX 06 yayylweHum obueit
BbIXXMBAaEMOCTU Ha CerogHAWHWM aeHb HeT. CorslacHo pesynbTaTam uccnepoBaHua RESORT,
NMOBTOPHOE YEeTbIpEXHEAENbHOE JIeYeHMe PUTYKCMMabom npu nporpeccMpoBaHnn 3abonesaHus

ABNAETCA He MeHee 3$EeKTUBHOM TaKTUKOW B CPAaBHEHUMU C AJINTENbHLIM €ro NPUMEHEHUEM.

MayMeHTam ¢ paHHUMM CTagUAMM C MAacCCUBHBIM 06 BEMOM OMYX0AUN UK C HaMYMeEM GaKTOPOB
PUCKa, a TaKXe BCEM NMaUMEHTaM C pacnpocTpaHeHHbIMKU cTaguamm OJT NpyM HaAMYMKM NOKa3aHWUM K
Hayany neyvyeHMA MNOKasaHa CUCTEeMHasA MPOTUBOOMYXOneBaA TepanuA. B HECKONbKMX KpynHbIX
paHAOMM3UPOBAHHBIX KOHTPO/IMPYEMbIX MUCCAefOBaHMAX OblNo  MOKasaHo, 4To pobasneHue
pPUTYKCMMaba K cTaHAAPTHON XMMMOTEPANUM YBENNYMBAET BbIXKMBAEMOCTb 6E3 NPOrpeccMpoBaHma u
obLlyt0 BbIKMBaemocTb 60/bHbIX. [locnegHue roApl CTAaHAAPTOM  JIeHEHUA MNEPBOM  JIMHUK
601blWMHCTBA 60bHbIX PJ1 sBAseTcA UMmyHoxumunoTepanua [I, A]l. U3 LMTOCTaTUYECKMX areHToB
npegnoYTeHNe OTAAETCA aNKMAMPYIOWMM npenapatam. HecKoNbKO pasanyHbIX MCCAea0BaHWUM
CpaBHMBaAAM 3PPEKTUBHOCTb TPEX OCHOBHbIX pPeXumos nedeHua — R-CHOP, R-CVP, R-FCM.
Okasanocb, 4To nNo HenocpeactBeHHoW 3dpdekTuBHOcTM R-CHOP mn R-FCM npesocxogat R-CVP, Ho
pexxkum R-FCM 6onee TokcuyeH. OTAaNeHHbIe e pe3ybTaTbl OKa3aMCb Ayylle Npu UCNO/b30BaHUU
nporpammbl  R-CHOP  u3-3a  OCNOXHEHWI, KoTopble  Habnwoganncb  nocne  neyeHus
bnypapabuHcogepawmmm pexkmmamu. HecMoTpa Ha CBOHO BbICOKYH0 3EKTUBHOCTb, PEXUMbI C
BK/OYEHMEM NypuHOBbLIX aHanoroB (R-FND, R-FCM) oT/nM4aloTcs TOKCMYHOCTbIO, MOBPEXAaloLnm
OEeNCTBMEM Ha FemMOMNO3TUYECKME CTBONOBbIE KAETKM WM BbICOKOW 4acTOTOM WMHAYKLMU BTOPUYHbIX
onyxoneit. C yyetom TOro, 4to npu PJ1 ecTb anbTepHaTMBHble MO 3PPEKTUBHOCTU, HO MeHee
TOKCUYHble Nporpammbl, npumeHeHune cxem R-FCM n R-FND gns neyeHus nepBuYHbIX 60/1bHbIX PJ1
HeuenecoobpasHo. Mporpamma R-CHOP siBnsetcs npeanoyTuTesibHbIM PeXXMMOM fiedeHns 60bHbIX
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®N 1l yToNOrMYECKOro TUNA AN NPU NOAO3PEHMM Ha TpaHcdopmaumto onyxonn (nosbiwexue N14T,
B-cMMNTOMbI, 3KCTPaHOAANbHOE BOBJEYEHME, MPEUMYLLECTBEHHbBIA POCT  M30/JNPOBAHHOTO
nmdaTnyeckoro ysna).

BbicokOapdeKTUBHbIM  ABNAETCA  MPMMEHEHME  MPOTMBOOMYXO/JEBOro  npenapata cC
H6UPYHKLMOHANBbHON aKTUBHOCTbO 6eHagamycTMHA. Cxema BR B paHAOMM3NPOBAHHOM UCCeA0BaHUN
Yy nepBWYHbIX 60abHbIX ®J1 MOKasana AOCTOBEPHble MPEMMYyLLECTBA KaK MO 4acToTe, TaK M MO
AAnTenbHocT obuwero oTBeTta No cpaBHeEHUIO co cxemoin R-CHOP. BnaronpustHbin npodunb
TOKCUYHOCTM AenaeT 3Ty Nporpammy Tepanuei Bblbopa y MOXKWUbIX U COMATUYECKU OTATOLLEHHbIX
60nbHbIX ®/1 I-IIIA TMnoB [I, A]. Kpome Toro, y onpeaeneHHOM 4acTh MNOXU/bIX 60/bHbIX ®J1 ¢
NPOTUBONOKA3aHUAMMU K UHTEHCUBHON XMMMUOTEPANUU MOXKET MCMNONAb30BaATbCA XN0pambyuun mam

umknodocdaH B KOMBUHAUMMK € puTyKcumabom [ll1, B].

B KOMBWHAUMK C pPasAUYHBIMU  PEXMMAMU  XUMMUOTEPANUU BO3MONKHO NPUMEHEHUE
pUTYKCMMaba KaK B JieKapCTBEHHOM ¢dopme «KOHUEHTpaT AasA MNPUIroTOBJIEHMA pacTBopa AnA
uHbY3MIt» B go3e 375 mr/m’, Tak M B dopme ANA MOAKOMNKHOTO BBEAEHWA B DUKCUPOBAHHOW
no3suposke 1400 mr He3aBMCMMO OT niowaam nosepxHoctu tena [ll, B]. Mepsyto 403y puTyKcumaba
BCE MaLMEHTbl AO0J/IKHbI MOJYYUTb NMyTEeM BHYTPMBEHHOIO BBEAEHMA MNpenapaTta B JIeKapCTBEHHOW
bOpMe KKOHLEHTPAT A4/18 NPUrOTOBNAEHMA PacTBopa 41 UHOY3MIi» B Ao3e 375 mr/m’.

KoHconnpauus

MopneprkMBatoLan Tepanma pUTYKCMMabom Kaxable 8 Hefenb B TeYeHue 2 fieT yBeanymBaet
BblXKMBaeMocTb 60/bHbIX 6€3 npu3HakoB 60/1€3HM M NO3BOAAET MM Ha 3HayMTe/NbHOE BpeMms
OT/IOXKUTb Hayaso caeaylollero Kypca nevenusa [, Al. OgHaKo oTAaneHHbIX AaHHbIX 06 yBenmMyeHun
06LEeN BbIXKMBAEMOCTM NPU NPUMEHEHNN 3TOTO PEKMMA ELLLE HE NONYYEHO.

B page cnyyaesB npu JOCTUMNEHUN MNONHON PEMUCCUM Y BOMBbHBIX C UCXOLHO MACCUBHbBIM UAU
3KCTPAHOZANbHbIM (KOCTU, MSATKME TKaHM) MOpaKeHMeM, a TaKXkKe Npu LOCTUNKEHUM YaCTUYHOM
pPeMUCCnn BO3MOXKHO MNMpUMmeHeHne nyquoﬁ TepannMn Ha WUCXOAOHble 30HblI MOpaXeHuna wuin
ocTaTouHyto onyxonb PO 2 I'p, COM 24-30 Ip.

BbiCOKOAO3HasA Tepanua ¢ TPaHCMAAHTAUMel ayTONOrMYHbIX TEMOMO3TUYECKUX CTBOJIOBbIX
KNETOK B nepBoi pemuccun ®J1 ucnonb3yercs B pamKax UccaenoBaTenbCknx npoTtokonos [I, D).

3. JleyeHue peuunamsos 1 pedppaKkTepHbiX popm

Peumamsbl npu ®J1 HensbexkHbl, NpUYEM, KaK MPaBUIO, Kaxaas nocneaylolas pemuccus
bbiBaeT Kopoye npeapiaywen. MNpu peunamsax HeobXo4MMO BbINOJHEHME MOBTOPHOW Buoncuwm,
MOCKOJIbKY U3BECTHO, YTO YeM AauTesibHee HabntogaeTca 601bHON, TEM Bbile PUCK TpaHchopmaLmm
&N B gnuddysHyto B-kpynHoKneTouHyto ammoomy: 15% npu 10-netHem HabaogeHUn u go 26% npwm
14-neTHem HabaoaeHuW. TaK Ke, Kak U Npu NepBnYHOM obpalleHnn, B nepmos peumansa 60nbHOM
MOXET He HYXAaTbCA B HeMeA/leHHOM BO30OHOBAEHWW NeyYeHuA, eCNM Ha 3TO HEeT OCHOBaHWMA,
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KoTopble 6blAn nepeuncneHbl Bbilwe (Kputepun GELF). TakTuKa nevyeHUsa peuuamBoB 3aBUCUT OT
MHOIMX (aKTOpOB, OAHAKO peLlaloWMMM BCE XKe ABAAITCA: A/IMTENbHOCTb NpeALlecTByoLeln
pemmccMm U MeToh, ee  AOCTUXeHuA. Hanpumep, nNpPOrHO3 Ha MOBTOPHYH AJUTENbHYHO
BbIXXMBaeMocTb 60/bHbIX ¢ nporpeccuposaHmem ®J1 Ha ¢oHe HabatoaeHna 6e3 NPOTUBOONYXONEBOM
Tepanun WM  MNAUMEHTOB C pPeuMamBamuM MeHee 4Yem 6 MecALEB MoOcCiAe 3aBeplleHus
UMMYHOXMMMUOTEPANUN MPUHLMNUANBHO Pa3NYaeTcs, Kak ecin Obl peyb Waa O ABYX PasHbIX
3aboneBaHuAX.

a. WUHaykuua

MpY HaAWUYMKM NOKA3aHMIM K Havany Tepanum 601bHOMY NPOBOAUTCA IeYeHUE NOo NPOrpammanm,
He 06/1a4al0WMM MepPeKpPecTHOM Pe3UCTEHTHOCTBI0O K Npeablaywemy peXumy XumuoTepanuu
(Hanpumep, cxema R-FND nocne R-CVP nam BR nocne R-CHOP) [IV, C]. Hanbonee 3HaunTenbHble
pesynbTaTbl edyeHus peunamsos ®J1 6biaM NoayYeHbl NPU NPUMEHEHUM BeHAaMYCTUH-COAE P KaALLUX
pexxknmos BR, VBR (bopTesomunb, 6eHgamycTuH, putykcumab) [Il, A]. MnaHnMpoBaHMe BbICOKOAO3HOM
KoHconnpaummn ¢ ayToTICK pekomeHAyeTcs TO/bKO B CAyyanx TpaHchopmauum uam npu 6onbluoi
OMNyX0NeBOW Macce C YaCTUYHbIM OTBETOM Ha JieyeHue.

Ecnv nocne nepBoi IMHUKM Tepanun PEMUCCUSA COXPAHANACh A0JT0, TO MOXHO BEPHYTLCA K TOM
e cxeme neyeHus. NMpumeHeHWe pUTyKcMmaba B KOMBMHaLMKM ¢ XMMUOTEpanuenhn YMeCTHO, ecnu
npPoOTMBOONYX0seBbl  3pPeKT coxpaHanca xota Obl 6 MecAueB Noc/ie  3aBeplueHus
UMMYHOXMMHUOTEpPANuU. B npoTMBHOM ciyyae pevb maeT O HebnaronpuATHOM MO MPOrHO3y
pedpaKkTepHOi K pUTYKCMMaby rpynne 60/bHbIX. [0 CMX MOP HET AaHHbIX PaHAOMW3UPOBAHbIX
NCCNeL0BaHNIA, OEMOHCTPUPYIOWMX MNPEMMYLLECTBO KaKOro-AMBo pexnuma fedeHua y AaHHOW
rpynnbl  nauyeHToB. B  HeBO/MbWWX HECPaBHUTE/NbHbIX WCCNeAO0BaHUAX ObHaAeKuBatowme
pe3yabTaTbl NOJyYeHbl MPU UCMOb30BaHUM beHaamycTUHa. OAHAKO farKe NpWu ero UCMoJsb30BaHUK
MeZMaHa BbIXKMBAaeMOCTM 6e3 nporpeccupoBaHus coctaBaseT 9,7 mecsues.

PaHoommsnpoBaHHoe uccnegosaHue Il ¢asbl GADOLIN npoaeMOHCTPUPOBANO BbICOKYHO
apdeKkTMBHOCTL 0OUHYTY3yMaba npu dJ1, pedpakTepHOM K pUTyKcmaby (oTcyTcTBMe oOTBeTa Ha
PUTYKCMMAb-coaep KaLLio Tepanuio UM NPOrpeccMpoBaHMe MeHee Yyem Yepes 6 mecAueB nocne
NnpoBeAeHNA Kak MUHUMYM 4 BBEAEHUIN PUTYKCMMaba B MOHOPEXMME UK 4 UMKIOB PUTYKCUMAb-
cogepxKaliein noamxumuortepanuu). lNpumeHeHWe npenapata 06MHYTY3ymab B KOMbBWUHauum c
6eHAaMyCTMHOM M NocieayoWwan NoAAEePXKUBAKOLWAA Tepanua 06uHyTy3ymabom nossonmnu 6onee
4yem B 2 pasa yBe/IMYUTL BbIKMBAEMOCTb 6e3 NporpeccupoBaHmna NO CPaBHEHUIO C MOHOTepanue
6eHAaMyCTMHOM, YTO NO3BONAET PEKOMEHA0BATL OOMHYTY3ymMab B KOMBUHaLMK ¢ BeHAaMYyCTUHOM U
nocneayrouwen noanepXuealwoLlein MoHoTepanMen naumeHTam c GONAUKYyAapHON Anmbomon, He
OTBETUBLUMM Ha NIeYeHMEe PUTYKCUMAOOM MM Ha TePANMIO MO COAEPKAWMM PUTYKCMMAD cxemam, a
TaKKe 60/IbHbIM, Y KOTOPbIX PasBWIOCb NPOrpeccMpoBaHMe 3aboseBaHUs BO Bpemsa WAM Mocae

TAKOro ne4vyeHunA.
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an HEO6XO,£I,VIMOCTVI nposeaeHUA nyquoﬁ TEPANuUu C NanNMaTUBHOM UM CUMNTOMATUYECKOMN
Luenbo y oTAae/ibHbIX XMMUOPE3UCTEHTHbIX 60/1bHbIX MCNONb3YHOTCA HU3KME O03bl 06}'Iy‘-IEHVIﬂ -
COJ 10-20 Ip.

B cnyyae noaTBepKAeHUs TpaHchopmauum D1 6onbHOMY MNOKasaHa Tepanua no
nporpammam JseyeHma 60nbHbIX Anddy3HOW B-KpynHOKAEeTouYHOM AMmdomol C nocsegytollen
ayTOJIOrMYHOM TPaHCNAaHTaLMeEN.

b. KoHconupauus

Mpu peungmsax P/ y monoapix 601bHbIX 0OCYyXKAAETCA BO3MOXKHOCTb MNpPOBEAEHMUA
BbICOKOAO3HON Tepanuu C TPaHCNAaHTauMel ayTONOTMMYHbIX FEMOMNOSTUYECKMX CTBOIOBbLIX KJETOK
(ayToTrCK). OgHako B oTanume oT auddysHon B-KpynHOKNETOUHOW AMmMbOMbI U AUMbOMBI
Xo4)KKMHa 3TOT METOJ, /IeYeHUss Henb3a Mpu3HaTb CTaHZAPTOM. TemM He MeHee Npu PaHHKUX
peunamBax nocne MMMyHOXMMMOTEpPanuu w 6e3 MacCMBHOrO MOPaXKEHUs KOCTHOroO MO3ra
BbICOKOA03Has Tepanusa ¢ ayToTICK umeeT npenmyliectsa B 6e3peumnamBHON BbIdKMBAEMOCTU MO
CPaBHEHMIO CO CTaHAAPTHbIMM PEXUMaMK ieyeHna. Heobxoaumo OTMETUTb, YTO NpeaLlecTsytoLLee
nPUMeHeHWe pUTYKCMMaba B NepBON JIMHMM Tepanum He CHUXKAeT 3PpPEKTUBHOCTM BbICOKOLO3HOIO
pexuma. Hanbonee 61aronpuaTHbIM BpeMeHEM NPOBEAEHUA BbICOKOA03HOW Tepanuu ¢ ayTtoTICK
ABNAeTcA BTOpaA WM TpeTbs pemuccus. HeobxoAMMOCTb HasHayYeHWs B NOC/ieayloLem
noaAeprKUBatoLLElN Tepanun pUTyKcumabom TpebyeT 40N0oNHUTEIbHOTO NOATBEPKAEHMA, MOCKONbKY
accouMmupyeTca € BbliparKeHHOM rMnorammariobynnHemmneint U nemkoneHnemn.

BonbHbIM € peungmeamm ®J1, KOTOPbIM HE MOKa3aHO NpoBeAEeHME BbICOKOLO3HOM Tepanuw,
nocne 3pPpeKTMBHOrO MHAYKLMOHHOIO 3Tana HasHayaeTca noagep:kuBatrowas tepanua aHTM-CD20
MOHOK/IOHA/IbHbIMUW aHTUTENAaMW. Y YyBCTBUTENbHbIX K PUTYKCMMaby naumMeHTOB NOAAEPKMBAIOLLYHO
TEPanuIo MOXKHO MPOBOAUTb PUTYKCMMAbOM AN8 BHYTPMBEHHOMO MAM MNOAKOXHOIO BBEAEHUSA
Karkable 8 Hegenb Ha npoTsxeHun 2 net [l, B]. B cnyyasx pedpakTepHOCTU K pUTYKcMmaby, Koraa
pemmuccma AOCTUIHYTa B pesysibTaTe NPUMeHeHUa KomMbuHauum obuHyTysymaba n 6eHaamycTuHa,
MOHO NPUMeHATb 06MHYTY3yMab B Ao3e 1000 mr B/8 Kaxkable 2 mecAla Ha NPOTAXEHUN 2 neT Uam
00 nporpeccupoBaHma 3abonesanus [ll, B).

4. OueHKa 3¢ deKTa u nocneaymouiee HabnogeHue

3dPEKTUBHOCTb SleUeHUA OLEHMBAETCS B cepeauHe nporpammbl (nocie 3-4 Kypcos) u nocne
3aBepLIeHns MHAYKLMOHHOIO 3Tana fieyeHus. MccnefoBaHUe KOCTHOMO MO3ra NoKasaHo 60JIbHbIM, Y
KOTOPbIX 10 Hayana Tepanuu onpeaensnioch ero nopaskeHue.

BonbHble ®J1 AONKHBI NPOXOAUTL perynspHble obcnefoBaHuA (peHTreHorpadusa rpyaHomn
KNneTku, Y3 nepndepmnyecknx iMmeaTmyeckmx y3noB U opraHoOB BPIOLWHOM NOAOCTU, KANHUYECKUIA U
OUOXMMMYECKUI aHANU3bl KPOBM) Kaxaple 6 MecALeB B TeYeHWE ABYX JIET, 3aTEM E€XKerogHo Ha
NPOTAXEHUN He MeHee 5 feT. YuMTbiBaA BbICOKYHO 4acTOTy MO34HMX PeELMAMBOB, *KenaTesbHO
ANvTenbHoe exeroaHoe HabaoaeHne n obcnenosaHme 60NbHbBIX.
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5. Neaunatpuueckasa ponnukynsapHasa ammepoma.

B BO3pacTHOl rpynne 4o 18 fieT cornacHo AaHHbIM ANTepaTypbl B PasHbIX cTpaHax (AnoHus,
CLUA, EBpona) yacTtoTa neguatpuyeckoit donnmrynapHon numeomsl (MPN) y aetelr coctaBnseT He
6onee 1%.

B Knaccuoukaumm BO3 2016 r. gaHHoe 3abosneBaHMe ONpefeneHo Kak neamaTpuyeckui
BapUaHT GONNNKYNAPHON NMMPOMbI — UHAONEHTHAA KNAOHaNbHaA GoNAnKynApHaa npoandepauns B
BUAE NOKaNM30BaHHOW nmMmdageHoNaTUM NPeMmMyLLECTBEHHO B 06/1aCTV FO/1I0BbI U LWEU U — KpalHe
pefKko — 3KCTPaHOAYNAPHbIX o4yaroB. Yawe 6onetoT manbumku. LMTonorMyeckM onyxonb 4aue
oTHocuTCA K Il TMNY C BbICOKMM MHAEKcoM nponundepaumm (meamaHa Ki67 35%). B 6onbliMHCTBE
cnyyaes M®JST He BbIABNAETCA aHOManbHaA 3Kcnpeccusa 6Henka BCL2, wn  peapaHXuMpoBKa
COOTBETCTBYHOLLErO reHa M oTtcytcTByeT t(14;18) TpaHcnokauma. O6LWenpuHATbIE CTaHAAPTbI
CTaaMpoBaHuA M ¢akTopbl puUcKa aetckux PJ1 He pas3paboTaHbl, Yalle WCNONb3YHT MPUHATOE B
OETCKOM  OHKOoremaTtosiorMu  ctagupoBaHMe no  S.Murphy. OnucaHbl eguHWYHbIE  CAy4Yam
TpaHcoopmauumn B [BK/1, B ocHOBHOM Yy noApocTKoB. Kak npasuso, TeueHne Ao06poOKayecTBEHHOE,
60/1bHbIM 6e3 TpaHchopmaumn He TpebyeTcs CpoyYHOe Hayvano nedeHua. MporHos MNPJ1 xopowun,
pPeMMCCUMN MOSTYYEHbI NPU UCNONb30BaHUWN XT yMepeHHOM MHTEHCUMBHOCTU, peLnamBbl Pa3BMBatOTCA
penko. OnncaHbl cnyyam AOCTUMKEHUA PEMUCCUMU B pe3y/bTaTe yaaNeHUA eAUHUYHbBIX YBe/IMYEeHHbIX
n/y, He peunamBupyloWwmnx 6e3 NPUMeHeHNs CUCTEMHOMN Tepanuu.

JloKann3oBaHHOE pPacrnosfioXKeHne o4aros M [A06pPOKAYECTBEHHOE K/AMHUYECKOE TedyeHue
BbI3blBaeT COMHeHMe, asaaTca aAn MdJ1 310Ka4ecTBEHHbIMW ONYXOAAMW WMAM NPeacTaBAAsoT
[0BPOKAYECTBEHHYIO  K/AOHaNbHYH MNpoandepaumio € Oo4YeHb  HM3KMM  3/10KayecTBeHHbIM
NOTEHLUNANOM.

Cxema RB B paHAOMM3MPOBAHHOM WCCNEO0BAHUM Y NepBUYHbIX 60abHbIX ®J1 nokasana
[OCTOBEPHbIE MPEMMYLLECTBA KaK MO YacToTe, TaK M No AJUTENbHOCTM 06LLLEro OTBETa MO CPAaBHEHUIO
co cxemoi R-CHOP. BnaronpuaTHbIn Npoduab TOKCMYHOCTM AenaeT 3Ty Nporpammy Tepanuen
Bblbopa y geTel ¢ MNP/l npm HaNNUYMM NOKaszaHMI Ana ncnosb3oBaHus XT.

B cnyyasx aetckux ®J1 nyyesas Tepanusa He UCNOIb3yeTcA.
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Numdpoma maprmHanbHOM 30HbDI

XapaKTepuctuka, 3abonesaemoctb

Nnmdombl maprmHanbHoW 30Hbl (JIM3) npeactaBnatoT coboi rpynny 3/10KayecTBeHHbIX B-
KNETOYHbIX HOBOODOPaA30BaHMI, MPOUCXOAALLMNX U3 B-1MmOLMTOB, KOTOPblE B HOPME BCTPEYAIOTCA B
MaprMHanbHOM 30He AMMOOMAHbIX  GONAUKYAOB  NUMGATUYECKMX  Y3/10B, CENE3EHKUM U

nmmdaTMyeckux TKaHen. BolgenatoT Tpm Tnna JIM3:

e HopanbHaa — 2% HX/
e  SKcTpaHoganbHaa MALT (myKo3oaccounmnpoBaHHas) — 8% HX/
e (CeneseHkn — 1% HX/

Hanbonee yacto npu akcTpaHoganbHbix MALT-nmmdomax nopaxKaetcs KenyaouHO-KULWEYHbIN
TpaKT (okono 50%). Cpeay opraHos HKT Ha gonto MALT-ammdombl xenyaka npuxogutca ao 80%.
Kpome TOro, 4acTo BCTpeyaeTca nopaxeHne opbuTbl, IETKOT0, KOXM.

CornacHo COBpPEMEHHbIM MpeacTaBAeHMAM, OCHOBHbIM 3TMOJIOTMYECKMM dakTopom JIM3
ABNAETCA XPOHMYECKaa MMMYHHasa cTumynsauma  (MHpeKums, ayToMMMyHHble 3abosieBaHusA).
CyuiecTtByeT A0Ka3aHHan CcBA3b Mmexay nHomumposaHHocTbio Helicobacter pylori n MALT-anmdbomon
Xenyaka, Borrelia burgdorferi n JIM3 koun, Chlamydophila psittaci n JIM3 opbutbl, Campylobacter
jejuni n IPSID (nmmyHonponndepaTnBHoe 3aboieBaHMe TOHKOM KULWKK), BUpycom renatuta C u JIM3
ceneseHku, a Takxke MALT-numpomamm gpyrnux noKkannsaymm.

guarHocmua

1. O6cnepoBaHue

NMocne NOCTaHOBKU AMarHO3a nauMeHT AOMXKEH 6bITb NONHOCTbIO O6C}'IeLI,OBaH B COOTBETCTBUU
CO CTaHAAPTHbIM NJ1IaHOM O6C}'Ie,CI,OBaHMF| 601bHbIX l'IMMd)OI'IpOJ'IMd)epaTMBHbIMM 3abonesaHnaAMMU.

MNpwn MALT-numgome xcesyoka HeobXxoaMMO BbIMOIHEHME FaCTPOCKOMUN U NPU BO3MOXKHOCTH
3XO-racTpoCKONUU C MHOMKECTBEHHON OuoncuMen nopaxKeHHbIX W BU3YaslbHO HEU3MEHEHHbIX
yyacTkoB camnsnctoin. O6asatenbHo nccneposaHme Helicobacter Pylori B cooTBeTCTBUM € KOHCEHCYCOM
Maactpuxt-IV/®nopeHuma 2010 r., BKAOYalOWEe [MCTOMATO/NIOrMYECKoe WcciedoBaHMe U
onpeaeneHne YyBCTBUTENbHOCTU K aHTUMUKPOOHbIM NpenapaTam, B TOM YUCE K KNAapUTPOMULMHY;
NpwW HEeraTMBHOM pe3y/ibTaTe — HEMHBA3MBHAs AMArHOCTUKA AAHHOIO BO3OyAUTENA: aHTUIEH B CTyle,
ypeasHbl AbixaTeNbHbIA TECT, aHTUTeNna B KpoBu. Kpome TOro, *KenatenbHO UMTOreHeTU4eckoe
nccnegoBaHue ana nckatodenma t(11;18), kotopana asnsetcs HebnaronpuATHbIM GaKTOPOM NPOrHO3a
OoTBeTa Ha aHTMbaKTepUuanbHyto Tepanuto 1 TpebyeT BbiIbOpa MHOrO METoAA NeYEHUA.
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Mpwn HeKkoTopbix BapuaHTax MALT-numgpom Opyaux aAokaauzayuli Heobxoanumo onpeaeneHme

acCcoLUMMPOBAHHOTO C JAaHHbIM BapuaHTOM MHGEKUMOHHOro areHta (uccneposaHue Borrelia

burgdorferi npn JIM3 Koxku, nccnegosarHme Chlamydophila psittaci npu JIM3 op6uTsl).

Mpun obcnenoBaHnMK 60NbHbLIX HOAaNbHbIMKM JIM3 HeobxoAMMO TWATENbHOE MCCedoBaHUe

06I'IaCTEI7I, npunexawmx K 30HE HOAA/IbHOro nopaxXeHuAa, OnAa UCKAKYEeHUA pacnpocCTpaHeHuA

3KCTpaHoAanbHbIX JIM3 Ha Ainmdoysnbl:

° n/y Wwen —rnasa, OKoJ/I0ywHbie U Apyrue CtoHHbIE XKeNne3bl, WNTOBUAHAA Kee3a,

e noAamblleYHble /Yy — NerkMe, MoI0UYHasA Kenesa, Koxa;

® MeaunacCTuHanbHble n/y—neere;

e /y 6plOWIHOM NOMOCTU — ceneseHKa u HKKT;

e naxosble 1 NoaB3aoLWHble N/y — KT 1 KoXa;

®  BCe OTAeNbl MULLEBAPUTENbHON TPYOKM NPU NOPaXKEHUU XKenyaKa.

2. CrapmpoBaHue

MALT-AnMmdombl KenyaKa cTagnpytoT cornacHo cucteme ctagmposanmsa ammeom HKKT JlyraHo

(cm. Tabn. 4). Opyrne numdombl MapruHaabHOW 30HbI CTaAMPYIOT COrNacHo Knaccudbukaumm Ann

Arbor.

Tabnuua 4
CragmpoBaHue nMmedom Kenyaka: CpaBHeHMe KnaccudurKaLumim
Cxema ctagupoBaHua aumeom HKKT | Ctagma no Ann Cragma no PacnpoctpaHeHune
(NyraHo, 1993 r.) Arbor TNM onyxonu
IE1 MoparkeHune orpaHnveHo KKT
IE1 camsucTasn, IE T1 NO MO Cnusucras,
noAcAM3nNCTas nogcAn3uncras
IE2 mbiweyHblt cnon, | IE T2 NO MO MblLWeYHbIn chon
ceposa IE T3 NO MO Cepo3sHan o60104Ka
IIE2 PacnpocTpaHeHune Ha BpIoLLHYIO NONOCTb
IIE1 BOBNEYEHME IE T1-3 N1 MO MepuractpanbHble n/y
6AMKaNLLMX
NOKanbHbIX N/y
IIE2 BOBNEYEHME IE T1-3 N2 MO OtpaneHHble n/y
OTAANEHHbIX
pernoHapHbIX y3/7108
IIE2 MNeHeTpauna ceposbl | IIE T4 NO MO NHBa3unA npunexxaiymx
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M nepexos Ha CTPYKTYp
coceaHue opraHbl 1

TKaHu
"n-1v AnccemmumposaHHoe | IIIE T1-4 N3 MO MopaeHue n/y no
9KCTpPaHOZaNbHOEe v T1-4 NO-3 M1 | obe CTOPOHbI
nopakeHve unu anadparmeol,
nopakeHue OoTAaneHHble
HagamadparmanbHbIx meTacTasbl (KM,
nfy OOMOJIHUTE IbHbIE

9KCTpaHOAA/IbHbIE

oyvarmu)

JleueHune

1. JleyeHue 6onbHbIX MALT-nuMmpomoit kenyaka

Bblbop TaKTMKM nledeHus 6onbHbix  MALT-numboMolN  XKenyaka 3aBUCMT OT  CTaauM
3aboneBaHMA U OT UHMUMpoBaHHOCTU H. Pylori.

a. PaHHue ctagum, uduumnposaHHoctb Helicobacter pylori

Mpwn BbiaBAeHMM UHOMUMpoBaHHOCTM H. pylori 6onbHbIM [E1 cmaduu pekomeHayeTca
apaAmMKaLMOHHas aHTUXeNUKobaKTepHas aHTMBMOTUKOTepanua (B COOTBETCTBUM C PpEKOMEHAALNAMMU
KOoHceHcyca MaacTpuxt-IV/®nopeHumns 2010 r.) ¢ 3HAOCKONUYECKMM MOATBEPKAEHMEM 3paaMKaLUU
H. pylori yepe3 3 mecAua MAM paHblle, €CAM CMMNTOMbl AMMGOMbI COXPaHAOTCA Ha ¢OHe
aHTMbMoTMKoTepanuu [ll, Al.

Mpu BbiABNEHUWM TpaHCAOKauuuM 11;18 nocne aHTMXeNMKobaKTepHoM Tepanuu (BHe
3aBUCUMMOCTU OT ee 3GPEKTUBHOCTU) HEOBXOAMMO HA3HAUYEHUE MOHOTEPANUU PUTYKCMMabom uau
nyyesol Tepanun COZ 24-30 Ip.

Mpn mopdonornyeckn poKasaHHoM perpeccun nmmébombl M spagukaumm H. pylori yepes
3 Mecaua pekomeHayeTca AMHamuyeckoe HabnwoaeHue. lNpu coxpaHeHum H. pylori nokasaHa
aHTMXenuMKobaKTepHasa Tepanusa BTOPOKN JIMHUK A0 MOJIHOW 3paguKaumm uHdekuuun. MNpu oTcyTcTBMU
perpeccum AMMmdpombl Ha GOHe aHTUXENMKOOAKTEepPHOW aHTMOMOTMKOTEpPanMM MoKasaHa sy4veBas
Tepanua (B 30Hy 06/y4eHNss HEOOXOAMMO BK/IKOYATb KEeNYyAOoK U nepuractpasbHblie AMMdaTnyeckme
y3nbl, PO4 2Tp, COA 24-30 lp; cnepyeT NMOMHUTL O TOM, YTO MPU KarKOAOM ceaHce 0b6syyeHun
Xenyaok AosxeH bbiTb oguMHakoBoro o6béma) [, B]. Mpu spaankaumm Bo3byanTens, HO HaANYUK
nmmdombl 6e3 KAMHUYECKMX CMMMTOMOB PEKOMEHAYETCA BbIKMAATE/IbHAA TaKTUKa C peryiapHbIm
3HAOCKOMMYECKMM MOHUTOPUHIOM (Kaxkaple 3 mecala); BOSMOMKHO A0NOAHUTEeNbHOE HabntoaeHue
ONA pelleHns Bonpoca o0 y4eBOM Tepanum A XMMUoTepanumn ¢ puTykcumabom vepes 3 mecsaua.



57

MepcucteHums nam nporpeccuposaHmne AMmeomol Yepes 3-6 MecALEB NOC/AE y4eBON Tepanum
ABNAETCA OCHOBaHMEM A/ XMMMUOTEPANMM NO cxemam pasa  GonnukynapHoin anmmeomb -l
umTonorudyeckoro tuna (R- xnopambyuun, R-CVP, RB u t.4.) [llI, B-C].

AHanornyHas TakTUKa nokasaHa 6onbHbIM c IE2, IIE cmaduamu npw Hannumm H. pylori. OgHako
B CBA3M C MeHblieil 3PPeKTUBHOCTbIO aHTUBMOTUKOB B AaHHOW rpynne 60/bHbIX pPeKoMeHAyeTcs
60s1ee paHHee Ha4ya o ly4eBOM Tepanuu.

Mpn M3BbA3BNEHHON KPOBOTOYALLEN OMNYyXOAM MPOBOAMUTCA XUPYPrMYECKOe JNeyeHue cC
nocneonepaunoHHom nyyesoi Tepanmeir 30 p.

Mpeasyyesyo NOArOTOBKY PEKOMEHAYETCA NPOBOAWTbL HaTOLWLaK — He meHee 4 4acoB nocne
npuéma nuwm. OpraHbl pUCKa: cepfue, JeBas MoyKka, CMMHHOM MO3r, NOMKENyA0YHas >Kenesa.
Mepen Hayanom neyeHus o06A3aTe/IbHO UCCNEAOBaHUE BblAENUTENbHOW QYHKUMKM 06enx noyek
(PNA). enaTenbHO OLLEHUBATL ABUMNKEHWUA NErKMX, NpoBoauTb /IT C 3aAepPKOM AblXxaHWUA Ha BAOXE
(pecnupaTopHbIl relTuHr).

CymmapHble [O03bl Ha Kenyaok W nepuractpanbHble aumdbatuyeckne ysnbl (paske 6e3
NPU3HaKOB MX BOBAEYEHUSA) A0MKHbI cocTaBnaTb 30 Mp + «bycT» Ha BUAMMYIO onyxonb 6 p.

Ncnonb3oBaHue nepenosbix TexHonormn /T, Takmx Kak 3D KoHdopMHaa nyyesas Tepanua u eé
BapuaHTbl (IMRT, VMAT), no3BosiAseT NoABECcTM BbICOKYHO A03Y K OpraHy-MULIEHU WU CHU3UTbL €€ Ha
OopraHbl puUCcKa.

b. PaHHue ctagum, otcytctBue Helicobacter pylori

Ecam H. pylori He obHapyKeH U aHTUTeNa K HEMY HeraTMBHbl, 6O/IbHbIM PAaHHUMW CTAAUAMM
MALT-numbomMbl  XKenyaKka MOKasaHa JiyyeBas Tepanua (Nporpamma TaKkasa e, Kak npu
HeaddeKTUBHOCTU aHTMBMoTMKoTepanun) [lIl, B]. BonbHbIM c TpaHcnokaumei 11;18 Heobxoanmo
yBENMUMBATL L[03y J/lyd4eBOW Tepanuu. B Takmx cuTyaumsax nocne noagepeHua COL 30 Tp
uenecoobpasHo caenatb 2-3 HegesibHbl MepepblB C MNOBTOPHOW OLLEHKOW CTEMeHu perpeccuu
Onyxoau, NP1 HaIMYMKM OCTaTOYHOM OMNYXOIM — AONOJIHUTENIbHOE NIoKaibHoe 06.1y4eHne (10-14 Ip).

MpM HanMuMM NPOTMBOMOKA3aHMIA K Ny4yeBOW Tepanuum peKoMeHAyeTcA MOoHoTepanus
puTykcumabom [lll, CJ.

Yepes 3-6 mecAueB Moc/ie 3aBeplleHMAa Ay4yeBOW Tepanuu HeobxoAMmO nposeaeHue
pecTaavpoBaHnA C 3HAOCKOMUYECKUMM MUCCNedoBaHMEM M 6uoncueit 30H nopaxkeHus. Mpu P
pekomeHayeTcA obcnefoBaHWe Kaxaple 3-6 MecAueB M 3aTem exkerogHo. MepcucteHums uam
nporpeccnpoBaHne AMmoombl Yepes 3-6 MecAueB Moc/ie y4eBOW Tepanuu SBASETCA OCHOBAHWEM
AN XMMUOTEPanMuM No cxemam Ans GonankynapHoi ammeomsl I-ll LMTonornyeckoro Tmna.
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c. Cragusallig, IV

MoKasaHMAMM K Havany neyvyeHua H6ONbHbIX pacnpocTpaHeHHbIMKU cTaguaMmmn MALT-numdombl
Xenyaka asnsatotca 601eBo cMHAPOM, HapyweHune GYHKLMW opraHa, KpPOBOTEYEHME, MACCMBHOE
nopaxeHue. Mpu OTCYTCTBUM MOKA3aHWA BO3MOMKHO AMHAMU4Yeckoe HabawogeHwe. Mpu Hanmumm
NoKa3aHW peKOMeHA0BaHO NPOBeAEHNE UMMYHOXMMMOTEPANUM (PEXRUMbI, PEKOMEHA0BaHHbIE ANA
®/1 I-1l yMTONOrMYECKOrO TMNA) UK NIOKANbHAA NyYeBan Tepanusa TONbKO HA MOPAXKEHHYHO OMYXO/blo
yactb opraHa, PO/ 2 I'p, COZL, 20-40 'p, B 3aBUCMMOCTUN OT NEePEHOCUMOCTM IeYEHMA NALLUEHTOM.

B cnyyae peumamBa nevyeHME MOMKET BKAKOYATb NMPUMEHEHME pUTyKcMmaba B MOHOTepanuu
WAN B KOMBMHaumMM c uutocTaTMKamu (cxembl ana &1 |-l uutonornyeckoro Tmna) u nyyveByro
Tepanuio, ec/iv OHa He NPOBOAMUNACHL B MEPBOM JIMHUN.

2. JleyeHue 60nabHbIX MALT-numdpomoin apyrux nokanusauui

YctaHoBneHue guarHosa MALT-aumbombl Apyrux N0Kanmsaumin He ABAAETCA MOKasaHWeMm K
Hemea/IeHHOMY Hayany fedeHua. NoKaszaHMAMM K IeYEHUIO ABAAIOTCA HapylueHne GyHKLUKN OpraHa,
60/1€BOM  CMHAPOM, MACCMBHOE OMyxo/seBoe nopaxeHue. [lpn  OTCYTCTBMM  MOKa3aHWM
paccmaTpuBaeTcs BOMPOC O AMHAMUYECKOM HabnAeHUW NMpU BO3MOXKHOCTM €ro MOJIHOLEHHOro
OCYLLECTB/IEHMA.

Tepanuei Bblbopa npu paHHUx cmaduax MALT-numdom apyrux nokanusauuii asnsetca

Jly4yeBan Tepanua Ha BoBJieYeHHble 061acTn. B 6o/blUMHCTBE CyvyaeB 4OCTaTOMHOM nevyebHol 4030
cumTaetca 30-36 I'p [IV, CJ.

MpM HaNMuMM NPOTMBOMOKA3aHMI K Ay4eBOW Tepanuu pPeKoMeHAYeTCcs MoHoTepanua
puTykcumabom [lll, CJ.

B oTAenbHbIX CAydYanx Npu BbiIABAEHMM CONMTAPHOro OMNyX0/EBOrO o4Yara B TaKMX OopraHax, Kak
Nerkne, MOJIOYHAA »Kesnesa, WUTOBUAHAA Kenesa, TOACTaA KULWKA Yy MOAHOCTbo 06ciefoBaHHbIX
HONbHBIX MOMKET BbITb MCMOABL30BAH XMpPYprudeckuii nogxod. O6HapyKeHne KNeTok AMmeoms! no
Kpato paspesa AMKTyeT HeobX0AMMOCTb NPOoBeAeHMsA JIOKOPErMOHAPHOM Ny4eBoi Tepanuu.

Mpun npoBeaeHun nydyeson Tepanum MALT-nMmbOMbl 0pbUTbI B Nose 0baydeHnn BK/OUYaeTcA
opbuTa 1 BOB/IEYEHHbIE IKCTPAOPOUTAIbHBIE 30HbI, MPU NOPAXKEHUN KOHBIOHKTUBbI WU BEK — BECb
KOHBIOHKTUBA/bHbIN MeLwoK. lpu 3Tom cneasyeT 3KpaHMpOBaTb NepegHue OTAenbl rlasa gna
CHUXKEHMA NIy4eBOW HarpysKM Ha XpycTanuK, HO 6e3 ywepba ana noaseneHUa afeKkBaTHOM [03bl K
onyxonu. [osa o6ayyeHna MALT-numdombl opbUTbI  A0MAKHA cocTaBnaTb 24-30 Ip, npwm
3HAYMTE/IbHOM PacnpoCTpaHeHnn moxeT obcyKaatbcs COL 36 Mp. Ons CHUMKEHMA YacTOTbl IY4EBbIX
noBpeXAeHNn pekomeHayeTca npoBoanTb nedeHme POL 1,5-2 I'p. B cayvae pa3BuUTUA NOMYTHEHUSA
XpyCTanuKa (nyyesBan KaTapaKTa Mo AaHHbIM PasHbIX MCCAeAOBaHMIA pa3BMBaeTCs B CPOKM 24-150
MecC.) BO3MOKHa 3aMeHa ero UCKYCCTBEHHbIM. Jly4eBble NOBPEXKAEHUSA — CYXOCTb POrOBMLLbI, KEPATUT,
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MaKynapHasa AereHepauus BO3HMKAlOT He TaK 4acto (8-12%) m A0CTaTOYHO YCNewHo nevaTca C
NMOMOLLBIO MPenapaTos, CTUMYAUPYIOLWLMX MPOLLECChl PereHepauum M penapaumu TKaHel rnasa,
yAy4YLWaoWMX MeTabon3m, YKPenaaoLWwmx cocyabl rnasa (tTaypoH, SMOKCUMMUH, COKocepu).

Mpy BbIABNAEHMUM PaCNPOCTPaHEHHbIX CTaguii 3aboseBaHNA (IKCTpaHOAANbHOE NMOpaXKeHue U
MHOKeCTBEHHOe HOoJafbHOe pacnpocTpaHeHMe) MNpoBOAUTCA NeYeHWe B  COOTBETCTBUM C
pekomeHAaUMAMN AN PacnpoCcTpaHeHHbIX cTaauii ponnukynapHoi ammeomsi I-Il umTonornyeckoro
Tvna [IV, CJ.

Mocne 3aBeplleHUs Tepanuu — B caydae ee 3GGEKTMBHOCTM — MOKAa3aHO AMHaMMYecKoe
HaboaeHne Kaxable 3-6 mecaAleBs, Aasee eXXero4Ho B TeyeHune 5 net. Mpu foKanbHOM peuuanse
pekomeHAayeTcA J/iyyeBasa TepanuMAa WAM  MMMYHOXMMMOTEPanusa aHasorMyHas TakKoBOW  Ans
pacnpocTpaHeHHbIx ¢opm DJI, NpU CUCTEMHOM pPeunanBe NPOBOAUTCA UMMYHOXMMMOTEPANUA Kak
ANA NeYeHnna pacnpocTpaHeHHbIX popm OJ1.

Ecnaun npu noboi ctagnn UMMYHOTUCTOXMMMUYECKN BblAENAETCA B IMMPOME KPYNHOKNETOYHbIN
KOMMOHEHT, TO /ledeHWe MNPOBOAUTCA B COOTBETCTBUM C pekomeHpaumsamu gns auddysHoin B-

KPYNHOKNETOYHOMN NMMOMbI.

3. JleyeHue HOAANbHBIX NIMMGOM MaPrUHaNbHOW 30HbI

BosibHble HOAANbHLIMW MMPOMaMM  MAPIUHANBbHOM 30HbI AO/IKHbI MOAYYaTb JIeYeHue,
aHaNorM4YHoEe peKomeHZoBaHHOMY Ana GoanmkynsapHon numeomesl |-l LMTonormyeckoro Tmna.

4. JleyeHue nMmdpom MmapruHaibHOI 30HbI CeNe3eHKU

NMoKasaHMAMKW K Ha4vany nevyeHusA 60nbHbIX JIM3 ceneseHKU ABASAIOTCA Ch/eHOMEraansa Wuau
nporpeccmpyrowasa uutoneHna. bonbHbIM 6e3 3TUX CMMNTOMOB MOMET ObITb pekomeHa0BaHO
ANnHammn4yeckoe Ha6!'IIOAEHM€. Bbl60p TAaKTUKKN nevyeHnAa npu Haan4vymum NoKasaHui OCyLWlecCcTBNAETCA Ha
OCHOBaHWMN ANATHOCTUKKN BNPYCa renatnta C.

MpY HaNAMuMKM NOKa3aHW K NeyeHuio, BbISBNeHUMM Bupyca renatuta C pekomeHayeTcs
nposegeHe Tepanumn BUpYcHoro renatuta (MHTepdepoH anbda, pubasmpuH) [IV, C].

Mpy HeraTuMBHbIX pe3ynbTaTax obcnegoBaHMa Ha renatMt C uAM NPOTUBOMNOKA3aHMAX K
NPOTUBOBUPYCHOMY NiedeHMI0 BOIbHBIM CO CMJ/IEHOMEraanen NokasaHo NPoBeAeHME MOHOTepanuu
PUTYKCMMAboMm, MOAUMXMMUOTEPANUU C PUTYKCMMABOM WAW BbINOJIHEHWE ChIeHIKTOMUK. [Mpu
OTCYTCTBMM MOKA3aHWUIM K Hayany NedeHUA UAW Nocae 3aBeplleHuA Kypca sedeHua pekomeHayeTca
obcnepoBaHMe Kaxable 3-6 mecaueB B TeyeHWe 5 feT M 3aTem exeroaHo. MNpu nporpeccMpoBaHum
Ha3Ha4YaeTcs UMMYHOXMMMOTEPANWA B COOTBETCTBUM C PEKOMEHAALMAMM AN PACNPOCTPAHEHHbIX
cTaguit donnunkynapHon nammoomsl |-l uuTonornyeckoro Tmna.
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AnddysHaa KpynHoknetoyHaa B-kKnetouHaa ammpoma

OnddysHana B-KpynHokneTouHas ammboma (ABKJ1) oTHocuTcs K Hambonee pacnpocTpaHeHHbIM
BapuMaHTaMm numoonponmpepaTmBHbix 3abonesaHuii B3pocbix (30-50% oOT BCeEX HEXOOMKMHCKMX
numoom). B Bospacte fo 18 net yactoTa 3TOr0 BapuaHTa arpeccMBHOM B-KneTouyHOM onyxonu He
npesblwaeT 8-10%. 3abonesaemoctb [BK/1 coctaBnseT B cpegHem 4-5 Ha 100 000 HaceneHus B roA,.
PuUck pasBuMTMA OMNyXOAW YBE/NIMUMMBAETCA C BO3PAaCTOM W 3HAYUTENbHO BbilWe Yy Aogen ¢
CEepono3nTMBHOCTbIO Ha BMpYC renatuta C, Npy HaanuuKn BUpyca uMmyHoaedbuumTa yenoseka (BMY),
npu ayTOMMMYHHbIX 3aboneBaHMAX. MyKUMHbI U KeHwMHbl HonetoT ABK/1 ¢ npnbamnsutensHo
paBHOM YacToToM.

O6cnegoBaHue, cTagupoBaHue

MNepeyeHb 06CnedOBaHUA, KOTOpble B 00fA3aTe/ibHOM MOPAAKE A0/IXKHbl ObiTb BbIMNO/IHEHDI
naumMeHTam c yctaHosneHHon [BK/1, npeactaBneH B pasgene, MOCBALLEHHOM OOWMM BOMpocam

ONArHOCTUKMU umom.

CragmposaHue [BK/1 npoBoautcA B COOTBETCTBUM C Knaccudukaumeint Ann Arbor. Kpome
CTaHAAPTHbLIX 06CNef0BaHWIA, KenaTenbHo BbinonHeHue MIT/KT, 4To NO3BOIMT TOYHEe ONpeaenmTb
MCXOAHbIE 30Hbl NMOPAXKEHUA U CPABHUTb MeTabo/IMYECKYIO aKTUBHOCTb ONYX0AM MPWU Nocaeaytowei
oueHke 3¢HEKTUBHOCTU IeYEHUSA.

Puck nopaxkenua LHC npu OBK/ B cpegHem coctasnsaeT okono 5%, ogHaKo B onpeaeneHHbIx
CUTyaLMAX MOXKeT Bo3pactaTb 0 20%. K rpynne BbICOKOro pucka peumpmsos B LIHC oTHocATca
60/1bHbIE, ¥ KOTOPbIX ONyXO/b NOKA/NIM3YETCA B MapaHasasibHbIX CMHYCAX, AWYKAX, aNUAypPasbHOM
NPOCTPAHCTBE, MOJIOYHOM Kenese, KOCTHOM Mo3re, no4vkax\HaanoyeyHukax. [pu  Bcex
nepeyYncneHHbIX 3KCTPaHOAANbHbIX MOPAXKEHMAX Nepes Ha4yaioM CUCTEMHOW MPOTMBOOMYXONEBOM
Tepanum Heobxoaumo BbinosHeHMe MPT ronosHoro mosra. Mpu OTCYTCTBUM MapPEeHXMMATO3HOTO
(ouarosoro) nopaskeHus LUHC BbinonHaeTca AvarHocTudeckas NombanbHas NyHKUMA. BeposTHOCTb
BoBneyeHus LIHC nosbiwaeTcs y 60/bHbIX C BICOKMM PUCKOM PaHHEro NPOrpeccupoBaHmA CoOrnacHo
MeXAyHapo4HOMY NPOrHOCTUYECKOMY MHAeKcy (noBbiweHue JIAT + 6onee 1 sKCTpaHOAANbHOM 30HbI
+ IV ctagms). Fpynny pucka nopaxeHuns LLHC TakKe cocTaBnatoT 6o/bHble B Bo3pacTe Ao 18 ner.

Ona  aHanMsa MHOMBWUAYANbHOTO pPUCKA pPaHHEro MpPOrpeccMpoBaHUA  UCMNOAb3YOTCA
MeXAyHapogHble nporHocTuyeckme uHAekcol IPI (gns  Bcet nonynaumm  60MbHBIX) 1
CKOPPEKTUpPOBaHHbIA no Bo3pacTy aalPl (gna naumeHToB Mosioxe 60 neT). MexayHapogHble
NPOrHOCTUYECKNE KOHCTPYKLMWN HE NOTEPAIM CBOEro 3HAa4YEHMA B YCI0BUAX COBPEMEHHbIX MPOrpamm
NevyeHun. MporHoctnyeckme mogenn tuna R-IPl (nepecMmoTpeHHbI B 3py puTyKcumaba) nam E-IPI
(wkana pgna NOXWAbIX) TECTUPOBAHbI Ha MeHbLlEM 4YMcie BONbHbLIX U MOTYT PaccMaTPMBATLCA B

KayecTBe AONO/THUTE/IbHbIX.
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daKTopbl pUCKa

e Bospact crapwe 60 net

e ECOG=22
e [losbiweHnue 145
e Cragmsa lll-IV

e 1 3KCTpaHOAa/IbHOM 30HbI NOpPaXKeHUa

KaTeropuu pucka

Kon-Bo ¢paKTopoB pu1CKa

Oxupaemas 3-x n1eTHAA obLuan
BbIXXMBAeEMOCTb, %

Huskas 0-1 91 (89-94)
Huskas npomeskyTo4Has 2 81 (73-86)
Bbicokasa npomeKyToyHas 3 65 (58-73)
Bbicokan 4-5 59 (49-69)

MeKayHapoaHbIii NPOrHOCTUYECKMIA MHAEKC, CKOPPEKTUPOBaHHbLIA MO BO3pacty Ana 60nbHbIX

monoxe 60 ner (aalPl)

dakTopbl pUCKa

e ECOG22
e [losbiweHune J1AI
e Cragmsa lll-IV

Kateropwu pucka

Kon-Bo paktopoBs pucKa

OxXunpgaemasn 3-x neTHaA obwasn

BbIXKMBaemMocTtb, %

HuskKas 0 98 (96-100)
HusKkan npomexkyTouHasn 1 92 (87-95)
BbicoKan npomexKyTouHas 2

75 (66-82)
Bbicokas 3
JleueHue

1. MepBas AMHUA Tepanuun

Bblibop TaKkTMKM neveHusa npu ABK/1 3aBUCUT OT BO3pacTa, COMATUYECKOTro cTaTyca 60/bHOro,

PacnpoCcTpaHEHHOCTH 3aboneBaHMa U MHONBNAYA/ZIbHOIO pPUCKA pPaHHEro nporpeccnpoBaHnA,

onpeaenaemoro B COOTBETCTBUM C Kputepmuamu [Pl nan aalPl.
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Bcem 60/1bHbIM C BbICOKMM pUcKOom BoBnedeHua LLHC ponxkHa npoBoauTbcA nNpoduaakTuKa,
KOTOpas BK/OYaeT 4 MHTpaTeKanbHbIX BBeAeHMA meToTpekcata (15 mr), umtapabuHa (30 mr),
[eKcameTasoHa (4 Mr) M 2 CUCTEMHbIX BBEAEHMA BbICOKMX A03 MeToTpekcata (1,5-3 r/m?).
MpodunakTvka nopaxerHua LLHC BbINONHAETCA Ha paHHMX 3Tanax Tepanuu (0AHO WHTpaTeKasbHoe
BBefeHue B 1-i AeHb KypcoB 1-4, METOTPEKCAT B BbICOKMX A03aX MOXKET ObiTb BBEAEH BHYTPUBEHHO
Ha 15-i geHb 1 nan 2-0ro KypcoB U NOC/e 3aBEPLUEHMA IeYEHUA).

Y 60NbHbIX C BbICOKON OMyXO/E€BOM HArpy3KOM NedyeHue KenaTenbHO HauuHaTb ¢ npedasbl
(npegHusonoH 5-7 paHeit) Ha ¢oHe WHPY3MOHHOW Tepanuu W Npuema anaonypuHona Ans
npeaoTBpaLLEHMA CMHAPOMA AM3nca onyxoan. [na npodunaktmkm ¢ebpunbHON HeUTponeHuu y
NOXWAbIX M MNPU  WUCNONb30BAHUM  WMHTEHCUBHbLIX  PEXMMOB  HeobxoAMMO  HasHayeHue

rPaHyA0UMTaPHbIX KOOHNECTUMYANPYIOLWMX GAKTOPOB.

Bce peXuMbl Tepanuu, Ha4yMHaA ¢ NePBOro Kypca, AO/IKHbI NPOBOAUTLCA C PUTYKCUMabom. B
HacTosAWee BPems CTana AOCTYMHOM NOAKOXHAA ¢dopma pUTYKCMMaba. B HeCKONbKUX KpymHbIX
pPaHAOMMU3INPOBAHHbIX MCCNeA0BaHUAX O0Ka3aHO, YTO MOAKOMKHasA dopma puTykcumaba sasnsetca
CTONb Ke 3pdeKTUBHOM M BesonacHOM, Kak U BHyTpMBeHHas. lNepBoe BBeAeHME MpenapaTta BCEM
nauueHTam npoBoauTcA B Ao3e 375 Mr/mM> BHYTPUBEHHO, BO BTOPOM WM/WAN MOCAEAYIOWMX LMKAAX
Tepanum pUTYKcMmab BBOAMTCA MNOAKOXHO B ¢uKcMpoBaHHOM pgo3e 1400 mr He3aBUCMMO OT
naowazam NoBepxHoCcTH Tena.

2. JlokanbHblie |-l cragum

CtaHgapTom neyeHus 60MbHbIX € /IOKa/bHbIMU cTaguammn  [OBKJ/T asnsetca 6 LUMKAOB
UMMYHOXMMUOTEpPanumM no cxeme R-CHOP-21 [I, A]. Takoir noaxod, MO [aHHbIM KPYMHbIX
PaHAOMM3NPOBAHHbLIX MccnenoBaHWin, nossonsetr 6osee 80% O60/bHbIX NEPeXUTb NATUAETHUM
pybex.

Mpyn NoKanusoBaHHbIX HogaNbHbIX popmax ABK/T /IT senaeTcs cOCTaBHOM YacTblo NPOrpammbl
neyeHwua. JIT nocne XT yaydwaeT pesyabTaTbl ie4eHUs H0/bHbIX C UCXOL4HO 6O/bLUMMMK pasMmepamm
ONYyXO/IN U C 3KCTPAHOAA/NbHBIMW NOKANM3ALMAMMU AaxKe NPU AOCTUKEHUU NOJHON pemMuUccumn nocne
nposeaeHHoM XT.

JlyyeBan Tepanua npoBoauTcA:

®  C KOHCOMMAMpPYLOLWENM Lenbio NOCae CUCTEMHOM XMMMOTEPaAnMmM B cymmapHoii gose 30 p;

® MpM YacTMYHOM OTBeTe Ha NpoBeAeHHOEe JieKapcTBeHHoe sedyeHue JIT npumeHaeTca Kak
neyebHas onuua B gose 36-40 p;

* Mpu 3HauynTeNbHbiXx 06bEMax octaTtoyHoM 6osnesHu nocne XT uenecoobpasHo pobasneHue
NoKanbHoro «bycta» oo 40-45 Ip.

Mpy OTCYTCTBMM YACTMYHOM PEMMCCMM MAM NPU MNPOrPeccUpPOBaHUMU OMyXoau 6HONbHbIM
PEKOMEHAYIOTCA CXeMbl BTOPON NMHUM Tepanuu ¢ Nocieayroleii BbICOKOAO3HOM XMmMuoTepanumei ¢
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TpaHCMN/aHTaLMelN ayTONOMMYHbIX FreMOMNO3TUYECKUX CTBOJIOBbIX KaeTok (BAOXT c¢ ayTtoTICK). Mepep,
MHTEHCMPUKALMEN NeYeHUA KenaTesibHO BbIMOJIHEHME MOBTOPHOW OGMoMncuM ANA NOATBEPXKAEHMUA
aKTMBHOCTM 6onesHW. B cnyyae oTCyTCTBMA BO3MOMKHOCTEN BbINOAHEHUs BOXT (noxwunbie wau
60/1bHbIE C COMyTCTBYIOWMMM 3a601eBaHUAMMK), NPU AOCTUNKEHMUM CTOMKOrO MPOTMBOOMYXOAEBOIO
addeKTa npoBoAgMTCA KOHCONMAALMA NyYeBoM Tepanuel B aose 40-46 Ip.

3. PacnpocTtpaHeHHbie IlI-IV ctagumn

CraHgapTa fnedyeHMa OO0NbHbIX pacnpocTpaHeHHbIMM cTaguamu  [ABK/T Het, Begywmmu
KpuTEPUAMM BblbOpa Tepanmm ABAAIOTCA BO3PacT, obLliee COCTOAHWE MauMeHTa, Hannune GakTopoB
pUCKa paHHEro NPorpeccnpoBaHma (MPOMEKYTOUHbIN BbICOKUIA NN BbICOKUIA PUCK).

Yauie Bcero y 3To Kateropum 6onbHbIX NpumeHsieTca pexkum R-CHOP (6-8 umknoB), ogHako
pes3ynbTaThbl ero ocTatoTcA HeyA0BNEeTBOPUTEIbHLIMMU. HecmoTps Ha OTCyTCTBUE
PAaHAOMM3UPOBAHHbIX MCcCneaoBaHMN, cpaBHuBatowmx R-CHOP c pexumamm DA-EPOCH-R mn R-
CHOEP-14, nocnegHue AEMOHCTPUPYIOT BbICOKYO 3OPEKTUBHOCTb B CPABHEHUM C UCTOPUYECKUM
KOHTposiem. Tak B MHoroueHTpoBom uccnegosaHuum Il ¢asbl CALGB 6osbHble ABK/T nonyumnm 6
Kypcos DA-EPOCH-R. T[atuneTtHAas BbIKMBAaemMoCTb 6e3  nporpeccMpoBaHMa B rpynnax
HW3KOro/HU3KOro NPOMENKYTOUYHOTO, BbICOKOrO MPOMENKYTOUYHOIO M BbICOKOrO pUcKa coctasuia 87%,
92% un 54%, a 5-neTHas obwan BbiKMBaeMocTb — 95%, 92% mn 43% cooTBeTCTBEHHO. Pe3ynbTaThbl
NleYeHUA NO AAHHOMN NpPorpaMmme 3HAUYUTENbHO ydlle ¥ BONbHbIX C repMUHANbHBIM TUNom [BK/ (5-
NeTHAA o6wWan BblKMBaemocTb 94% M 68% COOTBETCTBEHHO). B ABYX PaHAOMWM3NPOBAHHbIX
NCCNef0BaHUAX AO0KA3aHO OTCYTCTBUE KAKUX-MOO MPeuMmyLLecT8 NP BbINOJHEHMM Nporpammbl R-
CHOP-14 B cpaBHeHun ¢ R-CHOP-21. B npoToKose Hemeuxol rpynnbl MO M3y4eHUo AMmopom
nosnyyeHbl obHaZeKmnBaloWwme pesybTaTbl NPU UCNONb30BaHUK nporpammbl R-CHOEP-14 (2-neTHAn
b6eccobbiTitHaA BbiXKUBaemMocTb — 71%, a o6was BbBKMBaeMoCcTb — 85%), OAHaAKO NpPAMOro
cpaBHeHUA co cxemoit R-CHOP He npoBoamMaoch.

NHTeHcnduumpoBaHHas 610KoBas Tepanua y AeTel M NOAPOCTKOB C PacnpoCTpaHeHHbIMU
ctaguammn [BK/1 3HauntenbHo npeBocxoguT no 3dPeKTUBHOCTU cTaHZapTHYt0 cxemy R-CHOP. Mpwm
nonbITKE NPOCTOro NepeHoca NeanaTpPUYecKUx NPOTOKOIOB B MPAKTUKY B3POCAON OHKOremaToaormm
oTmMeyanacb  MeHbwasa  3GPEeKTMBHOCTb U BbICOKAA  TOKCUYHOCTb  3TUX  PEXKMMOB.
MHOroKOMMNOHEHTHblE MHTEHCUdUUMpPOBaHHbIe nNporpammsl (R-Hyper-CVAD, R-BFM-NHL 90) moHo
pPeKOMEeHA,0BaTb NOAPOCTKAM C PACNPOCTPAHEHHbIMW CTaAUAMM 3a601EBAHUS U MONOABIM HO/IbHBIM
¢ double-hit (DH) ABK/. JleueHne AONXKHO OCYLLECTBAATLCA B COOTBETCTBUW C TpeboBaHMAMK K
NpoBeAEHNI0 MHTEHCUDULMPOBAHHbLIX BIOKOBLIX PEXMMOB, OMMWCAHHbLIX B pasaesie, NOCBAWEHHOM
nmmoome bepkutTa.

Y NOAPOCTKOB MCMOJIb3YIOTCA MPOTOKO/IbI NIEYEHWUSA, aHANOTUYHbIE TaKOBbIM MpU Aumdome
BepkutTa, c o0b6s3aTenbHol NpodunakTMKon Herponenkemum (BFM 1990 n 1995). B HacToAwee
Bpems B neguaTpUMUecKux CrneumanmsmpoBaHHbIX CTauMoHapax WMPOKO NPUMEHAIOTCA NPOTOKOAbI
KOMOMHUPOBAHHOM MMMYHOXMMUOTEPANUU C pUTYKcumabom (B-HXJT 2004 mab6). JlyyeBas u
noAaAep:KunBatolLan Tepanua He UCNoNb3yeTcs.
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Moxunoim 60MbHLIM PEKOMEHAYETCA MpoBeAeHUe 6-8 LMKA0B MMMYHOXMMMOTEPANUMKU MO
cxeme R-CHOP-21 unum 6 umknos R-CHOP-14 [I, A]. B KpynHOM mMexAyHapOoAHOM MHOTOLEHTPOBOM
nccnegosaHmm RICOVER 6blno MOKas3aHO, YTO Yy MOXMMAbIX 00/bHbIX cTapwe 60 net 6 UWKIOB
UMMYHOXMMUOTEpPanumM no cxeme R-CHOP-14 sanaetcs Haubonee 3¢pdeKTUBHOM W BMOJHE
nepeHoCMMOM MNPOrPamMmon fieyeHus. BaXKHO MNOMHWTb, 4YTO AaHHble Mo GapPMAKOKMHETUKE
PUTYKCMMaba CBUAETENLCTBYIOT O HEOBXOAUMOCTY MOBbILIEHUA €ro 403bl 40 500 Mr/M’ y NOXUAbIX
MYXKUYMH (6onee BbICOKMI KNMPEHC PUTYKCMMaba).

BO/IbHBbIM B CTapyecKkomM BO3PacTe, C BbIPasKeHHOM COMYTCTBYIOWEN natosormein n/mam pesko
0ocnabneHHbIM COMATUYECKMM CTaTyCOM PEKOMEHAYETCA NMPUMEHEHNE MEHEe TOKCUMYHbIX PEeKMMOB
UMMYHOXMMUOTEPanuK, Hanpumep, R-miniCHOP [lll, B]. Mpu Hannumum cepbesHoi KapguanbHOU
natonornun (CHuxeHuwe dpakuum BbibBpPoCa NEBOro Kenyaodyka Huxke 50%) moryT mMcnonb3oBaTbes
peXunmsbl, He coaepKalme aokcopybmuumnH — R-CEPP, R-CEOP, R-GCVP u ap. [IV, Cl.

JlyyeBas Tepanua nNpu pacnpocTpaHeHHbIX cTaauax [OBK/1 moxkeT obcy)Kaatbca B Cay4dasx,
Koraa nocne 3aseplweHua XT perpeccua Kakoro-nMbo eAMHMYHOIO OCTAaTOYHOFO O4ara MOMKeT
No3BO/IUTb NEPEBECTU YACTUYHYIO PEMMUCCUMIO B MOJMHYIO WAM CTabuamMsaumio — B YaCTUYHYIO
pemuccuio.

BOXT ¢ ayToTICK B KauyecTBe KOHCOMAAUMM NepBoi pemuccum Bcem 6onbHbiMm ABK/1 He
nposoautca. Ee BbINOJIHEHME MOXKET ObiTb LenecoobpasHbiM y MOJIoAbIX B0/bHBIX C BbICOKUM
PUCKOM paHHero nporpeccupoBanusa (IP1>3), npu oTcyTCTBUM NOSHOTO METaboAMYecKoro OTBeTa
nocsae MHAYKUMOHHOrO pexxuma, npyn DH ABK/1.

MopneprkmBatoLLas Tepanma putykcumabom npm ABK/1 He npoBoguTca.
4. JleueHue peunaUBOB U PE3UCTEHTHbIX GOopMm

Tepanueit Bbibopa y monogbix 60/bHbIX C peuuansammn namn pedpakrepHbiMm TedeHnem ABK/
6e3 Bblpa*KeHHON KOMOPOWAHOCTU ABNAIOTCA CXEeMbl 2 AIMHUM C NOCNEeAyloLWEeN BbICOKOLO3HOM
xmmuoTtepanmeir n aytoTICK [ll, A]. PeXumbl BTOPON NIMHUM [OMKHbI OTBEYaTb C/lAeayHLUm
TpeboBaHMAM: BbICOKana 3GHEKTUBHOCTb, YMEPEHHAA TOKCMYHOCTb U MUHUMAIbHOE MOoBpPEXKAatoLLee
OENCTBME Ha reMono3TUYECKME CTBOJIOBble KNETKM Ana obecrneyeHWs KavecTBeHHoro cbopa. B
OCHOBHOM 3TO PEXWMbI, BK/IOYAOWME pPa3/IMYHbIE NPOM3BOAHbIE MAATUHBLI, WUpochamma,
remumntabuH — DHAP, ESHAP, ICE, GDP, GemOx, MINE n apyrve. PUtykcumab gonkeH NpUMeHATbCA C
NoBbIM M3 3TUX PEKMMOB B TOM Cy4Yae, eCan peumans 6bli1 AMarHocTMpoBaH bonee yem 4yepes 6
mecAueB Noc/e NpeaLecTByOLWEero BBegeHnaA npenapara.

Moxunbim 60AbHbIM MK BOIBHBIM C KOMOPOBUAHOCTLIO, KOTOPbIE HEe SIBAAIOTCA KaHANAATaMMU
Ha TPaHCMAAHTALUMUIO, MOTYT BbITb Ha3HAUYEHbI TE }Ke PEXKUMbl BTOPOU NNHUM UK Apyrue cxembl: R-
GemOx, R-B, R-CEPP, DA-EPOCH-R, meTpoHOMHasa cxema PEPC.
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Ecnm peumans 3aboneBaHUA AMarHOCTUPOBAH BHE 30HbI Iy4E€BOrO BO34,ENCTBUA, TO BO3MOXKHO
B KayecTBe KOHconngaumm nocne 3GPeKTMBHON NeKapCTBEHHOMN Tepannmn obayvyeHne BOBAEYEHHDIX
30H B go3e 40-45 Ip.

TaKTuKa nedyeHuna peunausos ABK/1 nocne aytoTICK gonkHa onpenenatbca MHAMBUAYANbHO B
3aBMCMMOCTM OT PaHeEe MOJIyYEHHbIX MPOTUBOOMNYXO/IEBLIX PEKMMOB U 0OLLErO COCTOSIHUA BONBLHOTO.
MNpeanoytTuTenbHbIMK, B TOM uncie U Ana 60sbHbIX, KOTOpPble He ABAAITCA KaHAaMAaTaMu Ha
BbICOKOAO3HY0 XMmuoTepanuto ¢ ayToTICK, MorKeT BbiTb BK/IOYEHNE B KNIMHUYECKME UCCNea0BaHUS.
Y monoabiX NauMeHTOB C XOPOLWMM COMATUYECKMM CTaTyCOM MOKHO PacCMaTpuMBaTb BO3MOXKHOCTb
BbINOAHEHUA annoreHHon TICK.

5. OueHKa 3addeKTa, nocneagyrouiee HabaogeHue

OueHKka npotmBoonyxoneBoro sdpdeKkTa A0MKHA NPOBOAUTBCA B CepeAMHe NPOrpamMmHOro
NeyeHua (nocne TpPeTbero-4eTBepTOro LUMKAOB) M MO ero 3aBeplweHun. Ecnm nocne 3Ttana
UMMYHOXMMMWOTEPANUM MNAHUPYETCA JNly4yeBoe JedeHne, noapobHoe obcnesoBaHWe 601bHOMO
OO/KHO NPOBOAMTBbCA Mepes Hayanom obayyeHua M Yepes 6-8 Helesb NOCNe ero 3aBeplueHUs.
OueHKa OTBeTa Ha JleyeHWe [OJ/IKHA BKAOYATb B cebsa Bce fyyeBble MeToAbl 06Cnef0BaHUSA,
NPUMEHABLLUMECA Ha 3Tane MNepBUYHOrO CTaaMpoBaHMA 3abosieBaHuA. HeratueHble AaHHble [M3T
nocse 3aBeplIeHUs NIeYeHUs ABNAKOTCA Ba*KHbIM 61aronpusATHbIM MPOrHOCTUYECKUM (aKTOPOM.
MyHKUMA W TpenaHobuomncMa KOCTHOrO MO3ra B C/y4ae ero MCXOAHOro MOpPa*KeHMA [OJIKHbI
NOBTOPHO BbINONHATLCA OAHOKPATHO MOCAE 3aBepLUeHUA BCEro Kypca MMMYHOXMMUoTepanuu u/mnm
JlYy4eBOro sieyeHus.

MpW KOHCTaTauMM MOAHOW PEMUCCUMN KOHTPO/IbHbIE 06cneaoBaHna 60bHOrO naaHupyotea 1
pa3 B 3 mecALLa B TeYeHWe NepBoro roAa, 3aTem Ha NPoTAXEHMM 2 IeT — Kaxdple noaroga, ganee — 1
pa3 B roa. ObcnenoBaHMA O0/XKHbI BKAOYATb KAMHUYECKMIA M BMOXMMMUYECKUIA aHann3bl KPOBW,
peHTreHorpaduio rpyaHon Knetkn, Y3U nepudepunyeckmx nnmopaTMYecKMx Yy3/10B U OpraHoB
6ptowHol nonocTu. Mpu OTCYTCTBUM NPU3HAKOB NPOrpeccMpoBaHus 3aboneBaHMsA BbinosHeHWe KT
Npu KOHTPO/IbHOM 06CNeloBaHNM He ABNAETCA 06A3aTeIbHbIM.

NepBuuHag meaunacTMHanbHaa (TMMmuyeckan) B-KpynHokaeTouHas ammdoma

MepBMuHaa mMeamMacTUHanbHasAs B-KpynHoknetouHas sauméboma (MMBKJ) oTHocuTca K
NepPBUYHbIM 3KCTPAHOAA/IbHBIM OMYXOAAM U NMPOUCXOAMUT U3 B-KNETOK MO3roBOro C/I0A BMAOYKOBOM
}enesbl. bonesHb Yalle BCcero BCTpeYaeTca Yy MONOAbIX XKEHLWWH - MeauMaHa Bo3pacTta coctasnset 30
net. Onyxonb xapakTepusyeTca NpeuMmyLLecTBEHHO MECTHO-10KaNM30BaHHbIM POCTOM B npejenax
nepeaHero BepXHEro CpefoCTeHUs C YacTblM BOB/IEYEHMEM OPraHOB FPYAHOM KNETKM, PasBUTUEM
naesputa u\Uam nepukapamTa, CUHAPOMOM CAAB/EeHWUA BepxHel nosnol sBeHbl (CBMB). MpumepHo y
TpetTn 6onbHbIX HAabAOAAOTCA ApYr1e SKCTPaHOAA/NbHblE NOpaxKeHWa 3a npeaenammn cpefocTeHus
(nouyek, HagNOYEYHMKOB, NOAKENYAOUHOW Kenesbl, ANYHUKOB).



68

B KauyecTBe nepBOro MeToAa NPOTMBOOMYXONEBOFO BO3AEWCTBMA MOTYT MCNOJ/b30BATHCA
pasnuvyHble  pexumbl  UMmMyHOXummotepanuu: R-CHOP, MACOP-B+R, DA-EPOCH-R. Xota
NPeNMyLLECTBA OAHON CXeMbl Haj, APYroM B pPaMKax pPaHAOMM3MPOBAHHbLIX MCCNeAO0BaHUK He
nokasaHo, 6osee WHTeHCMBHAAa nporpamma DA-EPOCH-R  pemoHcTpupyeT  Hambonbluyto
3¢ }EeKTMBHOCTb B CPAaBHEHUM C APYTMMU pexMmamu. Nocne 3aBeplueHmnsa IEKAPCTBEHHOTO 1Ie4eHUA Y
6onbwnHCTBa 60nbHLIX NMMIBKJ/T coxpaHsetcs 6osbluan pesnayanbHaa macca B CpeaocTeHUWU. ITO
CO343€eT Cepbe3Hble TPYAHOCTU ANA PasrpaHUYeHUa OCTAaTOYHOM OMyXoseBolM TKaHU u ¢ubposa,
KOTOpPbIN BCerga MpuUCyTCcTBYeT npu 3To ¢dopme 3abonesaHuA. Hambonee mHPOpmaTUBHBLIM B
NAaHHOW CUTyaUUM ABAAETCA NPUMEHEHWe NO3UTPOHHO-3IMUCCUOHHOM Tomorpadum (MIT). B 1o xe
spemsa npu NMMBK/T oTmevaeTtca 6onbwioe 4ncno «¢danblu-NO3UTUBHBIX» PE3YNbTAaTOB, YTO MOMKET
ObITb CBA3AHO C NMPUMEHEHNEM PUTYKCMMaba M aKTUBHOCTbIO COBCTBEHHOM BMIOYKOBOW Kesnesbl Y
6ONbWNHCTBA MOIOAbIX OONbHLIX. B KPynHOM MHOrOLLEHTPOBOM WCC/AELOBAHUM MOKa3aHoO, 4YTO
ypoBeHb HaKonaeHua paguodapmnpenapata B8 nedeHn npu MBK/1 asnsetca Hambonee
MHOOPMATMBHBIM M MPOTHOCTUYECKM 3HAYMMbIM PaKTOPOM, MO3BONAWMM WMOAEHTUOULMPOBATD
60nbHbIX C HM3KUM (1-3 6anna no wkane Deauville) n BbicokMm puckom (4-5 6annoB no wWkKane
Deauville): 5-netHsa BBM coctasuna 99% u 68% (P<0.0001), a OB 100% wun 83% (P=0.0003)
COOTBETCTBEHHO.

LlenecoobpasHocTb 06/y4eHMA cpeaoCTeHus ABAAETCA, NoKanyi, Hambonee obcyxkagaemoi
npobnemoit B neyeHnn NMMVIBK/I. Ha oaHoM Yalle BECOB — yBEIUYEHME PUCKA BTOPbIX OMyXonen, B
YaCTHOCTU paKa MOJIOYHOW Kesiesbl, U KapaMOony/ibMOHa/bHbIX OC/IOXKHEHUI Y MONOAbIX 6ONbHbIX.
Ha apyroit — KpaiiHe HebnaronpusaTHbIA NPOrHO3 B C/lyYae pasBUTUS peuuauBa 3aboneBaHus — 2-x
neTHaA obwan BbiXKMBaeMocTb 60bHbIX MTMBK/T nocne peunamea He npesblwaeT 15%. Nctopuyeckn
Hauayywme pesynbTaTbl OblM NOAYYEHBbI MPU UCNONB30BAHUU XMMMUOSYYEBOrO siedyeHua. MosgHee
MHOTrne uccnepoBaTeNbCkue rpynnbl Nokasanu nepexof M3T-no3utneHoctn B [13T-HeraTMBHOCTb
nocse npumMeHeHua ob6ayyeHUs. B 2 peTpOCNEKTUBHbIX MCCNef0BaHMAX MOKA3aHO YAyylleHue
nokasaTesnein 6eccobbiTMiHON M obllel BbIXKMBAEeMOCTM Npu aobasneHun nyyesoit Tepanuu. C
OPYroli CTOpPOHbI, B AUTEpaType Hemano AaHHbIX 0 6e360s1e3HeHHON ANnA 60/bHbIX BO3MOMKHOCTU
nsbexxaTb 061ydeHns npu MIT-HeraTUBHOM pe3y/ibTaTe NPOrpaMmMHON UMMYHOXUMUOTEpPaNuu. Tem
He MeHee, YuMTbiBas KpaliHe HebnaronpuATHbIA MNPOrHO3 Ha [A0J/IFOCPOYHYHO BbIXMBAEMOCTb Y
6onbHbIX ¢ peungmsamm NMMBK/1, npeMmyLLecTB OT NPUMEHEHMA Ny4EeBON Tepanum Bce Xe bosbLue.
OTKasaTbcA OT 06/1)y4eHUA MOXKHO TOJIbKO B TEX CUTYaLMAX, KOrAa y 601bHbIX OTCYTCTBYET OCTAaTOYHas
onyxonb B cpegocterum (NIT-/KT-).

O6BbEMbBI M g03bI NT:

* nocsie NoJIHOro MmeTabonnyeckoro oTeeTa Ha NPoBeAeHHYO XT BO3MOXKHa KoHconnampytowasa NT
B fo3e 30 'p Ha 30HbI UCXOAHO NOPAMKEHHBIX TMMPATUYECKUX Y3/10B

e npu Hanuumm MIT-NO3UTUBHOW pe3nayanbHON ONyxoan uenecoobpasHo nposeseHue JIT Ha
30HbI UCXogHOro nopaxeHus B gose 30 'p + «bycT» Ha ocTaTouHy onyxosb 6-10 I'p

e nmdoy3nbl KOPHEN NETKUX BKAKOYAOTCA B OOBEM 006/ly4EHMA TONBKO MPWU YKa3aHUM Ha WX
nopakexHue
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uenecoobpasHo nposegeHme 3D CRT ¢ pecnmMpaToOpHbIM FEATUHIOM A5 CHUMKEHUA NEroYHoM U

Kapawuan bHOM TOKCUYHOCTHU

Mpn HE[OCTUMKEHUN YACTUYHOW PEMUCCUMN U BbICOKOM MeTabosMYecKkol aKTUBHOCTM OMyX0au

enaTenbHo BbiNnonHeHWe BAXT ¢ ayToTICK c BO3MOXKHOWM nocnepgylowen nyyesoi Tepanuen Ha

OCTaTO4YHYH ONyXo/Jib.
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Numdoma u3 KNeTok MaHTUM

AnNnuaeMmmonorus.

Nnmdoma 13 Knetok maHTum (JIKM) coctaBnseT oKkosio 6% OT Bcex BHOBb ANArHOCTUPOBAHHbIX
Cny4yaeB HEXOAKKUHCKMX aimmbom. B 3anaaHon EBpone, CkaHanHasmm 1 CLUA eé yacToTta Bapbupyet
ot 0,5 go 0,7 Ha 100.000 HaceneHua, npuyem y noaen craple 65 net 3abonesaeMocTb Bo3pacraeT
0o 3,9 Ha 100.000. boneloT NpenmyLLecTBEHHO MyX4YuMHbI cTaple 60 net (meanaHa Bo3pacTta 65-75
net, M:XX — 2-4:1). B CLLA exeroaHo 3abonesatoT ot 5.000 ao 6.000 yenoBeK, YTO KOCBEHHbIM
obpasom cBMAETENbCTBYET O TOM, YTO B PO exxerogHo A0MKHO BbIABAATLCA HE MmeHee 2.500 HOBbIX
Cnyyaes.

NnaH o6cnepoBaHus

Mpn nocTtaHOBKe AMarHo3a, nepes BbIOOPOM TaKTUKM SIeYeHUs NauMeHT AO0J/KeH 6biTb NOAHOCTbIO
obcnegoBaH B COOTBETCTBMM CO CTaHAAPTHbIM MJIaHOM o06cnegoBaHUA 60/bHbLIX AMMPpoMmamm,
npeacTaB/feHHbIM B COOTBETCTBYIOLLEM pasgesie AaHHbIX PeKoMeHAAUNI. JonoNHUTENbHO AOMKHbI
ObITb BbIMONHEHbI:

1. TpenaHobuoncus KOCTHOro mo3sra. MNpu oTCyTCTBUM FMCTONOMMYECKMX NPU3HAKOB LenecoobpasHo
onpeaeneHne BOB/IEYEHUA KOCTHOTO MO3ra C Mcnonb3oBaHnem meTtoga FISH, npoToyHoi
uMTOopIOOPUMETPUN UK  onpeaenieHne B-kneToyHoM KnoHanbHocTM metogom [UP  Ha
OCHOBaHMM aHa/IM3a pPeappPaHKMPOBOK FEHOB TAMXKEbIX Lienei UMMYHOr106yIMHOB.

2. enaTenbHO BO BCeX CUTyaumax W 06s3aTeNbHO NPW HANUMYMM MOKasaHui (6nacTonpgHblv
BapuvaHT * runepnenmkountos, ob6LEemo3roBas CUMMNTOMATUKA) BbIMOJHEHME JIOMBaANbHOM
MYHKLUMM C LUWUTONIOTMYECKUM UCCNEeA0BaHUMEM JIMKBOPA AJ1A WUCKAOYEHUA HenposiernkeMuu.
MpodunakTMyeckoe MHTPaTEKANbHOE BBEAEHME LMTOCTAaTUKOB HA YCMOTPEHUE NIeYallero Bpaya.

3. 330d¢aroractpogyoneHockonua U GUOBPOKONIOHOCKONMA ¢ obasaTesibHbiMKM  BUoncuMamM
CAU3UCTBIX Kenyaka, LBEHaAUATUNEPCTHOM KUMKW, CUTMOBUAHOM KWULIKKW, NONepeyHoi
060404YHOM U CNENO KULWWKK, AarKe NPU OTCYTCTBUMN BM3YasibHbIX NPU3HAKOB BOB/EYEHMA OpraHa
(«cnenble» 6uoncum). IHAOCKONMYECKOE UCCNe0BaHMe ABNAETCA 06s3aTeIbHbIM 15 6O/IbHbIX C
JIOKaNbHbIMW CTaaNAMM.

4. NMMyHOXMMWYECKOE WccneaoBaHne OenKoB CbIBOPOTKM KPOBM M MOYM C OnpepeneHnem
KOHLEHTpauun B2-MmnKpornobynmHa.

5. PaccmoTtpeHne Bonpoca 06 MCNO/Ab30BaHWUM AHTUNMHEBMOKOKKOBOM BaKUWHbLI, OCOBEHHO Yy
nauMeHToB cTapwe 60 neT, KoMy nAaHUPYeTCA AAWUTeNbHAA NOAAEPXKMUBAtOWAA Tepanus
PUTYKCMMabom.

Ponb M3T HepocTtaTouHO onpegeneHa WM3-3a  6onblWOW  BEPOATHOCTM  NOJYYeEHWMA
NOXKHOOTPULATENbHBIX pPe3ynbTatoB Y 60abHbIX JIKM. 3TO cBfA3aHHO C TemM, 4YTO YPOBEHb
npoandepaTMBHON aKTUBHOCTM OMYXOJIEBbIX KNETOK B 3HAYMUTENbHOM YacTu cayvyaeB 6AM30K K
HOPMa/IbHOMY W MOBbLIWEHHOIO HaKoM/eHUA pagumodapmnpenapata He npoucxoamt. UcxopgHas
YyBCTBUTE/IbHOCTb METOZa LOCTMIaeT TONbKO 67%, OCOBEHHO MHOMO JIOXKHOOTPULATENbHbIX
pe3ynbTaTtos npu BosaedeHnun KKT.
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CoxpaHeHMe oOcCTaTO4YHbIX 06pa3oBaHWIt MNoOC/Ae 3aBepLIeHUMA BbICOKOLO3HOM Tepanuu U
ayToTICK aBnsAeTcA nokasaHuem Ana sbinofHeHuA MN3T ¢ uenblo peweHMa BONPOCa O NPOBeAeHUN

JIOKaNbHOW Nly4eBOI TEpPANUU.

KnnHunueckoi cuctemom nporHosa JIKM sBaseTca mexayHapoAHbIN NPOrHOCTUYECKUIA MHAEKC
nmmoombl n3 Knetok maHtum — MIPI (Mantle cell lymphoma International Prognostic Index). Ero
MOANPUKAUMAMMU ABNAIOTCA YNPOLWEHHbIN uHAeKc (SMIPI) 1 KOMBUHMPOBaHHbLIN BUONOrMYECKU
uHaekc (MIPly), yunTbiBatoWMit KOMYECTBO KNETOK aKcnpeccunpytowmx Ki-67.

e HusKuit puck no wkane MIPI — 5-neTHsAn obwas BbixkuBaemocTb (OB) coctaBnsaeT 60%.
o [IpomeXKyTo4HbIN pUCK No wKane MIPI — megmaHa OB coctasnset 51 mecsau,

e BbICOKMI pUCK No wkane MIPI — meamnaHa OB coctasnsaeT 29 mecaues.

Tabnumua Neol.
PacueT ynpouieHHOro Bap1MaHTa MeXxayHapoaHOro NpPorHoCTUYECKOro MHAeKca IMMPOMbI U3 KNETOK
maHTum sMIPI.

Bannbl Bospact ECOG nar/sBH nar NeiikoumnTsl 10°/n
0 <50 0-1 <0,67 <6,700

1 50-59 - 0,67-0,99 6,700-9,999

2 60-69 2-4 1,000-1,49 10,000-14,999

3 >=70 - >=1,5000 >=15,000

Karkabii nporHoctMyecknn ¢aktop oueHmBaetca oT 0 go 3 6annos, KoTopble MNOTOM
cymmupytotcs (MakcumanbHo 11 6annos). MauneHTbl, Habpaswwue ot 0 fo 3 6an/i0B, OTHOCATCA B
rpynny HU3KOro pucka; 4-5 6annosB — B rpynny NpPoMeXKYTOYHOro pucka; 6-11 6annos — B rpynny
BbICOKOro pucKa. Mpwu ctaTyce no wKane ECOG >=2 6onbHoMy npucBamsaetcs 2 6anna. BaunsaHue
KoHUueHTpauun JIAI oueHuBanocb nytemM AeneHus KoHueHTpauum JIAI cbiBPOTKM 601bHOMO Ha
3Ha4YeHMe BepxHeW HopMbl nabopatopun (Hanpumep, y 60nbHOrO KoHUeHTpaumsa SO Ha MOMeHT
ycTaHoBneHua amnarHosa 390 E/n, a nabopaTopHble Hopmbl cocTasaawT 250-480 E/n; Torpa
nposoautca aenenve 390/480=0,81, yto cooTeeTcTayeT 1 6anny).

PacuyeT KOMBMHMPOBAHHOIO BMOIOFMYECKOrO BapuMaHTa MeXAYHapoAHOro NMPOrHOCTUYECKOro
MHAEeKca TMMPOMbI U3 KNeTok maHTum MIPI,:

MIPI, = 0,03535 x Bo3pacT(roapl)
+0,6978 (ecnn ECOG>1)

+ 1,367 x loglo(NAar/Bry nAar)
+0,9393 x logl10(umcno netkouunToB)
+0,02142 x Ki-67(%)
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lpynnbl pucka npu pacdyete MIPIy:
1. Huskumin: MIPI,<5,7

2. MpomexyTouHblin: 5,7<MIPI,<6,5
3. Bbicokuit: MIP1,>6,5

MpumeHeHne nHpekca MIPI, no3sonAeT M3beraTb Clydan BKAKOYEHUS MONOAbIX BONbHbIX C
6nactonaHbiM BapuaHTOM 3aboneBaHuWs B Tpynmny HU3KOro pucka. Ons pacyeta MIPI n MIPI,
BO3MOXHO WCMOJ/Ib30BaHME OAHOIO0 M3 Chneumann3vMpoBaHHbIX MEeAUUMHCKUX KaNbKy/IATOPOB,
Hanpumep QxMD Calculate (http://www.gxmd.com).

Opyrumu, Hanbonee vacto BblaensiembiMm GakTopamm HebaaronpmMATHOrO NPOrHo3a ABAAIOTCA
61acToMaHbIM BapuaHT 3aboneBaHus un Bbicoknit (Ki-67>30%) nponndepatuBHbIN MHAEKC, a TaKkKe

BbICOKMI YpOBEHb B-2 MUKpornobyauHa.

Ona cragupoBaHun JIKM ucnonb3yetcs TaKasa e moauduumpoBaHHas Knaccudukaumsa no
ctagmam Ann Arbor, Kak npu ammoome XoaKkuMHa 1 6oablIMHCTBE ApYrMx AMmoonponmdepaTMBHbIX
3abosieBaHuin. MprUHMMan BO BHMMaHWE BOBJieYeHUe nepudepmuyeckon KpoBmM M KOCTHOFO MO3ra B
abcoNtoTHOM GONbLUMHCTBE CNy4vaeB, cTagupoBaHuMe no Ann Arbor He MmeeT NPOrHOCTUYECKOTro

3Ha4vyeHuA.

JleueHue

Cxema Nol

MHuumnanbHana Tepanuns 60nbHbIX ¢ JIKM B 3aBUCMMOCTM OT BO3pacTa M COMATMYECKOro cTaTyca

Hy:®oaetca B neueHnn?

Ada Het

FogeH gna aytoTCKK Nevetne "Habnwogan u kan"

Aa Het

PuTykcumat
PEeXUMBI C BEICOKMMMU
nosamu uutapabuna

rofeH ANA CTaHAapTHOM
Tepanuu TMna R-CHOP?

neP/yp Aa Het
R-CHOP/R-B/ i R-B
VIOl R-BAC R-CVP
R-CdA
R-PEPC

R-nogaepxka? R-noanepxka R-nogaepka?
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OcobeHHOCTbIO 3a060/1€BaHNA ABASETCA PeLUANBUPYIOLLEE TEYEHME, HECMOTPA Ha pPas/inyHble
pexkumbl Tepanun. MpumeHernne (R)CHOP-nogo6HbIX KypcoB 3¢dGEKTUBHO TONILKO B AOCTUXKEHUU
obwero oteeta (0O0): nonHbie pemuccumn (MP) pocTturatotca B TPeTU cayyaes, a meguaHa
6eccobbiTuiiHoi BbiXkMBaemocth (BCB) coctaBnset 16-20 mecsues.

OcCHOBHbIMU TeHAEHUMAMM B Tepanuun JIKM 3a nocnegHee gecatunetme ABAAKOTCA:

®  UHTEHCUPUKAUMA WMHAYKLMOHHOM Tepanuu BbICOKMMW A03aMu uuMTapabuHa (3-4 Kypca no 12
r/M*/Kypc) pAA NaumeHToB Monoske 60 feT;

e IMpOKoe pacnpoctpaHeHun ayToTICK B KayecTBe KOHCOAMAAUMM NEPBON PEMUCCUN Y
naumeHToB monoxe 60-65 ner;

® NpUMeHeHWe KOMBMHaLMI cpegHUX 403 LMTapabuHa ¢ 6eHA4aMYCTMHOM, NAaTUHOCOAEPKALLMMM
npenapatamu, 6optesommnoom;

® [OCTEeNeHHOEe UCK/IIOYEHME N3 NPOTOKOI0B MHTEHCUBHOM TEpPanuMM BbICOKMX 403 METOTPEKCaTa, B
nepBylo ouyepenb M3-3a OTCYTCTBUA ybeauTenbHbIX AaHHbIX O ero 3¢pdeKTUBHOCTU U BbICOKOW
TOKCUMYHOCTM Yy NALMEHTOB CTapLUeN BO3PACTHOM rpynnbl;

e pnobasneHue 6opTesommnba K CHOP-noaobHbIM pernmam ana naymeHToB ctapwe 60-65 nerT;

® LCNONb30BaHME MOAAEPKMBAIOWLEN Tepanuu, B MEPBYHD o0o4Yepenb MOHOK/IOHANbHbIMM
aHTUTeNamu, nocse cpeaHeo3HoM NHAYKUMoHHoM Tepanun (R-CHOP/R-B);

e BHeAPeHWEe WMHIMOMUTOPOB TUPO3MHKUHA3bI BpyTOHA M UMMYHOMOAYNATOPOB B KAWHUYECKYIO
NPaKTUKY.

OcHOBbIBasACb Ha pe3ynbTaTax Pas/IMYHbIX UCCAEeLOBaHUIA UCNO/b30BaHMUE TepaneBTUYECKUX
MOHOK/IOHaNbHbIX  AHTUTE/N,  BbICOKOAO3HOM  MHAYKUMOHHOM  TepanuMuM W ayTOJIOTMYHOM
TPAHCNIAHTaUMKM  CTBOJIOBbIX KPOBETBOPHbIX KneTok (ayToTICK) npespatuavcb B Haubonee
30 dEKTUBHBIN CNOCO6 AOCTUMKEHMUA MOJIHbIX PEMUCCUIA, ANUTENbHON 6eccobbiTUMHOM M 0buien
BbIXKMBAEMOCTN Y 60/IbHbIX MONOXKe 65 neT.

BeeneHue BbICOKMX A03 LMTapabuHa B cxemMbl MHAYKLMOHHOM Tepanuu no3BoaseT A0CTUraTb
OO0 B 90-95%, a NP He meHee Yyem B MOJIOBUHE Cy4YaeB. Llenbio BbICOKOAO3HOM KOHCOAMAAUMM C
noaaeprkkoi aytoTCKK aBnaeTcs AOCTUXKEHME MOEKYIAPHOM PEMUCCUM, YTO KOppenmpyeT c bonee
AnvTenbHol 6e3peunanBHOl BbiXMBaemocTbio (BPB). MnaTto Ha Kpueoit BCB He perncTpupyeTtcs, HO
OKO0J10 N0N0BMHbI 60NbHBIX NOC/IE BbICOKOLO3HOM Tepanunn nepexmnsaoT 10-1eTHUI pybeX.

Mcnonb3oBaHMe BbICOKMX A03 UMTapabuHa M MeTOTpPeKcaTa COMPAMEHO C Pa3BUTUEM
reMaTo/IorMYyeckonm TOKCUYHOCTU IV CTeneHu, BbICOKMM PUCKOM  TANXKENbIX WHOEKLMOHHbIX
OCNOXHEHUIM N OCTPOIN MOYEYHOM HepocTaTodHOCTM. MeamnaHa BospacTa 60sbHbIX JIKM, KoTopbim
npegnonaraeTcs NpoBeaeHMe UHTEHCMBHOM MHAYKUMOHHON nonmxummoTtepanum (MXT), Konebnetca
oT 50 go 60 neT, 4TO NPUBOANT K HEBLINONHEHUIO BbiCOKOA03HOM MXT B nonHom obbeme y 30-50%
60nbHbIX. B pesynbTaTte peaykuum obbema Tepanuu y meHbllero uncna 6onbHbix gocturatotes NP,
yKopaumsaetca 6CB n OB.
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CHUKeHMe po3bl uuTapabuHa B MHAYKUMoHHOM MXT ¢ 12 go 4 r/m? BeAeT K YMeHbLUEHUIO
cpokoB megmaHbl BCB ¢ 5 go 3 net, xota MNP gocturatotca 8 89 n 84% cnyvaes, COOTBETCTBEHHO. ITO
NOATANKMBAET Ha MOWUCK ONTUMA/IbHON MO NEPEHOCUMOCTU U 3PPEKTUBHOCTU UHAYKUMOHHOM NXT y
60/IbHbIX C COMNYTCTBYlOLWEN natosiormen B Bo3pacte 55-65 neT. AnbTepHATMBOM BbICOKMM A03am
uMTapabuHa M MeToTpekcaTa MoryT bbiTb Kypcbhl MXT, BKAlovatowme cpeaHue ao3bl umutapabuHa c
yucnnatuHom (R-DHAP), 6eHpgamyctmHom (R-BAC) u/unm 6optesommnbom (R-HAD+B); pasnunyHble
KOMBMHaLMM reMumnTabrHa 1 oKcanunnatuHa. Mx Bbicokas addeKTUBHOCTb NPOAEMOHCTPMPOBaHA He
TO/IbKO B TEPANUU PELUANBOB U PE3UCTEHTHBLIX POPM, HO U Y MEPBUYHBIX BONIbHbIX.

MepgmaHa Bo3pacTta 6osbHbiXx JIKM Konebnetca okono 65 neT, YTo orpaHMYMBaAET NpoBeaeHne
WHTEHCMBHOM Tepanuum He MeHee 4Yem B MOJIOBMHE c/iy4aeB. [MOCTOAHHbIA MOWUCK HOBbIX CXEM
UMMYHOMNOUXMMMOTEPANUM He MO3BOASAET BbIAEAUTb «30/10TOM» CTAHZAPT, OAHAKo ntobas
MHTEHCUPUKALMA COMPANKEHA C TOKCMYHOCTbIO. Hanpumep, nobasneHne cpesHUX 403 UMTapabuHa K
cxeme  pUTYKcMmab-6eHgamyctuH  (R-BAC) no3BosAeT  3HAUUTENbHO  YAYHWMTb  Pes3y/bTaTbl
WHAYKUMOHHOW Tepanunun, HO TONIbKO Y COMATUYECKM COXPaHHbIX 60MbHbIX B Bo3pacTe Ao 75 net. Mpu
HEBO3MOXHOCTU NPUMEHEHMUA cpeaHeno3Hbix pexumos Tepanun (R-CHOP nan R-B) y naumeHToB C
HeyA0BNAETBOPUTENIbHbIM COMATMYECKMM CTaTyCOM BO3MOMKHO WCMOJIb30BaHWE KaagpubuHa ¢
PUTYKCMMAboM WM METPOHOMHOM Tepanuu, Takoh Kak R-PEPC. B psge cnyyaeB BO3MOMKHO
MCNONb30BaHME  Ny4eBOM Tepanuu, 0C06€eHHOo npu -1l cTagmax  3abonesaHuA.
HeypnoBnetBopuTenbHble pe3ynbTaTbl CpeAHEefO3HON Tepanuu MNOATA/NIKMBAKOT K aKTUBHOMY
BHEAPEHUIO B KAMHWYECKYIO MPAKTMKY HOBbLIX TAPreTHbIX MPernapaToB, TaKUX KaK WHIMOUTOPDI
TUPO3UHKUH3bI BpyToHa (MOPYTUHNG) N MHIMBUTOPDLI PI3K, MexaHM3M AeACTBMA KOTOPbIX HanpasBaeH
Ha 610KMpOBaHME Nepesaymn CUrHaaa ot B-K1eTouHoro peuenTopa K a4py KAETKU.

BblcoKas TOKCMUHOCTbL GiyaapabuHa, cBAsaHHaA B NepByto oyepeab C PasBUTUEM FMMONAa3nK
M annasMyM KOCTHOMO3rOBOTO KPOBETBOPEHWA, MPUBENA K WCK/AIOYEHUIO AaHHOro npenapata M3
Tepanuu NepBon IMHUM KaK Y MONOAbIX MALMEHTOB, TaK Uy 60/bHbIX CTapLiei BO3pacTHOW rpynnbi.

BaxHol ocobeHHOCTbiO Tepanuu JIKM aABnsetca medseHHOe AOCTUXKEHWe oTBeTa W, Kak
cneactene, He0b6XO0AMMOCTb B NPOBEAEHUM OT 6 10 8 KYPCOB NHAYKLMOHHOM Tepanuu.

Takum obpasom, Bbibop Tepanuu, B NepByr0 oYepesb, 3aBUCUT OT BO3pacTa 6ONbHOrO U ero
COMATMYECKOro cTaTyca.

Tabnuua 2.
ANropuT™M TEpanum naumeHToB ¢ AMMGOMOI U3 KNETOK MaHTUN.

<60-65 net, KaHanaatbl gna BAXT u > 60-65 net, He KaHgMaaTbl gna BOAXT n

ayToTCKK ayToTCKK
1 AnHna Tepanun | 1. MHTEHCMBHAA UHAYKUUA: 1. CpeaHeno3HaaA MHAYKLUMA:
R-(Maxi)CHOP/R-HD-AraC R-BAC, R-B

R-HyperCVAD/R-HMA R-CHOP, R-CVP
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R-CHOP/R-DHAP R-VcrCAP

2. KoHconnaaumsa: aytoTlICK Knagpnbux+R namn R-PEPC npu

(BEAM-R, TOT+MXT) TAMKENOM COMATMYECKMM CTaTyce

3. tR-nogpepxka 375 Mr/M2 lpass KAnHnyeckmne nccneaoBaHma

2-3 mecsaua 2-3 roga (Bcero 12 2. R-noageprkka 375 mr/m? 1 pas B 2-3

BBEZEeHUI) mecsua 2-3 roaa (scero 12 sBeaeHUi)
Peunauns/ 1. R-DHAP(Ox), R-GIDOX R-HAD+B (AraC 1 r/m*x 4+ 6opTe3omub)
nporpeccun R-BAC R-DHAP(Ox), R-GIDOX

R-HAD#B (AraC 1-2 r/m*x 4 + R-B, R-BAC (nocne CHOP)

6opTesomub) N6pyTUHME

N6pyTUHME BopTtesomunb + puTyKCMMab

AnnoTKM (npwu goctuxeHumn oteeta) | R-FC(M)
AyToTICK (npu oTcyTtcTBuK Ha 6onee | R-PEPC

paHHEM 3Tarne u AOCTUMKEHUM KnnHnueckne nccnenosaHua
oTBeTa) Jlyuesas Tepanus (ocobeHHO npu
R-B (nocne R-CHOP) JIOKaNbHOM peuuanse)

BopTesomunb (nyywe B KOMBUHaLMM)
KnnHnyeckue nccnenosaHma
R-FC(M)

R-PEPC

JNlyyeBas Tepanus (ocobeHHO npwu
JIOKanbHOM peunamnse)

JlokanbHbie (I-11) ctagun

C noasneHMem BbICOKOYYBCTBUTE/IbHbIX MeTOA0B AMarHOCTUKK I-Il ctagua y naumeHTos ¢ JIKM
YyCTaHaBNMBAETCA UCKNOUYUTENBHO peaKo (B 1-3% cnyyaes). CTaHgapTHas Tepanus He pa3paboTaHa. B
PEeTPOCNEKTUBHbIX MCCAeA0BaHMAX MOKa3aHO MPEenMyLLecTBO KOMOBUHMPOBAHHOMO XMMMUOIYYEBOTO
JleyeHMA Hag XumumoTepanuein, pemuccum pgocturatotca y 95% 6onbHbix. Megmanbl OB wm
BbI’KMBAaEeMOCTN 6e3 nporpeccupoBaHusa coctaBuam 6,4 n 3,2 roga, COOTBETCTBEHHO. BapuaHToM
Tepanum MOXKeT ABUTbCA NpumeHeHne 4-6 kypcos MXT no cxeme R-CHOP u nokanbHOM ny4veBoi
Tepanuun B COZL 30 'p npu AOCTUXKEHUM NoHOM pemuccum nam COL, 36-40 I'p npm 4acTUYHOM OTBETE.

Y nauueHToB mosioxe 60 net npu BoBaeyeHun 6onee oaHoro numdatnHecKoro ysna/nokyca
uenecoobpasHo NpPoOBOAMTb MHTEHCUBHYIO MHAYKUMOHHYK Tepanuio. Mpu onpegeneHnn craguu
3aboneBaHna o06sa3aTeNbHO UcKAtoveHMe BoBnedeHuss MKT M KOCTHOro Mosra, enaTesbHo
BbINosiHeHKMe MM3T.

Y naumeHToB ¢ 6eCCMMNTOMHbIM MHAOMEHTHbIM TedeHnem JSIKM BO3MOMKHO MCMO/ib30BaHMe
TaKkTUKKM «watch and wait» - «<Habaoaal n Kan».
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bonbHble monoxe 60-65 neT ¢ cCOXpaHHbIM COMATUYECKMM CTAaTYCOM, ABAAIOLMECA KaHAUAATAMU
ansa nposeaeHUa BbiICOKOAO3HOM Tepanuun u ayToTCKK.

[lepsasa nuHUA mepanuu.

Uenblo Tepanuu sBAseTcs AOCTUMKEHME MOJIHOM PEMUCCUM, B T.4. MOJIEKY/IAPHOM, 4TO
cooTHocuTca ¢ gantenbHbimn 6CB 1 OB.

LlenecoobpasHo npoBeAeHUE WMHAOYKUMOHHOM TepanuM C WMCMNOSb30BAHMEM BbICOKMX [03
uMTapabuHa. NMpuHMMan Bo BHUMaHMe meamaHy Bo3pacTa 6osbHbIX cTapwe 50 net, HeobxoanMMoCTb
B NpoBeAeHUU 6-8 UMKAOB Tepanuum AAnTeNIbHOCTbl0 21-28 aHel, BbICOKOAO3HbIE PEKUMbI
yepeaytotca (anbtepHupytotca) ¢ CHOP-nogobHbimm  cxemamu: R-HyperCVAD/R-HMA, R-
MaxiCHOP/R-HD-AraC, R-CHOP/R-DHAP. OaHaKko, NpMHMMas BO BHMMaHWEe OTCYTCTBME 3HAYMMOU
apdpektTnBHOCTU KypcoB HyperCVAD u MaxiCHOP Hag Kypcom CHOP B Tepanum JIKM, a Takxke
NPEBbLILIAIOLY TOKCMYHOCTb Hag 3GEKTUBHOCTbIO METOTpeKcaTa, CXxemoi Bblbopa B Tepanuu
MO/IOAbIX M COMATMUYECKM COXPaHHbIX MaUMEHTOB MOXKeT cnyxutb R-CHOP/R-HAD (6-8 Kypcos, B
3aBMCUMOCTM OT BPEMEHW LOCTUKEHUS PEMUCCUN).

Mpy BbICOKOM pUCKe Pa3BUTUA CUHAPOMA /IM3UCa ONYXO0IU, 0OCOBEHHO Npu rmnepnenkounTose
6onee 50,0 x 10°/n, BOSMOMHO WCKAIOYEHWE M3 MEpPBOTO Kypca Tepanuu PpUTyKcumaba uam
nposegeHue npegdasbl umknodocdaMmnaom 1 eKcameTa3oHOM.

Psag, eBponerckux wuccneposatenen MNPUAEPKUBAOTCA CXEM  MHAYKUMOHHOW Tepanuu,
BKHOYAIOLLMX cpedHne Ao3bl uuTapabuHa B KombuHaumm ¢ upcnaatmHom (R-CHOP/R-DHAP). OgHako
CHU)KEHMe [03bl B UHAYKLMOHHOW Tepanum HMBeAnpytoTca gobasneHnem LmMtapabuHa K ToTanbHOMY
o06nyuyenHuto Tena (TOT) Bo Bpems NpeATPaHCANNAHTAaLMOHHOTO KOHANLMOHMPOBAHKS.

K HacTosiemy BpemeHn 60/IbLUIMHCTBO MCCen0BaTeNieit CKAOHAETCA K UCKIIOUYEHUIO U3 CXEM
MXT BbICOKOAO3HOIO METOTPEeKCaTa M3-3a ero BbICOKOM TOKCMYHOCTM W OTCYTCTBMS 3HAYMMOW
apPeKTUBHOCTH.

Mpun poctuxkeHnn YP nam MNP BbinonHAeTcA cObop ayTONOIMMYHbLIX CTBONOBbLIX KPOBETBOPHbBIX
KNEeTOK C OYWUCTKOM TPaHCNAAHTATa in Vivo OT BO3MOXHOM KOHTamuHauum CD20+ KneTKamu
puTyKcumabom. B KayecTBe KOHOMUMOHMPOBAHUA (BbICOKOAO3HOW KOoHconuaauuu) npu JIKM B
ucnonbaytotca TOT B ao3e 12-14 Ip co CHUXKEHMEM A03bl HaA nerkummn Ao 8 Mp B KOmMbMHaLUMK C
uMToCTaTMYeCKMMM npenapatamm  (uuknodocdamma, stonosma, mendanaH, uuTapabuH) wuau
BbICOKOZO3Hble cxembl MNXT, Hanpumep, BEAM.

PaHOOMM3MPOBAHHbLIX  UCCAEA0BAHUI  PasINYHbIX  PEXMMOB  KOHOMLMOHUPOBAHUA  He
cywectsyeT. MNpu aHanuse peructpa EBMT (EBponelickoro obuiectBa TpaHCMNNAHTALMKU KOCTHOrO
mo3sra) npevmywectso TOT NpPoAEeMOHCTPUPOBAHO TONBLKO Y MALMEHTOB C YaCTUYHOMN pemuccueit
3aboneBaHuA. MNpu OOCTUNKEHUM MOJHOM pemmuccum nydiein 3pdeKTMBHOCTbIO M Be30MnacHOCTbIO
obnapgaeTt KoHAMUMOHMPOBaHUE No cxeme BEAM+R. B peanbHO KAMHUYECKOW NpaKTuUKe B Poccumn
TOTaNbHOe 0OnyyeHMEe TeNa Ha CerofHAWHWIM AeHb MPAKTUYECKM He ucnonb3yeTtca. B cBAsM ¢
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HeperynApHOCTbIO  MOCTAaBOK  KapMyCTMHa B  peXume  KOHAMLMOHUPOBAHUA  BO3MOXHO
MCNONb30BaHME NOMYCTUHA MAK BeHgamycTuHa 140-200 mr/m’ O4HOKpPaTHO.

HeobxogMmocTb B NPUMEHEHUW MOALEPKMBAIOWEN Tepanuu puUTyKcMmabom nocne
BbINO/NHEHUSA WHTEHCMBHOM WHAYKUMOHHOW Tepanum U ayToTTCK Ha cerogHAWHWN AeHb He
onpegeneHa. B paHaomusmpoBaHHOM uccnegoBaHum Le Gouill ¢ coaBT. B rpynne 60/bHbIX,
Nnony4YyaBWMX MNOALEPKMBAKOLWLYIO Tepanuilo  puTyKcumabom nocne  aytoTlCK, oTmeueHo
CTaTUCTUYECKM AocToBepHoe yaydweHue BCB no cpaBHeHUtO ¢ 6onbHbIMK 63 nogaepKuBatowen
Tepanuu. OaHako npu aHanuse OB B obeunx rpynnax pasnnuunii npu megmaHe HabawoaeHua 2 roga He
nosyyeHo. Kpome Toro, anutenbHoe wucnonb3oBaHue aHTMCD20 aHTUTEN nocsie WHTEHCUBHOM
WHAYKUMOHHOM Tepanum NpUMBOAMT K HEOOXOAMMOCTM MACCUBHOM 3aMecTUTeNIbHOM Tepanuu

UMMYHOTN06YAMHaMM.

KoHTposbHble o6cnenoBaHma B Te4eHWe nepeoro roga nocae aytoTICK BbINOAHAIOTCA KaXKable
3 mecaua u BkadawT KT (npu Heobxoammoctn Y3WM), KenateneH KOHTPOAb MWUHUMANbHOM
OCTaTO4YHOM 60/s1€3HM B KOCTHOM Mo3re. MONEKYAAPHbIA peungms MoXKeT ObiTb KynnpoBaH
MOHOTepanuen  pUTyKcMMabom.  DHAOCKOMMYECKMe  MeTogbl  uccnefoBaHua,  0cobeHHo
dUBPOKOIOHOCKOMNMUIO, LLesIecoobpasHO BbIMOJIHATL Y 60/bHbLIX € BoBaedeHMem KT 1 pa3s B 6
mecAauyeB. bonbWMHCTBO peumanBoB BO3HMKAKOT B TeyeHue nepsbix Tpex net nocne aytoTlCK.
OnHamuyeckoe HabatogeHne nocne aytoTICK npoBoauMTCcA He MeHee 5 1IeT C MHTEPBaAIOM
3-6 mecsauges.

CoyeTaHMe BbICOKOFO pUCKa, onpeaensaemoro no wkane MIPl,, runepnenkoumtosa 6onee 40-
50 x 10°/n n 6nacTomgHoro BapuaHTa ABnAeTcA GAKTOPOM KpaiiHe Heb6naronpuATHOTO MPOrHO3a,
Aake Npu BbINOHEHUU MHTEHCUBHOM MHAYKUMOHHOM Tepanuu 1 ayToTICK. 3To genaeT BO3MOMKHbIM
PAacCMOTPEHMA BOMPOCA O BbINOAHEHUN TPAHCMAAHTaLMWU annoreHHOro KOCTHOrO MO3ra B MepBoi
pemuccnmn 6onesHu («TaHAEMHAA» TPAHCANAHTaLMsA).

YeTKUX pekomeHAaumin No NpodunakTMKe HeMponekeMmnm HeT, 04HAKO eé PeKOMeHA0BaHO
BbIMOAHATL Yy 60/bHbIX C 6/1acToMaHbIM BapuaHTOM 3ab0neBaHMA M Ha/AMYMEM OMyXO/EeBOro

rmnepnenKoumnTosa.

Tepanusa peyudusos.

MpoTuBOpeuMaANBHaAA Tepanua ONpeaenseTca CXemMoW  MHAYKUMOHHOM  Tepanum U
NPOAO/IKUTENBHOCTBIO pemunccum. MNpu MCNONb30BaHMKU B KAYecTBe NepBOM NMHUU Tepanum TONbKO
CHOP-nogo6HbIX Unan GayaapabuH coaepskalmnx CXem BO3MOMKHO NPUMEHEHME BbICOKMX/cpeaHnx
103 untapabuHa (R-HAD + 6opTesomunb, gosa untapabuna 1-2 r/m?, 2-4 BBeAEHMA Kaxable 12 yacos)
WK NnaTUHOCoAepKallmMx Kypcos Tepanuu (R-DHAP, R-GemOx = udochamua n agekcameTasoH),
PasNiMuHbIX KOMBMHaumin 6eHgamyTCcTMHA € uutapabuHom wu/unn 6Goptesommbom. YuuTbiBas
XMMMOPE3UCTEHTHOCTb, BO3MOXHO BKJIOYEHME HOBbIX TAPreTHbIX NpenapatoB. B KAMHMYECKMX
nccnenoBaHUsaX nokasaHa 3pPpeKTMBHOCTb MOPYTUHMOA — MCNO/Ib30BaHWE 3TOrO MpenapaTta Kak B
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MOHOpPEeXMMe, TaK M B PasNYHbIX KOMBMHAUMAX BKAOYEHO B amMepUKaHCKMe, eBponemnckue wu
pPOCCUNCKME peKoMeHAALUMN.

Cpeaun HeuMTOCTaTUYECKUX NpenapaToB Hanbonblueln apdeKTMBHOCTbIO 061aaaeT MbpyTUHMG.
HasHaueHne MBPYTMHMOA BO3MOMKHO Y MOXKUAbIX U COMATUYECKM oCnabneHHbIX BOJ/IbHbIX YyXKe B
nepBom peungmBe NpuM HEBO3IMOXKHOCTM NpoBedeHus agekBaTHoW [XT. Mpu pasBUTUM paHHEro
peuunanBa TakKe LenecoobpasHo paccCMOTPETb BO3MOXKHOCTb Ha3HAYeHUs M6 pyTUHMOa.

AyTOTICK MOXKeT paccmaTpmMBaTbCA B KAYecTBE KOHCOAMAALMM BTOPOM AMHUWM Tepanuu npu
XMMUOYYBCTBMTE/ILHOM peuuamnBe nocne gautenbHon (6onee 3-5 net) pemuccun y nauueHToB
Monoxe 65 net, paHee He NOAyYaBLUMX BbICOKOLO3HYIO TEepanuio.

Mpy pasBUTUM peunameBa nNoOCAe WMHTEHCMBHOW MWHAYKUMOHHOW Tepanuu BKAOYAIOLLEN
BbICOKOA03HbIN UMTapabuH n ayToTICK BO3MOMKHO NpUMEHEHUE NAATUHOCOAEPKALMX PEKMMOB U
6eHaamycTUHa (B T.4. C NOBTOPHbLIM UCMOb30BaHNEM UMTapabuHa — cxema R-BAC).

Y 60/1bHbIX MonoXKe 50-55 neTt pa3BuTtne peumamnsa noapasymeBaeT pacCMOTPEHWE BOMPOCa O
BbINOAHEHUM annoTKM ¢ HemnenoabnaTMBHbIM PEKMMOM KOHAMLMOHUPOBAHUA. AnnoTKM
ABNAETCA €AUHCTBEHHbIM METOZOM, MO3BONAOWMM BblieunTb 6osbHOro JIKM. Bo3moXKHOCTb ee
NpoBeAeHNn onpeaensercd XMMUOYYBCTBUTENIbHOCTbIO OMYyX0/M, BO3PAacTOM M KOMOPOBUAHOCTbIO
nauMeHTa, a TakKe Haandunem goHopa. AnamtenoHaa OB nocne annoTKM agocturaet 40-50%.

PaHHWe peumanBbl NOCAE WMHTEHCUBHOW WHAYKUMOHHOW Tepanuu u aytoTrcK daktuuecku
HeKkypabenbHbl. BbinosHeHne annoTKM B 3toit rpynne 60/bHbIX He MO3BOAAET LOCTUTHYTb
pemuccuMn, B NepBylo oyepedb, M3-32 OTCYTCTBMA LOCTAaTOMHOIO BPEMEHW A1A PasBUTUA peakuun
TPaHCN/aHTaT NPOTMB OMNyXoan. Bo3amoxkHO addeKT byaeT AOCTUIHYT NOC/e BKAKOYEHMA B CXEMb
NpoTUBOPELNANBHON TepanuK HOBbLIX MPenapaTos, Hanpumep, Mb6pyTUHMGA.

PacnpocTtpaHeHHble cTaguu Yy 604bHbiX cTapwe 60-65 fneT M nauMeHToB, He ABAAKLWMXCA

KaHaMpaTamu AnsA NpoBeaeHUa UHTEHCUBHOM Tepanuu.

[lepsas nuHUA mepanuu.

Lenbto Tepanun B aToM rpynne ABAAeTCA AOCTUXeHune pemnccnn n ee noagaepxaHue
HeEXnmMmmMoTepaneBTU4eCKMMU areHTamm.

Boibop TaKTMKKW, B MepBYHD O4vepesb, ONPeaenAaeTcad COMATUYECKMM CTaTyCOM MaUMEHTa,
HaMYMeM COMyTCTBYIOLWEN NATONOMMU U NPU3HAKOB MOYEYHOW HeaocTaTodHOCTU. MposBoauTcA 6-8
KypcoB MHAYKUMOHHOM [XT c nocneaywoowein noanepskkon putykcumabom. B page caydaes, y
COMaTMYECKM COXPaHHbIX 60/bHbIX B Bo3pacTe A0 70 fIeT BO3MOXKHO BbinosiHeHWe ayToTICK (pexnm
KOHAUUMOHUPOoBaHMA BEAM-R).



82

B HacTosiwee Bpems 6a30BbIMWM PEXMMAMM Tepanun COMATUYECKM COXPaHHbIX BONbHbIX
cTapwe 65 net AsnAoTcA KOmbuHaumm R-B u R-CHOP. B npocnekTMBHOM pPaHAOMU3MPOBAHHOM
nccnegoBaHmn 3pdeKTUBHOCTL pexknuma R-B oKasanacb Bbiwe R-CHOP npu 6onee 6naronpuAaTHOM
npodune TOKCUYHOCTU — meguaHa becnporpeccMBHOM BbIXKMBAEMOCTU cocTaBuna 35,4 mecaues
npotms 22,1 Mmecaues, cooTBeTCcTBeHHO. OpHako npu 6Gonee AnuTenbHOoM HabawoaeHun
3¢ deKTUBHOCTb 0O60MX PEKMMOB OKa3anacb CXOXKEN.

MpumeHeHne ¢ayaapabuHa B NepBOM JMHWWM Tepanuu HeuenecoobpasHOo M3-3a BbICOKOMN

TOKCUYHOCTMU.

K 6onee MHTEHCUBHbIM BapuUaHTaM UHAYKLMU MOMXKHO OTHecTn cxemy R-BAC (putykcnumab 375
mr/m’ 8 0 unn 1 guu, 6engamyctun 70 mr/m® 8 1-2 AHM 1 uuTapabux 500 mr/m? 8 1-3 gHu 1 p/a).
MNpumeHeHne 605ee MHTEHCUBHbIX PEXMMOB TEpanuM COMPAXKEHO C BbICOKOM TOKCMYHOCTbIO M
HEBbINOJIHMMOCTbIO NAAHA TePanumM, YTO HEraTUBHO CKA3bIiBAETCA HAa BO3MOXKHOCTM AoCcTMXeHnAa YP un
Mne.

Apyrmm, [0BONIBHO MHTEHCMBHO MpUMeHAsembiM B EBpone pexummom Tepanuu AsnsaetcA
KOoM6MHauma RiBVD — putykeumab 375 mr/m> B 1 fAeHb, 6eHgamyctuH 90 mr/m” B 1-2 AHM,
6opTesomunb 1,3 Mr/M2 81, 4, 8nll gHu n gekcametasoH 40 mr BO 2 geHb OAHOKPATHO, WeCTb 28-
OHEBHbIX LUMKNOB. YacToTa AOCTUNKEHUA MOMHbIX peMUccUin cocTasnneT 75%, a becnporpeccmBHas
BbI’KMBAeMOCTb gocturaeT 70% B TeyeHue 2 ner.

MeHee MHTEHCMBHbIE CXeMbl A1A BONbHbIX C HA/IMYMEM TANKENON COMYTCTBYOLLEN NATONOMMM:
R-CVP, KombuHauuu aHanoroB MNypuHOB (KNagpubuH) c pUTYKCMMabom W afKkUAUpPYOWUMK
npenapatamu, meTpoHomHasa Tepanna R-PEPC. Bo3MOXKHO yyacTne B KAMHUYECKUX UCCNefoBaHUAX
nepBoi IMHUKN Tepanuu, T.K. NPUMEHEHNE HOBbIX MAaNOTOKCUYHbIX TapreTHbIX NPenapaToB MNO3BOJIUT,

no Bcem BUAUMOCTU, YBENNYNTD o6m,y+o BbI*XMBAEMOCTb B 3TOM rpynne 60NbHbIX.

MNoapeprkmBatowasn Tepanua pPUTYKCMMAbomM [OCTOBEPHO YBeAMYMBAET be3peungnsHyto
BbIXXKMBAaEMOCTb MOMWAbIX nNauueHToB JIKM, A[OCTUMWLMX pPeMUCCUI0  Mocne cpeaHeno3HoM
WHAYKUMOHHOM Tepanuu. MpoBoanuTca Kaxgple 2 mecsua B gose 375 mMr/m’ B TeueHue 2 NeT Uan Ao
nporpeccnpoBaHusa 60a1e3HuU.

MpodunakTMKa Henponenkemmn npPOBOAMTCA MaumeHTam C 6aacTomaHbiM  BapuMaHTOM
3a60/1eBaHMA, TMNEPNEAKOLMTO30M U NPU HAANYMK CUMNTOMOB BoBAeYeHus LIHC.

TepanusA peyudusos.

BO3MOXHO NpuMmeHeHMe cpefHux 03 uutapabuHa (R-HADZB), nnaTMHOCOAEpPMKALLMX KYpCOB
(R-DHAP(Ox), R-GIDOX) pasaunyHbix KOomBWHauuin 6eHgamyTcTMHa C  uutapabuHom wn/unm
6opTesomnMboM nocae Ncnosab3oBaHMA B NepBoi AnMHUKM Tepanun CHOP-nogo6HbIx an dayaapabuH
COLEepPKALLMX CXEM.
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Y nNauMeHTOB C HaMYMEM CONYTCTBYHOLLEN MAaTONOMMKU UAN NPU BTOPOM peLmamMBe BO3MOMKHO
NpMMeHeHne Takux cxem Kak R-6bopteszommb, R-PEPC, nbpytmHubtputyKcMmab. Ucnosb3oBaHue
nbpyTMHMba uenecoobpasHo HauMHaATb HA 6oNee paHHUX 3Tanax NPOTMBOPELMANBHOM Tepanuu. Mpu
nx HeapPEKTMBHOCTU BO BTOPOM PeLMAMBE BbINOMHAKOTCA aNbTepHATUBHbIE MPOTUBOPELUAMBHbIE
CXeMbl IeYEHMA UAN PACCMATPUBAETCA BOSMOXKHOCTb Y4aCTUA B KAMHUYECKUX UCCIeS0BAHUAX.
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NMumdoma bepKutra

Numdpoma BepkutTa (/1I6) — BbICOKO arpeccMBHan AMMdpoma M3 MMMYHONOTMYECKN 3penbix B-
KNETOK C NPEMMYLLECTBEHHO 3KCTPaAHOA3A/IbHOM JI0KanusaLumen.

KnnHuyeckn BbigenaoT 3 BapuaHta J1b: 3HAemMMyeckuid, crnopagumyecknin un  BUY-
aCCOUMMPOBAHHDbIN.
3HO0emuyeckull _sapuaHm JI6  xapakTepeH AnA  TEeMHOKOXUX  aeTen-abopureHoB

3KBaTOpManbHOM AGPUKKM M MUTrpaHTOB M3 AdpuKn B Hosyto MBMHELD. B KAMHMYECKON KapTUHE YacTo
HabntofaeTcA NOparKeHWe NNLEBOTO CKENeTa: BEPXHEN U HUMKHEN YentocTel, opbuTbl, a TaKKe noyek,
ANYEK, ANYHUKOB, C/TIIOHHbIX, MOJIOYHbIX }KeNe3 U LEeHTPaNbHOM HEPBHOW CUCTEMDI.

Cnopaduyeckuli 8apuaHm /16 - TUNWUYHaA b no MOpPdONOTrMYECKMM,

UMMYHOGDEHOTUNUYECKMUM U LUTOTEHETUYECKMM NPM3HAKaM, BO3HMKAIOLLAA BHE SHAEMUYHOW 30HbI.
UmmyHodegpuyum-accoyuuposaHHsili _eapuaHm JI6 — J1b, BO3HMKaiowas Ha ¢oHe

UMMYHOAEDULMTHBIX COCTOAHUI (Y 6onbHbIX BUY-nHdeKumelt, nocne TpaHCNAaHTaUMK OPraHoB., y
60/bHbIX NepBUYHBIMU UMMYHOoZeduuuTamm). Yaue Bcero BcTpedaetca y BUY-mHOUUMpPOBAHHbIX
60/bHbIX, MpPUYEM Ha paHHMX 23Tanax pasBuTMA (40 cHuMXKeHua CD4+ kneTok). Bonetot
NPEeMMYLLLECTBEHHO MYKUYMHBI. YacTbiMW NpoABaeHUAMM 3aboneBaHua ABAAOTCA AMmdaseHonaTms,
cnaeHoMeranua, BOBJIeYEHME B ONYyXOEBbIN MPOLLECC KOCTHOFO MO3ra.

Y peteit /1b coctasnseT okosio 30-50% Bcex Aimmepom. COOTHOLLIEHNE MaNIbYMKN:AEBOYKM 3-4:1,
cpegHun Bo3spact 8 neT. Y B3pocnbix JIB BCTpeyaeTcs 3HaAuMTENbHO peXke, B 2% cC/y4yaeB BCeX
nmmoom. BoneroT NpemMmyLLECTBEHHO MONOAbIE MY»KUYMHbI, COOTHOLLEHME MYHKUYMHbIKEHLMHDI - 3:1,
cpegHuit Bospact 25-30 ner.

AuarHoctuka

Kputepuu ycTaHOB/NEHMA gUarHosa

OuarHoctmka JIB fonXKHA  BbINOAHATLCA C  YY4ETOM pPEeKOMeHZauuit no  AMarHocTuKe
3/10KaYecTBeHHbIX nnMmoonponmdepaTMBHblXx HoBOOOpasoBaHWi. Mpu HanMuuu cneunduUyeckoro
acuuTa, NNeBpwuTa, HEMPONEMKEMWUMU, NIEUKEMUYECKOTO MOPAXKEeHUA KOCTHOTO MO3ra BO3MOXHO
YCTaHOBNEHWEe AMarHo3a Ha OCHOBaHUW MOpPdOIOrMYEecKoro, UMMyHOPEHOTMMMYECKOrO (NpOToYHanA
UMTOMETPUSA) N LUUTOreHETUUYECKOro MUCC/IelOBaHNI ONYXONEBbIX KNETOK BUONOTMYECKUX KUOKOCTEM
6e3 ructosiornyeckoro nccnegosaHua. Mpy NoparkeHun XenyaKka, TONCTON KULWKKU LienecoobpasHo
BbIMO/IHEHME Ma/NOMHBA3MBHbIX BMELLATENIbCTB: raCTPOCKONMK/ KonoHockonuu ¢ 6uoncuen ¢
nocnesyroLwmm TMCTONIOTUYECKUM, UMMYHOTUCTOXUMMUYECKMM nccnefoBaHMAMMU 7
LuMTOreHeTU4yeckMm nccnegosaHunem (FISH) Ha oTneyaTkax onyxonu.

OCHOBHbI€ KNINMHUYEeCKHe Xa PaKTEPUCTUKUN
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KnuHnueckne npossnenua JI6 o6ycnoBfieHbl /0Kanvs3aumeid M 06bEeMOM  ONyXosu.
MpaKTUYecKM Bceraa ectb B-cMmnTombl, Yalle Bcero - 6bICTPO Pa3BMBalOLWANACA NMOTepPA Macchl Tena
(no 10 kr n 6onee 3a mecau).

Ona /b xapaKTepHa 3KCTpaHOAa/bHAA NOKaAM3auma onyxonu. Hanbonee yacto nopakatorcs
OopraHbl GPIOWHON MOMOCTU: TOHKAA KULWKa (Yalle ee TePMUHaNbHbLIA OTAEN), BpbIKElKa, a TaKXKe
KeNnyaoK, TOACTaA KULWKa, 6ploliMHa, neveHb, ceneseHka. Cneunduyeckoe MNoparkeHWe KOCTHOro
mo3ra Habntogaetca B 25-35% cnyyaes, LEHTPasbHOM HepBHOW cuctembl - B 20-25% cnydaes.
TUNUYHO BOB/IEYEHME MOYEK, ANYHMKOB, ANYEK, aDAOMMHANBHBIX M 3aBPHOLLMHHBIX TMMPaTUYECKUX

y3/10B (0cOB6EHHO B UneoueKkanbHol obnactu), pexe nepudepnyecknx AMMdaTMyeckmx y3nos.

B 10-15% cny4yaeB /16 oTme4yeHO BOBJieYEHUE KOMbLA Banbaenepa, CNIOHHbIX XKees, BEPXHEn
W HUXKHEN yentoctn, opbutbl. CpeaocteHme nopaxkaerca peako.

XapaKTepHbIM CMMNTOMOKOMMEKCOM Mnpu JIB ABAAETCA  KNMHMKA «OCTPOro KMBOTA» KaK
pe3ynbTaT OOCTPYKTUBHOM KULLIEYHOM HEMNpOXOoAMMOCTM, OCTPOro anneHauuuTa, XKenyaodHo-
KMLIEYHOro KpoBOTeuyeHUs uau nepdopaunn BCaeAcTBUE cneunuduyeckon MHPUAbTPaLUK KenyaKa
n/van KuwedHuka. Mpu ¢pusMKanbHOM ocmoTpe Yy 60NbHOTO MOMKHO OBHapyXWUTb YyBesndyeHue
KMBOTA 33 CYET ONYXOAM M acumTa. POCT onyxoan NMPOUCXOLUT CTPEMUTENBHO, U B BONbLUIMHCTBE
C/ly4aeB K MOMEHTY TOCNUTaNM3aUMN MNOpPaXKeHWe OpraHoB OPHOWHOM MOAOCTM MpencTaBaeHo
MaCCMBHbIM OMyXO/IEBbIM KOHF/IOMEPATOM, C BOBJNEYEHUEM HECKONbKO BHYTPEHHWUX OpraHoB. Kak
npasuao, 6o0sbHble /1B MOCTyNaloT B CTAUMOHApP B TAMEAOM WM KpPalHe TAXKENOM COCTOAHWW,
06ycnoBaeHHbIM 60NbLION ONYXONEBOI MACcCOM, MHTOKCUKaLMEN, UCTOLWEHNEM BMNAOTb A0 KaXeKcuu,
3NEeKTPONIUTHBIMU HapylweHnamu. HepeKo OCHOBHOWM TepaneBTUYecKon npobnemoit y 60bHbIX /16
Ha MHWUMANbHOM 3Tane SBAAETCA MPOrpeccupylowas ocTpaa nodyeyHas HepgocTaToyHocTb (OMH).
Hanbonee u4acTbiMM NPUUMHAMKM ee Pa3BUTUA ABAAIOTCA cneumduyeckoe nopaykeHue MoYeK,
CUHAPOM ocTporo nusmca onyxonn (COJT) u HapyleHWe YypoAMHAMWMKM 3a CYET CAABNEHUS
MOYETOYHMKOB ONYyX0/EBbIM KOHI/IOMEPATOM C Pa3sBUTUEM NOCTPEHAIbHOMN aHYpPUM.

O6cnepoBaHue

ApKMe KAnHWMYeckme ocobeHHOCTM JIB MO3BOAAIOT NPEANONOMKUTb ITOT AMArHO3 yXKe Ha
OCHOBaHUM BHUMATE/IbHOM OLLEHKM aHAaMHe3a, KAWHWUYECKUX MpPOABJAEHMUI, MNepBOOYEpPesHbIX
CTaHAAPTHbIX  N1abopaTopHbIX  MOKasaTesel WM pPesynbTaToB  MNPOCTEMWMX  UHUUMANbHBIX
BM3Ya/IM3aUMOHHbIX MeToauK (Y3U 6plowHoi nonoctu). JanbHelwmnii AMarHoCcTUHeCcKMii npoLecc,
nosiyyeHne M nccnegoBaHMe maTepuana A0/HbI NPOBOAUTLCA B PEXUME OKa3aHUA HEeOT/I0XHOM
NOMOLLM, LENbI0 KOTOPOW ABaseTcA BepudUKaLuMa AMarHo3a M CPOYHOE Hayasno COOTBETCTBYHOLLEN
emy aZ,eKBaTHOM Tepanuu.

Kpome o06cnenoBaHuii, CTaHZAPTHO PEKOMEHZOBAHHbIX 60MbHbIM Aumpomamu, npu J1b
HeobXoAMMO BbINONHUTD:

° /'IIOM6a/'|bHyIO NYHKUUIO C LUTONOTMYECKMM NCCneaoBaHNeEM TMKBOPaQ,

e npu NOAO3PEHUM Ha nopaxeHue opraHoe MKT — ¢ubporactpoayoaeHocKonuo u/man



90

KOJIOHOCKOMUIO C MHOXXeCTBEHHbIMU 6VIOI'ICVIHMVI, npu OTCYTCTBUMN BUOUMDIX N3MEHEeHUMN
CNN3UCTON — MHOKECTBEHHbIE Cenble 6VIOI'ICVIVI;

e [pM HaAMuYMKM acumTa, nNAEBpUTa - JfanapoueHtes u/UAM  NAEBPasbHYO MNYHKUMIO C
LMTOSIOTNYECKUM, UMMYHODEHOTUMNYECKMM N LUTOrEeHETUYECKUM UCCAeA0BaHUAMU;

LY 60/IbHbIX B TAXKE/NOM COCTOAHUMUN, a TaKXKe B C/lydae Ha/IM4nAa Npu3HaKoB OMNH — aHanums Kposu
Ha KUC/NIOTHO-LWE/TI04YHOE COCTOAHUE,;

®  MarHWTHO-Pe30HaHCHYI0 TOMOrpaduio OpraHoB Masioro Tasa (MpPU HaMuKMK NopaXkeHus);

®  MarHWUTHO-Pe30HaHCHY Tomorpaduio TONOBHOTO W CMMHHOTO Mo3ra (MpW  HanAuumu
HenponenKkeMmMm U/Mnn HeBPOIOTMYECKON CUMNTOMATUKN);

®  KOHCY/NbTaUMI0 OTOPUHONAPWUHroNora, odpTanbmoora, HeBpPOnaTosiora, rMHeEKo/ora, Yposora,
Hedpoora — NpPu HaANYUKN NMOKaA3aHWUNA.

Mpu peumavee 3abonesBaHUa HEOOXOAMMO TUCTOIOTMYECKOE, MMMYHOTUCTOXMMUYECKOE
(0obs3aTeNnbHO) W UMTOrEeHeTUYEecKoe (KenaTeNbHO) MOATBEPMKAEHME peunameBa, a TaKXkKe
onpeaeneHne pacnpocTpaHeHHOCTM OMYXOAEeBOro npouecca (Kak npu nepBMYHOM obcnesoBaHum).
06A3aTenbHO  BbINOJIHEHWE KOCTHOMO3IOBbIX MNYHKUMA — (2-4 ToukM), TpenaHobuoncum w
ntombanbHOM NYHKUMMK.

CrapgupoBaHue

[na onpeaeneHns pacnpocTpaHeHHOCTU OMyX0AeBOro NPoLEecca UCNO/b3YeTca CTaaMpoBaHme
no Murphy S.B. (aHanornuyHo — St. Jude)

| cragusa:

® OJHAa J/IOKaNbHaA 3SKCTPAHOAANbHAA WAM HOAA/NbHAA 33 MUCKAOYEHMEM MeAWMaCTUHANbHOM,
abaoOMUHANBbHOM UM aNNAYPaANbHOM OKaAn3aLmm

Il crapgua:

®  0/Ha 3KCTPaHOAa/bHaA ONYX0/b C NOPAXKEHWEM PErMOHaNbHbIX TMMPOY3/108B
e nBe v b6osee rpynn AMmeoy3NoB No OLHY CTOPOHY Anadparmbl

® [Be OAMHOYHbIE 3KCTPaHOAA/bHbIE ONyX0Au ¢/6e3 NoparKeHUs pernoHasnbHbIX MMGOY3N0B No
0AHY CTOPOHY Anadparmbl

® nepBMYHAn OMyXO/b KENYAOYHO-KMLIEYHOrO TPaKTa, /IOKa/NM30BaHHAA B W/eoLeKanbHOW
06n1acTn ¢/6e3 nopaxkeHna meseHTepuanbHbIX MMMpOY3108B

®  UNCKNKYAKTCA megnactuHal/ibHble, a6,D,OMVIHafIbeIe nanungypanbHble ONyxXosin

IIR — pe3euupoBaHHasn onyxosb (MaKpOCKONUYECKM NOAHOCTbIO yaaneHa)
IINR — He pe3euunpoBaHHan OMNyxo/b (MaKpPOCKONUYECKM He MNOAHOCTbIO yAaneHa)
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Il crapgusn:

e  [Be OAMHOYHbIE IKCTPAHOLA/IbHbIE ONYX0aM NO 06e CTOPOHbI Anadparmbl

e nBe 1 6osee obnacteit AMmooysnos no obe cTopoHbl Anadparmol

®  BCe MNepBUYHbIE BHYTPUTPYyAHbIE ONYX0M (MeanacTMHa s bHble, NaeBpasbHble)
e Bce 06LWMpPHbIE BHYTPUOPIOLWHbIE ONyXoan (HepeseKkTabesbHble)

® BCe napacnnHaabHblE U 3aNUAYPaAbHbIE ONYX0/1IM BHE 3aBUCUMMOCTU OT APYTIMUX MeCT Nopa*KeHunA

IV ctapgua:

° nobaa wu3 nepevyncineHHbIX Bbille J'IOK31'IM33LI,VIVI onyxoanm C WHUUMANbHbIM NOpPaXXeHnem
LUEHTPaNbHOW HEpPBHOW cucTemMbl W/Manm  KocTHoro  mosra  (bnactel  <25%)  u/unm
MY/IbTUPOKaNbHBIM MOPaXKEHMEM CKefleTa

Numdoma/neitkos bepkurra (B-ON1/1 no tuny L3):

® B KOCTHOM Mmo3re >25% onyxo/ieBbiX K/IETOK

JleueHue

OHPEAEHEHME CTpaTerun ne4yeHuA

Camas 6bICTpO pacTyw,as M3 BCEX 3/I0Ka4yeCTBEHHbIX HOBOOOGpasoBaHwuit JIb oTanuvaetcs
BbICOKOM XMMWMOYYBCTBUTENbHOCTBIO. Y 80-90% 60nbHbIX YyA3eTca NOAYyYUTb AAUTESNbHbIE MOJHble
K/NIMHUKO-TEMATO/IOTMYECKME W UUTOTEHETUYECKME PEeMUCCUMM NpU  NPOBEAEHUU MPOrpaMm
WHTEHCUBHOM BbICOKOAO3HON noanxmmmoTepanmu (MXT), ogHaKo Tepanua peunamBoB OCTAETCA
HepeLlleHHoM npobaemoli.

MoKasaHMeM K Hauyany cneumduyeckon Tepanuu ABNAETCA YCTaHOB/EHHbIM auarHos JIb.
NleyeHne [0MKHO ObiTb HayaTO B KpaTyalluMe CPOKM WU MNPOBOAUTLCA B PEXUME OKa3aHUs
HEOTNIOKHOM  MeOULMHCKOM nomowm. HeobxoAMmMO 3KCTpeHHOe KynupoBaHWE WMELMXCS
XVPYPIUYECKUX  OCNIOXKHEHUIN  (KMILIEYHass HEenpoxXoAMMOCTb, KpoBOTeyeHus, nepdopaums),
KOPPEKLUMA 3/EeKTPOIUTHBLIX HapylleHWUW, KynupoBaHWe WHOEKUMOHHbIX OCNOXHEHWH, 60/1eBoro
cuHgpoma. Mpu Hannumm OMNH xumroTepanma AoXKHa 6biTb HayaTa Ha GOHe erKeAHEBHbIX CeaHCoB
remoauanusa.

B HacTosllee Bpems OCHOBHbIM MeETOAOM neyeHus JIB ABNAeTcA KOPOTKAs MMMYJbCHas
BbICOKOMHTEHCUBHAA XUMMOTepanusa +/- puUTyKcumab. Mpu pegKo BCTPEYAIOWMXCA JIOKaNbHbIX
cTaamax 3ab0seBaHMNA KOJIMYECTBO KYPCOB XMMWMOTEPAnUM peayLMpoBaHO B COOTBETCTBMM C
npoTokonamu. K daktopam naoxoro nporHosa, Tpebylomm MHTEHCUPUKALUUKU Tepanumn, OTHOCAT:
nopa*keHWe KOCTHOroO MOo3ra WM LEHTPasbHOM HepBHOW cUCTeMbl, nosbileHue JIAT > 2 BepXHWX
rPaHWUL, HOPMaNbHbIX 3HAYEHMI, MOpPaXKeHMe MNoYeK, KocTer (MynbTMdOKanbHble oyaru), pasmep
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onyxonn 6Gonee 10 cm. BonbWKWHCTBO 60abHbIX J/IB Ha MOMEHT Hayaja JieYEeHUa UMerT
reHepasn3oBaHHble CTaanmn 3aboneBaHma U GaKToOPbI MNIOXOro NPOrHo3a.

OcHOBHbIM NpaBunom B Tepanuu J1b asasetca cobaoaeHne npuHumMna “uHtepsan-gossl”, T.e.
npoBeAeHNE Kypca B MOJIHbIX A03aX C COBNOAEHNEM MEMKKYPCOBOro MHTEpBaaa. 3a UCKIOYEHUEM
CUTYaUUIN PasBUTUSA KUIHEYTPOKAIOLWMX OC/IOKHEHNI HE PEKOMEHAYETCA NPepbiBaTb HaAYaTbl Kypc
XUMUOTEPANUN. B MCKAOUMTENBHBIX CyYasX NPU HANNUYMU TAHKENbIX MHOEKLMOHHbBIX OC/IOXKHEHUN, C
KOTOPbIMM He yAan0Ch CNPaBUTLCA K OKOHYaHMIO MEXKKYPCOBOIo NepepbiBa, BOSMOMKHO yBEAMYEHNE
MHTEpBana Mexay Kypcamu.

MepBasa AUHuUA.

B nepBoi AMHMKU NeYeHUA PEeKOMEHA0BAHO NMPUMEHEHUE WUHTEHCUBHbIX NpoTokosos MXT. B
pasHbIX CTpPaHax MPeAJioXKeHbl MPOorpaMmbl PUCK-adanTUpPOBaHHOW Tepanuu J1IB NpubAN3UTENBHO
OAMHAKoBOW 3hGdEKTUBHOCTM, OCHOBOM KOTOPbIX ABAAKOTCA MPOTOKOAbI, pa3paboTaHHble B
negmnaTtpuyeckon npaktuke B 80-90 rr. XX Beka.

B HacToAwee Bpema ana neveHus JIb moryt 6biTb peKOMeHA0BaHbl CleayloLlime NpoTOKOAbI
MXT [Bce — Ill, B]: R-Hyper-CVAD, /1I6-M-04+/-R, LMB 95, CODOX-M/IVAC+/-R, R-NHL-BFM 90/95, B-
HX/1 2004 mab (noapobHoe onmncaHMe NPOTOKONOB — cM. MpuUnoKeHMe 2 AaHHbIX PEKOMEHAALMN).
MaumeHTam cTapliert Bo3pacTHOM rpynnbl 6e3 nopaxeHua LUHC (He KaHAMAaTam ANs MHTEHCUBHOM
MXT) moxKeT 6bITb NPOBEAEHO NeYeHue no npotokony R-DA-EPOCH.

Tepanua J1b y naumeHToB, HOUUMpPOBaHHbIX BUY, npoBoANTCA NO aHaNOMMYHbIM NPOTOKOAAM
Ha ¢oHe noctoAaHHoro npuvema BAAPT. Takke MOryT Mcnosb3oBaTbcA nporpammsl R-DA-EPOCH, R-
CDE, SC-EPOCH-RR, ocobeHHO y NauMEHTOB C TAXeNOW CONyTCTBYOWEM natosnornein. B ceasm c
yBE/IMYEHMEM KONMYECTBAa WHOEKLUMOHHbIX OCNOXHEHUM U BbICOKMM PUCKOM CMEPTU OT HUX
pPUTYKcMMab He peKkomeHayeTca BBOAWUTb BUY-MHOMLMpPOBaAHHbIM NauMeHTam npu Koanyectse CD4
KneTok meHee 100/mKn.

Ob6s3atenibHa NPOOUIAKTMKA HENpPONENKeMUU NyTemM WHTpATeKanbHOro BBeAeHMAa 3
npenapatoB (uMTapabuH 30 mr, meToTpeKkcat 15 mr, gekcameTasoH 4 mr) 1 pa3s 3a Kypc B TeyeHue
BCEro nepuoga tepanuu. JSleueHne HelponerkeMun NPoBOAAT B COOTBETCTBMM CO CTaHAAPTHLIMM
npaBuaamu: ntombanbHble NYHKUWW C BBEAEHMEM LMTOCTAaTUKOB BbINOHAIOT 3 pasa B Hegento Ao
nosyyeHma 3 HOPMasbHbIX aHANM30B AMKBOPA. Ha nocnepytowmx 610Kax xmmuoTepanuu (nocne
CaHauMK IMKBOPA) NtoMmbasibHble NMYHKLMU C MHTPATEKA/IbHbIM BBEAEHWEM LIUTOCTATUKOB NPOBOAAT
ABaXAbl 3a Kypc.

Bce naumeHTsbl ¢ J1Ib HYX0aHTCA B YCTAHOB/IEHUN LEHTPA/IbHOTO BEHO3HOIO KateTepa.

Mpy NnpoBeAeHUM NEPBOro Kypca Tepanum obsasaTesnbHbl NPodUNaKTUKA U eUyeHne CUHAPOMA
MacCMBHOIO UMTOAM3a onyxonu: annonypuHon 10 mr/kr/cyT. p.o. + WHYy3MOHHaA Tepanua 3
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n/M*/cyT. ¢ 3alenaunBaHnem p-pom codpl 40-80 MMO/L/N MOA, KOHTPONEM AMype3a U MAAHOBbIM
Ha3sHauyeHuem pypocemmnaa, N1abopaTopHbIM KOHTPOIEM KMCNOTHO-OCHOBHOIO COCTOSIHUA.

Mpy NPUMEHEHNN BbICOKMX A03 METOoTpeKcaTa PeKOMEeHAO0BaH KOHTPOJib €ro 3/MMUHaLUU
(onpepeneHne KoHUEHTpaLMK B CbIBOPOTKe!) U KoppeKumaA [03bl NeMKOBOPUHA.

JNlyyeBas Tepanus u nogaepxuBatowan Tepanma 6oabHbIM /16 He npoBoguTCA.
Bropasa anHua

Mpyv HanuMumm nepBUYHO pe3ucTeHTHol J1b (nporpeccupoBaHuWe 3abosieBaHWA, pPaHHWUIA
peunans) 3pPeKTUBHOCTb TeEPanMM BTOPOI M NOCAeAYOWMX ANHUIA MUHUMaNbHa. Peumnaussl /1B, Kak
npasuio, pa3BMBaloTCA B NepBble 6-9 mec. Noc/ie 3aBepLUEHMA NeYeHNa, NO3AHUE PeLNANBbI KpaHe
peaku. B KauectBe Tepanuu BTOPOM /SIMHUM BO3MOXKHO WUCNONb30BaHMe pexkuma R-ICE (npu
30 }PEKTMBHOCTM MOKa3aHO npoBeAeHMe Tpex KypcoB), nMbo ApyrMx KypcoB MHTEHCUBHOM
MMMYHOXMMMOTEPANUK, COAEPKaLLeln npenapaTsbl, paHee He ucnosb3oBaslinecs y bosbHoro [IV, D].

B HacTosAwee Bpemsa onucaHbl eAMHUYHbIE C/y4an [OOCTUXNKEHUA BTOPOM pPEeMUCCUU C
nocneayouiein sdppeKTMBHOW ayTo/annoreHHoOW TpaHCnIaHTauMen KOCTHOro mo3sra. bo/ibMHCTBO
peunameoB JIb MHKypabenbHbl. BbICOKOAO3HAA XMMMOTEPANMA M TPAHCMAHTALMA KOCTHOrO MO3ra
MOTYT BbITb PEKOMEHA0BAHbI NPU AOCTUKEHUM 2-Ii peMmuccun. B nepBoii pemmnccum TpaHcnaaHTaumn

KOCTHOIo mo3ra He NnokKasaHa.

Mpn neyeHun peumgmBoB HeobxoaMma npodPuAaKTUKA HeWposekemmum No TOW XKe

nporpamme, 4To U Npu e4YeHUM NepPBUYHbIX BONBHBIX.
OueHKa pe3y/bTaToB IeYeHuUs

B npouecce Tepanuu nepes KaxablM KYypcom HEOBX0AMMO OLEHUTb JIOKANbHbIN U CUCTEMHDbIV
OTBET Ha NeyeHme. BoinonHeHne KT/MPT noKkasaHo Nocae KaxaplX 2 KypcoB Tepanunu ¢ akLeHTOM Ha
061acTM MHULManbHOro nopaxeHua. MNpu sosnedeHun KM B pnebiote 3aboneBaHna NpoBOAAT ero
WCCNeL0BaHME MOCAE KaKAOro Kypca [0 [OCTUMKEHUS TemaTosIorMyeckoi pemuccum (06blYHO
caHauusa KM npoucxoaut nocse nepeoro Kypca). KoHTposib o6beMHbIx 06pa3oBaHuii Tpebyetcs Ao
OOCTUXKEHMSA MOJIHOW  pesyKumKM, MpU  COXPaHEHMM OcCTaToyHoro o6pas3oBaHMA Heobxoanmo
nposegeHue ero buoncum u M3T-uccnenosaHua. Mpu OTCYTCTBUM AAHHBIX 32 AaKTUBHbIN ONYX0JEBbIV
npouecc cnegyet NpPoAOAXKaTb Tepanuio MO NPOTOKOY, MPU ANAFHOCTMKE OCTATOYHON OMyXOan —
pewnTb BONPOC 06 n3meHeHMM Tepanuun 1 nposegerHnn TICK.

AvHamunueckoe Habn rogeHune

Yepes MmecAl, Nocne OKOHYaHUA JfledyeHus AN NOATBEPXAEHUS COCTOAHUA pPemUccum
HeobXxoAMMO MOJIHOE KMHUKO-nabopaTopHoe ob6ciegoBaHme, BAtovatowee KT/MPT 30H ucxoaHoro
nopaeHusa, ucciefoBaHNe KOCTHOrO MO3ra B C/ly4ae ero MHMLUAAbHOTO NOPasKeHUs.
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CopepskaHme MMMYHOrI06YIMHOB  KPOBM  HEOBXoAMMO MCCnedoBaTb  PErynspHo Ao

HOpManM3aLMn NoKasaTenen, 3aTem Kaxable Noaroaa-rog,.

OnHamunuyeckoe HabntoaeHne npoBoauTcA B nepsbli rog 1 pas B 3 mecAua, Bo 2-3 rogbl — 2

pa3a B roa, ganee 1 pa3 s rog Ao 5 neT nnm no KAMHUYECKMM NOKa3aHUAM. HEOGXO,LI,MMO

BbINO/HEHUE KIMHUYECKOTO M BUOXMMMYECKOTO aHaNN30B KpoBy, KT FDYAHOﬁ, 6p}OLLIHOl71 nonocreun un

Manoro Ta3sa.
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MNepBuuHaa anmdpoma UueHTpaNbHOU HEPBHO CUCTEMDI

MNepsuryHaa numeboma LUHC (MNILUHC) aBnseTca peakmum 3abonesaHnem. OHa onpeaensieTca Kak
NnoparkeHue MapeHXnMMbl roJIOBHOrO MAWU CMIMHHONO Mo3ra, 060104YeK Mo3ra, rnasa, 6e3 npusHakos
CMCTEMHOrO 3aboneBaHus.

YactoTa BcTpedaemoctn MJILHC 3a nocnegHue aBa gecatunetna sospocna 8 7-10 pas, Kak y
nogen ¢ ummyHogedumumntom, Tak u 6e3 Hero. Ha nepsuyHyto ammoomy LHC npuxoamtca okono 4-
7% OT BCEX NEPBUYHBIX OMYXOJiei FOJI0BHOrO MO3ra, 2-3% OT BCEX HEXOOMKKUHCKUX numbom n 4-6%
OT BCEX 3KCTPaHOAaNbHbIX InMmdom. MeamnaHa Bo3pacTta 60bHbIX — 60-65 ner.

Hanbonee uyacto MJ/ILUHC nopaxkatoT 60nbHbIX ¢ ocnabneHHbIM UMMyHUTETOM: Tak, MJLHC
coctasnawt 20% ot Bcex BWY-accoummpoBaHHbix aAumbom. o Hayana nNpuMeHeHuA
aHTUpeTpoBupycHom Tepanmn APT, unucno ciydaeB Bo3HMKHOBeHMA MJIUHC y BUY-MHPULUMPOBAHHbIX
1y, noctoaHHO pocno. OaHako, BAMAA Ha KonmyectBO CDA4-KNeTok, MOXeT CHMXKaTb 4acToTy
Bo3HWKHOBeHMA TJILHC, NocKo/ibKy BEPOATHOCTb €€ BO3HWKHOBEHWS 0OPaTHO MPOMOPLMOHA/bHA
yncny CD4-KkneTok.

Yauwe nepBuYHble AMMGOMbI FONOBHOFO MO3ra NPeACTaBNeHbl OAMHOYHBIMUM - UM
MHOECTBEHHbIMW  BHYTPUMO3IOBbIMM  Y3/1aMW, KOTOpble JIOKanusyloTca B  nobHOW  adone
(npubnusutensHo B 50% cnyyaeB), B MO30/AUCTOM Tene W TNYOUHHBIX CTPYKTypax Mo3ra
(npubnusutensHo B 40% cnydyaes). B 35% cnydaeB oTMeyaeTca My/bTU(HOKaIbHbIN POCT 06 bEMHOTO
06pa3oBaHUA. 3HAUUTENbHO perke BCTPEYaoTCA IeNTOMEHUHreabHbI BapnaHT (16%) u nopaxeHue
CNMHHOro mo3ra (<1%).

NccnepoBaHna MmmyHodeHOTUNA NOKasann, YTo B BONbLIMHCTBE C/y4aeB 3TO B-KaeTouHble
onyxonn, a UMeHHO guddysHaa B-kKneTouyHas KpynHoKnetouHasa numdoma (ABKKN) — 6onee 90%
C/ly4yaes, B TO BPeMA KaK MHAONEHTHble B-knetouHble numoombl, numobobnacTtHble, T-KNeTovHble
nmmoombl U aimnmpoma XoAKKMHA BCTpeYaloTcA KpaiHe peaKo. XapaKTepHon mopdosiornyeckomn
ocobeHHocTblo ABKK/ LLHC aBnseTca npenmyLL,ecTBEHHOE Pacho/ioXKeHME ONyXoau BA0Ib MO3FOBbIX
COCYyZ0B. 3a4acTylo OTMEYaeTcss «NpPonuUTbiBaHME» AMMPOULHBIMU KNETKaMU CTEHOK COCYAOB, 4TO
06yCnaBNMBaET KAPTUHY BACKY/IUTa. BO3MOXKHO NO3TOMY rpaHULbl ONYXON HEYETKME U OMyXOaeBble
KIETKM MUKPOCKONUYECKM ONpeaenatoTca B OTAa/IeHUM OT MaKPOCKOMUYECKN onpeaeniaeMbiX 04aros
nopaxeHus.

B HacTosAwee Bpema oTMeyaeTcs pocT 3abosneBaemoctn T-KneTouHbimu anmdpomamm LIHC,
OfHAaKO WX A0NA BCe pPaBHO He npesblwaeT 2-5%, Y4TO HAMHOrO MeHblle, Yem y 60NbHbIX C
nepudepunyeckumm anmaoonpoandepaTMBHbIMU 3a601€BAHUAMMU.

MNatoreHes T[JILULHC saBnaeTca cnopHbiM. HeKoTOpble WCCNef0BaHWMA MOKa3bIBAKOT, 4TO
pacnpocTpaHeHMe 3/10KAa4YeCTBEHHOTO K/IOHA MOXKET NPOM30MTU cpeaym HopManbHbIX B-numbounTtos,
pacnonoxeHHbix B LLHC, Teopma nopaepkmBaetca A0KA3aTe/IbCTBOM BO3HUMKHOBEHUA AMMPOMBbI B
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6enom BellecTBe ros0BHOrO Mo3ra. [lpyras TeopuA: KNOH 3/10KaYeCTBEHHbIX JMMOOLMUTOB MNpwu
NOMOLLM CNEUNANbHBIX MOMIEKY afre3nn MOXKET NyTewwecTBOBaTb M NPOHUKHYTL B LLHC.

AunarHoctuka

o Mopdonormyeckoe U MMMYHOTUCTOXMMMUYECKOE MNOATBEPXKAEHME numdonponndepaTtMBHOro
3aboneBaHuA

e KoHcynbTaums HeBponaTosiora, OKyAMCTa (AeTanbHoe HeBposiorMyeckoe obcnenoBaHue c
onMcaHMem HEBPOJIOrMYecKkoro cratyca, odTanbmosiorMyeckoe obcnegoBaHMe C OCMOTPOM B
LLeneson namne).

e MPT ronoBHOro M CNMHHOIO MO3ra C KOHTpacTupoBaHuem. [lonyckaetca BbinosnHeHue KT, a
TaKKe BbINONHEHWNE UCCNe0BaHMA 6e3 KOHTPACTUPOBAHUSA B C/lyYae ansiepruyecknx peakumm Ha
KOHTPACTHOE BELLECTBO.

e CucremHoe obcnegoBaHue (MOUCK APYrMX o4aros, MEPBUYHOM OMYXO/N)

o ObWEKINHUYECKME aHa/IM3bl KPOBM, MapKepbl renatutos, BUY.

e WccnepoBaHue nuKBopa (Npu mopdonornyecku BepuPULMPOBAHHOM AMArHo3e He ABAAeTcA
0bnA3aTeNbHbIM UCCIeA0BaHNEM).

e 13T (mononHuTeNbHasa onuus).

e TpenaHobuoncuaA (04HOCTOPOHHAA) KOCTHOTO MO3ra.

e MPT CchNMHHOrO MoO3ra C KOHTPAcTUMPOBaHMEM TafO0/IMHUYMOM MpPU  HAIMYUU  KJAUHUKK
CNMUHANbHOTO  MOPAXXEHWUA  WUAM  MOJIOKMTE/NIbHOM  UMUTOJIOTMYECKOM  UCC/ie0BaHUM
CNMHHOMO3roBow *}ugroctn (CMX). (aononHuTenbHas onuus)

o Y MYyXUYMH HeobXo4MMO MNpoBeAEeHME Y/IbTPA3BYKOBOIrO UCCAEL0BaHMA ANYEK AR UCKAOYEeHUSs
nepBUYHOM IMMEOMbI ANYKa.

Ons BUY-NonoXWTENbHbIX WM APYrMX UMMYHOCKOMMPOMETMPOBAHHbIX MALMEHTOB TaK¥Ke
Heobxo4MMO NpoBeAEeHUE CEPOIOTMYECKONO UCCAeA0BaHNA C onpeaeneHmem aHTuTen K Toxoplasma
gondii.

ObnasaTenbHbiM  Kputepnem  amarHosa  [JIULHC  asnsetca  mopdonormyeckaa w
UMMYHOFMCTOXMMUYECKaa BepubmMKauma odvaroBoro obpasosaHuma LHC. 3onotbim cTaHaapTom
nosly4yeHusa rMcToI0rMYecKoro matepmana ana sepuburKkaummn amarHosa ABNAETCA CTepeoTakCcuyecKas
buoncua obpasoBaHWA rONOBHOrO Mo3ra. MeTogamu Bblbopa ABAAIOTCA TpenaHauua Yepena u
buoncua unu yaaneHne obpasoBaHUA rOJIOBHOrO MO3ra, JaMUHIKTOMUA U BMONCUA UAKU yaaneHue
06pa3oBaHMA CMMHHOIO Mo3ra. LiMTonornyeckoe, MMMYHOLIUTOXMMUYECKOE UCCNefOoBaHUEe WAn
NPOTOYHaA UMTOGNOYMETPUA CMUHHOMO3FOBOM KMAKOCTM Mano MHPOPMATUBHbI U KpalHe peaKo
MOFYT 6bITb AMArHOCTUYECKN 3HAUYMMBI.

OAaHako, cneayet NOMHUTb, UTO yaaneHne mMophoornieckm BepuduumMpoBaHHO ONyXoaun He
NpPoOBOAUTCA B CBA3K C HEIDDEKTUBHOCTLIO AaHHOMO MeToAa AeYeHus.

®dakTOpbl NPOrHo3a
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MporHos gns 6onbHbIX MILHC B uenom HebnaronpuaTHbIN. MPoaonKUTENBHOCTb XKU3HM 6e3
NleyeHusa He npesblwaeT 2-3 mec. Ha cerogHAWHWI AeHb Yalle BCEro NpMMeHaeTca cneumanbHo
paspabotaHHbii  ana [JIULHC nporHoctMyeckmin uHaekc |ELGS, oaHako ero npakTuyeckoe
npuMeHeHne TpebyeT AO0NO/IHUTE/IbHbIX UCCeA0BaHUN.

MporHocTtnyeckuit nHaekc gna NALHC IELGS

daKTopbl NPOrHo3a Fpynna pucka

Bo3pacrt ctapuwe 60 net 0-1 dbaKkTop — HU3KKMIA pUCK (2-neT. OB 80%)

ECOG >2 2-3 pakTOpa — NPOMEKYTOUHbIN pUCK (2-neT. OB 48%)
MNosbliweHue 147 4-5 $haKTOpOB — BbICOKMI pUCK (2-neT. OB 15%)

MoBblweHMe 6enKa B TINKBOpE

MopaxkeHune rnyboKMx CTPYKTYpP Mo3ra

TaKe mMmoryT bbITb MCNO/Ib30BaHbI NPOrHocTUYeckue knaccol MSKCC (Memorial Sloan-Kettering
Cancer Center), 60s1ee npocTbie U AO0CTYMHbIE B NPUMEHEHUM.

OnpepeneHbl TPU pPa3MYHbIX MNPOrHOCTUYECKMX Knacca B 3aBMCMMOCTM OT BO3pacTa M
COCTOAHUA NauneHTa:
e knacc 1 nauymeHTbl <50 neT;
e Knacc 2 naumeHTtbl 2 50, nHgekc KapHosckoro 2 70;
e Knacc 3 naumeHTbl 2 50, nHaekc KapHosckoro <70.

B TO e Bpemsa CTaTUCTMYECKM 3HAYMMOM 3aBMCMMOCTM nporHosa [JILHC ot
MOpPPONOrMYecKoro BapmMaHTa No AaHHbIM INTePaTypbl HE OTMEYEHO.

JleueHune

be3 neyeHna mepmaHa BbIXKMBAEMOCTU 60abHbIX NepBuYHON numopomont LHC orpaHuyeHa
HECKONIbKMMU MecALLaMMU.

B cBasn c pepgkoctbio MJIULHC, go cux nop cyllectsyeT Auvlb HebOnblWoe KOANYECTBO
pPaHAOMM3INPOBAHHBLIX UccnenoBaHuit Il ¢asbl No nevyeHUo AaHHbIX 60AbHbIX. B cBA3M C 3TUM
ONTUMabHbIE PeXMMbl nedeHuns naumnenTos ¢ MNJILHC go cux nop He pa3paboTaHsi.

OnepatMBHOE Jle4eHME He PEeKOMEHZAYeTCs, TaK KaK MOomMbITKa TOTAaNbHOIO yAaseHus
MMMGOMBI YacTO COMPOBONKAAETCA MOBPEKAEHMEM FAYOUHHBIX CTPYKTYP MO3ra M3-3a TPYAHOCTM
onpeaeneHna rpaHumL, ONyxoan BO BPemMsa onepaumm, YTo NPpUBOAUT K FyH6OKOMY HEBPOIOTMYECKOMY
AebnunTy U MHBANNAM3aUMN NaLMeHTa.

[NIOKOKOPTUKOMAbI BbICOKO 3ddeKkTUBHbI (oKono 40%), oaHako, cneayeT usberatb UX
NpUMeHeHna 40 NposeaeHMA 6GUONCUN, B CBA3N C HEBO3MOXKHOCTbIO Aa/ibHellLel rMCToNorMYecKom
WHTepnpeTauumn onyxosnu.
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BonbwwuHctBo  naumeHtoB ¢ [JILHC  umetoT  HeBposoruyeckme  aedvumntbl U
NCUXOHEBPOIOTUYECKME CMMNTOMbI. CMMNTOMbI MOBBLIWEHHOTO BHYTPUYEPENHOro AaBaeHua u
anunenTMdopMHble NPUCTYNbl BCTPEYALOTCA cywecTBeHHO pexe. MpumepHo 20% 60bHbIX MMerT
nopa*eHue rnas Ha MOMeHT nocTaHoBKM amarHosa [MJIUHC. HasHayeHue rAloKOKOPTUKONAOB
HEOBX0AMMO MpPU NPOBEAEHUU NIEYEHUA AR CHATUA JIOKAJbHOTO OTEKa ro/I0BHOTO Mo3ra (B 30He
ONyX0/IEBOr0 NMOpPaXKeHUA), YTO NPUBOAMUT K BbICTPOMY YAyYLIEHUIO HEBPOIOTMYECKON CUMNTOMATUKK
NPaKTUYECKM Y BCeX NaLMeHTOB. OBbIMHO NPUMEHAETCA AEKCAMETA30H.

O6nyyeHMe Bcero rosI0OBHOrO mosra B cymmapHonm gose 40-50 p ctaHgapTom sedeHua. K
COXKasieHUIo, MPU BbICOKOM YacToTe OTBETa Ha fiedyeHune (80%), peumanBbl BOSHUKAIOT MPAKTUYECKN Y
BCEX MAUMEHTOB, MeAMaHa BbIXKMBAEMOCTU cocTaBasaeT 12-18 mecaues. YBennyeHune ao3 obayyeHumsn
Ha noxe onyxonu (oo 60 [p) He BAMAEGT HA YacTOTy BO3HUKHOBEHWS PeunavBoB MU
NPOAO/IKUTENIbHOCTb ~ }KM3HU  BOJbHbIX.  KpaHWocnuHanbHoe 06syyeHWEe He  yBeAu4unio
BbI*KMBAEMOCTb, HO ACCOLMMPOBAIOCh CO 3HAYMUTE/IbHON TOKCUYHOCTbIO, OFPAHNYMBAA BO3SMOMKHOCTU
NPUMEHEHUA NOCNeaYIOLWEro NeKapCTBEHHOIO NeYeHmA.

Bblcokue fo3bl meToTpekcaTa (MTX = 3,5 r/m%) cUMTatoTCA OAHUM M3 Hanbonee adGEKTUBHBIX
ana nedyenua MJIUHC. HeckonbKo nccneagoBaHWiA NMokasasam 4actoTy oteetoB A0 40% u npoaneHue
meanaHbl 06LLel BbIXKMBAEMOCTU.

Mony4yeHbl AaHHble 0 60/1ee BbICOKOM 3P PEKTUBHOCTM NeueHna KombuHaumeint MTX ¢ gpyrumm
npenapaTamu, nNpoHWKalowumM 4depes [I6: Temosonomuaom, npokapbasmMHom, 3TONO3UAOM,
pUTYKCMMabom, untapabmHom c nocneayollen nyyeson Tepanmei. NpumeHeHne gaHHOro Noaxoaa
NPUBEO K CYLLECTBEHHOMY YBE/IMYEHWMIO YACTOTbl MOJHLIX PEMWUCCUM, @ MeauaHa OJUTENbHOCTU
OTBETa BO3POC/a A0 2 fieT v bonee.

BaunsiHMe BbiCOKMX A03 umTapabuHa (HD-AraC) 6bino onpeaeneHo B uccneaosaHum IELSG20.
MaumeHTam HasHayanu 4yeTbipe Kypca HD-MTX (3,5 I'/Mz) oTAenbHO nan B covetaHmn ¢ HD-AraC
(2 r/m%) pBa pasa B AeHb B AHM 2-3. [lob6asneHne HD-AraC npuBENo K 3HaUMTENBLHOMY YAYULLEHMIO
pe3ynbTaToB: YacTOTa NOJIHbIX OTBETOB cocTaBuia 18% n 46% (p = 0,006), a 3-neTHAS BbIXKMBAEMOCTb
32% 1 46% (p = 0,07), COOTBETCTBEHHO.

Takum obpasom, gobasneHune umntapabmHa K MTX 3HaUMTENbHO yAy4LIaeT HENOCPeACTBEHHbIE
M oTAaneHHble pe3ynbTaTbl nevyeHns 6oabHbix MJLHC.

BaunsHne nepeHocumocty u 3pdeKkTMBHOCTM AobasneHnn putykcumaba (R) + tmotens! (TT) K
KOMBWHaLMM MeToTpeKcaTa U umTapabmuHa 6bl10 onpeaeneHo B uccnenoBaHumn IELSG32. MaumeHTbl
6blNM pacnpeseneHbl Ha TPW FPyNMbl: B NEPBOW rpynne HasHavyanaun YeTbipe Kypca HD-MTX (3,5 r/m%) B
coyetaHun ¢ HD-AraC (2 I'/Mz) OBa pasa B AeHb B gHM 2-3, BO BTOPOI rpynne 6bin pobasneH
puTyKCcMmab B pose 375 mr/m> B AHU -5 1 O AeHb, B TpeTbel rpynne Ha AeHb 4 K pUTyKcumaby,
uMTapabuHy U meToTpeKcaTy gobasnanack Tvotena (TT) B gose 30 mr/m>.
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JobasneHne putykcmumaba v TMOTENbl NPUBENO K 3HAYUTEIbHOMY YAYULIEHWUIO PEe3ynbTaToB:
4acToTa NOMHbIX OTBETOB cocTaBuna 23%, 30% n 49% B COOTBETCTBYHOLUMX FPynnax, a 4actoTa obuwero
oTBeTa coctaBuna 53%, 74% v 87% COOTBETCTBEHHO.

Takum obpasom, gobasneHne puTykcumaba M TuoTenbl K KOMOWHauMu uutapabuHa wm
MeToTpeKcaTa euwe 6osee yaydylwaeT HENnoCPencTBEHHble M OTAaseHHble pe3y/abTaTbl JieyeHus
60sbHbIX MLHC.

PucyHok 1.
CoBpeMeHHble NPUHLUMNLI TeEpannun nepeBuYHbIX Anmdom LIHC
NMHAOYKUKMA KoHcoNnnaauma
* MeToTpeKcaT * JlyyeBsan tepanua
* UntapabuH * BbicOKO03HaA Tepanua C
« Udochamug TpaHCNNaHTaUnen
ayTONOMNYHbIX CTBONOBbLIX
L]
BUHKpPUCTUH KNETOK
* HatynaH
* Putykcmumab
* Tnotena

JobasneHne K xumunotepanuu JIT peKomeHAOBAHO ANA yay4ylleHUA obLuelt BblIXKMBAEMOCTU
NJIUHC. CovetaHme xumunoTepanuu ¢ JIT Ha BeCb MO3r NOKa3asio OYeHb BbICOKYIO YacTOTa OTBETA, HO
CBA3AHO C 3HAYMTENbHbIM PUCKOM HEMPOTOKCUYHOCTU (30% Bcex naumeHTos, u 40-50% y nauneHToB
cTaple 60 net).

MauneHtam ¢ MNJILHC nokasana obHagexuBatowme pesynbTaTbl, B OCHOBHOM, Korga 6biau
MCMNO/Ib30BaHbl PEXMMbI KOHANLUMOHUPOBAHMA Ha OCHOBe TuMoTenbl. Npu meamaHe HabnawaeHuA 63
mecAua 5-neTHAA BbIKMBAaEMOCTb AJ1A BCeX NaumeHToB coctasBuna 69% wu 87% pna Tex, Kotopble
3aBepwmnm BAXT. Ho co BpemeHem y 5 13 30 naumeHTOB pa3Buaach nenmkosHuedanonatus.

OcnoxkHeHua Tepanuu MJILHC

Hanbonee pacnpocTpaHeHHbIM CUMMNTOM MOCTTEPaneBTUYECKOW HEMWPOTOKCUYHOCTM —
nevikosHuedanonatvsa, NPOABAAIOWANACA KOTHUTUBHLIMU  HAPYWEHUSMU, a TaKKe TaKumu
CepbesHbIMM HapyWeHUAMM, KaK cnaboymue, HapylleHWA MNOXOAKW M HegepKaHue moun. C
nevikosHuedanonatvein cessaHa 30% cmepTHOCTb. OCHOBHbIMM (GAKTOpamMu pUCKa AN PasBUTUA
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nenkosHuedanonatum asnaotca JIT, Bo3pacT cTapwe 60 fneT, MHTpaTeKanbHaa Tepanua U
XxummoTepanua nocne JT.

NeveHue peunausos MNJILHC

PUCK BO3HMKHOBEHMA peungnBa anAa nayneHTos, noayvyarowmx KOM6MHMpOBaHHy|'0 Tepanuio,
COCTaB/AeT NpUMepPHO 50 %. bonbwuHcTBO peungnBoB BO3HUKAET B TeYeEHUE 2-X NeT ¢ MOMeHTa
OKOHYaHHUA I'IepBOHa‘-Ia}'IbHOﬁ Tepanumn, HoO BO3MOXXHO U bonee nosgHee BO3HWKHOBEHME, B TeyeHne 5

ner.

MporHos npu peunansax onyxoan y 60nblMHCTBA 60/IbHbIX HEGNAronpPUATHLIN.

B cnyyae nosgHero peuuanBa BO3MOXKHO NpoBeAeHWE Tepanuu MO paHee BbiMNOJIHEHHOMU
cxeme. HekoTopble NauMeHTbl NPOAO/IKAT AEMOHCTPUPOBATb YYBCTBUTE/IbHOCTb K 1IEKAPCTBEHHOMY
Bo3aencTemto. Coobuwanocb 06 apPeKTMBHOM NPUMEHEHMM BbICOKMX [03 METOTpeKcaTa (garke ana
NMauMeHTOB, YyXKe MOJyYaBWWUX JNedyeHne 3STUM npenapaTom), uutapabuHa, KombuHauum PCV
(npokap6asnH, NOMYCTUH U BUHKPUCTMH) U BbICOKMX 403 uuKnodpochammnaa.

HeT pgaHHbIX PaHAOMU3MPOBAHHbIX UCC/AEA0BaHUM O Tepanuu BTOpok nAuHuK. MposepeHue
BbICOKOAO3HON XMMMOTEpPanuMM C TPaHCMaHTaUMel CTBOJIOBbIX KNETOK nepudepuyeckorn KpoBu
(KocTHOro mosra) ABAAETCS MaJIoBEPOATHbIM B CBA3M C KOMOPOMAHOCTbIO MNaLMEHTOB.
MepcneKkTUBHbLIM ABIAETCA BKAOYEHME AaHHbIX NAaLMEHTOB B KIMHUYECKME NUCC/IeA0BaHuMS.

B0O3MOKHO NpoBeAeHne Ny4eBoi Tepanmu, eciv paHee oHa He 6biaa BbIMoHEHa.
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Hexoa)XkuHckne aumdpombi TBEpPAOA MO3roBO 060104UKHU

MepBUUHbIE HEXOAXKKUHCKME NnMdOMbl TBEpPAOM Mo3roBol o6ono4kn (TMO) ronoBHoro u
CMUHHOIO MO3ra pPeaKu, 1 TPaAULMOHHbIE NPeaCcTaBAeHMA O HUX BO MHOTOM OLWMB04YHbI. Bo-nepBbix,
nmmeombl TMO o06bI4HO oTHOCAT K immdpomam LUHC. OgHako 3To cnpaBea/IMBO TO/IbKO B OTHOLIEHWUU
NOKaNM3aLUnK, NOCKObKY KNETOYHOE MPOUCXOKAEHUE, BMoNornyeckne ocobeHHOCTH, KANHUYECKoe
nosefieHMe M MNPOrHO3 nepsBuyHbIX Aumeom TMO KM nepBUYHbIX NMMPOM FOJIOBHOFO MO3ra
COBepLIeHHO pa3anyHbl. Kpome Toro, nmmopombl TMO He MoryT ObiTb OTHECEHbl K Anmdpomam
«0COBbIX NOKaNU3auMin» (NPUBMUNETMPOBAHHbBIX B UMMYHHOM OTHOLLUEHWM - MO3roBas TKaHb, IMYKH),
T. K. TMO HaxoauTcs 3a npegenamu remartosHuedanmnyeckoro 6apbepa. Bo-sTopbix, niumdpombl TMO
rO/I0BHOMO M CMMHHOIO MO3ra, Kak NPaBu/Io, PaccMaTpMBatOTCA COBMECTHO; CYMTAETCA YTo Hambonee
pacnpocTpaHeHHbIM HO30/IOFTMYECKMM BapMaHTOM OMyX0n ABAAeTCA AIMMPOMA MaprMHaabHOM 30HbI
MALT-T1na. B TO ke BpeMAa nMTepaTypHbIA aHaAn3 NOoKasbiBaeT, YTO AMMPOMa MapPriuHaIbHOMN 30HbI
MALT-Tna sBnsetca Hambosiee pacnpoCTPaHEHHOM OMyXO0/bio TOJIbKO B KpaHuanbHoi TMO, B TO
BPEMS KaK He MmeHee nonoBUHbI aMmeom TMO cnuHanbHOW NOKanusauMm npeactaBieHbl
andodysHom B-KNeTouHo KpyNnHOKAETOYHOM NMMPOMOIA.

HX/1 TBepaoi MoO3roBoii 06ONOYKM KpaHWA/NbHOM JIOKaNM3auMmM — 3TO KpaWHe pejakas
Ho30M0rMYyeckas eamHuLa. B oTeyecTBeHHOM M 3apybexHoW nuTepaType onucaHo He 6onee 100
cnyyaeB. F.M. lwamoto c coaBTopamu B Hambosnee KpynHom ob63ope nuTepaTypbl 03BYy4YMBatloT
yacToTy - 2,4% cpeau 335 nauMeHToB C NePBUYHbIMN AMMPOMaMU LEHTPAIbHON HEPBHOW CUCTEMBbI.

MepBnyHaa numdoma MaprMHanbHOM 30HbI (/IM3) TBEpZoli Mo3roBoit 060/104KM Yalle
BCTPEYALeTCA Y XEHLWMWH, B OTAIMYMe OT Kaaccuyeckmx BapuaHtoB [J/IUHC mo3ra, npu KOTOpbIX
NpeBaANPYIOT NaLMEHTbl My¥XCKoro nona. MatoreHes nepBuyHbIX AMmbom TMO [0 KOHLA He fCEH,
MOCKOJIbKY TBEpPAAA MO3roBas 000/04KA /IMWEHA KaKon-nnmbo numdounaHon TKaHu. OaHO U3
NPeAnoNOXKEHUI 3aKNOYAETCA B TOM, YTO OCHOBOWM MX Pa3BUTUA MOTYT CAYKWUTb BOCMA/INTE/IbHbIE
3abosieBaHMA TBEPAON MO3roBOM 060/1I04KM.

KAMHMyeckaa KapTuHa 3aBUCUT OT JNoKanusaumm onyxonu. Hanbonee pacrnpocTpaHeHHble
KAMHUYECKME NPOABAEHUA HecneunmdudHbl: rofoBHble 60K, CYA0POrN, KOOPAUHALMOHHbIE
HapyLlleHuWs, CNyTaHHOCTb CO3HAHMSA, TOWHOTA, PBOTA, aTakcua. Pexke 3aboseBaHMe MaHUdecTMpyer
nporpeccupytoliein anchyHKUmMel YepenHbiX HEPBOB, HapYLUEHNEM 3PEeHUA U NoTepel cayxa.

MepBUYHbIE HEXOAKKUHCKME MMbOMBbI cnnHanbHoi TMO npeacTtasnsatoT cobon ewe 6onee
peaKyto naTtonoruio, B MtepaType onucaHo He 6onee 50 cayyaes. B 2013 r. onybamMkoBaH o630p
OCHOBHbIX Ny6anKaumii ¢ 1992 no 2013 rr.: anwb y 38 (22%) 60/1bHBIX OTMEYaN0Ch U30NMPOBAHHOE
nopakeHve obosoyek cnuHHoro mo3sra (IE ctagums).

CpeaHuiA BO3pacT NauMeHTOB cocTaBun 55,8 neT, 6e3 reHAepHbIXx pasanumnin. Hambonee
pacnpoCTpaHEHHON JNOKanusaumen aBasanca rpyaHoi otaen (24 cnyyas), Ha BTOPOM MecTe —
NOACHMYHbIN oTaen (9 cnyyaes). KAMHMYECKM AMMdOoMbl € nopaxeHnem 060104eK CNMHHOMO Mo3ra
nposABAAan ceba KopelwKoBbiM 601EBbIM CUHAPOMOM. B NosoBMHE C/lyyaeB OnNyxo/b NpeacTaB/ieHa
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anododysHoM B-KNeTouyHoi KpynHoKAeTouHol anmdomon — 19 6onbHbIX (50%). BTopoe no yacrtoTe
MecTOo 3aHaANa GonnukynapHasa ammdoma. ABTOPbI BbICKA3bIBAIOT NPEANO/IOKEHNE O CBA3U ITUX ABYX
BApMaHTOB MOCPeACTBOM npouecca TpaHchopmaumu. Takasa  XapaKTepucTUKa  OTparkaeT
reTeporeHHoCTb IMMPOM B 3aBUCMMOCTM OT aHAaTOMMYECKOro y4yacTKa nopaxeHus. Kpome TOro,
OTCYTCTBYIOT coobuieHns o6 oaHOBpPEeMEHHOM BOB/EYEHMM OBONOYEK U TOIOBHOTO U CMUHHOIO

MO3ra.

AunarHocrtuka

KpuTepuu nocTaHOBKM AUarHosa

OCHOBHbIM MeTogoM BM3yanusaumm npu HXJT TBepaon MO3roBoli 0060/I04KM ABASAETCA
MarHUMTHO-pe3oHaHcHaa Tomorpadusa (MPT) ronoBHOro M CMMHHOFO Mo3ra (Npy NPOTUBONOKa3aHUAX
KOMnMbloTepHasa Tomorpadus). ObasaTenbHbIM ABAAETCA UCCAeA0BaHME CMMHHOMO3MOBOW XUAKOCTU
(4acToTa nenTomeHUHreanbHbIX NOPa*keHU B OAHOM M3 UCCNed0BaHNM cocTaBuna 63%).

dakTOopbl NPOrHo3a

MporHo3 npu JIM3 TBepAoi MO3roBoM 0DO/I0YKKU Jiydlle, YeM MPU MEPBUYHbBIX U BTOPUYHbBIX
HX/1 ¢ noparkeHnem napeHXxMMbl FOIOBHOMO MO3ra, M CONOCTAaBMM C TaKOBbIM NpuY nepBuyHbix MALT-
nMmdomax C MopaxkeHUem Kesyao4yHO-KULWEYHOro TpaKkTa: 5-n1eTHAA o6uaa BbIXKMBAEMOCTb NpU
KOTOpPbIX MO OTe4YeCcTBEHHbIM AaHHbIM cocTaBnseT — 84%, No AaHHbIM €BPONENCKUX UCCnesoBaHNUA —
86%. MepmaHa BbIXKMBaeMocTh 6e3 Npu3HaKoB 3ab0n1eBaHUA NPU CNMHAMbHbLIX NoKanmnsaumax HXJ1
MO3roBbix 060n04ek cocTaBnser 25 (oT 1 go 84) mecAueB M comnocTaBMMa C TaKOBOW Mpwu
LepebpanbHON IOKanM3aumu.

JleueHune

CTaHAapTHbIX NevebHbix noaxoaos npu JIM3 TBepaoi Mo3roBoit 060/104KN He CYLLECTBYET U3-
3a peaKocTn natonormu. MonHas peseKkuna MoXKeT bbiTb 3aTPyAHEHA M3-33 MHOMKECTBEHHbIX 04aroB
nmbo MHPMABTPaATUBHOrO pocTa. B 6GONbLWIMHCTBE C/y4yaeB, NOC/AEe XUPYPrMyecKkoro BO3AENCTBUA
NPOBOAUTCA aAbOBAaHTHOE ieyeHune. JlyueBas Tepanus ABAAETCA NPesnoYTUTEIbHbIM NMOAXOA0M, TaK
Kak JIM3 obnagzaeT BbICOKON PaAMOYYBCTBUTENLHOCTBIO M TPebyeT OTHOCUTENbHO HU3KUX
CYMMapHbIX OYaroBbiX 403, 4YTO CBOAWUT K MUHMMYMY PUCK  PaaMOMHAYLMPOBAHHOWM
HEWPOTOKCUUYHOCTMH.

JlyueBan Tepanua

NlyyeBaa Tepanua (/IT) fo/MKHA MPOBOAMUTLCA HA COBPEMEHHbIX YCKOPUTENAX 3/IEKTPOHOB
TOPMO3HbIM M3nydyeHMem 6 M3B ¢ npumeHeHnem 3D-NNaHMPOBAHMA U UCMONb30BaHMEM METOAMK
KOHbOpMHOM nyyeBoi Tepanuu. CornacHo pekomeHgaumsam International Lymphoma Radiation
Oncology Group(ILROG) u MexagyHapogHoro KomuteTa no paAMalMOHHbIM  eAUHULAM U
nsmepeHmam (ICRU 83), B 30Hy obayuyeHus (PTV - planingtargetvolume) BkntoyaeTca nopakeHHbln



107

ouar — involved site radiation therapy (ISRT) cornacHo AaHHbIM KIMHWUKO-y4eBoro obcnenoBaHus,
BOKPYr KOTOpOro genaetca otctyn 15 mm. Ecam nyyesasa Tepanua - eAUHCTBEHHbBIA METOZ, 1eYeHUs,
To ouar —Grosstumorvolume (GTV) onpepensetca nocne auvarHoctudeckor 6uoncuu; ecam AT
cnefyet 3a CUCTEMHOM XMmMUoTepanueir uamM onepatMBHbIM nedyeHnem, To GTV oueHuBaetca
ABaXAbl: 4O NepBoro 3tana Tepanuu 1 go J1T, To ectb GTV ocTaToyHOro obpasoBaHMa. CymmapHas
ovarosas A4o03a A0MKHa coctasnatb 30-36 Mp.

Ecan npu numdome TBepaoi mo3roBoi 060/104KM MmeeTca Bosiee O4HOro ovara, Jy4eByto
Tepanuio Haao Ha4yMHaTb C 06/1y4eHMA BCEro ro/IoBHOrO Mo3ra A0 CymmapHon Ao3bl 24 p 1 3atem
[006aBUTb Ha 0Yarn NopaxeHus AoNoAHUTENbHO 12 p.

BbICOKOA03HbIN METOTPEeKcaT HE MPMMEHUM MPU MOPaXKEHUN TBEPAON MO3roBoii 060/104KM.
CTaHOapTHbIE CXEMbl XMMWMOMMMYHOTEPANUKU, WUCNONb3YEMbIX AN cUCTeMHbIX HXJ/T TaKKe He
NnoKasanu NpenmyLLecTB nepes y4eBol Tepanmnen U XMpyprmiyeckum mMeToaoM.

B cBA3KM C pedKocTbio NaTtoiorMM ANA CMUHANbHbIX MMPOM TBEPAOM MO3roBoM 060/104YKK
e4MHOro TepaneBTUYECKOro NOAX0Aa TAKKe He cylecTByeT. NpUMeHAoTcA KOMOUHAUMM MECTHOTO U
CMCTEMHOTrO BO3AENCTBUA: XMPYPrMYeCKMe BMeLIaTeNbCTBA C AEKOMMNPECCUOHHOM LLe/Ibl0 COYETAOTCA
C XMMMOMMMYHOTepanuelt (Kak npasuao pexxmumom R-CHOP), uHTpaTeKkanbHbiM BBeAeHUEM
MeTOTpeKcaTa M a4 bloBaHTHOM Iy4eBOM Tepanue.

Teeppaa Mo3roBas 0060104Ka He 3awMlleHa rematosHuedannyeckum 6apbepom, YTO
06BbACHAET MNOBbIWEHHbIA PUCK PAa3BUTUSA CUCTEMHbIX PELUAMBOB, KOTOPbIE MOTYT BO3HWKATb U Yepes
HECKOJIbKO /IET NOCNe OKOHYaHMA NedyeHus, a BbiIbop Tepanum B TaKMUX CNyYasnx 3aBUCUT OT BapMaHTa
NMMPOMbI, PacnpocTPaHeHHOCTU W JloKanusauuu nopaskeHusa. K Hambonee npepnoyuTUTENbHbLIM
cXemMam JiedeHus peumansos  AMMPOM TBEpPAOM MO3roBOM 00O0NOYKM OTHOCATCA CXEMbl
nmmyHoxmmmnotepanumm RB, R-BAC, R-FC

JleueHne nNpoBOAMTCA B COYETaHMM C 06A3aTeNbHbIM, B C/ly4Yae Helponenkemunu,
WMHTpaTeKaNbHbIM BBeAeHMEeM MeTOTpPeKcaTa, uMTapabuHa M NpeaHM30/I0HA Kaxkable 3 AHA A0
CaHaUMKM /IMKBOPA C AOMNOJIHATENbHBIMU 4  KOHCOMMAUPYOWMMN BBeaeHUAMU. [MaumeHTam 6e3
NPU3HAKOB Henpoaekemmn LenecoobpasHo nposegeHne 4 NpodUAAKTUYECKUX MHTPATEKaNbHbIX
BBEAEHWI Ha NepBbix 4 Kypcax XMMmnoTepanuu.
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HopanbHble T-kKnetouHble numdombl

HopanbHble nepudepuyeckne T-KneTouHble AMMGOMbl NPeAcTaBAAOT AO0BOJILHO PeaKyto
roynny aumdonponmdepatuBHblx 3aboneBaHMil, cybCTPAaTOM  KOTOPbIX ABAAETCA  3pesblii
(mocTTMMMYECKNM) aKTUBUPOBaHHbIN T-numdbount. HecmoTpa Ha passiMyHble natomopdosiormyeckue
M buonornyeckne ocobeHHoCTM, HoAasnbHble T-KNEeTOYHble NMMGOMbI 33 pPeaKUM UCKAKYEHUEM
npeactasaaoT coboit arpeccmBHble 3ab6o1eBaHUA ¢ KpaliHe He61aronpUATHLIM NPOTrHO30M.

CornacHo Knaccudukaumm BecemumpHoit OpraHmnsaumnm 3apaBooxpaHerHns 2016 r., T-KneToyHble
nmmobombl pasgeneHbl Ha 28 CaMOCTOATENbHbIX HO30/I0rMYecknx eamHul. Cpeau HodanbHbiX T-
KNEeTOYHbIX /AMMPOM uYalle BCero BCTpevaloTca nepudepuyeckan T-kneTouHas anmdoma,
HecneunduumposaHHasa (MTK/H, 25,9% cpegyn Bcex MNTK/), aHrMoummyHobnacTHaa T-KneTouyHas
numooma (AUTN, 18,5%), skcTpaHoganbHaa NK/T-knetouHas numdoma, HasanbHbii Tmun (10,4%),
aHanaacTMyeckaa KpynHoknetouHas numdoma (AKK): ALK-nosutmsHas (6,6%) n ALK-HeraTvMBHas
(5,5%), T-knetouHaa numdoma, accounmpoBaHHas ¢ aHTeponaTuen (4,7%).

B 3aBMcMMOCTM OT reorpaduyeckoro pacnosioXKeHUsa, HEKOTopble TUMbl T-KNeTOYHbIX AMMbOM
BCTPEYaloTCcA Yaule. Tak, B cTpaHax A3nm HamHOro vale BcTpeyatotca NK/T-KneTouHble AMMpombl, a
T-KneTouHble AMMEPOMbI, acCOLMMPOBAHHbIE C 3HTEponaTWMeX Yawe BCTpeyatotTca B Espone u
CeBepHoii AmepuKe.

Knaccudukaums.

MNepudepunyeckme T-kneTouHble AMMPOMbI B KaaccuduKaumm BO3 2016 r. pasgeneHsbl
cneayowmm obpasom: nerkemmyeckne Gopmbl, HodaNbHbIE, SKCTPAHOLA/bHbIE U KOXKHbIe, (Tabn 1).

Tabnuua 1.
Knaccuomkauma TKA BO3 2016 .

- T-KNeTouHbI NPOANMIOLNTAPHbIN NEiKo3
Nenkemunueckue popmbl P poumrap
T-KNeTo4HbIl NeKko3 13 6oAbLINX FPaHYASPHbIX IMMPOLMTOB
XpoHuueckoe NK-knetouHoe numeonponudepatmsHoe 3abonesaHmne™
ArpeccuBHbIi NK-KNeTouHbIN NelnKko3

CuctemHoe EBV-nosntmnsHoe T-knetouHoe anmeonponndepaTnsHoe
3aboneBaHue AeTCKOro Bo3pacrta

Nnmdoma TMna BakumMHMGOpPMHOM rMapoa

T-KNeTouHbIN neikos/Anmeoma B3pOC/bIx

3KkcTpaHoganbHaa NK/T-knetouHaa ammboma, HazaibHbIN TUN
JKcTpaHopanbHble popmMbl

T-kneToyHasa ﬂMMd)OMa, acCouMmnpoBaHHana c 3HTeponaTme1‘/’|

MoHomopdHasn aNUTENMOTPONHAA MHTECTUHAIbHAA T-KNeToYHasn
nmmédoma

NHponeHTHoe T-KknetoyHoe numdonponndepaTreHoe 3abonesaHue
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KT *

FenatonneHanbHaa T-KneTo4yHanA nvw\cborv\a
MNogKoxHan ﬂaHHMKYJ'IVITOI'IOﬂ,OﬁHaFI T-knetoyHan nmmd)oma

KoskHble dopMmbl lonboBUAHBIN MUKO3
CuHgpom Cesapu

MNepBuyeble KoxHble CD30+ T-KneTo4yHble AMmbonponndepaTnseHble
3abonesaHuA

NumdbomatonaHbin nanynes
MepBUYHaA KOXKHasA aHanaacTUYecKan KPyNnHOKAETOYHaA inmdoma
MepBUYHanA KoxHanA yd T-KneTouHaa ammdoma

MNepsryHaa KoxkHaAa CD8-No3nTUBHAA arpeccnBHas aNNAepPMOTPONHaA
UUTOTOKCHMYecKan T-KkneTouHas iumopoma*

MepBrUHana KoxkHaa CD8+ T-kneToyHas AMmdpoma KoHeyHocTen*

MepBrYHOEe KoXKHOe CD4+ T-KneTouHoe numeonponmdepaTmsHoe
3aboneBaHMe N3 MEIKUX U CPeaHUX KNeTok*

HoaanbHble hopMbl MNepudepunyeckana T-knetouHas ammdoma, HecneumpuuMpoBaHHan
AHrmonmmyHobnacTHas T-KneToyHasa aumeboma

donnukynapHas T-knetouHaa ammdpoma*

AHannacTnyecKkas KpynHoknetouHas ammdoma, ALK-nosutmnsHas
AHannacTnyecKkas KpynHokaetodHas ammeoma, ALK-HeratmsHas

AHannacTnyeckana KpynHoKAeTouHanA nmmd)o:v\a, accoumMmnpoBaHHana c
rpyaHbiMun umnnaHtamm*

* BapUaHTbl, BpEMEHHO BblAe/IeHHbIEe B KNacCMPUKaLLMK, O4HAKO 40 CUX NOP He MMetoLme
[LOCTAaTOYHO OCHOBaHWIA 419 OAHO3HAYHOTO NPU3HAHMA B KAYecTBe HO3010rMYeckoi Gopmbl

AuarHoctuka

OOHOBPEMEHHO C  TMUCTO/IOrMYECKOM BepuduKaumen AmarHosa, nauMeHT NpPoXoauT
KOMMNJIEKCHOE  K/JAMHUKO-UHCTPYMeHTasbHoe  obcnegoBaHMe  COMMacHO — MPOTOKOAYy — Nnpw
numoonponnbepaTMsHbIX 3aboeBaHUAX.

CTagmpoBaHMe ocyluecTBaseTcsa No Knaccuoukaumm Ann Arbor.

MporHo3 npu HoZanbHbIX T-KAETOYHbIX AMMboMax HebnaronpuATHbIN. [MPOrHOCTUYECKUN
UHAEKC ana T-KneTouHbix ammdom (PIT), BKAtOYatoLWMIA BO3pacT, KoHUeHTpauuo JIAN, comaTuyeckuii
CTaTyC M KOJIMYECTBO 3KCTPAHOLA/IbHbIX MOpPakeHWi, pasgenser naumeHToB ¢ 0, 1, 2 u bonee 2
baKTOpoB pUCKA € 0OLlel BbIXKMBAaeMOCTblo: 62%, 53%, 33% u 18% ana Kaxaow rpynnol

COOTBETCTBEHHO (Tabn. 2).
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Tabnnuua 2
MporHoCcTUYeCKUiA MHAEKC ana nepudepuryecknx T-kneTouHbix iumdom (PIT)

dakKTopbl pucka (no 1 6anny) MporHocTuyeckue rpynnbl O6wwan BbXKMBAEMOCTb
Bo3pact > 60 net lpynna 1 —0 6annos 62%
KoHueHTpauwma 1Al > Hopma lpynna 2 —1 6ann 53%
ComaTunyeckuii ctatyc ECOG 2-4 | I'pynna 3 —2 6anna 33%
BoBneyeHne KOCTHOrO Mo3ra lpynna 4 —3 unun 4 6anna 18%

[pyraa meToaMKa OLEHKM NPOrHo3a — MoAMGULMPOBAHHbIMA NPOrHOCTUYECKUIA MHAEKC Ana T-
KNeTouHbIX inmebom (mPIT), KoTopblit BKAoUMA Buonornyeckme ocobeHHoctu (akcnpeccua Ki-67) u
KNMHUYECKMe acnekTtbl (Bo3pacT, yposeHb JIAI, comaTUYecKuid cTaTyc) U pasaenun 6oabHbIX Ha 3
KaTeropuu: XOpoLWi MPOrHO3, cpegHAa CTeneHb PUCKa WM MA0OXOW MporHos. OfHaKo, OH TaKKe
NMOMHOCTbIO HEe YA0BNETBOPUTENEH MPU Takux dopmax T-KNeTouyHbIX AMMOOM, KaK T-KnetoyHas
nmdoma, accoummMpoBaHHas C 3HTeponatuein, T-ammoobnacTHasa AMmdoma, 3KCTpaHodasbHan
NK/T-knetouHas u renatonneHanbHasa ammeooma.

JleueHue

Mepudepunueckan T-knetouyHaa ammeoma, HecneynpuumpoBaHHasA.

B HacToAwee BpemMA pexmm nHaykumm pemuccumn npm MNTRKIH He onpegeneH. NMpumeHeHune
CTaHAApPTHbIX pexumos no nporpamme CHOP-21/14 no3BonseT AoCTMYb 5-neTHeit obuwei u
H6ecnporpeccuBHOM BblxnMBaeMocTn 35% n 29% COOTBECTBEHHO, YTO He MO3BOJIAET PEKOMEHA0BATb
OaHHbBIA PEXUM XMMMOTEepanuu y naumeHToB mosioxke 60 neT. MNpoBeaeHHbIe HECKONBbKO Cepui
NPOCNEKTUBHbIX MCCAea0BaHUA  HemeLKon rpynnbl  DSHNHL onpegenunn npevmyliectso
[ONO/IHeHUs aTono3naa K Kypcam CHOP (CHOEP) y naumeHTOB C HOpmasibHbiM ypoBHem J1AT u
Bo3pacTtom meHee 60 neT. NpocnekTMBHOE UcciesoBaHWe rpynnon yyeHblix Nordic Lymphoma Group,
OCHOBbIBatOWeecA Ha nNpoBedeHMU nauueHTam mosioxe 60 neT MHAYKUMOHHBLIX KypcoB nNoO
nporpamme CHOEP c nocneaytouieii KOHcoOMpaUnen TpaHCNAHTaUMENn ayToONOMMYHbIX CTBOJIOBbIX
KNETOK KPOBW B C/ly4ae AOCTUMKEHUA PEMUCCUMM NOCe Tepanuu NepBon IMHUKU, NO3BONAO AOCTUYb
obuiero oteeta B 82%, U3 HUX 63% NO/HbIE PEMUCCUMN.

bonbHble Cc BnepsBble yCTaHOBAEHHbIM auarHosom [TKJ/IH crapwe 60 neT 4yawe Bcero He
BK/IIOYAIOTCA B MPOTOKOJ/l BbICOKOZLO3HOM XMMMOTEpanuu. MccnenoBaHuA, OLEHUBAKOLWME pPosb
QHTPALMKAMHOB B Ie4EHUM 3TOM rPynnbl NALUEHTOB, OCTAOTCA NPOTUBOPEYMBLIMU, HO HE MO3BONAIOT
Ha CeroAHALWHWUNA AeHb UCKAOUYUTD JAHHYIO FTPYNny NpenapaToB U3 TepanmMm NepBOM JIMHUK, B CBA3U C
yem pexkumm CHOP octaetcAa Tepanuen Bbibopa. [lobaBneHne 3Tono3maa He ynyylaeT pes3ynbTaTbl
Nle4YeHmA NOXKMAbIX MALMEHTOB.
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B HacTosiee BpemsA HayaTbl MNPOCNEKTUBHblE WCCAEAOBaHMA MO KOMOMHAUMM HOBbIX
npenapatoB ¢ Kypcamu CHOEP, ogHako npeabiaywime pabotbl no A06aBAEHUIO HOBbIX areHToB K
Tepanun nepson nnHum MTKJ/TH He Nokasann npemMmyLLecTBa nepes, CTaHAAPTHbIMU pPeXUMaMU.

nepCHEKTMBHbIM Hanpas/1€HUEM CYHUTAETCA BbINOJIHEHNE TPaAHCN/IAHTAUUN aANNOreHHOro
KOCTHOIro mo3ra B nepBoﬁ JNHUN TepannMn y naumnmeHTos C KpaﬁHe He6l]al'0ﬂpl/lﬂTHblM NMPOrHO30M,
OA4HAaKO cyuwecrsyrouine Ha CEFO,CI,HHLLIHMﬁ AeHb OaHHblE HE NoATBEPXKAAKT NpenmyliecrBea aToM
METOAUKU Nepes ayTOJ'IOI'VI‘-IHOﬁ TpchnnaHTaumeﬁ.

AHrvoummyHobnacTHaa T-KneTouHasa AMmdpoma

TepaneBTMYEcKas TaKTMKA MPU aHIMOMMMYHODO1acTHOM T-KnetodyHoW Anmdpome MAEHTUYHA

BbILLEONWCAaHHbIM PEKOMEHAAUMAM NpU nepudepmnyeckoin T-kneTouHolh aumdome.

B pamKax NMAOTHbIX HEPAHAOMMU3UPOBHHbBIX UCCIEA0BAHUIN NOTEHLMANbHYIO 3PPEKTUBHOCTL U
BO3MOHOCTb BbIMO/JIHEHMA B CTaplleil BO3PACTHOM rpynne MokasblBalOT MPOTOKO/bl AJIUTENbHOrO
UHTEPMUTTUPYIOLLETO BO34ENCTBMA MaslbiMKU A03aMM UUTOCTaTMKOB (MpoTokos O/171-2009).

TaKKe HeyTOYHEeHHOWM OCTaeTcA pPoJib TPAHCNAAHTALUMU ayTONIOMMYHbBIX CTBOJIOBbIX K/IETOK
KPOBM KaK 3Tan KOHCOAMZAUMM M ee MNpPeuMMyLLecTBa Hag nojAeprkuBatollelt Tepanuen L-
acnaparmHason.

AHannacTuyeckana KpynHokaetovyHaa ammeoma, ALK-nosutusHas
JleyeHne aHanNNacTUYECKOM KPYNHOKNETOUYHON ALK-NO3UTUBHON AMM$OMbI Y B3POCbIX:
* nauuneHTam monoxe 60 net ¢ MINU 0-2 pekomeHaoBaHbl Kypcbl CHOEP;
¢ nauuyeHTam <60 net MIMWN >3 pekomeHgoBaHbI Kypcbl CHOEP ¢ koHconnaaumein aytoTICK;
® nauuneHTam > 60 neT peKomeHA0BaHbI Kypcbl CHOP-21.

AHannacTuyecKkasa KpynHoknetovHasa ammeoma, ALK-HeraTtuBHan

JleyeHne aHanNacTUYECKOM KPynHOKAeToYHolM ALK-HeraTMBHOM AMMPOMbI Yy B3POCAbIX
60/1IbHbIX aHaNOrM4YHO NeveHnto nauyeHTos ¢ NTK/H.

MpoBeaeHMe NWUAOTHLIX WUCCAeAoBaHUA MO 3PEPEKTUBHOCTM BbICOKOAO3HbIX MNPOrpamm C
BbICOKMMM A03aMM MeTOTpeKcaTa, L-acnaparnHassl, mdochammnaa c nocaeaytoweit TpaHcnaaHTauuemn
AYTOJIOTMYHbIX CTBOJIOBbIX K/IETOK KPOBW MOKa3asio MoTeHuManbHyto 3¢GGEeKTUBHOCTL: 06WMin OTBET
90%, n3 Hux >80% [P, ogHaKO AAHHbIX 3TUX MCCAEAO0BaHMIA HE[O0CTaTOMHO A/1A pPeKomeHzauuu
LUMPOKOro BHeApPeHMA NoA0OHOM TAaKTUKU B TePaneBTUYECKYO MPaKTUKY.

AHannacTuyeckasn prnHOKI’IETO‘-IHOﬁ I'IMM(I)OMa, aCCounnNpoBaHHAA C rpyaHbiM1 MMNN1IaHTaMU
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OTpenbHble  TepaneBTUYECKME  CTPATErMM  MPUMEHAIOTCA  MPU  aHaNAacTUYeCcKOoM
KPYNHOKNETOYHOMN NMmbomMe, acCOLLMMPOBAHHOM C FPYAHBIMU MMMIAHTaMM, TaK KaK AaHHaa popma
UMEET MHOONEHTHOE TEYEHUNE, U KaK NPaBUI0, XapaKTepmnsyeTtcsa 61aronpmuATHbIM NPOFHO30M:

e B C/lyyae BO3HWKHOBEHMA 3abosieBaHMA B BWUAE BbINOTa BOKPYr MOJIOYHOM Kesesbl
PEKOMEHA0BAHO XMPYPrMyeckoe yaaneHne UMNNAHTA, AOMNONHUTENbHOW NIeKapcTBEHHOM
Tepanuu He TpebyeTcs;

e PV 0YAroBOM TMOPAKEHWUM MAPEHXMMbI MOJIOYHOMN Kenesbl WU/MAN  BOBNEYEHUU
perMoHanbHbiX MMPOY3NI0B PEKOMEHAOBAHO MPOBEAEHME aHTPALMKIAMHCOAEPKALLNX
pexkmMmoB xummoTepanum (CHOP).

OAHaKo, CTaHAapTHble pelleHus ANs MPUHATUA eAMHOW TepaneBTMYECKOW cTpaTernn npu
AaHHOM noaTune AKKJ/1 B HacTosLllee Bpems A0 KOHLLA He 0XapaKTepu3oBaHbl.

AHannacTuuyeckas KpynHoknetouHaa ammdoma y aeteit U noapocTKos

AHannacTuyeckue KpynHoknetouHble ammdpomsl (ALCL) y aeTelr n noapocTKoB cocTasaAoT 10-
15% oT BCcex AETCKUX W MOAPOCTKOBbLIX HEXOAMKKUHCKUX nnmdom. bonee 90% cuctemHbix AKK/ y
aeten otHocaTca K ALK-nosutmuBHbIM AKK/I.

KnuHuueckn AKKJ/1 xapakTepusyloTca yBenanyeHuem nepudepuyecknx, cpeaocTeHus uaun
BHYTPUOPIOWHbIX IMMbATUUECKMX Yy3/10B, 4YacTo 6biBatloT B-CMMNTOMbI UM 3KCTPaHOAA/bHOE
NopaeHue - KOXKa, KOCTH, Ierkne, NeYeHb, ceneseHKa.

JleyeHwue 3TOM rpynnbl NaLMeHTOB ocylecTBaseTca no npotokoay ALCL 99 ¢ nonpaskamu 2006
roga. Cyw,ecTBytoT cnegytowme TepaneBTMYeCcKMe rpynnbi:

* rpynna HWM3KOro pUcKa: cTaama |, N0NHOCTbIO pe3eunpoBaHHasn
* rpynna cTaHAApTHOro pucka: 6onee yem cTtaaua |, NONHOCTbIO pe3euMpoBaHHaA, OTCYTCTBUE
MOPa*KEHUA KOXKMW, CPEAOCTEHNSA, NEYEHU, CeNE3EHKMN, NETKUX
*  rpynna BbICOKOrO PMCKa: NaumneHTbl C N106biM NPOABAEHMEM U3 HUMKENEPEUNCEHHbIX:
- TUCTONIOTMYECKM O0Ka3aHHOe MOoparKeHMe KOXKMU (Kpome 04aroB Hag, yBesnyeHHbIMU N1/y
WAW NPU KOIMYECTBE 04aros meHee 5)
- NOpa)KeHue cpeaocTeHus

- nopaxeHne nevyeHwum VI/M!‘IM cene3eHKkun VI/VIﬂM Nerkux

JleyeHne gna rpynnbl HU3KOro pucka — npeadasa n 3 61oka AM1-BM1-AM2 ¢ meToTpeKkcaTtom
3 r/m? 3a 24 yvaca.

JleyeHne ana cTaHAApPTHOM M BbICOKOM rpynn pucka — npegdasa n 6 6n1okos AM1-BM1-AM2-
BM2-AM3-BM3 ¢ meToTpeKcaTtom 3 r/m* 6e3 WMHTPaTEKANIbHOrO BBEAEHMA.
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Hanuune octatouyHo onyxonu nocne tepanum B obbeme meHee 30% OT MHMLMANBHOW He
paccMaTpUBaEeTCa KaK Heydada M He noApasymMeBaeT Kakux-1mbo moamduKaumin nedeHms.

3KcTpaHoganbHaa NK/T-knetouHaa numdpoma

Bbibop TepaneBTUYECKON TaKTMKM NpU 3KCTPaHoganbHOW NK/T-KneTouyHol iumdome 3aBucut
OT cTaguu 3aboneBaHus.

Mpwu nokanbHbix dopmax (I-11E) Bo3mOXKHO npoBeaeHue TonbKko /1T B gose 50 I'p u 6onee (MNP ot
52 no 100%), oaHaKO cUCTeMHbIe peunamBebl passuBatoTca B 25-40% cayyaes.

CouetaHue NIT n XT yBennumsaet anutensvHyto OB go 78%. MNpumeHeHne JIT B nepBOn IMHUMU
Tepanun (coyeTaHMe UM NocnenoBaTeIbHOE BbINOJIHEHWUE) yYBEIMUMBAET 06Lyo U 6eccobbITUiiHYI0
BbI>KMBAEMOCTb Y NaLMEHTOB C 3KcTpaHoaanbHoWM NK/T-kneTouHoi amnmdomoii.

Yang v konneru B 2015 r. BbINOAHUIM MHOIOLLEHTPOBOE UCCNeA0BaHME PUCK-aAaNTUPOBAHHOMN
Tepanumu paHHUX cTagmii aKkcTpaHoaanbHol NK/T-KnetouHom numbomsl: 5-neTHAs becnporpeccnsHas
BbIXXMBAEMOCTb Yy MAUMEHTOB C HMU3KMM PUCKOM COCTaBMAa: MNpPU MNPOBELEHMM TONbKO Jy4eBOM
Tepanuu 79,2%, nydeBoM Tepanuu C nociaeaywoueir xumuortepanven 81,6%, xummuoTepanuu C
KOHconuaauunen paguotepanuent — 71,5%. Y nauMeHTOB C BbICOKMM pPUCKOM 5-neTHaas bIB
CcOoCTaBM/la - NpuU NpoBeAeHUM nyyveBon Tepanuum 57,9%, BbINOAHEHME /y4yeBOM Tepanuu c
nocneayowen xmmmortepanuveit 72,8%. Takum obpasom, B 0benx rpynnax nayMeHToB C paHHUMU
CTaAMAMM, NPEUMYLLECTBO MMEET BbINOJHEHWE NIYYEBOMN TEpanumM C NOCaeayoLen XummoTepanuen,
BbINO/IHEHWE TOJIbKO Jly4eBOM Tepanuu Npu Haanumm GakTopoB HebNAaronpuMATHOrO MPOrHO3a He
pekomeHA0BaHo.

K ¢akTopam pucKa nNpu paHHWUX CcTaguax sKcTpaHoganbHon NK/T-knetouHoW aumdomsl
OTHOCAT: Bo3pacT >60 net, ECOG22, crtagua |l, nosbiweHne KoHueHTpauuun JIAI, nepBUYHYIO
MHOUNBTPALMIO OKPYKALOLMX TKaHEN.

B cnyyae pacnpocTpaHeHHbIXx cTagnini  3aboneBaHMA  PEKOMEHAOBAHO MpPUMEHEHUe
XMMMOTEPAnNMM Ha OCHOBE pPeXuMmoB, cogepxawux L-acnmaparvHasy. [porHo3 3HaumTenbHO
OT/IMYaeTCA OT paHHMX craguin. MNpumeHeHne Kypca SMILE y naumwentos c lI/IV cTraguamu
3aboneBaHMa M Hannumem $akTopoB HeBNAroNnPUSATHOrO MPOrHO3a MO3BOASET AOCTUrHYTb O6LWMIA
oTBeT B 78% cny4aeB C 5-neTHei 6eccobbITUIMHON BbIXKMBAEMOCTbO PpaBHOM 64%.

KpaﬁHe He6}'IaI'OI'IpMFITHbIMM d)OpMaMM ABNAKOTCA reHepanan3oBaHHble CTaAUN C NOpPaXKeHUnem
KOXMW, 4TO NO3BONAET pacCMmaTpuBaTb BbINOJ/IHEHUNE aNNoreHHoM TPpaHCN/1IAHTAULMN KOCTHOIoO Mo3ra B

nepBoi IMHUKN Tepanuu.

Cyu.gecmyrou.me B HacCToAllee BpemA BapnaHTbl 1Ie4eHUA:
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1. nyyeBaa Tepanus B CAaMOCTOSTE/IbHOM  BapuaHTe (MCMoONb3yeTca MpuU  HaNMYUK
NpPOTUBOMNOKa3aHuit K XT) B cymmapHbIx go3ax- 50-60 Mp.
2. O0AHOBpPEeMEHHas XMMMOoy4yeBan Tepanusa:

- nydyesas Tepanus (COA 44-54 Tp) n oAHOBPEMEHHOE BbIMNO/IHEHME PeyLMPOBaHHOIO
(2/3) kypca DeVIC; cymmapHo A0 3 Kypcos XT;

- nydesas Tepanus (COL 44-54 lp) u eeHepenbHoe BBeAeHwe uumcnnatvHa (930
mr/m%), ¢ nocneaytoLeit KoHconnaaumein — 3 kypca VIPD.

3. nocnepoBaTenbHaA XMMWONYYEBas Tepanuma:

- NOKanbHble ctaguu — XT no nporpamme VIPD ¢ nocneaytouweit ny4yeBoi tepanuen
45- 50 Ip;

- cragum lI-IV- SMILE (2-4 umKkna) c nocneaytolen nydesomn Tepanmeit 45-50 Mp;

- pacnpocTpaHeHHble cTagmm 3aboneBaHMA - pPEKOMEHAOBAHA KOHCOAMZAUMA
TPaHCNNAHTaUMEN ayTONOTUYHbBIX CTBOMIOBbIX KNETOK KPOBW MNpPU  OOCTUNKEHUMU
YacTMYHOI/NONHOM pemmnccuu.

4. peXumbl XMMMOTEpanuu, OCHOBaHHble Ha [19l-acnapruHase — WCNOAb3YHOTCA NpwU
pacnpocCTpaHeHHbIX cTaauax 3aboieBaHUA U He Ha3a/ibHOW dopMme 3aboneBaHus:

- AspaMetDex;

- SMILE.

FenatonneHanbHaa T-knetoyHan I'IMM(')OMa

OaHa u3 dopm T-KAETOUHbIX NMMPOM, KOTOpasa MMeET KpaHe HebnaronpuATHbIA NPOrHo3.
CHOP n CHOP-nogo6bHbie pexunmbl HeadPeKTMBHbI NPU AAHHOM HO3010TMK: 06LLAA BbIXKMBAEMOCTb
JaXe Yy NauMeHTOB, MOMYYMBLUMX TPAHCMNAAHTALMIO AYTOJIOMMYHbIX CTBOJIOBbIX KJ/IETOK KPOBM,
cocTtaBuna 13 mecsaues.

BbiNnoNHEHWEe TpaHCMAQHTALMM aANOFeHHOro KOCTHOrO Mo3ra B nepBoﬁ NNHUN Tepannn o4HO
M3 NoTeHUnanbHO ad)d)eKTMBHbIX TepaneBTUYECKUX DELUEHMVI.

B KauecTBe pexmma MHAYKUMM PEMUCCUMN nepes BbINOJAHEHMEM TPaHCMIAHTaLUMM KOCTHOrO
MO3ra pekomeHAoBaHO nposBeaeHne Kypcos Hyper-CVAD u© 4yepefgoBaHMe BbICOKMX 003
meToTpekcata (1 r/m?)/umntosapa (3 r/m?), ESHAP, npu BO3MONKHOCTM NPEAMNOYTUTENBHO 3aMEHUTb
aHTPALUMKAMHOBbIE aHTMBNOTUKMN HA UX NErMINPOBaHHbIE GOPMbI.

B oTaenbHbIX cAydasax ANAa CHUXKEHUA MACCbl ONYXOU U LMUTONEHMYECKOro CMHAPOMA, KOTopble
MOTYT melaTb NpoBeaeHNIO XUMNOTEPANNUN, BO3MOXKHO BbINOJIHEHNE CNNIEHIKTOMUN.

T-KNeTouHblii nponnmdeoLUTapHbIi NeiMKo3

YuntbiBaa OTCYTCTBME MOHOKAOHA/IbHOIO aHTUTEeNna aHTU-CD52 B cnucKke 3aperncTpmMpoBaHHbIX
npenapartax Ha TeppuTopuun PO, npenapatamu Bbibopa B IYEHUN AaHHOW HO3010TMYECKOW GOPMbI
ABNAKOTCA NYPMUHOBbLIE aHANOMM — MOHOTepanusa 6eHAaMyCTUHOM UK XMMUOTEPANMA No Nporpamme
FMC. B ogHOM UccnefoBaHUKM NpUMeHeHMe beHgamycTMHa B gose 70-120 rv\r/rv\2 (npeanoutuTenbHO



118

MCNONb30BaTb MaKCUManbHyto f[03y) B 1, 2 aHM 21-gHeBHOro LUMKAa (CymmapHO 6 Kypcos)
No3BO/IMIO AOCTUIHYTb obuiero oteeTa y 53,3% nauneHToB, B TOM YuUC/e Y NON0BUHbI BEHAAMYCTUH
6bl21 UICNO/1Ib30BAH B KaYecTse Tepanmm cnaceHus.

OpaHaKo, yuuTbiBas HENPOAOMKUTENbHYIO MeauaHy 6eccobbiTUHON BblKMBaemocTu (5-12
MecaueB), y naumeHTos, gocturwmx MNP/YP, pekomeHA0BaHO PACCMOTPEHME BOMPOCA O BbIMOJAHEHUN
aNoreHHoM TPaHCNNaHTaLMM KOCTHOrO MO3ra.

T-knerouHas niMmdoma, accouunMpoBaHHasA ¢ sHTeponartueii (EATL)

T/NK-KnetouHble inmbomsbl ¢ nepsuyHbIM BosieveHnem KT BcTpedatotca peako, MoryT 6biTb
accoUMMpPOBaHbl KaK C LeNMaKkuel, Tak M ¢ uHbMUMpoBaHMEM BMpycom InwTenHa-bapp. Kak
NpaBuIo0, XapaKTepPU3YITCA arpeccMBHbIM TeYEHMEM M MNAOXMM MPOrHO30M, OAHAKO CyLLEeCTBYIOT
OMUCaHUA egUHUYHBIX C/lyYaeB MHAONEHTHOro TedyeHnA dnwTaiHa-bapp HeratmeBHbIX NK-KneTouHbIx
nmmoom.

OgHMM M3 BapuaHToB nepudepryecknx T-KNeToYHbIX AMMEGOM C NEPBUYHLIM MOPAXKEHUEM
KT aBnserca T-KnetouyHaa numdoma, accoumMmpoBaHHana ¢ aHTeponaTtuei (Enteropathy-Associated
T-Cell Lymphoma, EATL). Yactota BCTpeyaemocTM pAaHHoro 3abonesaHus cocTtasaset 0,1-
0,14/100 000 yenosek B roa, u B cpeaHem EATL coctasnset 1,4% OT BCeX HEXOOAKKUHCKUX Anmdom.
MeanaHa Bo3pacTa 60/bHbIX Konebnetca ot 57 go 64 net, 3a601eBaOT NPEUMYLLECTBEHHO MY¥KUYMHbI
(61-64%). Ha MOMEHT AMArHOCTUKM Yy HOMbLIMHCTBA NauMeHTOoB (40 88%) HeyA0BNETBOPUTENbHbIN
comatmyeckuii ctatyc (ECOG > 1), yto cBf3aHO, B MNepByl o4yepedb, C MNPEUMYLLECTBEHHbIM
BOB/IEYEHMEM TOHKOWM KMLIKM, YacTOM accoumaumen c Uennakmen, pPasBUTUEM TAMKENOM
aNIMMEHTAapPHOM HeAOoCTAaTOYHOCTM, NEepPeHeceHHbIM MEePUTOHUTOM U  WUHTEHCMBHbIM 60s1eBbIM

CUHAPOMOM.

KnuHnuyeckne npossneHua 3aboneBaHMA He 3aBUCAT OT TMMa AMMGOMbI U NpeacTaBiAeHbl
cnabocTblo, noaAsneHMem 601€BOro CMHAPOMA B BPIOLWHOM NOMOCTU, aHOPEKCHEN, MHOTAA KNNHUKOMW
nepuToHMTa BCAeacTeme nepdopaumm KUWKKU. Pasmep onyxonm He 3aBMCUT OT NpeaLlecTByOLWEro
aHamHe3sa uenuvakmn. B 90% cnyyaes BoBneveHa TOHKAA KULWKA, B 16% c/iyyaeB — TONCTaA KULLKA, B
TPeTu cnyyaesB — Me3eHTEePU/IbHbIE, NapaaopTa/ibHble U NOAB340LWHbIE AMMdaTUYEcKme y3bl, B 5% —
XenypoK. [lopakeHne KOCTHOrO Mmo3ra BbisiBaseTca pegko. OnepaTtMBHOE BMeLIaTesIbCTBO
BbinonHsAeTca y 90% MauMeHTOoB, Tak KaK B HGO/bLIMHCTBE C/ly4aeB NMPUUMHON 0bBpalleHUsa K Bpady
ABNAETCA WHTEHCUBHbIN 60NeBOM CUHAPOM B OpPIOWHOW MNOMOCTUM, WMMUTUPYIOLWLUA KapTUHY
nep¢dopaumnm NONOBOro OpraHa UM KUWEYHYH HENPOXOAMMOCTb.

CragunpoBaHue EATL ocywecTBAAeTCs TaK e Kak M npu gpyrux ammdeonponndepaTnBHbIX
3aboneBaHuAx. B cBA3M C BbICOKMM nponvdepaTMBHbIM  MHAEKCOM OMyXOAeBbIX KNETOK
uenecoobpasHo BbinonHeHue M3T fo v nocne 3aBeplieHUa Tepanuu. HU ogHa M3 06LEenpPUHATLIX
NPOTrHOCTUYECKUX CUCTEM, BKIHOYAA MPOTHOCTUYECKUI MHAEKC gnAa nepudepnyecknx T-KNEeTOYHbIX
nmdom, He NO3BOAIAET Pa3feINTb NALMEHTOB Ha rpynnbl NO NPOrHO3Y.
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EATL nporHoctnyeckn HebnaronpusatHa —-— npumeHeHne CHOP-nopob6HbIX cxem Tepanuu
NO3BOMAET AOCTUTHYTb 5-TM  NIETHIO BbI’KMBAEMOCTb TONbKO B 9-22% cnyyaeB, meguMaHa
6eccobbITUIMHON  BbIXKMBAEMOCTM COCTaBAsSIET OKo/M0 7 MmecsaueB. Ickajaums Tepanuu C
MCNONb30BaHMEM BbICOKMX [03 MEeTOTpeKcaTa M  ayTONIOTMYHOM TPAHCMAHTALMM  CTBOJIOBbIX
KpoBeTBOpPHbIX KneTok (ayToTCKK) npogemoHcTpupoBana BbICOKY 3pdeKTMBHOCTL — obwas 5-
NeTHAS BbIXKMBAEMOCTb gocturna 60%. Takmm obpasom, Hanbonee BaxKHbIMU MPOrHOCTUYECKMMM
daKTopammu ABAAKOTCA COMATUYECKUA CTaTyc M Bo3pacT 6osibHOro — ¢akTopbl, MO3BOAAOWME
NPOBOAUTb BbICOKOAO3HYIO NoamxmummoTepanuio (MXT).

Xupyprudeckoe nedeHne HeadPEKTUBHO, OMeEpPaTMBHblE BMELIATENLCTBA BO3MOMKHbI MNpPK
BbICOKOM pPUCKEe 0BCTPYKLUKN, KPOBOTEYEHUA MM NepdOopaLLUK, 1 B TOXKE BPEMA, ABNAIOTCA NPUYNHON
334€epXKKM B Hadvane agekBatHon [IXT, ocobeHHO B Cayyasax pPas3BUTUS MoOC/eonepaLmoHHbIX
MHPEKLMOHHbIX OCNOXKHEHWNIA.

M3-3a pepKol BCTpeyaeMocTn 3abosneBaHUA 6OAbWKMX  KAMHUYECKUMX  UCCAef0BaHWUM,
nocesilleHHbIX Tepanun EATL, He cyuwectByer. Hanpumep, KUTaNCKOE MY/IbTULLEHTPOBOE
nccnefoBaHue BbiABMAO TObKO 38 60sbHbIX co Il Tumom EATL 3a 19 net HabaogeHuA. B ceBepHom
pervoHe AHrnun u WoTthaHamm ¢ 1994 no 1998 roapl 3aperncTpupoBaHo 54 6onbHbIX, a ¢ 1998 no
2010 r. gna nposefeHMA BbicokogZo3HOW Tepanuu IVE-MTX pekpyTnposaHo 26 nauueHTtos, 14 n3
KOTOpPbIX 6blna BbiNosHeHa ayToTCKK. Ha cerogHAWHWI AeHb 3TO camoe 60/bluoe MccaenoBaHue
3¢ dEKTUBHOCTU KaKoro-nmbo onpeneneHHoro suga tepanmm EATL.

MNMpumeHeHWe BbICOKOAO3HbIX NPOrPamm XMMMOTepPanum ¢ KoHconngaumei aytoTlICK nokasano
[O0CTaTOYHO BbICOKME pe3ybTaTbl NPU AaHHOM Tune T-KAeTouHbix Anmom — 5-neTHsaa OB gocturna
66%, meamaHa BblxKMBaemoctn 46 mecaues.

Peuunpausbl, pe3ncteHTHble Gopmbl

OCHOBHble MMUPOBbIE PeKOMeHAaUun Npu peuuamnse UaM NporpeccuposaHmMm 3abonesaHua —
Tepanua B pamKkax KIMHUYECKUX UCCeloBaHUIA. Peluaowmmm B BbIGope TaKTUKM Tepanuun 2-it AnHUM
ABNAIOTCA BO3PACT, COMaTUYECKUI CTaTyC MauMeHTa, BO3MOXHOCTb TPaHCMIaHTaUUU aNNoreHHbIX
CTBOJIOBbIX KPOBETBOPHbIX KNETOK. lMpWU HainMuyMM BO3MOMKHOCTM B KayecTBe pexuma MHAYKUUn
npeanoyTeHne OTAAlOT  BbICOKOAO3HbIM MNporpammam (Kypcbl € npenapatamu  NAaTWHbI,
remumntabuHa, Dexa-BEAM).

[na CD30-N03UTUBHbIX T-KAETOUYHbIX IMMPOM BbICOKanA 3PpPEKTUBHOCTb NPOAEMOHCTPUPOBaHA
npyM MCNonb3oBaHWM 6peHTyKcMmaba BeAOTMHA — MOHOK/AOHaNbHOrO aHTM-CD30 aHTuTena,
KOHbIOTMPOBAHHOTO C MOHOMETMAAypacTMHom E. [laHHbIM npenapat MpPUMMEHSeTca B KayecTse
Tepanuu nepes BbINOJHEHNEM TPAHCM/IAHTALUMKM KOCTHOTO MO3ra (ayTONIOMMYHbIX WU a/IoreHHbIX
CTBOJIOBbIX K/IETOK KPOBM).

Mpy peumamBax M PE3UCTEHTHbIX Gopmax 3KcTpaHoganbHol NK/T-knetouyHoit Aumdomsl
3 PEKTUBHbBI peXXnMMbl XMMHOTEPANUKU Ha ocHoBe L-acnaparunHasbl (AspMetDex, SMILE).
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MepBuUUYHbIE KOXKHble NIMMPOMbI

OnpeaeneHue

MepBuyHble nAumdombl  Koxku  (/IK) npeacTtaBnaT coboit  reteporeHHyo  rpynny
nmoonponubepaTusHbix 3abonesaHuii T/NK- M B-kneTouyHoW nNpupoAdbl, KOTOpble Ha MOMEHT
NOCTAaHOBKW [AMarHo3a JIOKa/JM3YIOTCA TOAIbKO B KoxKe. OHM 3aHMMaAlOT BTOPOE MECTO MO YyacToTe
Cpean  3KCTPaHOA4ANbHbIX  HEXOAMMKMHCKMX uMpomM M NpeacTaBAfAiOT  cobOM  OTAENbHbIN
K/IMHWUYECKUI M TMCTONATO/IOMMYECKUIN NOATUN ONYX0JIM, YAaCTO OT/IMYAIOLIMIACA OT COOTBETCTBYHOLUMX
MM HOZA/NbHbIX aHA/JIOTOB He TO/IbKO MO XapaKTepy TEYEHWSs M MPOrHo3y, HO U MO HaUYUI0
cneundrUyYecknx XpoOMOCOMHbIX abeppaLmii U 3KCNPeccnmn pasnYyHbIX OHKOreHoB.

Knaccudukaumsa

B 2005 roay BcemupHaa opraHu3aums 34paBOOXPaHEHUAs COBMECTHO c EBponeiickoi
OpraHusaumeit No nsydeHuto U nedeHunto paka (European Organization for Research and Treatment
of Cancer — EORTC) co3ganun BO3-EORTC knaccudukaumio /1K, KoTopaa coaep>kut Hambonee nonHyo
KNMHUYECKYD, MOPPOMMMYHONOTMYECKYID U MOJIEKYNAPHO-BMONOTMYECKYID  MHPOpMaLMIO,
Kacatowytoca nepBudHbiX JIK M Heckonbkux numbonponamdepatMBHbix 3abonesBaHuin, 4YacTo
HaUYMHAKOLLMXCA C NOPAXKEHMA KOXK (Tabanua 1).

Tabanya 1
BO3-EORTC-knaccnduKaLma KoKHbIX iMmdpom

T- u NK-knetouHblie iMm@pombl KOXHU

MonboBUAHBIN MUKO3

MoAaTunbl rPM60BMAHOrO MMKO3a
donnnKyNoTPONHLIN
MepKeTonaHbIN peTukynes
CMHAPOM FrpaHyNeMaTO3HOM BANOMN KOXKM

CnnHppom Cesapu

T-knetouHas nenkemmna/anmeboma B3poC/bix

MepBurYHbIE KOXHble CD30+ AumdbonponundepatnBHbie 3aboneBaHNs
MepBMYHAA aHaN/IAaCTMYECKasa KPYMHOKAETOYHAsa IMMPOMA KOXKM
NumbomaTonaHbIn nanynes

MoaKoxHaA NaHHMKyAMTONoA06OHas T-kneTouHaa AMmeboma

3KkcTpaHoganbHaa NK/T-knetouHaa ammboma, HazaibHbIN TUN

MepBUYHanA KoXKHaA nepudepuryeckan T-kneTouyHaa NMMPOMa, HeYyTOUHEHHAA
MepBUYHAA KOXKHaA arpeccnBHasn anuaepmoTponHasa CD8+ T-knetouHaa numopoma
KoxHas y/8+T-kneTouHas ammooma
MepBuyHaa KoxHaa CD4+ nneomopdHas T-kneTouyHas AMMdOMa U3 KNETOK MabIX U CpeaHUX
pa3mepos.

B-KneTo4Hbie n MM(I)OMbI KOXHU

NepBnYHaA KoXKHaA B-kneTouHan nwv\cboma MapFMHaﬂbHOVI 30HbI
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MepBUYHAA KOXKHAA MMMPOMA U3 KNeTOK GONSIMKYNAPHOIO LEHTPA

MepBMyHaa KoxkHaAa auddysHaa KpynHOKNETOYHaa B-kneTouHaa Aumdpoma, TUN  HUMKHUX

KOHeYHocTeMn

MepBrYHanA KoxKHaA Anddy3Has KpyNnHOKAETOYHan B-kneTouyHasa ammooma, gpyras
BHyTpuMcocyamcTan KpynHOKAeTouHan B-knetouHaa numdoma

Femoaepmumn U3 KNeToK-npeaLecTBeHHUKOB

CD4+/CD56+ remoaepmua (6nactHaa NK-knetouHas ammeoma)
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FpnboBUAHDLIA MUKO3

fpnboBuaHblit  Mukos (M) — nepBMYHas anuaepmoTponHaa T-knetouyHaa JIK,
XapaKkTepusyloLlwancs nponndbepaumen manbix U cpeaHux T-nimmdountoB ¢ uepebpndopmHbIMU
Agpamun. TepmnH «TM» B HacTosLLee Bpema NPUHATO MCMOMb30BaTb TOMbKO ANA KAAaCCUMYECKOro
BapuaHTa TeuyeHua 6onesHun «Anmnbepa-baseHa», XapaKTepU3YIOLWEroca MO3TanHOMN 3BoNIOLMEN
nAaTeH, ONAWEK W y310B, WAM ANA BAPUAHTOB CO CXOAHbIM KAMHUMYECKMM TeyeHunem. Ecnum
3aboneBaHMe nNPOABAAETCA TO/MbKO HanuuMem y3noB (onyxonei) 6e3 npeallecTBYOWMX WAn
COMYTCTBYIOLWMUX UM NATEH U baawek, anarHo3s M manoseposaTeH. 'M 06blYHO TeueT 6aaronpuATHO,
MeZJIEHHO MPOrpeccupys B TeYEHUE HECKOJIbKUX NIeT UK AaxKe AecaTunetuit. Ha nosgHux ctagmusax
MOTYT BOBAEKATbCA IMMPaTUUECKME Y3/1bl U BHYTPEHHUE OpPraHbl.

M naBnseTca Hambonee pacnpocTpaHeHHOW (GOPMON KOXKHOM T-KNeTouyHoW nMmebombl U
coctasnfaeT 1% Bcex HEXOOKCKUHCKMUX nnmdom, 50% nepsBuyHbIX TMMOOM KOXKM U 65% KOXKHbIX T-
KNeTouHbIX umdom. 3abonesaemoctb TM B MuUpe paBHa 6-7 cnyvaes/10° ¢ TeHaeHumeild K
peryiapHOMy MOBbILIEHUIO B NOC/EAHUE AeCcATUNETUA. DTOT NMOKa3aTesib 3HAYUTENIbHO BapbUpyeT B
pasAnyHbIX reorpaduyeckmx pernoHax: B CLUA coctasnsier 0,46 cnyyaes Ha 100 000 yenoBek, B
cTpaHax Esponbl kKonebnetca ot 0,26 fo 1,0 Ha 100 000 HaceneHus (55% MyRUMH U 45% KeHLWMH).
Bonee 75% M pwmarHoctupyetca y auu, ctapwe 50 neT, cpeaHuit Bo3pacT aebiota 3abonesaHums
coctasnseT 55-60 net. (M MOKeT TakkKe nopaxaTb geTel U noapocTkoBs (1% cnyyaes). CooTHOWeEHME
3a00N1EBLUMX MYXKUYMH U XKEHLWNH cocTasnseT 2,0:1, c npeobaagaHnem NaLMEHTOB C TEMHbIM LBETOM
Koxu (1,7:1).

guarHocmua

1. Kputepuu ycTaHOB/NEHUA gUarHosa

OnarHo3 M ycTaHaBAMBAETCA Ha OCHOBAHWW KOMMAEKCHON OLEHKU KAMHWYECKON KapTWHbI
3a60N1eBaHMA, TMCTONOTMYECKOrO U UMMYHODEHOTUNMYECKOrO UCCAef0BaHNA BMONTaTOB M3 0Yaros
NMopaKeHUA KOXW, onpeaesieHns NnepecTponkn reHa T-KAeTouYHOro peuenTtopa.

KnnHnyecknumu cumntomamm, XxapakTepHbIMKU 18 paHHUX cTaguii TM, asnatoTca:

e BbicbiNaHMsA BapuabenbHol popmbl, pasmepos U LiBETa

e (deHOMEH 04HOBPEMEHHOIO NPOrPeccCUpPOBaHNA U PErPeccMpPoBaHMA OTAENbHbIX BbICbINAaHMMA

o [oikunogepmus (NATHUCTAA NMUTMEHTALNA, TENI€aHTMOIKTa3NN, aTPOPUA KOXKM)

e  IHOXEeCTBEHHOCTb BbICbINaHWIA, HECKO/IbKO 30H BOB/IeYEHMSA

e XapaKTepHas /I0Ka/nM3auua BbICbIMAHMI Ha y4yacTKaxX KOXM, He NoABEepralomMxcs COAHEYHOMY
obnyyeHuo

o  KOXHbIi 3yA4, 4acTto conposo»(p,a}ou.l,mﬁ BbICbIMaHNA

fucToNorMyeckoe 3akilYeHUe [JO/IKHO Y4YMTbiBaTb KJ/IETOYHbIA COCTaB  AepMasibHOro
WMHUAbTPaATa 1 ero pacnonoxeHme. OCHOBHbIMU ANArHOCTUYECKMMU KpuTepuammn M, asnatoTca:
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e Hannume B MHOUNbTpaTe nNaeomopdHbIX («uepebpndopmHbIX») AMMOONLHBIX KNETOK MasbiX U
CpeaHUxX pasmepos

e Hannume numoonaHbIX KNETOK, pacnonaratowmxca Lenoykon 8 6asanbHoOM pagy anuaepmuca (3
n 6onee)

e Hanuume MHTpasnNuaepmanbHbIX NAUMPOLUTOB, OKPYMKEHHbIX CBET/IbIM MEePUHYKIeapHbIM
oboakom (haloed lymphocytes)

o [loBblWEHHOE KONMYECTBO WHTPAsNMAEPMasbHbIX AMMOOLMUTOB MPU OTCYTCTBUMM CMOHIMO3a
(«amMcnponopumMoHanbHbI ANUAEPMOTPOMUIMY)

e Pasmep annaepmanbHbix IMMPOUUTOB BONbLLIE, YEM AEPMASbHbIX

e  BHyTpuanuaepmaabHble cKonaeHus ammooumTtos (MmMKpoabeueccol NoTpue)

o  dubPO3 U/MNM OTEK COCOMKOBOW YaCTU AEPMbI

[na noBbllWeHUsA AO0CTOBEPHOCTU TMCTO/IONMYECKOTO MCCAeAOoBaHUA HeobXogMMO OTMEHSATb
NleyeHue NobbIMU HapyKHbIMKW NpenapaTamm, 0CO6eHHO CoAep Kal MMM KOPTUKOCTEPOUbI, a TaKKe
CUCTEMHBIMU KOPTUKOCTEPOMUAAMM M MMMYHOCYNPEccaHTamm 3a 2 HeZen Ao npoBeaeHusa buoncuu.
B HeACHbIX CAy4yasx pPeKOMEeHAYeTcs NpoBeAeHWe HEeCKONbKMX 6MOoNcuMiA M3 pasHbIX 04aroB W
NOBTOPHbIX 6UONCUit yepes 2-4 Hegenn (6e3 HasHauYeHUA HAPYKHOW Tepanum).

MpY MMMYHOrMCTOXMMMUYECKOM UccnegoBaHum M xapaktepusyetcs UHGUAbTpaTom us o/f
T-xennepos, KOTopblie MMelT caeayrowmnii ummyHodpeHotun: BF1+ CD3+ CD4+ CD5+ CD7+ CD8-
CD45RO+. Pesxe BcTpeuatotca T-umtoTokcmueckuin (BF1+ CD3+ CD4- CD5+ CD8+) u y/6 (BF1- CD3+
CD4- CD5+ CD8+) ¢deHotunbl. B aTux cnyyasx Tpebyercs KAMHMKO-Mmopdonormyeckas Koppenaums
AN ncknoveHna CD8+ arpeccMBHOM aNNAEPMOTPONHON T-KAeTouHON AMMdombl M ¥/& T-KNeTouHol
nmmoombl. B no3gHux ctagusax F'M moxkeT HabaoaaTbcA NOMHAs UAM YacTMYHAs NOTePs IKCMPeccum
naH-T-kKneTo4YHbix aHTureHos CD3, CD5 u CD7, noaBneHmne 3KCNpeccum UMTOTOKCUYECKUX NPOTEMHOB
TIA-1, rpaH3uma B 1 nepdopmHa, a TakKe abeppaHTHbIl CD4+/CD8+ nnn CD4-/CD8- peHoTun.

MUP-uccnepoBaHue gna onpeaeneHun peapaHXMpoBKU reHa T-KneTouHoro peuentopa (TKP)
ABNSAETCSA BCMOMOraTe/ibHbIM METOA0M, TakK KaK MOHOK/TIOHa/IbHOCTb MHOUIbTPaTa 0bHapyKMBaeTCcs B
90% cnyyaes basweyHoM 1 onyxonesoi ctaguii TM m anwb B 50-60% - B NATHUCTOMN CTaguu.

2. CragupoBaHue 1 nnaH obcnenoBaHuA

CragupoBaHue M NpoBOAWTCA COMNAcHO pekomeHzaumam MexayHapogHoro obuectsa no

nmmdomam KoK 1 EBponerickoi opraHMsaLmmn no nsyuyeHunto 1 iedyeHunto paka aia 'M u cuHapoma

Cesapwm (CC) (ISCL-EORTC staging system for MF/SS) (taba. 1).

MnaH o6cnefoBaHNA BapbUPYET B 3aBUCMMOCTM OT cTaauu M.
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e [lpu la n |b cTagnax AocTaToyHo NpoBeaeHUa pU3MKaSbHOrO OCMOTPA C KAPTUPOBAHUEM KOXKM,
peHTreHorpaduun opraHoB rpygHoi Knetkn n Y3U nepudepnueckux nimmdaTnyeckux y3nos.

e [laumeHntsl c II, Il n IV ctaguamu gomxkHbl 6bITb 06Cceg0BaHbl B COOTBETCTBMMU CO CTaHAapTamu
ob6cnenosaHna 60nbHbIX HOAANbHbIMM AMMPOomammK. Kpome Toro, npu Haanuum nateH/6nawex
HeobxoaMMo onpegeneHne NAoWaan NopaxeHMa KOXKHOro MOKPOBa, MPW HaIUYUK Yy310B —
onpegeneHune nx obwero KoanM4ecTsa, pasmepoB HaMbONbLIErO Y313 U BOBAEYEHHbIX obnacTei

KOXMW.

Tabnuua 1
CragmposaHue 'M/CC cornacHo pekomeHaaumam ISLE-EORTC

Koxka
T, OrpaHuyeHHble NATHA, nanybl, M/uam 6aawkKK, nokpbisaowme <10% KOXKHOro NOKPoBa
T, — TONBbKO NATHA
Tip — 6NAWKK £ NATHA
T, MatHa, nanynbl, u/unm 6aAWKKM, NoKpbiBatoLwme >10% KOXKHOro NoKpoBsa
T,, — TO/IbKO NATHA
T,p - 6NAWKKM £ NATHA
T3 OawvH unu 6onee y3nos (21 cm B Anametpe)
T, Cnueatowanca sputema, nokpbiBarowan 280% noBepxHOCTU Tena

Numdeatnueckume y3nbi
No HeT yBenunyeHus nepudepmnyecknx itMMmbaTnyeckunx y3nos, ux bmuoncusa He Tpebyetca
N; MNepudepuuyeckne numdaTnyeckme y3nbl yBenndeHol; ructonatonorusa Dutch grade 1 nam NCI LNg.,
N1, — KNOH-HEeraTuBHblI
N1p — KNOH-NO3MUTUBHBI
N, MNepudepuyeckne numdatmyeckme y3nbl ysennyenol; ructonatonorusa Dutch grade 2 nuam NCI LN;
N,a — KNOH-HeraTuBHbI
N,p — KNOH-NO3UTUBHBI
N3 MNepudepuyeckne numdatmnyeckme ysnbl ysennyerol; ructonatonorusa Dutch grade 3-4 unun NCI LN,, KNOH-NO3UTUBHbI UM HEFATUBHbI
Ny NMepudepunyeckne nnmoaTmyeckue y3nbl yBeaNYEHbI, HET TMCTONIOFMYECKOro NOATBEPKAEHNA

BHyTpeHHue opraHbl
M, HeT BOBNEUEHNA BHYTPEHHUX OPraHoB
M; BoB/ieyeHWe BHYTPEHHMX OPraHOB (C yTOYHEHMEM OpraHa U MOPGONOrMYECKMM NOATBEPKAEHNEM)

Kposb
B, OTCyTCTBME 3HAUUTE/ILHOTO BOBNEYEHUA KPOBU: aTUNMYHble (Ce3apu) KneTku cocTaBnaioT <5% aMmdbounToB nepudepryeckoin Kposu
Boa — KNOH-HEraTUBHbI
Bop — KNIOH-NO3UTUBHBI
B, YmepeHHOe BOB/IEUYEHWNE KPOBU: aTUMUUHble (Ce3apu) KNETKM coCTaBnatoT >5% numdboumntos nepudepruieckoit Kposm
B1, — KNOH-HEraTUBHbI
B1p — KNIOH-NO3UTUBHbI

B, 3HauuTenbHoe BoB/evyeHue KpoBu: 21000/l knetok Ce3apu € NO3UTUBHBIM KTOHOM

Craguun T N M B
PaHHue

1A 0 1] 0,1
IB 0 0 0,1
A 1,2 1,2 0 0,1
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Mo3aHue
1B 3 0-2 0 0,1
M 4 0-2 0 0,1
A 4 0-2 0 0
nB 4 0-2 0 1
IVA; 1-4 0-2 0 2
IVA, 1-4 3 0 0-2
IVB 1-4 0-3 1 0-2

Neyenue’®

Mpu Ha3HavyeHUn Tepanum M pekomeHA0BaHO cob0AaTh cneayolme NPUHLMUMbI:

o [loagxoabl K NeYeHU0 ONpeaensatoTcA MacCo ONyX0aM U CKOPOCTbHO NPOrpeccmm

e [lo BO3MOXHOCTM HEOBX0AMMO n3beratb NOAaBAEHMA UMMYHHOMO OTBETa

o [lpu HeobxoaMMOCTH CUCTEMHOTO neyeHunA npeanoyTUTe/IbHO Ha3HayeHue

MMMYHOMOAY/NPYIOLLLEN Tepannn, a He XuMmuoTepanum

e KombuHMpoBaHHasA nnm MYNbTUMOAAbHaAA (Hanpumep,  coyeTaHWe  CUCTEMHOM
MMMYHOMOAY/UPYIOLLEN U Hapy»KHOM) Tepanus 6onee apdeKkTUBHA, Yem Nto6as MoHOTepanus

o (CBOEBpPeEMEHHas OMArHOCTMKa WM nedyeHve WHGOEKLMOHHbIX OC/NOMHEeHUN (MHorga Aarke npu
OTCYTCTBMM KAMHWUYECKMX MNPU3HAKOB WMHGOEKUMOHHOIO Mpouecca Ha Koxe) npuBoAMT K
YNIYUYLIEHMIO COCTOAHMA NaUMEHTa

e bosblwoe 3HaYeHMe nMmeeT neveHue 3yAa, 3HAYUTENIbHO CHMXKAOLWeEro Ka4ectBo XU3HU

Hanbonee BaxHbIM GAKTOPOM MNPWU MNAAHWMPOBAHUWM JIeYEHUA M ONpeaesieHUn MpPOorHosa
ABNAETCA YCTaHoOB/AeHMe cTaaunm 3abonesBaHus. CornacHo nepecmoTpeHHol ana TM/CC TNM
Knaccuduraumm, 4 KnMHMYECKnx ctaguii MM NpUHATO YCNOBHO pa3fensatb Ha paHHue (A, IB, 1IA) u
nosgHue (1B, I1II, IIA, 11IB, IVAL,IVA2, IVB). B 60nblWUMHCTBE CAy4aeB Yy MAUMEHTOB, Yy KOTOPbIX
OMarHOCTUpPOBaHbl  paHHWE CTaguu, reHepanmsauua npouecca He npoucxoaut. CpenHan
BbIXXKMBAaeMOCTb 411 3TOM rpynnbl paBHa 12 rogam. B mo3gHux cTagmax y NauMeHToB C y3namu,
apuTpoaepmMUuent, BoaedeHnem nMmeaTUYECKUX Y3/10B M KPOBU, HO 6e3 MopakeHus BHYTPEHHUX
OpraHoOB CpeAHAs BbIXKMBAEMOCTb COCTaBAAET 5 neT. MPorHo3 y nayMeHToB ¢ y3namu (T3) xyxe, yem y
nauMeHToB C apuTpoaepmuein (T4). BHyTpeHHMe opraHbl npu M BOBnEKalOTCA pPeaKo, cpeaHss
BbI*KMBAEMOCTb MPU 3TOM He npeBbiwaeT 2,5 ner.

MauueHTbl co ctaguamu IB/IIA, nmetowme ponankynapHyto ¢opmy MM, Man NaLMEHTbI C OYEHb
TOACTbIMM BafilKamn MMetoT 60/see NAOXOW MNPOrHO3 WM3-3a CHUMKEHHOW YyBCTBMTE/IbHOCTM K
HapyXHbIM BUAAM Tepanuu, YTO HeoHXOAMMO YUMTbIBATb MPU HaA3HAYeHUW nedyeHuAa. B nosgHux
CTagMAX HaAMuMe MHOXECTBEHHbIX Y3108, KPYMHOKAETOYHOM TpaHChOPMALUM U  CHUMKEHUA

10 v o

M3-3a BbIparKeHHOM reTeporeHHOCTM U HU3KOM pacnpocTpaHeHHOCTM 3a601eBaHUA, KONNYECTBO
KOHTPO/IMPYEMBbIX KNMHUYECKUX UCCAeA0BaHWIA HEBEIMKO, MO3TOMY BCE PEKOMEHAALMM [@aHHOTO pasaena
MMEIOT YPOBeHb AoKazaTenbHocTwu IlI-IV, C-D
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KonnyectBa CD8+ T-KNeToK B AepManbHOM UHOUALTPATE M/UAWU KPOBM TaKKe accoLMMPOBaHO CO

CHUXXEHMEM BbIXXMBAEMOCTH.
1. Tepanua paHHux ctaguii (1A-11A) TM

Ona naupeHToB B |A cTaguun ¢ HEBONLLIMMU OYaramu NOParKeHUA KOXKM AOMNYCKAaeTCs TaKTUKa
«Habnoaan 1 Kam» nog cTporum HabnlogeHnem spava.

Y naumenTos c IA, IB n lIA cTagnammn ncnonb3yroTca cnegytowme BUAbl HAPYKHEN Tepanuu
(HT):

1. Tonuyeckue KopTukocTepouabl (Knacc |, beTameTtasoHa gunponuoHat 0,05% uam momeTtasoHa
¢dyopat 0,1%) HaHOCATCSA Ha NOBEPXHOCTb BbICbINAHMI 2 Pa3a B AeHb 40 MNONHOMO paspeLleHuns.

2. Y3KkoBoJsIHOBOe ynbTpaduonetoBoe obnydyeHue (YOO) cnektpa B. ObayyeHne nposogutca 2-3
pa3a B Heaento, nepeas 3KCNO3UUMA AOMKHA ObiTb He H6onee 70% OT paHee onpeaeneHHoW
MWHUMANbHON 3puTeMHOM [03bl. [locnepylolme 3KCNO3UUMKM  MPOBOAATCA  CAEAYHOLWUM
o6pa3om: Npu OTCYTCTBMM 3pUTEMbI — BPEMSA SKCNO3ULUKN yBeanumBaetca Ha 40%, npu cnabon
aputeme — Ha 20%, Npu BbipaXKEHHOM 3pUTEME — OCTAETCA TeM Ke. PeKoMeHA0BaHO ANA NATEH U
TOHKMX baawek. HenocpeactBeHHble NO60YHbIE 3PPEKTLI — IPUTEMA, 3y, OLLYLLEHME HKIKEHUA.

3. NYBA-tepanua (ncopaneH + ynbtpadpmnonetosoe obnyyeHme (YPO) cnektpa A). 3a 2 yaca Ao
06/1ly4eHUA NaLMEHT NPUHMMAET NepopanbHO 8-MeToKcuncopaneH B gose 0,6 mr/Kr, HayanbHas
[03a 06/yyeHna 3aBUCUT OT Tma Koxu (0.25-1.0 [xk/cm?), 3aTem C KawAblM CeaHcoM A03a
nosbiwaetca Ha 0,25-0,5 [x/cm® uan 6onee B 3aBUCMMOCTU OT BbIPaXEHHOCTU 3pUTEMBI.
JleyeHune nposoauTca 3-4 pasa B Hegento A0 paspelleHnn BbicbinaHunin (30-35 ceaHcos). O6Lan
Ao3a Bapbupyet ot 50 oo 80 [3K/cM?, 4TO BbIBaET AOCTaTOUHBIM ANA AOCTUNKEHUA KIMHUYECKOM
pemuccun. MNMpumeHseTca Npu pPacnpocTpaHeHHbIX U 6osiee MHOUABTPUPOBAHHDLIX 3/EMEHTAX,
donnukynapHor dopme M. [MobouHble 3PPeKTbl BKAOYAOT 3pUTEMY, TOLLIHOTY, 3ya,
doTopepmaTUT U GOTOKapLMHOTEHES.

4. JlokanbHaa ny4yeBasa Tepanua MCNOAb3YeTcA Y MAUMEHTOB C HeBONbLWIMM  KOJIMYECTBOM
BbiCbiNaHumii (10-20 'p Ha Kypc)

5. ToTtanbHoe obnyyeHue Koxku (TOK) obbluHO MpPOBOAUTCA MaLMEHTaM C PacnpPoOCTPaHEeHHbIMU
BbICbIMAHMAMM N MOXKET HAa3HAYaTbCA KaK Tepanua NepBon nam BTOPON AMHMUM 60NbHbIX C T, U T;
cTaguamu c otcytcTenem addekTta ot Tonmnyeckor Tepanmm. TOK npoBoaMTCA € UCNOb30BaHMEM
HECKOJIbKMX (4allle BCEro LEeCTU) 3/EeKTPOHHbIX nosel (nepeaHee, 3agHee, NpaBoe WU NeBoe
nepegHue Kocble Nnoss, npaBble U JIeBble 3a4HUE KOCble NoAs). Bo Bpema neyeHmn akpaHupytoTcs
rnasa wm Hortu. POO - 1-1,2-1,5 Tp, COA4 - 30-40p. HeobxoaMmo NOMHUTb O Ny4YeBbIX
NOBPEXAEHMAX — 3pUTEMA KOXM, YAaCTUYHAA WAM MOAHaA anoneuusa, Auctpodua HorTen,
BbIPa*KEHHAA CYXOCTb KOXKM. Y 60/MbWINMHCTBA BONbHLIX 3TW NPOSABAEHUA 0bpaTUmbl (< 2 neT).
MYBA-Tepanma ncnonb3yeTca B KayecTBe noagepxumsatowtero neyeHna nocne TOK.

Mpu oTCcyTCTBUM MM HeZOoCTAaTOYHOM Qd)d)eKTe BCero BbllenepeyncieHHoro B Ka4decrtBe
BTOpOﬁ JMHUU NPU paHHMX cTagnax M moryT ncnonb3osBaTbeA:
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NHTepdepoH-a (IFN-a) TaKKe MOXKeT MCNoNb30BaTbCs KaK npenapaT nepsoi avHum ans 1B, 1l
ctagum M un CC n addeKTMBeH B yMepeHHO BbICOKMX go3ax: 3-10 maH ME exeaHeBHO unu 3
pa3a B Hegento. MoxHO KoMBUHMpoBaTb ¢ MYBA, peTMHOMAAMKN N XMMUOTEPANMUE.

MHrmbutopbl ructoHaeauetmunas (HDAC) (BopuHOCTaT): Ha3HadvaeTca nepopanbHo no 400 mr
exegHeBHO. JleyeHWe NPOBOAAT A0 AOCTUMKEHMA MOJIHOFO KOHTPOAsS (OTCYTCTBME MPU3HAKOB
OaNbHEWLLEro NporpeccupoBaHms) Uan 4o NoABAeHMsA NPU3HAKOB HENPUEMIIEMOM TOKCUYHOCTH.

MeToTpeKcaT Ha3HavatoT B go3ax oT 25 Ao 75 mr B Hegento, MOXKHO KombuHMpoBsaTb ¢ IFN-a.

2. Tepanusa no3gHux craguii (1IB-IVB) TM

Ona neyeHUs No3gHUX CTaguii NPUMEHSAIOTCA:

MHrmbutopbl ructoHgeauetunas (HDAC). BopuHocTaT HasHayaetcs nepopasibHo no 400 mr
exefHeBHO. JleyeHne NPOBOAAT A0 LOCTUMEHUA MOJIHOTO KOHTPOAA (OTCYTCTBME MPU3HAKOB
AaslbHENLIEro NPorpeccMpoBaHus) UAK A0 NOABAEHMUA NPU3HAKOB HEMPUEMIEMON TOKCUYHOCTMU.

JNEeKTPOHHO-NYyYeBasa Tepanusa ABaAeTcA KpaillHe 3¢deKTUBHbIM meTogom sedeHus TM/CC u
MOXKET NPUMEHSATBLCA KaK NPU PaHHMX, TaK U NPU NO34HUX CTaSMAX KaK Tepanna Nepson IMHUN U
npu peunamsax/nporpeccuposaHmm 3abonesaHus

AnnoreHHaa TPaHCM/AHTALMA CTBOJIOBbIX K/AETOK MOMKeT OblTb peKoMeHgoBaHa nauMeHTam
MO/1I0Z0r0 BO3pacTa B NO34HUX CTaaNAX 3ab0seBaHUA NpU OTCYTCTBUKM 3ddeKTa OT APYrUX BULOB
Tepanuu.

B KauyecTBe CUCTEMHOM XMMUOTEPANUM MOXKET NPUMEHATHCA MOHOTEpanua uukaopochammaom
WUAN TeMUMTAabMHOM WMAWN PEeXMMbI, NPUMEHAEMble ANA AedYeHUa HoAanbHbix numepom: CHOP,
EPOCH, CMED/ABYV, neHtocTaThH, bayaapabuH + IFN-a.

Peungusbl M nocneayiowee HabaogeHne

Mpu peunamee Man nporpeccupoBaHnn MM Heo6x0AMMO BbINOHATL MOBTOPHYHO BGUOMNCUIO

KOXWU AN UCKAIOYEHMA KPYNHOKNETOUYHOW TpaHchopmaumu, npyv HeobXoauMMOCTM — MOBTOPHYHO

npoueaypy cragmpoBaHuA. TaKTUKa fNedyeHUA peunauBoB TaKXKe 6a3Mpy6TCF| Ha onpeageneHnn

cTaanu 3ab601eBaHmUsA, YUNTbIBAETCA Pa3BUTUE PE3UCTEHTHOCTU K NpedplayLiym Buaam Tepanmuu.

BonbHble TM f0MKHBI NPOXOAUTL PerynspHble 0b6cies0BaHus:

60/IbHbIE C PAHHUMM CTAagUAMU — EKErofHO (PU3MKaNbHbLIA OCMOTP C KapTUPOBAHUEM KOXKM,
peHTreHorpadus OpraHoB rpyLHOM KNeTkn 1 Y3U nepudepmnyeckux immopaTMyeckunx y3nos)

60/1bHble C NO3AHUMU CTaAUAMM — Kaxapble 6 mecaueB (PpU3MKanbHbIA OCMOTP C KaPTUPOBaAHNEM
KOXUW, Y3 nepudepuyecknx anmoaTtnyecknx ysnos, KT opraHoB rpyaHoi KneTku, GproluHom

nos10CTn N Mmanoro Ta3a).

OnpepeneHue 3pPeKTUBHOCTU NeUeHUA



131

OTBeT Ha JfleyeHWe onpeenneTca B COOTBETCTBUM C KpuUTepuamM, npeasioxeHHbimu ISCL,
EORTC 1 AMEepUKaAHCKMM KOHCOPLIMYMOM MO KoXKHbIM inmdomam (USCLC).

1) Ko¥Hble NOKpOBbI

NonHaa pemuccusa (MP): 100% ncyesHOBEHME 04AroB KOXKHOIO NopaxKeHus.

YactuuHaa pemuccua (YP): 50%-99% paspellieHna 04YaroB KOMKHOTO MOPa*KEHUA OT MCXOOHOTO
YPOBHSA, OTCYTCTBME NOABAEHMA HOBbIX Y3108 (T3) y NnaumeHTos ¢ T4, T, nam T, cTaguamum.
Crabunusauma 3abonesaHua: OT <25% ysenunyenua [0 <50% paspelleHMs O04YaroB KOMKHOIo
nopaKeHusa OT UCXOLHOr0 YPOBHS, OTCYTCTBME MOAB/IEHMA HOBbIX Y3108 (T3) y nauneHToB ¢ Ty, T, Man
T, cTaguamu.

MporpeccupoBaHue 3aboneBaHus: 225% yBennyYeHUA 0YaroB KOXKHOIO MOPAXKEHMA OT UCXOLHOro
YPOBHA; UAK nosiBAeHne HoBbix y3noB (T3) y naumeHToB ¢ Ty, T, uaun T, CTaAUAMMU; UNM OTCYTCTBME
OTBETa — YBE/IMYEHUNE BbICbINAHWIN OT HAMMEHbLLIEro YPOBHA Ha 50% OT MCXOAHOIO YPOBHS Y HO/MbHbIX
¢ gocturHyTom MNP naum YP.

PeunpuB: noABAEHNE KOMKHbIX BbICbINAHUI Y NALMEHTOB B MOJIHON PEMUCCUMN.

2) NumdaTnyeckne ysnbl

NonHaa pemuccma: sBce iMmdaTtmyeckme y3nabl <1,5 cm B Hanbonblem agnameTpe (4MHHaA ocb) Unn
TMCTONOMMYECKM HeraTuBHble, Takke - A/y N3 n <1,5 cm B Haubonbwem aguameTpe M >1 cm B
HaMMeHbLUEM AMaMeTpe AO0MKHbI 6biTb <1 cM B HaMMeHbLUEM AMAMETPE WU TUCTONOTUYECKU
HeraTuBHblI

YacTMyHana pemuccus: CymmMapHoe cHuikeHue >50% CIMP (cymma npoussegeHUn MAKCMMANIbHOMO
NPOAO/IbHOTO pasmepa X MAKCMMAaJbHOrO MOMepeyHoro pasmepa Kaxkaoro nopaxkeHHoro a/y) u
OTCYTCTBME HOBbIX /1/y >1,5 CM B AMameTpe No AJIMHHOW OcK UAK >1 CM NO KOPOTKOMN ocK
Crabunusauma 3ab6oneBaHus: OTCYTCTBME KpUTEPUEB A/A MNOJHOM, YaCTUYHOM pPEMUCCUM U
nporpeccnpoBaHuA 3abonesaHnA

MporpeccupoBaHue 3aboneBaHnA: nosbiweHne 250% CIP oT UCXO4HbIX Pa3MepPoB, AU HOBbIN N1/y
>1,5 cm B AguameTpe no AJIMHHOM OCUM MAM >1 CcM MO KOPOTKOM OCW, WAW OTCYTCTBME OTBeTa:
yBennyeHnue CINP Ha >50% oT makcMmanbHoro apdekta y naumeHtos B P

PeumnpamB: NoaBAEHME HOBbIX FTMCTONIOMMYECKM A0Ka3aHHbIX N3 /1/y >1,5 cm B HaMbobluem agMameTpe

3) BucuepasnbHbie opraHbl

MonHaa pemwuccuA: OTCYTCTBME YBe/NMYEHMA opraHa npu ¢U3MKasbHOM OCMOTPE M OTCYTCTBME
MaToNOrMYeCcKMX 3MeHeH Npu Tomorpadpum (6rnoncua o6bIX HOBbLIX O4aroBs, NOABUBLUMXCA NoC/e
NeyeHus, ANA UCKIYEeHUA TMMOOMbI).

YactuuHaa pemuccua: <50% perpeccum o4aroB MeyeHu, ceneseHKn WAM APpYrux M3HadanbHo
MOpPaEHHbIX OPraHOB MNPW BO3MOMKHOCTM U3MepuUTb ob6bem nopaxkenusa (CMP), otcyTcTBMe
yBe/IMYyeHWs opraHa B pasmepax M BOBAeYEHMSA HOBbIX OpraHoB

Crabunusauma 3aboneBaHuA: OTCYTCTBME KpUTEPMEB A4 MOJAHOM M YaCTUYHOW Pemuccumn u
nporpeccupoBaHmna 3abonesaHms

MporpeccupoBaHue 3aboneBaHuA: >50% yBennyYeHUs opraHa B pasmepe, MW MOparkeHWe HOBOro
opraHa, Unmn oTcyTcTBue oTeeTa: yeenndeHune CIMP Ha >50% oT MmakcumanbHOro apdeKTta y naumeHTos
B YaCTUYHOMN pemmccum
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Peunaus: sBoBnevyeHne HOBOro OpraHay nauneHTos C NOJIHOM pemmccmeﬁ

4) Mepudepuryeckan KPoBb

MonHasa pemuccua: By

YactuyHana pemuccuna: 'y 60NbHbIX CO CTa,CI,Meﬁ 3aboneBaHuA B, - CHM)XeHMe KOANYEeCTBEHHbIX

napameTpoB NopaxKeHus KPosu >50% OT NCXOAHOrO YPOBHSA

CTEGVIHM3aLI,VIﬂ 3aboneBaHus: OTCyTCTBUNE KpUtTepues nONA NMONIHOM W YacTUYHOW pemuccnmn

nporpeccnpoBaHuA 3aboneBaHuA

MNporpeccupoBaHue 3abonesaHua: BO > B2; uaun nosbilieHne >50% oT ucxoaHoro yposHa (5000

OMNyX0neBbIX KNETOK/HL)

PeunpmB: NoBbilEHME YPOBHA ONyX0aeBbIX TMMPOLUTOB B KPOBM y NaumeHTos ¢ [P > B,

YuntbiBas KpUTeEPUN OTBETA AO/1A KOXMWN, }'IMMd)aTMLIECKMX Y3210B, BUCLLEepPa/ZibHbIX OpPraHoB U

KpOBW, onpeaenseTca obwmii Kputepuii oTBeTa Ha nedyeHue (Tabn. 5).

Tabnumua 3

Cxema onpefeneHuns obLero oTeeta Ha iedeHne

OnpepeneHune Korka nly Kposb  BHyTpeHHMe opraHbl
MNP MonHoe ncyesHoBeHme BceX ne Bce kateropuu B MP/UHTaKTHbI
KNMHUYECKUX CUMITOMOB H60/1€3HM
yp Perpecc nsmepsemsbix nokasatenen | MNP Bce Kateropun He B MP/UHTaKTHbI 1
HeT b
4yp [na scex kateropuit HeT MNb, ecnu
Kakaa-nmbo KaTteropus BoBaeYeHa
NCXO0AHO, NO KpalHen mepe o4Ha 13
HUX A0/1KHa 6bITb B [P nan YP
Cb He pocturnyta MNP, YP nnun MNb yp Hu B ogHoW KaTteropuu Het b, ecan
Kakaa-nMbo KaTeropumsa BoBaeYEHa
NCXOAHO, B HUX He aocTurHyta MNP nan
yp
Cb MNP, YP, Cb B nt060I KaTeropnm, H1 B
ogHou HeT NB
1) MporpeccupoBaHune 3abonesaHun N6 N6
Peungme | NMoBTOpHOE NosBneHMe 6onesHN B Peunmaus | Peungms

ne

CokpaueHus: MNP — nonHaa pemuccus; YP —yactmyHaa pemuccus; Cb — ctabunmsaumsa 6onesHu; Nb —

nporpeccrpoBaHue 6onesHu
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CuHpgpom Cesapu

CuHgpom  Cesapu  (CC) npepctaBnsaeTr coboli  T-KNETOYHYO  IMMPOMY  KOMM,
XapaKTepU3yIoLLLYOCA 3pUTPOAEPMUEN, reHepan3oBaHHOM inmdageHonaTmen n Haimunem B KPoBm
LUUPKYIMPYIOLLMX 3/10KavecTBEeHHbIX T-nnmeoumToB (KneTok Cesapm).

CC cocrtaBnseT MeHee 4Yem 5% OT BCex MEPBUYHLIX KOXHbIX snAvmdpom. bonetot
NPENMYLLECTBEHHO /II0AM MOMKWAOFO BO3pacTa C npeobnagaHWem MaUMEHTOB MYXKCKOro nona,
CcpeaHui BO3pacT Havasa 3aboneBaHuns coctasnset 60-65 ner.

AunarHoctuka

1. Kputepuu yctaHoBNeHUA agnarHosa

MeayHapogHbim obuwectBom avmdpom Koxku (ISCL) n EBponelickoi opraHusauumeit no
N3y4YeHuto 1 nedeHunto paka (EORTC) BbipaboTaHbl cregytowme Kputepmm guarHoctmkm CC:

e OrtcytcTBue npeguwecrtayowero M
o [eHepanu3oBaHHaA 3puTpogepmun (anddysHas spuTema, MOKpbiBatowas He MeHee 80%
noBepxHOCTU Tena c/6e3 wenyweHuns)
e Hannume B KPOBM JOMWMHAHTHOrO KNoHa T-aumdoumtos (onpegenserca npu nomoum MUP nan
Southern blot)
e Hanunuume ogHoro nau 6onee cneayroLmx NPU3HaKoOB:
o abcontoTHoe KomdecTBo Knetok Cesapu B Kposu = 1000 KneTok/mm>
O noBbllweHo coaepkaHne CD3+ wunm CD4+ kKnetok nepudepuyeckon KpoBu C
KoadpduumeHToM oTHoweHus CD4/CD8 > 10 (onpeaenserca Npu MOMOLLM MPOTOHHOWM
LUTOMETPUN)
O noBblleHO coaepxaHne CD4+ kneTok nepudepuyeckon KpoBu C abeppaHTHbIM
MMMYHODEHOTMNOM, BKJ/OYaloWem oTcyTcTBMe 3kcnpeccun CD7 (= 40% CD4+CD7-
Knetok) unmn CD26 (= 30% CD4+CD26- KneTok)

FMcToNnorMyeckoe, UMMYHOTUCTOXMMUYECKOE U MOJIEKYIAPHO-bUoNornyeckoe (onpegenexHve
peapaHXUPOBKM reHa T-KkneTouyHoro peuenTopa metogom [UP)  wuccnepoBaHuas  KOXM U
MMmdaTUYECKMX Y3/10B (B ClyYae UX yBenuuyeHusa = 1,5 cm) ABAAIOTCA SONONHUTENbHBIMU METOAAMM
AVArHOCTMKM B HEACHbIX OUArHOCTUYECKUX CUTYaLMAX Y MALMEHTOB C XPOHUYECKON 3puTpogepmMmumeit

HEACHOW 3TUONOTUMN.
2. CragupoBaHue u nnaH obcnepgoBaHua

CragupoBaHme CC npoBoamuTcA corflacHo nepecmoTpeHHo TNM  KnaccuduKauuu,
npegnoxeHHon MexayHapoaHbiM obwecTBom no AMmbomam Koxu 1 EBponeinckoi opraHusaumeit
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no M3yyYyeHuto U neyeHuto paka (ISCL-EORTC staging system) (tabn. 2, pasgen «[puboBMAHbIN
MMKO3»). TaK Kak gna naumeHToB ¢ CC xapaKTepHbl apuTpoaepmus (T,) n B,—BoBreyeHUe KPOBK, OHU
pacueHmBatoTca Kak umetowme IVA nnm IVB ctaguio 3abonesaHus.

MNauymeHtam ¢ CC nokasaHo O6C!'I€,D,OBaHMe B COOTBETCTBMM C NZ1IAHOM O6CI'I€,CI,OBaHMFI anAa
60nbHbIX TM. Kpome TOro, H606XO,£I,MMO BbIMNOJ/IHATL Cneayouime aMarHoCtu4yeCckme nccnegoBaHuA:

e OnpegeneHne NaowWaam NOparKeHUA KOXKHOMO NOKPOBaA, NPU HAANYUM Y3108 — onpeaenieHne ux
06Lwero KoMyecTea, pasmepoB HanbobLLETO Y313 M BOBNEYEHHbIX 061acTel KOXKM

e OnpegeneHne abCcoNOTHOTO KosiMyecTBa KneTok Cesapu B KPOBW, MPOTOYHAA UUTOMETPUA
(Brkntouan CD4+CD7- n CD4+CD26-), onpeaeneHue peapaHKmMposku reHa TKP B kposu

Neuenne™
1. JleyebHan TaKTUKa

PasnnuHbIMU MUcCneaoBaHUAMM BblIO NOKa3aHO, YTO GaKkTopamu, BAMAIOLWMMU Ha MPOTHO3
3aboneBaHUsA, ABNAIOTCA:

e BO3pacT NnauMeHTa
e rnosblweHune yposHA JIAI Kposu
® nopaxeHue n/y

® CTeneHb TAXKeCTn BOB/1e4YEHNA KPOBU

Bbibop BMaa Tepanun npu CC posxkeH 6asmMpoBaTbCcA Ha ONpeneseHnn CTENEHW TAXKECTU
3a60/1eBaHMA (YUUTHIBAIOTCA CTEMEHb MHOUALTPALMKN KOXK, Hann4nme/oTCYyTCTBUE KOMHbIX Y3/108B,
BblPa*KeHHOCTb AMMdageHoNaTUK, cTeneHb MHTEHCMBHOCTM BOBJIEYEHUA KpoBW, yposeHb JIAI u
NenkoumnToB B nepudepuyeckoin KpoBmM), CKOPOCTM ero NPOrpeccMpoBaHnA U BIMAHUA HA KayecTBo
KM3HM naumenTa. Mpn HasHaYeHUN Tepanmm PeKoMeHZ0BaHO cobatoAaTh Te Ke NPUHLMMbI, KOTopble
nexaT B OCHOBe neveHua M:

o oaxoapl K 1e4YeHNto onpeaensitoTca MacCon OMyX0/In U CKOPOCTbHO MPOrpeccun

e [1o BO3MOXHOCTM HEO6X0AMMO M3beraTb NoAaBAEHMA UMMYHHOIO OTBeTa

e [lpu Heob6xoaAMMoCTH CUCTEMHOTO nevyeHua npeanoyYTUTENbHO HasHauyeHue
MMMYHOMOAYMPYIOLLEN Tepannn, a He XuMuoTepanum

e KombuHMpoBaHHasA nnm MY/IbTUMOAa/IbHas (Hanpumep,  coyeTaHWe  CUCTEMHOM
UMMYHOMOAYNPYIOLLEN 1 HAapy»KHOI) Tepanua 6onee adpdeKTnBHa, Yem Ntobas MoHoTepanusa

e (BoeBpeMeHHas AMarHOCTMKa M nedyeHne WHPEKLUMOHHbIX OCNOMKHEHWI (MHOoraa Aaxke npwu
OTCYTCTBMM KJAMHWUYECKMX MPU3HAKOB WHGOEKUMOHHOIO Mpouecca Ha KoxKe) NpuMBOAMT K
Y/IYYLIEHWIO COCTOSAHMSA NaumeHTa

11 v o

M3-3a BblpaXKEHHOM reTeporeHHOCTN U HU3KOM PacnpoCTPaHEHHOCTM 3a60/1eBaHMA, KOANYECTBO
KOHTPOIMPYEMBbIX KNMHUYECKUX UCCAeA0BAHNIN HEBEIMKO, MO3TOMY BCE PEKOMEHAALMM [aHHOIO pa3gena
MMEIOT YPOBeHb AoKazaTenbHocTwu IlI-IV, C-D



135

° bonblwoe 3HaYeHne nmeet nedeHune 3yaa, 3HAYNTENbHO CHMXKAIOLWLETO KAauecTBO XKU3HMU.

2. Tepanus nepsoii AMHUK.

Hanbonee apdpeKTMBHbIM METOAOM NEPBOMN IMHUM TEPANUU B HACTOSALLEE BPEMA Y NALLMEHTOB
¢ CC saBnseTca aKcTpakopnopanbHblii potopepes (IKP). Nepesn nposeaeHnem IKP HeobxoamMmo
onpesennTb LMPKYIMPYIOWNIA KNoH T-numdountos B Kposn. IKP He NokasaH naumeHTam ¢
nopaeHuem n/y n sucLepanbHbix opraHos (ctagmu IVA u IVB). CeaHcbl NPOBOAAT OAMH Pa3 B eHb B
TeyeHue 2-x AHel ¢ 4-x HeaenbHbIM NepepbiBoM. Mpenmyiecteamu metoga IKP asnatoTca ero
XOpOoLLAn NepeHOCMMOCTb 6O/IbHBIMM U OTCYTCTBME BbIPAXKEHHbIX NOBOYHbIX ABNEHWUI. Ana
YyCTpaHeHMA OTPULLATENIbHOTO BO3AENCTBUA Ha OpraHn3m GOTOOKUCAEHHbIX NPOAYKTOB B NEPUOL,
nposeaeHna dotodpepesa peKoMeHAYeTCA Ha3HAYeHMEe aHTMOKCUMAAHTOB (ToKkodepona, beTa-
KapoTuHa, ceneHa).

NHTepdepoH-a (IFN-a) TakxKe MOXKeT MCNob30BaTbCA KaK npenapat nepsoit anHum ana CC,
oH 3¢dekTnBeH B H6onee BbICOKMX A03ax, yem npu M: 9-18 mn ME exeaHeBHO B TeyeHue 3-x
mecaues, 3atem 3 pasa B Hegento. [pyM HenepeHOCMMOCTM BbLICOKMX 403 HasHaualT 3-6 MU
e)KegHeBHO WM 3 pasa B Hegenio.

Tepanua HU3KMMKM Jo3amm  meToTpeKcata (<100 mr/Hezento) MOMKET HasHayaTbCA Kak
MOHOTEpanuaA NPu OTCYTCTBMN BO3MOXKHOCTEM NpoBeAeHUs APYruX BUAOB e4eHus.

Buabl KOMOWMHMPOBAHHOM Tepanuu, peKomeHgoBaHHble Ana nedyeHus CC, npuBeaeHbl B
Tabnuue 1.

Tabnuua 4
Buabl KOMBUHUPOBAHHOW Tepanuu, UCMOIb3yeMble Npu nedeHnn cuHgpoma Cesapu (Tepanus

nepBoin IMHUN)

1)KombuHaumsa
CUCTEMHOM Tepanum Hapy»KHOW Tepanuu
IFN-a MyBA
MeTtoTpekcart KopTukocTteponaHbie Kpembl
SKo TOK
IFN-a TOK
2)KombuHaums
CUCTEMHOM Tepanuu CUCTEMHOM Tepanuu
OKo IFN-a
JKo MeToTpekcaTt
IFN-a MeToTpekcaT

MYBA - ncopaneH+ynbTpaduonetosoe obayyeHme cnektpa A
JK® — sKkcTpakopnopanbHbit poTodepes
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TOK — TOoTanbHoe 0b61y4YeHME KOXKM
3. Tepanus BTOpOW NHUWN.

BTopasa AvHMA Tepanuu NPUMEHAETCA NPWU OTCYTCTBUM OTBETa Ha JleyeHue, pedpaKkTepHom
TeyeHun 3aboneBaHUA MW ero NPOrpeccUpoBaHUM, HECMOTPS Ha MPOBEAEHHOE JieYeHMe NepBOM
NMHUKU. BblbOp neyeHus 3aBMCUT OT BO3pacTa NaLMEeHTa, CTENEeHM TAMKECTU MOPaXKEHUS KPOBM,
06LLEero comaTMYecKoro cTaTyca 1 npeaplayLumx meTonos.

B Tepanuu BTopoi anHnmn npu neveHmnn CC Cnosb3yroTcs cneaytolme npenapaTbl:

1. Xnopambyumn B COYETAHMU C CUCTEMHBIMU T[/IIOKOKOPTUKOCTEPOMAAMU: Xaopambyumn 2-12
Mr/aeHb + npeaHn3010H 20 mMr/aeHsb.

2. WHrmbutopbl ructoHgeauetnnas (HDACi) (BopuHocTaT). HasHayaetcs nepopanbHo no 400 mr
eXegHeBHO [0 [AOCTUMKEHUA TNOMHONO KOHTpons (OTCyTCTBME MPU3HAKOB AafibHENLero
NPOrpeccnpoBaHms) UM e A0 NOSABNAEHMUS NPU3HAKOB HEMPUEMIEMOM TOKCUYHOCTY.

3. [erMamMpoBaHHbIi IMNOCOMAbHbINM LOKCOPYBULMH: BBOAWTCA B fo3e 20-30 mr/m’ B/B Kasable 2-
4 Hepenw.

FemumnTabuH: 1200 mr/m”> 8 1, 8 1 15 geHb 28-4HEBHOTO LuKAa (3-6 Kypcos).

5. [eoKcMkodopmMmnLUMH (MeHTOCTaTKH): 4-8 MF/MZ/AEHb 3 AHA Kaxkable 28 AHeMN.

6. CoueTaHue dnygapabuHa (25 mr/m> Kaskaple 3-4 Hegenn) n ymknodocdpammnaa (250 mr/m?/aeHb
3 gHA 1 pa3 B mecsl) B TedeHue 3-6 mecaues.

7. AnnoreHHas TPaHCM/JIAHTAUMA KOCTHOMO MO3ra MOXKET pPacCMATPMBATbCA KaK MOTEHLUANBHO
BO3MOXKHbIN BUA neyveHuns y naumeHToB ¢ CC ¢ arpeccuBHbIM TedeHUeM n otcytcTemem 3ddeKkTta
OT CTaHAAPTHbIX PEXKMMOB TEPaANUM.

4. MNoppep)uBalow,an Tepanusa

Hapy)KHble T/IOKOKOPTUKOCTEPOUALI UCNONBL3YIOTCS B BUAE MNOAJAEPKMBAIOWEN Tepanuu y
nauueHTos c¢ CC. Mpu ANUTENBHOM NPUMEHEHUWN UX OTMEHA OBbIYHO accoLMUMPOBaHA C PeLuansom
3aboneBaHuA. lobouHble 3PPeKTbl BKAOYAIOT aTPOPUIO KOXKM (NPpU AAUTENILHOM HapyXKHOM
NPUMeHeHU) 1 nogasaeHne GyHKLMU HaZNOYEYHMKOB /UM OCTeonopo3 (Npu pacnpocTpaHeHHowM
annankaumn).

K AononHuTeNbHbIM BUAAM Tepanmm oTHocuTca ¢poToTepanmsa: NYBA-Tepanua 1 y3KoBOJIHOBOE
Y®O cnektpa B (311 HM) (cm. rnaBy «pnboBUAHBIN MUKO3Y).

MpumeHeHWe Neikadepesa yay4ywaeT pesyabTaTbl CTaHAAPTHLIX BUAOB Tepanuu, yMeHbluaeT
3y4, U KOIMYECTBO KieTok Ce3apu B KPOBMW.

ToTanbHoe ob6nydeHue Koxku (TOK) B pgos3e 20-40 [p pekomeHAOBaHO KOMBMHMPOBATb C
APYTMMW BMAAMM CUCTEMHOM Tepanuu WMAM MPUMEHATb Kak MOHOTepanuio C NanavaTUBHbIMM
Lensamu.
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bonbwoe 3HayeHne B BegeHnn naumeHToB ¢ CC nmeeT Tepanua, HanpasBaeHHAA Ha CHUXKeHue
WMHTEHCUBHOCTU 3yAa W Pas3/IMYHbIX Helponatuii (OLYLEeHUA »K¥KeHUs, 60n, CTATUBAHUA KOXM,
napecrtesuit). [N yMeHbLUEHUSA 3TUX OLUYLIEHUA UCNONbL3YIOTCA YBAAKHAOLINE KpemMbl U
aHTUIUCTaMMHHbIE npenapaTbl. M3BECTHO, YTO KoXa 60/bHbIX CC M3ObLITOYHO KONIOHW3MPOBaHA
S.aureus, NO3TOMY aHTUBMOTMKOTEPANUA NPUBOAUT HE TOJIbKO K CHUMKEHUIO 3yAa, HO U K Y/IYULLEHUIO
TeyeHMA 3aboneBaHuA. [py Bbipa’*keHHOM 3yAe PEKOMEHAOBAHO HasHayeHue rabaneHTMHa —
npenapara, UCNoJib3yeMoro ANa e4yeHns Helponatudecknx bonei. HaunHatot ¢ 4o3bl 900 mr/aeHb B
3 npuema v nocTeneHHo ysennymsaloT o3y A0 3600 mr/aeHb. Mob6oYHbIN ceaaTUBHbLIA 3ddeKT
No3BOASET NALMEHTAM HOPMA/ZIM30BaTb HOYHOM COH. N5 ycuneHma cHOTBOpHOro addeKTa B HouHoe
BpeMsa K Tepanmm MoXHo A06asuTb 7,5-15 mr mupTasanuHa H/Houb.

5. OnpepgeneHune 3pPEKTUBHOCTU N1IeYEHUA
Mpn CC wucnonb3yroTcA KpUTepum OTBeTa Ha nedeHue, npegnoxKeHHbole ISCL, EORTC wu

AMEPUKAHCKUM KOHCOPLUMYMOM MO KOXHbIM numbomam (USCLC) (cm. rnasy «IpuboBUAHbIN

MWKO3»).
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CD30+ numdonponudepaTtmuBHblie 3a601eBaHUA KOXU: AMMPOMATOULHDbIN
nanynes, nepBUYHan KOXXHaA aHannactuyeckaa CD30+ KpynHOKAeTOoYHasA
nmmoma

Mpynna nepBuYHbIX KOXHbIXx CD30+ nnmdonponndepaTnBHbix 3abonesannin (/IN3) BrkAoYaeT
numopomatonaHbin nanynes (/M) n nepsuuHyto aHannactudeckyto CD30+ KpynHOKNETOUHYHO
numoomy Koxu (AKJIK).

NumdpomaTtongHbiit nanynes (Nvn) - XPOHUYecCKoe, peungmsupytolee
nmmoonponmdepatmsHoe  3aboneBaHME  KOXW, KOTOPOE  XapaKTepusyeTca  MOBTOPHbLIMM
BbICbINAHMAMM CaMOMNPOU3BO/IbHO Pa3pPELUAOLLMXCA Manyae3HbIX 3/IEMEHTOB C FMCTOIOrMYECKMMU
NpPW3HaKammM 310Ka4ecTBEHHON AMMPOMbI.

MepBMYHaAA aHamniacTMyeckaa KpynHoKneToyHasa numdoma Koxku (AKMK) — T-knetouyHan
OMyX0/1b, XapaKTepu3yoLasnca O6bICTPO PacTyLMMM Y3/1aMU U KAOHANAbHOW nponudepaumen B Koxe
KPYMHbIX aHanaacTnyeckux AIMMmeonaHbIx KNeTok, skcnpeccmpyowmx CD30 aHTUreH.

lpynna nepBMYHbIX KOXHbix CD30+ JIM3 asnseTtca BTOPOM NO 4acToTe perucrpauum nocne
rpnboBMAHOrO MMKO3a M cocTaBnseT 25% Bcex NepBUYHbIX IMMGOM KoK, 3abonesaemocTb Sl u
AKJIK B mupe coctasnsaet 0,1-0,2 cnyyaa Ha 100000 HaceneHuma. Jinll u AKJIK moryt BO3HMKATb BO
BCEX BO3PACTHbIX KaTeropuax, cpeaHuii Bospact aebtota 3abonesaHua ana iul 35-45 net, ansa AKJIK
50-60 net. CooTHOLWeHMe 3aboneBLmnx JIMI MyKUMH U KeHWMH cocTasndeT 1,5:1, AK/IK —2-3:1.

KnnHnyeckaa KaptuHa

JInll  xapakTepusyeTca MNOBTOPHbIMU BbICbIMAHUAMMU CaMOMPOU3BOJIBHO pa3peLlatowmxca
nanynesHbiXx 3/1emeHToB. Konundyectso BbICbINAHUIA MOMKET BapbunpoBatb OT eAWHWUYHbIX 40
HECKO/IbKMX AeCATKOB (MHOFﬂ,a COTEH), XapaKTepeH 3BO/'II-OLI,MOHHbIl7I I'IOJ'IVIMOpd)M3M 3/1EMEHTOB.
Hanbonee uyacras JIOKa/In3aumnAa — KOXa TynoBUla U MPOKCMMaZbHbIX OTAEN0B KOHeYHOCTeN.
OnucaHbl CNnydan noAasneHuA BbICbIMNAHWUI Ha NagoHAX U noagowsax, avue, BOJIOCUCTOWM YacTU roN0BbI

M B 061aCTN NPOMEKHOCTM.

KnAMHuueckaa KapTuMHa o06blMHO MpeacTaBiaeHa  6bicTpopacTylWmMmn  6eCCMMNTOMHbIMM
nany/samu KpacHOro MAU CUMHIOLWIHO-KPACcHOro UBeTa 40 2 CM B AMaMeTpe, KOTopble CyLecTBYIOT OT
Tpex HeAeb A0 HECKOIbKUX MEeCALLEB, 3aTem paspellatotca 6eccneiHo UM U3bA3BAAIOTCA, OCTaBAARA
nocae ceba runepnUrmeHTHblE NATHA UK aTpoduyeckne pybumKu.

KnvHuyeckan KapTuHa AKJ/IK 06bluHO NpeacTaBieHa COMMTAPHbIMU, CrPYNMMPOBAHHBLIMU UK
MHOXECTBEHHbIMW y31aMK (B TOM YMCAEe NOAKOMKHbIMM), UMEIOLWMMU TEHAEHLMIO K U3bA3BAEHUIO.
Hanbonee yacTas 0KaNM3auMA BbICbINAHUIA — BEPXHUE N HUMKHME KOHEYHOCTMU.

B 60nblunHcTBE cnydaes /UM xapaKTepusyeTca XPOHUYECKMM A406pOKaYeCTBEHHbIM TeYeHMeM
6e3 BAMAHUA Ha MPOAOMMKMUTENbHOCTb KMU3HW, OAHAKO NauMeHTbl € JIMll MMeIT BbICOKUIA PUCK
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Pa3BUTUA BTOPUYHDBIX KOMKHbIX MAW HOAANbHbIX AumdonponmbepaTnBHbIX 3abonesaHui, BKAOYaA
rpmboBUAHbLIN  MUKO3, codeTaHuMe JIMll u M, KOMHYIO WAM HOAA/NIbHYIO aHan/acTUYeCKyto
KPYNHOKNEeTOYHYtO nAumoomy u ammbomy XogKKuHa. ITu  Jlul-accoummpoBaHHble AMMPOMBbI
passuBatoTca B 4-25% cnyyaes y naumeHTtoB ¢ Jlvll u moryt npeawecrsoBatb, BO3HMKaTb
OZHOBPEMEHHO MAKM nocsie Havana JIull, 4To HeobXxoAMMO yuWTbIBaTb B NpoOLECCe YCTaHOBAEHMA
AunarHosa.

AKJIK Takke xapaktepusyetca 6naronpuATHbIM MPOrHO30M C 5-71€THEN BbIXKMBAEMOCTbIO
mexay 76% n 96%.

Ha HacToAwMin MOMEHT OCTaeTcs OTKPbITbIM BOMPOC, MoryT An npu Jivll nopaxkatbea
mmdaTtmyecKkme y3/bl U BUCLEpasbHble opraHbl. BosHMKHOBeHMe CD30+ anmdonponndepaTtmsHOro
npouecca B AMMPATUYECKMX Yy31aX M BUCLEPAJSIbHBIX OpraHax PeKoMeHAO0BaHO PacUEeHMBATb, KaK
aCCcoUMMPOBaHHYIO € JIMIT BTOPUYHYO aHANAACTUYECKYHO KPYMHOKAETOUYHYIO INMOMY.

AunarHoctuka

OunarHos CD30+ JIM3 ycTaHaBAMBAETCS Ha OCHOBAHWW KOMMJIEKCHOW OLLEHKW XapaKTepHOoM
KJIMHWMYECKOM KapTUHbI 3ab60n1eBaHMA, TMCTONOTMYECKOrO U UMMYHODEHOTUMNYECKOTO UCC/Ie0BaHUA
61MONTaTOB N3 0YAroB MOPAXKEHUS KOXKM.



140

Tabnuua 5
CragmpoBaHue nepsmnyHbIX IMMEPOM KOXKM, OTANYHbIX oT FTM/CC, cornacHo pekomeHaaumam ISLE-
EORTC

Koxka
T, OANHOYHbIN 3N1EMEHT KOMKHOM CbINU
T12 — KOXKHbIM 91€MEHT < 5 cM B AnameTpe
T1p — KOXKHbIN 31eMeHT > 5 cm B gnameTtpe
T, OuaroBoe Nopa*KeHne KOXKM: MHOMECTBEHHbIE BbICbINaHMA, OrPaHNUYeHHble 1 30HOM UAN ABYMSA
pPALOM PacroNoXeHHbIMM 30HaMKU™
T,, — BCe BbICbIMNAaHMA pacnoaaratoTcA B 30He < 15 cm B gmnamertpe
T, - BCE BbICbINAHMA pacnosiaratotca B 30He > 15 cm < 30 cm B gnametpe
T,. — BCe BbICbINAaHWMA pacnonaratoTca B 30He > 30 cm B gnametpe
T3 leHepann3zoBaHHOE NOpPAXKEHUE KOXKMK
T3a — MHOKECTBEHHbIE BbICbINAHMA, 3aHMMAIOLLME He PAAOM PACNOIOXKEHHbIE 30HbI
T3, — MHOXECTBEHHbIE BbICbIMAaHWA, 3aHUMaOLLME 2 3 30HbI

Numdeartnueckue ysnbl

No Het yBennueHus numdatmyeckmx y3nos, ux bmuoncus He Tpebyetca

N; MopaxkeHue 1 rpynnbl nepudepuyecknx AMMmdaTMyeckmx y3nos, gpeHnpyowmx obaactb
HACTOALWMX MU NPEeALECTBYIOLLMX KOXKHbIX BbICbIMaHWUM

N, MopaxkeHue 2 nam 6onee rpynn nepudpepruyeckmx TIMmMeaTUYECKUX Y3108, UM NOPaXKeHME
Nobbix nepudpepunyeckmx AMmdaTUYecKmX Y3108, He APEHUPYIOLLNX 061aCcTb HACTOALMX UK
npeaLecTBYOWMX KOXHbIX BbICbINaHWUN

N; MopakeHne meanacTUHaIbHbIX M\MAM aBA0OMMUHANbHbBIX AUMPATUYECKUX Y3108

BHYTpeHHU1e opraHbl
M, HeT BOB/NEUYEHMA BHYTPEHHNX OPraHOB
M,; BoBneuyeHune BHYTPEHHWUX OpraHoB (C MopdONOrMyYeckum NoATBEPKAEHNEM)

Ona anardoctnkm Jinll ncnonbsyroTca cnegytowme gMarHoCTMYeckne Kputepuu:

1. KnuHuyeckue Kputepum

®  peuMaMBUPYIOLLME BbICBINAHUA CaMOMPOMU3BO/ILHO PA3PELUAOLMXCA CrPYMNMMPOBAHHbIX WK
ANCCEMMHMPOBAHHBIX ManyiesHbiX 3/eMeHTOB (Mo4 CamoMnpOM3BOJIbHbIM  pa3pelleHnem
NOHMMAIOT CMOHTaHHYIO PErpeccuio KaxKaoro MHAMBMAYANbHOrO 31emeHTa B TeyeHWe Hegenb
WAW  MeCALEeB, HEe3aBMCMMO OT MOABAEHMA HOBbIX BbICbIMAHMIA). B HEKOTOPbIX CAyYanx
nanynesHble 31eMeHTbl MOryT pPa3BuMBaTbCA B ObICTPO pPacTylWMe HEeKpPoTUMYeCcKue A3Bbl
AvameTtpom 1-4 cm, KOTOpble CaMOCTOATE/IbHO paspeluatoTcs ¢ obpasoBaHnem pybua (/iul Tun
E).
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B cnyyae opHoBpemeHHoro pas3sutusa Jinll u M KAMHMYecKas KaptuHa Jiull 6yaet
COMPOBOXAATHCA NOABAEHMEM NATEH, BAALWEK U Y3108 (B 3aBUCUMOCTHM OT cTaann M)

2. Tlucronoruyeckune Kputepum

mctonormyeckne npusHakm Jinll BaprabenbHbl M 3aBUCAT OT CTAgMM PA3BUTMA 3/IEMEHTA.

BbiaenawoT 4 ructonorndeckmx nogtuna Jinll. HeobxoaMmo yunTbIBaTb, YTO PasHble NOATUMbI MOTYT

Ha6l'IIO,CI,aTbCﬂ Y O4HOIo U TOro *e nauneHta ogHoBpemMeHHO B pa3HbIX BbICblIMaHUNAX.

Nl Tun A (Haubonee 4yacTo BCTPeYalOWMIACA): AepPMasibHbIA OYaroBbl «KJAMHOOHPA3HbIN»
MHOUANBTPAT, COCTOALLMIN M3 OTAENbHbIX UAM CrpynnMpoBaHHbIXx CD30+ onyxonesbiX KNETOK C
NPUMECBI0  MHOFOYUCAEHHbIX ManblX AUMPOUUTOB, TUCTUOUUTOB, HEUTPODUABHBLIX W
303MHOPUBHBIX IEMKOLUTOB.

N TmMn B: annaepmoTponHbiA MHOUALTPAT, COCTOAWMMA M3 aTMNMYHbIX CD30+ uam CD30-
IMMOONAHbIX KAETOK MafbiX W CPpeaHux pasmepoB ¢ LepebpudopmMHbIMKM - Aapamu
(rucTtonornueckas KaptTMHa HanomuHaet FM)

N Tun C: causaowmeca nonda CD30+ KpynHbIX aTUMMYHBIX AMMPONIHBIX KNETOK, NpUMech
BOCMa/INTENbHOrO MHOMAbTPATA HE3HAUUTENbHA

vl tvn D: anuAaepmMoOTPONHbIA MHPUALTPAT, COCTOAWMM M3 aTunuuHblix CD8+ u CD30+
NIMMPONOHBIX KAETOK ManblX U CPpefHUX PasmepoB (rMCTONOrMYEcKas KapTMHA HanoMWHaeT
NEPBUYHYIO KOXHYH arpecCcuMBHY 3NnaepmMoTponHyto CD8+ LMTOTOKCMYECKYHD T-KAeTOYHYHo
nmmoomy)

JInM TMn E: aHrMOLEHTPUYECKUIA N aHTUOAECTPYKTUBHBIN MHOWUABTPAT, COCTOALLMA U3 aTUNUYHbIX
CD8+ (pexxe CD4+) n CD30+ nnmdongHbIX KNETOK MasbiX, CPEAHUX U KPYMHbIX pa3mMepoB.

3. MMmmyHOrucrtoxmumuyeckme Kputrepum

B 6onblwuHcTBe cnyyaes CD30+ onyxoneBble KNeTKM 3KcnpeccupytoT CD4, pexe MmoryTt
Habnoaatbea CD8+ nnmn CD56+ dpeHoTUnbI

T-KNeTo4YHo-accoummnpoBaHHble aHTUreHbl (CD4A5R0) aKkcnpeccupytoTcsa ¢ BapnabenbHoM notepeit
naH-T-KNeTouHbIX aHTureHos (CD2, CD3, CD5)

Heobxo4Mmo yunTbiBaTb, YTO KPYMHble aTUNMYHO Bbirnagawme CD30+ KNeTKn MoryT BCTpeyaTbCs
Npw PasNUYHbIX BOCHANUTENbHbIX U MUHPEKLMNOHHbIX 3a601eBaHNAX

Ana pnarHoctnkm AKJIK ncnonb3sytoTca cneayrowme aMarHocTUYecKkme Kputepum:
1. KnuHuyeckue Kputepum
CONIUTapHbIe, CrPYNNUPOBAHHbIE, UM MHOXKECTBEHHbIE BbICbINAHUA
OTCYTCTBUE KANHUYECKMX NPU3HAKOB JInl, TM mnnm apyrnx T-KNeToYHbIX TMMEPOM KOXKMU

OTCYTCTBME BHEKOXHbIX O4aros nopa*xXeHna

2. Tlucronorunyeckune KpuUTepum:
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® [M/IOTHbIA o4aroBbii MAn AUPPYy3HbIN UHOUABLTPAT, COCTOALMI M3 KPYMNHbIX NAeOMOPHDLIX,
aHaMNAacTUYECKUX KNETOK UAN KNETOK C UMMYyHOBnacTHOM mopdonorueit
e B UHPUABLTPaATE MOryT OOHAPYXKMBATLCA CKOMJEHWUA ManblX PEAKTUBHbIX NUMGOLUTOB U

303NHOPUNbHbIX NE€MKOLMTOB

3. MMmyHOructoxmummuyeckue Kputepum:

e 3Kcnpeccua CD30 gonxHa obHapyKMBaTbCA HE MeHee Yyem Ha 75% onyxoneBbixX KeToK

e B OONbLWKMHCTBE C/y4aeB OMyxoJsieBble KAETKM 3KcnpeccupytoT CD4 man CD8 aHTUreHsl C
BapuabenbHOM noTepen naH-T-kneTo4yHbix aHTUreHos (CD2, CD3, CD5)

e B OT/IMuYMe OT HoganbHoW dopmbl npu AKJIK 3kcnpeccupyerca CLA (HECA-452) u He
akcnpeccupyetca EMA

e B OT/AMYME OT HOAANbHOW PpopMbl aKcnpeccua ALK-1 u TpaHcnoKauma t(2;5) obbiuHO OTCyTCTBYIOT
npun AK/IK

CragmpoBaHue 1 NJaH o6cnenoBaHus

CraguposaHne CD30+ JIMN3 npoBoauTCA COrNAcHO pekomeHgaunam MexayHapoaHoro
obuwectBa no AMmpomam KoKW M EBpOMEMCcKOM opraHMsaumMm MO U3YYEHUIO U JIEYEHUIO PaKa,
KoTopble 6blin paspaboTaHbl A4na AMMPOM KOXKM, OTIMYHbIX oT TM/cnHapoma Cesapwm (ISCL-EORTC
staging system for cutaneous lymphomas other than MF/SS) (tabn. 1).

MnaH obcnegosaHusa naumeHTos ¢ CD30+ J1M3 BKAtOYaeT:

1. TwaTenbHbIV cbop aHaMHe3a
®  peunanBMpYyloLLME BbICbINMAHUA CaMOMNPON3BOJIbHO Pa3peLlatoLWmMXCcs CrpynnUPOBaHHbIX UAn
ANCCEMMHUPOBAHHbIX NanynesHbIX anemeHToB (ansa JivM)
e [pejllecTBylOWME UM conyTcTByloWwmMe anmdonponndepatuBHble 3aboseBaHuna (b6onesHb
XoAXKKWHa, HoZabHasA aHanacTUYecKas KpynHokaeTouHas ammdoma, FM)
e B-cumnToMmbl (NOBbILIEHME TemMNepaTypbl Tena > 38°, NPoAMBHbIE HOYHbIE MOTbI, NOTEPA BECa
6onee 10% 3a nocnegHue 6 mecaAues)
2. ®usunKanbHbIM OCMOTP
®  KO/IMYECTBO M pasmep BbICbiMaHUI (HanuMume NATEH U GAALIEK YKa3blBAaeT Ha BO3MOMKHYIO
accoumaumio c 'M)
e onpeaeneHue yBeanyeHHbIx TMmPaTUUYecKnX y310B 1 OpraHoB
3. JlabopaTopHble nccneaoBaHus
®  KAWHWYECKUIA M BUOXMMUYECKUIA aHaM3bl KpoBu (BKAkoYan JIAN)
4. Paguonornyeckoe obcnegosaHune
o Jlul: peHTreHorpadus rpyaHoi Knetku, Y3 opraHoB 6pHOLIHOM NOAOCTU U Manoro Tasa, uam
KOMMbloTepHaa Tomorpadpua (41 NauUMEeHTOB C  OTCYTCTBMEM  YBEAMYEHHbIX Ay,
renatocnsieHomeraaum n B-cumnTomos)
e AKJ/IK: KomnbioTepHas Tomorpadua C KOHTpacTMpoBaHMeM (rpyaHas KieTKa, 6ptlowHas

NonoCTb, Masblit Tas).
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5. buoncua Koxu
® [UCTONIOTMYECKOe U MMMYHOTUCTOXMMMUYECKOE MUCCAenoBaHWe, BKAOYaloWee caeayroume
mapkepsbl: CD3, CD4, CD5, CD7, CD8, CD20, CD30, ALK-1, EMA, CLA, CD56, TIA-1, granzim B,
perforin)
6. buoncua numoaTtnyeckoro ysna (npu ysenuyeHun > 1,5 cm B guameTtpe U/MAM  NNOTHOMN,
HepaBHOMEPHOWN KOHCUCTEHLMK)
7. TpenaHobMoncMA KOCTHOrO MO3ra
e Jlull: He BbINONHAETCA
e AKJ/IK: BbINOAHAETCA Y MAUMEHTOB C MHOMECTBEHHbIMW BbICbINAHUAMM U MOPAXKEHMEM

perMoHapHbIX MMMPaTUYECKUX Y3/10B

OnpeaeneHue Bd)q)EKTMBHOCTM sieyeHumAa

ISCL, EORTC # AMEPMKAHCKMM KOHCOPUMYMOM MO KOMHbiIM anmpomam (USCLC) 6binam
npeanoXeHbl caeayowme KpUTepum oTeeTa Ha nedveHune npu CD30+/1MM3:

1. Korka

A. nun:
NonHas pemuccua (MP): 100% paspeLueHuns BbiCbINaHMUMA.
YactuuHaa pemuccena (YP): 50%-99% paspelleHMA BbICbIMAHUM OT WCXOAHOrMO YpPOBHA,
OTCYTCTBME HOBbIX 60N1€e KPYMNHbIX Y3€/KOBbIX BbICbIMAHWUA > 2CM B UaMeETpe.
Crabunusauyma 3aboneBaHusa: oT <50% ysennuyeHmsa Ao <50% paspelleHns BbICbINAHUIA OT
WUCXO4HOTO YPOBHA, OTCYTCTBME HOBbIX 00nee KpynHbIX Y3e/KOBbIX BbICbINAHWI > 2cM B
anamertpe.
YTpata oTBeTa: yBe/snyeHue BbiCbiNaHMM Ha 50% OT HaMMeHbLlero A0 MCXOAHOro YPOBHA Yy
60nbHbIX C gocTUTHYyTOM MP 1Maum YP.
MporpeccupoBaHue 3aboneBaHMA: MOABJEHME HOBbIX 00siee KPYMHbIX U NEPCUCTUPYIOLLMX
Y3€/1IKOBbIX BbICbINaHMI > 2CM B AMAaMETPE UAN BHEKOXKHOE pacnpocTpaHeHne 3aboseBaHus.
PeumgmB: nosAB/eHME KOMXHbIX BbICbINAHUN Yy MALMEHTOB B COCTOSHUW MNOJIHOM PEMMUCCUM

3aboneBaHus.

B: AKJIK:
MNP: 100% pa3peLueHma BbICbINAHWIA.
YP: 50%-99% paspeLueHnsa BbiCbINaHUIA OT UCXOLHOTO YPOBHSA, OTCYTCTBME HOBbIX Y3/108.
Crabunusauma 3abonesaHuaA: oT <25% ysenundeHua [0 <50% paspelleHus BbICbIMAHUK OT
MCXOAHOro YPOBHA.
MporpeccupoBaHune 3ab60neBaHUA: yBeaNYEHUE BbiCbiNaHuii 6onee yem Ha 25% OT cxoaHOTro
YPOBHSA, UM yBENINYEHME BbICbIMAHWI OT HAMMEHbLLEro YPoBHA Ha 50% MCXOA4HOIO YPOBHA Y
601bHbIX C AOocTUTHYTOM MP nam YP
Peumpums: nosAsneHME KOXHbIX BbICbINAHUN Yy MNAUMEHTOB B COCTOAHWUW MOJIHOM PEMUCCUM
3abonesaHuA.

2. lumdatnyeckme ysnbl
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AP: Bce numdatnyeckne ysnbl <1,5 cm B Hambonbwem JuMaMeTpe MWAM FUCTOSIOTUYECKU
HeraTusHble. Kpome TOro, nmmdaTnyeckme ysnabl, KOTOPble Ha MOMEHT NOCTAaHOBKW AMArHoO3a
6611 meHee 1,5 cM M NpU 3TOM TMCTONOTMYECKM MO3UTMBHDI, AO/KHbI YMEHbLWNTLCA 40 1 cm
WUAKN BbITb TMCTONOrMYECKN HEFATUBHBIMMU.

YP: KymynatueHoe cHuKeHue 250% CIP (cymma npousBegeHMii MakcMManbHOro NpoaosibHOro
pasmepa X MaKCMMasbHbIM MOMepeyYHbli pasmep KarK4oro noparkeHHoro a/y) u otcytcTeue
HoBbIX /1/y >1,5 cM B guameTpe No ANNHHOM OCK MK >1 CM N0 KOPOTKOW OCK.

Ctrabunusauma 3aboneBaHusA: otcytcTBue KpuTepmes ana MNP mn YP mn nporpeccupoBaHus
3abonesaHus.

MporpeccupoBaHune 3abosieBaHUA: nosbliileHne >50% CIMP oT mMcxogHbIX pa3mepos afy, vam
HOBbIN n/y >1,5 cm B AnameTpe no AJMHHON OCU UAK >1 CM NO KOPOTKOWM OCK, MU OTCYTCTBME
oteeta: ysesimyeHue CMP Ha >50% OT MaKCMManbHOro ymeHbLUeHMA Y NauneHTos B YP.
PeumpmuB: nosBiAeHME HOBbIX TUCTONOTMYECKM [OKasaHHbIX A/y >1,5 cm B Hambosblem
AnameTtpe y naumeHTos c 1P,

3. BucuepaabHble opraHbl

MP: oTcyTCTBUE YBENNYEHUA OpraHa nNpu GU3NMKaNbHOM OCMOTPE U OTCYTCTBME MATONOTMYECKUX
M3MEHEeHUN npu Tomorpadumn, Guoncus NObIX HOBLIX OYAroB, MOABMBLUMXCA MOC/E JIEYEHUS,
ONA UCKNOYEHNA TMMPOMBI.

YP: >50% perpeccuun o4aros neyeHu, ceneseHKn Uan Apyrux M3HavaabHO NOpPaxKeHHbIX opraHax
npu BO3MOMHOCTU M3MepUTb 0b6bem noparkeHus (CMP), oTcyTcTBME yBENMYEHMA OpraHa B
pasmepax 1 BOBAEYEHWUA HOBbIX OPraHoB.

Crabunusauma 3aboneBaHuA: oTcytcTtBMe KpuTepue ana P, YP u nporpeccmpoBaHms
3aboneBaHuA.

MporpeccupoBaHue 3aboneBaHuAa: >50% yBennuYeHUs opraHa B pasmMepe, WAW MNOpPaAXKeHue
HOBOrO OpraHa, wau oTcyTcTBMe oTBeTa: yBenmyeHue CIMP Ha >50% OT MaKCMManbHOro
YMeHbLUeHnA y nauneHTos B YP.

Peuunaue: BoBNeYeHUE HOBOro opraHa y nauueHtos c [1P.

Neuenue un*

JNleyuebHan TakTUKa

MpoBeaeHHble nccnenoBaHUA 3PpPEeKTUBHOCTU pasHbIX BUAOB AedveHua Jinll noKkasanu, 4To Ha
HacTOAWMIA MOMEHT He CyLLecTByeT Tepanuu, cnocobHON U3IMEHUTb TedeHwe 3abonesaHUsa UK
npeaoTBpaTUTb BO3HWKHOBeHMe JInl-accoumMMpoBaHHbIX BTOPWUYHbBIX AMMPOM, MO3TOMY TaKTMKa

BO34epXKaHNA OT aKTUBHbIX TEPANEBTUYECKUX BO3,CI,€[/’ICTBVII‘;1 ABNAETCA npe,a,nhoMTeanoﬁ.

YunutbiBaa 6naronpuATHbIA NPOrHo3 JInll 1 BbICOKYIO YacTOTy pPeuManBOB NPAKTUYECKU nocie
moboro Buaa Tepanmm 601bLKMHCTBY NALMEHTOB Npea/iaraeTcsa TakTUKa «Habaodam v Kan».

12 v o
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KOHTPO/IMPYEMBbIX KNMHUYECKUX UCCNeA0BaHWNIA HEBENUKO, MOSTOMY BCE PEKOMEHAALMWN AAHHOIO pa3aena
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Tepanusa, peunamnsbl u nocneaytowee HabaoaeHne

Ona neyeHnA NauMEHTOB C MHOTOYUCAEHHbIMU U ANCCEMMHUPOBAHHLIMU BbICbIMAHUAMMK C
Hauny4ywmmm pesynbtatamum npumensietca MYBA-tepanusa (cm. rnaBy «puboBUAHBIA MWKO3») U
NeyeHne mMmanbimu ao3amm meTtoTpekcata (5-30 mr/Hea,. ¢ 1-4-HeaenbHbimU NepepbiBamn). Oba Buaa
Tepanun Bbi3bIBAlOT CHUMKEHME KOJIMYECTBA M ObICTpOE paspelleHMe BbICbiNaHWM y 60/bLUMHCTBA
NauneHToB, HO NOJIHAsA peMuUccUa AOCTUraeTCA PeaKo, Nocae NPEKPALLEHNA NeYeHns (MU CHUXKEHUS
003bl) BObICTPO BO3HWMKAKOT peumamBbl. M3-3a CKAOHHOCTM JIUIl K peuuamBUPOBAHUIO MOXKET
noTpeboBaTbCA NOAAEP)KMBAIOWAA Tepanua ANA KOHTPoAA TeyeHMA 3abonesaHua. lNpu aTom
HEeobXo4AMMO yuMTbiBaTb, YTO AAMTeNbHOe npumeHeHue [MYBA-TepanMm MOXKET NpuUBECTU K
NOBbILEHHOMY PUCKY BO3SHUKHOBEHMA pPaKa KOXM, METOTPEKCaTa — K pasBuUTMIO pubpo3a neveHu.

Y NauueHToB C Y3e/KOBbIMM BbICbINAaHMAMM > 2 CM B AMameTpe, He paspellalowumnca B
TEYEHME HECKONbKMX MECALLEB, MOXKET BbIMNONHATLCA XMPYPruyeckoe yaaneHuwe 3SN1eMEHTOB WAu
NIOKanbHas nyvyeBas Tepanus Kak anbTepHaTUBHbIN NOAXOL BMECTO TaKTUKM «HabNoaam v Kam».

JnnTtenbHoe NepcucTMpoBaHMe Y3e/KOBbIX BbICbINAHWUI > 2 cM B AnameTpe 6e3 OTCYyTCTBUA UX
CaMOCTOATENbHOTO paspelleHuns TpebyeT npoBeseHMA NOBTOPHON BUONCUM KOXKM AN UCKIOYEHUS
BTOPUYHOWN aHANNACTUYECKOWN KPYMHOKNETOYHON IMMPOMBbI.

MaunenTbl ¢ /M gonxkHbl 6bITb Nog HabnwgeHWem B TeyeHMe BCEM KU3HWM M3-3a pUCKa
pPa3BUTUS Y HUX BTOPUYHBIX AnmMmdonponndepatuBHbix 3abonesaHuii (4-25% cnydaes) gaxe yepes
HECKOJIbKO AecATMNeTMin nocne Hayvana Jull v npu OTCYTCTBMM KOXKHbIX BbICbIMaHUM Jlull.
PekomeHA0BaHbI eXerogHble OCMOTPbl C MPOBeAeHUEM peHTreHorpadum rpyaHon knetkm u Y3U
OpraHoB 6POLWHOM NOAOCTU M MAIOro Tasa.

JNleuenue AKNK®

BepeHune naymeHTtoB ¢ AKJIK 3aBMCUT OT pa3mepa, KOAMYeCTBa U CTENEHN PacnpoCTpaHeHUA

KOKHbIX BbICbINaHUM U HANNYNSA BHEKOXKHOTO pacnpocTpaHeHunA 3aboneBaHuA.

1. [Ana AKJIK c conutapHbiMM MAU CrPpynNnMPOBAHHBIMW BbICbIMAHMAMMK XUpPYpPruyeckoe yaaneHue
WX NydeBana Tepanua ABASIOTCA NPeanoynTaembiM leYeHUeM NepBou IMHUU C AOCTUKEHMEM
MNP B 95% cnyyaeB. Peungmebl BOo3HMKAOT y 40% NauUMEHTOB C OAMHAKOBOWM 4acTOTON nocne
oboux BuaoB nedyenHus. Mpu peunamsBax, orpaHMUEHHbIX KOXKel, He HabnoaaeTca yxyalleHus
NPOrHo3a, U OHU He TPebyIoT APYrMX BUAOB NeYeHUs

2. [Ona AKJIK ¢ MHO»eCTBEHHbIMU PacnpPOCTPAaHEHHbIMM BbICbIMAHUAMM PEKOMEHA0BAHO fieyeHue
ManbiMU A03aMn  meToTpekcaTa (5-25 mMr B Hedeno), npu OTCYTCTBMM 3bdeKTa MOXKHO
KOMBMHMPOBATb NeyeHune ¢ uHTepdpepoHom-a
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3. [Ona AK/IK c BHEKOXKHbIM pacrnpocTpaHeHnemM pekoMeHAOBaHa noanxumuoTepanus, Hambonee
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HexoaXkuHckne ammedpombl y 60nbHbIX BUY-uHpeKumnen

BonbHble BWY-uHdeKLMen OTHOCATCA K  rpynne MOBbILEHHOrO pPUCKa  Pa3BUTUA
3/10Ka4YeCTBEHHbIX OMyXoJsiei, B TOM uucie NUMPOM. PUCK PasBUTUA HEXOLMKKMHCKUX AUMPOM Yy
60nbHbIX BUY-MHPekumnen B 1011,8 pas Bbilwe, 4em B 0bwen nonynauum, iMMmpombl XoaKKMHA — B
34,3 pasa. AHTUpeTpoBUpycHan Tepanus (APT) B 3HaUMTeNIbHOM CTENEHM BAUSET Ha PUCK PasBUTUA Y
HMUX OMMOPTYHUCTUYECKMX 3aDONEBAHUI, B TOM YMCAE 3/I0KAYECTBEHHbIX OMyXosaen, U npueena K
3HAYMTENIbHOMY CHUMMKEHMIO 3a601eBaeMOCTN capKkomon Kanowm U HEXOLAKKUHCKMMU AMMboMamm y
naumeHToB, MHGMLUMpPOoBaHHbIX BUY, 4To cBA3aHO C BbICOKOM accoumaumeint 3TUX Onyxosiei ¢ ypoBHeEM
CD4-numdountoB. OpHako 3aboneBaeMocTb APYrMMM  BUAAMM  3/10KAYECTBEHHbIX OMNyXO/el,
HaNpPAMYIO He CBA3aHHbIX C ypoBHeM CD4-numdounToB, Takmx, Kak nmmboma XoaKKWHa, Bbipocaa.
Mo aaHHbIM LieHTpa no KoHTponto 1 npodpunaktuke 3abonesaHuit CLLUA (Center for Disease Control
and Prevention), 6narogaps BHegpeHuto APT nocne 1996 roga 3HauuMTeNbHO CHW3KMANACh
JIETAa/IbHOCTb, HENOCPeACTBEHHO cBfA3aHHad ¢ BUY-uHdekumen, npu 3TOM JIEeTasIbHOCTD,
aCCOLMMPOBAHHAA CO 3/10KAYeCTBEHHbIMM OMNYyXOASfIMM, 3aHAlAa BTOPOE MECTO MNOCAEe C/AYyYaMHbIX
npUYnH cmeptm y BUY-mHOMUMpPOBaHHBbIX nauneHToB. Takum obpasom, npobaembl OHKOAOTUK Y
naumeHToB ¢ BUY co BpemeHem cTaHOBATCA BCe BoJiee akTyasibHbIM, U NaLMEHTbI, UHOULUMPOBAHHbIE
BWY, Bce yalLe nonagatoT B NoJe 3peHMA OHKOI0rOB U reMaTo/10rOB.

Anuaemunonorusa

BMY-accounmnpoBaHHble AMMPOMBI, COrNacHO KaaccudurKaLmMm onyxonem reMonosTUYEecKon m
numobongHon TkaHel BO3 2008 r., — 310 AMmdombl, BO3HMKatowme y 60abHbIX BUY-nHPeKuymei.
Nnmobombl  coctaBnawT 42% OT Bcex 3/10KaYeCcTBEHHbIX onyxone y BUY-MHOMUMPOBaAHHbBIX
NaUMEHTOB: HEXOAXKKMHCKME numdombl — 39%, nnmboma XoaKKnHa — 3%. BUY-accoummpoBaHHble
MMMGOMBbI NPEUMYLLLECTBEHHO BCTPEYAOTCA Y MOJIOAbIX MaLMeHTOB B Bo3pacTe OoT 25 o 55 ner, ¢
megmaHoi 38 net. Yawe AMarHOCTUPYIOT arpeccuBHble B-kneTouHble anmdombl: anddysHyto B-
KpynHoKneTouHyto aumoomy (ABK), nnmbomy BepkuTta. Pexke BcTpeyatoTcs niasmobnactHas
nmméooma, numeoma XOoAKKMHA, T-KkAeTouHble nMMPOMbI, NepBuYHaa Anmdpoma CeposHbIX
nonocre.

B coOTBETCTBMM C MeXAyHAapoAHOW KnaccuduKkaumel 6onesHeint (MKB-10), BblaenstoT cemMb
BapMaHTOB MCxoA0B BUY-mHPeKUMM B 3/10KAYECTBEHHYIHO OMyX0/b, Koaupylowmeca Kogom BUY-
uHdekummn — B21. MKB-10 npeactasneHa B Tabnuue 1. Knaccudmkauma 310KauyecTBeHHbIX onyxonen
KpOBETBOPHON U numdbounaHoli TkaHm BO3 2008 r. BbiaenseT nATb Hanbosiee 4acTo BCTPeYatoLmUXCs
numoom: aimmdoma bepkutta, guoddysHaa B-knetouyHaa KpPynHOKAETOYHasA, B TOM yncie AMmdombl
LUHC, nepsBuyHaa naumopoma ceposHbIx NoAOCTeN, NAasmobaacTHaa aumooma, numdpoma XoaKKMHA.
Takxke paetca onpegeneHne BUY-accouumpoBaHHbIX Aumpom — 310 numebombl y BUY-
WHOULMPOBAHHbIX NaUMeHTOB, 6e3 yToYyHeHWs 06s3aTeNbHbIX YCIOBUA accoumauum ¢ BUY. 3Tn
nMmoombl  onucaHbl B pasgene  auméonponudepatnBHble  3abosieBaHUA,  CBA3AHHblE  C
ummyHogeobumumtom. Y BUY-accoummpoBaHHbIX NMMPOM HeT crneuuanbHOro CoBCTBEHHOTO
OHKonoruyeckoro kKoga (ICD-O), KogupoBaHWe MPOBOAMTCA B COOTBETCTBMM C  KOAOM
OHKON0rMYecKkoro 3abonesaHus.
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Tabnuua 1.
MKB-10 BUY ¢ ncxonom B 310Ka4eCTBEHHYO OMYyX0/b.
B21 BUY-nHPeKLMA C UCXO40M B 3/10KAYECTBEHHYIO OMNYyX0/1b
B21.0 BUY-nHPpeKuma c ncxogom B capkomy Kanowum
B21.1 BUY-uHPpekuma c ncxogom B niumdomy bepkntra
B21.2 BUY-MHPeEKLMA C MCXO40M B APYrol TUM HEXOAMKKUHCKON AMM$OMBI
B21.3 BUY-MHPeKLUMA C MCXOAOM B APYryt0 3/10KQYECTBEHHYIO OMyxosb AUMPOULHON,
KPOBETBOPHOM TKAHU
B21.7 BUY-HPeKLMA C NICXOA0M B MHOYKECTBEHHbIE 3/10Ka4eCTBEHHbIE OMYXONU
B21.8 BUY-nHPeKLMA C UCXOA0M B ApYrue 3/10KaYeCTBEHHbIE OMYyX0/n
B21.9 BUY-nHPeKLMA C NCXOA0M B HEYTOUHEHHYHO 3/10KAaYeCTBEHHYO OMYX0/1b

B 70-90% cny4yaeB BbIABAAIOT reHepasn3oBaHHble CTaguu 3abonesaHuAa. Hanbonee uyacto
MOPaXKalTCA IKCTPAHOLANbHbIE OpraHbl (Kenyao4YHO-KMweYHbll TpakT, LHC, neyeHb), xapakTepHo
BOBJIEYEHME B OMYXOJIEBbIA NPOLLECC KOCTHOTO MO3ra. M3 Apyrnx sKCTpaHoAaNbHbIX OPraHOB HepPeaKo
MoparkatoTcA pOTOBAA MOJOCTb, YENIOCTH, NEBPA, AUYKM, MOJIOYHbIE XeJie3bl, IerKne, KOXKa.

AuarHoctuka

1. KpuTtepum yctaHoBNeHUA AnarHosa, ctagupoBaHue

OunarHos namumoombl y 60sbHbIX BUY-MHPEKLMEN ycTaHAaBAMBAETCA MO TEM Ke KpUTepuam, YTo
My HenHouumpoBaHHbix BUY naumeHToB. CTagma 3aboneBaHWs onpenensercd Ha OCHOBAHWUM
NPUHATOM ANA AaHHOro BapuaHTa AMMGOMbI cucTembl cTagupoBaHua (Ann Arbor ana ABKA, /X,
nnasmobnactHoit numdombl, Murphy ana nmmdombl Bepkutta U T1.4.). MNpu dopmynmpoBKke
AMarHosa, Kpome CTaHAAPTHOro PasBepPHYTOro AMarHo3a AMMQOMbI, JOMKEH BbITb chopmynnposaH
anarHo3 BUY-uHdekummn, BKAOYas yKasaHWe Ha cTaguto u ¢asy BUY-MHPeKunn, BTOPUYHbIE U
conyTcTBytowme 3aboeBaHUA B COOTBETCTBUMN C AENCTBYIOWMMMN PEKOMEHAALMAMM MO ANATHOCTUKE
n neveHnio BUY-nHdpekunn. PekomeHayeTcsa TaKkKe yKasaTb NOCAeAHWe pe3ynbTaTbl UCCAeAoBaHUI
Konnyectsa CD4+ nMmooumnToB, BUPYCHOW Harpysku, nposoautca av APT, 1 ecim «aa», To No Kakow

cxeme.

Tabanua 2.
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OcHoBHble BapuaHTbl IMMPOM, BCTpeyatoLwmecs y naumeHTos ¢ BUY-nHpekumeit

Nnumdoma

XapakTepucTuKka

Koa MKB

Knaccudukaumsa
(cTagmpoBaHue)

OndoysHan

B-KpynHoOKNeTo4YHas iMmdoma

Coctasnsaet 60% ot Bcex AMmdpom
y 6onbHbix BUY-uHdeKumen.
CBA3aHa ¢ HM3KMM ypoBHem CD4-
APT

4yacToTy pa3BuTMA Ha =50%.

I'IMM(I)OLI,MTOB. CHUXaeT

C83.3

Ann Arbor

Nnmdpoma bepkutta

Coctasnsaet 30% oT Bcex AMmdpom
y 60onbHbix BUY-nHbekuueir. He
CD4-
nmmoountos. APT mano Bauset

3aBUCnT oT YPOBHA

Ha 4aCTOTy pa3BUTUA.

C83.7

S.B. Murphy

MNepudepunyeckasn T-KneTo4yHasn

nmmodoma

Coctasnaet 5% oT Bcex Aumdpom
y 6onbHbix BUY-uHPeKumen.

HebnaronpuATHbIN NPOrHO3.

C84

Ann Arbor

MnasmobnactHas nMmdoma

CuctemHasa coctasnfetr 2% oOT
Bcex numoom y 60nbHbIX BUY-
nHpekumen. JlokanbHoe

nopaxeHue NosioCTH pTa
cocrasnsaet 2% ot Bcex AMmdom y

BUM.

C85

Ann Arbor

MepBuyHaa AnMmdoma  CEPO3HbIX

nonoctein, nepsmyHaa ammepoma LIHC

Penko BCTpevaeTca y nNauneHToB
Ha ¢oHe APT, coctasnser 1% ot
Bcex numoom y 60nbHbIX BNY-
nHpekumen. 3HauuTeNnbHaA
accoumauma c HHV-8 n JBB.

HebnaronpuATHbIN NPOrHO3.

C83.8/
C83.7

He ctagupyeTtca

Numdoma XogKKMHa
- NumdongHoe
npeobnasaHue
— HoaynapHbii
CKNepos
- CmewaHHo-
KNETOYHbIA BapUaHT
- NumdongHoe
UcToLLLeHne

YacTtoTa BCTPEYaeMoCTH B

Apyrumu
nmmdomamum  BospacTaeT Ha
APT.

KNETOYHbI BapuaHT

CpaBHeHMU c
¢doHe CmelwaHHo-

}'IMMd)OM,CI,HOE ncroweHme 4acrto
BCTpEeYaroTCA.

Cc81

C81.0

Cc81.1

C81.2

C81.3

Ann Arbor

KnuHuueckasa knaccudpukauma BUN-uHdpekuum B PO
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B Poccum ucnonb3yetca oTeyecTBeHHas Knaccudukauma BUY-uHdekummn, yTBeprKaeHHan
Mpukasom MwuH3gpascoypassutna Poccum B 2006 r. Ctagua mn ¢asa 3abonesaHuA B 3TOM
KNaccupUKaUMM yCTaHABAMBAIOTCA TOJIbKO HA OCHOBAaHWM KAMHUMYECKMX NPOABAEHUN (Hanunuune
BTOPUUHbIX 3abonesaHnit). YposeHb BH uan CD4A™-nmumdboumToB He ABAAETCA KpuTepuem anA
onpeaeneHna KAMHUYECKoM ctaanm unun dasol 3abonesaHus.

1. Cragusa HKRy6aumu.
2. CTagmaA nepBUYHbIX MPOABAEHUIA.
2A. beccumnTOMHas.
2b. OcTpasa BUY-nHopekuma 6e3 BTOPUYHbIX 3a601eBaAHNIA.
2B. Octpasa BUY-uHpeKuma c BTopMUHbIMM 3a601eBaHUAMM.
3. CybKNMHMYecKan cTaams.
4. CTagma BTOPUYHbIX 3ab6on1eBaHUN.
4A. MoTepa maccbl Tena < 10%; rpnbKoBble, BUPYCHblE, BaKTepMaibHble NOPAKEHUA KOXKKN U
CAN3UCTbIX 060/104EK; ONOACHIBAIOLWLMIA NLWIAN; NOBTOPHblE GAPUHTUTLI, CUHYCUTbI:
e (dasa nporpeccupoBaHua (Ha poHe otcyTcTBMA APT, Ha doHe APT);
e (da3a pemuccuu (CnoHTaHHas, nocse paHee nposoamMmoit APT, Ha poHe APT).
4b. Notepa maccbl Tena > 10%; HeobbACHMMbIE AMapea UAM Nnxopafka 6onee 1 megc;
NMOBTOPHbIE CTOMKME BUPYCHble, HaKkTepuanbHble, FPMOKOBbLIE, MPOTO30MHble NOPAXKEHUA BHYTPEHHUX
OpraHoB;  JIOKa/AM30BaHHaA capkoma Kanoww; nNOBTOPHbIM  WAW  ANCCEMUHUPOBAHHBLIN
OMOSACHIBAOLWNN NNLLIAN:
e (¢asa nporpeccuposaHua (Ha poHe otcyTcTeua APT, Ha poHe APT);
e  (dasa pemuccuu (CNnoHTaHHas, nocse paHee nposoammoit APT, Ha ¢poHe APT).
4B. KaxeKcuAa; reHepann3oBaHHble BUPYCHble, baKkTepuanbHble, MWUKODOaKTepUasbHbIE,
rpubKOBblE, NMPOTO30MHbIE, Napa3uTapHble 3aboneBaHMA; NHEBMOLMCTHAA MHEBMOHMUSA; KaHAUA03
nuuiesona, OPOHXOB, Tpaxew, NEerkux; 3/I0KaYeCTBEHHblE OMNyXo/n; MOPaXKEeHUs LEeHTPaNbHOM
HEepPBHOW CUCTEMDI;
e (¢asa nporpeccupoBaHua (Ha doHe oTcyTcTBUA APT, Ha poHe APT);
e (dasa pemuccum (cnoHTaHHas, nocne paHee nposogumoit APT, Ha doHe APT).

5. TepmunHanbHas.

XapakTtepuctuka ctaauin BUY-mHPeKummn n pekomeHaaLummn no nx yCTaHOBEHUIO NPUBeAEHbI
B8 HaluMOHaNbHbIX peKoMeHAauMAX No AMcrnaHCepHOMY HabAloAeHUIO U fiedyeHno 60abHbIX BUY-
UHbEeKUMen (KAMHUYECKNA NPOTOKON).

2. O6cnepoBaHue

Mommmo cTaHAapTHOro obcnenosaHmaA 601bHbIX MMdonpondepaTUBHbIMU 3a601EBAHUAMM,
BkAtoyas MNIT, 6onbHbiM ¢ BUY-MHbeKumein uenecoobpasHo BbINOMHATbL pPAd AOMONHUTENbHbIX
nccnenoBaHUin, HeobxogMMbIX ANsA onpeaeneHuns ctaamm BUY-mHbeKkunmn, AMarHoCTMKM CBA3aHHbIX C
Hell 3aboneBaHW, gns onpeneneHns BblIPAXKEHHOCTU MMMmyHogeduumTa n apdpekTnsHocTn APT,
ecnm oHa nposoauTcA. [aHHble UCCNeaoBaHWA MPOBOAATCA B COOTBETCTBMM C AENCTBYHOLLMMM
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pekoMmeHaaumamu (npoTokonamm) nedyeHmsa 6onbHbix BUY-nHbekumelt. Hanbonbluee 3HayeHme gns
onpegeneHna TaKTUKUM BedeHWs naumeHToB ¢ aumébomamm Ha ¢oHe BUYU-uHPekuun umeet
onpezeneHune konmyectsa CD4 numooumToB B KpoBM U Konmdectsa Konuii PHK BUY B cbiBOpOTKE
KpOBM (BMpYCHan Harpyska).

Ona 6onee TOYHOM AMArHOCTUKM BUY-uHbEKUMK, cBs3aHHbIX C Helt 3abonesaHUn w
NpoBeAeHMA UX IeYEeHUN PeKoMeHayeTcA KOHCYNbTauma UHbeKunoHucta «LeHtpa CMIAO».

Ona onpepeneHna nporHosa obuiei BbiXKMBaeMocTM naumeHToB ¢ BUY-accounmnpoBaHHbIMM
nMmdomMamMm MOXKeT ObiTb MCMOMb30BaHA LWKaNa MeXAYHapOAHOrO MPOrHOCTUYECKOrO MHAEKCa,
aganTupoBaHHoro no so3spacty (aalPl), npu BUY-accoummpoBaHHbix anmepomax (ARL-IPI).

Tabnuua 3.
LLKana mexayHapoAHOro NPOrHOCTMYECKOro MHAEKCa, aaanTMpoBaHHOro no Bospacty (aalPl), npu
BUY-accoummnpoBaHHbix iumebomax (ARL-IPI).

Wkana | dakTopbl Bannbi
0 1 2 3

BWY-wkKana YposeHb CD4+ numdouymtos | =500 200-499 50-199 <50
[HIV-score] (kneTok/mKkn)

BWNY-BupycHas Harpy3Ka <400 400-9,999 210,000 -

(konuin/mn)

CNKnAa s aHamHese HeT aa - -
MK, ECOG craTyc 0-1 >2 - -
apantuposaH | Ctagma AMmeombl o, ", v - -
HbIM NO nar HopMma Bbllle - -
BO3pacTy HOpPMbl
[aalPI]
dKcTpaHoganbHble noparkeHua [ENS] 0 1 2 >3
ARL-IPI dopmyna pacyetos ([aalP1]x2)+[ENS]+[HIV-score]=0-15
(0-15)
Ipynnbl pucka ARL-IPI 6annsl MporHo3s obLei BbIXKMBAEMOCTH

(5 net)

Hu3Kknit puck 0-6 75%
MpoMerKyTOUYHbIA PUCK 7-10 52%
BbicOKWI4 pUcK 11-15 42%

O6ume npuHUMNbI Tepanuu aAMmdpom Ha doHe BUY-uHbekumnmn
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BoiaBneHve numoombl Ha ¢oHe BUY aABnAeTcA camocToATENbHbIM MOKasaHWeM AnA
Ha3HayeHuA APT BHe 3aBUCUMMOCTHM OT Kosimyectsa CD4+ anmdoumnTos.

Bonpoc o6 ouyepegHoct Hadana APT u [MXT pewaeTtca B WHAWBWAYa/SbHOM MoOpAaKe.
MpeanoytnuTenbHo, YTobbl MXT HauMHanacb Ha poHe cTabunbHo nposoanmoit APT, HO npwu
CPOYHbIX MOKasaHuMAX K Hayany MNXT y naumeHTa, He noaydvatowero APT, pekomeHayeTca
HasHayeHne [XT c npucoegmHeHnem K Hemy APT B TeyeHue OAMNKaAAWKNX Hepeb.
OpHoBpemeHHOro HasHayeHua APT u NXT pekomeHayeTca nsberatb, Tak Kak Npu pasBuTUK
no604HbIX 3pPeKTOB BYAET CNOMKHO YCTAHOBUTL C YEM OHM CBA3AHDI.

Cxembl NXT Ha poHe npumeHeHuna APT, BKAtOYAs UCNOIb30BaHME MOHOKIOHA/IbHbIX aHTUTEN,
0,03bl LUTOCTAaTUKOB M MPOAOJIKUTENIbHOCTb MEXKKYPCOBbIX MHTEPBANOB Yy NauneHTos ¢ BUY-
aCCoUMMPOBAHHbIMN AMMIOMaAMK HE OTIMYAIOTCA OT TaKOBbIX B 06LLEN NONYAALUNK BO/bHbIX.
BO3MOKHOCTb NpUMEHEHUs pUTYKCcMMaba y 60abHbIX BUY-MHPUUMeER 3aBUCUT OT KoinyecTsa
y 6onbHoro CD4+ Kknetok. Mpu yposHe CD4+ Knetok 6onee 50/MKN pUCK pa3BUTUA
HexkenaTesbHbIX ABMEeHUA He noBbliwaeTca. MNpu cHUKeHUKU ypoBHA CD4+ kneTok <50/mKn
PUCK pPa3BUTMA WHOEKUMOHHBIX OC/NOXHEHUI C BbICOKOM NEeTaNbHOCTbIO 3HAYUTENBbHO
YBE/IMYMBAETCA U CYLLECTBYIOT PEKOMEHAAUNN PUTYKCMMAD B TaKMX Cy4asx He NPUMEHSATD.
Ecnn putyKcnmab He 6bin Ha3HayYeH Bo Bpemsa nepBoro Kypca MNXT, npy oTCyTCTBMU TAXKENbIX
OCNOXHEHUI pPEeKOMEeHZO0BaHO npoBoguTb BTOpoi Kypc [MXT ¢ putykcumabom. [pu
npumeHeHnn y 6onbHbIX BUY-MHPeKumnen putykcumaba HasHavyaeTcs XMMMUONPOPUIAKTMKA
NHEBMOLIMCTHOM MHEBMOHUKN TPUMETONPUMOM/CYIbGaMeTaKCa3OHOM.

Ncnonb3osaHue M-KCP obaAsaTenbHo y Bcex BUY-MHOMUMPOBAHHBIX 60NbHbIX AMMPOMamMM,
nonyvatowmx MXT. BeeaeHne M-KCO HaumHatoT yepes 24-48 yacos nocsne 3asepweHuna MNXT u
NPOAO/IKAIOT B TEYEHME BCETO NEPMUOAA HENTPONEHMUMN.

BonbHbiM BUY-nHoekumelt, noaydatowmm [MXT, nommmo naaHoBbiXx o6cnenoBaHUi,
npPeaycMOTPEHHbIX MPOTOKOAOM NledyeHuna numoonponndepatMBHblxX 3ab6oneBaHU, LOKHbI
npPoBOAUTBLCA MJIaHOBble 06cCnefoBaHMA, NPesyCMOTPEHHblE  MPOTOKOaMKU  JievyeHusA
60nbHbIX BUY-MHPeKuuei.

Mpu codeTaHun Tybepkynésa, numoombl M BUY-uHdeKumMmM Bonpoc 06 ouvepegHOCTU
HasHauyeHua APT, MXT n npoTUBOTYbEpKYIe3HOM Tepanumn onpeaenaeTca B UHANBMAYANbHOM
nopaake B 3aBUCMMOCTU OT ypoBHS CD4+ nnmdoumToB, TAKECTU TedeHua TybepKyniesa u
nmmébombl. [nA pelleHWs 3TOr0 BOMPOCA PEKOMeHAyeTCs MNpoBefAeHMEe KOHCUAnyma ¢
yyactmem MHEKUMOHMUCTA, FeMaTOOHKo10ra U GpTUsmnaTpa.

lenatuTbl U AMMOMBbI, cBA3aHHbIe ¢ BUY: 6onbHbIM ¢ imdbomoii u BUY, y KoTopbix umeeTca
XPOHWYecKMi renatut B, npu HasHaveHun APT ucnonb3yloTca cxembl, BKAKOYaOWMe B
KauecTse HYK/1e03naHOM OCHOBbI npenapaTsbl, AencTeytolme Ha BI'B
(TeHodoBUpP+NamuByaAMH wUAN  TeHOPOBUP+IMTPUUMTAOUH). [nAa peweHus Bonpoca o
HasHayeHun nedeHma XIC HeobxoAMMa KOHCyNbTaumMsi WHOEKUMOHUCTA. BbiaBneHue
BMPYCHbIX renaTUTOB He ABAAETCA OCHOBaHMEM [AnA OTKasa oT nposegeHuna MXT c
PUTYKCMMabom.

ConpoBoauTenbHaa Tepanus BKAtoYaeT B ceba NpodUNaKTUKY NHEBMOLMUCTHON MHEBMOHUU
(ko-Tpmokcason) — 480 mr/cyT B TeueHMe BCEro NeprMoaa XMMMoTepanuu 1 Ao yBeandeHus
CD4+ knetok >200/mKn; npodunakTnky uHUUMpPOBaHMA mycobacterium avium npu
Konndyectse CD4<100 Kn/mKn (asutpomuumH 1250 mr B Hedeno WAW KNapUTPOMMULMH
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exxegHeBHO no 500 mr 2 pasa B CyTKM); AEKOHTAaMMHAUMIO KULWIEYHWKA B MNepuos,
HenTponeHun npenapatamm n3 rpynnbl $TOPXMHONOHOB (umnpodnokcaumH,
neBodNoOKcaLMH, MOKCMbAOKCaUMH U T.4.). NpodunakTMKka rpubKoBbIX MHPEKUMIA BKIOYAET
B cebA HasHayeHMe npenapatoB M3 TpPynnbl a30/10B B TeYeHMe BCEro nepuosa
XxvmuoTtepanuu. Mpu MCNoNb30BaHMM a30/10BbIX AHTUMUKOTUKOB A0/IXKeH cobntopatbea 24-
4acoBOWM MHTEPBAN C XMMMOMNPENapaTamu, AeNCTBYOWUMN Yepes cuctemy Lmtoxpoma P450,
reHa CYP3A4, KoAMPYHOLWEro OAHOMMEHHbLIN 6esoK. Y MauMeHToB C reprneTMYecKkumu
nHbeKumsamu, BbizaBaHHbIMKM BMM-1 uaun BMI-2, neyeHne peungmBos NPOBOAAT KOPOTKUMU (5
OHeN) Kypcamu  NpoTMBOreprneTMYeckUx npenapaToB  (auMKNOBUP, BanaLMKIOBUP,
damaumknosup). Mpu YacTbix peungmsax cieayeT PacCMOTPETb BOMPOC O MPOBEAEHMM
OJIUTENbHOW eXeAHEBHOW MPOTUBOBUMPYCHOM Tepanuu (Hanpumep, Banaumknosup 500 -
1000 mr 1 pas B cyTKM). Y naumeHToB ¢ Haanumem AHK LUMB B Kposu 1 Koandectsom CD4-
mmooumntoB meHee 100 Kn/mkn Ha ¢oHe npuema APT uenecoobpasHo HasHauyeHwue
BasraHumknosmpa (900 mr 1 pas B cyTKM) ans npodunaktukm maHudectaumm LIMB-
nHbekunun. JantenbHOCTb NpUema Ba/iIrAaHLUMKIOBUPA COCTaB/IAET HE MeHee mecaLa.

Mpun nopbope cxem APT u MXT KOHKPETHOMY NaLMeHTy HEOHXO4MMO YUMTbIBATb BO3MOMKHOCTb
B3aMMOLENCTBUA AHTUPETPOBUPYCHbIX MPEnapaToB M Npenapatos, NPUMEHAEMbIX AN JedYeHus
numoom. Bonpoc o0 BblbOpe  KOHKPETHbIX CXeM peKoMeHAyeTcA pewaTb COBMECTHO
OHKOremaTonorom W WHPeKuMoHuctom. [pu 3TOM, KaK NpaBMAO, CXema aHTUPETPOBMPYCHOM
Tepanuu noactpameaetca nog cxemy NXT. MpuHumnbl dopmmpoBaHua cxem APT (HyKneosuaHas
OCHOBA, TPETMI NPenapaT) He OT/IMYAKOTCA OT TaKOBbIX ¥ 60AbHbIX BUY-UHPeKumeln 6e3 numepom. B
cny4ae Heob6Xxo4MMOCTU MOTYT MCMONb30BATbCA HECTAHAAPTHbIE CXEMbI.

Tabnuua 4.
JlekapcTBeHHOE B3aMmozeicTeme npenapaTos gns nposegeHua APT u NXT
Cxembl Mpenapat APT Mpenapat APT Mpenapat APT
NPOTUBOOMYXO/IEB | COBMECTUM C Y4ETOM MOKeT noTpeboBaTb TWATENBHOIO He COBMECTMM C
ol Tepanuu JIeKapCTBEHHDIX MOHUTOPWUHTA, U3MEHEHMA A03bl yyeTom
B3aMMOLENCTBUM npenapaTta UaM BPeEMEHW BBEAEHMUA JIeKapCTBEHHDIX




156

(TpebyeT cornacosaHus c B3aMMOAENCTBMU
NHbEKLUMOHUCTAMM) "
CHOP Abakasup ATazaHasup
Ldonyterpasup LapyHasup
NamusyguH AnpaHo3uH
Mopasepok 3mnposyanH
PanterpasuH NHaonHasup
TeHodoBUp JlonnHasup
3IMTpULMTabUH HendwnHasup
PutoHaBsup
CraByauH (c OCTOPOKHOCTbIO,
ycunmeaet HEeMNpPOTOKCUYHOCTb
BMHaNKosnomaos) Hesnpanux
docamnpeHasup
dTpasepuH
d¢daBupeHs
EPOCH AbakaBup ATazaHaBup
Jonyterpasunp JapyHasup
NlamuneyamH AnpaHo3nH
MopaBepok 3npoByauH
PanTerpasuH NHanHasup
TeHodoBUp NonuHasup
IMTpULMTabUH HendwnHasup
PutoHnasup
CraByauH (c OCTOPOXKHOCTbIO,
ycunmeaet HEeMNpPOTOKCUYHOCTb
BMHA/NKO/0MA0B) HeBMpanuH
(BMpamyH, HeBMPaANUH, HEBUPMUH)
docamnpeHasup
JTpaBepuH
3dasupeHs
Putykcnumab AbakaBup 3naoByanH
ATaszaHasup
JapyHasup
AnaaHo3uH
Jonyterpasup
MHanHasup
NonnHasup
MopasepoK
HesnpanuH
HendunHasmp
PanterpasuH

PutoHasup
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CrasyamH
TeHodoBUP
NamunsyguH
docamnpeHasup
DKCTpaBepuH
IMTpULMTaOUH
d¢dasupeHs
bopTtesomnd Abakasup ATasaHasup
Jonyterpasup JdapyHasup
NamunsyguH AnpnaHosuH
Mopasepok 3naoByanH)
PanTerpasup NHanHasup
CraByauH NonunHasup
TeHodoBUp HendpuHasup
AMTPUUUTAOUH PutoHaBup
CtaByauH (c OCTOPOKHOCTbIO,
ycunmeaet HEMPOTOKCUYHOCTb
BMHaNKoouao8) HesupanuH
docamnpeHasup
JTpaBepuH
d¢dasumpeHs
ABVD ATasaHasup
Abakasup JapyHasup
NlamnsyauH AnpaHo3uH
AMTPULUTAOUH Jonyterpasup
3mnposyanH
NHanHasup
NonuHasup
Mopasepok
HendpuHasup
PanterpasuH
PutoHasup
CraByauH (c OCTOPOXKHOCTbIO,
ycunmeaet HEeNpPOTOKCUYHOCTb
BMHaNKo/0MA08B) HeBnpanumH
TeHodoBUP
JTpaBepuH
docamnpeHasup
3¢daBupeHs
BEACOPP Abakasup ATasaHaBup
JonyTterpasunp JapyHasup
NamusyguH AnpaHo3uH
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MopasepokK 3naoByauH

Panterpasup UHanHasup

CrasyaunH NonunHasup

TeHodoBUP HendwnHasup

IMTpULMTabUH PutoHaBsup
CraByauH (c OCTOPOKHOCTbIO,
ycunmeaet HEMPOTOKCUYHOCTb
BMHA/NKO/10MA0B) HeBMpanuH
(BMpamyH, HeBUpPANUH, HEBUPMMH)
docamnpeHasup
JTpasepuH
d¢dasumpeHs

DHAP Abakasup JlamusyguH

ATasaHaBup CrasyaunH

HdapyHasup TeHodoBUp

AnpnaHosuH IMTpULMTabUH

Jonyterpasup

3uposyanH

MHanHasup

JlonuHasup

Mopasepok

HesupanuH

HenduHasmp

PanterpasuH

PutoHasup

docamnpeHasup

DKCTpaBepuH

d¢dasupeHs

Kak BuaHO 3 Tabnuubl, Hanbonee TpyaHo nogobpate APT npu npumeHeHun cxembl ABVD.

Mopbop cxembl APT TONIbKO M3 NpenapaToB, HE MMELMX B3aMMOLENCTBUA C NpenapaTtamm CXembl

neyeHuA /'IMMd)OMbI, HEBO3MOXHO.

NeyeHune HEXOAKKUHCKUX iMmbom

Bbibop MXT 3aBUCUT OT MMMYHOIMCTOXMMMYECKOrO BapuaHTa AMmMdOMbI

n COCTOAHUA

601bHOr0. B 6O/bLWIMHCTBE CAyYaeB MPEANOYTUTENbHbIE PEXUMbI nedyeHusa y 60nbHbiXx BUY-

MHd)eKLI,MGﬁ KaK B nepBoﬁ JIMHUN, TaK U NpU peunanBax He OTINYAKOTCA OT CTAaHAAPTHbLIX PeXXMOoB,

pekomeHAyembIX ANAa aHHOINo BapuMaHTa I'IMMd)OMbI.
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Mpn arpeccmBHbix numoomax (nMmeboma bBepkutra, nnasmobnactHaa naummooma) vy
COMATMYECKM COXPaHHbIX OO/IbHbIX OTAAeTcA npeanoyteHue 6onee MHTEHCMBHLIM MPOrpaMmam
nedenus. Mpu 16 nposoaat nedeHne no nporpammam R-CDE, CODOX-M/IVAC (modified)*R, R-DA-
EPOCH, R-Hyper-CVAD, J/16-M-04-R.

Onsa nnasmobnactHolt numobombel MXT no nporpamme CHOP sBnsetcs manosdpheKkTMBHOM;
Hambonee uenecoobpasHbl npotokonbl CODOX-M/IVAC (moanduumposaHHbiin), Hyper-CVAD, DA-
EPOCH.

Mpu AOBK/, numdome ceposHbix nonocteit, nMumdpome, accoummpoBaHHoOW ¢ 60ae3Hbto
KactnemaHa, npegnoytutesnibHa UMMyHOXUmMoTepanua no nporpamme R-DA-EPOCH, Bo3moXHO
nposeaeHne Kypcos no npotokonam R-CHOP, R-CDE. Bcem 60nbHbiM Cc fivmdpomamm npoBoaAat
NPoduUNaKTUKY HENMPONENKEMUN MHTPATEKAIbHBIM BBEAEHUEM TPEX npenapaTtos (uMTapabuH 30 mr,
meToTpeKcat 15 mr, aekcameTasoH 4 mr) 1 pas B Kypc.

OuarHoctTMka UM neyveHne nepBuyHbiXx anmmpom LIHC y 6GonbHbix BUY-uHPeKumein
OCYyLLECTBAAETCA MO CTaHAaPTHbIM MPOTOKONAM Tepanuu nepsuyHbiX aumébom ULHC (MALHC).
MaymeHTam c NaoXum comatuyeckum crtatycom (ECOG 3-4) BO3MOXKHO NpoBeAeHUE Kypca BbICOKUX
003 MeToTpeKcaTa. [pM HEBO3MOMKHOCTU HAa3HAYeHMA XMMUOTEPANUMK LenecoobpasHo nposegeHue
Nly4eBOM UKW NaNANATUBHON Tepanuu.

NeueHune numpombl XOAXKKUHA

NeyeHue naymeHToB ¢ J1X Ha ¢oHe BUY ponKHO BbiTb CTAH4APTHBIM, KaK B 06Lel nonyaaumm
nauneHtos 6e3 BUY. Ho wumeetca pag ocobeHHocTel, KoTopble c/AedyeT YyyYuTbiBaTb NpU
NAaHWUPOBAHUN NEYEHUA.

Mpu ctagmpoBaHun numdombl XOAXKKMHA cnegyeT ydecTb GakT, noayyan nv nauneHT APT.
Ecnn APT He 6blna Ha3HayeHa paHee, W oblliee COCTOAHWE NauMeHTa No3BOASET OTCPOUYUTb Hayano
MNXT, cnegyeTt cHavyana HasHauuTb APT B TeyeHne He meHee AByX Heaenb. [poBoaUTb CTagMpoBaHue
nmmobombl XO4KKMHA cnesyeT HenocpeacTBeHHO neped Hadvasom MXT, Tak Kak Ha ¢oHe APT moxeT
M3MEHUTbCA KOJIMYECTBO YBEAMYEHHbIX /MMOYy310B, U cTagus AMMEOOMbI  MOXKeT ObITb
nepecmoTpeHa.

MporHos y nauMeHToB ¢ inmdomor XoaKKMHa He oTan4YaeTcs oT obulei nonynauuun, cneayet
MCMO/1Ib30BaTb MPOrHOCTMYECKME LLKa/Ibl, KaK y obuieit nonyaaumum naupeHtos: GHSG, EORTC/GELA u
T.4.

MNaumeHtam c BUY n numdbomoit XogkKmHa cnegyet nsberatb HasHayeHua cxembl BEACOPP
KaK CTApTOBOM Tepanuu, YTO U PUCK-afanTMPOBAHHOWM 3cCKanaumn. PekomeHaoBaHO nposeaeHue
ABVD xumunoTepanmu, KoJIMYECTBO LIMKAOB onpeaenseTcs ctagmei n nporHosom (4-6 Kypcos). XoTs
noabop cxembl APT npu 3ToM Hanbonee CoXKEH.
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Mpotokon BEACOPP B 06wein nonynsummn naumeHtos 6e3 BUY npoaemoHcTprpoBan 6onbluyto
TOKCUYHOCTb. Yale 6bln 3aperncTpMpoBaHbl CHUXKEHUE 03 U 334ePKKM HAYana o4epesHoOro Kypca,
a TaKKe NIeTalbHOCTb, CBAA3aHHAA C ieyeHnem (coctaBuna 7%). OcobeHHO 3HaUYMMO A9 NaLMEHTOB C
BUY, roe BepoOATHOCTb pPasBUTMA OC/IOXKHEHWUI Bblle, Yyem B obwen nonyaaumm. OueHKa
3¢ dEKTUBHOCTU TEPANUM LONKHA NPOBOAUTLCA B COOTBETCTBUM C OBLMMMN PEKOMEHAALMNAMM.

TpaHcnnaHTauMA reMono3TUYECKUX CTBO/IOBbIX K/I€TOK Yy NauueHTos ¢ aimmpomamu n BUY

JNleyeHne peunamBoB U PE3UCTEHTHbIX dopm AMMoM Yy naumeHToB ¢ Ammdpomammn mn BUY
OONXKHO ObITb MPOBEAEHO B COOTBETCTBMW pPeKoMeHaaumam y naumeHtoB 6e3 BUY. CraHgapTom
TepanumM BTOPOM /MHUKU sABAseTca uuTopeaykTmBHaa [IXT ¢ ob6aA3atenbHbiIM NpoBeAeHUEM
BbICOKOAO3HOM XMMWOTEPANMM C ayTONIOTMYHOM TPAHCMNAAHTAUMEN FeMOMO3TUYECKUX CTBOJIOBbIX
kKnetok (ayto-TrCK). Mpu AnarHocTUKe peunmameBa MAM HedoCTaTouHOM 3GEEKTUBHOCTM NepBoOl
NMHUKM Tepanuu cnegyeTt CBA3ATbCA C LEHTPOM, rae nnaHumpyetcAa nposegeHue ayto-TICK, ona
COBMECTHOFO NJIaHMPOBAHWUA BTOPON NIMHUKM Tepanuu, 4Tobbl M3berkaTb nepepbiBa mexay MNXT
BTOPON AnHMKM K ayto-TICK. CBoeBpemMeHHOe NPoBeAEHUE BbICOKOAO3HOMW XMMUOTEPANUU C ayTo-
TICK aBnseTca 06s3aTe/IbHbIM YC/IOBUEM YCMELHOW TepPanum pPeumamBoB UAM PE3UCTEHTHBLIX Gopm
nmmoom.

NeyeHne peuuyamsa nocne ayto-TICK MoxKeT BKAOYATb HOBble npenapaTtbl ANA JeyvyeHus
NMMPOM B pPamMKax KAMHUYECKMX MCCNefoBaHUI nau anpobauumu, Kak y nonyaauum 6es BUY, nan
aNNOreHHY TPaHCMNaHTaLMI0 TeMOMNO3TUYECKMX CTBOOBbLIX KNeTok (anno-TrCK). d¢pdeKTnBHOCTb 1
6e3onacHocTb ayTo-TICK y mauuneHtos ¢ BUY n numbomamm bblna npoaemMoHCTUPOBaHA B cepuun
nccnenoBaHuii. PesynbTaTbl ne4eHMA He OTIMYALOTCA OT TaKOBbIX y NaumeHToB 6e3 BUY. Anno-TICK
TakXe ABnseTcA 6e3onacHon npoueaypoi s naumeHtos ¢ BUY-nHbekumeln n HeceT noTeHuman
M31e4eHUA He TOIbKO OT 3/10Ka4YeCBTEHHOW OMyX0/n, HO U OoT BUY-nHdekumn.
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Hexoa)XKuHcKkue aumeombl y 60/1bHbIX, UHPULMPOBAHHBIX BUPYCaMM

renatutaBu C

B nocnegHue pecatunetns cobpaH 6onbwonn obbem nMHbopmaumm ob accoumaummnm BUMPYCoB
renatuta B n C ¢ ammbomamu. Accoumauma mexay BUPYCHbIM renatutom C U HEXOAKKMHCKUMMU
nmmdomamum noarteepxaeHa 607bIMM KOMYECTBOM MCCAeAoBaHWiA. o AaHHbIM MeTaaHanusa,
WHPUUMPOBaHME BMpycom renatnta C yBenMuMBaeT PWUCK pasBuUTUA aumdombl B 2-2,5 pasa.
Hanbonee pacnpocTpaHeHHbIM BapuaHTom HCV-accoummpoBaHHOM aumdombl asaseTca anmoboma
MaprMuHaNbHOM 30HbI, OAHAKO CYLLECTBYET PUCK PasBUTUA APYTrUX PaCpPOCTPaHEHHbIX BapWMaHTOB
numéom: BKA, dN, XN
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Accoumauma BUPYCHOroO renatuTta B ¢ pasanyHbIMK BapuaHTaMn AMMOOMbI HA CEFOAHALLIHWIA
AEeHb M3yYyeHa meHblue. MeTa-aHanus, BKAYMBLIMIA 12 nccaenoBaHWA, NOKa3an yBeMYeHne pucka
pa3sutna HX/M1 y HBV-uHdmMumnpoBaHHbIX 60abHbIX B 2,5 pa3a. OgHaKo 3TW AaHHble HE Y4YUTbIBAKOT
nauMeHToB ¢ nateHTHon (HBsAg-HeratusHol) HBV-uHdpekumeir. Y HBSAg-No3snTUBHBLIX 60/bHbIX
YBENIMYMBAETCA PUCK PA3BUTUA arpPeccuBHbIX B-KAETOUHbIX NMMPOM MO CpaBHEHWIO ¢ obuiei
nonynauuen. Mpu 3ToM, PUCK pPa3BUTUA GONAUKYNAPHOU NUMPOMbI, T-KNETOUHbIX NUMOOM,
NMMPOMbI XOAKKMHA U MHOXKECTBEHHON MUENIOMbI HE BO3PaCTaeT.

PeakTMBauya BMPYCHOrO renaTuTa, MWHAYLMPOBAHHAA XMMWOTepanuewn, Habarogaetca
3HAYMTENbHO Yalwe npuv MHPUUMPOBAHMKM BUPYCOM remaTtuTa B, pepko BcTpeyaeTtca npu HCV-
MHOEKUNM, N MOXKET MPUBECTM K Pa3BUTUIO NEYEHOYHOWN HEAOCTAaTOMHOCTU Yy 60NbHbBIX AMMPOMON B
npouecce XMmuMoTepanum UAM NOC/ae ee 3aBeplueHua. ITo obcToATeNbCcTBO TpebyeT cneumanbHOro
noaxoaa K nedeHuto iMm@om y naumeHTos, MHOMLMPOBAHHbIX BUpYycamu renatuta B nnm C.

NeueHune HXJ1y 601bHbIX XpOHUUYECKUM renatutom C

Y nauueHTOB C BblABAEHHbIMW aHTUTenamu K HCV, cnepyeT onpenenAaTb KOAUYECTBEHHOE
cogepkaHne HCV PHK metogom [MLP, xoTa HET AaHHbIX O CBA3N MEXKAY BUPYCHOW HarpysKom u
ncxogom nedeHuna HXJ/1. Y naumeHToB ¢ XpoHudeckum renatutom C (HCV PHK+ B KpoBsu) nepep
Haya/ioM  XMMMOTEpPANMM HEeobXoAMMO OnpeaennTb TAXKECTb MNOparkeHuAa nevyeHu (OUeHUTb
aKTUBHOCTb MeYeHo4YHOro npouecca U crtaguio ¢Gnbposa), a TaKKe MCKAUYUTL APYrMe NPUUUHLI
NOPAXKEHMA NeYeHun.

Y 60/bHbIX IMMIOMOIN MapPrMHaNbHOM 30HbI Cesie3eHKN, acCoUMMpPOBaHHOM ¢ renatutom C,
NPOTUBOONYX0/EBbI 3PPEKT MOMKET B6biTb AOCTUIHYT MPU NPOBEAEHMM TONBbKO NPOTUBOBUPYCHOM
Tepanun. B atoi rpynne 60/bHbIX B KayecTBe MHAYKUMOHHOM Tepanum MOMKeT OblTb HasHaueH
MHTepdpepoH-a 6e3 obaBNeHUs XMMMOTEpPanMK. B HacTosLLee BPEMS OCHOBY /IeYEHNA XPOHUYECKOTO
renatuta C coCTaBaAOT NpenapaTbl NPAMOro NPOTUBOBUPYCHOIO AeNCcTBUA (MHIMOUTOPbI NPOTeasbl U
nonumepasol HCV), KoTopble OTAM4YalOTCA BbICOKOM 3ddeKkTnBHOCTbIO (B npegenax 90-95%),
xopoLwum npodunem 6e3o0nacHOCTU, yA0OHbIM PEKMMOM A03UPOBaAHMUA (Kak nNpasuao, 1-2 TabneTtkm
B CYTKM B TeyeHuMe 12 Hegenb). YKe OTMEYEH OMbIT UX YCMELWHOro NpPUMEHEHUs Yy 60JbHbIX
MMPOMON, B TOM YmMc/ie, accoummpoBaHHoim ¢ HCV.

JNleyeHne 60nbHbIX Apyrumn BapuaHTammn HXJ1, nHouumpoBaHHbix HCV, 0nKHO NpoBOANUTbLCA
B COOTBETCTBMW C PEKOMEHAAUMAMM MO JIeYEHUIO COOTBETCTBYIOLLEFO BapuaHTa AMM@OMmbl, U
BKAOYATb  MMMYHOXMMMOTEPANMUIO. MpoTuBOBMPYCHOE  leYeHUeHeobxoaMmMo Ha3HauUTb
OAHOBPEMEHHO MM NOC/E 3aBEPLUEHUA NPOrPaMMbl 1e4eHUA TMMPOMDbI.

CylLecTBYIOT  AaHHble, 4YTO Yy 60/bHbIX, WHPMUMpPOBaHHbIX HCV ©“  nosyyarowmx
MMMYHOXMMWOTEPANuio,  MOBbILEH  PUCK  MEYEeHOYHOM  TOKCcuyHocT.  Kpome  TorO,
NPOTUBOOMNYXO/IEBOE JIeYEHWE MOXKET NPUBECTM K aKTMBaumu rematuta. B cBAsM c 3tum npwu
npoBeAeHNN XMMMOTEPANUM MOKA3aHO CTPOroe MOHUTOPUPOBaHME GYHKLMOHANbHOMO COCTOAHMA
neyeHu, a TaKKe perynapHoe ucciengoBaHMe KONMYECTBEHHOro cogepykaHua HCV PHK ¢ nomoubio
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MUP ans KOHTPONA BWUPYCHOW Harpyskn. MOHUTOPUHT BMOXMMMYECKMX NOKasaTesfel KpoBU U
BMPYCHOM Harpysksm HeobxoguMmo MNpoAao/KaTb B TedyeHWe 6 MecAueB nocse 3aseplueHus
NPOTUBOOMNYXO/IEBOrO fIeYEHMSA, T.K. OAHUM W3 BaXKHbIX (AKTOPOB PeaKTUBALMM renatuta MOoXKeT

6bITb BOCCTAHOB/IEHNE UMMYHHOM CUCTEMBI.

Bo/IbHBbIM XpOHUYECKMM renatuTom C He NPOTMBOMOKa3aHa TPaHCNAaHTaUMA KOCTHOTO MO3ra,
OfHAaKO OHa MoOMeT OblTb accoummpoBaHa ¢ Oosee BLICOKOM YACTOTOM Pas3sBUTUA BEHO3HbIX
Tpomb030B, 0COBEHHO Yy 6O/bHbLIX LMPPO30OM neveHu. locne nposeaeHWA TpaHCNAAHTALUMKU Y
60/IbHbIX C XPOHMYECKUM renatutom C yBeMUYMBAETCA PUCK Pa3BUTUS LUMPPO3a nevyeHu. B 1o ke
BPEMA Ha/iMuMe BbICOKOIGGDEKTMBHbBIX M OE30MacHbIX CXeM JleYeHMs XpoHuyeckoro renatuta C
3HAYUTENIbHO CHUXKAET OCTPOTY M aKTya/lbHOCTb 3TOM Npobiembl.

NeueHune HXJ/1y 601bHbIX XpOHUYECKUM renatutom B

PeaktMBaums renatuta B BcTpevaeTca y 60NbHbIX, MNOAYYAOWMX XMMUOTEPANNIO, 0COBEHHO
npU MCMNOJIb30BAHUN PUTYKCMMaba. Pe3synbTaToM peakTMBaumm renatuta B moryt 6biTb passutme
OYNbMUHAHTHON MEeYeHOYHON HeAoCTaTOYHOCTM W cmepTb bosbHOro. MeduaHa BpemeHu [0
peakTuMBauMm renatmuta B nocne Havyana npUMeHeHMA pUTyKcMmaba coctasnsetr 4 mecaua. o
OaHHbIM  MPOCMEKTUBHbIX  MccnegoBaHui, Yy  HBSAg-no3nTMBHbIX  BOAIbHLIX,  NOAy4YatOLLMX
XMMUOTEPANUIO, peakTUBauUMA renatuta passusBaetca B 67% cnyyaes. [pu npumeHeHun
puUTyKcMmaba, a Takxke BOXT c ayto-TICK puck peakTuBauuu renatuTa yBenunuusaetca. Opyrvumu
dbaKTOpamun pucKa peakTMBaUWUW renatuta B ABnAOTCA MONOAON BO3PACT, MYXCKOM NOA, BbICOKas
BUPYCHAA HarpyskKa 40 Hayasna nedyeHua U NpoA0/IKUTEIbHAA MMMYHOCYNPeccus.

PeakTmBauma renatuta B xapakTepusyetca BbiiBAEHMEM W/WUAW NOBbIWEHUEM B CbIBOPOTKE
Kposu yposHs HBV AHK c nocneagytowmm (cnycta 1-11 mecaues) ysenndeHmem AJTT, oTparkarowmm
OoCTpoe noBpeXaeHne nevyeHU. Y YacTM MaUMEHTOB OTMeyaeTca OeccMMNTOMHOe TeyeHue
peaKktTuBaumm renatuta. MoHuTopuHr ypoeHa HBV [HK B cbiBOpPOTKe KpoBM HEOBXOAMMO NPOBOANTb
¢ nomoubto MUP He meHee 1 pa3a B mecaLl,. JMarHoCTUYECKUMU KPUTEPUAMU peaKkTUBALLMKN renatmuTa
B aBnatoTcA: nATUKpaTHOe nosbiweHne AJIT B CbiIBOPOTKe KPOBU Uan nosbiweHue AJIT B Tpu pasa oT
nepBOHaYaNbHOro YpPOBHA; noBbilweHMe ypoBHA HBV OHK cbiBOpOoTKM KpoBu Gonee yem Ha 1 log
KOMWin/MA OT WCXOAHOrO YPOBHA; YBE/IMYEHWE BUPYCHOM Harpysku cebile 6 log Konwuid/mn;
BbiiBneHne HBV AHK y 60nbHbIX ¢ No3uTuBHbIM HBSAE npu ee oTpuLuaTeibHOM 3HAYEHUM 40 Havana
XnummnoTtepanum nnm soisieneHne HBsAg n HBV JHK y 601bHbIX C NONOXKUTENbHBIMW MapKepamu anti-
HBc, anti-HBe n/unun anti-HBs. YBenunueHune supycHoi Harpysku HBV [OHK B KpoBu npeaiiectsyet
pocty AJIT B cpeaHem Ha 3-4 Hegenu.

Takum ob6bpasom, KosmyecTBeHHana oueHKa HBV OHK v yposHAa A/IT B AMHAMMKe ABAAIOTCA
KNHOYEBbIMM B AMArHOCTUKE U MOHUTOPUHIEe peakTnsBaumm HBV-nHbekumm.

B oHKoremaTonormyeckom NPaKTuKe Hamnbonee 4acto peakTnsauuna snpyca o6ycnosneHa
BOCCTaHOB/1IEHNEM MMMyHHOVI cucTembl NaumeHTa nocne OTMeHbl xumuoTepanuu. lNpu sTom B
Te4yeHne HeCKOJIbKUX Heaenb Wan pgaxe mecAaueBs y 60NbWIKHCTBA 6ONbHbIX Ha6/1|o,c|,aeTcn
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obocTpeHue renaTuTa B BcneacTsMe YCMAEHHOTO AM3Mca renaToumnToB, MHOULMPOBAHHbIX BUPYCOM
renatuta B. 3Ta cTagma xapaKTepusyeTca HapaCTaHMEM LMTO/NN3a, B TKaHU Ne4YeHu pasBMBaloTCA
MaCCMBHblE HEKPO3bl, MPU TAKENOM TEYEHUM MOTYT Pa3BUBATHLCA XKeNTyxa W, Apyrve npusHaku
AeKomMmneHcalum 3aboneBaHnsa neyeHn (neyeHoUHas HeJOCTaTOUHOCTb, KOary/ionaTua U neyeHoUHas
Koma).

®akmopel pucka peakmusayuu HBV-uHgekyuu y oHKoczemamosoau4yecKux 60bHbIX onpeaenatoTca
BApMaHTOM 3/10Ka4eCTBEHHOro 3abonesaHuA (4alle Bcero npu avmoome), ctagment B-kneTouyHom
MMGOMbI, CXeMON MNPOBOAMMON XMMUOTEPANUElN, a TaKKe COCTOAHMEM BUPYCHON WHOEKUUM.
YCTaHOBNEHO, YTO UCXOAHO BbiCOKan Bupemus (HBV AHK > 10° ME/mn) n Hannumne HBeAg asnsetca
BaXXHbIMM daKTOpamm pucka peaktnBaumm HBV.B Toxe Bpems, Aarke y MaUMEHTOM C NpU3HaKamu
«rnepeHeceHHON» AN nateHTHon HBV-uHdeKummn (otcytcteme HBsAg n Hanuume anti-HBs n/naum anti-
HBc) BO3MOHA peaKTMBauMa renatmta B npu BbICOKOAO3HOM XMMWMOTEPANWUW, BKAtOYAtOLLEN
puUTyKCcMmab. Mpu aTom oTMmeyaeTtcsa peepcusn anti-HBs B HBsAg n nossneHne HBV AHK. Cpeau Bcex
ony6/MKOBaHHbIX HabaoaeHUl peakTneauma HBV nHdekumm y 60abHbIX AIMMGOMON NpU NeveHnn
puTyKCMMabom oTmeyanacb B 39% cnyy4aeB, CMEPTHOCTb OT MNEYEHOYHOW HeJoCTaTOYHOCTU
cocrasmia 52%.

Bcem 60/1bHBbIM, KOTOPbIM MAGHUPYETCS XMMUOTEPAnua ¢ puTykcumabom wau BOXT, nepep,
Havya/iomM nevyeHns HeobxoAMMO BbINONHUTL ucciesoBaHne HBsAg u antiHBc. B cnydyae BbiaBneHUs
ogHoro n3 mapkepos HBV cneayet nposectn kKonnundectseHHoe uccnegosanme HBV HK ¢ nomouwbto
MNUP pana onpeaeneHva BUPYCHOW Harpysku. [Npu npoBeaeHUM XumuoTepanuu Heobxoamm
MOHWUTOPUHI BUPYCHOM Harpyskm wn AT kaxable 3 mecAua. MNpu peaktnBauum renatuta B
pekomeHayetca mnccnegosatb HBV OHK n AT exemecAdyHo. B cnyyae, ecnm nocne HasHavyeHwA
NPOTUBOBUPYCHOM Tepanuu BUPYCHaA Harpyska He YyMeHbLlaeTca, MOoKa3aHa KOHCy/bTaums
renaTtonora.

OcHoBHasa npodunaktuka HBV peakTnBaumm 3akno4aeTca B BaKUMHaALMW NPOTMB renatmta B
CEPOHEraTMBHbIX BO/IbHLIX CO 3/1I0KAYECTBEHHbIMM OMNYXO0AAMM. Y BO/bHbBIX, HE UMEIOLLMX MapKepPOB
HBV (HBsAg, anti-HBc, anti-HBs) B KpoBW, B CBA3W C OTCYTCTBMEM BpPEMEHU A/ MNOJHOLEHHOM
BaKuMHaumun B pexkmume 0-1-6 mecAues pekomeHAyeTCA BaKUMHAUNA ABYMA JO3aMU C UHTEPBAJIOM B
4 Hepenn, a TPeTbio 403y BBOAUTb Yepe3 HECKO/IbKO MecALeB Moc/ie OKOHYaHWA XMMUoTepanuu.
Ycnex [AaHHOTO pexkMma BaKUMHauMm oTMmedvaetca Yy 57% 60AbHbIX C  remaToNormyeckumm
3/10KayecTBeEHHbIMM 3aboneBaHuaAMM Uy 15-68% 60nbHbIX, KOTOpbiM nposoguTca TICK. B
JanbHenwem peKkomeHOoBaH 06na3aTesbHbIA KOHTPOJIb KosivdecTBa anti-HBs yepes rog nocne
BaKLMHALMM M eXKerogHo B TeyeHue 5 net HabaogeHus.

B 601blIOM KONIMYECTBE KANMHUYECKUX I/ICC}'Ie,CI,OBaHVIﬁ 6b110 NOKa3aHoO, 4YTO I'IpOd)I/I}'IaKTM‘-IeCKOE
Ha3Ha4YeHwne ﬂpOTMBOBMDYCHOVI TePAnNMn 3HAYUTENbHO CHUXAET PUCK pPEaKTUBAUUKM TenaTtuta B,
neyeHo4YHoM HEeAOCTAaTOYHOCTU U CMEPTU OT renaTtuTa B.

Bcem 60nbHbIM numdomoit ¢ Hanumumem HBsAg B KpoBuHeob6xoauma npeBeHTMBHaA
NPOTMBOBMPYCHAA Tepanua KaK MOKHO paHblue (nepep, HayaloM UMMYHOXMMMUOTEPANUU), BHe
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3aBMCMMOCTM OT Hannumna HBV OHK B Kposu, un cooTtseTcaylowmit mountopunr (AJIT/ACT, HBV AHK
KauyecTBeHHbI u/unamn KonnmyecTBeHHblii 1 pas 8 3 mec.).

Y naumeHtoB 6e3 HBsAg c Hanuvumem anti-HBs un/uam anti-HBc Heobxoaum perynspHbIi
MOHWUTOPUHI MEYEHOYHbIX MOoKasaTenen, a TakKe aHanu3 Ha HBsAg (ons paHHero BbIABNEHUA
BO3MOXKHOM peBepcum HBsAg) c nHtepeanom He perke 1 pasa B 3 mec. [pu noABNEeHUM NPU3HAKOB
peaktuBaumm renatuta B (obHapyrkeHue HBsAg, noasneHue OHK HBV 1 noBbllueHME aKTUBHOCTU
ANT/ACT) HasHayaeTcA MPOTUBOBMPYCHaA Tepanua. B caydae MCNONb30BaHUA PUTYKcMmaba wau
aHa/NIOMMYHbIX NO  MexaHM3My MpenapaToB (yrHetatowmx B-numooumtbl) pekomeHgyeTcs
npeBeHTUBHAA NPOTMBOBMPYCHAA Tepanusa U COOTBETCTBYIOLLMI MOHUTOPUHT.

CoBpeMeHHble pekomeHaaumm BeaeHuA 60/1bHbIX ammoonpoandepaTMBHbIMU
3a6001€BaHNAMKN C MONOXKUTENbHBIMM MapKepamMu BUPYCHOro renatmta B oTaatoT npepnouyteHue
aHanoram Hykneos(t)upgos (AH). [OnutenbHocTb Tepanum AH onpepensetcas BapuaHTOM
OHKO/IOrMYeckoro 3aboneBaHus, ANMTENIbHOCTbIO XMMMUOTEPAnuU, CTeNeHbld MMMYHOCYNnpeccum u
MOXKET bbITb Npoao/IKUTENbHON. EBpOneiickoe coobuiectso renatosioros ¢ 2012 roaa pekomeHayet
npoBoauTb NpoduaakTuyeckoe nevyeHne AH B TeyeHme Bcero nepmoaa XMMmMoTepanun, He3aBUCUMO
OT YPOBHSA BUPYCHOM HarpysKku, n ewle 6-12 mecaues Nocsie ee OKOHYaHUA.

BbICOKMIA PUCK pPasBUTUA  PE3UCTEHTHOCTM K MPOBOAMMOM Tepanuu NaMUBYAUHOM
obycnosnneaet anddepeHUNPOBaHHbIM NOAX0A K Ha3HAYeHUIO NPOTMBOBMPYCHbLIX NpenapaToB y
60/1bHbIX TMMPOMON U NONOKUTENbHbIMM MapKepammn HBV nHpeKumm.

NamusyanH (100 mr/cyT) onpasaaH (13-3a 60/1ee HU3KOIM CTOMMOCTM) B Cydae
npeAnonaraemoro KOpoTKOro Kypca XxumuoTepanuu (He 6onee 6-12 mec.) U UCXO4HO HU3KOW
BMpYycHOI Harpyske (HBV HK <2000 ME/mn). MauneHTam € BbICOKOW BUPYCHOM Harpy3koin (> 2000
ME/Mn), KOTOPbIM NAAHUPYETCA AIUTENbHAA XMMMNOTEPANUA W NOBTOPHbIE KYPCbl N€YEHUA, LONKHbI
Ha3HayaTbcA 60/1ee MOLLHbIENPOTUBOBUPYCHbIE NPenapaThbl C BbICOKMM 6apbepom pasBuTUSA
PEe3UCTEHTHOCTH, T.e. 3HTeKasup (0,5 mr/cyT) nau teHodosup (300 mr/cyT).
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Numdpombl 1 6epemeHHOCTb

Ycnexu, LOCTUTHYTbIe B 1e4eHUM pAaa OHKOIOTMYEeCKUX 3a6OHEBaHMﬁ, MOHOAOVI BO3pPacCT 4acCtun

NAaUnNEHTOK, XOpOLIJI/IVI MPOrHO3 Ha AOJ/IUTE/IbHYKO XWU3Hb NMPU HEKOTOPbIX 3360/'IEBaHVI’r'IX, a TaKXe

pa3nyHbIE nobouyHble 3¢¢EKTbI npoTnBOONYX0/s1EBOro sie4yeHNA NOCTaBUIM nepen OHKOJI0ramn u

Bpadamun Opyrmux CI'lELI,VIGI'IbHOCTEI?I pA4 BONpoCOB O NOBbILLWEHUMU KayeCTBa MU3HU ITUX 60NbHbIX.

Peanunsaumna ,CI,ETOpOLI,HOﬁ d)yHKLJ,MM — OA4Ha U3 COCTaBNAKOWMNX BbICOKOIO Ka4yecCTBa XKU3HU.

Jiumdpoma XoaskkmHa (/IX) — camoe uacToe OHKoMorMyeckoe 3abonesBaHMe NALUMEHTOK B

Bo3pacte oT 15 g0 24 net. B otamume oT JIX, BONbLWMHCTBO HEXOAMKKUHCKMX nAnmdom (HX/)
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BO3HUKAKOT nNpenmmyulleCTtBeHHO BO BTOpOlz NONOBUHE XU3HU, NO3TOMY WX paCI'IpOCTpaHéHHOCTb B

nonynauunm 6epeMeHHbIX KeHWNH MUHUMabHa.

AunarHocTtuka IIVIM¢OM BO Bpemsa GepEMEHHOCTM

CnegyeT OTMETUTb, YTO OepeMeHHOCTb MNPenATCTBYeT MNOoJIHOLEeHHOMY obcnenoBaHUlo, a
MMEHHO NOJIHOLLEHHOMY Tonorpaduyeckomy onmcaHuto 60a1e3HM Npu BnepBble ANAarHOCTUPOBAHHOM
nmmodome, Tak KaK HEeKOTopble AO0MO/HUTE/IbHbIE UCCAEA0BaHMA MHBA3MBHbI UAW MOTEHLUMANbHO
TepaToreHHbl. [yHKUMA ¢ nocnegyowen buoncueir nnmdaTMyeckoro ysna, UUTONOTMYECKUM,
rMCTONIOMMYECKMM UCCNef0BaHNEM U UMMYHODEHOTUNMPOBAHMEM HEOBXOAMMbI U 06s3aTeIbHbl BO
BCEX cCAyyaax. Bcem KeHwMHam HeobxogMmo yAbTpa3BYKOBOE WCCAeA0BaHME BCex rpynn
nepudepunyecknx, BHyTPUOPIOLWHbLIX N 3aDPIOLWNHHBIX IMMPATUYECKUX Y3/10B, NMEYEHUN N CENE3EHKM,
LMTOBUAHOM Kenesbl Npy 601blNX NIMMbATUYECKMX Y3/1aX LLEN, a TaKKe peHTreHorpadua Nérkmux —
obasaTenbHO B NpsAMOM M BOKOBOWM NPOEKLMAX C WCMOJIb30BAaHMEM CMELMaIbHOTO CBWUHLOBOIO
dapTtyka gns 3awmtbl nnoga. MNpu numdbomax OTCYTCTBUE W3MEHEHWI B TpyAHON K/eTKe Ha
CTaHAAPTHbIX PEHTreHorpammax, a TaKKe oO4YeHb Oonbwue pasmepbl AMMEPATUYECKUX Y3/10B
CPefoCTeHNs Y HebepeMeHHbIX KeHWWUH TpebyloT 06A3aTesibHOro BbINMOJIHEHMA KOMMbIOTEPHOM
Tomorpadpumn (KT) rpyaHoit KneTkn. [losa paauauuu, nojaydyaemas naoAoM BO Bpems
PagNONOTrMYECKUX UCCAEA0BaAHUM, BKAOYAOWMX peHTreHorpaduio n KT rpyaHoi KNeTku, HamHOoro
HUKEe, YemM MNOoporoBas Ao03a ANA MNOBPEeXAAloWEero Bo3AencTBMA Ha nnog. Mo3aTomy B CNOMKHbIX
cny4yasx uenecoobpasHo BbinonHeHne KT rpyaHOM KNeTkn ¢ cobniogeHnem Bcex Heobxoaumblx
ycnoBuiA gnsa 3awmtbl nnoga. MccnegoBaHue e ¢ nomouibio KT opraHoB 6ptolwHOW Nonoctu m
MaJIoro Tasa COMpOoBOXKAAlOTCA 6onee BbICOKMM ypoBHEM 06/y4eHUs NaoLa M NPOTMBOMOKA3aHa BO
Bpems b6epemeHHOCTU. B 3TMx cayyasx npeanoyteHMe HeobxogMmo OTAaBaTb 6onee H6e30MacHbIM
metogam uccneposaHma: MPT n Y3U. [1na UCKAKOYEHUA MOpPaXKeHUA KOCTHOro Mo3ra MoKasaHa
TpenaHobuoncmsa MNoAB3A40WHOM KOCTM, MPU HEKOTOPbIX BapuaHTax AMMPOM — W CTepHasibHaA
NyHKUMA. [JMarHoCTUYeCcKMe METOAbl, MCMO/b3YIOLWME PaAMOAKTUBHbIE M30TOMbl (CKaHUPOBaHUE,
M3T) y 6epemeHHbIX MKeHLWMWH NPOTUBOMOKasaHbl. [ns AMArHOCTUKM peuuamsBa 3abonesaHus
MUCNONb3YIOTCA TE e CaMble UCC/IeloBaHMS.

PacnpegeneHue ructonormyecknx sapmaHToB J1X Bo Bpemsa 6epemeHHOCTM aHa0rMYyHO
HebepemMeHHbIM ¥KeHLLMHaM, MPEeBaNNPYIOLWMIA TMCTOIOFMYECKUI BAPUAHT — HOAY/IAPHbLIN CKIepos.
Y70 KacaeTcA HEXOAMKKUHCKUX NMMPOM, TO AN1A NONYAALUN MONOAbIX NALMEHTOK XapaKTepHbI
NPeNMyLLLECTBEHHO arpeccMBHble BapMaHTbl, B OCHOBHOM B-KpynHOK/AETOUYHbIe UAu nepudepunyeckmne
T-KneToyHble MMMdombl. Ecnmn Bo Bpems 6epemeHHocTU B 70% BCTpeyatoT IokanbHble (I v 1l ctagum)
nmmbombl XOAKKMHA, TO HEXOAXKKUHCKAA ninmdoma B 70—80% npeactasneHa, Hao6opoT,
pacnpocTpaHEHHbIMKU CTagUAMM, TPEOYIOWMMM afeKBAaTHOrO 06bema 0b6cief0BaHUS.

PekomeHgauum no noaroToBke K 6epeMeHHOCTU }KEeHLWMUH ¢ inmdomamm B aHaMHe3e.
1. BOAbIUMHCTBO pPeuuaMBOB NMMPOM MNPUXOAUTCA Ha nepsBble 2—3 roga MNoc/ie OKOHYaHMsA

CI'IELI,MCI)MHGCKO% Tepanun, No3Tomy naaHMpoBaHuUe 6eperv\eHHocw| pekomeHayeTca nocne
3TOro CpPOKa.
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2. MNpn npoBeAeHUN BbICOKOLMTOTOKCUYHBLIX cxem noamxumumotepanum (MXT) BO3MOXKHO
nospexaeHve 6oablIOro  nyna  nNpumopaManbHbiXx  GOAAMKYAOB WM HAcTynaeHue
npexaeBpemMeHHON MeHonaysbl, 0COBEHHO Yy KeHLWMWH cTapwe 25 netr. UmeHHO noatomy
HeobxoAMMO AMHaMMYecKoe HabatoaeHue 3a GyHKLMEN AMYHUKOB (onpeaeneHne Koandyectsa
donnmkynos, 06 bEMa ANYHUKOB U YPOBHS aHTUMIOIZIEPOBOIO FOPMOHa).

3. Mpu oTcyTcTBMM peunamBa 3aboneBaHUss U MNPEXAEBPEMEHHOM UCTOWEHMU AUYHUKOB
(BCcneacTeme NoBpeXKAEHUS UX NOAUXMMMOTEPANMEN) MOXKET BCTaTb BOMPOC O HEOOXOAMMOCTH
peanusaunmn penpoayKTMBHOM GYHKLUMM C NMOMOLLBIO BCMOMOTraTe/ibHbIX PEnpPoAyKTUBHbIX
TeXHoNornii. PelweHne B 3TOM C/ayvyae NPUHMMAETCA WHAMBUAYANbHO PENPOAYKTON0OrOM
COBMECTHO C OHKO/IOTOM.

4. Heobxoauma oueHKa QYHKUMW LWWTOBMAHOMN Kenesbl W MNOCTOSSHHOE MOHUTOPUPOBaHUE
MauMeHTOK C BbICOKMM PUCKOM Tunotupeongmnsma (Hanpumep, nNpu ob6ay4eHUWU LWerHOo-
HaAKNOUYNYHBIX 061aCTel), KOTOPbIN TOXKE MOXKET ABAATLCA NPUYMHON becnnogus.

5. [lo bepemeHHOCTM HeobxoAMMO NpPOBEAEHME CEPONIOTMYECKOro uccnegoBaHma u  TMLUP-
anarHoctukm OHK supycos npocrtoro repneca | u Il Tunos, repneca 3ocTep, uMTOMeraaosmpyca
N BUPYCOB MHOPEKLIMOHHDIX renaTUToB.

6. Mpu ncnonbsoBaHum cxem [MXT, cogeprawmx b6onblne A03bl F/TIOKOKOPTUKOCTEPOMAOB Nepes,
bepemMeHHOCTbIO, LenecoobpasHoO npoBeAeHWE AEHCUTOMETPUM, U B C/Ay4ae CHUMKEHMUA
MWHEepanbHON TMJIOTHOCTU KOCTHOW Maccbl (ocTeoneHuMa WAM  OCTEONOopo3) MOKas3aHo
COOTBETCTBYIOLLEE SIEYEHME.

7. ®usumkanbHoe obcnegoBaHWE OHKONOIOM 6GepeMeHHOW KEeHLWMHbI, nepeHécwen nnmdomy,
OO0J/IKHO NPOBOAUTLCA He MeHee 1 pa3a B TeueHne bepemMeHHOCTH.

8. He TpebyeTcAa NOCTOAHHOIO KOHTpOAsA HGepemeHHON, ecin npu NosHoueHHOM obcnesoBaHUKN B
Havane 6epeMeHHOCTM NPU3HAKM IMMPOMBbI OTCYTCTBYIOT, @ TaK:Ke NPW OTCYTCTBMM CUMNTOMOB
6one3Hn Bo Bpema GpusnKanbHOro obciesoBaHms.

9. PopopaspelleHne Yy KEeHLWMWH C MNoAHON pemuccueirr nMmeombl NPOU3BOAUTCA MO TEM XKe
NOKa3aHMAM, KaK 1 Yy 340PO0BbIX }KEHLLNH.

TaKTUKa BeaeHUA 6epeMeHHOCTU Y XKeHLWMH ¢ itnmpomamu B aKTUBHOM ¢a3se 3abonesaHun

TaKTMKa BeAeHMA 6epeMeHHOCTU Y XKEHLUMH C aKTUBHbIM Te4EHUEM TIMMIOMbI 3aBUCUT OT TPEX
Cnaralowmx: arpeccMBHOCTY AIMMPOMbI, BpEMEHWN BO3HUKHOBEHMUA BepemeHHocTtu (1, I, Il TpumecTp)
N XKeNaHUA KeHLMHbI COXPaHUTb pebeHKa. Mpu Nbbix dopmax, CTeNeHU arpPeccMBHOCTU U CTaaUAX
NMMPOMbl  BO3MOMKHO TPWM BapuaHTa TaKTUKM  BedeHWA: npepbiBaHMe bepemeHHOCTH,
BbXKMAATeNbHAA TAKTUKA UKW Ha4ano NPOTUBOOMYXO/1eBOM Tepanuu.

1. CoueTaHune HepeMeHHOCTM C AMMPOMOI B PEMUCCUM HE CAYKUT MOKasaHMEM K MPepbIBaHUIO
b6epemeHHOCTH.

2. Mpu BbissneHun numdomsl Bo Il mam Il TpumecTpax BO3MOXKHO, €CAM 3TO Heobxoammo,
nposeaexue NXT Bo Bpema 6epeMeHHOCTU. KenaTenbHo, ecm 3To BO3MOXKHO, n3beratb cxem
MXT, coaeprKawmMx ankuaupyowme npenapatbl. Mpu nposegeHun MXT Heobxoaumo
Ha3HayeHMe  HU3KOMOJIEKY/IAPHOIO remapuMHa C  Uenblo  NPOOUNAKTUKM  BEHO3HbIX
TPOMBO3IMBONNYECKUX OCNOKHEHUA.



173

3. MNpu BbisBaeHun JIX B | Tpumectpe 6EpPEeMEHHOCTU Y KEHWMH C O6naronpuaTHbIM U
NMPOMEKYTOYHbIM MporHo3om (6osibHble ¢ 1A un IIA cTaguamu 6e3 ¢GaKTopoB pUCKA —
MACCMBHOIO MNOPAXKEHMA CPEAOCTEHMA W nopaxeHua >4 obnacten AnmdaTUyeckmx
KOJINEKTOPOB) BO3MOXHA BblXXUAaTeibHasA TaKTUKa U Hayano nedveHusa so Il uam Il Tpumectpe
b6epemMeHHOCTH.

4. Tpun peuugumsupyowem TtedeHun JIX wn HXJl, a TakXKe BCeM XKeHWWHam C Bnepsble
ANArHOCTUPOBAHHON AMMPOMON ¢ HebAaronpPuUATHLBIM NPOrHO30M 3ab0/1EBaHUSA, BbIABAEHHOM
B | TpmecTpe, NoKasaHo NpepbiBaHNE bepeMeHHOCTH.

5. Bo Bcex c/iydasx BO3MOKHOCTb COXpaHeHMAa 6epemeHHOCTM MPU akTUBHOM TedyeHuun JIX un HXJ,
CPOKM Hayasa NeyveHuns, a TakkKe BONPOChl Bbibopa cxem neyvyeHna BO Bpemsa BepemeHHOCTH
peLlaeT TONIbKO OHKO/IOT MM FremaTonor. B Takon cuTyauumn Bcerga HeobxoaMmo cTpeMuTbeCA
OpraHM30BaTb POAOpa3peLlleHMe B MEPUHATANIbHbIX LEHTPax WM poaaomax C Haanymem
[ETCKOM peaHMmauun.

6. Bpemsa pogopaspelleHna ONKHO OblTb ONpeseneHO COBMECTHO aKylepamu M OHKOJ/IoramMu.
Korpga sTo HeobxoamMmo, Nnos A0NKeH ObiTb U3BNEYEH B CPOK Hanboblue besonacHoCTM ans
ero 3p0posbsa (nocne 33-34 Hepmenb bepemeHHOCTM) M 340pOBbA MaTepu. B cBsAsuM ¢
BO3MOXXHOI MUENoCYNpeccren Kak y MaTepu, Tak U NaAo4a NOAMXMMUMOTEPAnMA  [0AXKHa bbiTb
OTMEHeHa 3a 3 HeZeau [0 nNpennonaraemMoro Ccpoka pogopaspeweHua. Haubonee
6naronpmaTHbiM M 6e3onacHbiIM MeToZOM pofopaspelleHns Ha ¢oHe nposegeHus [MXT
ABNAOTCA pOAbl Yepes3 ecTeCTBEeHHble poaoBble NyTh. OnepaTtMBHOe poaopaspeLlleHne JONXKHO
NPOBOAUTLCA MO aKyLEePCKUM NOKa3aHUAM.

JleueHue numdombl BO Bpemsa 6epemMeHHOCTU

1. Mpw BbiABAeHMM N06OM AMMPOMbI BO Bpemsa OepeMeHHOCTM Ha Bpayva BCerga JIoXKuTCA
OTBETCTBEHHOCTb 3a [1BE XM3HM — maTepu n byayuwiero pebeHKa. MpuHUMan pelweHne o Bbibope
nporpammbl /Ie4EHMA W CPOKax €€ Hayana Bpayy Bcerda nNpUXoAMTCA BbiBUpaTb Mexay
OMNaCHOCTbIO ANA KU3HM maTepn M pebeHKa, KoTopble UCXOAAT OT camoro 3abonesaHus, U
TOKCUYHOCTbIO, CBA3aHHOM C nedyeHnem. Onyxonesas WMHTOKCMKauua, rnybokasa aHemusa U
KMCNIOPOAHaA HeAOCTaTOMHOCTb CTOMb e narybHbl Ana naoja, Kak M TOKCMYHOCTb PAaaa
XmmuonpenapaTtos. BbI)KVILI,aTeI'IbHaFI TaKTUKa npeanovTuTe/ibHa, HO NpUMeHUMa TOJIbKO B pALe
CNly4aeB MpW OTCYTCTBUM HEMNOCPEACTBEHHOM Yrpo3bl KMU3HU MaTepu, MPEMMYLLECTBEHHO B
nepBoOM TPMMECTPE U Ha MO3LHUX CPOKaxX bepemeHHOCTH.

2. Nlumdboma XopKKMHA. Ecan  BblpaskeHbl CMMMTOMbI WMHTOKCMKaUMW, WMEETCA CUHAPOM
COABNEHWA BepxHei Mook BeHbl MAM Npu HabaogeHun 3a 60AbHOW  MOABAAETCA yrposa
nporpeccupoBaHna JIX, cneayer HayaTb MOHOXMMWMOTEPANUIO BUHOGNACTMHOM Kaxaple 2-4
Hedenn pAnAa crabuausaumm 6onesHU. Y 60/bHbIX C cumnTomamu JIX, Pe3UCTEHTHbIX K
MOHOXMMMOTEPaNUM BMHBIACTUHOM, cxemoi Bbibopa siBnsieTca ABVD. Mocne popopaspelueHms
NPOBOAAT a4EKBATHbIV A1 KOHKPETHOM CUTyaunmn 06bem sedeHuns.

3. HexopXKuHckue numéombl. lpU MHAONEHTHbIX AMMOPOMAX TAKTUKA MPUHATUSA peLueHus
aHanormyHa TakosoW npu JIX, BbIBOp NpenapaToB 3aBMCMT OT BapuaHTa AUMPOMbI U UX
TOKCMYHOCTM gna nnoga. [lpeanoyteHMe OTAAETCA  BbIKMAATENbHOW TaKTMKE, HO MpM
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HeobXoAMMOCTM HauMHaTb JleyeHue BCMeACTBME Yrpo3bl KM3HM mMaTepu LenecoobpasHo
Bbl6bMpaTh cxemy CHOP.

4. TMpwu arpecuBHbIX IMMGOMAX BbINKUAATENbHAA TAKTUKa MPAKTUYECKM HenpuMeHuma B CBA3U C
HenocpeacTBEHHOMN Yrpo30i KU3HU MaTepu, U JIeYeHUe NPUXOoAMTCA NPOoBOAMTb, cnacas obe
XM3HM — M maTepu n pebeHka. Hambonee apekBaTHoM asnsetcs cxema CHOP (R-CHOP).
MnaHupoBaTb NPOrpammy JieyeHUs HeobXoAMMO C pacyeTom AOCTUXKEHUA MaKCUMMaNbHOro
addeKTa, Kak HenocpeacTBEHHOro, Tak U OTAAeHHOrOo.

Bo Bcex cnyyanx snedyeHns nmmeom BO Bpemsa GepemeHHOCTU creayeT usberatb HasHayeHusA

aHTUMmeTabonuTos.

B HacTosLee BpemMsA NPeano/ioXeH s O TepaToreHHOM BO34eNCcTBUN puTyKcumaba Ha naog He
NoATBEPKAEHDI, UMEIOTCA NN COOBLLEHNA O €AMHUYHbIX CYYanX BHYTPUYTPOBHOM MHPEKLMM Npn
NeyeHUn matepu Bo Bpema 6epeMeHHOCTU pUTyKcumabom. O4HAKo Npu HEMOCPeACTBEHHOM yrpose
KM3HM MaTepu MCMNONb30BaHME pPUTYKCMMaba B Komnsekce c xumuonpenapatamu (R-CHOP)
BO3MOHO MPM TLLATE/IbHOM KOHTPO/1E 33 COCTOSIHMEM M104a U HOBOPOXKAEHHOrO.

Mpu cpaBHeHUU PU3MYECKOTO PasBUTMA U 3a00/IEBAEMOCTM HOBOPOMKAEHHbLIX, POXKAEHHbIX
MaTEPAMM, MONYYABLUIMMM M HE NOAyYaBWMMKM creundUyeckne NPOTUBOOMYXOJ/IEBbIE MPenapaThbl,
[OCTOBEPHbBIX Pa3/iMinil He BbiABAEHO. [NOPOKOB pPa3BUTUA Yy 3TUX HOBOPOXKAEHHBIX BbIABAEHO HE
6bino0. B nccneposanumn A. Aviles, N. Neri 6bin0 npoBeaeHo obcnegoBaHne 84 HOBOPOMKAEHHbIX,
MaTepaM KOTOPbIX NPOBOAUAN NnonuxmmuoTepanuto (no cxemam ABVD, ABD, EBVD unm MOPP) Bo
Bpems bepemeHHocTH, ¥y 10 n3 KoTopbIx - B | TpumecTpe. Bce naumeHTKM poLopaspeLleHbl Ha CPOKax
36-40 Hepn,. 6e3 pa3BuTMA aHOMaAMM y naoga. OgHako B coobuweHun D.C. Doll aHomanmm passuTus
umenu 4 ns 7 nnofos, matepu KOTOPbIX Nonyyanun nedyeHue no cxeme MOPP. ina nevenna HXJ1 Bo
Bpemsa b6epemMeHHOCTM B HacTosllee Bpema npeanoytuTenbHee ucrnonb3oBaHue cxembl (R)-CHOP
(puTykcMmab  [npu  CD20+ numdomax], umknodbochbamma, AOKCOPYOULMH, BUHKPUCTUH,
npegHusonoH). B wuccnepoBaHum A. Aviles, N. Neri 29 6epemMeHHbIXx MPOWAU KypChbl
nonnxmmuoTepanuu no cxeme CHOP (13 Hux 17 Bo Bpems | TpumecTpa). Macca npu poxkaeHuw,
namaTb M BO3MOXKHOCTb ObOy4yeHuAa y aeTelt 6bliM B HOPMe, He OblI0 BbISIBIEHO BPOMKAEHHbIX,

HEBPOZIOTUYECKUX N MCUXONTOTNYECKUX HaprJEHMﬁ.

Tpomb6onpodunakTuka y naumeHToB ¢ ammepomamm npu 6epemeHHOCTH

Hannune y 6epemeHHOM KeHLWWHbI OHKOMOrMYecKol naTtonormm Boobuwe u AMmdombl B
YaCTHOCTM NEepeBOAUT [AaHHYI0 NAUMEHTKY B TPynny BbICOKOrO PWCKa pPa3BMTUA BEHO3HbIX
Tpomboambonuyecknx ocnoxkHeHunin (BTI0) npu bepemeHHOCTM M B MnociepoaoBom nepuoae (6
HeZenb Moc/ie PofoB), YTo TpebyeT COOTBETCTBYHOWMX MOAXOA0B K TPOMOBOMPOPUIAKTUKE Ha
OCHOBaHWM COBPEMEHHbIX OTEYECTBEHHbIX U 3apybeXKHbIX NPOPUIbHBIX PEKOMEHAALLUA.

Y nauMeHTOK rpynnbl BbICOKOTO PWUCKa B KadecTBe TPoMbOMNpodMAaKTUKM peKkomeHayeTca
Ha3HayeHWe HM3KOMONEKYNAPHbIX renapuHos (HMI) Kak MMHMMYM B NpoduaakTUYeCcKon a403e, C
Y4YeTOM Macchl Tesla M pUcKa pPasBUTUA reMoppParnyeckmx OCA0XKHEHMUI, C NoCaeayoLLein KoppeKkumei
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£o3bl HMI Ha oOCHOBaHuH KAUHMYECKON OLLEHKMN pPa3BUTUA camol 6epeMEHHOCTM (OTCYTCTBME

3aJepKKM BHYTPUYTPOOHOrO pPasBUTMA NJ0AA, OTCAOMKW MNALEHTbl, MpesaknamncumM u gp.),
a[eKBaTHOCTM renapuMHmU3aLmMm No gaHHbIM N1abopaToOPHON OLLEHKM aHTU-Xa-aKTUBHOCTU U ANHAMMUKHM
MapKepoB aKTMBHOCTU remokoarynsaumu (O-aumep). MpodunakTmyeckme Ao3bl HU3KOMONEKYIAPHbIX

renapmHoB npeacrtaB/ieHbl B Ta6m4u,e 1.

Tabnuua 1.
MpodunakTnyeckme A03bl HU3KOMONEKYNAPHbIX renapuHoB y bepemeHHbIX

Bec CytouHasa npodunakrTmueckasa aosa HMr
GepemenHo, (opHOKpaTHOE BBEAEHME B CYTKM)
Kr JHoKcanapuH | OantenapuH | Hagponapun*

<50 20 mr 2500 ME 2850 ME
50-90 40 mr 5000 ME 3800 ME
91-130 60 mr 7500 ME 5700 ME
131-170 80 mr 10 000 ME 7600 ME

> 170 0,6 mr/kr 75 ME/Kr 86 ME/kr

* - HagponapuH BHECeH B aKyllepCKMe PEeKOMEHZAUMM Ha OCHOBAaHMM POCCUMIACKOTO OMbITa
NPMMeHeHWA y bepeMeHHbIX.

B Tex cnyyasx, Korga nomMmumo AnMmoombl Yy 6epeMeHHON KeHLWUHbI NPUCYTCTBYIOT Apyrue
baKTOpbl pUCKa pasBUTUA WAM peuuamsa BEHO3HOro Tpomboambonusma (Tpombo3 B aHamMHese,
HanuMyne aHTMHOCHONMNUAHOIO CMHAPOMA, TOMO3UIOTHbIX MyTauui B reHax daktopa V JleiiaeH,
NPOTPOMBMHA U AP., Mbl PEKOMEHAYEM NPUMEHEHWNE Ne4ebHO-NPOPUNAKTUYECKUX UAN NeYebHbIX
803 HMT. Nogbop HaumMHaeTcs ¢ onpeneneHns OPUHTMPOBOYHOM A03bl, MCXOA8 U3 Macchl Tena (Taba.
2).

Tabnuua 2.
JleuebHo-npodunakTnieckme n nedebHble A03bl HUZKOMONEKYAAPHbIX renapuHoB y bepemMeHHbIX

Bec NeuyebHo-npodunakTuyeckme ao3bl HMr
6epemeHHOIA,
Kr JHOKcanapuH OantenapuH Haaponapun*
5000 ME x2p.B 3800 ME x2p.B
50-90 40 mr x 2 p. B cyT
cyT cyT
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NeyebHble ao3bl HMI

JHOKcanapuH DantenapuH Hagponapun*

86 ME/Kr x2 p.B
1 mr/kr x2 p.BcyT / P

cyT
00 poaos, 100 ME/Kr x2p.B
1 Smi/kr x 2 nnn
,5Mr/Kr .B cyT
P Y 172 ME/krl1p.B
CyT noc/e poaos
cyT

* - HagponapuH BHECEeH B aKyllepCKMe PEeKOMEHZALMM Ha OCHOBAHMM POCCUICKOTO OMbITa
NpMMeHeHWA y bepeMeHHbIX.

NHbekuun HMI y 6epemeHHoi ¢ AMmGOMON A0MKHbI UHULMUPOBATLCA C MEepBbIX AHel
YCTaHOBNAEHUA b6epeMeHHOCTW, MPOAOo/KaTbCA B TeyeHWe Bcell bepemeHHOCTM A0 poaos (uam
onepauun Kecapesa ce4yeHus) n BCcero nocaepoaoBoro nepuoaa (6 Heaenb).

ApekBaTHOCTb nogbopa fosbl HMI nocne n/K BBefeHWa onpeaenseTca ypoBHEM aHTU-¢.Xa-
akTMBHoCTU (YpoBeHb II-2B), KOTOpbIli A0NXKEH COCTaBAATb:
yepes 3-44 aHTU-Xa aKTUBHOCTb A0/KHA ObITb:

- npu npodunakTnyeckomn gose HMr -0,2-0,4 ME/mn,

- Npu TepanesTUYeckol aose HMTP -0,5-1,0 ME/mn
yepes 124 aHTM-Xa aKTMBHOCTb A0/1XKHA ObITb:

- npu npodunakTuyeckon gose HMrI -0,1-0,3 ME/mn,

- Npy TepanesTnYeckoi gose HMI -0,2-0,4 ME/mn

AHTU-Xa aKTUBHOCTb OonpeaenatoT
- UCXO4HO A0 Havana Tepanmu HMT,
- 3aTeM Karkable 3 Hegenu.

KoHTponb adpdeKkTmBHOCTM NnpumeHeHna HMI BO3MOKeH Ha OCHOBaHMM onpeaeneHna ypoBHS
[-nrmepa, OpUEHTUPOBOYHbIE HOPMbl COAEP)KAHUA KOTOPOro B MJia3me B pPas/IMyHble CPOKM
6epeMeHHOCTM NpuBeaeHbl B Tabanue 3.

Tabnuua 3.
OpUEeHTUPOBOYHbIE HOPMbI cogeprKaHna [-anmepa B Naasme KpoBM BepeMeHHbIX Ha PasINYHbIX
CpoKax bepeMeHHOCTH

HopmanbHbi ypoBeHb [i-gumepa B
CpoK 6epemeHHOCTH nnasme,
Hr/mn (HrOIE/mn)
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| TpumecTp 80 600 (5o 1200)
Il rpumecTp 80 900 (no 1800)
Il Tpumectp 80 1200 (g0 2400)

B cnyyae npeBbilweHWA HOPMaNbHOro ypoBHA [-amMmepa uenecoobpasHa Koppekuua [o03bl
HMI B CTOpPOHY yBe/AMYEHUA C NOCAeAylOWUM MNOBTOPHbIM KOHTposem [-aumepa. MnaHoBbIM
KOHTPO/Ib KOHLUEHTPaLMK [J-aumepa B KpoBU nNpu bepemeHHOCTU LenecoobpasHo nposoanTb 1 pas B
mecay,. KpoBb Ha uccnenoBaHue 3abupaeTcs yepes 2 yaca nocie oyepeaHor MHbekuuu HMIT,
nccnenoBaHUe BbINOJIHAETCA B NpeAesnax 2 4acoB OT MOMEHTA B3ATUA KPOBMU.

Y 6epemMeHHbIX € HapyweHnem OGYHKUMM MevyeHu, nodvek (Npu CKOpOCTU KaybouKoBOM
dunbtpauum (CKP) meHee 40 ma/muH) M gpyrumn GakTopamm puUCKa PasBUTMA KPOBOTEUYEHUH,
uenecoobpasHo nNpumeHaTb npodunakTnyeckme aosbl HMI, aHanorvyHble Ao3am y MNauMeHTOK C
maccol Tena meHee 50 Kr. Takum naupeHTkam Ha ¢poHe npumeHeHma HMI pekomeHAayeTca KOHTPO/b
aHTU-Xa-aKTMBHOCTM /1A UCKNIOYEHUA PUCKa Nepeao3nMpoBaHns npenapara.

HasHaueHne HMI npu 6epemMeHHOCTU AO0NXKHO OblTb WMHAUBWAYANN3UPOBAHHbLIM, TO €CTb
YYuUTbIBaTb MO BO3MOXHOCTM BCe GaAKTOPbl PUCKA KPOBOTEYEHUA U HEKOHTPOAUPYEMOWN
rMNepKoarynauMm, NosTomMy cneayer OCyLLecTBAATb BbIOOP HAYa/bHOM [03bl AHTMKOAryAAHTa Ha
OCHOBE K/IMHMYECKUX PEKOMEHAAUMI, a KOPPEeKTMPOBaTb A03Y Ha OCHOBAHMW WHAMBUAYANbHOM
OLEHKN nabopaTopHbIX MapameTpOB CBEPTbIBAlOWEA CUCTEMbI KPOBM W MOKasaTesieli OCHOBHbIX
BMAOB 06MeEHa BELLLECTB.

HedpakunoHupoBaHHbIii renapuH (HPI) moxkeT paccmaTpmBaTbCA B KayecTBe a/ibTEPHATUBDI
HMF TOnbKO Yy NaUMEHTOB C BbLICOKMM PUCKOM KpoBOTeYeHUA (KOpPOTKas MNpoAo/KUTENbHOCTb
Aevicteua HOI, 6onee Bbicokaa 3pPeKTUBHOCTb NPUMEHEHNA aHTUAOTA — NPOTaMMUHa cynbdaTa — B
Cny4Yae nepeso3nMpPoOBaHUA), TAXKENbIM HapyLleHnem GYyHKUMKN neveHn uam novek (metabonmsm HPI
NPaKTUYECKN He 3aBUCUT OT MeYeHU U MNOo4YeK, B CBA3M C 4YemM PUCK Kymynauum npenaparta
MUHMManeH). B page uccnenoBaHuii otmedyeHa 6onee Bbicokaa besonacHocTb HOI nepea HMT npu
Ha3Ha4YeHMM 40 NPOBEeAEHNA HEMPOAKCUANbHOW aHECTE3NN.

MNpodurnaktnyeckaa gosa HOI cocrasnsetr 5000 E noaxorkHO 2-3 pasa B CyTKM. Ha ¢oHe
npumeHeHna HOT, B oTanume ot HMI, Heobxoamum perynspHbiid (Kaxkable 2-3 AHA, HauMHana ¢ 4-14
AHA MHBEKLMIA) KOHTPOJIb KOIMYECTBA TPOMBOUUTOB A/1A UCKAtoYeHUa TUT.

MpumeHeHue dHTUarperaHTos B Ka4yecTtBe MOHOTEpPaNnnun ana I'IpOd)VlﬂaKTVIKVI
Tp0M603M60ﬂM‘-IECKMX OC/IOXKHEHW npu 6epemeHHocm ABNAETCA HEONPaBAAHHbIM.

JobaBneHne aHTMArperaHToB - MpPenapaTtoB aueTWACA/IULMUAOBON KUCIOTbI B CXemy
NPooUNaKTUKM Tpombo3a LenecoobpasHo y MaUMEHTOK C BTOpUYHbIM A®DC, a TakkKe C
aTepoTpomb030M B aHaMHese.
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[JobaBneHune aHTMarperaHToB — 610KkaTopoB ¢pocdoamacTepasbl U NOTEHLUMATOPOB aAEHO3NHA
BO Bpems 6epemMeHHOCTM paspelleHo ABASEeTCA AO0MYCTUMbIM K MUCMO/Ib30BAaHWUIO Ha BCEX CPOKax
6epemeHHOCTH, B TOM YMCNEe Ha CaMbIX PAHHMX, a TaKXe BO Bpema npearectalMoHHON NOArOTOBKM.

MomMuMo MeaMKameHTO3HOM NpodunakTMkm BTI0 y bepeMeHHbIX rpynmnbl BbICOKOFO pPUCKa WX
Pa3BUTUA PeKOMEHAYETC NPUMEHEHNE KOMMPECCMOHHOIo TPMKOoTaxKa | uau Il cteneHn Komnpeccum
B TeYeHne bepemeHHOCTU U NOCIepPoA0BOro Nnepuoaa.

NpumeHeHMe aHTMKOAryAAHTOB WM aHTUArPeraHToB y MNALMEHTOK C ﬂVIMd)OMaMVI B nepuos
b6onee 6 Heaenb nocne poaos AO0NXKHO NpoBOAUTLCA Ha OCHOBAaHUM OUEHKU PUCKa pPa3BuUTUA

TPOMBOTUYECKUX OC/IONKHEHUN.
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TpaHcnAaHTaLMA reMONO3TUYECKUX CTBOIOBbIX K/IETOK NPU Ie4eHUmn
nmmopom

Bbicokogo3Haa xuMmuoTepanuAa W nocaedyrolan ayTOTPaAHCMAAHTALMA TeMOMO3TUYECKMX
CTBONOBbIX KAeTok (ayToTICK) sBnsetca 3dOEKTUBHbIM  METOAOM  JIeYeHWs  NaLMEHTOB
MHOECTBEHHO MWENOMOW, peunamBaMm U MNEePBUYHO-PE3UCTEHTHbIMKM dopmamn aumbom. Mo
AaHHbIMEBpPOMNENCKONM rpynnbl MO TPaHCM/IAHTAUMKM KocTHoro mo3ra(EBMT) 6osiee nonoBuHbI BCex
nepecagoKk ICK BbiNosiHeHbl Y NaumMeHToB ¢ anmdonponndepaTMBHbIMK 3a60neBaHNAMU, @ cpeam
ayToTICK 87% npuxoauTca Ha nNauueHToB ¢ Anmbomamm (XOOKKMHA U HEXOOMKKMHCKMMUK) M
MHOXECTBEHHON MWeniomMol. B nocnepgHee aecATUNeTVME YBEIMYMBAETCA KOJIMYECTBO aANINOrE€HHbIX
TpaHcnNaHTaumit  (annoTlCK), BbINOAHEHHbIX MPU  Pa3ANYHBLIX NUMPOMAX. bonee wwupokoe
ucnono3oBaHme annoTlCK cBA3aHO ¢ Hanmnumem 3ddekTa “TpaHcnnaHTaT-NPoOTUB-AMMPOMBI”,
Bnepsble NPoAEeMOHCTpPUpPoBaHHbIM R. Jones n coastopamu B 1991 roay, ¢ BHeApPEHUEM PEXMMOB
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KOHAMUNOHUPOBAHNA CO CHUKEHHOM TOKCUYHOCTbIO, COBepLIEHCTBOBAHNEM I'IpOd)VlﬂaKTl/lKl/l n

NleYeHMA peakuuu  «TPAHCANHTAT-MPOTUB-X03fiMHa». B  [eTcKoM npakTuKe 3PpPeKTUBHOCTb
CTaHAAPTHON KOMOWHMPOBAHHOM MMMYHOXMMMOTEPANMM O4YEHb BbICOKa. B c¢BA3n ¢ atmm TICK
NPUMEHAETCA peXe, YeM Yy B3POC/blIX NAUMEHTOB. PelweHMe O NPUMEHEHUM 3STON TEXHOIOTUU
obcyxkpaTca MHAMBUAYaNAbHO. WCKAOYeHME COCTaBAAKT pPEe3UCTEHTHble CayYam W paHHMe
peumansbl NMMPOMbl XOAKKMHA, rAe NOKA3aHWA W TaKTUKA npoBeaeHus ayToTICK nponucaHbl B
neyebHbix npoTokonax. AnnoTICK ncnonb3ytoT peaKko, B OCHOBHOM, NpU peungmeax MMMpob1acTHbIX

T-HXJ1.

Heobxogmumbimmn ycnosuammn gna nposegeHna TICK npu aumdbomax ABAAOTCA HanMuue

NMoKa3aHWi, OTCYTCTBUE MNPOTMBOMOKA3aHMIM U AOCTYNHOCTb TPAHCMNAaHTaTa.

Noka3saHua K TTCK npu anmdomax.

cneaytowme nokasanus ana TITCK npu numoomax (Tabnmua 1).

EBponenckoit rpynnoi no TpaHCMAaHTaAUWM KOCTHOro mo3ra M Kposu (EBMT) onpeaeneHsl

Tabanua 1.
MokasaHua gna TICK npu ammdomax corfacHo pekomeHgaumam EBMT
AnarHos | CraTtyc Cosmectnmaa | Cosm. Hecosmectnmas ayToTICK
poACTBEeHHaA HepoacteeH no laHTureny
annoTlCK Hasa annoTlCK | HepoacTBEHHaA
nam
HecoBmecTMMas
poACTBEHHaA
annoTlCK
XN nJa0XoM CTaHpapT CTaHpapT MmeToA, TepanesTnyec-
NpPOrHos3 paspabaTbiBaeTc | Kas onuusa
A
ABKK/ MNP1(npomm He He He peKoMeHa, TepanesTnyec-
BbICOKMI PUCK peKOMeHA, peKOMeHA, (1) Kas onumsa (1)
IPI) (1) (1)
XUMMOYYBCTB. TepanesTU- TepanesTU- meToz, ctaHgapT (1)
peu., >=MP2 yeckasn yeckan onums | pa3pabaTbiBaeTc
onumA(ll) (m a (1)
XMMMWOYYBCTB. ctaHgapt(ll) ctanaapr (1) TepanesTU4Yec- He peKoMeHJ,
peu., nocne Kas onuwmsa (II) (1
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ayToTICK
pedpakTep- TepanesTu- TepanesTu- MeToz TepanesTu-
HOCTb yeckasa onuuAa | yeckas onuma | paspabaTbiBaeTc | yeckas onuus
(1) (1) a (1) (1)
N3M neP1 MmeToz, meToz, He peKoMeHa, craHaapT(l)
pa3pabaTbiBa pa3pabatbiBa (1)
etca (1) etca (1)
npP/4P>1, 6e3 TepanesBTnyec | TepaneBTuyec He peKomMeHa. ctanaapT(ll)
npeau. Kaa onuma (I1) | kaa onuwma (1) | (II)
ayToTICK
nP/4P>1, c craHgapT (I) craHgapT (1) TepanesTuy. He PeKOMEHA.
npeau. onumsa (l11) (1)
ayToTICK
pedpaKkTep- TepaneBTMYeC | TepanesBTU4YeC | meTop, He peKomeHa.
HOCTb Kaa onumsa (II) | kasa onuwma () | paspabatbiBaetc | (II)
a (1)
N MP1(npom./Bbic | He He He meTtoz,
OKWI PUCK ) peKoOMeHA, peKoOMeHA, pekomeHa,.(111) pa3pabatbiBaeT
() (1) ca (1)
XMMWOYYBCTB. TepanesTu- TepanesTu- He peKoMeHA. ctaHaapt (I1)
peu,., 2MNP2 yeckaa onumsa | yeckas onuma | ()
(1) (1)
> 2MP, nocne ctaHaapr (I1) ctaHaapr (I1) meTon, He peKoMeHA,
ayToTICK pa3pabatbiaetc | (lII)
a (1)
pedpaKkTep- TepanesBTU- TepaneBTMYec | TepanesTu- He peKoMeHa.
HOCTb yeckan onuus | Kaa onuusa-(ll) | yeckas onuuA ()
(1) (1)
NX nrPi1 He He He peKomeHA, He peKkomeHa.
pekomeHa, pekomeHa, (1 (n
(1) (1)
peunans MeToz, MeToz, He PeKOMEHA. ctaHgapT (1)

XUMUOYYBCT.,

pa3pabaTbiBa

pa3pabaTbiBa

(I1)
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6e3 aytoTFCK B | eTca (lll) etca (1)
aHaMH.
peunans ctaHgapt (1) ctaHgapT (1) TepaneBTUYeCKa | TepaneBTu-
XMMMOYYBCT., a onuua (I11) YyecKas onuma
nocne (1)
ayToTICK
pedpakTep- MeToz, MeToz MeToz TepanesTUyec-
HOCTb paspabaTbiBa- | paspabatbiBa paspabatbiBaetc | Kas onuma (l11)
etca () etca () a (1)
nepsasn TepaneBTMYeC | TepaneBTUYEC | He peKomeHa. TepaneBTUYECK
pemuccus Kaa onuwma (I1) | kaa onuwma (1) | (Il) aa onuua (1)
= peunans craHgapT (I) craHgapT (1) TepaneBTUYECKa | TepaneBTUYECK
XMMMWOYYBCT.,> A onumsa (1) aa onuua (1)
|knetouHbie
2MP.
nMMmopombl
Pe3UCTEHT- TepaneBTMYeC | TepaneBTUYeC | TepanesBTUYECKa He peKomeHa.
HOCTb Kaa onuma (II) | kaa onuma (1) | a onuwmsa (I11) ()

CokpaueHus: MNP — nonHaa pemuccus, X171 — xpoHudeckmii anmooneinkos, ABKK/ — auddysHas B-

KpynHokaeTo4YHasa ammeoma, JIM3 — aumdoma us Knetok 3oHbl maHTUK, ®J1 — ponnmkynapHas

numooma, X — ammdoma XoaKkuHa. (i), (I1), (Ill) — cteneHb AoKa3aTeNbHOCTH

MNMokasaHuAa K annoTICK meHAtoTcA no mepe HaKonaeHUA onbITa U NOAYYEHUA HOBbIX AAaHHbIX. B

2015 rogy Ha KoHdepeHumn EBMT npeasiorKeHbl HOBble PEKOMEHAALMU MO NMPOBEAEHUIO ayTo U

annoTICK npu Bcex Bugax numeom. MNpu aTom cyectseHHO Bo3poca posb annoTlrCK.

B uenom, nokasaHus K TICK npu donnuvkynspHon numdome oTparkeHbl B Tabauue Nol,

0flHaKo KoHceHcyc no TFCK npu donnunkynapHoi numebome, npuHatbid B 2013 roay (Tabnuua 2) He

yTpaTun cBoeM cunbl. He npoTnBOpPEYa HOBbIM NOKA3aHUAM, B HEM OTPaXeHbl AeTa/in, Nomorarouime

KJIMHULMCTY NPU NPUHATUM pewieHna o TICK.

MokasaHua ana TICK npu ponamnkynapHoin nnmedome

Tabnnua 2.
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AyTOTICK He pekoMeHAyeTCA B KAa4ecTBe KOHCOINAAUUM NepBON PeMUCCUm

AyTOoTICK aBnseTca xopoluen onuunen Ansa KOHCONMAAUNM PEMUCCUM Y NALUMEHTOB € 1-bIM
XMMUWOYYBCTBUTENbHBIM PELMANBOM, OCOOEHHO Y NaLMEHTOB C KOPOTKOW NEPBOA
peMmnccmein 1 BbICOKMM ypoBHeEM pucka no FLIPI, a TakKe, y NauneHToB BO 2-M U
nocneayroLwmMx XMMMoYyBCTBUTENbHbIX peLnansax

AnnoTlICK chegyet paccmatpusatbh Npu peumanse nocne aytoTlCK

TrCK oT annoreHHoro AoHopa — CTaHAapTHbI MeTod, Tepanun neamMatTpuyecknx naumeHTos ¢
OCTPbIMM NIeiKo3aMM U MUeNoANCNAACTUYECKUMM CUHAPOMaMU, ANA NALMEHTOB C HEXOAMKKUHCKUMMU
MMMPOMaMM AaHHbIM MeTof, Tepanuu 0 CUX MOpP OCTaeTcA AUCKYTabeNbHbIM, YYMUTbIBasA BbICOKYHO
TPaHCNAAHT-aCCOLMNPOBAHHYIO CMEPTHOCTb. [osiBNeHMe HOBbIX MeTo0B 06paboTKM TpaHcnAaHTaTa
W BBeAEHNE HOBbIX PEXKUMOB KOHAULMOHUPOBAHMSA NO3BONAIOT PACLUMPUTL MOKA3aHUA K aNIoreHHowM
TIFCK npu HX/1 y aeTeit n obecneuntb LMPOKUIA BbIBOP AOHOPOB (OT COBMECTUMbIX CUBANHIOB A0
ranfiouAeHTUYHbIX POACTBEHHbIX A0HOPOB). PelleHne o nposeaeHun annoreHHon TICK y aeteit ¢
PEe3UCTEHTHbIM TeuyeHnem Uan peumansom HXJ1 4OMKHO NPUHUMATLCA KAMHUKOW KoAnernanbHo npu
OTCYTCTBUM abCONMOTHbIX MPOTUBOMOKa3aHui (Tabaunua 3).

Tabnuua 3.
MokasaHua K TTCK npu niumdomax y aeteit (EBMT 2012)
cTaTyc TICK ot TICK ot TICK ot ayTtoTICK
pPOACTBEHHOrO HepoACTBEHHOrO | HEMONHOCTLIO
HLA-coBm. HLA-coBm. HLA-coBm.
AOHOPa AOHOPA HepopcTtBeHHor
0 AoHOpa
HX | NP1, He peKoOMeHA, He peKoOMeHA. He peKoMeHA. He peKoMeHA,
n HU3KUM
PUCK
ne1, TepaneBTMYECKa | TepaneBTUYECKA | He PEKOMEHA. TepaneBTMYeCKa
BbICOKMW | A onuna A onuma A onuma
PUCK
ne2 CTaHAapT CTaHAapT TepaneBTUYECKa | TepaneBTUYeCcKa
A onuma A onuma
XN nrP1 He peKoOMeHA, He peKoOMeHA. He peKomeHA. He peKomeHA,.
Peungus | TepaneBTUYECKa | TepaneBTMYECKA | HE PeKOMeHS, CTaHaapT
, NP2 A onuua A onuua

CokpaleHus: HX/1- HexoaKKMHCKaa ammdoma, XJ1 — XoaKKMHCKaa nnmdoma, MNP — nonHas

pemuccua.

MpoTusonokasanusa K TTCK
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OcHoBHOe nNpoTMBONOKa3aHue K ayToTICK — 370 AOKa3aHHas XMMNOPE3UCTEHTHOCTb KO BTOPOM
NvHUKM Tepanun. AnnoTlCK npoTuBonoKasaHa Npu akTUMBHOW nvmdome C¢ 60bLION OMNyX0/aeBow
MacCo.

Kpome TOro, OoTHOCMTENbHBIMM MNPOTUBOMOKA3aHUAMU ANA NPOBEAEHMA KaK ayTo, TakK W
annoTlrCK aABnAoTCA aKTUBHbIE MHDEKLMN, B TOM Ync/ie TpMBKoBble U BUPYCHbIE, HECAHMPOBaHHbIE
CKpbITble o4arn nHoekumin. CnegyeT NPUHATL BCE MePbI ANA CAaHMPOBaHMUA 04aroB MHPEKUUM, TEM He
MeHee, ecin inmboma npeacTaBnseT 60bly HENOCPEACTBEHHYHO YIPO3Yy ANA KU3HUM, @ UHPeKLMA
HOCUT XPOHWYECKUI XapaKTep, TO B OTAE/NbHbIX CAyYaaAX KOHCUMANMYM MOXKET MPUHATb PEeLUeHuEe O
npoBeAeHUN TPAHCMAHTaLMM Ha doHe TeKkyLel MHbeKuun (Hanpumep, acnupressiesa) Npu ycnoBum
napannenbHoro fedyeHma uUHbeKuMn. PasnnyHble HEKOMMNEHCMPOBAHHbIE  COMYTCTBYHOLWME
3aboneBaHMa cepaeYHO-COCYAMUCTON CUCTEMBI, MOYEK, MEYEeHMU, MCUXMYECKMe 3aboneBaHus UaU
pacctponctea, crtatyc KapHosckoro meHee 80 wunm ECOG craTyc Bbiwe 2 ABAAKOTCA
NpoTUBOMNOKa3aHMAMK ana nposegeHua TICK. CheayeT oOueHUTb BO3MOXKHOCTb MEPEHOCMMOCTU
BbICOKOZI03HOM XMMMOTEPanUM naumMeHTamu ctapwe 60 feT. PekomeHA0BaHO OPUEHTUPOBATLCS He
Ha paKTUYeCcKnin, a Ha BUONOrMYECKNN BO3PACT NauMeHTa.

O6cnepnoBaHue naumeHTos nepen TICK

C uenblo BbIABNEHUA BO3MOXHbIX MPOTMBOMOKAa3aHWA W CBOEBPEMEHHOM  NPOOUIAKTUKM
OC/IO}KHEHUIM MNaLMeHTaM PEKOMEHZO0BAHO BbINONHUTL Ccleayloulee obcnefoBaHME B TeyeHue
6avxanwero mecaua neped TICK: MNIT/KT opraHoB rpyaHON KAeTKM, 6PHOLWIHON MOAOCTU, Manoro
Tasza, Npu NoAoO3pPEHMU HA BO3MOMKHOE BOBJIEHYEHME KOCTHOFO MO3ra — TPemnaHO6MOMNCUIo KOCTHOroO
MO3ra, OpPOHXOCKOMWIO C WCCAef0BaHWEM OPOHX0a/IbBEONIIPHON KMUAKOCTU (NS  BblsiBAEHME
BO3MOHOM  WMHpEKuMn), naHTomorpammy 3yb6oB, OCMOTP CTOMAToJsiora, PEHTreHoBCKoe
nuccnenoBaHWe MNPUAATOYHBIX Masyx Hoca (NOMCK o4varoB WMHQEKUMM), OCMOTP FMHEKOo/Oora,
axoKkapamnorpadpuio ¢ dpakumelt Bbibpoca nesoro Kenyaouka, KM, GyHKUMIO BHELHEro AbiXaHus,
obcnegoBaHMe Ha BUPYCHble renaTuTbl, onpeaeneHve Tutpa LIMB, 3BB, BupycoB repneca,
TOKconnasmbl, BUY. BbINONHUTb KAMHUYECKUI U BUOXUMUYECKMUIA aHann3 KpoBu. B cnyyae annoTlCK
AomKeH bbITb NosyyeH obpasey, JHK nauneHTa gns ganbHenwero MOHMTOPUPOBaHMA xumepmama. C
naumeHTammM nNpoBOAMTCA MeAMKO-CEMENHAA KOHdepeHUMss AnA  BblACHEHUS BO3MOHbIX
COUMANbHbIX MPOTMBOMOKa3aHWW. [laumeHTbl o06A3aTenbHO [AOT MUCbMEHHOEe CcorflacMe  Ha
BbinonHeHue TICK.

CnepyeT nomHuUTb, 4to TICK, ABNsAETCA NOTEHUMANBbHO OMACHbIM METOLOM /SIeYeHMA, KOTOPbIN
MOMKET COMPOBOXKAATbCA CEPbE3HbIMU OC/NOXKHEHUAMU. B €BA3M € 3TMM 06M3aHHOCTb Bpaya
noapobHo o06bAcHMTL naumeHTy npeumywectsa TICK nepes apyrummn metogamu. Cnepyet
npeanaratb nposefeHve TICK TONbKO B TOM CAyyae, €CAM B MOMEHT MNPUHATUA peLleHus,
3abonesaHve (nMmdoma) npeacTaBaseT HOMbLIYIO Yrpo3y AR XKM3HM NaUMEHTA NO CPABHEHWIO C
METOA0M JieyeHus. 3aga4a Bpaya 0OBACHUTb MaLMEHTY BCE MPEMMYLLECTBA U HEeAOCTaTKM MeToda
TICK. OKoHuaTenbHoe pelwweHue o nposegeHnn TICK npuHUMaET naumneHT.
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MO6MIWI33HMFI reMmonoaTM4eCKuUX CTBOJ10BbIX KZ1IETOK

MonyyeHMe KayecTBEHHOrO TPaHCMNAHTATa ABAAeTcA abCcoNOTHO HEOOXOAMMBIM YC/OBUMEM
nposegerma TICK. UctouyHmkom CK moxkeT ObiTb KOCTHbIA MO3F, nepudepuyeckas Kposb MK
nynoBMHHaA Kposb. Mcnonb3osaHne ICK nepudepnyeckoit KpoBM CBA3AHO C PAAOM NMPEUMYLLECTB:
COKpaleHne CPOKOB BOCCTAaHOBAEHMA remonossa nocne aytollCK Ha 2-3 gHA, yMeHblueHue
notpebHocTM B aHTUOaKTepUaNbHOM Tepanuu, reMOKOMMOHEHTHOW MOALEPHKKM, COKpalLleHue
CPOKOB FOCMWUTANM3AUNN, OTCYTCTBME PUCKA, CBA3AHHOTO C OOWMM HapKO30M, BO3MOMKHOCTb
nonyvyexHma 6onbworo konuvectsa ICK. [nAa nonydeHWs TpaHcnAaHTaTa M3 KpoBW Heobxogmmo
nposect mobuamsaumio FCK M3 KOCTHOrO mo3ra B nepudepuryeckyto KpoBb. Ob6LENpPUHATLI
cneayrouwme metoabl mobunmnsaymm:

MprmeHeHMe rPaHYNOUMTAPHBIX KONOHUECTUMYAUPYOLWMX dakTopos (M-KCP).
O6blyHO HasHavaloT ¢uarpacTum (HennoreH, NelKocTUM WM Ap.) B A03e 5 MKr/Kr Beca
naumneHTa ABaXKapbl B leHb NOAKOXKHO B TedyeHue 4 aHel.

3. MpumeHeHune M-KCP coBmecTHO € yMTOoCTaTUKamu. McnonwsyoT umknodochammna B o3€e OT
1,5 r/M2 40 6 r/:v\2 OHOKPATHO BHYTPMBEHHO. OAHO3HAYHbIX PEKOMEHAALMMN, KacaroLwmxcsa
£03bl uMknodocdammnaa HeT. BOABWMHCTBO TPAHCMNAHTALMOHHBIX LEHTPOB NpUMeHAtoT 4
r/m> umknodochammaa. HeKoTopble LEHTPbI C YCMEXOM MPUMEHAIOT A8 Mobuamsaumm
aTonosua. Ctumynsaumio remonossa MN-KCP s gose 10 mKr/kr 1 pa3 B CyTKM HauMHalOT co 2-5
[OHA nocne BBEAEHUA LUTOCTATHKA.

4. TMpumeHeHne T-KCO® coBmecTHO ¢ 6onesHb-cneuMPpuUHOM  MONUXMMMOTEPANMEN.
XvmunoTepaneBTMYECKME peXUMbl Tepanuu “cnaceHuns”, npumeHAaemble ANA NedYeHus
numoom (DHAP, ICE, GemOx, IGEV), obnagatoT xopoluein MobMan3aLmMoHHOM CNocobHOCTbIO.
M-KC® HasHauatoT B Ao3e 10 MKr/Kr Beca naumeHTa 1 pas B CyTKM, HauMHasA co AHA 5-7 nocne
OKOHYaHuAa MXT.

Ctumynaumio remonoasa M-KCP npogonxkatot go 10-12 gHen. Mocne AOCTUKEHUA Haaupa B
YPOBHE HEWUTPOOUNOB clesyeT exegHEeBHO onpeaenatb  KoamdectBo CD34+  KneTok B
nepudepuydeckoit Kposu. MNepsbili Nelikadepes NPoBOJAT, Koraa Konnyectso CD34+ KneTok B 1 mMKn
KpoBu pocturHetr 10 KneTok wam bonee. BosmoxkeH adepes u npu 60nee HU3KOM COAEpPKAHUU
CD34+ KNetoK, HO B 3TOM C/ay4yae He rapaHTUPyeTcA MOosydeHWe TPaHCM/IAHTaTa A0CTAaTOYHOM

KNE€TOYHOCTH.

Ob6LLenprMHATO, YTO MWHUMaNbHOE KonmdectBo CD34+ KNeTOK B TpaHcnAaHTaTe [AOJIKHO
cocTaBnATb He meHee 2 x106/kr Beca naumeHTta. OnTumanbHoe uyncio CD34+ KIeTOK 3HaYuTeNbHO
Bbllle. EAMHOrO MHeHMs no noBoAy HeobXoAMMOW K/IETOYHOCTU TpaHCM/aHTaTa HeT, HOo
npubnusutenbHoe umcno CD34+ KAETOK [O/MKHO cocTaBnaTb 4-6x106 Knetok/kr. B cnydae
MUesoMHoN 6ose3HM TpaHCNAaHTAT A0/KEH ObiTb 6osiee KNETOUHbIN, YeM Npu AMMdomMax, Tak Kak
Y4acTo  nNaumMeHTam C  MHOXECTBEHHOW  MWEeNIOMOM  NAaHWpyeTcs  NpoBeAeHuMe  AByX
ayToTpaHcnnaHTaumii. KnetoyHocTb TpaHcnaaHtaTa oT 2-X A0 4-Xx maH. CD34+KNeToK/Kr cumTaetca
cybontumanbHoi. HeapekBaTHoe KonunuyectBo CD34+KNETOK B TpaHCMAAHTaTe MOXKET MPMBECTU K
bonee AnuTeNbHOMY Nepuojy BOCCTAHOB/IEHWS FEMOMNO33a B NOCTTPAHCMNAHTALUMOHHOM nepuoae,
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NepcmucTMPOBaHMIO aHEMUKN, TPOMOOLMTOMNEHUN B TEYUEHME ANIUTENIbHOIO BPEMEHU, MHOT4a A0 roaa U
b6osiee, YBENMYEHUIOD PUCKA Pa3BUTUA MHPEKLMOHHbIX OCAOXHEHMN. Kpome TOro, y MnaumeHTOoB,
NOJIYYMBLUMX TPAHCNAAHTAT C cy6ONTUMaIbHOM KNETOYHOCTbIO, 3aTPYAHEHO Aa/ibHeNllee nevyeHue B
Cnyyae pasBUTUA peumamBa 3aboneBaHWs M3-3a ObICTPO pPa3BMBAIOLLENCA MOCTLMTOCTATUYECKOMN
rnybokom W AAuMTeNbHOW naHuuToneHuMu. [na ynayylweHuss KayecTBa TPAHCMAQHTATa MOMKHO
NPOBOAUTL NOBTOPHbIE MOMbITKU MOOMAM3AUMM C UBMEHEHUEM PEXMMA, Hanpumep, ecnm paHee
CTUMYNALUMIO remonoasa nepen adepesom MPOBOAMIN C MOMOLLBIO TO/IbKO LUTOKUHOB, TO MpuU
NOBTOPHOM MOBUAN3ALMN MOXKHO MCNONBb30BaTb coYeTaHUE XumuoTepanuu n KCo.

Onsa ynyyweHuna mobunmsaumm FCK B nepudepuryeckyo KpoBb MPUMEHAIOT aHTArOHWUCT
CXCR4 nnepukcadop. CornacHo KoHceHcycy, npuHATomy EBMT B 2013 roay, noKasaHua K
Ha3Ha4vyeHuto naepukcadopa ocHOBaHbI Ha Koanyectse CD34+KNeToK B MK nepudeprnyeckoin Kposu
nocne ctumynauum M-KCP. Ecnm konmyectBo CD34+KkneTok B MK 6onee 20 KAeTOK, Ha3HavaTb
nnepukcadpop He cneayet. Konmdectso CD34+ Knetok meHee 10 aABnsetTca NOKasaHWem Aana
Ha3Ha4yeHuAa nnepukcadopa. MNpu npomerkytouHom Konmdectese CD34+ KnetoKk oT 10 go 20 B MKn
PEKOMEHAYETCA YYWUTbIBATb AOMOJHUTE/NbHble GAKTOPbl PUCKA, @ WMMEHHO: npeaseyYyeHHOCTb
naumneHTa, BO3pacT, akTUBHOCTb OCHOBHOTO 3ab601eBaHUA, Ny4YEBYHO TEPANUIO B aHAaMHe3e, Tepanuto
npenapatamu, NOBPEXKAAOLWMUMU CTBOIOBbIE KaeTkn (mendanaH, dnogapabuH, neHaamaomua), 8
aHamHese. Mpu HaAMunmn GaKTOPOB PMUCKa B aHAMHe3e c/iesyeT Ha3HayaTb naepukcadop.

ONTUMaNbHbINA PEXNUM CTUMYAALMU, KOTOPbIMA B HAcTOALLEE BPEMA NMPUMEHAETCA BO MHOMMX
TpaHCNAAHTaLMOHHBIX LeHTpax, npeactasnseT coboit noakoxHoe BeeaeHue M-KCO B go3e 5 mMKr/Kr
[ABaXApbl B AeHb B TedeHue 4 aHeW, Ha 5-blil AeHb BBOAAT naepukcadop 8 gose 0,24 mr/Kr noAKOMKHO,
33 12 vacoB po adepesa. Mpu Heobxoammoctn BBepeHue [-KCD u nnepukcadopa MONKHO
NPOJIOHTMPOBATH eLe Ha OANH —ABa OHA.

Mpu mobunmsauum c npumeHeHmem XT mn M-KCO nnepukcadop HasHa4aloT NPeBEHTUBHO,
ecnn Konumyectso CD34+ KNeTOK B MK KPOBM OCTaeTCcA HWU3KMM MNOCae MNPOXOXAEeHWA Haaupa B
ypoBHe nelikouutoB. [o3a nnepuKkcadopa pasHaetca 0,24 mr/Kr noAkoxHo, BBegeHue [-KCP
cnepyet npogoskatb. Apepes nposoaAat yepes 10-12 yacos nocne BBeAeHMA naepuKkcadopa.

B cnyyae annoTlCK TpaHcnnaHTaT MoOAyyYalOT OT POACTBEHHOrO WM HEpPOACTBEHHOro
COBMECTMMOrO MW YAacTUYHO COBMECTMMOro A0HOpPa. MCTOYHMKOM TPaHCMAQHTATA CAYXUT KOCTHbIN
MO3T (B 3TOM C/ly4ae NPOBOAAT MMENOIKCPY3UIO NOZ 0OLMM HAapPKO30M) MK Nepudepryeckas KpoBb
(FTCK nonyyatot nocne mobunumsauum M-KCo).

BO3MOXHO MCNOAb30BaHME KNETOK I'IyI'IOBMHHOl\;l KPOBU, KOTOPYI TaKXxKe nop,6mpa+0T no
cucteme rmctocosmectumoctn. OgHako gna B3POC/IOro 4esnoBeka O,CI,HOVI nopuunmn I'IVI'IOBVIHHOVI Kposu
HeAOoCTAaTO4YHO, OTMEYEHO 3aMmeadNeHHOE NPUXNBAEHNE KNETOK, NONTYYEHHbIX U3 ﬂyrlOBVIHHOVI KpoBu.
|_|03TOMy NPUMEHEHNE 3TOIO MEeTo4a OrPaHNYEHO.

B cnyyae annoTlCK goHopa KocTHoro mosra nogbupatoT no HLA-cucteme. C Hanbonblien
BEPOATHOCTbIO MOYKHO HalTM COBMECTMMOrO AOHOpa cpean cMbAMHroB (poaHbIX bpaTbeB M cecTep).
Poantenn n petu, Kak NpaBuno, ABAAKOTCA ranJoMAeHTUYHbIMU. [pU OTCYTCTBUM POACTBEHHbIX
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COBMECTMMbIX [AOHOPOB W Ha/NAWYMKM MOKasaHMM K annoTlCK BO3MOMEH MOMCK HepoACTBEHHOrO
COBMECTMMOrO [OHOpa 4Yepe3 MexKayHapogHble perncrpbl HEpOACTBEHHbIX AoHopos. Cneayet
NOMHWTb, YTO MOMUCK MOXKET 3aHATb 3-4 K 6osiee mecaueB. B oTaenbHbIX ciydasx B NPodUabHbLIX
LeHTpax MOXeT bbiTb paccmoTpeH Bonpoc o TICK OT HEeno/sHOCTblO COBMECTUMbIX POACTBEHHbIX
OOHOPOB (rann10CcoBMECTUMbIX) NN HEPOACTBEHHbIX 4OHOPOB C HECOBMECTUMOCTbIO Mo 1-2 reHam.

B nocnegHwe rogbl Hayan co34aBatbCA PoccuiCKMIA  perucTp AOHOPOB, B  KOTOPOM
0bbeanHeHbl 6a3bl HECKONIBKUX rOpoAoB. B HacToswee BpeMs perncTp HacuymTbiBaeT okosio 50000
NnoTeHUMaNbHbIX [OHOPOB. HecmoTpA Ha MaNOYUCNEHHOCTb pPeructpa, OH paboTaeT oOYeHb
3pPeKTUBHO. YrKe BbINOIHEHO HECKOIbKO AecaTKoB TICK oT poccuitcknx aoHopoB. Mpenmyliectsom
AsnAeTca 6onee YCKOPEHHbIN NOUCK AOHOPA, He3HAYMTEbHbIE GMHAHCOBbLIE 3aTPaATbl MO CPABHEHUIO
C MOWCKOM M MOJlyYeHMEM TPaHCM/AaHTaTa OT AOHOPA U3 MeXAYHapoAHOro perncrpa. Poccuinckumin
pPerncTp BXOAUT B COCTAaB MEXAYHAapPOAHOro perucrpa.

Mpwn HEO6XOAMMOCTM NOUCKa OO0HOpa cheayert o6pau.|,aTbcs| B TPaHCN/N1aHTAaUNOHHbIE LEeHTPbI,

Y KOTOPbIX €CTb AOCTYMN K COOTBETCTBYIOLMM PErncTpam A0HOPOB.

PexXnmbl KOHAUUMOHMpPOoBaHUA npu ayToTICK.

PaHAOMUW3MpPOBaHHbIE nccnefoBaHus, CpaBHMBalOLWME pasfnyHble peXunmbl
KOHAMUMOHUPOBAHUA, OTCYTCTBYIOT. Hanbonee pacnpocTpaHeHHbIM PEeXXUMOM KOHAUUMOHNPOBAHUSA
npu ayToTICK aABnaloTCcA cneaytolme pexkumbl:

e BEAM: BCNU 300 mr/m’ B AeHb -6, atono3ng 100-200 mr/m? ABaxkAabl B A€Hb, AHU C -5 g0 -2,
uMTapabuH 200 MF/MZ, AHu ¢ -5 po -2, mendanan 140 MF/M2 B AEHb -1.

e BeEAM: 6eHaamycTmH 200 mr/m?, B AeHb -7 u -6, atonosng 100-200 mr/m? ABaXA4bl B AEHDb,
AHU ¢ -5 fo -2, ymtapabux 200 Mr/M?, AHU € -5 8o -2, mendanaH 140 mr/m’ B AeHb -1.

e CBV: BCNU 300 mr/m’ B AeHb -6, aTonosmg 100-200 mr/m? ABa*kabl B A€Hb, AHW C -5 [0 -2,
unknopocdammng, 1,2 -1,8 r/m” B feHb, AHU € -5 0 -2.

e Pexe npu ayToTICK npumeHstoT pexkum Bu/Cy: bycynbdaH 4 mr/Kr B cyTKu 3a 4 npuema, AHU
¢ -7 po -4, unknodochamma 60 Mr/Kr B CyTKU B AHU -3 1 -2.

Pexxnmbl KoHANUMOHUPoBaHUA npu annoTlCK.

PerKMmbl KOHAMUMOHUMpPOBaHMA npu annoTlCK ponKHbl obecneyntb UMMYHONOTUYECKYIHO
TONIEPAHTHOCTb, TO €CTb HbITb MMMYHOA01ATUBHbBIMM.

B cBA3M c 60ablUOIN NpeaneyeHHOCTbI0 NaUMEeHTOB ¢ iMMdpomamm, B Tom uncae ¢ aytoTlCK B
aHamHese, npu annoTlCK npu Anmpomax Yalie MCNo/b3yloT PEeXMMbl KOHAMLMOHMPOBAHUA CO
CHUMKEHHOMW TOKCMYHOCTbIO.  CTPOrMX PEKOMEHZAUMi Mo perKMMam KOHAMUMOHMPOBAHMUSA HeT.
PaHAOMW3MPOBAHHBIX UCCNEA0BAHUMN, CPABHMBAIOWMX PA3/INYHbIE PEXMMbI KOHOULMOHMPOBAHMSA,
TaKKe He npoBoawnocb. Kaxaplii  TPaHCMAQHTALUMOHHBIM  LEHTP  BblbMpaeT  pexum
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KOHONLMOHNPOBAHUA, Y4YUTbIBaAA NpealecTByOlWyO Tepannio, COCTOAHME NaUlnUeHTa U COBCTBEHHbIM

onbIT.
Hanbonee 4acTo NPUMEHAIOT Cieaylolme PpeskMMbl KOHAULMOHUPOBAHMA:
e Flu/Mel: dnysapabun 30 mr/m> B AeHb, AHW -7, -6, -5, -4, -3, mendanaH 70 mr/m%, axu -2, -1;

e Flu/Be: pnypapabunH 30 N\r/M2 B A€Hb, AHU -4, -3, -2, 6eHaamycTmH 130 MI'/MZ, AHun -4, -3, -2
e  Flu/Bu: dbnypapabun 30 mr/m% B AieHb, AHuW -9, -8, -7, -6, -5, 6ycynbdaH 2 Mr/Kr B CyTKK, AHU -

6, -5, -4, -3;

e Flu/Cy: dbayaapabun 30 mr/m” B AeHb, AHW -7, -6, -5, -4, -3, umknodocdaH 60 Mr/Kr, aHW -2, -
1

e  Flu/TBI: paynapabuH 30 Mr/M2 B A€Hb, AHW -4, -3, -2, ToTanbHOe 0bydeHue Tena 2 p, AeHb
0.

TpaHcnnaHTauma CK nposoantca B aeHb 0.

ConpoBoagurenbHasa tepanua npu aytoTCK

Ona yMeHbLUEHUA pPUCKa PasBUTUA MHPEKLMOHHbIX OCNOMKHEHWIM MauueHTam NpPoBOAMTCA
AEKOHTaMMHALMA KULWeYHUKa. Mpn ebpunbHOM HelTponeHnn — aHTMbaKkTepuanbHaa Tepanusa. Mpu
HEODXOAMMOCTM MauMeHTbl 06ecneynmBaloTCa MNapeHTepPasibHbIM NUTAHUEM, FEMOKOMMOHEHTHOW
Tepanuei. Bce NpoayKTbl KPOBM AOMMHbI ObiTb 06/yveHbl B go3e 25 Ip ana npoduaakTnku
TPaHCPY3MOHHOW peakuMn “TpPaHChNAHTAT-NPOTMB-X03AMHA”. [pu BbIABNEHUM COOTBETCTBYHOLLMX
Bo3byguTeneit mam npu HesdPeKTUBHOCTM aHTMOAKTEPUANbHOM TepanuuM nauMeHTbl MoayYaloT
NPOTUBOBUPYCHYID W aHTUMWUKOTUYECKYtD Tepanuto. [poBOAUTCA KOPPEKUMA 3EeKTPOJUTHOrO
6anaHca. NMpu HeobXO0AMMOCTM NALMEHTLI MOAYYAIOT aHTUIMETUKM, 06e360/1MBaALOLLYIO TEPANULO.

Mocne BocCTaHOBAEHMA remonoasa (Ha 12- 25 aeHb B cpeaHem) COMyTCTBYOWaAA Tepanus B
6ONbLUINHCTBE CTy4aeB OTMEHAETCA.

ConposogurtenbHaa tepanua npm annoTlCK

Bce naumeHTbl ¢ annoTlFCK ana npodunakTMKM peakuuu “TpaHcnaaHTaT-npoTuB-Xo3anHa”
Noay4atoT MMMYHOCYNPECCUBHYIO TEPANUIo, Kak NPaBuIo, LLUKAOCNIOPUHOM UM TAaKPOAUMYCOM NOZ,
KOHTPONEM KOHLEHTPALMM 3TUX NPenapaTosB B KPoBU. [JONONHUTENbHO NALMEHTbI MOTYT MOAYYaTb
MeTOoTpeKcaT uam cencent. B nocnegHue roabl npuobpena 6oabllyto NONYAAPHOCTb NPOdUAAKTMKA
PTNX BBegeHvem umknodocdaHa Ha AeHb +3 uM+4 nocne TpaHcnnaTaumm B gose S50mr/Kr seca
nauMeHTa, NpeanoXeHHbIN rpynnoi us bantumopa. Mpu HU3KOM pucke pa3sutua PTMX (Hanpumep,
TPaAHCMAAHTaLUMA OT NOAHOCTbIO COBMECTUMOTO CUBANHIA) unkaopocdaH MoXKeT bbiTb UCNONb30BaH
KaK eAMHCTBEHHbIM MmeTog npodunaktukm PTMX. B ocTanbHbix Cnydaax AOMONHUTENBHO UCMOb3YIOT
6a30BYl0 MMMYHOCYMpPECCMIO TaKpPOJMMYCOM W CefcenToM WAWM  APpYrMMW  NpenapaTamu.
OAnTenbHOCTb  MMMYHOCYNpPEcCMBHOM  Tepanuu  WHAMBMAYA/NbHA WM 3aBUCUT  OT  CTEMNEHMU
BbIPAXEHHOCTU MNPOABAEHUA OCTPON M XPOHMYECKOM peakumn “TpaHCnAaHTa-NnpoTMB-X03AMHA”,
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XMMepM3ma, CcTaTyca OCHOBHOro 3abosieBaHWA, nepeHocMMocTU. B 6o/blIMHCTBE c/yyaeB
MmmyHocynpeccua nposoautca ot 90 go 180 aHel. Bcem naumeHTam npoBoauTcs NpodunakTmka, a
npu HeobxoaMmocTt, Tepanusa OaKTepumanbHbiX, BUPYCHbIX U TPUOKOBbIX MHOEKUNIN, KOppeKLus
3NEeKTPONINTOB, FTEMOKOMMOHEHTHAA Tepanua obaydyeHHbIMM B fo3e 25 [p npoAyKTamum KpoBW.
MpoBognTb TpaHchy3MM HeobAYyYEHHbIX TEMOKOMMOHEHTOB KaTeropuyecku 3anpewieHo. Mpu
HECOBMECTUMOCTM NO Fpynne KPOoBW, 3PUTPOLMUTLI NEPENNBAIOT NO MHAMBUAYANbHOMY Noabopy.

MauMeHTam nNpPoOBOANUTCA MOHUTOPUHI XMMepu3ma (TO eCcTb COOTHOLWIEHWS AOHOPCKUX U
COBCTBEHHbIX KNETOK KPOBW), LMUTOMEranoBUPYCHON WHbEKUMn. ITO HeobxoAMMO B CBA3SU C
OMACHOCTbIO pPeakTUBaLMM WHPEKLMMU, KOTOPAs MOXKET MNPUBECTU K TAXKENbIM OC/AOXKHEHUAM,
HeAO0CTaTOMHOCTM TPAHCMAHTATA, CHUMEHWIO M MOTEPU AOHOPCKOTO XMMEpPM3ma, BNAOTb A0
OTTPXeHUA TpaHcnnaHTata. CBoeBpemeHHOoe BbliABNeHUe yBenmyeHuna Tutpa LLMB nossonder B
6ONbLWNHCTBE CyYyaeB U3berKaTb CePbe3HbIX OC/I0KHEHUN.

OcnoxxHeHua npu aytoTICK

Hanbonee 4acto BcTpeyaloTcs MHGOEKUMOHHbIE OC/NOXHeHUa (bebpunbHas HelTponeHusa y
60/1bLUMHCTBA NALMEHTOB), MyKO3UTbl PA3/IMYHON CTEMEHUN TANKECTU, FTeMopparmyeckme oC/NoNRHeHus.
Kak npaBuio, 3TM OCNOMKHEHMA Pa3PEeLlaloTCA MOC/e BOCCTAHOBAEHMSA remonosdsa. MoryT 6biTb
noyeyHaa, MNEYEHOYHAA TOKCMYHOCTb, KapPAMOTOKCUYHOCTb. TOKCMYHOCTb  KPMOKOHCepBaHTa
anmetuncynbdpokenaa (OMCO). OcTpas noyeyHas HeZOCTaTOYHOCTb MNPU  TPaHCMAAHTaLUK
KPUOKOHCepBUpPOBaHHbIX [CK KOCTHOro Mmosra BCAeACTBME TPaAHCPY3MM reMOAN3UPOBAHHbBIX
3PUTPOLLUTOB.

OcnoxHeHusa npu aanoTlCK

OCNoOXKHEHMA, CBA3AHHbIE C MMMYHHbIM KOHQ/IMKTOM: OCTPas WM XPOHWYECKas peaKkumu
“TpaHCcnNaHTaT-NPOTUB-X03ANHA”, TEMOAMU3, NapuManbHas KPacHOK/AETOYHas annasua, Bbi3BaHHaA
HECOBMECTUMOCTbIo Mo ABO-cucteme, MHOEKUMOHHbIE OCNOXKHEHNA BCaeACTBME MMMYyHoAedULMTa,
npexae Bcero, acnepruanes u BUpycHole MHGEKUUKN, TOKCUYHOCTb MMMYHOCYNPECCOPOB (NoyeyHas),
BEHOOKKNI03MOHHAA 60/1e3Hb, rMNodyHKUMA TPaHCMIAHTaTa, HEMNPUNKMUBIEHWE WAM OTTOPMKEHUE

TpaHcNAaHTaTa.

Mpu nporpeccpoBaHum unu peumause numoomol nocne annoTlCK nposoaaT Tepanuio
AOHOPCKUMU iMmbouMTamM B BO3pacTatowen fose nocsie oTmeHbl 6a30BON MMMYHOCYNpPECCUMU.
JoHopckne numdountbl Henb3s BBOAUTbL Ha ¢oHe PTMX. HayanbHasa gosa o6bbiuHO noabupaetcs
WHAMBUAYANIbHO, B 3aBUCMMOCTM OT pUCKa pas3sutus PTMX. Hambonee 4acto mcnonbsyemas no03a
AOHOPCKMX nnmdoumToB ana nepsoro BeegeHua: 1x106 CD3 + knetok. Hambonee adpdektnusHo
npodunakTMyeckoe npumMeHeHne MUHOY3UM AOHOPCKUX AnmeoumToB. IPPeKTUBHOCTL NeyeHus
nporpeccMpoBaHuAa Uan peumanea coctaBaset okono 30% ana scex numoom, 36% ona amMmdombl
XoaKKMHa.  [ONOAHUTENbHO MOXHO NPOBOAUTH XMMMUOTEPANUIO WU Tepanuio TapreTHbIMU
npenapaTtamu, Hanpumep, PUTYKCMMabom UaK BPEHTYKCMMabom, B 3aBUCMMOCTU OT TMNA IMMPOMbI.
Mpn numdome XoAKKMHA XopoluMe pes3ynbTaTbl faeT BBeAeHMe OpeHTyKcumaba Kak ¢
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KOHCONMAMPYIOLWEN, TaK 1 C nedebHon uenbio B go3e 1.8mr/Kr. BO3MOMXHO CHMMeHWe 103bl 40 1.2
MI/KF NPy HU3KKMX HelTpodunax m TpomboumTtax (TOKCMYHOCTb 3 U 4 cteneHu). Mpu covetaHnn c
AOHOPCKMMU nnmboLmnTammM, CHadana BBOAAT bpeHTyKcnumab, a yepes 3-4 aHA npoBoAAaAT MHOY3UIO
AOHOPCKUX TMMPOLMTOB.

MaumeHTbl nocne anno TICK B TEYEHUM HEKOTOPOro BpemeHM (OT HECKO/IbKUX MecALeB A0
HECKONbKUX NIET) HaxoaATcs nofd HabnaeHMEM TPaHCMIaHTaLMOHHOro LeHTpa. Ho B 6oblinHCTBE
CNy4yaeB MauueHTbl BO3BPALLAOTCA AOMOM MOCAe OTMEHbl MMMYHOCYMNpeccMBHOM Tepanuu. Mpu
NtobOM OTK/IOHEHMM B COCTOAHMM MaLMeHTa FremMaTosIory UAM OHKo/ory, Habatoaatowero nauyeHTa
Nno MECTY XUTeNbCTBa, HeobxoaMMO 06pPaTUTLCA B TPAHCMIAHTALMOHHDBIN LLEHTP. BaKHO cneguTb He
TO/IbKO 33 BO3MOMHbIM peumamsom 3abonesBaHua, Ho, B caydae annoTlCK, 3a nosBnaeHuem
NPU3HAKOB OCTPOM UAKN XpOoHMYecKoi PTIX, TaKMMK KaK U3MEHEHME KOXKM, CYXOCTb FN1a3, CAIN3UCTOM
NOMOCTU pPTa, CKOBAHHOCTb B CyCTaBaX, MOTepA Beca, NOBbIWEHME MNeYEeHOYHbIX TPaHaMMHa3,
6MnmMpybuHa, nosBAEHNE ANAPPEN, HE CBA3AHHOE C KMLLIEYHON MHbEKUMEN, NOSBAEHNE OAbIWKK. Bo
BCEX C/ly4Yanx HeobxoAMMO HeMe/IeHHO NMO3BOHUTL B TPAHCM/IAHTALMOHHbIM LEHTP.
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MNocTTpaHcnaaHTauMOHHbIE AMMmdonponndepaTMBHblie 3aboneBaHun

MocTTpaHcnnaHTaunoHHble numdonponandepatmeHble 3abonesanuns (MNT/IN3) - 370
noTeHuWanbHO @daTasbHble COCTOAHMA, BO3HMKalOWME MocAe TpPaHCHAAHTaUUM  CONUAHbBIX
opraHos(TCO) MM TpaHCNAAHTAUMKM FeMOMOSTUYECKUX CTBOJIOBbIX KneTok TICK). Kniouesbimu
MOMEHTaMM B MaTtoreHese AsaAeTcA MHOUUMPOBaHME/peakTUBauma BMpycom InwTteriHa-bapp u
HapyLWeHHbIN ATPOreHHbIM 06Pa3oM MMMYHHbIN HaZ30p.

Knaccudunkauma BO3 2008 r.
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* PaHHue NT/IN3: HeaecTpyKTUBHbIE IMMONIA3MOLUTAPHbIE NpoandepaTUBHbIE COCTOAHUA,
KOTOpble MOAPA3AENAOTCA HA MAA3MaLMTAPHYIO TMNEPNIA3UI0 U MOHOHYK/1e030n0406HY0
NapakopTUKANbHYIO rMnepniasmio.

*  MoaumopdHble NT/IN3: npeactasaatoT cobolt Hambosiee cnopHble HapyLeHUA, MOTOMY YTO
ABNAACL OECTPYKTUBHLIMU COCTOAHUAMMW, HEe YAOBAETBOPAIT KpUTepuam onpeneneHHbIxX
YeTKO OYepYeHHbIX IMMGbOM.

*  MoHomopdHble MNT/IN3: cooTBETCTBYIOT ONpeaeneHHbIM AMMPOMamM, BCTPEYAOWMMCA Y
MMMYHOKOMMNETEHTHbIX /nu,. Yale Bcero — 3TO arpeccuBHble B-knetouHble Aumdomsl
(ABKKA, B, nnasamobnactHaa numdoma), pexke T-kneTouHble numdombl (renatoneHanbHas
nmooma). MHOoNeHTHble B-knetouHble nvmoombl He oTHocaT K MT/M3, paxke ecau
BO3HMKatOT y nauneHTos ¢ TCO nnum TITCK B aHamHese.

* 3aboneBaHus, noao6bHble Knaccnueckon ninmpome XoaKKMHA

*  Jlumdpoma XoaKKnMHa

OaHO3HaYyHO onpeaennTb K KaKkon ns 4 KaTeropuii oTHocuUTcs 3aboneBaHMe He Bceraa yaaercs,
NOTOMY 4YTO B pasHbiXx aAMmdoysnax MoryT ObiTb nNpM3HaKM panunyHbix MT/MN3. 3101 dakT
NoAfEP!KMBAET MHEHME, YTO B HEKOTOPbIX C/Ay4asx MMeeT MecTo nepexos OT Oonee
[obpokayecTBeHHbIX paHHMx [MT/IN3 yepe3s d¢asy nonammopdHbix [MT/IM3 K arpeccuBHbIM
MoHoMmopdHbIM MT/1MN3.

OwnarHos MT/IN3 cTaBUTCA Ha OCHOBAHMM TUCTONOFMYECKOTO M MMMYHOFUCTOXMMUYECKOTO
nccnenoBaHus. Kpome Toro, HEO6X04MM MOHUTOPUHT aHTUreHa EBV Bo ¢pakumm mMoHOHyKNeapos
nepudepunyeckoin Kposu. PekomeHayeTca KayecTeBe «300Toro ctaHgapTa» 3b6B-PHK rmbpuansaumio
in situ. TakXe pekomeHAoBaHO onpeaeneHune 6enka EBER MUMMYHOrMCTOXMMUYECKMM METOAOM.

MaroreHes

Bupyc dnwreitHa —bapp urpaet pewatowyto ponb B passutum MT/IM3. B nouytn 90% cnyyaes
rnocsie nepecagKkm CoNnaHbIX OPraHoB B B-KneTkax peunnueHTa obHapyxuBatoT reHom I6B, KOTOpbIi
cnocobeH TpaHchopMmmnpoBaTb B-KNeTku 1 npueoauTb K nMx beccmepTuio. BTopuyHble reHeTuyeckume
WU 3NUreHeTUYecKkne cobbIiTUA MOFYT NPUBOAMUTL K HEKOHTpOIMpyemol nponandepauumn. CoctosHMe
rnybokoro MmmyHogeduLmMTa, KOTOPbIN BCerga ectb Yy AaHHOW KaTeropuu NauueHToB, CHUMKaeT
MMMYHONOTMYECKUN KOHTPOJIb, U MOTYT BO3HMKHYTb MT/IM3. CneayeT oTMeTUTb YTo npucyTcTeue 6B
He cTporo obasaTtenbHo gns NT/M3. B nocneaHune rofbl yBenMUMBAETCS KONMYecTBO IEB-HeratMBHbIX
dopm: ot 10% B 1990-1995 rogax A0 NpaKTUYECKM NoNoBMHbI Beex cnyyaes B 2008-2013 rogax. Ha
HACTOAWMIA MOMEHT HEU3BECTHO, creayeT AM cymTaTb IBB-HeraTuBHble C/y4aun CBA3AHHbIMU C
UMMYHOAEDULIUTHBIMWU COCTOSIHUAMM, U OHU ABASIOTCA CONYTCTBYIOWMMM 3a601€BaHUAMM.

CywecTByeT 3aBUCMMOCTb MEXAY TPaHCMIAHTMPOBAaHHbBIM OPraHOM WM YacTOTOM pa3BUTUA
nTans.

TpaHCNNaHTUPOBAHHbIN OpraH YacroTta BosHuKHoBeHua MTJ/IN3

FannonaeHtnyHaa TICK: cepaue, nerkue, o 20%
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HECKO/IbKO OpraHoB
neyeHb 4.5%
Cepgue+nerkoe 2.5%
MNopgenyao4yHan xenesa 2%
noYKa 1-1.5%
MoNHOCTbIO COBMECTMMblE POACTBEHHbIE 0.5-1%
Uan HepoacteBeHHble TTCK

Kpome ypoBHA MMCTOCOBMECTMMOCTW, BaXKHyl0 ponb ansa passutua MT/IM3 urpaet obbem
NMMMPONAHOM TKAHWM B TPAHCNIAHTUPOBAHHOM opraHe. Hanpumep, B TOHKOM KULIEYHUKE MMeeTCA
MHOTro NUMQOUAHBIX KNETOK, MNOTeHUManbHO WHOMUMPOBaHHbIX B3B. MMpu nepecagke, 3Tn
MMOUNTLI MONAAaT B OPraHM3M peumnueHTa M moryt cnocobcrsoBatb passutuio MT/1M3. Ho B
OCHOBE, NPW OPraHHOM TPAHCNAAHTALUKN NeXKaT AMMPOLUTbI PELUNUEHTA.

Mpwn annoTICK MT/IMN3 Bcerga umeeT 4OHOPCKOE NPOUCXOXKAEHME, Pa3BMBAETCA Yalle BNnepsble
6 mecAueB nocne TpaHcnaaHTauumu, nosgHue [MTJ/IM3  BcTpevatoTca  peako.  Pexum
KOHAMUMOHUPOBAHMA NPUBOAUT K Aeduumty T-KNeToK, B TOM uncne K IbB-cneundmyHbix T-KNeTOK,
YyTo NPUBOAUT K BbicTpoMy pocTy BB KnoHa, MHOraa B TEYEHUM HECKONbKMX Hegenb. IMMyHHoe
BOCCTaHOB/iIeHMe B cayyae annollCK npoucxogmt nocae oTMeHbl MUMMYHOCYNPECCMBHbIX NpenapaTos
1 Habaoaetcs Yepes 6-12 mecaues nocne TICK. Moatomy nosaHee passutue MT/1M3 He xapaKTepHO
ONA 3TOro BUAA TPaHCNaHTaLUK.

YactoTa passutua MT/IMN3 pacTeT B nocnegHue rodbl, BO3MOXKHO M3-3a2 MUCMNONb30BaHUA Bonee
CUNbHbIX UMMYHOZENpeccaHToB, 60/1ee cTapLIero Bo3pacTta Kak JOHOPOB, TaK U peunnmneHTos, bonee
yacToro ucnonb3osaHua rannoTlCK.

Bonpoc o ¢BA3M TpaHCNAaHTUMPOBAHHOIO OpraHa 1 BuAa passuBLIeica AMMGOMbI U3yYeH Maso.
NmetoTca HabatoaeHMA, 4TO NOc/e TPpAHCNIaHTaLMM NOYKK, Yalle passusaeTca ninmeoma LIHC, a npu

TpaHcNAaHTaumMm cepala — naasmobaactHaa ammooma.

CragmpoBaHue U OLeHKa OTBeTa

AHanornyHo ¢ Ammdpomamm y MMMYHOKOMMNETEHTHbIX NALUMEHTOB ANA CTaAMPOBaHMA cienyeT
ucrnonbsosatb KT. MI3T/KT moxeT 6biTb NpUMeHeHa A1 OLEHKM MOMIHOTbl PEMMUCCMM B KOHLE
nevyenmsa. B nepuope HabnwogeHus MNIT/KT cnegyeT NpUMEHATb TOMbKO MPU  KAMHWMYECKOM
noAo3peHun Ha peumamns 3aboneBaHus.

O6cnegoBaHue

* Obulee cocToAHUE

*  AnbbymuH

*  MMMyHOCYNpPEecCUMBHbIN pexXMM
e 14T, 2NeKTpONnNTbI, KPEATUHWH,
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*  KAnHMYecknit aHanus Kposu

* T[enatntB

* KT (rpyap, *uBsoT, Ta3) u/vam MIT/KT

* B oTaenbHbIx cayvaax MoXKeT 6biTb NONE3HO UCCNef0BaHME:
*  buoncma KoctHoro mosra, MPT ronoBHOro mosra

* TP 3BB, NUP UMB

JleueHue

Ucxoga s natoreHesa, B ocHoBe siedeHua MTJ/IMN3 nexaT 3 noaxoaa:
1. OtmeHa nau peaykuma MMMyHOCYnpeccmm
2. LnToTOKCHYecKoe BO3AENCTBUE HA OMYXO/IEBbIE KNETKU
3. YMmeHblueHue BupycHon (IBB) HarpysKku

MepBbim wWarom B nedeHunmn MNT/M3 ABnaeTca OTMEHA MMMYHOCYNpPeccun.

AnropuUtmbl neyeHus
PaHHMe noBpexaeHusa

1. OTmeHa/peayKumsa MMMyHoCynpeccum (foKHa 6biTb COrNacoBaHa C TPAHCMAAHTALMOHHbIM
LeHTpoMm)

Mpn nonyyeHUM NONHOrO OTBETA, MCYE3HOBEHWUW BCEX MPU3HAKOB 3ab0sieBaHMA, HAYMHAOT
3CKaNaumMio MMMyHocynpeccum (JoNXKHa ObiTb cOrnacoBaHa C TPAHCMAAHTAUMOHHLIM LLEHTPOM),
napannenbHO NPoOBOAUTCA MOHUTOpUpoBaHue I6B metozom MMLLP.

2. lpu npoaonKatoWemca nepcucTMpoBaHuUn/nporpeccupoBaHn 3abonesaHusa Tepanuei
Bbibopa ABNAETCA PUTYKCMMab B go3e 375 mr/m’. JleyeHue NPOBOAAT MO KOHTPONEM
BUPYCHOM Harpy3kn 6B metogom MLLP.

NonumopdHbie nospexaeHus
CuctemHeole:
MpoBoguTCcA peaykuMs UMMyHOcynpeccun (ecnnm BO3MOXKHA) M HauMHAOT  Tepanuio

puTyKCcMmabom. Mpu HegoCTaToOUHOM 3P deKTe K pUTYKCMmaby A06aBAAIOT XMMMUOTEPANMUIO.

B cnyyae AOCTMMKEHMA MOAHOrO OTBETAa MPOAO/IKAOT OTMEHY MMMYHOCYNpPeccuM M NpoBoaAT
NoAAEPKMBALOLLYIO TEPANUIO PUTYKCMMabom.

JloKann3oBaHHble NOBPEXKAEHUS:
OTmeHa nan peayKkuma MMMYHOCYNPECCUN, MOHOTEPanMA PUTYKCMmabom, nyyesas Tepanus.
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an npoaosarwemca nepCnucTtnpoBaHnm Mam nporpeccnpoBaHnun 3aboneBaHNA Ha3HayvaeTcs

UMMYHOXMMMOTepanusa (Hanpumep, R-CHOP).

MoHomop@Hble noBpexaeHUA

OTMEHa/pe,D,YKLI,MFI MMMYHOCYynpeccnu (,u,oana 6bITb corsiacoBaHa ¢ TPaAHCN/IAHTALMOHHbIM

LI,EHTPOM) VI/VI/]M MOHOTEpPanuAa pMTYKCMMa6OM NI UMMYHOXUMUNOTEPANnA. B cnydae OOCTUXKEeHUA

NOJIHOTO OTBETA B ,u,aaneﬁLueM nposogunTCcA CI'IGLI,MCI)VI‘-IHaﬂ ana AaHHOro suvaa J'IMMd)OMbI TAKTUKa

(KaK Yy MMMYHOKOMMNETEHTHbIX NauMeHToB). Mpu Heydauye Tepanuu, NepexogaT Ha APYron BuA

Tepanuu.

Ecnam NT/IN3 Bo3HMKAO nocae nposeaeHna annoTlCK, TO BO3MOXHO coveTaHue XumnoTtepanum

C WHdy3Men AOHOPCKUX AnmboumToB. MpM OpraHHOW TPaAHCNAAHTALMKM, KaK MNpaBuao, UHOY3UaA

AOOHOPCKUX !'IVIM(I)OLI,VITOB HeOO0CTyNnHa.

PekomeHayemble peXMmbl XUMUOTEPANNK:

RCHOP

[na ocnabneHHbIX NaUUEHTOB:

RCVP (putykcnmab + umknodocdaH + BUHKPUCTUH + NpeaHU30/10H)

RCEPP (putykcnmab + umknopodaH + 3Ttonosua + npokapbasuH + npegHU30/10H)
RCEOP (putyKkcumab + umknodocdaH + aTonosmg + BUHKPUCTUH + NPeaHU3010H)
MocnenoBatesibHas UMMYHOXMMMOTEPANMA: PUTYKCMMab 375 mr/m’ eXkeHenenbHo x 4
Hepenu, 3atem CHOP-21, HaunHaa ¢ gHAa 1 Hegenun 9 x 4 unkna

Ona T-knetouHblx NT/IMN3 UCNONB3YIOT Te e pexumbl 6e3 puTyKcumaba.

bubaunorpadus
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posttransplantation lymphoproliferative disorder. Am J Transplant. 2015;10:2665-2673
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O6wue NpUHLUMNbI Iy4eBOI TeEpanUn B OHKOremaTo/iormm

JlyyeBasa Tepanuna — MeTo/, PelleHUs NoKaibHbIX NPobiem B OHKOMOMMU N B OHKOremaTonormm
B YaCTHOCTU. B TeyeHMe nepsbix gecATUNeTUn XX BeKa NyyeBas Tepanus 6bin1a OCHOBHbIM METOA40M
neyeHna nAnmeom, OAHAKO C pa3BUTMEM XMMUOTEpPANUW OHa CTana /Wb AONOJHATL ee B
onpeAeneHHblX KAMHUYECKMX CUTyauusax. Jlydesaa Tepanusa B HacTosllee Bpema ABAseTcA
HEOTbEM/IEMbIM KOMMOHEHTOM COBPEMEHHbIX MPOrpamm JeYeHUA MHOTUX OHKOremMaTo/IorMyeckunx
3abonesaHui.

1. O6bémbl 06nyyeHusn
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Onsa Bblbopa ageKkBaTHOro ob6béma 06yYeHUA HeobxoAMMO MOMHUTL 06 onpeaeneHun
obnactei 1 30H nopaxeHus. Ha V mexxayHapogHoOM cMmnosmMyme no ammdpome XogKKmHa B 2001r.
6blI0 YTOYHEHO, 4YTO TEPMWUHOM «30Ha» 0603HAYalOTCA AHATOMMYECKME 30Hbl, MO KOTOPbIM
yCTaHaB/IMBaeTCcA cTaamaA 3abos1ieBaHNA B COOTBETCTBMU C Kaaccudukaumen Ann Arbor.

TepmuH «obnacTtb — region/pernoH» — 6onee wupoKkoe noHaTne. O6nacTb BKAOYaeT B ceba
OZHY UM bosee aHATOMUYECKMX 30H (MOPaXKEHHBIX U CMEMKHDBIX), GYHKLMOHANBbHO CBA3AHHbIX APYr C
Apyrom. MosTomy UX 3HAUNTENbHO MeHbLUE, YeM aHAaTOMMUYECKMX 30H.

O6nactn (pervoHsbl): wes (c og4HOM CTOPOHbI) BKAOYAA HaA-U NOAKAOUYMYHbIE AMMbATUYECKNE

Y3/bl; CpenocTeHWe, BKAYasa JumdaTtudeckme y3nbl BopoT (hilar) nerkux ¢ obeux cTOpoOH;
NOAMbILIEYHbIN C OAHON CTOPOHbLI; BOPOTa MNEYEHU + BOPOTA CENE3EHKU + KOpeHb OpblKenKu;
napaaopTanbHble M NapaKaBasbHble AMMbATUYECKUE Y3/bl; NOAB3A0WHbIE NMMdaTUYECKME Y3/bl C
OfIHOI CTOPOHbI, BKAOYas beapeHHble M naxoBble. Bcero BbiaensawT 9 obnacteit (pervoHoB)
numdaTtmyeckunx ysnos (puc.1).

PucyHok 1.
AHaTomMuyecKkue obnactu/pernoHsl (a) 1 3oHbI (6)

a 6
Ha aTolh ocHoBe 6blia NpeanoXKeHa KoHuenuua obaydeHma noparkeHHbix obnacteit (Involved
field radiation therapy, IFRT). E€ cywecTBeHHbIM He4OCTaTKOM AB/IAETCA HE0HX0AMMOCTb 06.1yYeHNs
Nopa*KeHHbIX 04aroB U IMMPaATUUECKUX Y3108 CMEXKHbIX 30H.

B HacToAwee BpemA OCHOBHO/A TeH,quumeﬁ, xapaKTepHoﬁ ana nyqesoﬁ Tepanuun, Kak 4actu
MYNbTUMOAAa/IbHOIO fie4yeHnA 60/bHbIX 3/10Ka4YeCTBEHHbIMMU ﬂMMd)OMaMM, ABNIAETCA YyMeHblLUEHNE eé

06BbEMOB 1 NoaBeAeHHbIX 103.

B nocneaHue roapl NpeanoeHbl HOBble KOHLEeNUUM Bbibopa 06bEMOB y4eBOol Tepanuu.
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B 2006 r. Girinsky T. ¢ coastopamu npegnoxmam koHuenumto Involved-node radiation
therapy (INRT), npegycmatpuBatowyto obayyeHMe UCXOAHO MOPaXKEH-HbIX AMMbATUYECKUX Y3/10B.
310 6blNa NepBas NOMbITKAa YMEHbLWUTbL pasmep nosen o0baydyeHus No CPaBHEHUIO C KacCMYecKom
IFRT. Bbibop ageksaTHoro ob6béma obayyeHmnsa npu INRT npeaycmatpmsaet sbinonHeHue MIT/KT ao
Haya/ia IeKapCTBEHHOIO IeYEHUA.

Hanbonee pacnpocTtpaHéHHOM cerogHa asasetca KoHuenuma Involved site radiation therapy
(ISRT) — 061yyeHMe NoparkeHHbIX MecT.

dTa KOHUenuus npegioXeHa MexayHapogHol rpynnoi ILROG (International Lymphoma
Radiation Oncology Group) gns neyeHuss 60nbHbIX AMMGIOMOM XOOMKKMHA U HEXOAMKKUHCKMMMU
nmmeomamun. Mpu ISRT no cpasBHeHuto ¢ IFRT 3HaunTenbHO ymeHblueHbl 06bembl 06/ydYeHuUs.
MuweHbto npw ISRT ABAAIOTCA UCXOAHO MOPAXKEHHbIE NMMdATUYECKME Y3bl, @ 06BEM 06/1yyYeHMs
npu IFRT onpeaensetcs ¢ y4TOM aHATOMMYECKMX TpaHuUL, BCero AMmaTMYecKoro pervoHa. B
60/IbLUIMHCTBE C/1y4YaeB, 3TU 06BbEMbI CYLLLECTBEHHO OT/IMYAOTCA.

KoHuenuma ISRT no3BonseT CHU3MTb YacToTy NO3AHMX NyYeBbIX NoBpeXKAeHUN y 60bHbIX 6e3
yuwepba ana apdpektuBHocTU iedeHus. ISRT pasBuBanacb Ha ocHoBe KoHuenuuu INRT. OgHako, oHa
MOKeT npumeHaTbcA Yalle, Yem INRT. DTo KacaeTca Tex c/yyaeB, Korga paauoTtepanesTy
HeAOoCTYMNHbI TOYHbIE AaHHblE O YMC/Ie U NOKAaNU3aL MM 04aroB 0 XMMUoTepanuu.

OuyeHb BaXKHbIM OnA naaHuposaHunAa JIT ABNAETCA KayecTBO CTagupoBaHuUA 3aboneBaHuA Ao
Ha4va/zla XuMmnoTepanunu. OnucaHue ovaros nopaxeHna Nno AaHHbIM KTMHUYECKOTo OCMOTpPa, KT, MPT
O0/1XKHO BK/ZIKOY4ATb daHAaTOMUYECKU TOYHYIO UX JTIOKaIn3auunio, Konn4ecTtso, MakKCMMalsibHble pa3mepbl B
CaHTUMETpPaAX, 0C0b6EeHHO 30H MaccMBHOrO nopaxeHwmA, ykasaHume 3-x pa3mepoB 30HbI NMNOopa*xeHuA,
BK/1HO4aA I'IpOTFI)KéHHOCTb.

Mpy onNMcaHUM aTUNUYHO PACMONOMKEHHDBIX NOPAXKEHHbIX TMMbATUYECKUX Y3/10B HEOOXOAMMO
YKa3blBaTb MX KOOpAMHATbl (paccToAHWE B CAHTMMETPax Mo rOPU3OHTaM U BEPTUKANU OT JIETKO
onpeaensieMblx aHaTOMUYECKUX OPUEHTUPOB). BClo yKa3aHHyO Bbile MHGOPMALMIO peEKOMeHyeTCA
n3obpaxkaTb rpaduyeckm Ha aAHATOMMYECKOW CXeme YesoBeYyecKoro Tena BO (GPOHTA/bHOWM
npoekuun. Mposegerne MNIT/KT 4o 1 BO Bpems /IeKapCTBEHHON Tepanumn 3HaYUTeNbHO ynpoLiaer
onpeaeneHne 06bEMA NNaHNPYEMOWM Ny4eBOMN Tepanmu.

Jo Havana XT npu Hannuuu nosnHoh uHbopmaumm 06 obbeme MCXOLHOTO MNOPANKEHMA
peKoOMEeHAYeTCA COBMECTHAA KOHCYbTaLMA remMaToNoroB-oHKO0roB U paanonoros. Ocobo AoMKHbI
ObITb BblAe/NEeHbl 30Hbl COMHMUTE/NIbHOTO WM BEPOATHOrO rMOpayKeHus, neyebHas TaKTUKA B
OTHOLLUEHMM KOTOPbIX A0/MKHA ObITb NpeaBapUTEIbHO COrIacoBaHa M MOBTOPHO 06CyXAeHa nocne
OKOH4aHusA XT. Bbibop 06bEMa Ny4eBoin Tepannmn onpeaensaeTca ¢ y4éTom gaHHbix KT, MPT, N3T/KT.

2. TexHoONOrMun Ny4yeBou Tepanum
JMCTaHUMOHHYO lyYeByto Tepanuio, Npu KOTOPOMN pasmepbl noaei obaydyeHna onpeaenaroTca

Ha OCHOBAHMN aHAaTOMUYECKNX OPUEHTUPOB MO PEHTIEHOBCKUM M306pa)‘KEHMFIMI/I, a He Mo peasibHbIM
pasamepam onyxosn, opraHoB;, C AO03UMETPUYECKUM MN1aHUPOBaHNEM [O03bl 06I'Iy‘-IEHI/I‘r'I B O,CI,HOVI
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ropusoHTanbHOM NaockocTh (2D); npoBegeHMEM ly4EBOMN TEPaNUM C MPUMEHEHUEM MPAMOYTOIbHOM
KOMIMMALMN U BO3MOMKHOCTbIO CO343aHMA GUIYPHbIX MOMEN C MOMOLLbIO crneunanbHbix 610KOB,
YCTaHaB/AMBAEMbIX Ha MOACTABKY, MPUHATO Ha3biBaTb 2D KOHBEHUMOHA/NIbHOW AUCTAHLUOHHOM
Nly4yeBOi Tepanuen.

CoBpemeHHaA nyyeBaA Tepanua — BbICOKOTEXHONOMMYHAA LUenb MocnefoBaTesibHOro
MCNONIb30BaAHUA CNOXHbIX TEXHUYECKUX I'IpM60p03, MaTeMaTUYeCKMX pPacCyeToB ANA paspylwleHnA
onyxonum 6e3 HeraTMBHOro BANSHUA Ha OKpyXatwmne HopmaibHble TKaHU.

B HacTosuwee Bpems Bce Hosbluee YMCNO PAANONIOTMYECKMX KIMHUK B Poccum ocHawaoTcs
COBpeMeHHbIM obopyaoBaHnem pans npoBegeHus 3D KoHdpopmHOI nydeBoi Tepanuu. [pwu
NnoAarotToBke K KOHDOPMHOW NyyeBOM Tepanuum Ucnonblyerca obbemHoe (TpexmepHoe) 3D
nnaHupoBaHue (ot «dimensional» - NpoOCTpPaHCTBEHHbIN), MoO3BOAAOWEE YBUAETb OMNyXO/db U
KpUTUYECKME OpraHbl B 06bEME, CO34aTb HEODOXoAMMOe pacnpefeneHue Aosbl No Bcemy obbemy
MULWLEHN C MAaKCUMMYMOM B 30HE ONyX0J1In U PE3KUM CHUXeHneM 0 MUHUMYMa O030BblX HAarpy3oK B
OKpY*KaloLWMX ONyXo/b 340P0BbIX TKAHSX.

Mpwn 3D NJaaHUPOBaAHNU nucnonb3lyetca cepua napansienbHblX  KOMMbIOTEPHbIX
TOMOrpadpuyeckmx CKaHOB. AHaTOMWUYECKME CTPYKTYpbl W NNaHUPYeMbii 06bemM MULLEHMU
onpenensatoTca Ha KaXKAOM M3 CKAaHOB BPYYHYIO MM C MOMOLLBbIO aBTOMATUUYECKOM MaTeMATHUYECKOM
NpPorpammbl, OCHOBAaHHOM Ha 3HAHWM AManasoHa yncen XayHchunga s Kamporo M3 KpUTUYECKUX
OpraHoB M APYrnx aHaTOMUYECKUX CTPYKTYp (06bemoB MHTepeca). MnaHnpoBaHUe OCYLLECTBASETCA C
YUYETOM He TOJIbKO KOMMbIOTEPHOW ToMorpaduyeckon MHpopmaLmm, HO U BCEX AaHHbIX 0 6oNbHOM,
nmerowmxca B nctopmm 6onesHun. OnpeaeneHune nevebHbix 06bEMOB NpU HanMuMK AaHHbIX MIT/KT
Bo Bpema 3D nnaHMpoBaHus nposoauTca nyTém camaHus MIT n KT nsobparxkeHunit, nonyyaembix npu
npeany4yeBoi NOAroToBKe.

JlyueBoit 3Tan neyeHUA BbINOJHAETCA COMMACHO MEXAYHAapOoAHbIM  CTaHAapTam -
pekomeHgaunam MexayHapoaHOW KOMUCCUM MO PagMaLMOHHbIM eauHULam u nsmepeHnam MKPE-
62, MKPE-83 (ICRU report 83; De Luca et al., 2010), KoTopble BBOAAT onpeaeneHus nedebHbix
06BbeMOB, MeTOAbl HOPMUPOBKM M NPeAnUCaHNA A03bl, NPUHUMMNLI Pa3paboTKM feyebHOro naaxa,
HeobXxo4MMOro A48 BbINOJIHEHMA NPeANUCaHUN.

OCHOBHble KOHLEMNLMK, CBA3aHHbIE C BblaeneHnem o6bemoB 0b61ydeHusn:

GTV (Gross Tumor Volume) — makpockonuyeckuini obbem onyxonnm — npeacrasaseT cobol
nanbnupyembli MAN BU3YaNU3UPYEMBINA MHCTPYMEHTA/NIbHO 06beM onyxosn. MaKpOCKOMMYecKuii
06beEM MOXKET COCTOATb M3 NEPBMYHOM OMYXOAM, METACTa3oB B MMPATUUECKUX Y31aX UAM APYIrUX
MmeTacTa3oB. O6bIYHO OH COOTBETCTBYET TOM YACTU OMYXO/IN, TAE KOHLEHTPALMA ONyX0eBbIX KNETOK
Hanmbosbwas. Ecam onyxonb 6bina yAaneHa XUPYPrvyecku, OnpeaennTb JaHHbIn  o0bbem
HEBO3MOXHO.

CTV (Clinical Target Volume) — knuHu4eckuii 06bem muLIEHM — BKAOYAET Bce 06bemsbl, B
KOTOPbIX HEOBXOAMMO SIMKBUAMPOBATbL MaKPOCKOMMYECcKMe U/Mam MMUKPOCKONMYEcKue nposasaeHus
3/10Ka4YeCTBEHHOM OMYX0/IM: MaKPOCKOMUYECKU 06beM OMyxoan U TKaHW BOKPYr Hee, B KOTOPbIX
MMeeTC BEepPOATHOCTb MUKPOCKOMUYECKOW OMyXOoNeBoi MHBa3sUKM (4acTo TOJILWMHA Takolk obnactu
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coctasnsfeT 1cm). Ecam nposoauMTca nocneonepauMoHHbIA Kypc Ny4eBoi Tepanuun, TO MOXKeT BbiTb
3aaH To/IbKo 0b6bem CTV.

PTV (Planning Target Volume) — nnaHupyemblii 06beM MULWEHM — BKAKOYAET KJAMHUYECKUIA
obbem c gobaBneHmem (ONa HageXKHOCTM) AOMOJHUTENIbHOrO OTCTYMa, YTO CBA3AHO C BO3MOMHbIM
WU3MEHEHWEM MOJIOXKEHMA OPraHOB MpU AbIXaHNKU 60/IbHOrO, NOABUMKHOCTbIO ONpeseNeHHbIX OPraHoB
(»kenynok u ap.), ocobeHHocTaMM 06opyaoBaHMA (B YaCTHOCTU, OTCYTCTBMEM BO3MOMKHOCTU KECTKOM
duKcaumm B0NbHOIO) M C y4eTomM MOrpelHocTer NpuU yKNagkax nauMeHTa. ITO reometrpuyeckoe
NnoHATWE onpegenseTca Ans Toro, 4tobbl, NPUMHAB BO BHMMaHWE CYMMapHbIt 3ddeKT Bcex
BO3MOMHbIX TFE€OMETPUYECKUX HETOYHOCTElM, BblIbpaTb Hambosee noaxoAslne pasmepbl U
KOHPUrypaumio nonen ob6aydyeHmsa n 6bITb yBEPEHHBLIM B TOM, YTO Ha3sHaYeHHanA 4033 AeNCTBUTE/IbHO
NorioTuAach B 06bemMe KAMHUYECKO MULLEHM.

TV (Treated Volume) — o6bem, noasepraembiii ne4ebHOMY BO3AENCTBMIO, — ONpeaenserca
KaK 0bbem, OrpaHUYEHHbIN W30403HOM KpPMBOW, BbIOPAHHOW pPaaMosorom Kak Haubonee
noaxoAAwen ana AOCTUNKEHUA Lenn nedeHus. B naeane TV gonKeH 6biTb ugeHTUYEH PTV.,

IV (Irradiated Volume) — obnyyaembiii 06bem — ob6bem TKaHel, K KOTOpomy noasoauTcA
[o3a, cnocobHaa MOBAMATb HA TONEPAHTHOCTb HOPMasbHbIX TKaHel. PacueT [o30Boro
pacnpeaeneHua B obbeme TKaHel, noasepraembix 06/1y4eHmIo, HeobxoamMm Ana onpeaeneHuns aosbl,
NnoJiy4aemMon B MPOLLECCe NEYEHUS OKPYMKAOLWMMKN OMyX0J/ib 340POBbIMU TKAHAMU U KPUTUYECKUMMU
opraHamu. Bbibop napameTpoB 06/y4eHWA NPOBOAUTCA C YYETOM YPOBHEN TONepPaHTHOCTM
OKPY»KatoWMX HOPMaNbHbIX TKAHEN.

MKPE onpegenset opraHbl pucka (OP unu OAR) Kak HopMmasibHble TKaHM, 4YbA BbiCOKasA
YYBCTBUTENLHOCTb K PagMauMn MOMKET CYLLECTBEHHO B/AMATb Ha MAAaHMPOBAHWE fedeHusa U /uau
BE/IMUYMNHY NPesnUCaHHON [03bl. ITO MOXKeT NoTpeboBaTb M3MeHeHUs B NaaHe obayyeHuns. Ocoboe
BHMMaHWe cneayeT obpalaTe Ha OpraHbl, KOTOPbIE, BOSMOXHO, U HE MPUMbIKAIOT HENOCPeACTBEHHO
K CTV, HO MMEIOT OYEHb HU3KYIO TONIEPAHTHYO A03Y (Hanpumep, XPYCTaMK, KOCTHbIA MO3T 1 4p.).

Ona onpegeneHna TonepaHTHbIX 403 HAa HOPMasbHble TKaHW B HACTOALLEE BPEMSA Yalle BCEro
nonb3ytotca pekomeHgaumamm QUANTEC (Quantitative Analyses of Normal Tissue Effects in the
Clinic).

Cneaylowmm 3Tanom ABAAETCA PacyéT J030BOro pacnpegeneHus C NomoLlblo cneumanbHbIX
MATEMATMUYECKMX NMPOrpamMm MpAMoro m mHeepcHoro 3D u 4D nnaHWMpPOBAHMA HA KOMMbIOTEPHbIX
cTaHumax. Mpoueaypa NAaHMPOBAHMUS COCTOUT U3 BbiIbOpa onTMManbHOro Habopa nosel ob6ayyeHus
C YYETOM Beca KaxKAoro, UCNosb3oBaHUA YCTPOCTB GOpMUPOBaAHUA Nonel (KNMHOBUAHbIE GUNLTPLI,
610KK). JONONHUTENbHbIM CPEACTBOM OLEHKM KayecTBa naaHa o0b6aydeHns obasatenibHbIM ABAAETCA
MCNo/ib30BaHUe ructorpamm gosa—obbvem (DVH — Dose Volume Histogram). DVH npeactasnser
coboli rpaduK pacnpegeneHua n03bl B obnyyaemom obbeme. Mpu NAaHMPOBAHUK MNPOrpamm
Jly4eBOro fieyeHua cnegyeT cobntofaTb FOMOreHHOCTb A030BOro pacnpegesneHuns B ob6aydyaemom
0b6bEme t 7%.

Hy)'KHO NMOMHUTb O TOM, 4YTO NpesoKeHHbIe LI,O30-O6'béMHbIe OrpaHn4yeHunAa y 601bHbIX MOryT
ObITb MCMNO/Ib30BaHbI TONILKO Kak pekomeHagauunn, 6es Komnpomucca gnsa neyebHbIX 06BEMOB. I'IpM
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Bblbope nporpammbl JIT Kakgomy 607bHOMY HeOo6XOAMMO B3BelIMBATb KaK PWUCK pPas3BUTUA
OC/IOXKHEHWUM, TaK U KeNaeMblii KOHTPOJIb OMYXOJIN.

B cootBeTcTBMM C pekomeHpaumamm ASTRO (American Society for Radiation Oncology) u
AAPM (AmepuKaHcKana accouuauua meauumHckux o¢usmkos) 2012 roga ucnonb3osaHue 3D
KoHpopmHon JIT TpebyeT BbINOAHEHUA pAAA YCAOBUIA:

® HA/NMUYMA KOPPEKTHOrO WM306parKeHMA MEepPBUYHOM ONYXONM U OKPYXKaloWMX ee
CTPYKTYP/NOXKa yaaneHHoN onyxonu, NoSYYEeHHOro C NMOMOLLbIO COBPEMEHHbIX METOA08B
Nly4eBOW AMArHOCTUKM;

®  yyeTa BO3MOXHOIO GM3NOI0TMHYECKOTO ABUMKEHNA MULLEHWN U APYTMX OPraHOB;

®  KECTKOM WMMMODBUAM3auMA nauMeHTa Ha nedyebHOM CTONe paguoTepaneBTUYECKOrO
annapaTa (Mcnonb3ytoTca cneumanbHble NO3nMbopabl, NOAFONOBHUKN, UHAMBUAYANbHbIE
duKeUpylowme TepMonaacTUYeCKMe MACKWM, MOACTABKM MOJA KOJMIEHW, BaKyyMHble
MaTpaubl, UHANMBUAYANbHbIE 3aLLMTHbIE Kanbl 10 3y6os).

3. Pexum npoBeaeHuUsn Ny4yeBoi Tepanum

JlyueBaa Tepanua nNpPoOBOAMTCA MOC/AEe 3aBEpPLWEHUA BCEM NPOrpamMmbl  XMMUOTepanuu.
ONTMMaNbHbIN MHTEPBAN MeXAYy OKOHYaHMeM XT 1 Hauya/iom NydyeBoit Tepanuun — 2-4 Hegenn (Ho He
b6onee 6 Hepenb).

PasoBana oyaroBana go3a He Ao/KHa npesbiwaTtb 1,8-2,0 INp.

JleyeHune npoBOANTCA eXXeaHEBHO 5 pa3 B Heaesnto.

Cnepayet n3beratb Hayana /1T B NATHULY W OKOHYaHUA Kypca /1T B noHeaebHUK.
4. MeToguKu npoBeaeHUA Ny4yeBoii Tepanumn

CerogHA B J/leYeHUMM OHKOreMaToNormyecknx 3aboseBaHWn paamMaLMOHHbIE OHKOAOMM
061a4at0T LWWMPOKUM CNEKTPOM COBPEMEHHbIX TeXHOI0TUIM — 3D—KoHpopMmHan nydesas Tepanua (3D
CRT), nyyeBas Tepanusa c KOHTpoJsieM no u3obpaskeHuto (IGRT), nyueBas Tepanua c moaynsaumnen
uHTeHcuBHocTM (IMRT), nyyeBas Tepanua C KOHTpoaem no AbixaHuio (Respiratory gating), 06 bEMHO-
MoAyAMpoBaHHan NydeBas Tepanua apkamu (VMAT), pasHOBUAHOCTbIO KOTOpoit ABnseTca RapidArc.
Mpu BCeX pPa3HOBMAHOCTAX KOHPOPMHOM pagMoTeEpPanMM MMeeTCA BO3MOMKHOCTb KOPPeKumK
NoNOXKEHUA NauneHTa ¢ BepudmrKaumen ob6vema 06ayveHns ana TOUHOro NoABeAeHUA NAaHUPYyeMOK
003bl N YMEHbLUEHWA Harpy3kM Ha 340poBble TKaHW. [lnAa 3TOro MCnoab3yeTcA BO3MOXKHOCTb
KOMMNbIOTEPHOM Tomorpaduun B KoHnyeckom nyyke (CBCT- Cone Beam CT).

3D koHdopMmHasa J/IT NPOBOAMTCA HA IMHEWHbIX YCKOPUTENAX 3NIEKTPOHOB C MHTErPUPOBAHHbLIM
MHOrO/1IeNecTKOBbIM KoAMMaTopom auadparmbl. KoHpopmHaa nyyeBas Tepanua 3a CYET YETKOM
BM3ya/n3aumMM MULLIEHU ANns 0b6/yyeHWs, OpraHoB PUCKa ONTUMM3UPYET JlyueBOe BO3AENCTBME HA
BblOpaHHbLI 0OBEM, YMEHbLUAET TreTeporeHHOCTb [03bl, CHUXKaeT e€é Ha cepaue, nérkue,
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WNTOBUAHYIO XKenesy, naeyesomn CyCTaB, YyMeHbllaAa BNoCaeacTBMN 4YaCToTy U BblpPpa*XeHHOCTb PaHHUX
N NO34HUNX Ny4EBbIX I'IOBpe)KAEHVIl\/‘I

MpumeHeHue MIT/KT y 60abHbIX AMMpOmamu

bbicTpoe BHeapeHWe MO3UTPOHHO-3IMUCCMOHHOW Tomorpadum (M3T) B KAMHUYECKYHO
OHKO/IOTUIO CYLLECTBEHHO MW3MEHWUNO MeHeAXMEHT 60/bHbIX Anmdbomamu. MeTog LWMPOKO
MCMNONb3yeTca ANA TOYHOro CTaAMpPOBaAHMA, OUEHKU 3PPEKTUBHOCTU NevyeHna U onpegeneHus
NnporHosa 3abosieBaHMs — GaAKTOPOB, MO3BONAOWMX NMPUMEHATL NEPCOHANM3MPOBAHHbIA MOAX04, K
neyeHuto numoom.

MepBble peKoMeHAaLMM MO MCMNOJb30BaHUIO B AMarHoctuyeckom anroputme 3T 6bian
onybankoBaHbl MexayHapoaHoi paboueit rpynno no aumeomam B 2007r. 3a 310 Bpema MNIT-
OMArHOCTUKA CyLLEeCTBEHHO MOZAEPHMU3NPOBANacb — NpMMeHaemble paHee [N3T-ckaHepbl 3aMeHUAN
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rmbpuaHble cMcTemMbl C UCMO/Ib30BaHWEM, MOMUMO 3T, peHTreHOBCKOMW U MarHUTHO-Pe30HaHCHOM
KomnbloTepHoit Tomorpadum (MIT/KT mn NMIT/MPT), 4To NO3BOAAET B pamMKax OAHOrO UcCaea0BaHMsA
OAHOBPEMEHHO OLEHUTb KaK CTPYKTYpHble XapaKTEpPUCTUKM OPraHOB M TKAHEW, TaK U BbIABUTb
COOTBETCTBYIOLLME UM METab0o/IMYeCKMe NSMEHEHUSA. 3aBEPLUEH LENbIM PAd KPYMHbIX NUCCAen0BaHNNA,
noATBEPAMBLLUX BbICOKOE MPOrHOCTMYecKoe 3HadyeHune pesynbtaTtos MIT/KT y 60abHbIX AMMdOMONn
XOoO)KKMHA, OJHAKO pe3y/bTaTbl aHA/IOrMYHbIX WMCCNeAOBaHUM Yy  BONbHBLIX  arpeccuBHbIMM
HEXOAKKUHCKUMKN TMMPOMaMM NO-NpexKHEeMY HEO4HO3HauYHbl. JJOCTUIHYT CYLLEeCTBEHHbIM Nporpecc B
CTaHAapTM3auMmn MeToauK BbinonaHeHua MNIT/KT uccnenoBaHWii, a TakKe CnocoboB OUEHKU MX
pesynbratoB. B 2014r. onyb6aukosaHbl KoHceHcyc MexayHapoaHoi paboueit rpynnbl Mo
3/10Ka4ecTBeHHbIM AMMPOMaM M OBHOBNEHHbIE PEKOMEHAAUMM MO CTAaAMPOBAHUIO U OUEHKe
appekTMBHOCTU niedeHna AMMboMbl XOAMKKMHA W HEXOAXMKUHCKUX nnumdpom. B gaHHON rnaBe
M3N10XeHbl OCHOBHbIE TMOJIOMKEHUA ITUX PEKOMEHAAUMI, KOTOpPbIM Heobxogumo cnepoBaTb Npu
npumeHeHnn NIT/KT c 18F-OAf.

OcobeHHOocTU MmeTaboaunyeckoii N3T-eusyanmsaumm c 18F-OAT

Ncnonbsyemas pana MNI3T/KT  ¢dTopaesokcurnokosa, medveHHaa 18-¢ptopom (18F-O/r),
BK/IIOYAETCA B MNpPOLLECC [/IMKO/IM3a. WM3BECTHO, UYTO WHTEHCMBHOCTb [/IMKOAM3a CYLL,ECTBEHHO
NoBbIWEHA B KJeTKax OO/bLIMHCTBA 3/10KAYECTBEHHbIX OMNYX0Nei U  YPOBEHb [/IMKO/AN3a
NpOnNopuUMOHaNeH cteneHn anddepeHUMpPOBKU ONYXOJAN — arpecCcuBHbIE OMYXOAN XapaKTepusytoTcs
aKTMBHbIM T[/INKO/IM3OM U WMHTEHCUBHO HakanameatoT 18F-dAr. OpHako 18F-®I He sBndAertca
TYMOPOTPONHbIM Mpenapatom. B ¢pusmMonormyecknx ycnoBusax npenapat akTMBHO HaKan/juBaeTca B
ronoBHOM MO3re, paboTalowmx MbiWLaX, B GYHKUMOHMPYIOWMX AMYHMKAX UM AMYKAX, B KenyakKe,
KULIEYHMKE, YalleyHO-0XaHOYHOM CUCTEME TMOoYeK M  MOo4YeBOM nNy3bipe. Takke npenapat
WHTEHCMBHO HaKan/JuBaeTcs B O4Yarax BOCMANEHMA U MHPEKLMU. ITO MOMKET ABAATLCA MPUYUHOM
cnoxHocteit  guddepeHUManbHOM  OMArHOCTUKM  3/10KQYECTBEHHbIX OMyXO/Ael W YKa3aHHbIX
npoueccos (Kak GpU3N0A0rMYecKUX, Tak 1 naTonormyeckunx). Kpome toro, TodHoctb NIT/KT ¢ 18F-dAT
MOXKET BbITb CHUMKEHA Yy 60JIbHbIX C HapyLlleHUAMU yrneBoaHoro obmeHa (caxapHbim auabetom,
BblpPa*KeHHbIM MeTaboINYECKUM CUHAPOMOM).

Mpeaen paspewatoweit cnocobHoctn onumm MIT B coBpemeHHbix MIT/KT ckaHepax y
YyenloBEKa CpeaHen KOMMNAEKUMM COCTABAAET 5-7 MM, NO3TOMY MeTabonnyecKas akTUBHOCTb CTPYKTYP
MEHbILMX pPasMepoB He MOXeT ObiTb oueHeHa. CraHgapTtHoe [3T/KT wuccneposaHune vy
OHKONIOTMYECKUX OO/bHbLIX BbIMNONHAETCS OT YPOBHA [Na3HUL, A0 BepxHeW TpeTu beapa, npwu
HEOBX0AMMOCTM YKa3aHHbIM 06beM MCCNeL0BaHMA MOMKET pacLUMpPATLCA.

M3T/KT BKAlOYaeT nocneaosaTtenbHoe BbinoaHeHne KT (npu HeobXoANMMOCTM C BHYTPUBEHHbIM
KOHTpactuposaHuem) u MN3T. MNostomy Ha smanax ucnonv3oeaHvusa [3T/KT npoeedeHue
u3zonupoeaHHoii KT, 8 boabwuHcmee cay4aes, He daem 0onosaHUMesnbHol UHopmayuu, c8A3aHO
C HeHy»HoilI ny4eeoli Haz2py3koli Ha nayueHMa u MO3Momy OOMHHO bbimb UCKAOYEHO U3
duazHOCMU4YecKo20 aa20pummad.
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TouHocTb pe3synbTaToB [13T-4acTK nccneaoBaHMA onpeaenaeTca UHTEHCUBHOCTbIO HaKoNAeHUA
18F-®AI B ONyX0NM WU CyLW,ECTBEHHO Pas3fiMyaeTca npu AMmdomax pPasAnYHbIX TMCTONOTUYECKMX
TMnoB. Bcerga akTMBHO HakanaueatoT 18F-PAI ninmdpoma XoaKKMHA M arpeccMBHbIe HEXOAMKKMHCKME
numoombl (gnuddysHaa B-KneToyHas KpynHoKAeTouHas ammdoma, nepBuyYHas meamMactTuHanbHan B-
KNeTOYHaA KpPynHoKAeToyHaa naumdoma, donnmkynapHaa nmmeoma 3-ro UUTOIOIMYECKOrO TUNa,
nmmdoma M3 KNeToK MaHTMM, aimmdpoma bepkutrta, aHansiacTMyeckasa KpynHOKAeToYHaa ammdoma,
aKcTpaHoganbHaa NK/T-kneTouyHas AMmpoma Has3aNbHOTO TUMA) — MPM 3TUX TUNax AUMPom
pe3synbTaTbl MIT/KT MmetoT BbICOKYO TOYHOCTbHO.

NHponeHTHble nMmdoMmbl, Takne Kak naumbountapHaa ammdoma, donamkynapHaa 1-2
LMTO/IOMMYECKOro TUNA, 3KCTpaHO4abHAA B-KneToyHaa aimmdoma 13 KNeTok MaprimHabHOM 30HbI, a
TaKXe MepBUYHble KOMKHble NMMPOMbI (338 MCKAOYEHWEM NaHHUKYANMTO-NOA06HONW T-KAEeTOUYHOM
NMMPOMbI), XapaKTEPU3YIOTCA HU3KON MHTEHCUBHOCTbIO HakonneHua 18F-O/l, a 3HaUUT HEBbICOKOW
ToYHOCTbIO pesynbratos MIT/KT. NMpumeHeHne NIT/KT npu anmbomax 3TUX FTMCTONOTMYECKUX TUNOB
B DONbLWMHCTBE C/NYYaeB HE MMEET NPEUMYLLECTB NO CPABHEHWUIO C TPAAULMOHHO UCNO/b3yeMbIMU

MEeTOAaMM AMATHOCTUKM.

Y 60/bHbIX MHAONAEHTHbIMK Anmbomammu MNIT/KT Bce 4alle MCMonb3yeTcs AAA ANArHOCTUKK
TpaHchopmauum n Bbibopa mecTa ans nposeneHusa BUoncMm — NosiBIEHME o4aroB HakonsieHus 18F-
Al BbICOKON WMHTEHCMBHOCTM Y 6ONbHOrO WMHAONEHTHOW NMMGOMONM C 6ONbLIOK BEPOATHOCTLIO
CBMAETENLCTBYET O ee TpaHCchopmauumn, GUoncmo HeobXo4MMO BbINOAHATL MMEHHO M3 OYaros C
MaKCUManbHbIM HaKkonneHnem 18F-dAr.

Y 60nbHbIX ¢ BUY-nHbekumeln auddepeHunanbHaa AMarHoCcTMKa npoueccos, 06yCcI10BAEHHbIX
aKTMBHON /nmpomoit M  aKTMeHoW BUY-uHdbekumenn, no pesynbtatam MIT/KT ¢ 18F-dAr
HEBO3MOXKHa.

Mpu numdomax, akTMBHO Hakanamsawwmx 18F-OAr (nMmdpoma XoaKKMHA U arpeccuBHble
HEXOAXKKUHCKNE nnmbombi), MIT/KT pekomeHAyeTCca BbINONHATD:
1. [0 Hayana neyvyeHunn ana yTOYHEHUA CTaamm 3aboneBaHus;
2. [NA OUEHKW paHHero oTBeTa Ha JievyeHue M MNoATBepKAEeHWA MOAHOTbl pemMuccum nocne
3aBepLIEHUA IeYeHUs (XMMHoTepanum nam XMMmMoJly4eBoro);
3. [N5 OLLeHKM PacrnpoCTPaHEHHOCTU PeLnanBHOro npouecca (pectagmMpoBaHms);
ANA OueHKM 3GEeKTUBHOCTU NPOTUBOPELNAMBHOIO SIeYEHUS.

MpumenaTte NIT/KT gna HabaogeHua 3a NaumeHTamyn Nocsie NepsBUYHOro MHAYKLUWMOHHOMO
NeyeHnna B OOJ/bLUMHCTBE CAyYyaeB CUYMTAETCA HeuenecoobpasHbIM, TaK KaK MeToh He umeer
ybeanTenbHbIX NPEeMMYLLECTB MO CPAaBHEHWUIO C TPAAMUMOHHO WCMNO/b3yeMbIM AMArHOCTUYECKUM
KOMMNJIEKCOM. UCKNtOYeHWe COCTaBAAIOT OTAeNbHble rpynnbl BONbHBIX, Y KOTOPbIX paHHee Hayano
NPOTUBOPELUAMBHOIO SIe4YeHUA BAMAET Ha NPOrHo3 3abonesaHus.

N3T/KT oo Hayana nevyeHus
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B Hacmosuwee epema npumeHeHue MIT/KT aenaemca cmaHdapmom npu cmaduposaHuu y
acex 60/1bHbIX AUMpBPOMaMU, aKMUBHO HaKanausarowumu 18F-dAr.

M3T/KT asnaetcA Hambosee TOYHbIM METOAOM A/ onpedeneHns craauu 3abonesaHua y
601bHbIX MMMPOMON XOAKKMHA U arpecCUBHLIMU HEXOAKKUHCKUMU Anmdomamn. CneyndryHoCcTb
M3T/KT Ha 3TOM 3Tane AMarHOCTUKWU NpeBbiwaeT cneunduyHoOCTb APYrMX UCNONb3YEMbIX METOLO0B
BM3yanmsaumm (B Tom uncne KT) M garke MX KOMNAEKca, NpUYeM KaK B AMArHOCTUKE MopaKeHusA
NMMdaTUUYECKUX Y3/10B, TaK M 0OYaroB 3KCTpPaHOAaNbHOro nopaxeHua. lNpumeHeHne MIT/KT
npmMBoAUT K n3MeHeHuto ctagmun y 20%-30% 60/bHbIX, OAHAKO Ha BblIbOp nevyeHus pesynbtatbl MIT
BNMAIOT He Bonee yem y 15% NauMeHTOB, NPEUMYLLECTBEHHO MPU U3MEHEHUWU PAHHMUX CTagUIA HA
pacnpocTpaHeHHble.

M3T/KT Heo6X0AMMO BbINOMHATL Nepes NPOBEAEHMEM WHBA3MBHbLIX AMArHOCTUYECKUX
BMELLATENbCTB MOTOMY, YTO HeratTMBHble pe3ynbTatbl MIT/KT MoryT MCKAYMTL Heob6XoAMMOCTb
MCMNO/Ib30BaHWA MHBA3MBHbIX METOAOB AMArHOCTUKM, @ NO3UTUBHbIE MIT-gaHHbIE MOFYT NOMOYb B
BblOOpEe OMNTMMANIbHOIO OMYyXO0/IEBOFO oO4vara Ana 6uoncum. Takoi nopasok obcnenosaHuA
CYLLEeCTBEHHO nMOBbIWAET TOYHOCTb [19T-AMArHOCTUKKM, T.K. WUCKAKOYAET JIOXKHOMONOXKUTEbHbIE
pesynbTaTbl, 06yC/0BAEHHbIE NOCTMAHUMYIALNOHHBIM BOCMAIUTE/IbHBIM NMPOLLECCOM.

PesynbTtaTbl ncxogHow MIT/KT, BbINOMHEHHOM A0 Hayana neyeHus, NO3BONAIOT He TOJbKO
YTOYHWUTL CcTaguio 3aboneBaHWA, HO M MOBLIWAT TOYHOCTb OUEHKM nocneagyowmx MIT/KT
NccnefoBaHUi, NPOBOAMMBIX ANA pPaHHEW OueHKM 3OGDEeKTUBHOCTUM JieYeHMA WM NporHosa
3aboneBaHuWA, a TaKKe onpeaenatoLLmMx BO3MOXKHOCTb 3aBepLueHuA edeHne. Kpome Toro, ucxoaHole
M3T-AaHHblE OYEHDb BaXKHbI 414 NAaHMPOBAHUA obbeMa NyvyeBon Tepanuu. [Mpeanonaraerca, YTo npu
MCMNO/Ib30BaHUN METOAUK O061y4yeHUs TONbKO BOBJIEYEHHbIX B MpoLecc AMmbaTUHEeCKUX Y3/10B
pesynbTaTbl ucxoaHom MIT/KT 6yayT umeTs ele 6osibliee 3HaYeHme.

Mpyn numdomax pearux rMcToNorMyecknx TMnos AaHHble MIT/KT, nposeaeHHON A0 Havana
NleYeHun, No3BoOAAIOT OLLEHUTb UCXOAHblE MeTaboIMYecKMe XapaKTEPUCTUKN ONYXO/IM Y KOHKPETHOro
nauMeHTa, YTo onpeaenseT BOSMOXKHOCTb UAN HeuenecoobpasHoCTb (Npu HU3KOM HakonneHun 18F-
&Ar B8 onyxonn) npumeHeHus MIT/KT Ha nocneayowwmx sTanax.

AuazHocmuKa nopaxceHuUa KOCMHO20 Mo32a

Y 601bHbIX TMMPOMOI XOAKKMHA YYBCTBUTENBHOCTb M cneunduyHocTts MIT/KT B AgnarHocTuke
nopaeHusa KOCTHOIO MO3ra OYeHb BbICOKM U cocTaBasAtoT bonee 95%. MNoaTomy, ecnm cTagmMpoBaHue
nMmoombl XoAKKMHA nposBoauTCA C ucrnonb3oBaHnem MNIT/KT, gononHuTenbHoe nposeaeHune
TpenaHobmoncmm KOCTHOro Mo3ra NPU3HaHO HelenecoobpasHbIm.

Y 60NbHbIX arpeccuBHbIMU HEXOOMKKUHCKUMU AMmMbOMaMM, aKTUBHO HaKanausatowmmm 18F-
®Ar, TOYHOCTb AMarHOCTUKM MOPasKeHMsA KOCTHOro mo3sra no pesyabtatam M3T/KT Takske BbICOKa U
CYLLECTBEHHO MpPEeBOCXOAMT TPEnaHObMOMNCUIO KOCTHOrO  MO3ra. PesynbTaTbl nocneaHux
NCcCNefoBaHMA AOKa3anM, YTO 0YaroBbl TUM NOPaXKEHUA KOCTHOrO MO3ra, BbiaBaaemblit npu MIT/KT,
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C BbICOKOM TOYHOCTbIO CBUAETENLCTBYET O €ro cneunpuyeckom nopaxkeHuu. JIoxKHOOTpULLaTe/bHbIE
pe3ynbtatbl M3T MoryT 6biTb MOAyYeHbl TONbKO B C/Ay4ae MOPAXKeHUA O4YeHb Manoro obvema
KOCTHOro Mmo3sra (meHee 20%) unn npu auddysHom Tune noparkeHus. MosTomy y 60/bHbIX
arpeccMBHbLIMU HEXOAKKUHCKMMU AMMPOMaMM NPU BbIABEHUM UHTEHCUMBHOIO HakonaeHus 18F-d40
B oyarax nopaxeHua (B AMMOATUYECKUX Y3M1aX WAM IKCTPAHOAANbHbIX), HO OTPULATENbHbIX
pe3synbTatax M3T B OTHOWEHWMW MOPAXKEHWUs KOCTHOrO MO3ra, TPenaHobuomncua KOCTHOrO Mo3ra
MOXKeT ObITb MOKa3aHa TO/IbKO B HEOO/bLWOM rpynne 60AbHbIX, Y KOTOPbIX 3TW AaHHble BAUAIOT Ha
Tepanuio UM NPoOrHos.

Y 60/bHbIX MHOONEHTHbIMU I'IVIMd)OMaMVI AnAa oueHKMN COCToOAHMUA KOCTHOINo mo3ra «30/10TbiM»

CTaHAaPTOM OCTaeTCA TpeI'IaHO6VIOI'ICVIFI KOCTHOro mosra.

N3T/KT ana oueHKU 3HDEKTUBHOCTU NeyeHUs

ObuienpusHaHa BbicoKaa ToyHOCTb MIT/KT B oueHKe 3dHEeKTUBHOCTU NedeHns TMMmdom.

PaHHAA oyeHKa omeema Ha nevyeHue

MpoBoauTca no pesynbTatam npomeskytouHon MIT/KT, kotopasa BbiNosHAETCA nepen, 3-m

LMKIOM NOTUXNMUOTEPANNN.

[oKazaHo, 4To MeTabosnyeckuii OTBET onyxoan Ha nedeHue (M3T AaHHble) Cyw,ecTBEHHO
onepeyKaeT No BPeMeHU NOosB/IeHNE COOTBETCTBYIOWMX aHAaTOMUYECKUX M3MeHeHuni (KT, MPT, Y3U

AaHHble).

BbinosHeHne  npomeskytouHoit  MIT/KT  ucknouaeTr  HeobXoAMMOCTb  NpoBeAeHus
KOHTponbHOro KT uccneposaHua nocne 3-4 UMKAOB NOANXMMUOTEPANUU, €CIN NeYeHne npoTeKkaer
6e3 0CNIOKHEHWI.

Mpu ncnonbzosaHun MIT/KT B PYTUHHON KAMHUYECKOW MPaKTMKE LEeNbio MPOMENKYTOYHOro
UCCNenoBaHUA ABNAETCA paHHee BbIABNEHWE XMMUOPE3UCTEHTHOCTM ANA  CBOEBPEMEHHOWN
KOppEeKLUMN neveHus.

Kpome TOro, mHorme wuccaenoBaTenu Mokasanau, 4YTo A1A OUEHKM MpPOrHosa 3aboseBaHus
pesynbTaTbl npomexyTouHolt [IT/KT 6onee TOYHbI, Yem TPAZUUMOHHO  MUCMOAb3yemble
NPOrHOCTUYEcKue MHAEKcbl (B yacTHoctu, IPS npu numdbome XoaxkuHa u IPl npu amuddysHoi B-
KpynHoKneTouHon numdome). MNMostomy y O0nbHbIX, BKAKOYEHHLIX B HAy4Hble MPOTOKO/bI, Ha
pe3ynbTaTax npomexyTouHon MIT H6a3umpyeTca pucKk-aganTUpoBaHHAA cTpaTerns neveHus. Llenbto
[aHHOW cTpaTernu ABNAETCA paHHee BbiABAEHWE Mo pesyabTaTaM npomexkyTouHon MIT/KT, ¢ ogHoM
CTOPOHbI, NPOrHOCTUYECKM BAaronpuATHOM rpynnbl 60NbHbIX A1A BO3MOXKHOW Ae3cKanalmm Tepanmu,
a C ApYro CTOPOHbl — XMMWMOPE3UCTEHTHbIX OONbHbIX A/1A CBOEBPEMEHHOM WHTEHCUbUKaLUK

neyeHwumA.
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BblCOKOE MPOrHOCTUYECKOEe 3HaYeHMe HEeraTMBHbIX Pe3y/bTaToB npomexytodHon MIT/KT y
60/1bHbIX IMMOMON XOAMKKMHA U arPeCcCUBHbIMN HEXOAKKUHCKMMU MMMbOMaMK B HacTosLLee Bpems
[OKasaHo. OAHAKO Hakan/amBaeTcA Bce 60nblle AaHHbIX O HU3KOM MPOTrHOCTUYECKOM 3HAYEHWUU
NO3WUTUBHbLIX  pe3ynbtatoB 3T, B 4YacTHOCTM Yy  OO/bHbLIX, KOTOPbIM  MPOBOAWMAACH
MMMYHOXMMMOTEPANUA.

bonbWKHCTBO UccnepgoBaHut no [M9T-aganTMPOBAHHOW CTpaTerMm JieyeHusa ele He
3aBeplleHbl, NoJlyYyeHHble npepBapuUTe/ibHble pe3yabTaTbl HEOA4HO3HAUYHbl U MO3TOMY He MOryT
MCNO/1b30BaTbCA B PYTUHHOM KAMHUYECKOI NpaKTUKe.

OyeHKa nosaHoOMbI pemuccuu

Pesynbtathl  M3T/KT  no3BonawT  uAeHTUOUUMPOBATL  6OAbHbIX € GMBPO3HBLIMK
pesugyanbHbIMM  Maccammu (He HaKanausaloT npenapaT — [M3T-HeraTuMBHble pes3ynbTaTbhl) U C
pesngyanbHbIMM Maccamm C Ha/lMuMem OCTaTOYHOM onyxonu (HakanaueatoT npenapat — [M3T-
MO3UTUBHbIE Pe3y/bTaTbl).

BbinonHenne MIT/KT nocne 3aBepllieHMA JIeUYEHUA (XMMMO- WKW XMMUOAYYEBOro) AsA
NOATBEPKAEHMA NONHOTbI PEMUCCUMN Y BONBHBIX NMMPOMAMM, aKTUBHO HaKanauBatowmmu 18F-OAr
(nMmdoma XoaKKMHA U arpeccuBHble HEXOAXKKUHCKME TMMOMBI), ABAAETCA CTAaHAAPTOM.

MporHocTMyeckoe 3Ha4YeHWe HeraTUBHbIX pe3ynbTaToB M3T B OLEHKe NMOAHOTbI peMUccUn npu
nmmoome XoaKKMHA U arPecCcMBHbIX HEXOAMKKUHCKMUX IMMPOMAxX O4YEeHb BbICOKO — NpUbaMKaeTca K
100%. Moatomy npu 3Tnux Aammdomax nonyyeHue MIT-HeraTUBHbIX Pe3ynbTaToOB CBUAETE/NbCTBYET O
NosHOW pemuccun 3aboseBaHUA HE3aBUCMMO OT OTCYTCTBMA WAW HaNAWuUA pe3uAyasbHbIX Macc
noboro pasmepa.

Y 60/1bHbIX IMMOMaMKN PeaKUX TUMNOB C BapMabenbHOM UAN HEM3BECTHOMN FIMKOANUTUYECKOM
aKTUBHOCTbIO OLEeHKa 3pPEeKTUBHOCTM fedeHna no pesynbtaTam MMIT/KT npoBoguTca TOAbKO Npu
HaNMYMM MHPopPMaLMM 06 NCXOAHOM BbICOKOM UM YMEPEHHOM HaKOM/JEHMM NpenapaTa B ONyXOun.
B paHHOM noarpynne 60sbHbIX MIT-HeratMBHble pes3ysibTaTbl NOCNAE 3aBEPLUEHMA SIEYEHUS TaKKe
CBMAETENbCTBYIOT O MoAHOW pemuccumn. Ecam MIT/KT go Havana sevyeHna He nposBoguaachb Man
AaHHble MN3T 6bln HeraTUBHbI, oLeHKa 3GEeKTUBHOCTU Tepanuun HoNbHbIX YKa3aHHOM noArpynnbl No
pe3synbtatam MN3T HenpaBoOMOUHa.

MporHocTMyeckoe 3HayeHue MO3UTUBHbLIX pesynbTatoB [13T/KT, BbINOAHEHHOW noche
3aBepLIeHNA JleYyeHun, CyLLeCTBEHHO HWMXe W3-32 BbICOKOro MPOUEHTa JOXKHOMONOMXKUTENbHbIX
pes3ynbTaToB, OOYC/NOBMEHHbIX BbICOKOM 4YacTOTOM BOCMAZUTENbHbLIX NPOLECCOB (MMKPOOHBIX,
rPMBKOBBIX, aCENTUYECKMX HEKPO30B B KPYMHbIX pPe3nayasbHbIX Maccax), a TaKkKe CBOMCTBaMM Camoi
Tepanuu (NOXKHONONOKMUTENbHbIE pe3ynbTaTbl 3T B OLEHKEe COCTOAHMA YaCTUYHOW pemMUccun nocne
NnevyeHmns puTykcumabom). Mpuuem, 4actoTa NOXKHOMNOIOKUTENbHBIX pe3ynbTatos MIT/KT HapacTaeT
no mepe yBean4eHUa MHTEHCUBHOCTN MPOBOAMMOM XMMMOTEPANuM.
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Mayuesmam 6e3 pe3udyanbHbIX MaAcc rnocae 3asepuwieHuUs mepanuu rnpu Heocs10MHeHHOM
meyeHuu 3a60se8aHUA U flevYeHUsA, d MakKx3e ¢ Haauyuem MIT-ompuyamenovHbiX pe3ynbmamos
npomexcymoyHozo uccnedoeanus MNIT/KT 0na nodmeepxcdeHUA NOAHOMbI peMmuccuu Moxem He
nposodumaocs.

M3T/KT npu peunansax

M3T/KT ana oueHKM pacnpoCTpaHeHHOCTM peumMauBHOro npouecca U 3¢deKTUBHOCTU ero
NleYeHUA MPUMEHAETCA MO TEM e MOKA3aHUAM U UMEET Te Ke C/0XHOCTU TPAKTOBKM, UYTO U Y
nepBUYHbIX 60bHbBIX. Y 60NbHbIX C NO3AHMMWU PeunamMBaMm TOYHOCTb MIT-AMArHOCTUKKU B OLEHKe
pPacnpoOCTPaHEHHOCTU PEeLMANBHOTO MPOLLECCA BbICOKAsA M HE OT/IMYAETCA OT TAaKOBOW NPW NEPBUYHOM
CTagmpoBaHuun. UckntoyeHmne coctaBnsatoT 6o/bHble € PpaHHUM peunamsom 3aboseBaHuA, y KOTOPbIX
HannMyne nocTTepaneBTUYECKUX BOCMANUTENbHbIX WU3MEHEHUW MOMKET CHWMXKaTb TOo4HOCTb [13T-
AMArHOCTUKM  (AMArHOCTUKA pPeunaMBHONO MpoOLecca B JIETKUX, MKENYA0YHO-KMLLEYHOM TpPaKTe,
NoAYeNtOCTHbIX TMMPOY3Nax, MUHAANNHAX).

MepBOHaYanbHble pe3y/bTaTbl OTAE/bHbIX UCCIEA0BAaHUN NOKa3anu, YTO Yy peuuamBHbIX UK
nepBuYyHo pedpakTepHbix 60/bHbIX AMMbOMO XogmKKnHa u anuddy3HON B-KpPyNHOKNETOYHOM
numopomont  pesynbTtatel MNI3T/KT, BbINOAHEHHOM nepesd, BbICOKOLO3HOM XumuoTepanuen u
TpaHCMN/IaHTaUMeN ayTONIOMMYHbIX CTBOIOBbLIX KNETOK KPOBM, UMEIOT MPOrHOCTUYECKOE 3HaYeHne anA
oT60opa 60/1bHbIX C 61ArONPUATHBIM UCXOL0M, KOTOPbIE MOTYT AOCTUTHYTb AAUTENBHOW pemuccum (c
M3T-HeraTMBHbIMKU pe3ynbTaTamu). OLHAKO 3TU Ke WUCCNeA0BaHWMA CBUAETENbCTBYIOT O HANMYUK
60NbLIOrO KOAIMYECTBA JIOXKHOMOJIOKUTENbHbIX pe3ynbTaToB M3T Ha 3Tom 3Tane AMArHOCTUMKK, TaK
Kak MpeanosiaraloT  BO3MOMKHOCTb  MCMO/Ib30BAaHMA  HECKONIbKMX  PEXMMOB  MHAYKLMOHHOM
XumuoTepanun ana poctmkeHma MI3T-HeratuBHoro oteeta. [lnA NpPOACHEHMA [AHHOrO acnekTa
ncrnonsvsosaHusa MNIT/KT HeobxoaMMbl AasibHENLIME UCCAeA0BaHMUA.

N3T/KT npu nogo3peHunn Ha TpaHchopmaLmio nMmepombl

Pesynbtatbl M3T/KT AatoT BO3MOMKHOCTb BbIABUTL Hanbonee meTabonMyeckn akTUBHblE, TO
ecTb Hambosiee arpeccuBHble odarn 3abosiesaHma. Mpu nogo3peHnn Ha TpaHchopmaLmio AMMEOOMbI
MMEHHO OYarM C MaKCMMasibHbIM HaKOMJEHMEM npenaparta A0/IXHbl ABAATLCA O6bEKTOM [Ans

npoBseaeHusa nocneaytouei buoncum.

OueHka pesynbtatos NIT/KT

Mpu BbinoaHeHun M3T/KT npoBoauTcA M30/AMPOBaHHAA OLEHKa pe3ynbTatoB KT-yactu
nccnegoBaHma no obuwenpuHAtbiMm  Kputepuam  KT-guarHoctvkm, MN3T-yactm M nocneayouee
COMoCTaB/IeHNE BbIIBIEHHbIX CTPYKTYPHbIX U MeTaboMyYecKmMx U3MeHeHMA.

[na ctaHpapTM3aumMm, BOCNPOM3BOAMMOCTM U BO3MOXHOCTU CpaBHeHMA pesynbTtatos NIT/KT,
MOJIYYEHHbIX B PA3/IMYHbIX MEAULMHCKUX YUPEKAEHUAX, MPU OLeHKe 3PPEKTUBHOCTU NeYeHus y
60/bHbIX AMMbOMaMM UCMOb3YETCA BM3YyaNbHbIM aHanus M3T-gaHHbIX No 5-6anbHOM LWKane
(Deauville, 2009r.). Mpu 3TOM MHTEHCMBHOCTb HakonneHwus 18F-OA B naTtonorMyeckom ouare
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CPaBHMBAETCA C MHTEHCMBHOCTBIO HAKOMIEHUA npenapaTa B HEM3MEHEHHbIX OTAENAX CPpefoCcTeHun
WAN B NPABON J0NE NEYEHU:

1 6ann — xapakTepuayeTcA OTCYTCTBMEM HAKOMAEHWA npenapata B OnNpeaensemMom paHee
NaTo/I0rMYECKOM OY4are;

2 6anna — HakonaeHWe NpenapaTta B NAaTO/I0MMYECKOM O4are He MPEeBbIWAET MO MHTEHCUBHOCTH
HaKoMAeHWe NpenapaTa B HEM3MEHEHHbIX OTAENaxX CPeaoCTEHNA;

3 6anna — Hakon/aeHWe nNpenapaTta B NAaTO/IOTMYECKOM OYare Bbllle, YEM B CPeA0CTEHUUN, HO He
npeBbllWaeT HAaKOMN/IeHNe NpenapaTta B NPaBoOM A0/e NeYeHW;

4 6anna — HakonJieHMe npenapaTa B NAaTO/IOMYECKOM O4Yare HECKO/IbKO BbILLE, YEM B NEYEHMU;

5 6annos — HakonaeHwe npenapata B NATONOMMYECKOM OYare 3HauyuTe/IbHO Bbllle, Yem B
neyeHn, WAN ANATHOCTUPYETCA MOABNEHME HOBbIX MATONOMMYECKUX 04aroB, CBA3AHHbLIX C

3aboneBaHuem.

Unmepnpemayusa pesynomamoe [13T no wkane Deauville donxHa npoeodumbcs
KOMMAEKCHO — C y4emoOM KAUHUYeCKUX U UCXOOHbIx [3T-0aHHbIX, 3mana sAe4vyeHuUs, d MAKMe
dpyaux mapKepoe omeema Ha se4eHue.

Mpwn ncnonb3oBaHMM METOAa B PYTUHHOMN KAMHUYECKOM NpaKkTMKe pe3ynbTtaTbl B 1, 2 1 3 6anna
no wkane Deauville, nonyyeHHble Kak B NpoLecce nevYeHus, Tak U NOCAE ero 3aBepLleHus, CHUTALOTCA
M3T-HeraTMBHbIMW —CBMAETENbCTBYIOT O MNOJHOM MeTabo/siM4ecKom OTBeTEe Ha JleYeHUn u
NPUpPaBHMBAIOTCA K MOMIHOW pemuccum 3aboneBaHMA HE3aBMCMMO OT HANM4YMA WUAM OTCYTCTBUA
pe3nayanbHOM ONyxoneBon Macchbl.

Mpn MCNosb30BaHMM PUCK-aZANTUPOBAHHOM CTPATErMmM nevyeHusa y 60/bHbIX, BKAOYEHHbIX B
HayyHble MPOTOKO/bI, MPU  aHanuse npomexkytodHon MNIT/KT  (nepes 3-m  uUmKAOM
nonauxumuotepanum) MIT-HEraTUBHbIMM CYMTAIOTCA TOJIBKO pe3ynbTaTthl B 1 M 2 6anna no wkane
Deauville, Torga Kak pesynbtathl B 3, 4 u 5 6annoB pacueHuBaloTcA Kak MI3T-no3uTuBHbIE. Takol
nopor geneHus obecneynmBaeT BbICOKYHO TOYHOCTb BblABAEHUA MPOTHOCTUYECKU BnaronpuaTHOM
(M3T-HeraTnBHOM) rpynnbl GO/bHbIX, KOTOPbIM BO3MOMHA AE€3CKaNaums JiedeHua B paMKax
NPOBOAUMbIX HAayYHbIX NPOTOKONOB.

Pesynbtatbl B 4 n 5 6ann0B TPaKTylOTCA Pa3/IMYHO B 3aBUCMMOCTM OT 3Tana JieyeHua u ot
BbIABIEHHON AMHAMWKKU MO CPaBHEHUIO C UCXOAHbIMKU MI3T-gaHHbIMK. 4 6anna ¢ ymeHblleHuem

MHTEHCMBHOCTU HaKkonjeHua 18F-®/I B natonornyeckom ouare no CpaBHEHUIO C UCXOAHbIMU

AaHHbIMM npu nposedeHun MNIT B npouecce MXT xapaKTepuMsyloT HaAM4YMe 4YyBCTBUTENbHOCTU K
nposoaMmMomy sedeHuto. [MMoaobHbii pesynbtat (4 6anna C yMeHblIEHMEM WHTEHCUBHOCTU
HakonieHna 18F-OI B ouyare MO CPaBHEHWIO C WUCXOAHbIMM AaHHbIMM), MNOAYYEHHbIA nocne
3aBepwenus sedenusa (MNXT WAM XMMKWOJIyYeBOrO), CBUAETENLCTBYET O Ha/IMYUKU Pe3ngyanbHoW
aKTMBHOCTM OMYyXO/IM M  XapaKTEPU3yeT YacTUYHbIM MeTabonnyeckuit oteeT. 5 6anno ¢
YMEHbLIEHNEM WHTEHCUBHOCTU Hakonsienwa 18F-OA B MaTo/NOrMYECKOM ovare Mo CPaBHEHMUIO C

MCXOAHbIMM  AaHHbIMM  nNpu  nposedeHmn T19T B npouecce [IXT XapaKTepu3yOT HU3KYLO
YyBCTBMTE/IBHOCTb K MPOBOAMMON XMMMNOTEPANNK, @ NOC/e 3aBEPLLEHUA IeYEHNA — CBUAETENbCTBYET
0 HaINYMU }KMBOI arpeccUBHOM ONYX0an U O HeahPEKTUBHOCTU nedeHus. PesynbTtaTbl B 4 U 5 6annos
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C yBeanyeHnem WUHTEHCUBHOCTU HaKoMAEHUA NO CpPaBHEHUKO C UCXOAHbIMKU AaHHbIMU WU C

noasaeHnem HOBbIX 0O4Yaros Bceraa (Heaasmcmmo OT 3Tana NnevyeHnAa u VICI'IO}1b3yeMOl‘/JI cTpaternu

NeYeHua — TPaAMUMOHHAA WAN PUCK-a4anTUPOBAHHAA) CBUAETENbCTBYIOT O HeapdeKTUBHOCTU
Jle4yeHmA 1 0 NporpeccMpoBaHnn 3aboneBaHmA.

OpHako HeobxoAMMO MNOMHWUTbL O BO3MOMHOCTM  NOJYYEHUA  NNOXKHOMONOKUTENbHbIX
pesynbratoB 3T, ocobeHHO y naumeHToB nocae WHTeHcuBHOM [XT, CBA3AHHbLIX C HaAMUYMEM
BOCMA/NTENbHbIX U WHOEKLMOHHbIX MPOLLECCOB, a TaKXe Mocae npoBefeHMA MMMyHOTepanuu.
MNoatomy oduHo4YHble 3T-no3umueHble o4yaau, Haau4Yue KOmopbiX ebi3biedem Heobxodumocme
UHMeHcuguKayuu neyeHuUs, 001X Hbl 6bimb eepuguyuposaHsil.

Pe3ynbTaTtbl NosykonnyecTseHHom oueHKu MIT (nokasaTtenb, SUVmMax) 3aBUCAT OT Lenoro paja
$aKTopOoB, CBA3AHHbLIX HE TOJIbKO C 3PPEKTUBHOCTbIO NevyeHns. YpoBHM SUVmax npu BbINOAHEHUM
MUCcCNefoBaHMM Ha pPasIMYHbIX CKaHepax HecomnocTaBMMbl M MO3TOMY He MOryT MCMNOAb30BaTbCA
KAMHULUCTaMKU ANA NPUHATUA PELUEHNN.

Tem He meHee, npu anddysHoW B-KpynHOKNETOYHOM Anmbome s OLEHKU 3PPEeKTUBHOCTH
NeyeHun (Kak paHHero oTBeTa Ha JeyeHue, Tak M MOJHOTbl PEMUCCUU) MPU3HAHO BO3MOMKHBIM
MCMNOJIb30BaHME OTHOCMTEIbHOTO NOYKOMYeCTBEHHOro nokasartensa ASUVmax = (SUVmax ncxogHo —
SUVmax nocne 2 uanm 4 UMKNOB MMMyHOXMmMoTepanuu) x 100 / SUVmax wucxogHo. MNIT-
HeraTMBHbIMW CYMTalOTCA pe3ynbTaTbhl Npn ASUVmax 6onee 66% ans npomexkytouHon MIT/KT nocne
2 UMKI0B UMMYHOXMMKUOTEpPanumn nam bonee 70% nocne 4 UMKNOB UMMYHOXMMUOTEPANUN.

Cpoku BbinonHeHus NIT/KT npu oueHKe 3¢ PEKTUBHOCTU NeyeHunn

MpasuabHbIi BbiIBOp BpemeHu BbinoaHeHuna MIT/KT uccnenosaHna CyWecTBEHHO BAMAET Ha
TOYHOCTb NOJIY4YEHHbIX PE3Y/1bTATOB.

MpomeskytouHaa [IT/KT BbINOAHAETCA MaAKCMManbHO OTCPOYEHO Mocne nocieaHero
BBEAEHMA XMMMUOMNPENApPaToB, ONTMMA/IbHO — HENOCPEACTBEHHO Mepes creaylowmm (Yawe Bcero
nepeg, 3-M) LMKAOM NOAUXMMUOTEPANUN.

[NnA oueHKM NOMHOTbI PEMUCCUM ONTUMAJIbHBIMUW MPU3HaHbI Cieaylolwme CPOKKU NpoBeaeHNs
M3T/KT: He paHee, Yyem uyepe3 3 Hegenu NOCNE 3aBEPLUEHUA XMMMOTEpPAnUKU (nydwe yepes 6-8
Hefenb) M He paHee, yem 4yepe3 3 mecAua MoC/ie 3aBepleHus aydesoi Tepanuu. CobaogeHue
YKa3aHHbIX CPOKOB 06C/1eg0BaHMA NO3BOAET CYLLECTBEHHO MOBbLICUTb TOYHOCTb M3T-ANArHOCTUKN B
oLEeHKe pe3nayanbHbiX ONyX0AeBbIX NPOLLECCOB, YTO ABAAETCA KAOYEBBIM MOMEHTOM ANA MNPUHATUA
pelleHns 0 BO3MOXKHOCTY 3aBepLIEHUA Tepanuu.

OduumanbHble peKoMeHAaUuuM O CpoKax BbinonHeHus [M3T/KT  6oabHbIM  nocne
TPAHCNIAHTAaUMKM  CTBOJIOBbIX K/JETOK KPOBM B  HacToslwee BpemMsa He onyb6/MKOBaHbI.
MepBOHaYabHbIM ONbIT CBMAETENbCTBYET O LENecoobpasHOCTM cobalodeHMas MHTepBana nocse
TPAHCMN/IaHTaLMM CTBONOBbIX KNETOK KPOBU He MeHee 3 MecALEB.
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Mpy nNaHUPOBAHMM MHBa3MBHbLIX AuMarHoctudeckmx npoueayp MI3T/KT  gomkHa um
npeawecrsosatb. Npu HeobxoanmocTu BbinoaHeHua MIT/KT nocne MHBa3UBHbIX NpoLeayp cneayet
BblaepKatb WMHTepBan 10-14 aHen ANA yMeHbLIEHMA NOCTMAHUMNYAAUMOHHbBIX BOCMANUTE/NbHbIX
NnpoLeccoB (B TOM Ync/ie B PEFMOHa/bHbIX IMMPaTUYECKMX y3naxX).

Takum 0b6pasom, coBpeMeHHble TMOPUAHbIE TEXHONOTMN C UCNOIb30BAaHNEM MeTaboanYecKom
M3T-sm3ayanumsaumm (MNIT/KT, MNIT/MPT) cTaHOBATCA HEOTbEM/IEMOM YacTbio AMarHOCTUYECKOro
anroputma y 60sbHbIX "MMbOMaMU. HaKONNEHHbIN ONbIT CAean O4EBUAHBIMM HE TONIbKO OFPOMHbIE
NPENMYLLECTBA, HO U LEeNbln pag, orpaHudyeHuin MIT-anarHoOCTUKM Npu mMcnonb3osaHum 18F-OAr.
BO3MOXHO, 4TO Ucnonb3oBaHue AaHHbIX M13T B KoMmnieKkce ¢ ApyrMmuM nokasaTenammn arpecCMBHOCTU
OMyX0/I1, HAaMPUMeEpP, B COYETAHUN C OLEHKOW ee GMOMAPKEpPOB, MO3BOJIUT MaKCMMasbHO TOYHO
CTpaTMdMLMpPOBaTb 60bHBIX MMMbOMaMm No GakTopam pMcKa M ONTUMU3IUPOBATL UX JIeYEHME.
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OcobeHHOCTH NMMmdOM AEeTCKOro Bo3pacTa

JiumdageHonata — yBenndeHue (runepnnasvsa) opraHoB AMMAOOMAHON  CUCTEMBI,

npeacraBnAaeT oaHy n3 camblX 4acCTbiX I'IpO6l1€M neanaTpmumn nNo 4acCtoTe BCTpPev4aeMoCTn, BaXXHOCTU U

C/IOXKHOCTN ONAarHOCTUYECKUX U TepaneBTUYECKUX DELUEHMVI, NOCKOJIbKY pa3BuBaeTCcA BCcnegcrsme

MHOXeCTBa NPUYNH!

* Y

340pP0BbIX AETEﬁ B pa3Hble BO3pacCTHble nepunoabl B nNpouecce HOPMaJbHOIo

¢M3MOI’IOI'I/I'~IECKOI'O Pa3snUTUA

® KaK OgUWH U3 CMMNTOMOB NPaKTUYECKN BCEX MHd)eKLI,VIOHHbIX N CUCTEMHbIX 3aboneBaHni

® KakK Beayuiee npoAasseHune natoaormm MMMYHHOVI NN FeMOMNO3TUYECKOM CUCTEMbDI,

e B pe3y/bTaTe A40OPOKAYECTBEHHOW UK 3/10Ka4YecTBEHHON npoandepaumnm
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ChneKkTp BCTPEYaemMOCTM pasanyHbiXx BMAOB HXJ/1 B 3TOM BO3PACTHOW rPYMMe YXKe, yem Yy
B3POC/IbIX NAUMEHTOB, OrpaHnyeH 3-ma 60bWMMK TPYNNamMn, B I€4EHUN KaXKa0N U3 KOTOPbIN ycnex
AOCTUraeTcs MNPW MCMOJ/Ib30BaHUM MPOTOKO0B, 3HAYMMO PaA3/IMYHbIX MO BPEMEHHOW W [4030BOW
WHTEHCUBHOCTM  MPAKTUYECKM  aHaNOMMYHOro  Habopa  NMMOOTPOMHbLIX  LIUTOTOKCUYECKMX
XMMUONPENapaToB, a afeKBaTHOCTb MHULMANBHON TAaKTUKM onpegenser NporHos aTmux ¢datasbHbIX
3abonesaHuin: HXJ1 n3 3penbix B-knetok, us amumdongHbix npeawecTBeHHUKOB (AMmdobnacTHbIX) U
n3 nepudepunuecknx T-knetok n HK . Heckonbko ocoboe nonoxeHue 3aHMMaET IMMbOMa XOAKKUHA.

HXNy petein n noapoCcTKOB — B NOAaBAAIOLLEM DO/bLUIMHCTBE:

®  OMyXO0/M BbICOKOM CTENEHWN 3/10KQYECTBEHHOCTM C ANPDY3HOM MMCTONOTMYECKOM CTPYKTYPOU;

®  BbICOKaA YacCTOTa IKCTPAHOAA/bHbIX IOKANMU3ALNNA;

e ObICTpan reHepanmsauma ¢ BOBAeYeHMEM KOocTHOro mosra u LIHC: Bcerga seasatoTca nepBUYHO
reHepan30BaHHbIMKU, YTO onpenenseT UCNOJ/Ib30BAaHME B KAYeCcTBE OCHOBHOM COCTaBAANOLLEN
PUCK-a4anTUPOBaHHOM NIeKapCTBEHHON Tepanua (xumuotepanusa +/- UMMYHO- U K/JeTo4yHas
Tepanus);

e ObICTPbIA POCT U  BbICOKAA YyBCTBUTE/IbHOCTb K  LMTOCTAaTUYECKOM  MMPOTPONHOM

NOINXUMUNOTEPAnnn.

B  K/JAMHMYECKOW KapTWUHe pes3y/bTaTOM  3KCTPAHOAA/IbHbIX  JIOKa/iM3auuii  sBnseTca
MHOroobpasue npeseHTaLum, YacTo B BUAE KU3HEYTPOXKAOLMX CUHAPOMOB: CUHAPOMbI CAABNAEHUS,
OCTPOr0  KMBOTA, MOYEYHOW HEeAOCTaTOYHOCTM, CUHAPOMA /AM3MCA ONYXOAU U TANKENbIX
MmeTabonnyeckme paccTPoMCTB, Napesbl, CenoTa, Cy40poru, Taxenble nHbekumnn. MNepsbim 60/1bHOTO
¢ HX/1 moxeT yBuAeTb Bpay At0bOIM CneumanbHOCTU - OT Bpadvel obuwei NpakTMKKM M cny»Kbbl
HEOT/IOKHOM MOMOLLM, XMPYProB, NeamMaTpoB, HEBPOOTra, SHAOKPUHOIOMA U ApyrMe APYrUX Y3KUX
cneuunanuctos. OTclo4a — 0COBEHHOCTM ANArHOCTUYECKOro NoAxoAa.

OcHOBHbIe BbllEYKa3aHHbIE AeTaNnN — Te XKe, YTO YKe NepeymciaeHbl AN B3POCA0M NPaKTUKE,
Ho — upe3BblyaifiHO BaXKHO — BHUMaHME K ¥Kanobam 1 aHaMHesy, BKAtoYasA AeTaM M TEMMbl Pa3BUTUS,
cemelHbl aHamHes.

Ha oOcHOBaHMM 3TUX K O6LLI,EK}'IMHW-IECKMX AaHHbIX — onpeaenntb nNpaBUIbHYHO
ANArHOCTUYECKYO TAaKTUKY C UEIbIO OPUEHTUPOBATb HAMpaB/sieHUE NauneHTa B COOTBETCTBYHOLLYHO

KIMHURY, npnu4emM C akKUEHTOM Ha BPEMEHHDbIE NMOKa3aTe/in.

C momeHTa O6paLLI,€‘HVIFI ANAarHoCTnKa nauneHTa C npeanosoxXntesibHbiMm AMarHoO3om ﬂMM(bOMbI
AO/1XHa NpOoBOAUTCA NO 3aKOHAM OKa3aHWUA HEOT/I0XKHOM nomouwn.

Bo mHorom onpegaenseT npordo3 HX/1y aetei u No4pOCTKOB NOPayKeHne KOCTHOTO MO3ra.

Cragmna IV onpegensetca npu mopdosorMyeckom ob6HapykeHun = 5% 6nactoB wam
NMMMGOMHBIX KNETOK B MMENOrpPamMme, 3TO OTHOCMTCA KO BCEM FMCTO/IOMMYECKMM TUMam.
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MopaxkeHne UHC onpepensetca npu Hannyumu:
e Jliobas onyxonb LHC (no gaHHbim KT, MPT)
e [ape3 YMH (He 3a cyeT aKcTpaaypanbHOro o4ara)
e Bnactbl, MOpdONOrMYECcKH onpegensemble B IMKBOPE
e CocroaHue noparkeHna UHC gonskHo obo3HauaTbea Kak — CNS positive/mass, CNS positive/palsy,
CNS positive/blasts
e [loparkeHune NNKBOpaA - 0bHapyKeHne tboro Koanvectsa 61acTos

° I'Iopa>+<eHv1e JINKBOPa HEN3BECTHO (He 6b1n10 NYHKUUU, TEXHNYECKNE ﬂpOGﬂEMbI)

XpoHuuecknit ninmeoneikos

XpoHuuyeckuit numdonenkos (X/1/1) — cambiii YacTblii BWUA, NeElKO30B Yy B3poc/abix. B
€BPONEeNCKNX CcTpaHax ero 4actota coctasnset 4:100 000 B roa M HenmocpeacTBEHHO CBA3aHa C
Bo3pacTom. Y auy ctapwe 80 net oHa coctasnsaet >30:100 000 B rog. MegmaHa Bo3pacTta Ha MOMEHT
YCTAaHOBNEHMA AMarHo3a B €BPOMENCKUX cTpaHax — 69 neT. B Poccuinickoir Pepepaunn X1
BbIABMAGTCA peXse U Me[uaHa BO3pacTa Ha MOMEHT YCTaHOB/JIEHUA AMarHosa coctasndeT 62 roga,
COpasMepHO MeHbLLEN NPOAOIKUTENBHOCTU XKU3HN POCCUAH.

AunarHoctuka

1. Kputepuu anarHosa
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XpoHuyeckuit  naumdonenkos n  ammooma U3 Manblx AmmboumntoB  broaornmyecku
npeacTasnaoT coboil ogHy onyxonb. OTAnYME MeXAy HMMKM B TOM, YTO NPU XPOHUYECKOM
nmdonelikoze B KPOBUM MMEETCA 3HauuTeNbHblit aumdountos (>5000 MOHOKMOHaNbHbIX B-
nmooumToB), Toraa Kak npu ammdome M3 manbix ammeountos (JIMJT) KAMHUYECKM MaHUPECTHOFO
NMMPOUMTO3a HET, HECMOTPSA Ha NopakeHue TMMbaTUYECKUX Y3/10B, CENNE3EHKM, KOCTHOIO MO3ra.

1.1 [luaaHo3 «xpoHu4Yeckuli numgoneliko3»

[nA NOCTaHOBKM AMarHo3a «XpOHUYecKMi aimmdoneinikos» TpebytoTcs obLwmii aHaans Kposu m
UMMYHODEHOTUNNYECKOE  UCCNefOBaHME C  MUCMOMIb30BAHMEM  MHOTOLBETHOM  NMPOTOYHOM
LMTOMETPUMN, KOTOPOE MPeAnoYTUTE/IbHEeE BbINOAHATL NO KPOBW. [lMarHo3 CTaBsAT MpW BblABAEHUU
6onee 5000 MOHOKNOHAbHbIX B-numdoumToB B 1 MK nepudepmnyeckoit Kposu.

Knaccuueckmnin deHoTnn Kknetok XJ1/1 xapakTepusyeTtca aKkcnpeccuer B-KneTouHbiXx aHTUreHOB
CD19, CD20, CD22, CD79b B couyeTtaHun ¢ T-kKneTtoyHbim mapKkepom CD5 u akTMBauUMOHHbIM - CD23.
Onyxonesble KNETKM 3KCNPECCUPYIOT OAMH TUM JIETKOW Lenu MMMYHOrnobynmMHoB (Kanna wam
nambaa). MHTeHCMBHOCTb 3Kcnpeccum B-kneTouHbix aHTUreHos (CD20, CD22, CD79b), a Takxke
NOBEPXHOCTHbIX UMMYHOT/I00Y/IMHOB Ha MembpaHe Knetok XJ/I/1 HuUMKe, YemM Ha HOpPMajbHbIX B-
numooumtax. Pexke BCTpedyaeTcs aTUNUUHbIA BapuaHT XJ11 ¢ deHotnnom (CD19+, CD5+, CD23-),
Tpebylowmii aHanusa [OMNONHUTE/IbHbIX MAPKepoB. PekomeHayemas ana guarHocTuku X/
MMWHMMaANbHAA ANArHOCTMYECKaA NAHeNb A0KHA BKAOYATL cneayowme mapkepol: CD19, CD5, CD23,
CD20, kanna, nambaa. B KayecTBe AOMOHUTE/bHBIX ANMAFHOCTUYECKUX MAPKEPOB PeKoMeHAayeTcs
ucnonob3oBaTb CD43, CD200, CD79b, CD81, ROR1. YacTo pekomeHayemble, HO Heoba3aTeNbHble s
ONArHOCTUKU M MOHUTOPUPOBaHMA onyxosnesoi nonyaaumm XJ11 — CD22, FMC7, CD38, CDA45.
Onpeaenenune IgM/IgD, CD11c npu X/1/1 pekomeHayoTcA HevacTo. [oporosbiii ypoBeHb 3KCnpeccum
MeMOPaHHbIX aHTUTeHOB NpPUHUMaeTca bonee 20%. 3Ikcnpeccus ZAP-70 n CD38 Ha kneTtkax X/
MOTYT MWCMNONb30BaTbCA B Ka4yecTBe CypporatHbIX MapKeposB nporHosa. [uddepeHumanbHas
AvarHoctMka  XJI/1  nposoautca ¢ apyrmumm  CD19+CD5+/-  aumdonponndepaTMBHbIMM
3abonesaHMAMMU (MMMdOMa U3 KNETOK MAHTUIMHOM 30HbI, IMMOMA U3 KNETOK MapruHaibHOMN 30Hbl,
npoAnmMooLMTapHbIA neinkos, anmdonnasmoumTapHas nAMmMEGOMa, BOJOCATOKAETOYHbIN NEeNKo3 U
ap.). Hanbonee yactblt UMMyHOGEHOTUN AMMPOMbI U3 KNETOK 30HbI MaHTUM - CD19+, CD5+, CD23-,
CD200-, CD43+, CD38+, oaHaKO BO3MOXHblI U ApyrMe BapuaHTbl. MMmyHodeHoTUN B-KknetouHoro
NpoMMPOLUTapPHOro NeNKo3a KpaiHe pa3sHOObpa3eH M XapaKTepu3yeTcs BbICOKOW aKcnpeccuein B-
K/IeTOYHbIX MapKepoB, BaprabenbHol akcnpeccueli CD5, CD23.

OueHKa MUHMManNbHOM ocTaToyHoi 6onesHn (MOB) npu X/1/1 ABnseTcA BaxKHOW 4acTbio
KOMMJIeKCHOro 0bcnefoBaHMA Nocae 3aBepLlleHna Nporpammsl aedeHus. C 3TOM Lenbto nccnemyerca
nepudepuyeckas KpoBb WM KOCTHbIM MO3r cnycTa 3 mecAua nocne nedeHua uam cnycta 12 mec
nocne annoTtpaHcnnaHtauum. MoHutopuHr MOB Bo3moXeH c ucrnosb3oBaHWEM ABYX MeTOA0B —
YyeTblpeXLBETHOM MPOTOYHON ULMTOMETPUM B COOTBETCTBUM C MENKAYHAPOLHBIM CTAaHAAPTHbLIM
npoTokosom ERIC (4yBcTBUTENBHOCTL MeToAa - 1 onyxonesasa KneTka Ha 10-4 nelikouuTos) 1 annennb-
cneunduyeckoi MLP reHoB TaXKeNbIX Lenei MMMyHOr106yMHOB. B 3aBUCMMOCTM OT BO3MOXKHOCTEN
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COBpPEMEHHbIX LUMTOMETPOB B HacTofwee Bpema ucnonbdyetca 6-8-10- uBeTHaa NpOTO4YHaA
UMTOMETPUS, conocTtaBumas c u4yBcTBuTenbHocTblo AC-MUP (1 onyxoneBas knetka Ha 10-5
nenkouuToB). B Tabnnue 1 npeacraBneHa 6-UBeTHas NaHe/lb MOHOK/IOHA/IbHbIX aHTUTEN AN OLLEHKM
MOB npu XJ1/1. MpoBogunTca aHanmM3 He meHee 500 000 knetok. UmmyHodeHoTUNMYeckas MOB-
HeraTMBHaA PpeMUuCccHa KoHCcTaTupyeTtca npm Haandum <0,01% KNeToK B KPOBU UM KOCTHOM MO3re.

Tabnuua 1.
6-LLBETHaA NaHelb MOHOK/IOHA/IbHbIX aHTUTEN A/1A OLLEHKM MUHUMAIbHOM OCTAaTOYHOM 6onesHu npu
XpOHUYeckom nnumdonerikose.

Ne | FITC PE PC5.5 | PC7 | APC | APC-Cy7
slgk | sIgA CD19 | CD5 | CD20 | CD45

CD22 | CD81 | CD19 | CD5 | CD45 | CD3
CD43 | CD79b | CD38 | CD19 | CD5 | CD45

MoHuTopnHr MOB Ha 3Tane HabageHUA WUAM NpoBeAEeHUA NOAAEPrKMBAIOWEN Tepanuu
HEoOOXoAMM ANA OUEHKM KUMHETUMKU SAMMUHALUM OMNYyXOJEBOr0 KAOHA, MPOrHO3MPOBAHUA TeyeHun
3aboneBaHuA, onpeaeneHna TaKTUKKN AanbHenwero segeHna 601bHOro.

B oKpallueHHbIX npenapaTax nepmudepnyeckon KPoBU U KOCTHOrO Mo3ra TMMGOLMTbI UMEIOT
MopdoorMio Manbix MMPOLMUTOB C Y3KMM 0BOAKOM LIMTOMAa3Mbl, NAOTHbIM AAPOM, Tbl6YaTbIM
XpomaTMHOM, 6e3 oT4yeTnIMBOro sapbiKa. Pexe BcTpedaeTcds MopdONOrMs  aKTUBUMPOBAHHbIX
nmmoountoB — ¢ bosee WMPOKMM 0604KOM LMTOMNAA3Mbl CUHErO LiBETa UAM KpaesBol basodununei.
Cpegy numooOUMTOB OKONO 5% MOryT COCTaBAATb aTUMNWUYHbIE KAETKU (C  paclienieHHbIMM,
CKnagyaTbiMM fgpamu), a TakxKe npoammooumTbl — 6onee KpynHble KNETKM C HepaBHOMEPHO
pacnpeaeneHHbIM XPOMaTUHOM B Aape, 1-2 HyKneonamu, 4To He NPOTUBOPEUNT AnarHosy X/1J1. na
XJ1/1 XxapaKTepHO BbifiBieHWE B KPOBM Pa3pyLlUeHHbIX KNeTOK — TeHel M'ymnpexTa. Mpu BbiABAEHUU
6onee 55% nponMmeOOUUTOB B KPOBM AMArHOCTUPYIOT NPOAMMOOLMTAPHbIA NEeNKo3, BapuaHT
KOTOporo (B- unun T-KNeTouHbli) yctaHaBAUBaeTCcA NpU MMMYHOGEHOTUNNPOBAHUMN.

1.2 JlugaHo3 «aumgoma u3 masbix AUMpboyUmMos»

Jiumdpoma 13 Manbix MMMGPOLMUTOB AMArHOCTUPYETCA NPU HaAMuMmM AvmdageHonaTmm, u/mam
CnAeHoOMeranuun, U/vanm UMTONeHuM, BbI3BaHHOM NOPA’KEHMEM KOCTHOrO MO3ra, NpW YC/I0BWUM, UTO
abCcoNOTHOE YMCI0 MOHOKOHAJNbHBLIX B-nMmdounToB B KpoBM He npesbiwaer 5000 B 1 MKA.
NMMyHonornyeckmin deHotTmun onyxonesbix B-numdbountos aHanornueH XJ1/1. inarHos AonKeH 6biTb
noaTeepxAaeH buoncuet AMMdaTUYecKoro y3na, KOCTHOFO MO3ra MW NOPAXKEHHOTO opraHa.

B rucTonornyecknx npenapatax Mop¢osiorMueckuii cybctpat npeactasieH AnddysHbim
pPOCTOM HebBONbWMX AMMPOUAHBIX KNETOK C OKPYIIbIMW A4pPaMK, KOMKOBATbIM XpomMaTWHOM, 6e3
OTYET/AMBLIX AApbleK. B cpesax TKaHM AMMATUMYECKOrOo Yy3/la Hepeako MNPUCYTCTBYIOT
bonnnKynonoaobHble CTPYKTypbl — nceBaodONIMKyAbl, TaK HasblBaemble 30Hbl POCTa,
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npeAcTaB/feHHble YBE/AIMYEHHbIM KOMYECTBOM MAPaMMMyHOONacTOB, KNETOK C Mopdosorvei
NPOAMMOOLMTOB C Pa3ANYMMbIMKU AAPbILWKAMK. [eTanbHOe FMCTONOMMYECKOe ONUCAHWe [aeTcA B
COOTBETCTBYIOLWMX pa3aenax pekomeHgaumi. Mpu nporpeccun X1 pasmep aTnx ncesaodonInKynos
YBE/IMYMBAETCH, OHU MOTYT camBaTbea. AuddepeHumanbHan ANArHOCTUKA MeXAy akTUBHbIM X/1/1 u
TpaHchopmaumein Puxtepa TpebyeT 601bLIOrO ONbITa CO CTOPOHbI NaTtomopdonora. B Takux cayyasnx
MOXeT MMeTb 3HayeHWe MO3UTPOHHO-IMUCCMOHHAA TomorpaduA. OnA AMarHOCTUKM CUMHAPOMA
Puxtepa Heobxogumo 6MONCUPOBATL OYarM CO CTAaHOAPTU3MPOBAHHbIM  YPOBHEM 3axBaTa
pagnodapmnpenapata (SUV) >10.

1.3 fluaezHO3 « MOHOK/OHAbHGILU B-KaemouyHsbili aumgpouyumos»

XN van aumoomy M3 manbix MMMOOLIUTOB MOMKHO 3anN0A403pUTb Yy NauMeHTa ¢ HebonbluMm
IMMGOUNTO30M, HO YUC/IOM MOHOKNOHANbHbIX B-numdountos <5000 B 1 mka kposu. Ecam no
AaHHbIM  du3MKanbHOro obcnepgosaHua, KT y nauMeHTa He BbiSBASeTCA AuMdageHonatms,
CnNeHOMeranus, a TakXe HeT UMTONEHMN BbI3BAHHOM NMOPAXKEHMEM KOCTHOFO MO3ra, AMarHoCTUPYHOT
MOHOK/IOHaNbHbIA B-knetouHblii aumooumtos (MB/1). MB/1 — He 3abonesBaHWe, a COCTOAHUE
npeapacnosioxeHHocTn K XJ1J1 c yactoton nporpeccun B XJ1/1 1-2% B rog. Kputepumu gmarHosa X1/,
JIMJT 1 MB/1 rpadmyeckn npeactaBaeHbl Ha cxeme 1.

Cxema 1
Kputepuun gmnarHosa XJ/1J1, MB, IM/.
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MoHoKnoHanbHbIe B-numbouuTsl

| !

<5000/ MKA >5000/mKkn
J
' )
NumdbageHonatia, cnAeHOMEeranua,
UMTONEHUH, HHGUALTPATUBHBIE MAK KpoHMueckuid numboneiikos
HMMYHH Bl
. l l J
—
HET ECTb )
MoHoKNOHaNbHEIA Numdoma us
B-KneTouHbIH Manbix
AMM$OUHTOS AMMGoUHTOB )

dbeHomeH MBJ1 6bln OBHapy)KeH B CBA3KM C Pa3pabOTKOM HOBbIX BbICOKOYYBCTBUTENbHbIX
MeTOA0B OUEHKM MUHMMANbHOM OCTAaTOMHOW 6onesHu. Mpu nccnefoBaHUM BO3MOMKHOCTEM 3TUX
MeTOA0B BbISICHWUIOCb, YTO MOHOK/OHA/bHble B-KNETOYHble MOMYAAUMKU, Hecylwume Te e camble
UMMYHODEHOTMNUYECKME NPU3HAKK, YTO U KNeTKku XJ1J1, BCcTpeyatoTca f0BObHO YacTo. bonee yem B
75% cny4aeB MMMYHOPEHOTUMMMYECKUI NPOGUAb 3TUX KNOHAAbHbIX MOMNYAAUMA HEOTANYMM OT
nmmyHodeHoTnna XJ1/1, To ecTb 3T KNeTkn akcnpeccupytoT CD5, CD23, cnabo akcnpeccupytot CD20
W NOBEPXHOCTHbIE UMMYHOTN006YAMHbBI. B yactn cnydaeB UMMyHOEHOTUN 3TUX B-KNETOUHbIX KNOHOB
oT/iM4aetca (bonblue HanoMMHaeT AMMGOMY MaprMHaAbHOM 30HbI), U TOrA4A OHM KnaccubuumpytoTea
cneayowmm obpasom:
e atunuyHbin X/1I1-nogobHbii MB/: CD5+, CD20bright, BaprabenbHan akcnpeccua CD23 (npwu
YC/I0BUM, YTO HET TPAHC/IOKALMM C ydacTmem nokyca Cyclin-D1);
e CD5-HeraTvBHbI MBJ1 (He cooTsetcTBytowmMiA X/1/1): CD5— 1 63 NPU3HAKOB APYrMX aTUMUYHBIX
MapKepoB numdonponndepatTMBHbix bonesHein (Hanpumep, CD10 ans npedonnmKynapHoi
nmmdomsl).

Takum obpasom, BbiABAEHWE KAeTOK ¢ dpeHoTMnom XJ1/1 B KpOBM He O3HA4YaeT Haauuune
numoonponmbepaTsHoit 60/1€3HN, MNOCKOAbKY K/OHaNAbHAA 3KcMaHcua B-nMmpoumnToB MOXKeT
BbIIBNATbCA Y 340pOBbIXx nogei. Yactota MBJ/1 konebnetca ot 3,5 go 12% u 3aBucut OT
reorpaduyeckoro pernmoHa, Bo3pacrta BbIbOpKKU uccnegyembix auy. Ho 6onee Bcero yactota MBK/I
3aBUCUT OT YYBCTBUTE/IbHOCTU METOAMKM MPOTOYHON LUTODNYOPUMETPUN: YeM YyBCTBUTE/IbHEE
meTtoa, Tem Jawe Bbiasaaerca MBJ1. OcHoBHylo Mmaccy cayvyaes MBJ1  cocrtasndet ero
CYOKAMHMYECKUI BapuaHT, Npu KoTopom anmooumnTosa HeT. Takne cnydyanm MBJT obHapykusatoTca
npu nccnefoBaHum 30POBbIX nogein BbICOKOYYBCTBUTENbHbIMU meTogamm
UMMYHODEHOTUNNPOBAHMA. YMCNO KNOHaNbHbIX B-numdouuTtos B 95% cnyyaes meHbwe 0,056 x
10°/n. 3HauuTenbHo pexke BCTpeYaeTca «KAMHMYecKMn» MBJI, npu KOTOpOomM Yy MauMeHTa
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obHapyKMBaeTcA HeBbICOKMN numooumnTos. «KnmHuyeckuit» MBJ1 npeacrtaBnaetr coboli cmechb
CNy4YaeB HayvanbHbIX 3TanoB XJ/1J/1 1 MOHOKAOHaAbHOIO B-KnetoyHoro nmmoumtosa. K corkaneHuto,
[0CTOBEPHbIX CNOCOB0B PA3NNUNTL STU COCTOAHMA HET. PUCK Nporpeccnn B N1€MKO3 NpU KAMHUYECKOM
MBK/1, no aaHHbIM pasHbIX UccneaoBaHuin, konebnetcs ot 1% no 4% B rog. MBJ1 umeeT 3HadyeHue ¢
NCUXONOTMYECKOW TOYKM 3peHuA AOaa MNauMeHTOB, KOTOPbIM CTaBAT AMarHO3  «JIelKosy.
Ncnonb3oBaHMe TEpMUHA «IEMKO3» B TaKUX C/lydanx HeceT B cebe BeccmbICNeHHbIN cTpecc. TaKKe
Ba)XXHO, YTO BbIABNEHME NONYAALMN KNeTOK C deHoTunom XJ/1/1 B KPOBM Yy MauMeHTa C HEACHbIM
NIeroYHbIM MPOLLECCOM, HEBPOJIOTMYECKOM CUMMMTOMATUKOM, oO4YaraMn B MeYeHU, MNOoYKax Wan
roN0BHOM MO3Te He/b3A CYMTATb AOKA3ATENLCTBOM TOM0O, YTO 3TM NPOABAEHUA 0b6bACHAOTCA X/1/1.

1.4 F'ucmosnoeuvyeckasa mpaHchopmMayus XpoHUYecKkoz20 aumeornelikosa

Y 3-5% nauuentoB ¢ X1/ u aumdpomoin 13 manbix ammdoumnTos passmsaerca guddysHaa B-
KpynHoknetouHas numeboma (ABK/) nam numdboma XogkkuHa (/1X). MNosBneHne KpynHOKNETOUYHOM
numebombl Ha doHe XJ/1/1 HasbiBaeTca cMHaApoMmom PuxTepa (CP). MosasneHne aumdombl XOAKKMHA Ha
¢doHe XJ1/1 HasbiBaeTcA XOAXKKUHCKON TpaHchopmaumen. Bo Bcex ciyyasx SIOKasbHOro 6bicTporo
yBenYeHMa AnUMPOyY3NoB WAWN CYLLECTBEHHOTO MW3MEHEHUS KAWMHWYECKOW KapTUHbI 60nesHu
(nosiBneHMA B-cumnTomMOB — BHE3aMNHOW NoTepu Beca, HOYHOM NOTAMBOCTU) HEOBXOAMMO BbINOJHUTL
6uoncmo 1MmedaTMYecKoro y3nia, KOCTHOrO Mo3ra WM 3KCTpaHoAas bHOro ovara. CuHapom PuxTtepa
KOHCTaTUPYeTCA TO/IbKO Ha OCHOBaHWU MMCTONOMMYECKOro UccneaoBaHus.

BonbwuHcTBo cnyyvaes [ABK/T Ha ¢oHe nmmdoneinkosa otHocutca K ABC-BapuaHTy no
UMMYHOTUCTOXMMMYecKkoMy anroputmy Hans-Choi. CyuwiecTBeHHOe 3HayeHMe MMeEeT KOHCTaTauus
KNOHANbHOM CBA3M MexXay UcxoaHbim kKnoHom XJ11 u guddysHoin B-kpynHokneTouHon ammdomoii,
noseuslenca Ha ero ¢oHe. MporHo3 [BK/l, BO3HMKWeN de novo, 3HAUUTENIbHO Nydlle, Yem B
cnyyasx, Korga ABKKJ/T npeactasnset coboit TpaHchopmaLmMIo MCXOLHOTO KaoHa XJ1J1. TaKkyto cBf3b
MOXHO YCTaHOBUTb MO M30TUMY IETKON Llenn MUMMYHOTr106yanHOB. ECan M30TMN MCXOAHOIO KOHA U
OBKK/1 He coBnagaeT, peyb naet o [BK/1, Bo3HUKLWeN de novo. Ecam M30TMN coBnagaeT, KNOHabHanA
CBA3b [J0OCTOBEPHO MOMET ObiTb YCTaHOBJAEHA TOJILKO MO MOJIEKYASPHOMY aHanu3y reHoB
BapuabenbHOro permoHa MMMYHOr0byAnMHOB. [Ae BO3MOXKHO, PEKOMeHAyeTcA onpeaeneHue
KNOHaNbHOM cBA3Mn mexay BRI n X11.

2. NnaH ob6cnepnoBaHUA NALMEHTOB HA MOMEHT YCTAaHOB/IEHUA ANAarHo3a

OcmoTp ¢ nanbnauuein AMmeoysnos, nedeHu, ceneseHkn. OCMOTP MUHAANMH.
O6uMin aHaM3 KPOBU C onpeaeieHMeM YPOBHA PETUKYIOLMUTOB.

MNpoba Kymbca.

CTaHAapTHLIN BMOXMMUYECKUIA aHaNU3 KPOBW, BKAtOYatowmn 14T,
NMMyHOpEHOTUNMPOBaHME KpoBM™.

Y3U opraHoB 6pIOLLIHOMN NONOCTW.

No vk wDNR

PeHTreHorpadua rpyaHomn KNeTkn Ans BbiBAEHUA MacCMBHOM nMmdageHonaTmm.

14 o
MuHMManbHasa NaHeNb UMMYHOPEHOTUNUPOBAHMA NPELCTaBAEHA B Pa3aene «4MarHo3 XPOHUYECKMUi
nmmdonenkos»
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8. OnpeaeneHne mapkepos BUpYyca renatuTa B™.

© Beem nauueHTam, KOTOPbIM NIaHUPYeTCA HasHayeHue aHTuTen K CD20 (puTykcumab, opaTymymao,
06UMHYTY3yMab), Heo6x04MMO NPOBOAUTL Pa3BEPHYTOE BUPYCONOrMYECKOe 06Ccnen0BaHME AN1A BbIABNEHUA
MapKepoB BMpYyca renaTtuta B, Bkntovatowee HBs-aHTUIEH, aHTUTENA K MOBEPXHOCTHOMY aHTUreHy (aHTu-HBs),
aHTUTena K cor-aHTureHy (aHtTu-HBcor) n KauecteeHHoe onpeaeneHne AHK Bupyca renatuTa B B Kposu. ITOMy
BOMpOCY NpUMeHuTeNbHO K X/1/1 yaensetca ocoboe BHUMaHMe, MOCKONbKY KNeTku XJ1/1 asnsatoTca
AOMNO/IHUTE/IbHBIM pPe3epBYapoM ANA BUpYyca renatuta B. JlaTeHTHaa MHPeKums, BbiaBaHHaA HBV, BbiasaseTcs y
naumeHToB ¢ X/1/1 yale. 3HayeHne mapkepos HBV-nHdeKLUN 1 npegnonaraemole 4eNCTBUA NPEeACTaB/EHbI B
Tabnavue 2.

Tabnuua 2
3HayeHMe MapKepoB BUPYCHOro renatuTa B
HBs- AHTU- AHTU- OHK HBV | [elictBua
Ag HBc HBs
He KoHTaKTMpoBsan c HBV - - - - MposecTn BakLMHALMIO
MpoTMBONOKa3aHUi
K aHTU-CD20 HeT
BaKkuuHauuna nposegeHa - - + - MpoTrBOMNOKa3aHui
K aHTM-CD20 Het
PekoHBanecueHT - + + - MpoTrMBONOKa3saHui
K aHTU-CD20 Het
Bo3morkHoe naTeHTHoe - + - +/- KoHtponb AHK HBV Kaxable 2

HocuTenbcTBo HBV mecsaua

Ha3Ha4yeHune

OHK HBV
HeakTnsHoe HOCUTENbCTBO + +/- - +/- HasHaueHune
HBsAg NPOTMBOBUPYCHbIX

npenapaTos

XpoHuyecKkuit renaTtut B + * * +/- OTKa3aTbcA
oT aHTM-CD20 nnm
NPOTUBOBUPYCHaA Tepanua A0
Tepanuu, BeCb nepuoa

OKOHYaHuA**

* Npu BbiABAEHUN HBs-aHTUreHa NepeyeHb NOKasaTenen AoakKeH 6biTb pacwmpeH, HeobxoAnma KOHCyAbTaumsa
renaTtonora.
** Mpn HeobXoAMMOCTM HasHayeHMsa aHTM-CD20 nokasaH MNOCTOAHHbLIA Npuem 3HTekasupa 0,5 mr/cyT.
DHTEeKaBMP  Ha3Ha4yaloT Ha Becb Mepuoj NevyeHus/MoALep)KUBAlOWEN TepanMum M He MeHee roga nocne
3aBepLIeHMA UMMYHOCYNPECCUBHOM Tepanuun Npu HEOAHOKPATHbIX OTPULATE/bHbIX Pe3yabTaTax TeCTUPOBAHUA
OHK Bupyca rematuta B B KpoBu. OnTMmanbHaa nNpPOLO/IKUTENbHOCTb TEpanuu 3SHTEKaBMpOM nocne
3aBeplleHMa Tepanun puTykcumabom He onpegeneHa. Ecam naumeHTy ¢ X/11 cneumduueckaa tepanua He
nokasaHa, B MPOdUNAaKTUHECKOM Ha3HAaYeHWW 3SHTEeKaBMpa HeT HeobxogumocTu. JTamUBYAWH He AOSXKeH
NpUMeHATbCA Yy naumeHToB ¢ XJ1J1, NOCKOMbKY peyb Bcerga MAaeT O AAUTENbHOM Mpueme NPOTUBOBUPYCHbLIX
npenapaToB. K KOHLy BTOPOro roga npuema naMmByAuMHa K 3TOMy npenapaTy yctonunso 6onee 40% wWrtammos
HBV, K KoHLy 4YeTBepToro roga npuema — 70% wrammoB HBV. Mpu pasBuTUM YCTOMYMBOCTU K SHTEKABUPY
nokasaH nepexog, Ha TeHodposup 300 mr/cyT.

K HacTosawemy BpemeHn onybavMKoBaHbl AaHHble 06 O4HOM Ciayyae peakTMBaLMM BMUpyca renatuTta B Ha
¢doHe npnema nbpyTMHNOBA, HECMOTPSA Ha TO, YTO ObLLEe YNCNOo NALUNEHTOB, MPUHUMAIOLLNX NOPYTUHMO, B MUpe

BO Bpemsa Tepanun aHTM-CD20,

NpPOTUBOBUPYCHOM Tepanuu
npu noasneHun HBsSAg wnun

BO Bpemsa Tepanuu aHTu-
CD20+ + roa nocne oKoHYaHUA

neyeHumA + rog nocne
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9. MauneHTam monoxe 55 net pekomeHayetca nposegeHue FISH Ha geneuuto 17(p).
10. OcTanbHble nccnesoBaHUA — Mo HEOBXoAUMOCTU.

3. NnaH 0bcnepoBaHNA NaUMEHTOB Nepes HayanomM Tepanuu

OcmoTp ¢ nanbnaumen AMMdoysnos, neyeHu, ceneseHkn. OCMoTp MUHOANMH.
O6Wmnin aHaNN3 KPOBU C onpeaeneHnem ypoBHA PEeTUKYIOLMUTOB.
CTaHOapTHLIN BMOXMMUYECKUIA aHaNU3 KPOBW, BKAtoYatowmn 14r.
NMmyHOdEHOTUNNMPOBAHME KPOBM, €C/IN HE BbINOHANOCH paHee.
OnpeaeneHne mapKepoB BMpYyca renatuta B, ecm He BbINOIHANOCH paHee.
MNccnepgoBaHWe KOCTHOTO Mo3ra (Myenorpamma).
KomnblotepHas Tomorpadua rpyaHOM KNeTKM n 6pIoliHOM NoI0CTU € B/B KOHTPacTUPOBaHNEM.
Mpob6a Kymbca (npsamas).
FISH Ha del(17p)*
. No3nTPOHHO-3MKCcCMOHHas Tomorpadua (M3T) — npu Nnogo03peHNN Ha cCUHAPOM Puxtepa.

L o N A WN R
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. MpU HaNUYUKM BOSMOXKHOCTM - MyTaLmm IgVH' n TP53"®

=
N

. KonnyectBeHHan oueHKa KOHLEHTpaumMm uMmmyHornobyanHos A, M, G cbIBOPOTKM KenaTesbHa,
HO He HeobxoaMMma. ¥ NauMEeHTOB CO CHUMKEHUEM BCEX KNaCCOB MMMYHOTN06yNMHOB MHbEKLMK
BO3HMKAIOT YaLLe.

13. Mpu nopospeHun Ha TpaHcPopmaumio MokasaHa Ouoncma nAnMmeoysna, KOCTHOrO MO3ra,

3KCTPaHO4A/IbHOTO oYara.

14. OcTanbHble UccnefoBaHUA BbIMOMHAKT, UCXOAA U3 KNIMHUYECKUX NMOKa3aHWUM.

4. NnaH o6cnepoBaHUA NALMEHTOB NO 3aBepLUEeHUN Tepanum

OUEeHKY pemuccMM NpoBOAAT ABYXKpaTHO: uyepe3s 1 mecAu, M yepe3s 3 mecAua OT AaThl
nocnegHero Kypca. Yepes mecsl, AOCTaTOYHO aHa/iM3a KpoBM, OCMOTpa NaumeHTa u Y3U opraHos

npesbiwaeTt 25 000. Moka He ACHO, BO3MOXHO M H6e3onacHoe Ha3HayeHue MOPYyTMHM6GaA maumeHTam c HBs-
QHTUTEHOM.

' MnasHbIM UMTOreHeTUYeCKMM MapKepoM, HEMOCPEACTBEHHO BMAIOLLMM Ha TEPANEBTUYECKYHO TaKTUKY,
asnaetca geneums 17p. PekomeHayeTcAa NpoBOAUTb CKPUHUHT Ha Aeneuunto 17p y Bcex NaLMeHTOB, MMEIOLLNX
NOKa3aHWA K Havyany Tepanuun. B npesliectsyioluLelt Bepcun pekomeHgaunin FISH He pekomeHa0Banochb
NpPOBOANUTL MaLMEHTAM, Y KOTOPbIX HET NOKa3aHMUI K Havany Tepanuu. B HacTosLee BpemMa y 3TOM rpynnbl
60/1bHbIX NOABWUIACH PeasibHas TepaneBTUYECKan aibTepHaTUBa — MOPYTYHUO. [4e BO3MOKHO, NauMeHTam ¢
Aeneumeint 17(p) HeobxoaANMMO NpoBeaeHME aNNOTeHHOM TPAHCNAAHTaLMK. B ¢BA3M C 3TUM CPOK BbIfBNEHUA
del(17p) nmeeT 3HauyeHme. No3TOMY CKPUHUHT Ha del(17p) npeanoyTMTEIbHEE Y NALMEHTOB, KOTOPbIM MOXKET
6bITb MPOBeAEHA aNNOreHHaA TPAHCNIAHTALMA HA MOMEHT YCTaHOB/IEeHUA anarHosa. Mpu soissneHun del(17p)
nokasaHo nposegeHne HLA-TUNMPOBaHMA NALUEHTA U NOTEHUMANbHbBIX 4OHOPOB. [pK Maneliem NoAo03peHUU
Ha AMMPOMY 13 KNETOK MaHTUIAHOM 30HbI NOKa3aHo nccnegosaHme t(11;14).

v MyTaummn VH-reHoB MMerT NpOorHOCTUYeCcKoe 3HayeHune. B HacToAwee BpemA NPOrHo3 y naumeHTos ¢ X/1J1
OLLeHMBAIT MO MEXAYHAPOAHOMY NMPOrHOCTUYECKOMY MHAeKcy ansa X/1/1 (cm. pasgen 5.1). UHaekc TpebyeT
OLEHKM 6eTa-2-MUKpOrnobynmHa, MyTauMoHHOro cTaTyca VH-reHoB, a TaKKe LLUTOreHeTUYeCKoro
uccnefoBaHus. Fae BO3MOXKHO, PeKOMEHAYETCA onpefesieHne STUX NoKasaTenen. Y naumeHToB ¢ MyTaLnsamm
VH-reHoB, foCTUrnX 6bICTPOro NoAHOro oTeeTa (Nocne 2 — 3 UMKA0B) BO3MOXKHO COKpalleHue 403
npenapaTos uau yncna umknos FCR/BR. Mpu 3To pemuccum y AaHHOM rpynnbl 60/bHbBIX CTO/b Ke AT NbHbI.
1 MyTaumm TP53 nMetoT TaKoe e 3HavyeHue, Kak n geneums 17p.
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bptowHol nonoctu. ®OuHaNbHYO OLEHKY NpoBOAAT yepe3 3 mecAua. OHa BK/AoyaeT B cebs
cneaylolee:

OcmoTp ¢ nanbnaumeint 1Mmedoys3nos, neyeHu, cesieaeHkn. OCMOTP MUHAANNH.

O6wWmit aHanNn3 KPoBM.

KomnbloTepHas Tomorpadua rpyaHoi KNeTkn 1 6prollHOM NOAOCTU C B/B KOHTpacTUpOBaHMEM —
B PaMKax KIMHUYECKUX UcCnenoBaHUM.

MauneHTam C KANHUYECKOM MOJIHOM PEeMUCCUEN KenaTeslbHO UcceAoBaHne MUHMMAJIbHOM
OCTaTO4HOM 6ONE3HWN C NOMOLLBbIO MHOFOLBETHOM NPOTOYHOW LmuTodayopumeTpun. Mpn BobiABAEHUMU
OCTaTOYHbIX KNeToK XJ1J1 KOHCTaTUPYeTCA YacTMYHAA pemuccuns no GakTy BbIABAEHUA MUHUMAIbHOM
OCTaTo4YHOM 60/s1e3HU. B 3TOM c/lydae B Ucc/ieaoBaHUM KOCTHOrO Mo3ra HeT HeobxoaumocTu. Ecam B
KpoBKW KneTku XJ1/1 He onpenenstoTcs, NokasaHo Mcc/eloBaHWE KOCTHOro mosra. Mpu oTcyTcTBum
MUWUHMMaIbHOM OCTaTO4YHOM 60/1€3HM B KOCTHOM MO3T€e, a TaK¥Ke OTCYTCTBUN MHOUNbTPALUM KOCTHOTO
Mo3ra Knetkamu XJ1J1 KoHCcTaTUpyeTcs NoHan PeMUCCUS.

Kputepumn pemuccmm npmMBoaATcA B NocaeaHem pasaesie pekomeHaaumi.

5. OnpepaeneHue ctagum

CTaaMpoBaHMe OCyLLECTBAAETCA NO pe3ynbTaTam 06ciefoBaHNA B COOTBETCTBUM C KPUTEPUAMM
Knaccudpuraumm J.L. Binet (Tabnumua 3).

Tabnvua 3
Craguun XJ1/1 no Binet
Cragmna [XapakTepucTtuka MeaunaHa % 60NbHbIX B
BbI*KMBAEMOCT nebtoTe
n, Mec.
9
A Hb >100 r/n, TpomboumTbl >100 x 10 /n >120 60
MopaxkeHo <3 nnmdartmnyecknx obnacrem
9
B lHb>100 r/n, TpomboumTbl >100 x 10 /n 61 30
MopaxkeHo >3 nnmoaTtmnyeckmnx obnacrei
C Femorno6uH < 100 r/n 32 10
UaU ypoBeHb TpomboumTtos < 100 x 10°/n

JNiumdaTtnueckne obnactu:

*  wWeiHble "umooy3nbl;

*  noamblweyHble AMmoy3bl (C 0OLAHOM UK ABYX CTOPOH);
*  naxoBble AMMOY3/bl (C OAHON UK ABYX CTOPOH);

*  MeyeHb;

° cene3eHka.
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MexayHapoaHbIM NpPOrHocTUYeckun mnHaekc (MMNU) ans xpoHudeckoro nvmdboneinkosa

pa3paboTaH Ha OCHOBAHWM aHanM3a BbIXKMBAEeMOCTUM 3472 NaUMEHTOB, BK/OYEHHbIX B BOCEMb

nuccnenosaHuii, nposoamsimnxca B EBpone n CLUA. MHAEKC OCHOBAH Ha NATM NapameTpax:
Hanuuue del(17p) u/man mytaumin TP53,

cragus,

vk wnN

BO3PacT NaLMeHTOB.

ypoBeHb 6eTa-2-MUKpornobynunHa,

MYTALMOHHBIN CTaTyC reHoB BapnabenbHOro permoHa MMMyHOT/106YIMHOB,

Kaxkgomy 13 3TMX NoKasartesnei npuceoeH 6ans, oTparkaloLlinii OTHOLEHNE PUCKOB NPOrpeccmm

unn cmeptu (Tabaunua 4). MMU ana X1 no3sonseT AUCKPUMMHMPOBATb MALUMEHTOB Ha 4eTbipe

rpynnbl: HM3Kaa (0—1 6ann), npomerkytouyHasa (2—3 6anna), Bbicokas (4—6 6annoB) M O4YeHb BbICOKas

(7-10 6annos). O6was BbiKMBaemocTb (OB) B 3Tux rpynnax nokasaHa B Tabnuue 5. CywectsytoT

AaHHble, YTO MHAEKC NO3BONAET CTPATUPULMPOBATL NALUMEHTOB B peumamse XJ1/1.

Tabnuua 4
MeKAyHapOAHbIN NPOrHOCTUYECKMIA MHAEKC
MNapameTp «—» 3HayeHue opP bannbl
TP53 (17p) Oeneumns/mytauma 4,2 4
Cratyc IgVH Bes myTauumi 2,6 2
B2M, mr/n >3,5 2,0 2
Craans B/C vnu Rai I-IV 1,6 1
Bospact >65 net 1,7 1
Bo3moOXHble 3HaYeHUA LWKaNbI 0-10
Tabnuua 5

O61as BbIXKMBaeMOCTb 60bHbIX B rpynnax no MM

pynna pucka

bann

N (%) 601bHbIX

5-netHsas OB
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Huskas 0-1 340 (29%) 93,2%
MpomerKyTouHas 2-3 464 (39%) 79,4%
Bbicokas 4-6 326 (27%) 63,6%
OyeHb BbiCcOKasn 7-10 62 (5%) 23,3%

6. dopmynuposaHue anMarHosa

[narHos «XpoHnyeckuin immeponenKkos» CKNaabiBaeTca U3 NATU COCTAaBAAIOLLNX.

1. Cragua no KnaccuduKaumm Binet ykasbiBaeTca Ha TeKyLWUIA MOMeEHT. B gmMarHose pekomeHayeTcA
OTMETUTb  HaMuMe MacCMBHOW AumbageHonatmm  (pasmepbl >5 cm, o06pasoBaHue
KOHIIOMepaToB).

2. YKasaHue rpynnbl pucka XJ/1J1 no mexxayHapogHOMY NPOrHOCTUYECKOMY MHAEeKcy. Ecnm nssecteH
TOJIbKO cTaTyc TP53, yKa3biBaeTCA BbICOKUIN PUCK.

3. MWHdopmauma o npealuecTByloLEen Tepanuu.
daza: 6e3 nNokasaHWt K Tepanuu, PemMUCccus, paHHUIA peuuams, NO3AHUIN peunauns (NepBblid,
BTOPOW, N-Hbli1), NporpeccMpoBaHue.

5. OcnoxkHeHuA.

B amarHose yKasbiBaeTca TO, YTO CYLECTBEHHO AJ1s ONUCAHMA TEKYLEN CUTyaLMn U NPUHATUA
peLleHuns o Tepanuu.

Mpumepbl GopmynnMpoBaHMA AnarHosa:
* XN, cragua A, MM 0, 6e3 NnoKasaHuWi K Tepanuu;
* XN, ctagua B, MMNU 4, maccuBHan abaomnHanbHas aMmdaaeHonaTus, BbICOKMIA PUCK;
* X/, ctagma B, MIN 5, coctoaHmne nocne wectn Kypcos FC, pemunccus;
* XN, ctagua A, cocTositHME Noc/e Tepanumn Xx1opambyumnom, NporpeccupoBaHme;
* X/, ctagua C, MINU 3, ayToummyHHaa remoantudeckas aHemumsa |l cteneHmn taxecTy;
e X/, cragua C, coctoaHue nocne nAtu Kypcos FCR, wectn Kypcos R-CHOP, moHoTepanuu
anemTysymabom, Tpetuit peuname. Acnepruanes Nerkmx.

7. JleyeHue

7.1 [Moka3aHus K Ha4yasay mepanuu B-Kkaemo4Ho20 XxpoHuUYecKo2o aumgonelikoza

Okono 30% naumeHToB (ABe TpeTn 6onbHbIX co cTagnein A B AebioTe) MMeT Mea/leHHo
nporpeccupylowiee TedeHue X/1/1, npudem  NPOAOKUTENbHOCTb  UX KU3HU  6AM3Ka K
obuienonynaunMoHHon. Y Hebonbwoi rpynnbl  MauMeHToB C  Taewlmm TedyeHuem X/
HeobX0AMMOCTb B JIeYEHUM He BO3HMKAeT HuKorga. Hanamume Takoil rpynnbl 60/bHbIX AenaeT
060CHOBaHHOW TaKTUKY BbBKUAATENbHOrO HabNOAEHUA [0 MNOABAEHMA MOKasaHW K Tepanuu.
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Bcneacteune 3atoro Tepanus XJ/1/1 AONMKHA HAuMHATbCA NPU HaAUuMKM CedyloWwMX MOKasaHui no
Kputepmsam IwCLL 2008 [I,A]:

1. OauH nnn bonee CUMNTOMOB MHTOKCUKALIUK:

* noteps Beca >10% maccbl Tena 3a 6 mecsues (ecnM NAaLUEHT He NPUHUMAN MepbI K

noxyaaHuio);

* cnaboctb (ECOG 22, HeTpyaoCcnocobHOCTL);

* cybdebpunbHas nnxopaara 6e3 npusHakos UHbEKLUY;

*  HOYHble NOTbl, COXpaHsatoLWmecs bonee mecaua 6e3 NpM3HAKOB MHDEKLUUN.
2. Hapacratowasa aHemua n/mnm tpomboumToneHuns, obycnosneHHas MHGUAbTPaLMEN KOCTHOTO
MO3ra.
AyTOMMMYHHasa aHeMua U/ man TPOMBOLUTONEHNA, PE3UCTEHTHbIE K NMPeaHU30/10HY.
Bonblime pasmepbl cenieseHKn (>6 cm HUXKe pebepHoi Ayru), ABHOE yBENMYEHME OpraHa.
MaccmBHasa 1 HapacTatowan ammeageHonaTus.

o v kW

Bpemsa yasoeHua numebountos (BYJ1) meHee 6 mecaues.

MNaumenTtol B8 ctagum A ¢ AUTA wvan UTI ponKHbl NoAy4vaTb JiedeHne No MNOBOAY 3TUX
OC/IO}KHEHUI (Hanpumep, NPeaHMU30/0H), @ He NPOTMBOJIEMKO3HYIO Tepanuio. Eciv ayToMmmyHHoe
OC/IO}KHEHWE M/I0X0 OTBEYAET Ha Tepanuio CTeponaamm, BO3MOXKHO NPUMEHEHME HAaNpaB/eHHOM Ha
Xnn MMMYHOXUMMOTEPANUN. BeccumnTomHasn rMNorammarnobyanmHemus " Hannune
MOHOK/IOHa/IbHOM CeKpeLmMn camm No cebe He ABNAOTCA NOKA3AHUAMM K TIeUEHUIO.

BbiABneHMe mapKepoB OTpULLATENbHOrO NPOrHO3a, B TOM uucie geneuuun 17p He asnaeTca
NoKasaHMeM K Hauyany Tepanuu. HeKoTopble nauueHTbl co cTagnen A u peneumeinn 17p moryt
ONVTeNlbHOE Bpems He HyXAaTbcA B JiedeHMM (0cobeHHO, nauueHTbl € COMATUMYECKM
rmnepmyTMpoBaHHbIMU IGVH reHamu).

7.2 ObocHosaHue neyebHol makmukxu

Bbi6op Tepanuu y naumeHToB ¢ XJ1/1 6asmpyerca Ha Tpex rpynnax ¢pakTopos:

1. Xapaktep 60ne3HU: TAKECTb KIMHMUYECKUX NPOABAEHUI, Hannume $akTopoB HebnaronpuATHOro
nporHosa (aeneuus 17p, mytaums TP53);

2. CoctoAHMe 60ONbHOrO: BO3PAcCT, COMATMYECKMIA cTaTyc, conyTcTBylowMe 3aboneBaHus,
0XKMaaemas NpPoao/IKUTENbHOCTb KU3HW, He cBa3aHHasA ¢ XJ1/1;

3. ®aKTopbl, CBA3aHHbIE C JIeYEHMEM: HaAMuYMe MPOTUBOMOKA3aHMI K [AaHHOMY npenapary,
KauyecTBO M NPOAO/IMMUTENBHOCTL OTBETA Ha paHee MPOBOAMBLUEECA JIeYEHUE, XapaKTep
TOKCMYHOCTM paHee NPOBOAMBLIErOCA IeYEHUA.

XpOHUYecKMii "MMbONenKo3 B HACTOALLEE BPeMS HEU3NEYUM, U BONbLUIMHCTBO 3a60aeBLUIMX
noxunole nwan. B cBA3M C 3TMM BO3PACT, YMCIO W TAMKECTb COMYTCTBYHOLMX 3aboneBaHWUi
onpeaensloT LeAn nedeHus B bonbluern mepe, yem 6GMOIOrMUYECKas XapaKTepUCTUKA OMNyXo/eBbIX
Knetok (Kpome peneumm 17p u mytaumii TP53). Moatomy pacnpegeneHve nNauUMEHTOB Ha
TepaneBTUYECKUE TPYMNMNbl OCHOBLIBAETCA Ha MX COMATUYECKOM cTaTyce U KomopbuaHoctu (Tabn. 6).



229

BblgenatoT Tpu TepaneBTMYECKUE Tpynnbl. Y NauMeHTOB C XOPOLIMM COMaTMYecKMM cTatycom 6e3
conyTcTBylOWMX 3aboseBaHUN HEoBXOANMMO CTPEMUTBLCA K AOCTUMKEHMUIO MOJIHOW PEemMUCcCUMK, Mo
BO3MOXHOCTU C 3paguKaumein MMHMManbHOM OCTaTOYHOM 60/1€3HM, MOCKO/IbKY TO/IbKO TaKan TaKTUKa
MOXKET MPUBECTU K YBEAUYEHUIO NPOAOIHKUTE/IbHOCTU KU3HW. Y MaLMEHTOB NPEeK/JIOHHOro Bo3pacTa
CO MHOXECTBOM COMyTCTBYHOLWMX 3aboseBaHMA HeobXoAuMO CTPEMMUTbLCA K OOCTUMKEHMUIO
30 PEKTMBHOIrO KOHTPOAA HaA Onyxosbto, M3beras HeonpaBAAHHOM TOKCMYHOCTM. Y NauUMEHTOB
CTapyecKoro Bo3pacTa C OpPraHHOM HeAOCTaTOYHOCTbIO LEenb fleyeHuAa nannmatueHasn. CyuiecTsyet
0OBEKTMBHAA LWKana OLEHKU YMcia U TAXKeCTU conytcTByowmx 3abonesaHnin — CIRS (Cumulative
lliness Rating Score). B peanbHOW KAWHWYECKOW MNPAKTUKE OLEHKA KyMYAATUBHOIO WHAEKCA
KOMOpbMAHOCTM He TpebyetcA. B HacToAwee Bpems MOHATUE «3HAuyMMas KOMOPOUAHOCTb» He
MOXKeT 6blTb 0OBbEKTMBHO M BOCNPOM3BOAMMO oOnpeneneHo. B cBA3M c 3TMM pacnpegeneHue
NauneHToOB Ha TepaneBTUYECKME FPyMibl ONPeaenaeTcs peleHnem Bpaya.

Tabnuua 6
MoapasgeneHue Ha rpynnbl naumeHTos ¢ XJ1/1
Komop6ugHocTb, HeT 3HaumMmom 3Haummasn Crapueckumin BO3pacT,
BO3pacT KOMOopbMaHOCTM KOMOpP6MAHOCTb OpraHHble HeA0CTaTOYHOCTH
Llenb Tepanumn JonrocpoyHana pemuccus, KoHTpoAnb Hag, MannnatneHan
spagmkaumna MOb 60/1e3Hbl0, HMU3KaA
TOKCUYHOCTb

06Lwan cxema Tepanmm NaLMEeHTOB C XPOHUYECKUM MMMbONENKO30M NpeacTaBieHa Ha cXxeme

Cxema 2.
Anroputm TEpanmMmn NAaLMEHTOB C XPOHMUYECKMM NMMONENKO30M
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| AwarHos I_., [ MoKasaHuA K neveHno |, _,, [ BeikHAaaTensHoe HabnogeHue ]
‘—* +
— ( MNMoKasaHMA K NeYeHHUIo

—

‘-H

— v ¥
[ MNpernouHEli Bo3pact, komopBugHoCTs ] [ BbICOKMA pHCK ] ( Monofo# BO3PACT, Be3 SHAYHMBIX ]
1 COMYTCTEYHOWMK 3aBonesaxmi
n
" 1 XnopambByumun + obuuytyaymal (GP*
3 2. MBpyTHHHG? NporpeccHa, "
H 3. BeHAAMYCTHH +/- pUTYKCHMaG® Peyngue <24 | +— FCR, BR
A 4. FCR-Lite® mec.
5. XnopamByumn +/- puryHcumats l
) ‘ L HBpyTHHKHE®, iBR?,
p| [L_omer | Herorera | [ BR/FCR/FMCR
e ' ¥
u D) ATy AnkTepHaTMBHan 1
H NpegnoutHTeNsHEE
G Tepanya
A HWEPYTHMHHE® B MOHOpPEHHME
M 1 UMK B KOMBHHALMM C aHTH- | —— ANNOTr@HHaA TPaHCNAAHTALMA
. CD20 w/wnn XT
(CHerorsers }—o

7.3 J/leyeHue mMos100bix NayueHmos

CTaHgapTOM Tepanuu NepBON SIMHUWM Yy MONOAbIX NALMEHTOB C XOPOLUMM COMATUYECKUM
cTaTtycom sBnsetca pexum FCR (bnymapabuu, umknodochbammg, putykcumab) [I, B]l. dTa
pPEKOMEHAALLMA OCHOBbLIBAETCA HA Pe3y/bTaTax MCCAef0BaHWUM, NOKa3aBLIMX NPEBOCXOACTBO PeXMMA
FC Hag moHoTepanuei ¢nysapabuHom, a TakkKe Ha pPaHAOMM3MPOBAHHOM uccnenoBaHum CLLS, B
KOTOPOM BMepPBble B UCTOPUM SiedeHns XJ1/1 NoKasaHo yBeMyeHne obLuel BbIXKMBAEMOCTU BO/IbHBIX.
O6HoBneHHble B 2016 rogy pesynbTaTbl uccnegoBaHua CLL8 nokasanu, yto B rpynne FCR uucno
BbIXXMBLUMX NPU MeauaHe HabnwoaeHun, pasHol 4,9 roga, coctaBuio 69,4% no cpaBHeHUIO € 62% B
rpynne FC (oTHoweHune puckos [OP] = 0,68, 95% poseputenbHbili UHTepBan (4M) 0,535-0,858, p =
0,001). MeamaHa becnporpeccuBHoi BbixkMBaeMmoctTu (BMB) y 6onbHbix ¢ myTaumsamu IGHV,
nosayyaBwmx nedeHue no cxeme FCR, He gocTurHyTa.

OTpaneHHble pe3ynbTaTbl NepsBoro wuccnegosaHua pexxuma FCR, nposegeHHoro B MD
Anderson Cancer Center, cBMAETE/NbCTBYIOT O TOM, YTO 6-n1€THAA 06wasa mn becnporpeccMsHas
BbI*KMBAEMOCTb cocTasnAeT 77 n 51%, cooTBETCTBEHHO, OAHAKO Npu 3Tom pexxum FCR accoummpyetca
C BbICOKOW 4acTOTOW pPasBUTMA HekenaTeNbHbiX fABaeHui (HA), ocobeHHO uUMTOMEHUM W
MHOEKUNOHHDBIX OCNOXKHEHMI. TaK, Hanpumep, B uccnefosaHum CLL8 neinkoneHua n HeTponeHns 3—
4-i1 CcTeneHU TAMKECTU COrNIacHO ObLWMM KpuTepuam ToKkcmyHocTu (CTC) Habnwoganucb y 24 n 34%
nauneHTtos, nonyyaswux FCR, y 25% 3aduKcnMpoBaHo passutue MHPeKumit 3—4 cTeneHu TAXKecTu.
CHMKeHMe TOKCMYHOCTM BO3MOMKHO 33 CYET YMEHbLUIEHUA 03 XMMUOTepaneBTUYeCKUX Npenapatos
(FCR-Lite), cHuskeHMs uncna kypcos FCR anbo nytem 3amelyeHnn dnaygapabuHa u umknodochammnaa
6eHgamycTMHOM. [ns  naumeHtoB 6e3  mytaumit IGVH ©  UUTOreHeTMYecKUx aHomasnui,
accounmpytowmxca ¢ HebnaronpuatHbim nporHosom (del(17p), del(11q)), BO3MOXKHO COKpalleHue
yncna Kypcos 6e3 cHUKeHNA 3P PEeKTUBHOCTM NeUeHus.
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Mo paHHbIM uccnemoBaHus 1l dasbl, pexum BR (6beHgamycTMH +  pUTYKCMmab)
COMPOBOXKAAETCA MEHbLLUEN YaCTOTON HENTPONEHUN U UHbEeKUU 3—4-1 cTeneHu TAXKECTU Mo LWKane
CTC (10,3 u 6,8% naumeHTOB, Nony4yaslwmx BR B Tepanuu nepsoi AnHMK). B nccnegosaHuu CLL10
MOKasaHo, 4YTo pexmm BR meHee TOKCcMYeH noO cpaBHeHUo ¢ pexumom FCR, xota U meHee
addeKkTMBeH. 564 naumeHTa C XOpPOWMM COMaTUYeckuMm cratycom (<6 6annos no wkane CIRS,
KAMPEHC KpeaTUHUHA >70 mAa B MUHYTY) 6e3 aeneummn 17p 6GbinM PaHAOMM3MPOBAHLI HA LWeCTb
umknos FCR mam BR. Yactota obuwero oteeta (OO) B obeux rpynnax coctaBuna 97,8%. YacroTa
NONHbIX pemnccun bbina Bbiwe y nauneHtos, nonydaswmnx FCR (40,7% npotme 31,5%, p = 0,026).
dpagmKauna MMHUMANbHOM ocTaTouHOM BonesHu bblna gocturHyta y 74,1% 6onbHbix B rpynne FCR n
62,9% B rpynne BR (p = 0,024). MeaunaHa BINB Tak»Ke oKasanacb 6onbliue B rpynne FCR (53,7 mecAua
npotms 43,2, oTHoweHWe puckos = 1,589, 95% AU 1,25-2,079, p = 0,001). ABTOpbl OTMETUAMU
Hebo/ibluMe pasinuMa B rPynnax NnauMeHToB A0 nedeHus. BapuaHTt XJ1/1 6e3 mytaumin IGHV 6bin
BblABAeH Y 55% nauumeHToB, nonyyaswmx FCR, n 68% noayyaswmx BR (p = 0,003). BosbHbIX cTapLe
70 net 6bin10 14% B rpynne FCR n 22% B rpynne BR (p = 0,020), noatomy B rpynne BR okasanocb
6o/blle NaLMeHTOB C MeHee BaaronpuATHbIM NPOrHo3om. Y 6onbHbIX, nonyyaswmx FCR, cpeaHee
YMCNIO KYPCOB NedeHns 6bi1o meHblie (5,27 npotus 5,41, p = 0,017). HelitponeHuns 1 MHPEKUNOHHbIE
OC/IOXKHEeHUA 3—4-i1 cteneHn Taxectn no CTC 3HaunTeNbHO Yaule peructpupoBanucb B rpynne FCR
(87,7% npoTus 67,8%, p <0,001, u 39,8% npotms 25,4%, (p = 0,001), ocobeHHO y NaLMeHTOB cTaplie
65 net (48,4% npotus 26,8%, p = 0,001). YacTtoTa pa3BUTMA aHEMUN N TPOMBOLMTOMNEHNN, @ TaKKe
CNy4yaeB CMepTH, CBA3AHHOW C JIeYEHWEM, MeXAy TFpynnamMm CTaTUCTUYECKM [OOCTOBEPHO He
oTnmM4yanace (3,9% npotme 2,1%). Pe3ynbTaTbl NOKasbiBaloT H60siee BbiCOKYO 3dpdekTnBHOCTb FCR B
OTHOLLUEHMM YACTOTbI MOJIHbIX PEMUCCUIA, YAaCTOTbl 3PaZNKALNN MUHUMANBHOM OCTaTOMHOMN 601e3HM U
H6ecnporpeccMBHOM BbIXKMBAEMOCTU. B cBszM ¢ atmm FCR octaeTca cTaHZapTom Tepanuu nepBou
JIMHUX ¥ MALUEHTOB C XOPOLKMM COMATUYeCKMM cTaTycom. MpumeHeHue pexkuma FCR y noxkunbix
accoumnmpyetca ¢ 6onee BbICOKMM PUCKOM Pa3BUTUA TAMKENON HEUTPONeHUU U MHOEKLMOHHbBIX
OCNOXKHEHWUIM, NO3TOMY ANA MOXKWU/bIX MNALMEHTOB C XOPOLMM COMATUYECKMM CTATYCOM M BbICOKMM
PUCKOM MHEKUMI B KayecTBe a/ibTEPHATMBHOW Tepanuu NepBon JMHUKN A0SXKeEH OblTb PaccMOTpeH
pexum BR, xota oH u yctynaet FCR no addektmsHoctn. bonee Toro, B mccneposaHum CLL1O
NnoKasaHo, 4YTo 3pdpeKTUBHOCTL pexkmmoB BR u FCR y nauyumeHTOB cTaple 65 net conoctasuma. B
MHOTOLLEHTPOBOM POCCUIACKOM WCCAeAO0BaHMM MOKA3aHO, YTo pexum BR pasymHo 6esonaceH w
BbICOKO3PEKTMBEH B TEPANUN NEPBOM IMHMM Y NaumeHToB ¢ X/1/1 npyn HazHaYeHUM beHaamycTMHa B
no3e 90 mr/m” ¢ KOMBUHALMM PUTYKCMMabom B Ao3e 375 mr/m” B 1 unkne u 500 mr/m” B LMKnax 2 —
6.

Ncnonb3oBaHMe MOHOK/NOHANbHOrO aHTUTena K CD52 anemTysymaba B KombuHauum c FC
accoLUMUpPyeTCA C BbICOKOW TOKCMYHOCTbIO, LMTONEHUEN U MHPEKLUMOHHLIMW OC/IOXKHEHMAMU. B
MeXAYHApPOAHOM KAWHMYeckom uccnegoBanmm |ll - dasbl  rpynnel  HOVON  umcnosnb3oBaHue
KOMbBUHaumm ¢naypapabuHa, uuknodochammaa M NOAKONKHO BBOAMMOro anemTysymaba (FCA)
npuBeno K 60see BbICOKOM NO CpaBHEHUIO C pexnmom FC yactoTe onnopTyHUCTUYECKUX UHPEKUMI
6e3 yBe/IMYEHUss CMEpPTHOCTW, CBsisaHHOW c Tepanuelt. WUccneposaHue |l ¢dasbl, nposognmoe
dpaHuy3cKkoi rpynnoii, no cpasHeHuto FCR u FCA B KayecTBe Tepanuu nepBoir NMHWUKM, BblNo
3aBeplLUeHO paHblle CpPOKa W3-3a BbICOKOM TOKcMYHOCTM B rpynne FCA. KombuHaums FC c
anemTy3ymabom He J0NXKHA UCMO/b30BaThCA Y 6O/bHbIX B NEPBOMN NTNHUM.
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7.4 JleyeHue rnoxusbix NayueHmMos co 3Ha4yumoli KomopbudHoCMbHo

PaHee y 3TOI1 KaTeropmMn NALMEHTOB HEPEAKO NPUMEHANACL MOHOTepanua daygapabuHom. B
HacTosALWEee BpeMa AaHHOe iedeHne He peKomeHayeTca. MoHoTepanus ¢aygapabuHom B 5-aHeBHOM
dopmaTte meHee 3dPEKTMBHA MO CpaBHEHUO C pexmumom FC m okasbiBaeT 6osiee BblpaXKeHHbIN
MMMYHOcynpeccuBHbit  3ddekT. B wuccnegoBaHmm CLLS HemeuKoM rpynnbl MOKasaHO, uTO
MOHOTepanua xnopambyumnom 6onee 6e3onacHa No CPaBHEHUIO C MOHOTepanuen dayaapabnHom
[45]. Kpome Toro, y naumeHToB, nony4daswnx ¢payaapabuH, Yalle BbISBAAANCL BTOpble onyxonu (26%
npotne 15%, p = 0,07), BKAtoyas onyxonm Koxu (11% npotus 2%, p = 0,07), u cuHapom Puxtepa (9%
npotus 2%, p = 0,05).

Jonroe Bpemsa CTaHOAPTHbIM BbIOBOPOM Y MOXWABIX MAUMEHTOB C COMYTCTBYHOLWUMU
3aboneBaHMAMM ocTaBanca xaopambyumn. JobasneHne MOHOKIOHaAbHOTO aHTUTeNa npoTtms CD20 K
XNOPamobyumay  yaydwaer pesynbTaTbl JIeYeHUs NpU  NPUEMAEMON TOKCUYHOCTM. B aByx
HepaHAOMM3NPOBaAHHbIX uccnegoBaHuax P. Hillmen un R. Foa, Bbl6OpKM 60/bHbIX B KOTOPbLIX
pasnuMyanmMcb No KomopbuaHocTn, NoKasaHo, yYTo AobaBneHue puTyKcumaba K xnopambyumny
YBE/IMYMBAET MeanaHy becnporpeccMBHoOm BbiXKMBaemocTu ¢ 18 go 24 mecAues, KPOME NALUEHTOB C
delllq, y koTopbix BINB coctaBuna 12 mecaues.

MpUHUMNMANBbHBIM Warom Brnepes, aenaeTca gobaBneHUe K X10pambyLmny MOHOKIOHAbHOTO
aHtuTena Il tTmna o6uHyTysymaba. dTa KombuHaumsa u3yyanacb B wuccnegosaHum CLL11. B
uccnenoBaHue BKAOYEH 781 maumeHT ¢ conyTcTBYHOWMMM 3aboneBaHuamu (>6 6annoB no wkane
CIRS u/vnun KAMpeHc KpeaTuHWHA <70 MA B MUHYTY). MauMeHTOB paHAOMM3NPOBAAN HA TPW Fpynnbl:
MoHoTepanua xnopambyumnom (Clb), KombuHauma xnopambyumna c puTykcumabom (R-Clb) u
KOMBUHaLmaA xiopambyumna ¢ 06uHyTyaymabom (GA101 [G-Clb]). YacToTa MHOY3IMOHHbIX peakumin u
0COBEHHO TAXKE/bIX MHPY3NOHHBIX peakumit 6bina Bbiwe npu npumeHeHun G-Clb B cpaBHeHuM ¢ R-
Clb (peakumn 1-4-i1 n 3—4-i1 ctenenn no CTC: 66 n 20% no cpaBHeHWUto ¢ 38 U 4%, COOTBETCTBEHHO).
370 cBA3aHO c 6bonee GbLICTPbIM paspylieHMem KneTok XJ1/T u akTMBaumein HopMasabHbIX UMMYHHbIX
Knetok. MHPyY3mMm npenapata cnesyeT NPoBOAUTL MPU HAMYUUKM AOCTYNa K CPeacTBAaM IKCTPEHHOM
MeAMLMHCKOM MOMOLUM C afeKBaTHbIM MOHWUTOPUHIOM. Y MauMeHTOB C BONbLION Maccoi onyxoam
onpasaaHa npeadasa B suge 1 — 2 KypcoB MoHOTepanuu xJ0pambyLiMIoM, HAMpaB/ieHHOW Ha
YMeHbLUEeHWe Maccbl onyxonu. AagekBaTHas NPoduAaKTUKa MHPY3MOHHBIX peakuuin (npemeaukauma
aHTUIUCTaMUHHBIMK NpenapaTamu M AeKcameTasoHOM B/B, BBeAeHWe MepBoi A403bl B ABa 3Tana,
NpPoduNaKTUYECKMIA OTKA3 OT aHTUIMMEePTEH3MBHbLIX MPEnapaTtosB) MNO3BOAAET CNPABAATbCA C
MHOY3NOHHBIMU peakLmaMM. B 6ONbLUMHCTBE C/ly4aeB OHW BO3HMKAKOT TOJIbKO MPW NepBOW MHPY3UK
06MHYTYy3ymaba, TaK KaK runepammeoumnTos o6blMHO NONHOCTbIO Pa3peLIAETCA 33 HeAENHo.

BaXkHO M TO, 4TO UUTONEHMW, OCOBEHHO HeNTponeHwua, 4awe Habnwganucb B rpynnax
naumneHToB, nonyyaswux pexxmmbl G-Clb n R-Clb, no cpaBHeHMIO ¢ MOHOTepanueln xnopambyunnom
(HeTponeHua 3—4 ctenenn no CTC: 33 n 28% npotns 10%), HO 3TO He NPUBOAWJIO K YBEANYEHUIO
4acToTbl MHPEKLUMOHHbBIX OC/IOKHEHUN (MHDEKUMOHHbIE OCNOXHEeHUA 3—4-11 cteneHn no CTC: 12,14 n
14%). Hanbonblwas yactoTa OTBETA M NOJHbIX pemuccuii oTmedanacb B rpynne G-Clb (00 — 77,3%,
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Mo — 22,3%). B rpynne R-Clb OO u NP coctaBuan 65,6 n 7,3%, B rpynne xnopambyumna 31,4 n 0%.
Pexxum G-Clb nossonset gobutbea apaankaumm MOB B nepudepryeckon KpoBM U KOCTHOM MO3re y
37,6 n 19,5% nauueHToB, cooTBeTcTBEHHO. MeanaHa BlNB y nauMeHTOB, AOCTUrWMX NoaHo MOB-
HeraTMBHOM pemmccum B rpynne obuHytysymaba ¢ xnopambyuunom gocturna 56,4 mec. MegmaHa
BMNB y 60/bHbIX, NOAyYaBWIMX MOHOTEpPaNUio xaopambyumnom, coctaBuna scero 11,1 mecaua, y
naumMentos B rpynne R-Clb — 16,3 mecdAua (p <0,0001). O6uHyTy3ymab B coyeTaHUU C
xnopambyuunom nossonset ysennuntb bBMB go 28,7 mecaua (p <0,0001 B cpasHeHun c R-Clb n
xnopambyuunom). Mmeetca TeHAEHUMA K YBENIMYEHMIO 0OLLEN BbIXKMBAaeMOCTU. MeanaHa BpeMeHM
00 cneaylolen Tepanuun y nauneHTos, noaydaswmnx G-Clb, cocrasuna 51,1 mecaua.

KombuHauus odatymymaba un xnopambyumna (O-Clb), apyroro aHtutena k CD20, n3yyanach B
nccneposaHum OMB110911. CpaBHMBanAM MOHOTEpANUIO  XNopambyuuiom w  KOMBMHauMLo
odatymymaba u xnopambyuymna (O-Clb). B wuccnepgoBaHune 6blnn BKAOYEHbl 447 nNepBUYHbIX
naumeHToB ¢ X/1/1, KoTopble UMEeNU NPOTUBOMNOKA3AHMNA K Ha3zHadYeHuto dayaapabuna. Mo cpaBHeHUIO
C MoHoTepanuen xnopambyumnom vactota OO m MO 6blna 3HAYMTENbHO BbiWe NpU AobaBAeHUU
odatymymaba (00 — 82%, Bkatouaa 12% MO, npoTns 69%, BKAtoYasa 1%, cooTBeTcTBEHHO, p <0,001);
meamaHa BlNB Tak»Ke 6bina Bbiwe B rpynne O-Clb (22,4 mecsaua npotus 13,1, p <0,001). o cux nop He
onyb/MKOBaHbl  pesy/bTaTbl HW  OAHOMO  PaHAOMMW3MPOBAHHOTO MPSAMOFO  CPAaBHWUTE/IbHOTO
uccnegoBaHma opatymymada c ApyrMmM MOHOKJIOHa/IbHbIM aHTUTENoM K CD20. CpaBHeHMe pasHbIX
nccnenoBaHUI NOKA3bIBAET, YTO pe3yabTatel NnpumeHeHua O-Clb nydwe, yem R-Clb B uccnenosaHum
CLL11, Ho ycTynatoT KombuHauum G-Clb.

Y NoXunbix NauMeHTOB TaKXKe BO3MOXKHO MPUMEHEHME [,030penyLMPOBAHHLIX PEXUMOB C
bnypapabuHom. B pexume FCR-Lite wucnonb3oBanucb ymeHbleHHas pfosa ¢nyaapabuHa w
unknodpocpammaa (F: 20 mr/m? emecto 25 mr/m?, C: 150 mr/m? Bmecto 250 mr/m2) u 6onbluas aosa
putykcumaba (B 1-n u 15- gHM Kaxk[oro UMKAa) ¢ nocneayrollmMm BBegeHWEM pUTyKcumaba B
TeyeHue 3 MecALEB B KayecTBe NoAAepKMUBatOLLLEN Tepanuu A0 nporpeccun. OBLLMIK 1 NONHbINA OTBET
y 65 naumeHToB coctaBun 94 u 73%, COOTBETCTBEHHO, a MmeauaHa BBM — 5,8 ropa: 6onee
6naronpuATHbLIA pPe3yibTaT MO CPaBHEHUIO C pesynbTaTamu pexuma FCR. YactoTa BO3HMKHOBEHMUS
UMTONEHNN U  WUHPEKUMOHHbIX OCNOXHeHun 3-4 cteneHn no CTC coctasuna 11 u 6%,
COOTBETCTBEHHO, YTO HUMXKE, YEM aHANOTMYHbIE NOKa3aTeNN NPU NPUMEHEHUM CTaHAAPTHOIO pPeKMMA
FCR. OgHako gaHHoOe ucciefoBaHWE He BMOJIHE OMUCLIBAET FPynny NOXMAbIX 6ONbHbIX: MeanaHa
BO3pacTa nauuneHToB 6blna Bcero 58 ner.

dpaHLy3cKas ucciegoBaTesibckaa rpynna mMsydana pexkum FCAR6 B kotopom ¢payaapabuH u
uMknodocdaH HasHayaIMCb B CTaHAAPTHbIX A03aX, OAHAKO NPOBOANAOCH BCEro 4 uunkna. PUTykcumab
BBOAM/ICA 6 pas: B NepBbIX 2 UMKNax Asaxkapl (B 1 u 15 aHKU) n ganee no 1 BBeAeHUIO B UUKNax 3 1 4.
Yactota OO coctasuna 93,6%, yactota MO — 19,7%, otcytctBue MOB 3apeructpuposanm y 36,7%
60NbHbIX B NONYAAUMM MALWMEHTOB C XOPOLIMM COMATMYECKMM CTaTycom cTaple 65 net. Obuien
BbIKMBaemoctn 36 mecAues gocturam 87,4% naumeHtoB. Y 20 NauMeHTOB, paHee He NOJy4YaBLUMX
NeyeHue, 6bI10 yCNELWHO N3yYyeHo aobaBneHne neHanMaoMmmuaa ¢ yseamdeHmem aosbl ot 5 go 15 mr K
onucaHHol Bbiwe cxeme FCR-Lite (FCR-L nnn FCR2). Bcero nocne yetbipex uuknos FCR2 ¢ pyTUHHbIM



234

BBegeHuem nerpuarpactuma dyactota OO n NO gocturna 95 n 75%, HelTponeHns n MHPEKUNOHHbIEe
ocnoxHeHuna 3—4 cteneHu no CTC 3apernctpmpoBaHbl B 52 1 8% cnyvaes, COOTBETCTBEHHO.

ABCTpanuiickaa uccnepoBaTenibckaa rpynna msydana cxemol Tepanun FCR3 m FCR5. B Hux
dnypapabuH n umknodocdammng HasHavyaMCb NepopasibHO B TeyeHue 3 UamM 5 aHen n pexkum FRS,
BK/IOYaAOWMI Nprem dnyaapabuHa, B TedeHve 5 gHeii (F: 24 mr/m%, C: 150 mr/m?) B KOMBUHALMK C
0bblyHOM A030M pUTyKcMmaba. B nccnegosaHue 6biim BRAtOYEeHbl 120 nepBUYHbIX 60/bHbIX CTapLue
65 net; yactota OO u MO coctasuna 95 mn 51% (FCR3), 97 n 79% (FCR5) u 95 u 38% (FR5),
COOTBETCTBEHHO. Habntoaanacb NpemMmyLLecTBEHHO reMaToI0rMYeckas TOKCMYHOCTb. Tem He meHee y
34% nauueHToB, noay4yaswmx FCR5, neyeHne 6bis10 3aBEPLUEHO pPaHblUe CPOKa M3-32 TOKCMYHOCTM.
Tonbko 44% 60AbHbIX, NOAYYaABLUMX NEYEHME MO 3TOM CXeme, YAANOCb MPOWNTM LECTb LMKAOB
Tepanum, 4em MOXKHO 06BACHUTL MeHbLyto BBIM npu ncnonbsosaHum FCRS.

B HabnopatenbHOM MCCNEe0BAHUM YELWCKOW MccnenoBaTenbckoi rpynnbl 108 naumeHToB
(meanaHa Bo3pacta 69 net; meguaHa koamndectsa 6annos no CIRS = 5) noayyanu Tepanuio No cxeme
FCR c peaykumei nos onyaapabuHa n umknopocdammaa Ha 50% n putykcumabom B NoaHoi pose
[Q-Lite]. YacToTa OO cocrtaBuna 81%, MO — 37%, oaHako meamaHa BBl cocTtaBmaa Bcero 28 mecsues,
a OB - 79% uepes 2 roaa.

Mo AaHHBIM POCCUIACKOTO PaHAOMMU3INPOBAHHOIO UCCNEAOBaHUA, NPpMMeHeHMe pexnma FCR-
Lite N03BO/IMNO YBEANUYUTL MEANAHY BbIXKMBAEMOCTM 6€3 NPOrpeccMpoBaHms NOXKUAbIX 6ONAbHbIX XJ1/1
0o 37,1 mecaua (no cpaBHeHMUIO € 26 Mmecauamm nNpu npumeHeHun pexunma Chi-R).

TakMm obpasom, pasHble go3opeayunpoBaHHble pexumbl FCR OKasanucb npvemaembiMU U
MeHee TOKCUYHbIMU, HO OHU MOFYT ObiTb MeHee 3bGdEKTUBHbIMUM, Yem CTaHAAPTHbIM pexum FCR.
lpynnbl NALWEHTOB, Y4aCTBYIOLLMX B STUX UCCEA0BAHUAX, HE B TOYHOCTU XapaKTePU3YHOT KOHTUHIEHT
NOXUAbIX B6ONbHbIX. 3TU NaUMEHTbl BbLIM MOSIOXKE U UMENN NyYWUA COMATUYECKUI CTaTyc, Yem
NOXW/ble MaUMeHTbl CO 3HAYMMbIMM CONYTCTBYHOLWMMKM 3aboneBaHMAMM, Yy4vacTBOBaBLME B
mnccnegosaHum CLL11.

B nccneposaHnn MABLE cpaBHuBanucb pexxumbl BR n Clb-R y noxunbix naunentos. 357
60/bHbIX (KaK NepBUYHbIX, TaK U C PeuuamMBoM), PaHAOMM3IUPOBAAUCL Ha pexxnmbl BR n Clb-R B
cooTHoWeHun 1:1. B uccnenoBaHUM NOKasaHa H6osiee BbICOKAA YacToTa NOJIHbIX PEMWUCCUIA B rpynne
BR, a Take yBenuyeHue BMB (39,6 mecaua npotus 29,9, cooTBeTcTBeHHO, p = 0,003), BbibopKa
nauneHToB B 3TOM McCaeaoBaHMM oTamMyaetca oT Bblbopku CLL11 (meauaHa CIRS=3). Take BaXHO,
4TO BbIOOPKA Bbl/Ia CMELLAHHOW, BK/IHOYA/IMCh KaK NepPBUYHbIE NALMEHTbI, TaK U C PELMANBOM.

Ha ocHOBaHWM yKa3aHHbIX AaHHbIX NPEMMYLLECTBEHHbIM PEXMMOM Tepanuu ANA MNOXKUAbIX
NauMeHTOB CO 3HAYMMOWM COMYTCTBYIOWEN MNaTONOTMEN ABAAETCA KOMOWHWpPOBaHHAA Tepanua
06MHYTY3yMabom 1 xnopambyumnnom. B nocnegHen nybamkaumm nccnegosanms CLL11 nokasaHo, 4Tto
MeAnaHa BpeMeHu A0 cneaylolen Tepanum coctasnseT 51 mecay. UccneposaHne CLL11 ToyHee
BCEro COOTBETCTBYET rpynne MoXuablx 60/bHbIX € KOMOpOMAHOCTbIO. [lo3opeayumpoBaHHble
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pexumbl ¢ daygapabuHom M 6eHOaMYCTMHOM MOTYT NMPUMEHATLCA B Tepanuu y 3TOW Tpynnbl
nauveHTOB B KayecTse aNbTepHaTUBbI.

B 2015 roay onyb6anKoBaHbl gaHHble uccnegoBaHMa Resonate-2, B KOTOPOM CpaBHMBAUCL
MOHOTepanusa UB6pyTMHMOOM M Xnopambyuunom B nepBor AWHUKM Tepanun XJ/1IJ1 y NOXKUAbIX
naumneHToB. B nccnegoBaHue 6binM BKAKOYEHBbI 272 nauueHTa ctaple 65 net. bonbwaa 4Yactb M3
BK/IIOYEHHbIX He ABAAMacb KaHaugaTamm Ha FCR-nogob6Hble peXumbl, HO /NWb Y HEMHOMMX
oTMeyvanach Taxenaa KOMOP6UAHOCTb (TONbKO 44% Mmenn KAnpeHc KpeaTuHmHa <70 ma/muH n 33%
CIRS>6). MeauaHa Bo3pacTa 60sbHbIX cocTaBuna 73 roga (70% naumeHToB 6bIAN cTaplie 70 net),
45% naumneHtoB mmenu Il nam IV ctaguto no Rai, 20% — peneumnto 11g22.3. B mnccnepoBaHum
NPOLEMOHCTPUPOBAHO  3HAUYUTENIbHOE  MPEBOCXOACTBO  MOPYyTMHMOGA NO  CpaBHEHUKD ¢
X/siopambyumsiom No BcemM MokKasaTtensm. [pogeMoHCcTpupoBaHo yesenndeHne BINB Ha ¢poHe npuema
népyTMHMba o 92,5% B TeueHue 24 mecaues (B rpynne xnopambyumna megmnaHa BMB coctasmna 15
MEecALEB), a TaKXKe CHUXEHWEe pUCKa cmepTn Ha 84%. Tepanua MBPYTUHMOOM B NMEPBON NMHUWN He
COMpOBOXKAa/facb 3HAUUTE/IbHbIM MOBbILWIEHNEM HeXKenaTe/lbHbIX ABAEHUA U He TpeboBana
npebbiBaHUSA NaUMEHTOB B cTauMoHape. [pu meanaHe cpoka HabawaeHua 3a 60/bHbIMM,
nosiy4aswmnmm nbpyTnHub 24 mecaua, nporpeccusa Habganacb BCEro y TPexX NaLMeHToB.

N6pyTMHME Obln 0J06pEeH amMepUKaHCKMMM OpraHamMu 34paBOOXPAHEHUA ANA NeYeHUs
nauneHToB ¢ XJ/1/1 B nepBon NMHUKM Tepanun 1 BHeceH B pekomeHaaumn NCCN B KayecTBe Tepanuu
nepBoi J/IMHUM MOMWUAbIX NauueHToB. B mae 2016 roga W6pyTMHME 3apernctpupoBaH Aans
NPUMEHEHNA B NEPBOM JIMHUM Tepanuu B3pocC/bix NnaumeHTos ¢ X/1/1 8 Poccun.

7.5 /leyeHue nayueHmMos cmap4yecKko2o eo3pacma

K rpynne nauMeHTOB CTapyecKkoro BO3pacTa OTHOCATCA 60/bHble C HEBLICOKON OXWAaeMoW
NPOLO/MKNUTENBHOCTBIO  KU3HKM, O0BYCNOBNEHHON BO3PAcTOM, OPraHHOW HEAOCTaTOYHOCTbIO,
TAXENbIMA COMYTCTBYIOWMMM 3aboneBaHuamu. Bolbop Tepanuu B 3TOM rpynne onpepensetcs
TEKYLLEW KAMHMYECKON cuTyauuel. ONTMManbHO NPOBEAEHWE HaWMEHEE TOKCUYHbIX BapMaHTOB
Tepanuu. Lienb neyeHns nananatmsHas.

7.6 [Moddepxcusarowyas mepanus

K HacTosiwemy BpemeHW onyb/MKOBaHO HECKONbKO MWCCIef0BaHUM MO MCNO/b30BaHMUIO
aHTMTen K CD20 B KavecTBe nogaepxuatowein tepanum npu X//. [aHHble 06 3ddeKkTMBHOCTU
CBUOETENbCTBYIOT, YTO NPU AOCTUMNKEHUN YACTUYHON PEMMUCCUM, BbIABAEHUN OCTAaTOYHOWM MOMYAALMU
Knetok XJ1/1 B KPOBM WAM KOCTHOM MO3re MNOALEpPKMBAtOWAn Tepanua pPUTYKCMMabom MoxKeT
YyBENIMYMBATL BPeEMSA A0 peumansa. HegaBHO npeacTaBaeHHble AaHHble PPaHLYy3CKOro uccie0BaHus
FCAR6 roBopAT 0 TOM, YTO NOAAEPKMBAOLLAA Tepanus pUTyKcumabom ysenmyumnsaeT BMNB, HoO He OB u
NPUBOAUT K 3HAYUTENIbHOMY YBE/IMYEHUIO HEUTPOMEHUN WM ymcna MHPEKUMR. IKCnepTHbIA coBeT
Poccuiickoro obuLecTBa remMaTos10roB He BblpaboTan KOHCEHCYCa NO 3TOMY BOMpOCY.
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7.7 Boibop meparnuu emopoll u nocaedyrowux AuHul

Bbibop Tepanum Npu peumamsax 3aBUCUT OT ciieaytowmx GaKkTopos:
Tepanua NnepBon IMHUK;
BPEMS HACTyNaeHus peunanBea;
K/IMHUYEeCcKan KapTUHa B peuuanse.

Y NauyeHToB C PaHHUM pPeunanBOM PYKOBOACTBYHOTCA peKOMeHAALMAMM, NpeacTaBAeHHbIMU
B pasgene «nevyeHume XJ1J1 BbICOKOro pmcKa».

Y NaumneHToB C NO3AHUM PeLManNBOM BbIDOP 3aBUCUT OT Tepanuu Nepsoit AMHUK. MNoBTOpPHbIE
bnypapabuH-cogepKalime Kypcbl BOSMOMKHbI MPU YCA0BUK, YTO NPU NPOBELEHMM ITOM Tepanuu B
nepBoM NMHUM He Habaganacb 3HaYMTENbHAA TOKCUYHOCTb — TAXE/ble 3aTAMKHble LUTOMEeHUM,
nosneKLWwue 3a cO60M MHOrOMeCAYHbIE NEePEPbIBbI B IEYEHUN, U PA3BUTUE TAXKEbIX MHPEKLMOHHDBIX
OCNOXHEeHUI. B KayecTBe Tepanuu BTOPOM JIMHUU MOXKHO BEPHYTbCA K TOM e cxeme. Ecnu paHee
JleyeHue nposoamaochk no nporpamme FC, B KayecTBe BTOPOMN JIMHUMU MOXKET npumeHaTbca FCR. Y
60/bHbIX C LUTOMEHUAMMN MONKET 6biTb adpdekTnBeH pexkum R-HDMP (puTyKcumab B coveTaHum c
BbICOKMMU A03amu cTepongos). B nccneposaHuax |l ¢asbl nonyyeHol ybeamTtenbHble AaHHble 06
adpdeKkTMBHOCTU pexknuma BR (beHaamycTMH + pUTYKCMMab). Y naumeHToB, paHee MNoJy4YaBLUMX
XN0PamMbyumna, MoxKeT bbITb 3pdeKTUBHA Tepanua beHaaMyCTUHOM, pexkumamu BR 1 FCR-Lite.

Pe3ynbTaTtbl TPex UccnenoBaHUA FOBOPAT O BbICOKOM 3¢ddEKTUBHOCTU MOPYTUHUOA B Tepanuu
peunamsos XJ/1IJ1. IPPeKTMBHOCTL MOHOTepanuu UOPYTUHMOOM Yy OONbHbIX C peungmBamu
coctasnneT 71-90%. 3pPeKTMBHOCTL KOMBUHAUMKN BEHAAMYCTMHA, PUTYKCMMaba n nbpyTuHuba (iBR)
3HauYMTEeNIbHO NpeBocxoauT 3ddeKTUBHOCTL pexnma BR y 6oabHbIX 6e3 aeneumn 17p. Megmana BB
Yy NauueHToB, noay4vasBwux pexum BR, coctasuna 13,3 mecAuya, B TO BpemA Kak B rpynne iBR
MmeanaHa He JocTurHyTa (2-netHas BB coctasuna 75%). MNposeaeHHOe MeXAyHAPOAHOW rpynnoi
nccnepoBaTenen HeNPAMOE CpaBHEHME Pe3ybTaToOB ABYX Pa3HbIX TPa0B FOBOPUT O CONOCTABMMOM
30 PEKTMBHOCTM MOHOTEpaNUU NMBPYTUHUMOBOM K pexknma iBR y BosbHbIX € peunamsamm XJ1/1. 3tn
OaHHble HYXAAl0TCA B NOATBEPXKAEHUN B PaHAOMU3MPOBAHHOM UCCNEA0BAaHUN, HO AOMNONAHUTENbHO
noAyYepKMBatoT BbICOKYO 3¢ddeKTMBHOCTb npenapata. N6pyTMHMG conoctaBumo 3¢ddeKTMBeH B
rpynne 60/bHbIX BbICOKOrO PWCKa, Y NALMEHTOB C MapKepamu HebnaronpuATHOrO NPOrHo3a
(pedpakTepHOCTb K MYPMHOBbLIM aHaNoram, Heb61aronpPUATHbIE XPOMOCOMHbIe abeppaumm). BaskHbIi
BbIBOZ, 3TUX UCCNEAO0BAHMIA B TOM, YTO YEM PaHblLEe HayaTa Tepanua MBPYTUHMOOM, Tem Hosiee OHa
addeKkTuBHa. MNocneaHune gaHHble nccnegosaHua HELIOS nokasbiBatoT, uto BIMNB2 (6enporpeccuBHas
BbIXXMBAaEMOCTb NOC/NEe MOBTOPHOrO siedyeHuna) npu iBR nydwe, yuem npu BR. Mpu aTom MBPYyTUHME
obnafaetr MeHblIEW TOKCMYHOCTbIO, YemM BO3MOMHble KOMOMHAUMW ApYrMx NpenapaTos,
peKOMEeHA0BaHHbIX Ana neveHusa X1 Takum ob6bpa3som, moHoTepanus WOPYTUHMOOM wAn
KOMBUWHaLUMKM ¢ xumuoTepanuein moryT 3PPeKTMBHO NPUMEHATbCA ANA JleYeHUA MaUMEHTOB C
pPeunanBOM XPOHUYECKOro Anmdoneinkosa/AMmeoms! Mabix TMMGOLUTOB.

Bbibop TepanuMu TpeTbern U nocneaylowmnx AMHUMA HACTOAWMMM PEKOMEHAAUMAMM He
pernameHTMpyeTcs.
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7.8 lNokazaHus K nyyesoli mepanuu rnpu XpoHU4YecKkom aumeporneltikose

Kak camocToAaTenbHblA METOoh, NeyYeHusa, JyvyeBas Tepanua He [AOJKHA MCMNO/b30BaTbCA B
Tepanuu XJ1/1. Tem He MeHee 3TOT METOZ MPUMEHMM B TepPanuu NIOKAbHbIX NpoABaeHUi 6onesHu
(nMmdaTnyeckme y3nbl 3HAYUTENbHbLIX PA3MEPOB B OAHOW 30He). [aHHbI MeToh MOXeT
MCMNO/Ib30BaTbCA A7 KOHTPO/A J/IOKasbHbIX O4aroB 60/1€3HW Yy NAUMEHTOB, HaXO4AWMXCA Ha
BbXKMAATENbHOM HabntogeHMU. B aTom cnyydae ob6ayveHnto noasepratoT BOBAEYEHHbIE 30HbI B f03€
5-20 M'peit. bonee pa3BepHyTaa ny4yeBasd TEPANUA MOXKET MCMNONb30BATLCA NPU JIeYEHNN NALNEHTOB C

peunamnBamm, nony4asBlwMMnN MHOXeCTBO BapMnaHTOB Tepanunun.

8. JleueHune xpoHUUYECKOro NMM¢oneiKo3a BbICOKOro pUcka

8.1 OnpedeneHue 2pynrbl 8bICOKO20 PUCKA

* Hanwuue peneumn 17p wvan mytaumm TP53 y naumeHTOB, MMEIOLWMX MOKa3aHUA K Hadvany
Tepanuu.

* [lporpeccupoBaHue Ha ¢poHe Tepanun daygapabuH- nam 6eHgaMyCTUH-COAEPKALUNUM PEKUMOM
(F, FC, FCR, FCM, FMCR, BR), npu ycnoBuu, 4To neyeHue NpoBoAWMIOCH C cobaogeHuem
afeKBaTHbIX 103 U CPOKOB (MporpeccupoBaHme He 06yCN0BAEHO HEQOCTAaTOYHOCTbLIO Tepanmn Us-
33 TOKCUMYHOCTH).

*  Peumpgue B TeueHue 24-36 mecAUEB OT Hayaslla KOMOWHMPOBAHHOM MMMYHOXMMMOTEpPANUu
(pexxumbl BR, FR, FCR, FCM).

8.2 /leyeHue nayueHmos ¢ XpoHU4ecKUM AuM@oneliKko30M U3 2pyrnbl 86ICOKO20 PUCKA

JleyeHune naumeHToB ¢ XJ/1/1, ocobeHHO Auny, ¢ aeneunein 17p n/vnn mytaumeit reHa TP53, ctano
3HauMTeNbHO 3PPeKkTMBHEE C BBEAEHMEM HOBbIX JEKAPCTBEHHbIX CPEACTB, HaMpaBAEHHbIX Ha
WHIIMOMPOBAHNE BHYTPUKNETOUYHbIX GEPMEHTOB, PEry/INPYIOWLMX Nepesady CUrHaa0B No CUrHaIbHbIM
nytam B-KknetouyHoro peuentopa (6pPyTOH-TUPO3UHKMHA3bI M dochaTUAUANHO3ZUTON-3-KMHA3bI). B
Poccnn B HacTosllee Bpems 3apermcTpupoBaH TosIbKO MBpYyTMHWMG. UHrMbutop PI3K mnaenanncnb
perucTpaummn He UMeeT 1 NO3TOMY B PEKOMEHAALMAX He 0bcyxaaeTcs.

NHrmoutop BTK MOPYTUHMO LEeMOHCTPUpPYET BbICOKYIO 3OPEKTUBHOCTL Y MNaLMEHTOB C
peunansamum n pedppaktepHbimm dopmamm XJ/1/1. Boibopom Tepanmum nepBon AMHUKN ana B6ONbHbIX C
Aeneupeit 17p/myTtaumeis TP53, a TakKe 414 NaLUMEHTOB C PaHHUM PeLUANBOM N pedpaKkTepHOCTbIO
K FCR siBnsietca nbpyTMHmo.

Odeneuns 17p n myTtauma TP53, no Bcelt BUAMMOCTU, COXPAHAIOT CBOE HEraTUBHOE BAMAHUE KaK
NPOrHOCTUYECKNI PaKTOP, NOCKO/IbKY pe3y/bTaTbl Ne4YEHNA TaKUX MNALMEHTOB YCTYNaloT MO KavyecTsy
WU NPOAO/IKMTENIbHOCTM pe3y/abTaTaM Tepanuu naumeHToB 6e3 3TMX HapyleHuin. Tem He MeHee
pe3ynbTaTbl, NOAyYeHHbIE NPU NedeHnn MbpyTMHM6OM naumeHToB ¢ aeneumen 17p/myTaumenn TP53,
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NpPeBOCXOAAT BCE BapMaHTbl JieYeHUs, Koraa-nmbo npumeHsBlIMecA Yy STOW KaTeropum 60/bHBbIX.
N6pyTMHMG opobpeH B Poccuiickoit Peagepaummn ans neveHma B3POC/biX NALUMEHTOB C XPOHMUYECKMM
numooneitkosom. JoctynHoctb uMbpyTMHMbBa o0bycnosavBaeT HeobxoAMMOCTb  MNepecmoTpa
NMOKasaHMM M ONTMMaA/bHbIX CPOKOB AN  MNPOBEAEHMA  a/JIOTEHHON  TPAHCM/AHTaUMK
remonosTUYeCcKUX CTBOJIOBbLIX KNeTOK. PaHee nauueHTbl ¢ geneuunein 17p/mytaumeii TP53, KoTopbim
moria bbITb MpoBeAeHa TPaHCMAHTAUMA, NPOXOAUAW 3Ty Npoueaypy B nepsBoi pemuccun. B
HacTosALWee Bpema BbIBOpom Tepanumu asasaeTca M6PYTUHMG A0 AOCTUKEHUS MAaKCMMabHOTO OTBETA.
AnnoreHHaa TICK moxeT ObiTb nNpoBeAeHa B MNPOMEXKYTOK BPEMEHM, Koraa [AOCTUTHYT
MaKCUMManbHbIi oTBeT. HeobXo4MMO OTMETUTb, YTO MAKCUMMAJIbHBIA OTBET B BMAE WMCYE3HOBEHUSA
OMYXO/NIEBbIX KNETOK M3 KOCTHOrO MO3ra MOXKeT OblTb AOCTUTHYT Mocne AAUTeNbHOro CpoKa
npumeHeHns nbpyTMHMbGa - yepe3 rog uM 6onee. B CLUA M HeKOTOpbIX €BPOMENCKMX CTpaHax
afNnoreHHas TpaHCNAaHTauusA BbiNoaHAETCA 60MbHbIM C peunanBom U geneumein 17p (He B nepsoit
JIMHUM, KaK 3TO PEKOMEHA0BANOCH PaHbLLe).

C/'Ie,D,VET NN OTNIOXUTb aNIOF€HHYIO TpPaAHCN/AHTAUUIO KOCTHONo MO3ra A0 HacTtynaeHuA

peumamsa 60a1e3HU, HE ACHO.

PaHee B Tepanuu naumMeHTOB C pedpPaKTEPHOCTbIO PEKOMEHAOBaAUCh anemTysymab wu
odatymymab. Odatymymab — MOHOK/IOHaNbHOE aHTUTeno K CD20, 3apernctpupoBaH B Poccuiickoi
depepaunm No noKasaHuio «pedpakTepHbit X/1/1» B 2014 rogy. OcHOBaHMEM perucTpayum
nocnyxuno uccnegosaHne W. Wierda n A. Osterborg, B KoTopom nokasaHo, yto odatymymab
addekTuBeH B Tepanum XJ1/1, pedpaktepHoro K ¢paygapabuHy, B Tom ynucne y 60nbHbIX ¢ 60bLUOK
onyxoneBoW maccoit. [aHHble uccnepoBaHua «Resonate-1» nokasbiBaloT, YTO NpU peunuguee U
pedpaKkTepHOCTM K dayaapambuHy moHoTepanua odpaTymymabom 3HaunTeNlbHO MeHee 3O PEKTMBHA,
yem MOHOTepanua MOPYTUHMOOM. PesynbTaTbl CPABHUTENbHbLIX WCCAEAOBaHWI anemTtysymaba c
nbpyTMHMOOM He onybsIMKOBaHbl, HO BbICOKAs TOKCMYHOCTb asemTy3ymaba u peTpoCneKkTUBHble
CpPaBHEHMA TOBOPAT O TOM, YTO 3TOT MpenapaTt He ABAAETCA OMNTUMaJbHbIM BbIOOPOM neyeHus
NaLNEHTOB BbICOKOTO PUCKa.

* [layMeHTam u3 rpynnbl BbICOKOrO pUcKa (MepBuYHbIe NauueHTbl ¢ geneuunein 17p nam myrtaumei
TP53 mnaun 60/bHble C cocToaBLIEelca pedpaKTepHOCTbIO) MOKasaHa Tepanusa MbpyTuHMb6om Ao
NpPOrpeccun UAU HeNnepPeHOCUMOM TOKCUYHOCTU.

*  AnnoreHHas TpaHCMIaHTALMsA KOCTHOrO MO3ra AO/IKHA ObiTb Npeano)KeHa BCeM MauyeHTam C
XJ1/1 BbICOKOrO pUCKa, Y KOTOPbIX €CTb BO3MOMKHOCTM A4 ee npoBegeHua (mosoaoi
COMATMYECKM COXPaHHbIM MauUMeHT, HaauuMe [OOHOpa MAM  BO3MOXHOCTb nogbopa
HepoACTBEHHOIO A0OHOpPA).

* CpoK npoBeaeHMA TpaHCNAAHTaUMKN He onpeaeneH. NpeanoYTUTENbHO BbIMOAHATL ee B Nepuos,
MaKcumanoHoro addeKkta ot Tepanum MbpyTUHMOOM. Mpu 3TOM, oueHKa 3ddeKTa AoNKHa
BKNHOYATH UCCEA0BaHNE MUHUMA/IbHOM OCTaTOYHOW 60/1€3HM B KOCTHOM MO3TeE.

9. TakTUKa BeAeHUA NALUEHTOB U 1eyeHue npu cuHapome Puxrepa

NMofo3speHne Ha CMHAPOM PrxTepa OCHOBbLIBAETCA HAa KAMHUYECKMX AaHHbIX:
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*  MpPOrpeccupyroLLmii pocT IMMPaTUYECKUX Y3/10B;

*  JINXOPafKa, yCTOMUYMBaAA K aHTUOMOTMKAM N aHTUMUKOTUKaM;
*  CyL,eCTBEHHaA NoTeps Beca;

*  BbICOKMI ypoBeHb J14T;

*  rMnepkanbLemus.

Bce 3TM NpW3HAKM MOTYyT BbIABAATLCA Yy OOMbHbLIX, HE WMMEKLWMX TPaHCPOPMUPOBAHHOWM
Onyxonn, MNOSTOMY BbINOJHEHME 6uoNcUM 06s3aTenbHo. K HacToAlemMy BpeMEHW HaKonjeH
6onbwoin onbiT npumeHeHma MMIT B pguarHocTMKe CP. Kak npaBWao, XapaKTep MopaKeHus
nmoatmyeckux ysnos y naumeHtoB ¢ CP HeoguHakos. M3T no3sonseT BblbpaTb ONTUMANbHbIN
numoatmyeckuin ysen pgns 6uoncun. Kpome Toro, M3T moxeT MMeTb 3HayeHMe B BbIABAEHUMU
SKCTPAHOLA/bHbIX /IOKANM3auMii cuHApoma Puxtepa. XpoHuyecknin numdonemkos B LEAOM
XapaKTepu3yeTca HU3KMM YPOBHEM HAKOMNeHUa fe3okcudTopratokosbl (4Pr), nosTomy BbiaBneHNe
WHTEHCMBHOIO HaKOMJIEHMUA MOXeT CBUAETeNbCTBOBATb O TpaHcdopmauuun. CTaHOApPTM30BaHHbIN
ypoBeHb 3axBaTta (SUV) Adr, nossonawwmin auckpummnHuposats CP, He onpegeneH. Bruzzi et al.
YCTaHOBWU/IU, YTO npu ypoBHe SUV 6osiee 5 4yBCTBUTENBHOCTb M OTpuLATE/IbHaA NpeacKasyloLlas
CcnocobHoCTb coctaBnan 91% mn 97%, cooTBeTCTBEHHO. CXOXKMe AaHHble ObinM MOAYYeHbl B APYruX
nccneposaHuax. Mo paHHeim A, Michallet, onTumanbHbiM ypoBHem aAsnAetca SUV  >10.
MonoxuTenbHaa npeackasylolwas crnocobHOCTb (OTHOLWEHWE Yucna CAyyaeB TMCTONOTMYECKU
AoKasaHHoro CP K uyMcny nonoxKutenbHbiX pesynbtaToB 3T) No AaHHbIM 3TUX MCCNeLOBaHWUiMA
HeBbICOKA W Konebnetcs B npegenax 38-53%. 3t1o obycnosneHo Tem, yto 3T He nossonset
oTAnumnTb CP OT MHPEeKUMM, ApYyror remaTosiormyeckon onyxonm nam XJ1J1 ¢ BbICOKOM aBUAHOCTbIO K
O®r. MpeanoxxeHo ncnonb3oBaTb rpaHuuy SUV 5 ana nposegeHua 6uoncum ¢ yueTom pesysibTaTos
MN3T. BoinonHeHue M3T BHe NoA03peHUA Ha CUHAPOM PuxTepa He peKkomeHayeTcA.

FnaBHbIM GaKTOPOM MPOrHO3a y NaumeHToB ¢ CP ABAAETCA KNOHANbHAA CBA3b C UCXOAHbBIM
KnoHom XJ1/1. B cnyyaax WMCTUHHO TpaHcHOpmUpOBaHHOW 60ne3HM NporHo3 HebaaronpuaTeH,
MeAmaHa NPOAOC/IKUTENBHOCTU XKU3HM NOC/e YCTaHOBAEHMA AMarHo3a coctaBaseT 6—24 mecAues.

JleyeHune cuHppoma Puxtepa He paspaboTaHo. MpMMeHsSAUCb pasHble CXembl, BKAto4as R-
CHOP, CFAR, OFAR, R-Hyper-CVXD/R-Mtx-ara-C, HO pe3y/bTaTbl HeyaoBAeTBOpUTENbHbI. Mpu de
novo ABK/1 onTumanbHbiM Bbibopom sasnasetcs R-CHOP unun anbTepHaTUBHbIA pexxkum ana OBK/. K
HacTosWweMy BpemMeHW onybanMKoBaHO Hemano coobuweHuit ob adpdekTnsHoctn B Tepanum CP
nbpytMHMba, nosatomy npu TpaHchopmupoBaHHOM X/1/T Bbibopom MoKeT 6biTb R-CHOP +
NBPYTUHNG. NBPYTUHMG B 3TUX CyYanx Ha3Ha4aloT B Ao3e 560 mr/cyT. Y NauMeHTOB C XOAKKMHCKOW
TpaHcdopmaumen mMoryt npumeHaTbcs pexumol ABVD man BEACOPP-14. Mo peTpocneKkTUBHbIM
AaHHbim MD Anderson Cancer Center, n3 86 nauMeHTOB C XOOXKKMHCKOW TpaHchopmauuen B
OONbLIMHCTBE C/ly4aeB y[anocb npoBectM Tosbko ABVD c addektom. Anroputm BegeHuss CP
npeacTas/ieH Ha cxeme 3.

Cxema 3.
Anroputm TepanmMun NaunMeHToB C CUHAPOMOM Puxtepa
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10. OnpeaeneHune 3¢pPeKTUBHOCTU Ie4yeHuUs

OueHKa oOTBeTa Ha AnevyeHMe [O/I)KHA BbINOAHATLCA B COOTBETCTBUM C Kputepmnamu,

npegnoXeHHbIMM MexxayHapoaHon paboyelt rpynnoi no xpoHudeckomy aumeoneirikosy (IWCLL) B

2008 roay (Tabn. 6). Y nauueHTos, He gocturwmx MNP uam YP n He yaoBNETBOPAOWMX KPUTEPUAM

nporpeccnpoBaHnA, yCtaHaB/IMBaeTCA CTa6VII'IVI3aLI,MFI npouecca, YTo NpupPaBHNBAETCA K OTCYTCTBUIO

oTBeTa Ha JeyeHue. [pumeHeHne unbpyTMHMOaA nosneyeT 3a cobOM nepecMoTp KpuTepues

3$PEKTUBHOCTM, TaK Kak OH YacTo NPUBOAUT K MOJHOMY OTBETY CO CTOPOHbI IMMbATUUYECKUX Y3/108 U

cene3eHKkn, Ho C CoxXpaHArWwnmca I'Ieﬁl-(OLI,MTO3OM B Kposwu, O6yCl'IOB/'IeHHbIM nepepacnpegeneHnem

KneTtok X/1/1. Mepcuctmpyowmnini AMmdoLmMTos Ha Tepanun MBPYTUHMBOM He ABAAETCA MPU3HAKOM

pedpakTepHOCTU. ITO COCTOAHME 0603HAYaeTCA KaK YacTUYHbIA oTBeT c AumdouutTosom. CpokK

HOPMaNM3aLUnM ypoBHa NMMGOLMTOB KonebieTca B pasHbiX nccienoBaHmax ot 4 ao 12 mecaues. Y

pAga naumeHToB MMMPOLMTO3 HUKOTAa He BO3BPALLLAETCA K HOpMe.

Tabanua 7

OueHKa oTBeTa Ha fieyeHue npu XpOHN4YECKOM ﬂMMd)OJ'IeVIKO3e

MNonHan pemuccua

YactmnyHan pemmnccmna

MporpeccupoBaHue

MapameTpsbl, onpeaenawowme o6bem onyxonu

NinmbageHonatua Het >1,5 cm YmeHblueHne 250% YBennyenune 250%
Fenatomeranusa Het YmeHbleHune >50% Ysennuenue 250%
CnneHomeranma Het YmeHblieHune 250% Ysenunyenune 250%
NInmeboumnTbl KpOBM <4 x10°/n YMmeHbLueHune 250% ot YsenuyeHue >250% ot

MCxXxoaHoro

McxoagHoro
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KOCTHbI Mo3r HopMoKneTouHbli, YMmeHblleHne
< 30% numoounTos, HeT KOCTHOMO3roBOro
HOA4YNAPHOrO nHPuNbTPaTa Nn
noparkeHus. HOAYNAPHOrO NOpParKeHUA
Mpu rMnokneToyHOM Ha 50%
KOCTHOM mo3re — [P
HeyTOYHeHHaA

I'Iapameprl, onpegenawowme d)YHKLI,VIOHaﬂbHyIO CNOCOBHOCTb KOCTHOrO MO3ra

TpomboLuThI >100 x 10°/n > 100 x 10°/n nam CHUKeHue 250% oT
nosbiweHne >50% ot NCXOAHOro No npuynHe
ncxo4Horo XN
FemornobuH >11r/on >11 r/gn nnv nosbiweHne| CHuKkeHue =2 r/on ot

> 50% OT UCXOAHOTO NCXOAHOrO No NpUYMHe
XN

Heltpodunbl 515 x 109/11 >1,5 x 10°/n nnm

nosbilleHne > 50% ot
NCXOAHOro

bubaunorpadus
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BonocaTtoKneToUYHbI NeUKo3

BeegeHue

Bo10caTOKNETOUHbIM nenkos (BKN) - pegkoe XpPOHUYecKoe B-kneToyHoe
numoonponnpepaTsHoe 3abosieBaHWe, B OO/bLIMHCTBE CAY4YaeB MOPaAXKatoLlee KOCTHbIM MO3T U
ceneseHKky. Ero cybctpatom ansaoTca AnmMdonaHble KNETKM C XapaKTepHol mopdonaorven —
KPYnHble pa3smepbl, OKPYrnoe s4p0 M BblPOCTbI-KBOJOCKUY» LUTONNAA3Mbl, OT KOTOPbIX NMPOM30LLIO

Ha3BaHwWe 3abosieBaHuA.

BK/1 coctaBnsieT npumepHo 2% OT BCEX JIEMKO30B B3POC/bIX U 8% OT ApYyrnx XPOHUYECKUX
numoonponmbepaTuBHbIX 3ab0neBaHMIA. ITOT BUA, SIEAKO3a Yalle BCEro BCTPeEYaeTca cpeam MyKUYnH
cpeaHel BO3PACTHOW rpynnbl (COOTHOLIEHME MYXUYMH M MKeHWUH coctasaseT 2-4:1, meauaHa
Bo3pacTta — bonee 50 net), oA4HaAKO U3BECTHbI CayYan 3abonesaHuns B monogom (Monoske 30-40 ner)

BO3pacTe.
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EctecTtBeHHOe TeueHune BKJ/1 BapbupyeT oT 406pOKauyeCcTBEHHOro, C MeA/1IeHHbIM HapacTaHUeM
NposABAeHN 3ab60/1eBaHNA B TeYEHUE MHOTUX JIeT, 40 ObICTPOro NPOrpeccnpoBaHmA C NOsSBEHNEM
CMMNTOMHOM UMTOMEHUN u/uan  cnneHomeranmu. O6wenpuHATon Knaccudukaumm BKJ1 He
CyliecTByeT, OObIYHO BbIAENAIOT HayalbHYylO M pa3BepHyTyto ¢asbl Brepsble BblABAEHHOIO
3aboneBaHuA, pemuccuto (MONHYIO UM YaCTUYHYIO), peunams (PaHHUIA MAN NO34HUIA), PE3UCTEHTHOE
TeueHue 3aboneBaHus.

AunarHocrtuka

KnuHunueckue n nabopaTtopHble NpuUsHaKu

KnnHuyeckne npossneHuns BK/T moryT BapbMpoBaTb OT MMHMMA/IbHbIX MM BOOOLLLE NOAHOCTbIO
OTCYTCTBOBATb (M Toraa 3abosieBaHWe ABAAETCA CAyYalHOM HaxogKoh npwu obcneposBaHuu) Ao
BbIPa*KEHHbIX CMMMTOMOB CM/IeHOMEraAunM u uutoneHmu. Ona BKJT xapaKTepHbl fieiKoneHua ¢
HEWTPOMNEHMEN U MOHOLMTOMEHUEN, a TaKKe aHeMua U TpombouunToneHusa. B 95% cnyyaes B KpoBu
NauneHToB 0OHAPYKMBAIOT XapaKTepHble «Boa0CaTbie» AMMPOLMUTLI, HO KOJIMYECTBO UX MOXKET ObITb
pa3anyHbiM. TunuyHo anAa BKJ1 yBenmyeHue ceneseHKM — OT HE3HAUYUTENbHOrO A0 TMraHTCKOro,
OHaKO BCTpevalTca BapuaHTbl BK/1 6e3 cnaeHomeranmm. O4aroBoe MOpPasKeHUe CeneseHku
HexapakTepHo ans BKJ1. YeenuueHua nepudepunyeckmx numeoysnos npu BK/T HeT, HO y 15-25%
NnauMeHTOB BbIABAAETCA yBe/NYEHNE BUCLEPANbHbBIX AMMPOY310B (06blMHO abaoMMHaNbHLIX). Mpwu
O6HAPYKEHUN YBENAUYEHUA BHYTPUTPYAHbIX TMMPOY3N10B HEOHXOANMMO UCKAIOYEeHUe TybepKynesHoro
nopaeHus; B c/lydae BbIABNEHUA coveTaHua TybepKkynesa n BK/1 Heobxoanmmo npoBoAnTb iedeHne
oboux 3aboneBaHWii OAHOBPEMEHHO. KAMHMYECKME CMMNTOMbI LMUTONEHMM (04HO-, ABYX- WM
TPEXPOCTKOBOM) 3aBUCAT OT CTEMEHW €e BbIPa’KEHHOCTU, HO B LLeJIOM aHeMua nogonry bbiBaert
KOMMNEHCUPOBAHHOW, TPOMDOOLMTONEHUA YacTo OeccMMNTOMHAA WAW C YMEPEHHO BblPaXKEeHHbIM
remopparmyeckum cmHgpomom. OCHOBHOE XU3HeyrpoxarLlee ocnoxHeHne BKJ/T — socnanutensHo-
WHOEKUMOHHbIE  MPOLLECCbl, CK/AOHHblE K  CENTUYECKOMY TEYeHWIo W abcueanpoBaHuULo.
Heliponeiikemus HexapakTepHa ana BKJ/l, MeHWHreasbHble CUMMNTOMbl TPEBYIOT WCKAOYEHMUSA
6aKTepManbHOro, BUPYCHOTO WAN TybepKynesHoro MeHWHrnTa. Cneunduyeckoe nopaxkeHue
HennmMmdaTUYECKMX OPraHOB BCTPEYAETCA TAKXKe KpalHe pefKo, KAMHUYEeCKaa KapTWUHA Npu 3TOm
MOMKET OTCYTCTBOBaTb WJ/IM 3aBUCUT OT JIOKa/NM3aUMWM MOPaKeHMs (Ko¥Ka, KOCTM, JIeTKUE, MOYUYKMU,
LUEeHTpaNbHan HepBHas cuctema M Ap.). UcknoueHuem CcayKuT cneunduyeckas auododysHas
nmoongHaa MHOUAbTPaLMA NeYeHu, BCeraa npucyTcraytoas npy BK/1, Ho 06bl4HO He npuBoAALLaA
K YBE/NYEHUIO WKW HapylweHuto OGyHKUMM opraHa. KpaHe pegko npu BKJ/1 BcTpevaetca
M30/IMPOBaHHOE 3JKCTPaMeaynApHOe MNopaxeHue — Hanpumep, MOparKeHWe OCeBOro CcKeneta
(no3BOHKM, KpecTeu, Ta3) C MAFKOTKAHHbIM KOMMOHEHTOM. Hanunume sKCTpameaynsapHOro odara
nopaxeHua [O/KHO ObiTb  BepudUUMPOBaHO MOPPOIOrMYECKUM, UMMYHOPEHOTUMMUYECKMM
(NpesnoYTUTENbHO) MAN MMMYHOTUCTOXMMMWYECKUM UCCNEL0BaHWEM, @ B C/yYae M30/IMPOBAHHOIO
3KCTPaMeayNAPHOro noparkeHusa (nNpu OTCYTCTBUM TUMNMYHOM KapTuHbl BK/1) — onpeaeneHunem
myTaunm BRAFV600E.

YacToTa BCTpeYaeMoCTN KAMHUKO-NabopaTopHbIX NpossaeHnin BK/:
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e CnneHomeranua - y 80% nauneHToB.

o JlenkoneHua —y 70% naumeHTOB.

e HelTponeHua - y 75% naumeHTOB.

o  MoHountoneHms -y 90% naumneHToB.

e «Bonocatble» AMmoLMTbI B Ma3Kax nepudepuryeckoin Kposu -y 95% naumeHTos.
o TpombouutoneHusa -y 80% naumeHTOB.

o AHemua -y 70% naumeHTOB.

e Ab6gomuHanbHaa numdageHonatma - y 15-25% naumeHToB.

e MoHOKNOHanbHasa rammanatma —y 10% naymeHTOB.

Momumo TMNMYHOro BKJ1, cywecTBylOT CXOXKMe € HUM BapuaHTHaa ¢dopma BK/1 n amumdoma
KpacHOW NynbMbl CeNe3eHKU, BblaeNeHHble B KnaccudpuKkaumm BO3 2008 r. B oTAeNbHbIE HO30/10TUN.

Kputepuu guarHosa
O6cneposaHne npu BKJT cooTBeTCTBYET CTaHAAPTHOMY afroOpUTMy, peKoMeHA0BaHHOMY ANA
60/1bHbIX MMMdonpoandepaTMBHbIMM 3a60N1E€BaAHUAMMU, C HEKOTOPbIMU AOMNOJAHEHUAMM, N BKAIOYAET

B cebs:

Obs3artenbHble ANAarHOCTUYECKME NCCIe0BaHNS:

KnnHuyeckunit aHanms KpoBHu C UNTONOTUYECKUM UCCNeJOBaHNEM Ma3Ka nepmd)epmqecr(oﬁ KpoBMu.
LnTonornyeckoe nccnegoBaHme KOCTHOMO Mo3ra.
'McTtonornyeckoe nccregoBaHmMe KOCTHOrO Mo3ra.

P wnNPR

OnpegeneHne nmmyHodpeHOTUNA IMMPOLUTOB KPOBU MM KOCTHOMO MO3ra MeTo40M NPOTOYHOM
LMTOMETPUM.
5. YnbTpa3BykoBoe W/UAM KOMMbIOTEPHO-TOMOrpaduyecKkoe uccneaoBaHuMe opraHos 6proLiHON
nosocCTu.

JononHuTeNbHblE AWArHOCTUYECKME NCCNEA0BAHNA B CIOMKHbIX 411 ANATHOCTUKM CyYasnX, Npu

paHHeM peunanee Nan pesncTteHTHOM Te4YeHUNn:

1. VIMMYyHOrMCTOXMMMUYECKOE MUCCef0BaHWe TpenaHobMoNTaTa KOCTHOO Mo3ra

2. OnpepgeneHve TapTpaT-ycToMuMBOM Kucaol ¢ocdatasbl (TRAP) B aumdoumTtax Kposu wn/uau
KOCTHOrO MO3ra.

3. OnpepgeneHne mytauum BRAF V600E B ivmdoLmMTax KPOBU AN KOCTHOrO MO3ra.

4. VMMYHOXMMUYECKOe UccnefoBaHne CbiIBOPOTKN KPOBU U CYTOYHOM MOYMU.

Mpy LUTONOrMYECKOM MCCNEAO0BAHMM MaA3Ka KPOBW BblABASAOTCA MMbONLHbIE KNeTKU bonee
KPYMHOro pasmepa, C FOMOreHHbIM Pa3perKeHHbIM XPOMaTUHOM A4Pa OKPYI/I0M UM OBAJIbHOW, perke
6060BUAHON GOPMbI, C AOBO/ILHO WMPOKON H6AeAHON LMTONAA3MON, C HEPOBHbLIM, GEeCTOHYaTbIM, C
OTPOCTKAaMM WM BOPCUMHKAMWM Kpaem LMTOMMa3mbl. B KOCTHOM Mo3re BOPCUHYaTbIX AMMEOLUTOB
yacto 60sblue, YeM B KpPOBW. XapaKTepHoi ocobeHHOCTbo BKJ1 ABnseTca TpyAHOCTb acnvpauuu
KOCTHOrO Mo3ra («cyxas NMyHKLMA»), YTO CBA3AHO ¢ pnBPO30M KOCTHOro mMo3sra npu BKJ/1. XapakTepHa
MOHOUUTONEHMSA, KoTOpas, 0fiHaKo, MOKeT  OTCyTCTBOBaTb  MpM npucoeguHeHUn
MUKobaKTepmnanbHon MHPeKUMK (TybepKyies) u npu BapnaHTHOM BK/I.
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UnTtoxmmmnyeckoe uccnegosanue nnmoountoB Ha TRAP sipKo BbISBASET TapTpaT-yCTONUYUBYIO
Kucnyto ¢ocdatasy B BOpcUHYATbIX AnmdoumnTax. IToT BUL depMeHTa MHOTAA MOMKET BblABAATLCA
npu gpyrux anmoonponndepatmBHbix 3aboneBaHUAX, OLHAKO BbICOKAA aKTMBHOCTb TapTpaT-
ycToiunBom Kucnoi ¢ocdartasbl TMNMYHA UMEHHO ans BK1 u BcTpeyaeTcs B 95% cnyyaes.

TpenaHobuoncua obasaTesibHa ANA YCTAHOBAEHUA AnarHosa BKJ1, Tak Kak NO3BONAET BbIABUTb
mMmoongHyto MHOUABTPALMIO C XapaKTepPHbIMM MMeHHO anAa BKJ/1 yeptammn, oueHUTb pesepsbl
KPOBETBOPEHMSA, a TaKKe nposectu anddepeHumanbHbii AMarHo3 c ansasuei KpoBeTBopeHuda. B
TpenaHobuonTtate npu BKJ/1 obHapykuBaeTcA yMeHbLUEHME KOMYECTBA 3/1€MEHTOB HOPMasbHOro
remonoasa u auddysHaa uamn anddysHo-ovarosaa MHOUABLTPALMA KOCTHOrO MO3ra «pbIXa0»
PacnofoKeHHbIMN IMMOONLHBIMW KNETKAMWN CPeAHEro pasmepa C HenpasuabHON dopmoit sapa U
[OBO/IbHO  LUMPOKOM  UMTONMA3MOM C  HepoBHbIM  Kpaem. TunuueH ©¢ubpo3, HapyweHus
MUWKPOLUMPKYIALUMM B BUAE MOSEN KPOBOU3NIUAHUIM, PACTAHYTbIX CMHYCOB — KapTWHA, NO3BO/IAIOLLAA
MopPdONOrMYeckn OTANYUTL STOT BUA, NIEMKO3a OT APYrMX 3ab0seBaHUiA.

OnpegeneHne MmmyHodeHOTMNA Onyxonesbix AMMbOUUTOB 00A3aTeIbHO A1 BepuduKaumm
amardHosa BKJ1. [Ona 3Toro wcnonb3ykTcA ABa B3aMMOLOMONHAKOWMX MeToda: NpoToYHaA
UMTOMETPUS U MMMyHoructoxumms (UMX). He BbIABAEHO KaKOro-to eAMHCTBEHHOrO mapkepa BK/,
No3ToMy A1s TOYHOIO AMarHo3a HeobxoAMMO OLEeHWMBATb AOCTAaTOYMHO LWWMPOKYK MaHenb B- n T-
KNneTtodHbix CD-mapKepoB, BKAKOYAA MapKepbl, TUNuYHble ana BK/. TMpu npoToyHOM umTOMETpUM
BbIABNAKOTCA CMAbHaA aKkcnpeccna CD19, CD20, CD22, CD79a, otcytctBMme akcnpeccmn CD5, CD10,
CD23, CD43 wn skcnpeccma tunmyHblx ana BKA CD11c, CD25, CD103, FMC7, CD123, CD200, LAIR-1.
M3penka BCTpeYaloTca OTKAOHeHua (abeppaumn) deHoTUna — HanuumMe HeTUNUYHbIX ana BK/
mapkepoB CD10 (go 20%) u CD23, pexke CD5. MMMyHOrMcToXMmmYeckoe uccnegosaHue npu BK
obHapyrmBaeT aKkcnpeccuio CD20, Annexin Al, TRAP, CD25, CD103, DBA.44(CD72), CD11c, CD123,
Cyclin D1 (B 6onbWwWHCTBE c/y4aeB cnabana sgepHaa akcnpeccus). OnyxoseBble KNETKU He
aKcnpeccupytot CD5, CD10, CD23 (B pegKkux ciydanax mMoxKeT bbiTb cnabas akcnpeccua Ha 4acTu
Knetok). [na sapmaHTHoM dpopmbl BK/1 xapakTepHo otcytcTBne CD25, CD123, TRAP, Annexin Al.

Mopdonornyeckoe uccnefoBaHUe TKAaHU CE/IE3€HKM W MeYEeHUM B C/y4ae CrIeHIKTOMMUM
BblABNASAET NUMOPOUAHYIO WMHOMABTPALMIO KpacHOW nNyabnbl, Npu 3Tom 6enasa nynbna o0O6bIMHO
aTpoduposaHa. Onyxonesana UHOGUABLTPALMUA NPUBOAUT K 06pa3oBaHMIO TaK HA3blBAEMbIX KKPOBAHbIX
03ep», KOTopble npeacTaBastoT cobol pacTaHyTble KPOBblO CUHYCbl. B neyeHu onyxonesas
MHOUNBbTPALMA PACMONAraeTca He TOMbKO B MOPTA/bHbIX TPAKTAxX, HO U B CMHYCOMAAX. YTOUHEHMIO
AMarHosa nomoraet MMMYHODEHOTUMUYECKOE WCCNEAO0BAHWE TKAHW Cefie3eHKU (MpyM nomoLum
MMMYHOTUCTOXMMMNYECKOTO METOAA WAWM MPOTOYHON UUTOMETPUKM) C onpeaeneHMeM XapaKTepHbIX
ana BKJ/1 mapkepos.

Ona  TouyHoW pguddepeHumanbHOM AmarHocTMkM  BK/1  peKkomeHayeTcA  MccienoBaTb
MOHOKNOHaNbHYIO cekpeuuto. MapanpoTeMHemus B LENOM HexapaKTepHa ansa BKJ/l, sBcTpevaetcs
peako (oo 10%), B OCHOBHOM B MOXM/AOM BO3pacTe, M 4awe 6biBaeT CAe40BOM, MpUM 3TOM
NPenMMyLLeCTBEHHO BbiaBAseTcA IgG. MPOrHocTUYeckoe 3HayeHMe MOHOK/IOHANbHOM CeKpeuuu He
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YCTaHOBNEHO. BbiABNEHME 3HAYMMON ceKpeuun — MNoBoA K PeBu3UM AuarHosa (cekpetupyloLias
nmmédoma, NNasmoLmMToma).

Mpu BK/1 6onee yem B 95% cnyyaes Bbiasasetca mytauna BRAF V600OE, koTopas oTaMyaeT ero
OT Apyrux B-KnetouHblx numonponmdepatmBHbIX 3ab601eBaHNIN, a TaKKe OT BapMaHTHOM dpopmbl BK/I
M NMMPOMbI KPacHOW Nynbhbl CeNeseHKU. ITa MyTauua MOXKeT ObiTb BbiiBIeHa METOAOM
nonnmepasHoi uenHom peakumm (MLP) B KNeTouHbIX 06pa3LLax KPOBU UAK KOCTHOIO MO3ra, Uan npu
MMMYHOIMCTOXMMMUYECKOM MUCCNAef0BaHNU C COOTBETCTBYOWMM aHTUTenom. OnpeaeneHme myTtauum
BRAF V600E HeobxoAMMO BbINONHATb B ANArHOCTUYECKM C/IOXKHbIX CAydaax (Ana noATeBeprKaeHus
AnarHosa) M y 60NbHbIX C PaHHUMKW PeunaMBaMM UAM C PE3UCTEHTHbIM TeyeHuem BKN (ana
onpeaeneHns BO3MOXKHOCTU NPUMEHEHUSA NpenapaTta- MHrnbutopa myTtauum BRAF V60OE).

Jua2Ho3 BK/1 cnedyem 3anodo3pumes, eciu y 60a6H020:

UuToneHus (oaHo-, ABYX-, TPEXPOCTKOBAS).
NumdouuTos (npm ntobom umcne nemkoumTos).
MoHouuToneHms.

CnneHomeranua.

vk wnN

YacTble MHPEKLUMOHHO-BOCNANUTEIbHbIE COCTOAHMS.

HAuazHo3 BK/1 cyumaemcsa ycmaHo8AeHHbIM pu HAAUYUU CAedyouiux OaHHbIX:

1. BopcuHyuaTtble iMmdoLmTbl («BoNOCaTbie KNETKU») B KPOBU U/MAN KOCTHOM Mo3re >5.

2. MonoxunTenbHasa peakuunsa BOPCMHYaATbIX AinmeoumnTtos Ha TRAP.

3. UmmyHodeHOTUN NMMOUIHBIX KAETOK, cneunduuHbin ana BK/: knoH B-anmdoumtos (k
unn A), akcnpeccupytowmx mapkepbl CD19, CD20(spko), CD22(spko), slg, CD25, CD11c; CD103, FMC7,
CD123, CD85; oTcytcTBuMe aKkcnpeccuun mapkepos CD5, CD10, CD23, CD43.

4. CneumduuHas pns BKN «pbixnasa» ammdongHas MHOMALTPAUMS KOCTHOrO MO3ra B
TpenaHobuonTaTte (c akcnpeccuent npu UMX CD20, Annexin Al, TRAP, CD25, CD103, DBA.44(CD72),
CD11c, CD123, Cyclin D1, otcyTtctBMem akcnpeccum CD5, CD10, CD23).

5. BbiaiBneHue B AMmMPponaHbIx Knetkax myTtaumm BRAF V60OE.

6. B cnyvae CNAEHIKTOMUM — XapakTepHaa AmmbounaHas MHPUAbTPALMA KPACHOM NyAnbnbl, C
aKkcnpeccuei npu UIMX mapkepos BK (cm.n.4).

Mpy HanN4YUKM TONbKO AaHHbIX (1) 1 (2) — guarHos BK/1 BepoAaTeH, Npu Hannunmn gaHHbIX (3-6) —
OOCTOBEpPEH.

OnddepeHumanbHbiii gnmarHos BK/1 HeobxoaMmo npoBOAMTbL CO BCeMW 3aboneBaHUAMM,
NPOTEKaLWMMU C UUTONEeHneln, "IMMboLUTO30M 1 ciaeHoMeraaneit. 3To, B NepByto oyepeab, Apyrue
nmméonponndepaTreHble 3aboneBaHna - 1MMPOMa MapPrMHANbHOM 30HbI cefle3eHKM, T-KNeTouHas
nmmooma, ceneseHoyHas odopma audodysHoN B-KpynHOKNETOUHOM NMMEPOMbI, XPOHUYECKUI
numooneiikos, nMmdoma KpacHOM Mynbhbl ceneseHkn, BapuaHTHas d¢opma BKJ/l. Cnektp
anddepeHumanbHo anarHocTMKM BKJT TakKe BKAOYaeT Apyrve rematosormyeckme (annactmyeckas
aHeMMsA, MMeNoaANCNAacTUYECKMIt cuHaApoMm, mrnenodprnbpos) n HeremaTtonornyeckune (6onesHs Mowe,
renaTuTbl U UMPPO3bl, ayTOMMMYHHbIe HapyleHus) 3aboneBaHMUA CO CXOOHOW CMMNTOMaTUKON. B
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pegknx cnydanx (1%) BoamoXKHO coyeTaHue BKJ/T ¢ XpoHMYECKMM NMMPONENKO30M, eLle pexke — C
APYTMM FremMaToNnormyeckmm 3abonesaHnem.

OueHKa ¢aKTopoB NPOrHo3sa

1. [nybokas nmaHuuTOneHws, o6ycnoBneHHas  WMHOUAbTPAUMENn  KOCTHOrO  Mo3ra U

cnaeHomeranuei c yposHem remornobuHa meHee 100 r/a, TpomboumTtos meHee 100 x 109//1,
HelTpodunos meHee 1,0 x 10°/n B pebioTe 3aboneBaHUA MOMET 6biTb CBA3aHa C
OTHOCUTENbHO HeGNaronPUATHLIM NPOrHO30M.

2. MaccmuBHana BHyTpubptowHas ammbageHonatua MOXKeT ObiTb CBA3aHa € XyALWMM OTBETOM Ha

Tepanuo n MeHbLLEeWM NPOAONKUTENbHOCTbIO pemMunccnin.
3. Monogoit Bo3pacT B aebiote 3aboneBaHua (monoxke 45 net) cBA3aH ¢ 6osee KOpPOTKOWM

NPOAO/IKUTENBHOCTbIO pemmnccum B 50% cnydaes.
4, OTBeT Ha Tepanuio NypUHOBLIMK aHasoramu. BepoAaTHO, NPOrHO3 XyXe Npu AO0CTUMHKEHUM

TOJIbKO YaCTUYHOM, @ HE MOIHOW PEMUCCUN.
5. OtBer Ha cnaeHaktomuto. OueHMBaeTCcA B CAyvyae ee NpoBeAeHMA MO MOKA3aHUAM,

onpegensieMbiM B WHAMBMAYyanbHOM nopsgake. B ciayyae HopmanmMsaumm noKasaTenei
KJIMHWMYECKOrO aHa/IN3 KPOBU MOCAE CMIEHIKTOMMUM NMPOrHO3 cymnTaeTca 61aronpuUATHbLIM.
BapuaHTHaa popma BKJ/1 xy>Ke oTBeYaeT Ha CTaHAaPTHYIO Tepanunto aHaioramm NypuHos.

7. Jleiko3HOe nopakeHne HeAMMPOUAHbIX OPraHoB 06bIYHO Xopouwo nogaaetca CTaHAapTHOﬁ

Tepanun 1 He yxyalaeT NporHos 3abosesaHus.
8. HemytnposaHHbit ctatyc IGVH reHos n aetekuma VH4-34, a Takxke myTtaumm TP53 moxket

6bITb MONEKYNAPHbIM PaKTOPOM HEBNAroNnpUATHOrO NPOrHo3a.

JleueHune

TaKTuUKa neyeHua

Uenbto Tepanum BKJ1 ABnAeTcA MaKCMManbHaa 31MMUHALMA OMYyXOJEBOrO KJOHa C
[OCTUXKEHMEM ANUTENbHOM NOMHOM pemuccun. B ocHose Tepanum BKJT B HacTosAlee Bpema NexuTt
MCMOJ/Ib30BaHWE aHa/loroB HyKNeosnaoB (KnagpubuHa W neHToCTaTvHa). [pMmeHeHue  3Tux
npenapaToB CpPaBHUMO MO 3PPEeKTUBHOCTM U NO3BONAET [0OUTbCA MONHOW pemuccun  u
[LONITOCPOYHOW BbIXKMBAeMOCTU Yy BonblUMHCTBA NaumeHToB. JobasneHne K Tepanuu puTykcumaba
MOXET YNYULUUTb Pe3ybTaTbl Tepanuu B rpynnax ¢ HebnaronpuATHbIMKU daKkTopammn NPorHosa.

MoHo- 1 noanxumuoTtepanua BKJ1 pasAMYHbIMM WMHBIMM LUTOCTaTUKaMM HedabdeKTUBHa.
[NMIOKOKOPTUKOCTEPOUALI NPOTUBOMOKA3aHbl BBUAY HespPeKTUBHOCTM B nedeHun BKA u
CYLLECTBEHHOIO YBE/IMYEHUA YACTOTbl U TAKECTU WHPEKUMOHHBIX OCNOKHEHUIA C  BbICOKOW
NETaNbHOCTbIO MPU WX OJAUTENbHOM MPUMEHEHMU. Tepanua TrpaHy/oLMTapHbIMM  POCTOBLIMU
dakTopamu B 6OAbLUMHCTBE CAyY4aeB He MOKasaHa, 3a WMCKAYEHWEeM AauTesnbHoOW u raybokoi
HeWTponeHumn (arpaHynoumntosa) y 60AbHOMO C TAXKENbIMA WHPEKLMOHHBIMM OC/NOXKHEHUAMU. B
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cnydae rnyboKon aHemuu, NPU UCKAKOYEHUW APYIUX NPUYUH aHemuu (peduumt xenesa uam
BUTaMWHa B12, n T.4.), KPAaTKOBPEMEHHO NPUMEHAIOTCH 3PUTPOMOITUHDI.

Mpwn nedveHnn 6onbHbIX BK/1 HeOBXO4MMA KpaliHAS HACTOPOXKEHHOCTb B OTHOLEHUW MHEKLMIA
— Ha ¢$OHe HEeWTPOMEeHMM YacToO PA3BMBAIOTCA MHEBMOHWMW, CUHYCUTbI, abcueccbl B MOAKOXKHOWM
KNeTyaTKe, MeXmbllweyHble abcuecchl (0cobeHHOo B mbiwuax Hor). Funeptepmus npu BK/, B oTanuue
oT AMmboMm, He ABNAETCA CUMNTOMOM MHTOKCUKALMKN U CBUAETENbCTBYET O HA/IMYUM NHOEKLMOHHO-
BOCNAAUTE/IbHOIO MpoLecca, YacTo 6e3 YeTKo onpenenaemon nokanmsaummn. Ouarn MHGeKLUUN Npu
BKJ1 cKNOHHbI K BbICTPOM FreHepannsaumm n TpebyroT HEOTNI0XKHOIO Ha3HAYeHUA aHTUDAKTePUANbHOM
Tepanun. HepegKo covetaHune BK/1 c Tybepkynesom.

OcHoOBHOM HepelweéHHOW npobnemoit B nevyeHum BKJ/1 B HactosAwee BpemAa ABAAeTCA
onpeaeneHne TaKTUKK iedeHnsa PesnCcTeHTHbIX popm BKJ1 1 BapmaHTHoro BK/I.

MokasaHuA K Hayany nevyeHus

MoKasaHMA K Hayany Tepanum onpeaenaTca UHANBMAYANbHO. MNpy HernyboKom UMToneHun m
OTCYTCTBMM CUMNTOMOB 3abosieBaHUA [OOMYCKaeTca BblKMAaTeNbHaA TaKTMKa, MpU  YC/OBUU
BO3MOXHOCTU PErynsipHOro KOHTPOASA 3a NaLUEHTOM.

OCHOBHbIMW  NOKasaHWAMW K MPOBeAEHUI0 Tepanuu ABAAIOTCA  BbIPa’keHHaa UK
ycyrybnsiowanca uMtoneHma, Haanume MHPEKUMOHHbIX OCNOXKHEHUIA U CUMNTOMHAA CNeHOMEeraaus
[, CJ.

[o Hayana nevyeHns NOMUMO BbileyKa3aHHbIX AMArHOCTUYECKMX UCCef0BaHNN Hebxoaumo
BbINOJIHATL PYTUHHOE 0b6cnefoBaHWe MNauueHTa (06K BMOXMMWYECKUIA aHa/IM3 KPOBW, aHa/iu3
MOYM, PEHTTEHONOTNYECKOE UM KOMMbIOTEPHO-TOMOrpaduryeckoe UcciegoBaHne rpyaHon nosiocTy,
aNeKTpoKapaunorpadus, nNpu MnokasaHuAaX — OOMNOJIHUTENbHbIE WCCAeAOBaHMA) ANA  YTOYHEHUN
COMaTMYECKOro CTaTyca U HaiMYuA CONyTCTBYIOLWMX 3aboneBaHui.

Cxembl neyeHuA.

Mpenapatamu, AalOWMMKU  MaKCMMasbHOE YUCAO MHOTONETHUX MONHbIX PEMUCCUI Y
6onbluMHCTBA NauueHToB (6onee 80%) npu BKJ/1, ABnsOTCA aHanorM MNypuMHOB MEHTOCTAaTUH U
Knagpubun [Il, B]. XoTAa paHO4OMM3IMPOBAHHbLIX WCCAEAOBAHWI MO cpaBHEHUIO 3OPEKTUBHOCTM
NeHToCcTaTMHa U KNagpubuHa He NPoBOAMIOCH, MO AAHHbIM PA3HbIX UCCAEAOBAHUIA He MOJyYeHO
60NblWKMX pa3nnuMii B UX 3PPEKTUBHOCTU. B TO Ke Bpema Npoduib TOKCMYHOCTU WU PEXUM
NPUMeEHEeHNA NpeanoYTUTeNbHee Yy KnagpubuHa. JledeHne aHasoramu NypuHOB He HasHayaeTcsa B
nepuos MHPEKUMOHHBIX OC/IOXHEHWUA U MPU BbIPAKEHON HENTpONeHWuW, BBMAY AAUTENbHOro (40
HECKOMIbKMX MecsALeB) W T11yboKoro Moc/eKypcoBOro MMEIOTOKCMYECKOro  arpaHynoumTosa.
MaumeHTam c HeMTpoONeHWel nepes Tepanuein aHasloraMyM NYpMHOB PEKOMEHA0BAHO Ha3HayeHue
MHTepdepoHa-a.

UHmepgepoH-a
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NHTepdepoH-a 06bIMHO NpumeHAeTca B TeyeHue 12-16 Hegenb OO HasHayeHMA aHanora
nypuHa (g8 KOpPPEeKuUn HEUTPoneHUM U NPOOUNAKTUKM  ASIMTENbHOTO MUENOTOKCMYECKOro
arpaHynountosa) 8 gose 3 maH ME x 3 p/Hea. nogkoskHo [lIl, C]. B 3aBMcMMOCTM OT nokasartesnei
reMorpaMmmbl U UHAMBUAYANbHON NEPEeHOCMMOCTU A03a MHTEPPEPOHA-O. MOXKET BapbMpoBaTb OT 1
80 5 mMaH ME v oT 2 pa3s B HeZeno 40 eXeAHEBHOIO NpUMeHeHuA. B €BA3KM C YacTbiM pa3BUTHEM
rpunnonofobHOro CMHAPOMA HA HaYa/ibHbIX 3TAaMNax NPUMEHEHUA UHTepdepoHa-a Tepanuio cneayet
HauMHaTb ¢ A03bl 1 MNH ME Ha $OoHe aHTUNMPETUKOB, NOCTENEHHO YBENNYMBAA A03Y A0 CTaHAAPTHOWM
(3 mnH ME). Mpu rnybokoit nekoneHun nHTepdepoH-a HeEoBXo0AMMO NPUMEHSTL C OCTOPOMKHOCTbIO,
He ¢opcupya A03y (M3-3a pUCKa BpemMeHHOoro ycyrybneHua neikoneHuu). Llenbio npumeHeHus
MHTepdpepoHa-a ABNAETCA CHUXKeHWe uucna NMmeouMTOB B remorpamme Ao ypoBHA <50%, yTo
no3BoNAeT u3beXKaTb arpaHynouMTo3a M WMHOEKLMOHHbIX OCNOXMHEHUM MOoCne Kypca aHajora
nypuHoB. MNapannenbHoO, Kak NPaBMAO, NPUCXOANT COKPALLEHNE PAa3MepPOoB cene3eHKn. MHTepdepoHr-
0. MOXHO He MPUMEHATb NPU HE3HAYUTESIbHOM MMPOUMTO3E U MUHUMANBHOM MHOUNLTPALMM
KOCTHOIO MO3ra M OTMEHATb B C/ly4ae HENEePEHOCUMMOCTU UAU PAa3BUTUS OCIONKHEHUN.

KnadpubuHx

Mpu BKN npumeHstoT 1 KopoTkuit (7 unn 5 aHelt) Kypc KnagpubuHa. B paHAOMU3MPOBAHHbIX
nccnefoBaHUAX He 6bl0 BbiIABAEHO Pas3inymii B 3PpPeKTUBHOCTU M NEPEHOCMMOCTM NpenapaTta npu
pasHbIX pexmmax BeedeHua. OanHakoBas 6OMOAOCTYMHOCTb KAagpubuHa npu NOAKOXKHOM U
6ontocHom BBefAeHMM Oblna noaTBepPXAEHa AaHHbIMM - GAPMAKOOMMYECKMX  UCCNef0BaAHUN.
YuntbiBaa yaobCTBO exeAHEBHOrO MOAKOMHOrO BBEAEHWs MpenapaTa, AaHHbIA pexum sBaseTcs
npeanoytTuTesbHbiM B Tepanuu BKJ/1. Ecam Tepanua KnagpubuHOM HasHavaeTcA MO Kakon-nmbo
npuynHe 6e3 npepBapuUTeNbHOIO Kypca MHTepdEepoHa-o U B YCAOBMAX F1yOOKoM HelTponeHun, y
ocnabneHHoro 60/IbHOrO — BO3MOXHO NpoBefeHne sedyeHusa B ApobHom pexume: 1 BBeaeHue B
Heaento.

JNleyeHne kKnagpubuHom He TpebyeT cneumanbHOM COMNYTCTBYOWEN Tepanuu (T.e. He
Ha3HavaloTCcA aHTUIMETUKM, BOAHASA HarpysKa), 3a UCKAOYEHMEM NMPUMEHEHUA KO-TPMMOKCa3ona U
auMKnoBupa Ana NnpodMNakTUKM MHbEKLMI (Mo NOKasaHUaM; 06a3aTesIbHO B Cyvyae HEMTPONeHUN —
[0 BOCCTAHOBNEHUA HelTpodunos >1,0 x 10°/n).

[leHmocmamuH

MeHTOCTaTUH npUMeHAeTcA B fo3e 4 Mr/m> Kawgple 2 Hedenn [0  JOCTUXKEeHWA
MaKCMManbHOro OTBeTa C NOCAeAYIOLWMMN OAHOM UAN ABYMA AONONHUTENbHBIMU UHBEKLMAMU ONA
KOHcoMaaumm pocturHytoro addekta (obbiuHO 4-10 BBegeHwi). HeobxoauMo yuMTbIBaTb, YTO
npoBeAeHMe TepanmMm NEHTOCTaTUHOM BO3MOXHO TO/MIbKO MaLMeHTam C COXPaHHOM GyHKUMen nodek
(knupeHc KpeaTnHMHa Oo0NXeH 6biTb He MmeHee 60 ma/muH.). Mpu KampeHce oT 40 go 60 ma/MmuH
[03a peayumpyetcs BaBoe. Mpenapat BBOAUTCA NyTEM BHYTPUBEHHOM MHPY3MM B 06beme 1500 ma.

[pu nposedeHuuU mepanuu aHAsa102aMuU NypPUHO8 Heobxo00UMO y4umelsams caedyrouiee:
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e BHe 3aBMCMMOCTM OT BblOPAHHOM CXeMbl JIeYEHUA aHajsoramum MNypuUHOB, €C/IM MPU OUEHKe
pe3ynbTaTa yepe3 6-12 mec. NOAHAA pemuccma He 6blia AOCTUFHYTA, BO3MOXKHO MOBTOPHOE
NnpoBeAeHNE Kypca fiedyeHua, nNpeanovyTuTenbHo ¢ gobasneHnem putykcumaba 375 mr/m® 4-8
BBEAEHUN.

e [laumeHTbl, NepeHecwne Nocnae Tepanum aHaNoraMyM MYPUHOB reprneTUYecKyo MHPEKLMIO nam
NHEBMOLMCTHYIO MHEBMOHMIO, AOJIKHbI NOAYy4YaTb aUMKIOBUP U KO-TPUMOKCO30/1 A0 Tex nop,
noka Yncno CD4-nosnTuBHbIX TIMMEPOLUTOB He cTaHeT 6osnee 0,2 X 109/n.

CnaeHaKmomus

YpaneHue ceneseHkM ObICTPO NUKBUMAMPYET LMTOMNEHWUIO, HO Anwb y 20% 60abHbIX — Ha
ONUTENbHbIA CPOK; y 6onbwKnHCTBA Ke 3PPEeKT Ch/eHIKTOMUM CcoxXpaHsaeTca MmeHee 1roga ¢
Hensbe)KHOM B pJasbHeWwem nporpeccueit 3abosieBaHUA. B HacTosllee Bpems CMJIE@HIKTOMUSA
NPUMEHSIETCA OrpaHMYEHHO: MPU CUMMTOMHON TpombouuTOoneHuu, nNpu HeabOeKTUBHOCTU UK
HEenepeHOCMMOCTU JIEKAPCTBEHHOM Tepanuu, MPU  OC/NOXMKHEHMUAX crieHomeranmm (MHdapKThl,
pa3pbiB), a TaK¥e Npu BbipaxKeHHOM cnneHomeranum (6onee 10 cm Huke pebepHon ayru),
COYETaloLWENCA C HE3HAUNTENbHbIM MopaxkeHnem KocTHoro mosra [lll, CJ.

JleyeHue aKcTpameAaynapHoro nopaxkeHua npu BK/

B npownom, oo noasneHua apPeKkTMBHOM cuctemHom Tepanum BKJ1 nHTeppepoHoOm-a m
aHasioraMy nNypuHa, AN NIEYEHUA IKCTPAMELYNSPHOrO MopaXKeHUA MPUMEHAIOCh XMPYPruyveckoe
NleyeHWe UM ydyeBaa Tepanua. B HacTosuwee Bpems ob6lWenpusHaHo, 4YTOo sedveHne BK/ ¢
3KCTPaMeayNAPHbIM MOPaXKEHUEM AO/KHO bBbiTb CUCTEMHbIM — WHTEPdEPOH-a M/MAn aHanorm
nypvHa, BO3MOXHO C Ao0OaB/ieHMEM K Tepanuu puTyKcumaba. JlokasibHOe nedeHue (ucceuveHue,
061yyeHNEe) MOMKET NPUMEHATLCA TONbKO OOMOJIHUTENbHO, MPU  HaAUYMKM  NOKasaHuin. [Mpwu
a/eKBATHOW CUCTEMHOM Tepanuu cneumduyeckoe NopaxkeHWe OpraHoB M TKaHel npu BK/1 He
ABNseTcs GaKTOpoMm, yXyaLwatowmm nporHo3 3aboiesaHus.

OueHKa oTBeTa Ha le4yeHune

dbdeKT neyeHUa nNpoABAAETCA MOCTENEHHO, MO0 Mepe YMeHbleHus AnmbongHown
WHOUABTPALMM B KOCTHOM MO3Te W Cesie3eHKe M MapannenbHoro BOCCTAaHOB/IEHUA 3/1€MEHTOB
HOPMaNIbHOrO KPOBETBOPEHWS, MO3TOMY CyAuUTb 06 3dGEeKTUBHOCTM Tepanuu HeobXxoAWmo Mo
AVHaMUKe NabopaTopHbIX NOKasaTesel M pasMepoB Cene3eHKU B TedeHue AAUTeNbHOro nepuoaa
BpeMeHMU.

TaK, oueHKa 3GPeKTUBHOCTM NPUMEHEHNA MHTepdEPOHa-0L NPOBOANTCA He paHee yem Yepes 8
HeZesnb Moc/ie Hayana ero npumeHeHus. MNpu 3Tom Ha GoHe NpPUMeHeHUn MHTepdepoHa-a eLle Ao
YMEHbLUEHUA NMMPOLMTO3a YBEIMUYMBAIOTCA YUCIO TPOMOOLMTOB M YPOBEHb FemMoriobuHa,
YMEHbLUAETCA pasmep CeneseHKM 3a CYET CHUMKEHMUA CTeneHu MHOUABTPALMKM KOCTHOrO MO3ra U
ceneseHkM onyxonesbiMu aumoboumtTamu. Tepanusa cuutaetca 3ODGEKTUBHON MpU  HaAUuum
NONIOXKUTENbHON AMHAMMKM MO BCEM WAM HECKONbKMM MnapameTpam (YMeHblleHME UWMTOMEHUM,
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MMMOOUMTO3a M MOHOLUTONEHMM, COKpPALLEHME Pa3MepoB CENEe3eHKU U BUCLLEpPasIbHOM
nmoageHonatnm). MNMpu CHUXKEHUM NMMIOUMTO3a B KPOBM MNpumepHo Ao 50% npumeHeHue
MHTepdepoHa-a 3aBepLIAOT M NPOBOAAT KYPC XMMMOTEPANMM aHANOTOM NYPUHOB.

Ha d)OHe KypCa nevyeHnA aHasorom nypmMHOB OTMEYATCA 3aKOHOMepPHaA ﬂMMd)OFIEHMFI, n
OA4HOBPEMEHHO NPUPOCT TpOM6OLI,MTOB N YpPOBHA remornobuHa. B TeuyeHue nepBoro mecaua
OTMEeYaeTca yBenndyeHume CI)OpMEHHbIX 3/1EMEHTOB KpoBKW, OAHAKO MOJIHOE BOCCTaAHOBJ/IEHUE
remorpammbl MOXKET ﬂOTpEGOBaTb HECKOJIbKUX mecAueB, NO3TOMY Npu Haanydmu NON0XKUTENIbHOM

OVHAaMMKM NOKasaTenell KPoBMU MOJIHOTa KOCTHOMO3rOBOWM pemnccnm oueHmBaeTCA He paHee, Yem

yepes 6-12 mecALeB NOC/e OKOHYAHUA XMMUOTEPATNNN.

KpuTtepun pemuccnmn n pesumayanbHoi (ocTaTtouHon) 601e3HU 6ONbLLIMHCTBOM UCCiefoBaTenem
NPWHATbI cneaytolume:

losHaA pemuccusa:

e OTcyTcTBME UMTONEHUKU: remornobuH >120r/n; HenTpoduabl > 1,5 x 109//1; TpombouuTbl >
100 x 10°/n.
e OTcyTCTBME OPraHOMEraiMm: HOPMaan3aUmnsa Pa3MepoB CeNe3eHKU, BUCLLepaabHbIX MM$OY30B.

e OTcyTcTBME «BOPCUHYATBIX» IMMPOULUTOB B Nepndepmnyeckoin Kposu n < 1% B KOCTHOM MO3re.

HeKkoTopble UccneaosaTenv BblAeNAT NOAHYI0 PEMUCCUIO C pe3nayanbHoi 60ae3HbI0 — npu

Hannunm 1-5% «BOpPCUMHYATLIX» IMMEPOLUTOB B KOCTHOM MO3TeE.

YacmuyHasa pemuccus:

e OrcytcTBME UMTONEHMM: remornobuH > 120r/n; Hentpodunbl > 1,5 x 10°/n; TpomboumTbl >
100 x 10°/n.
e  YMeHbllUeHMe opraHoMeraamm u UHOUAbTPaLUM KOCTHOrO Mmo3ra bonee yem Ha 50%.

o OTCyTCTBME «BOPCUMHYATLIX» IMMPOLNTOB B Nepudepmnyeckoin Kposu, HO >5% B KOCTHOM MO3re.

YayyweHnem cyuTaeTca Hopmanmsauma ogHOro U3 napameTpoB 6es yxyaweHuna gpyrmux.
lg,}'ll/1TEJ'II:>HOl\/"1 cyMTaeTcA pemmccma gonblue 5 ner.

Posnb muHumaneHol ocmamoyHol bose3Hu npu BK/1

HecmoTpss Ha OuYeHb XOPOLWMWM KAMHUYECKUIA OTBET Ha Tepanuilo MNeHTOCTaTUHOM W
KNagpubuHOM, M3BECTHO, YTO MPAKTMYECKM Yy BCeX MaLUMEHTOB MNOC/Ae OKOHYaHWA JfieyeHus
onpeaenseTca MMHMManbHana octatoyHaa 6onesHb (MOB). MNpy oueHKe KayecTBa pemuccum nocne
nposeaeHHON Tepanuu Ans BbianeHna MOB 04HOrO MMCTONOMMYECKOrO MUCCNeA0BaHUA KOCTHOMO
MO3ra HegoCTaTOYHO, MPOBOAMTCA MMMYHOTMCTOXMMWMYECKOE WCCefoBaHME C MCMO/b30BaHWEM
aHTN-CD20 aHTUTEna ANA BbIABAEHMS OCTAaTOYHOW nonynsuuMum B—numdboumtos, KoTopble MmoryT
pacrnonaraTbC Kak Knactepamu (6onee Tpex CD20-NO3UTUBHLIX AMMOOUAHBIX KAETOK), Tak W

anodoysHo.
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[JaHHble HEKOTOPbIX UCCAEA0BaAHUI MOKa3anu, YTo nNpu nposeaeHun Tepanum BK/1 aHanoramm
NYPUHOB B KOMBWMHAUMM C puUTyKcumabom, y 90% nauMeHTOB MPU MOMOLUM MONEKYIAPHbIX W
nmmyHonornyecknx Tectoe MObB He BbiaBnaeTcA. B To e BpemA npogemoHcTpuposaHo, yto MObBb
MOXKET BbIABAATHCA Y 60/IbHbIX Ha MPOTAXKEHUM MHOTMX neT 6e3 NpU3HaKoB peunamsa U Nporpeccum
3abonesaHuAa. Takum obpasom, nonHan apaguKkauma MOB He fONKHA ABNATLCA Lenbio nedeHns BKJ
B PYTUHHOM KNMHUYECKOMN NpaKTUKE.

JNleueHune B nepuop 6epemeHHOCTH

Mpwn yctaHoBNeHUN amnarHosa BKJ1 y bepemeHHOM TaKTUKa NevyeHusa onpeaensaeTcs CPOKOM
H6epeMeHHOCTU 1 BblPaXKEHHOCTbIO CMMNTOMOB 3ab0neBaHUA. [TPU HANANUYMU KNUHUYECKMX NMOKA3aHUI
K neyeHuto 6e3onacHbIM B nepuos OepemeHHOCTM ABNAETCA MNPUMEHEHUe WHTepdepoHa-a,
MOCKOJIbKY 3TOT MpenapaTt He OKa3blBaeT OTPULATENbHOMO BAMSHMA Ha TeyeHue BepemeHHOCTH,
pogbl, passuTne naoaa. Mpu BbissaeHUM BK/1 Ha paHHUX cpokax BepemMeHHOCTU fevyebHOM onumei
MOXeT OblTb CMNIEHIKTOMMUS C NOCAeAyloWwMM HabalogeHMeM UM OTCPOYKOW siedeHuAa Ao
poAopaspelleHns, UAN C NPUMEHEHMEM UHTepdepoHa-a Mpu HeobxoAMMOCTU AasibHelwero
nevyeHus Ao poaos. MpumeHeHWe aHanoros nypuHa u/mam putykcumaba s nepuos 6epemMeHHOCTH
He peKkoMeHAyeTcs, HO MOMeT ObiTb BbINONHEHO MO W3HEHHbIM MOKasaHuam B Il TpumecTtpe
bepemeHHOCTH.

Ha6mo,qe|-me nocne nevyeHumA

Mocne 3aBeplueHMA Kypca JieYeHMAa aHanorom nypuHa Heobxogumo HabaogeHue 3a
NauMeHTOM C OLLEeHKOW AWHAMWKM MOKasaTenen KJAMHMYECKOrO aHasM3a KpPoBM M pasmepa
cenie3eHKN. I'Iepwop, BOCCTaHOB/MIEHUA MMEJION033a MOXKET ObiTb ANNTeNbHbIM, MO3TOMY eCchun 'y
601bHOrO MOC/e NPOBEAEHHOrO Kypca JIeYeHMA aHa/IofOM MypPUHA OTMEYaeTcA MO/0XKUTe/bHan
ANHAaMWKa — MUCYHE3HOBEHUE «BOPCUHYATLIX» nMM(I)OLI,MTOB n TeHAeHUMA K BOCCTaHOB/IEHWUIO
rnoKasaresieu KPOBU, COKpalweHune pasmepa cesie3eHKU, TO NOJIHOTY ,CI,OCTMFHyTOﬁ pemuccnn
OLLeHMBAIOT HEe paHee, Yem 4epes3 6-12 mec. nocse neyeHus. |_|OCI-(O}1be Yy BCeX 6ONbHbIX B pemunccmnn
3aboneBaHuA COXpaHAETCA MUHUMA/IbHAA OCTATO4YHaA 60ﬂe3Hb, peungunsbl BK/T ¢ TeyeHuem
BPEMEHM pPa3BMBAIOTCA B NOAABAAIOLLEM BONbLUMHCTBE C/lyYaeB, C YacToToW BbisiBieHusa go 35%
npu meamnaHe HabnwaeHua 5 net v go 50% npu meamaHe 10 net. Peunamsbl moryt
BO3HMKaTb 4Yalle U B 6bonee paHHWE CPOKM Yy Monodbix 60nbHbIX (AebtoT 3aboneBaHma B
BO3pacTe Mosoxe 45 net) U npu OOCTUNKEHUM NUWb YaCTUYHOW pemuccun. Ons
cBOEBpeMeHHOro obHapyKeHua peungmsa BKJ/1 Heobxoaum KOHTPO/Ab KAMHUYECKOTO
aH.KPOBM He pe)e 2 pas B rof M pasmepa ceneseHkM He pexe lpasa B roa. Peungums
3aboneBaHna Ao0/XKeH ObITb MOATBEPXKAEH BbIABNEHMEM «BOPCUHYATLIX» AUMEOLMTOB C
cootBeTcTBYtOWMM BK/1 deHOTMNOM B KPOBM MAM KOCTHOM Mo3re. B cnyyae paHHero
peunamBa WM PE3UCTEHTHOrO TeyeHMAa 3aboneBaHMAa 006A3aTeNbHO TUCTONOrMYEcKoe
nccnenoBaHMe KOCTHOro mo3sra un onpegeneHue mytaumm BRAFVE0OE.

Tepanua peungueos u peppakrepHbiX Gopm
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BONbWWHCTBO  MAUMEHTOB, MOJYYaBLWMX TEpanuio aHa/ioramMum MNypuHOB, B  Cay4vae
BO3HWKHOBEHMA peunamsa 3aboneBaHMAa [OCTUrAOT MOBTOPHOM PEMWUCCMM KaK MpU Tepanuu
NEHTOCTAaTMHOM, TaK M KnagpubuHom. Bbibop npenapata pns neyeHUsa peumamnsa 3aBUCUT OT
NPOAOIKUTENBHOCTM NEepBOit pemuccnn. Ecam oHa annnacb meHee 2 NeT, PeKOMeHAYeTcA 3aMeHa
neHTocTaTMHa Ha KnagpubuH (M HaobopoT), BBUAY OTCYTCTBUA MNEPEKPECTHOW PE3UCTEHTHOCTU
Mexay Humu. Ecnm pemuccna 6bina ganteNbHOW, BO3SMOXKHO NPUMEHEHWE MpenapaTa, KOTOpbIi
MCMNO/Ib30BasICA B MEPBOM NMHUM NedeHns. NpoaomKUTENbHOCTb AOCTUTHYTLIX NOMHbBIX PEMUCCUIN He
33aBMCUT OT KOMIMYECTBA JIMHUIM MNPEALIECTBYIOWEN TEpPanuKn, OAHAKO YUCAO0 BOAbHbIX C MOSHLIMU
peEMUCCMAMM OT Kypca K KypCy YMeHbllaeTcA. BHe 3aBMCMMOCTM OT BbIGpaHHOro npenapaTa, npu
NleYeHUn peunamsBa peKomeHa0BaHO AobaBeHNe K aHanory nypuMHa putykcumaba), ocobeHHo ecnm
NPOAO/IKUTENBHOCTb NEPBOMN pemuccumn bbina meHee 5 1eT, 04HAKO MOHOTEPANUA PUTYKCMMabom He
peKkomMmeHAayeTca, BBUAY ee HU3KOM 3PpPEeKTUBHOCTH.

B pesKkux cnydasx pesucTteHTHocT BKJ1 K aHanoram nypuHOB MOMKET ObiTb PEKOMEHA0BAH
OAMH U3 CNeayoWwmX BAPMAHTOB SIeYeHUs (MM UX NociefoBaTelbHOE NPUMEHEHME):

e [lo6aBneHue K aHanory nypuHa putykcumaba 375 mr/m> (4-8 BBeAEHMIA, PeXXUM BBEAEHMWIA
MOXKET BapbMpPOBaTh OT eXKeHeaeNbHOro A0 exekBapTanbHoro) [l C].

o UHTepdepoH-a 3 maH ME/meHb 00 AOCTUMKEHMA MaKCMMasbHOTO OTBETa C MOC/eAYOLMM
nepexoAom Ha BBeAeHue 3Tol A03bl 3 pasa B Hegento [IV, Cl.

e beHgamyctuH 90 - 70 mr/m’ B 1 -2 OHW, NPeanoYTUTE/IbHO B COYETaHUU C PUTyKcMmabom 375
mr/m* 8 1 AeHb, 6 KypcoB ¢ nHTepsanom 28 aHen [IV, CJ.

Mpu pe3ncTeHTHOM TeyeHuu BKJ1 (B TOM uncsie Npu pe3ncTeEHTHOCTU KO BCEM NEPeYUCIEHHbIM
CXEMAM /IeYEHUS) UMEETCA NONOKUTENbHbIN OMNbIT AOCTUKEHWUS NOJHOW PEMUCCUMN NPU NPUMEHEHUU
uHrnbutopa mytaumm BRAFV600E — npenapaTta BemypadeHub. lMpenapaT nokasaH TONbKO ANA
Cny4aeB € noAaTtBep:aeHHon myTaumerr BRAFVE0OE. OnTUManbHbIA  pPeEXUM  MNPUMEHEHUA
BemypadeHnba nsyyaetcsa, camblii anpobUpPOoBaHHbIA PeXUM npumeHeHus — B aose 480 mr/cyT B
TeyeHue 2 n bonee mec, C KOPPEKLMEN Tepanmm B 3aBUCMMOCTM OT AOCTUTHYTOro addekTa. B cnyyae
MACCMBHOM CMJIEHOMErainM MOMKET MNPUMEHSTbCA CMJIEHIKTOMMSA, HO KaK MNpaBuao ofHa
CM/JIEHIKTOMMUA He MPUBOAMT K PEMUCCUM U Bcaes, 3a Hel TpebyeTcA npoBefeHUE CUCTEMHOM
Tepanuu.

B KauecTBe a/fibTepHaATUBbI NPU PE3UCTEHTHOM TedeHun BKJ/1 n3yyaeTca npuMeHeHue aHTUTen
aHTU-CD22 n aHTn-CD25.

AunarHocTuka n neyeHmne BapuaHTHoro BK/

BapuaHTHbIN BK/1 B nocnegHen kKnaccudpukaumm BO3 2008r paccmaTpmuBaeTca Kak OTAesbHanA
Ho30/0rMYyeckan Gopma B pasgene «Heknaccuounumpyeman ammoboma/nenkos ceneseHkn», BmecTte
¢ MmbOMOI KpacHOM nynbnbl ceneseHkU. BapuaHTHbIM BK/1 ewe 6onee peakas natonorus, 4em
Knaccuyeckas dopma 3aboneBaHua U coctasaseT npumepHo 10% ot Bcex cnyyaes BKJ/L. YeTkoe
pasrpaHuyeHne B-BKJ/1 oT knaccuuyeckoro BK/T m oT ammdombl KpacHOW NynbMbl cese3eHKU 4acto
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npeacrasnsetr npobnemy, BBUAY CXOACTBA KAMHWUYECKOW KapTUHbI M MHOTMMX AMArHOCTUYECKUX
napameTpos.

KnnHuyeckne npossneHma Knaccuyeckoro BKJ1, BapuaHTHoro BK/1 M aMmdombl KpacHow
Nynbnbl ceNe3eHKM B 0bLWMX YepTax CXOXM, o4HaKO Npu BapuaHTHom BK/1 n nnmdome KpacHoi
Nynbnbl CeNeseHKM yaule Habnwogaetca nerkouuTos UM abcontoTHbin  numéountos, 6es
MOHOUMTONEHUM. KOCTHbIN MO3r OObIYHO TUMNEPKAETOYHbIM, C MWHUMAJbHBbIMM MPU3HAKAMU
¢unbposa. Mopdonormyeckn «BopcuHYaTbie» AMMOOLUTLI NPU BapMaHTHOM BK/T nmetoT 6onbluee
CXO/ICTBO C NPOAUMOOLMTOM, MX AA4P0 YacTO COAEPKUT 1-2 KpynHble HyKAeonbl. OTMeYeHo, 4To npwu
nMmdome KpacHOM Mynbnbl CeneseHkn nmmdbonaHoe NopaskeHue B FMCTONOTMYecKoM npenapare
KOCTHOIO Mo3ra 6bIBaeT CKy[HbIM, U WUHOTAA BbIABAAETCA TO/NbKO NPU MMMYHOTMCTOXMMUYECKOM

nccnefoBaHUM TpenaHobuonTara.

Ona deHotuna sapuaHtHoro BK/1 u numdbombl KpacHOW Nynbnbl CceNe3eHKu, B OTMyne oT
Knaccuyeckor dopmbl BKJ1, xapaktepHo oTcyTcTBUe 3Kkcnpeccum CD25, CD123, npu Hannumm apyrmx
TUNMYHbIX ana BK/1 mapkepos, HO ¢ MeHblLUel cTeneHblo akcnpeccun: CD11c, CD103, FMC7. Kpome
3TOro, npu BapnaHTHom BK/1 n niumdome KpacHOM nysibMbl cesie3eHKN 06blYHO OTCyTCTBYOT TRAP 1”1
Annexin Al.

Takke pna BapuaHTHoro BK/1 n numdbombl KpacHOWM Mynbnbl cefe3eHKu, B OT/An4YMe OT
Knaccuyeckoro BK/1, xapaktepHo otcytcTBue mytaumm BRAF VE60OE B NeMKO3HbIX KAETKax.

JleyeHne BapmaHTHOM dopmbl BKJ/T Ao HacToAwero BpemeHW O4HO3HAYHO He onpeaesnieHo.
Bcnepctene peakocTn  3ab60seBaHUA  PaHOOMM3MPOBAHHbLIX  KAMHUYECKUX UCCAefoBaHUMA Mo
CpaBHEeHMO 3PDEKTUBHOCTU PA3/IMYHbIX METOA0B JieyeHMa Npu BapuaHTHom BKJ/1 He nposegeHo. Mo
OaHHbIM OONbLUMHCTBA MCCIea0BaTeNeN, aHANOMN NypUHA MmeHee 3PPEeKTMBHbI, U Yalle NO3BOAAOT
[O0CTMYb NIMWb YaCTUYHOM PEMMUCCUMU UAKN yaydleHuA. Mcnonb3yoTca Bce BbllenepedyncsieHHble
MeTOoAbl NeYeHus, NPeanoyYTUTeNbHbIM CYMTAETCA COYETaHWE aHanora MypuHa C PUTYKCMMabom.
MNpumeHaeTca ganTenbHaa Tepanna nHTepdepoHom-a. MNpu BbIparKEHHOW CN/EHOMEranum B NepBoi
JIVHUKN NeYeHUsa NCMOJb3YIOT CNIEHIKTOMMIO. M3yyaeTca spOEeKTUBHOCTb NEYEHUA aHTUTENAMM aHTU-
CD22 u aHTM-CD25. Y monogbix NaUMEHTOB C PE3UCTEHTHbIM TeYeHMEeM 3ab0neBaHUA BO3MOXKHO
JleyeHme ¢ NPUMEHEHMEM aNNIOTEHHOM TPaHCNAaHTaLMU FeMONOSTUYECKMX CTBOJIOBbIX KAeToK. He
NoKasaHo npumeHeHne BemypadeHuMba, B CBA3M C OTCyTCTBMEM MyTaumm BRAFV600E npu
BapuaHTHOM BKIJI.

Anroputm nevyeHuna BK/1

BK/

e N

Bo3moHo HabnoaeHue HeobxoamMmo nevyeHne

| |
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MHoOXecTBeHHaa mmenoma

MHoKecTBeHHaa muenoma (MM) — 3To B-KneTouyHas 3n10KayecTBEHHAA  OMyXoib,

Mmopdonormyeckum cybcTpaTom KOTOPON ABAAIOTCA NAa3maTUUYECKME KAeTKM, npoayuupyolme

MOHOK/IOHa/bHbIA ~ UMMmyHOrnobynamH. MM  coctasnset npubausutensHo 1% cpean Bcex

3/10KaYecTBeHHbIX onyxonen, 13% cpean remonosTnyeckmx onyxonen. B Poccun B 2012 r. Bnepsble

AnarHoctupoBaHo 2782 cnyyas, ymepno 2097 6onbHbix. 3abonesaemocts MM B Poccuum coctaBuaa

2,0 Ha 100 TbIC., BO3pacTHaA meguaHa 3aboseaemoctu 63,7 roga.

AunarHoctuka

Kputepum yctaHoBneHUA anarHosa

B 2014 r. MexAayHapoaHOW rpynnoi no U3y4eHuto MHoXecTBeHHon muenoms (IMWG) 6bian

nepecMoTpeHbl KpUTEPUN AMAarHOCTUKM MM,

Mpwn ycTaHOBNAEHUU AMarHo3a cMmnTomaTmyeckon MM AO0/IXKHbI MPUCYTCTBOBATbL caeayouimne

KpUtepum:

niaasmaTUYecKme KNeTkn B KocTHom mosre 10% n 6onee
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n/nMnun
*  N/J1a3MOKNETOYHAA OMyxo0/ib B OMOMNCMWHOM MaTepumane MOpParkeHHOM TKAHW B COYETAHMMU CO
cneayoWwmMmMmn Npu3Hakamu:
O OAMH unu 6osiee NPU3HAKOB MNOPaXEHWA OPraHoOB WM TKaHeW, CBA3AHHbIX C
NnaasMoKNeToUYHON npoandepaumelt (cumntomokomnaekc CRAB):
= runepkanbumemua (> 11,5 mr/an [> 2,65 mmonb/n]),
"  oYeyHas HegOCTaTOYHOCTb (KAMPEHC KpeaTnHMHA < 40 MA/MUH UKW KPeaTUHUH
> 177 mKmonb/n nan > 2 mr/an)
= aHemua (Hb <10 r/an van Ha 2 r/an HUXKe HopManbHOro ypoBHa Hb),
=  nopaxeHue Kocten (oaMH unu 6onee ocTEONUTUUYECKUIM OYar, BbISIBAEHHbIA NpU
peHTreHorpadum, KomnbloTepHoit Tomorpadum (KT) wmam  No3UTPOHHO-
3MUCCUOHHOM KoMMbloTepHOM Tomorpadum (MIT-KT)
znvy
O OAMH UM bonee NPU3HAKOB OMYXO/JEBON aKTUBHOCTU
= > 60% nnasmaTUyYeCKNX KNETOK B KOCTHOM MO3re,
" COOTHOLIEHME BOB/ieYEHHbIX/HEBOBAEYEHHbIX CBOBOAHbLIX fIETKUX  uenei
UMMYHOTN06YNMHOB cbiBOpPOTKM (C/1LL) >100,
= > 1 oyara noparkeHuA Mo pesyabTaTamM MarHUTHO-Pe30HaHCHOM Tomorpadum
(MPT), pasmep ouyara fo/1KeH bbITb HE MeHee 5 Mmm

MeKayHapoAHbIM KOHCEHCYCOM OblIM TaKKe MNepecMoTpeHbl U KPUTEpPUU BAOTEKYLLEN
(Tnetowert) muenombl. [OuarHos BAMOTeKylwen (Tnelowein) mMUenombl YCTaHaBAMBAKOT NpuU
06A3aTeNIbHOM HANNYMM ABYX C/IeAYIOLWMX NPU3HAKOB:

M-npoTtenH B cbiBopoTKe (IgG mamn 1gA ) = 30 r/n nan 6enok beHc-AxoHca B mode > 500 mr/cyT

n/vnn 10-60% KAOHaNbHbIX MN1a3MaTUYECKUX KNETOK B KOCTHOM MO3re

*  OTcyTCTBME NPWU3HAKOB MOPAXKEHUA OPraHOB M TKAHEMW, CBA3AHHbIX C NA3A3MOK/IETOYHOM
uHoéunbtpaymet (CRAB) mnnm amunounaosa, unu nobbix APYrux KpuUTepues, onpeaenaroLmx
cMMnTOMaTMyeckoe 3aboneBaHue.

O6cnepoBaHue

BosbHbIM ~ MHOXEeCTBEHHOW  Muenomol  oba3aTeNlbHO  MNpoOBefeHue  CaenyloLwero
obcnepoBaHus:

54. KanHnyeckoe obcnesoBaHue:
1. C6op aHamHesa
2. ®usKMKanbHbIN OCMOTP, B T. Y. NasbNauma BCEX AOCTYMNHbIX Nasbnaluum rpynn
nepudepmnyeckmx AMMPaTNYECKUX Y3708, NEYEHU, CENE3EHKM.
3. OnpegeneHune ctatyca no ECOG
55. JlabopaTopHble meToabl uccnegosanua [lI, Al:
1. Pa3BepHyTbIi KAMHMYECKUI aHanu3 KpoBu C wuccneposaHnem Hb, noacuetom
NenkoumnTapHom Gopmybl.
2. O6uwuit aHaAn3 Moun.
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3. Buoxmmmyeckunin aHanmns kposu (J14I, moyeBan KMCNOTa, MOYEBUHA, KPEATUHUH, 06w
6enoK, anbbymuH, bunnpybun, ACT, ANT, wenouHasa docdaTtasa, KanbLUUi, Kanui).

4. OnpegeneHune ckopocTn Kayboukosoi ¢unbTpaumm (CK®P) pacyeTHbim meTogom no
dopmynam Cockroft-Gault, CKD-EPI nam MDRD
OnpegeneHune B2-mukpornobynmHa B CbIBOPOTKE.

Koarynorpamma.
dnekTpodopes U UMMyHOOMKCAUMA 6ENKOB CbIBOPOTKM KPOBU C KOAMYECTBEHHbLIM
onpeaeneHnem ypoBHa M-rpagueHTa.

8. OnpepgeneHne ypoBHA Ig CbIBOPOTKM KPOBU ANA OLEHKU CTEMeHW rymopasbHOro
nMMyHozedbumunTa.

9. WccneposaHue cBOb6OAHbIX Jserkux uenei lg (C/IL) npu  HeceKpeTupyloLein,
O/INTOCEKPETUPYIOLLLEN,  BANOTEKYLLEN MMUEIOME U MUENIOMEe  JIerKUX  Lenew.
dnekTpodopes M UMMyHOOMKcAuMsa 6ENKOB CYTOYHOM MOYM C  KOJIMYECTBEHHbIM
onpeaeneHnem ypoBHA MOHOK/IOHaIbHOTO besKa.

10. OnpeaeneHune rpynnbl KPoBU, pesyc-paKropa.

11. OnpeneneHve mapKkepoB BUPYCHbIX renatntos B n C, BUY.

56. MeToAabl Ny4eBO ANATHOCTUKN:

1. PeHTreHorpadua KocTtelr (BKOYan yepen, rpyaHyo0 KNeTKy, BCe OTAe bl MO3BOHOUYHUKA,
Tas, nneuyesble U beapeHHble Koctu) [, Al.

2. KomnbtoTepHaa Tomorpadusa kocten (KT) pekomeHayeTca npu 60nsx B KOCTAX Npwu
OTCYTCTBMM NATO/IOTMKN Ha PEHTreHorpammax, S8 YTOYHEHMA NOKaAn3aumm N pasmepos
BHYTPWKOCTHbIX  MJ1a3MOLMTOM. BbicOKOlM MHOOPMATUBHOCTBIO 00/1af3aeT  MeTos,
HU3Kogo3HoM KT Bcero cKeneta. Mo mHeHuto EBponelickon Pabouelr rpynnbl Mo
Muenome, HU3Koao3Hasa KT Bcero Tena A0/KHA 3aMEHUTb PeHTreHorpaduio cKkeneTa, Kak
60nee YyBCTBUTE/NbHbIA METOL, BbIABNEHUA OCTEO/UTMYECKUX OYaroB B CPaBHEHUWU C
obblyHOWM peHTreHorpadwmeit [ll, B]

3. MarHuTHo-pe3oHaHcHaa Tomorpadus (MPT) nokasaHa npy NOA03PEHUN Ha KOMMNPECCUIO
CNWHHOTO Mo3ra (gns Bu3yanusaumm o060N04YEeK CMNUHHOMO MO3ra), AAA YTOYHEHMSA
JIOKanM3auumn M pasmepoB 3KCTpPaMeayAnapHoM nnasmoumtomsl. MPT Bcero Ttena, mnu,
€C/IM 3TO HepocTynHo, MPT NO3BOHOYHMKA U Ta3a ABAAOTCA 0653aTeNbHbIMM METO4aMM
nccnefoBaHnA 60MbHbIX C MpeanosiaraeMblM  AMAarHO3OM T/EWas Muesoma U
CO/IMTAPHAA NJ1A3MOLMTOMA.

Mopdonornyeckoe wuccnegoBaHvMe acnmMparta KOCTHOrO mosra u/uam TpenaHobuonTtaTa, npu
OTCYTCTBMM €0 NoparkeHus — mopdosiormyeckoe uccnegoBaHne GUonTaTa ONyxoaeBoMn TKaHM.
NMMyHODEHOTUNINPOBAHWE KNETOK acnuMpata KOCTHOFO MO3raC MCNO/b30BaHMEM MNAHenu
CD138/CD38/CD45/CD19/CD56/CD28 nnu UMMYHOMMCTOXUMUYECKOE nccnegosaHue
TpenaHobuonTtaTa ¢ uccnegoBaHem CD138 M MOHOK/IOHANbHOMO LMTOMIa3MaTUYeckoro Ig
uenecoobpasHo AnA BepupUKaUMM U ONpeaeneHnn MPOLEHTA KAOHANbHbLIX MIAa3MaTUYECKUX
KNeTOK B C/ly4ae HeACHOro AnarHosa.

LiuToreHeTn4ecKoe wuccnefoBaHME MNA3MaTUYECKUX KNETOK (KapuoTunupoBaHue U FISH)
peKomMeHAayeTca ANA BblABAEHWA HauMbonee BaXKHbIX HeHAAronpuATHbLIX UUTOreHEeTUYECKUX
aHomanuii: t(4;14), t(14;16), del 17p13, amnandukaumm 1q (npu FISH nccneposaHnn) unum dell3q
npu CTaHAAPTHOM UMUTOTEeHEeTUYecKoM wuccneposaHun. MyTauuun t(4;14), t(14;16) u dell7p
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BK/IIOYEHbI B NEPECMOTPEHHYI0 cuctemy ctaguposaHna MM R-ISS Kak oTHocAWwMeCA K BbICOKOMY
PUCKY, NO3TOMY OHM A0/IXKHbI OLEHUBATLCA y Bcex 60/bHbIX MM npu ycTaHOBAEHMM AnarHosa.

MnaH o6cnenoBaHMA Npu peuuanBe U NPOrpPECcCUPOBAHUU aHAIOTMYEH paHee OnMcaHHOMY
npu guardoctmke MM. Hanbosee nporHocTMYeckn 3HaumMmas mytauma dell7p gonKHa NOBTOPHO
OLLEeHMBATbLCA XOTA 6bl NPY NEePBOM WM BTOPOM peLmamnBe.

NccnepoBaHune B2-MUKPOrnobyamHa CbiIBOPOTKM NPU PasBUTUM peLmanBa He 06s3aTeNbHO, Tak
KaK MPOrHocTUYyecKoe 3HayeHune cucTembl cTagmpoBaHua ISS B peumamse He ycTaHoBAEHO. [yHKUMA
KOCTHOrO Mo3ra He obAsaTenbHa. 3T0  UCCAefOBaHME HeEOBXOAMMO  BbINOAHATbL  MPU
HecekpeTupylowen wuanm  onurocekpetupytowen MM U NOAO3PEHUM  HA  pasBUTUE
MWEeNoAMCNAACTUYECKOTO CUMHAPOMA UAn Apyroro 3abonesaHna KPoOBM.

CragupoBaHue
PacnpocTpaHeHHOM cUCTEMOWN CTaaupoBaHUA aBaseTca Kaaccudukauma B.Durie n S.Salmon,

npegnoxeHHaa 8 1975 r. (Taba. 1)., KoTopasa 6bina camon UCNOIb3yEMOM CUCTEMON CTaAUPOBaHUSA
A0 2005 r., Korga oHa bbl1a 3ameHeHa BHavane Ha ISS v 3atem Ha R-ISS B 2014 r.

Tabanua 1.
CTaguu MHOKecTBeHHOW muenomsl (no B.Durie, S.Salmon)
Craguu Mpu3Hakn Kneto4yHaa macca,
TpUAAMOH/M?
| COBOKYNHOCTb CAeayoLWnX NPU3HAKOB: <0,6
1. lemornobuu>10r/an (Hn3Kasn)
2. HopmanbHbI YpOBEHb Ka/ibLUA CbIBOPOTKM
3. PeHTreHonornMyeckn — HopmasbHaA CTPYKTypa
KOCTeN MAN OAMHOYHbLIN OYar NOPaAXKEHUS;
4. HusKnit ypoBeHb M-npoTenHa:
a. 1gG<50r/n
b. 1gA<30r/n
5. 6enok beHc-[skoHca < 4 r/cyTku
Il MokasaTtenun, He cooTBeTCcTBYIOWME HU |, HM Il cTagmnam 0,6-1,2
(cpenHss)
1 OAauH nnm bonee n3 cneayoUmMx NPU3IHAKOB: >1,2
e TemornobuH< 8,5 r/pn (BblcOKan)
e YpoBeHb KasbLMA CbIBOPOTKM NpeBbillaeT
HOPMa/ibHble 3HaYeHnA
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e MHOXecTBeHHble Nopa*keHua Kocten (> 3
JNIUTUYECKMX 04aroB)
e Bbicokuit ypoBeHb M-npoTeunHa:
o 1gG>70r/n
o IgA>50r/n
e benok beHc-[oHca > 12 r/ cyTku

JononHuTenbHbIM NPU3HAKOM, ONpesenatowmm NoaCcTagmIo, ABAAETCA COCTOAHNE PYHKLMN NOYeEK:
A - HopMasibHana (KpeaTUHUH CbIBOPOTKM MeHee 177 mKmonb/n unam 2 r/an).
B - CHMXeHHasa (KpeaTMHMH CbIBOPOTKM paBeH Uan 6onee 177 mkmonb/n unn 2 r/an).

MexayHapoaHaa cuctema cTagmpoBaHus (International Staging System — ISS) ocHoBaHa Ha
BaXHOM MNPOTrHOCTUYECKOM 3HAYeHWU couveTaHuAa P2-MUKPOrnobynmHa M anbbymmHa CbIBOPOTKM
KpoBu (Tabn. 2).

Tabnuua 2.
MexayHapoaHas cuctema cTagmpoBaHus (ISS)
Craguu MokasaTtenun Mepgmnana OB,mec
| B-2 MnKpornobynunH cbiIBOPOTKM < 3,5 mr/n 62
Anbbymnn> 3,5 r/an
Il B-2 MMKpPOrno6yNnH CbIBOPOTKM < 3,5 mr/n 44
AnbbymuH< 3,5 r/an
Nnn
B-2 MnkpornobynmnH cbiBOPOTKM 3,5-5,5 mr/n
I B -2 muKpornobyamH> 5,5 mr/n 29

B 2014 rony MexayHapoaHaa cuctema CTagMpoBaHua bbina nepecmoTpeHa (revised ISS; R-
ISS). Kpome nokasateneit B2-MuKpornobyamMHa u anbbymmHa cbiBOPOTKU R-ISS yuuTbiBaeT Hanuume

Heb1aronpUATHbIX XPOMOCOMHbIX aHOMAaUIA U BbICOKUI yposeHb JIAT (Tabaunua 3).

Tabnuua 3.
CTaHZapTHble paKTOpbl PUCKA MHOXKECTBEHOW MUEIOMbI U NepecMoTpeHHas MexayHapogHas
cuctema cragmpoaHma (R-ISS)
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MporHocTnyecknin paktTop

Kputepun

Cragum ISS
I

B-2 mUKpornobyauH cbiBOPOTKK < 3,5 mr/n,
anbbymuH > 3,5 r/an

Kputepun He cooTtseTcTBytOT | nau lll ctagmnam
B -2 MUKpornobynunH > 5,5 mr/n

LUutoreHeTnyeckme aHomanum no FISH
BbicoKunit puck

CTaHAapTHbIN pUCK

Hannume del(17p) u/vnm tpaHcnokaumm t(4;14) n/vamn
TpaHcnokaumn t(14;16)

OTCyTCTBUME UUTOTEHETUYECKMX aHOMA/UI BbICOKOTO
pucKa

nar
Hopma

BbiCOKMi ypoBeHb

NAOT cbIBOPOTKM HUMXKE BEPXHEN FPaHULLbI
HOPMa/IbHOTrO YPOBHA
NAT cbiBOPOTKM Bbille BEPXHEM rpaHuLbl
HOPMa/IbHOTrO YPOBHA

HoBasa mogenb cTpaTUdMKaLMOHHOTO pUCKa
MM

Cragum R-ISS

I

ISS cTagma |, uMtToreHeTUYEeCKME aHOMANNN
CTaHAapTHOro pucka no FISH n HopmanbHbIN ypoBEHb
nar
Kputepun He cooTBeTcTBYHOT | nau lll ctaguam R-ISS
ISS ctagua Il u/mnamn untToreHeTMYECKNE aHOMaNUK
BbICOKOTO pucKa no FISH nan Bbicoknit yposeHb J14T

dakTopbl NPOrHo3a

K OCHOBHbIM ¢aKTopam HebnaronpuATHOro NPOrHo3a NpW YCTaHOBAEHMM AmarHosa MM

OTHOCATCA: BbICOKMI YPOBEHb B-2 MUKPOrNOBY/AIMHA U CHUXKEHUE YPOBHA anbbymMWHa B CbIBOPOTKE

KpPOBMW, BbICOKUI ypoBeHb JIAl, unutoreHeTnyeckne aHomanuu: t(4;14), t(14;16), del 17p13, del 13q,

amnavoukauma 1q. Jeneumsa 13g asnsetcAa HebNaronpuATHBIM NPOrHOCTUYECKUM (aKTOPOM, Koraa

BblABIAETCA NPU KapuotunmpoBaHun, HO He Nnocpencrsom FISH. UcxopHble NPOrHoCTn4eckmne

NMPU3HAaKMN NO3BOTAKOT NMPOrHO3NpPoBaTb NPOAO/TIKUTENIbBHOCTb XKU3HU 60/1bHbIX M OTBET Ha Tepanuio,

HO HE ABNAKOTCA onpegenAarowmmmm npu Bbl60pe TAKTUKK feyeHna 6oabHbIXx MM,

dopmynuposaHue guarHosa

B gmarHose cnegyeT yKasbiBaTb CTaauio U noacraguto 6onesHm no B.Durie n S.Salmon, ctaguto

cornacHo ISS, TMN CceKpeTMpyemoro MOHOK/IOHa/IbHOrO 6e/ika, npoTenHypuio BeHc-[KoHca wu
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OCHOBHbIE K/IMHMYECKME CUMMMTOMbI. B remaTonorMyeckmx LEHTpaX, B KOTOPbIX MpPOBOAMTCA
uMTOreHeTUYecKoe nccaenoBaHue, LenecoobpasHo yKasbiBaTb cTagmio R-ISS.

lMpumepol hopmynuposaHus Oua2HO3a:

*  MHoxKecTBeHHana mmenoma GK-TuMMa ¢ nNpoTtenHypuein beHc-[KoHca K-TUna, pacnpocTpaHeHHbIM
OCTEOAECTPYKTUBHbBIM MPOLLECCOM, BHEKOCTHbIM KOMMOHEHTOM B obnactu Th4, aHemuelr — IlIb
ctagusa (Durie-Salmon), ISS lll. Anann3zaBnucumas noyeyHas HelOCTaTOYHOCTb.
nnn:

*  MHOXecTBEHHAA MMENOMA C CeKpeuMeln IerKuxX Lenen K-tuna ¢ aHeMuen, pacnpocTpaHeHHbIM
ocTeoaecTpyKTUBHbIM npoteccom — IIIA ctaaus (Durie-Salmon), 1SS 111, R-ISS 1.

JleueHune

MokasaHuA K Hayany nevyeHus

MNaumeHTam c Thaewowen (beccumnTomHOl) Muenomol cneuuduyeckaa Tepanua He
pekomeHayeTcsa. [lOKasaHMemM A/ Hayana JieyeHUs ABASAETCA  YCTAaHOBJIeHME  AuarHosa

CMMMTOMAaTMYECKON muesiomsl. [, A]

OHPEAEHEHME CTpaTerun nevyeHuAa

TaKkTMKa BefeHUsa BONbHbIX MONOXKe 65 NeT U NoKunblx 60/bHbIX OTAMYaeTcA. Oaa nedeHus
nepBuYHbIX NaumMeHToB MM monoxke 65 net 6e3 cepbesHoOM CoNyTCTBYIOLWEN NAaTON0OMMM UCMO/b3YIOT
BbICOKOAO3HYI0 xumuoTepanuio (BOXT) ¢ ayTtoTICK. BosbHbiM cTaplie 65 neT uaM mosioabim
60/1bHbIM C TAXENbIMM CONYTCTBYHOLWMMM 3ab0NeBaHUAMM cneayeT PeKOMeHA0BaTb KOMBUHaALMM Ha
OCHOBE HOBbIX JIEKAaPCTBEHHbIX Npenapatos 6e3 BAXT ¢ ayTtoTICK.

Mpu BbIBOPE CXEMbI MHAYKLUMOHHOM Tepanun HeObXO4MMO YUMTbIBATb TaKKe CONyTCTBYIOLLME
3aboneBaHMa 60nbHOrO M ocnoxkHeHna MM. [Mpu KapguanbHOW naTosorMKM  LenecoobpasHo
WCKAIOUMTb M3 Tepanuu aHTPauMKAMHOBblE aHTUBMOTMKU. [Ona nedyeHusa 6OMbHbIX C MOYEYHOW
Hen0CTaTOMHOCTLIO Tepanuelt Bblbopa ABnfeTca coyeTaHne boptesommba u gekcameTtasoHa. Ecam
TAXKECTb COCTOSIHMA 6O/IbHOrO  06yc/oBAeHA He ToAbKO MM, HO TakkKe CenTUYeCKUMM
OC/IOXKHEHUAMMW, KPOBOTEYEHWEM, AMabeTom, renaTMTom, TO WMHAYKUMOHHAA NPOTUBOOMYXO/eBas
Tepanusa NPoBOAMTCA CPa3y NOC/e KYNMMPOBaHUA YKa3aHHbIX OC/OXKHEHWUN.

JNleueHne 60NbHLIX C BnepBble AUarHOCTUpoBaHHOW MM, He KaHauaatos Ha BAXT c aytoTICK
(noxunble 6onbHbIE)

Bonee 40 netr xumuotepanusa mendanaHom u npegHusonoHom (MP) 6bina cTaHpapTHOM
Tepanuei 6onbHbix MM, KoTOpbiM He nnaHWpoBanace BAXT. JleueHue npoBoaAuNOCH A0
MaKCMManbHOro NpoTMBoONyxosesoro a¢pdeKTa, a 3aTem ewe 3-6 mecALes, TO ecTb 40 $a3bl NAaTo.
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B HacTosiLee Bpema AN1A fledeHns NoXuabix 6onbHbIx MM cnenyeT UCNONb30BaTb NPOrPaMmmbl
C BK/IHOYEHMEM HOBOTO /IEKAPCTBEHHOIO Npenapara, MHrMbutopa npoteacom bopresommba [I, Al.

B paHgomusmposaHHom uccnegosaHmu VISTA nposeseHo cpaBHeHUe Tepanum no cxeme MP m
coyeTaHuna bopTesomuba ¢ mendanaHom u npegHusonoHom (VMP) y nauneHToB C BRepsble
AnarHoctuposaHHo MM. 3HauuTelbHOE MPEeMMYLLECTBO NedveHus no cxeme VMP no cpaBHeHUto ¢
MP Tepanuei BbIBJAEHO MO BCEM MOKasaTeNaM, BKAOYas o6yt 3pEeKTUBHOCTb, YAaCTOTYy MOHbIX
pemuccum (MP), Bpems ao nporpeccuposaHua (BAMN), o6uwyto BbixkMBaemocTb (OB). PesynbTaTbl 3TOro
NccnefoBaHUA CTaiM OCHOBAHMEM ANA MCMONb30BaHMA nporpammel VMP B KauecTBe COBpeMEHHOM
CTaHAapTHOM Tepanun nepBoi IMHMK B6oabHbIX MM, KOTOpPbIM HE NAaHMpyeTcA nposeaeHme BAOXT c
ayToTICK. MpogonKntenbHOCTb IeveHna no cxeme VMP fonxKHa COCTaBaATb He meHee 9 LLMKNOB.

B AByX paHAOMM3UPOBaHHbLIX MccnenoBaHUAX 3 dasbl 6bI10 NOKa3aHO, YTO exeHenenbHoe
BBeAeHue 6bopTesommba npu Mcrnosb3oBaHWKM nporpammbl VMP BmecTo BBegeHMA npenapaTta
OBaXXAbl B HEAENO He CHUXKaeT 3dpdeKTUBHOCTU NeYeHUs, HO MO3BOSET 3HAYUTE/IbHO YMEHbLUTb
TOKCUYHOCTb, B TOM YMC/IE U YaCTOTY pPa3BUTUA nepudepuyeckoin noanHenponatun. MNporpammy VMP
C BBeAeHMem bopTtesommba 1 pas Hedento TakkKe LenecoobpasHO MCMONb30BaTb Y MOXKWIbIX
naunentos MM.

C uenbto ymeHblueHMa nobouHbix 3addekToB 6opTesommba NpuM NOABAEHUU MNPU3HAKOB
TOKCMYHOCTM Heobxoguma CBOeBpemeHHas peayKuusa A03bl npenaparta. Kpome Toro nogKokHoe
BBegeHne 6opTesommba BMECTO BHYTPUBEHHOTO, CYLLECTBEHHO CHMMKAET 4acToTy pPas3BUTUA

HeXXenaTesIbHbIX ABNEHUNA.

BbicOKO3hDEKTUBHBIM METOA0M BeAeHUs MNepBUYHbIX O0sbHbIX MM sBAseTcs coyeTaHue
b6opTesomuba ¢ aekcametasoHom (VD) [Il, A]. /ledeHre no cxeme VD pekomeHOyeTcs y 60/bHbIX C
NMoYeYyHON HeAO0CTaTOYHOCTbIO, B TOM umncie Tpebylolleil NpoBeAeHUA reMoamannsa, a TakKe npu
KOMMPECCUM CMMHHOTO MO3ra. B CBA3M C BbICOKOI TOKCMUYHOCTBIO JleKCaMeTa3oHa B BbICOKOM f03e Y
MOMMUAbIX 60/IbHBIX BO3MOMHO CHUMEHME 403bl NpenapaTta Wam ero 3ameHa Ha npeaHM30/10H.

MopneprkmBatowas Tepanma boptesommbom ysenmumsaeT yactoTy [P, BbiKMBaemocTb 6e3
nporpeccupoBaHusa (BBM) n BAMN, B oTgaenbHbiX ucciegoBaHusax OB, HO gna MCNosib3oBaHMA B
KayecTBe CTaHOAPTHOW NOAAEPKMBAIOLWEN Tepanuu y MOXUAbIX OONbHbIX Heobxoanmo 6onee
AvTenbHoe HabaogeHue.

KombuHauus 6eHaamycTMHa € npegHM3onoHom (cxema BP) HepaBHO BBefeHa B apceHan
NeyeHnna 60NbHBIX C BMepBble AMarHoCcTMpoBaHHOMW MM cTapwe 65 neT, He ABAAIOWMXCS
KaHaupatamu ana  nposedeHua BAXT, ¢ KAMHUMYECKMMM  MNPOABAEHUAMW  HelponaTum,
NpenATcTBYIOWEN WCMONb30BAHWUIO Tepanuu C BKAOYEHWEM Taavaomuza u  6Hoptesomuba.
OcHOoBaHMEM pA/1A WCNONb30BaHWMA 3TOW MNPOrpamMmbl CTanu pe3ynbTaTbl PaHAOMW3NPOBAHHOIO
nccneoBaHUA MO CpaBHEHMUIO ee 3PPEKTUBHOCTU C TPALMULLMOHHOM paHee Tepanuen no cxeme MP. B
nccnenoBaHUKM NokasaHa bonee BbicoKan yactoTa MNP u bonee anvtenbHasa meanaHa BpeMeHW A0
Heyaay IeyeHns Npu Mcnosib3oBaHnK BP, HO Npu 3Tom He BbiaBeHO yay4dweHus OB. [II, A]



270

B apyrux ctpaHax Ans fieyeHus MNoXuablX 60/bHbIX C BrepBble AMarHocTMpoBaHHon MM
MUCNONb3YIOT coYeTaHue Taangommuaa ¢ mendanaHom U npeaHmsonoHom (cxema MPT), nporpammbl
Ha OCHOBE NIeHaNNAOMUAA: NeHaANgOMUA C 4eKCaMeTa3oHOM B HM3KoM go3se (cxema Rd), couetaHne
neHanngomuga c mendanaHom M npeaHusonoHom (cxema MPR). JleueHne no cxeme MPR ¢
nocneaylowen nNoadeprKMBalowWeln Tepanuein NeHanngoMuaom npeBocxoguT no 3¢EdeKTUBHOCTU
xummnoTepanuto MP, Bkntoyaa yacroty NP, BB,

Ocoboe mecto B nedyeHun MM 3aHUMaeT BedeHME MOXKUAbIX 0OcCnabaeHHbIX 60/bHBbIX.
Monynsauma NoXuabix BO/bHLIX FETepPOreHHa, BK/IOYAET KaK COXPaHHbIX GO0/bHbIX, HaxoAAwmXca B
xopowem $U3UYECKOM COCTOSSHUM MHOTME rofgbl, TaK U OCNabseHHbIX NauUMeHTOB HYXKAAIoWMXCA B
nomowm. KnioyeBoit npobnemoit nevyeHMA MOXKUAbIX U ocnabneHHbIx 60nbHbIX sABAAETCA
nepeHoCMMOCTb sedeHusa. lMpu Bblbope cxembl JIeYEeHUA M COOTBETCTBYHOLWMX [03 MpenapaTtos
HEeOBX0AMMO YyuMTbIBaTb BO3pacT. Bo3pacT 75 neT M cTaplie OKasblBaeT HeraTMBHOE BAWAHWE HaA
pe3ynbTaTbl neveHnn. Kpome Bo3pacta Ha BbIOOP Cxembl eYeHusa BAMAIOT Takue HebnaronpuaTHble
baKTopbl KaK KOMOPOUAHOCTb, acTeHM3aLMA, Hajnume MPU3HaKoB MHBaNUAHOCTM. KomopbugHocTb
onpeaensetca no npucytcteuio 2 u b6onee conyTcTBylOWMX 6onesHen, MeaULMHCKUX ONArHo3oB
(BKNKOYAA MATO/MIOTMIO MOYEK, NIErKUX, MEeYeHW, CepaLa, KeNygo4yHO-KMLLEYHOro TpaKTa, KOCTHOro
mosra). Hanuume 2 u 6onee conytcTBylowmMx 6GonesHelt roBopuUT O HECOXPAHHOCTU MalMeHTa.
ActeHnsauma (ocnabneHHoCTb) xapaKTepusyeTca HaanuMem 3 M Hosiee OCHOBHbIX MPU3HAKOB:
cnaboctn, noTepu Beca, HWU3KOW GU3NMYECKOW AKTUBHOCTM, MJIOXOW BbIHOC/AMBOCTM U MeANEeHHOM
noxogku. WHBanuaHoctb (6ecnomMoLlHOCTb, HETPYAOCNOCOOHOCTb) BKAOYaeT ¢u3nyeckue w
MeAULMHCKME pPacCTPOMCTBA, 3aTPygHEHMA B obecrneyeHUM AUYHON TUTMEHDBI, pelleHUU ObIToBbIX
3a4au.

MauneHTam 6e3 HebnaronpmATHLIX GaKTOPOB CAeayeT Ha3HayaTb eYeHne B NOHOW A03e, B TO
Bpems Kak 4/ MaLMEHTOB, MMEIOLLMX MO KpailHel mepe oauH HebnaronpuATHbl dakTop (Bo3pacT >
75 net, conyTcTBytowMe 3a60n1eBaHNA ¢ HapyLweHnem GyHKLMM OpraHoB, aCTEHU3ALMIO UM NPUSHAKK
WHBANWAHOCTWN) PEKOMEH/YETCA COOTBETCTBYHOLLAA peayKumua 403 npenapaTtos (Tabauua 4).

MpyW NeYeHUM NOXKMUALIX OcNabAeHHbIX 60NbHBIX 403y 6opTe3oMUBa CeayeT CHU3UTL 40 1 mr/m’

nnu BBOAMTb ero 1 pas B Hegento [lI, Al.

[o3bl mendanaHa U NpegHU30/10Ha TaKkKe LO/KHbI ObiTb CHUMKEHbl. Kpome TOro, BO3MOXKHA
3ameHa mendanaHa Ha umknopochammg, (50 mMr B CYTKM MAKN BBeAEHMe npenapata B Ao3e 1 1 Kaxablit
21 aeHb). na neyeHun 3Tol rpynnbl 6ONbHBIX TaKXKe MOXKET 6bITb Ha3HadYeHa Tepanua no cxeme VP.

Tabnuua 4.

PekomeHAaUMN NO CHUXKEHMIO 403 npenapartoB y NOXUAbIX 60nbHbIX MM

YpoBeHb A03bl

JlekapcTBeHHbIN 0 1 2
npenapar




271

BopTesomub 1,3 mr/m? 1,3 mr/m> 1pa3s B 1,0 mr/m> 1pas B
aHun: 1,4,8,11 Heaeno Heaenwo
Karkable 3 Hegenm aHun: 1,8,15,22 AHun: 1,8,15,22 Kaxkable
Kaxkable 5 Hegenb 5 Hepenb
NeHannaommg, (c 25 mr/aeHb 15 mr/peHb 10 mr/peHb
JeKcameTa3oHoMm) aHun: 1-21 anHn: 1-21 aHun: 1-21
Kaxkaple 4 Hepenu Kaxkgple 4 Hepenu Kaxkaple 4 Hepenu
[lekcameTasoH 40 mr/peHb 20 mr/aeHb 10 mr/poeHb
AHu: 1,8,15,22 aHun: 1,8,15,22 AHun: 1,8,15,22 Kaxkable
Karkable 4 Hegenmn Kaxkable 4 Hegenun 4 Hepenn
MendanaH 0,25 mr/Kr nam 0,18 mr/Kr nam 0,13 Mr/Kr uaun 5 mr/m?
9 mr/m? 7,5 mr/m? AHun: 1-4
aHu: 1-4 anun: 1-4 Karkable 4-6 Hegenb
Kaxgble 4-6 Hepenb Kaxkgble 4-6 Hepenb
MpeAHN3010H 60 mr/m” 1-4 gHu 30 mr/m* gHu 1-4 15 mr/m* gHv 1-4
Unknodochamng, 100 mr/peHb 50 mr/geHb 50 mr yepes geHb
aHun: 1-21 anHn: 1-21 aHun: 1-21
Karkaple 4 Hepenu Kaxkaple 4 Hepenu Kaxkaple 4 Hepenu

HecmoTps Ha BbICOKYl0 3bdeKTMBHOCTL nporpamm nedeHus c 6opresommnbom Tepanusa
mendanaHom w npeaHunsonoHom (MP) moxKeT 6biTb MCMNO/Ib30BaHa Yy MOMUAbIX OONbHbIX C
HEYO0BNETBOPUTENbHLIM  GU3MYECKMM  COCTOAHMEM,  COMyTCTBYIOWEN  natosoruen,  npu
HenepeHocMmocTn bopTesommba. TakyKe MOXKeT 6biTb Ha3HauyeHa Tepanusa uuKnopochammnaom u

npegHusonoHom [ll, A].

[eKkcameTasoH B BbICOKUX f[03aX MOXKET ObiTb NMPMMEHEH B KayecTBe KpPaTKOBPEMEHHOW
Tepanun oTAe/bHbIX MaLMEeHTOB C rMnepKasbLMeMUen, NoYeYHOM HefO0CTaTOYHOCTbIO, LIUTONEHMEN,
KOMmMnpeccuen CNMHHOrO Mo3ra, Tpebytowen nposeaeHuns nokanbHoi /1T [II, B].

JNleyeHne 60/bHbIX C BnepBble AWArHOCTUpPoBaHHOW MM, KaHAMAATOB Ha BbICOKOAO03HYIO
XMMUOTEPANUIO C NOCNeAyoLLel TPAHCNNAHTaL el ayTonornuHbix FCK

BonbHble B Bo3pacTe Ao 60-65 neT, KOTOPbIM BRepBble ycTaHOBAEeH AuarHos MM, ucxogHo
MOTYT PAacCMaTPMBaTLCA B KAYecTBe KaHOMAATOB Ha BbICOKOAO3HYH KOHCOMAALMIO, BKIHOYAIOLLYIO
OA4HY WAW ABe TPAHCMIAHTALMKM AyTONIOTMYHBIX TEeMOMO3TUYECKMX CTBOJIOBbIX KjaeTok [I, Al
MauneHTam 65—70 neT ¢ XOPOWWMM COMATUYECKMM CTAaTyCOM W OTCYTCTBMEM COMYTCTBYHOLLMX
3a60/1eBaHMI TaKKe BO3MOXKHO BbINONHEHME BbICOKOAO3HOW KOHconuaauum mendanaHom [lI, B].
BospacTHble orpaHuuyeHua o6yCcAOB/AEHbl Tem, 4YTO Y MOMUAbIX 6O0AbHbIX BO3pacTaeT pPUCK
TPaHCMNAAHTaHT-aCCOLMMPOBAHHOMN NeTanbHOCTU. OCOBEHHO 3TO BaXKHO A1 BO3PACTHOM KaTeropuu
6onee 70 neT, NpM KOTOPOM YKa3aHHbIA PUCK MOKET AoCTuraTb 8%.

MwuenomHas HEd)pOI'IaTI/I‘r'I (BK}'HO‘-Ia’r'I ANann3-3aBUCUMYHO NMOYEYHYIHO HEAOCTaTOLIHOCTb) He
ABNAETCA NMPOTUBONOKasaHWem AnA BbINOJIHEHUA BbICOKO,CI,OBHOl‘/JI XxmmumnoTtepanumn c I'IOCﬂGAyiOI.I.I,Eﬁ
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ayTo-TICK. MauneHT MoXKeT 6biTb HamnpasieH B TPAHCMIAHTALMOHHBLIA LEHTP, pacrnofaratowmii

BO3MOHOCTbIO NPOBEAEHNA reMoananmnsa.

MHAYKUMOHHAA Tepanusa

MH,D,yKLI,MOHHaH TEpPaAnNMA MOXKET BK/IHOY4ATb HECKOJIbKO JNIMHWI TepannMn OnAa OOCTUXKEHUA
MaKCMMaJ/IbHO BO3MOXXHOIFo nNpoTUBOOMNYXO/1EBOIO0  OTBETA. B TaGﬂMLI,e 5 npeacraBieHbl
npegnoytTuTebHble CXembl MHOAYKUMOHHOIO 3Tana Tepanun.

Bo Bcex Bbllle MEepeyncnIeHHbIX C/ydanax MNpu Bblbope MHAYKUMOHHOW Tepanuu cneayet
n3beratb cxem, cogepxawmx mendanaH. Hambonee npusHaHHLIMU  CXeMaMW WMHAYKUWMOHHOM
Tepanuun asastotca VD, PAD [I], VCD [ll, A] . TpunaeTbl, BKAoYaowme 60pTe3oMnbd cymUTaroTCS
CambIMM 3PPEKTUBHBIMU PEXRUMAMMU, T.K. UMEIOT BONbLIYIO 3PPEKTUBHOCTb, Yem VD.

Echn otBeT Ha | AMHWUIO MHAYKUMOHHOW Tepanuu HeAOCTATOYHbIN, T.e. He AOCTUrHYyTa Mo
KpaliHelt mepe 4yacTnyHaa pemuccus (YP), uenecoobpaseH nepexod Ha Il AMHUIO UHAYKUMOHHOW
Tepanuu — neHanaugomua-cogepkawme Kypcol VRD, RAD, RCD, RD/Rd. MocKo/bKY NeHanMaomma,
obnapaeTt muenocynpeccusHbiM 3dPekTom, Mobuansaumio 1 cbop ayToN0rMUYHbIX FEMOMO3TUYECKUX
CTBONOBbIX KneToK (ayto-N'CK) uenecoobpasHo BbINOAHATL Nocae 4-ro NeHaAnaoMuA-coaepKallero

Kypca.

Konnyectso KypcoB MHAYKLI,MOHHOVI TeEpanun onpeaenaeTca NpPpoTnBoONyxoaeBbiM OTBETOM Ha

ie4yeHne n cornacosbiBaeTcA C TPAHCNNAHTAUUMOHHbIM LLEHTPOM.

MaymeHTtbl, pgocturiwwmve MNP MAM oOYeHb Xopolwel 4YacTuyHoi pemuccumn (OXYP) nocne
WHAYKUMOHHOW Tepanuu, OO/MKHbl PaccMaTpuMBaTbCA B KavecTBe 06M3aTenbHbIX KaHAMAATOB Ha
BbINO/HEHWE AYTONOrMYHON TpaHCcNAaHTAUUKM. MIMEHHO B 3TMX C/Ay4aaX BO3MOKHO OOCTUXKEHUE
MaKcumanoHoro 3sddeKkta oT KoHconmpauun mendasaHomM B BbICOKMX [03aX WU 3HAYUTENIbHOTO
YBE/IMYEHMA BbIXKMBAEMOCTM BONbHbIX 6€3 NPU3HAKOB NPOrpeccMpoBaHuns 3aboseBaHus.

Tabnuua 5.

CxeMbl MHAYKLMOHHOM Tepanun y 601bHbIX, ABAAIOLMXCA KaHAMAATaMKN Ha BbiNosHEHWe ayTo-TICK.

MpepnoytutenbHble cxembl | AMHUKM Tepanuu:

*BopTesomunb/unknodpocdamuma/aekcamertasoH (VCD)
*BopTezomunb/gokcopybuumH/nekcamertasoH (PAD)

*BbopTesomunb/aekcamerasoH (VD)

MpeanouytutenbHblie cxembl Il AMHUK Tepanuu:

Nenanunaommna/nexkcamertasoH (RD/Rd)
Nenanuaomma/6opresomunb/nekcamertasoH (RVD)
Nenanuaommna/nokcopybuumH/aekcamertasoH (RAD)
Nenannaomuna/unknodpocdar/aekcamertasoH (RCD)

Nenanngomuna/umknodocdan/npearHnsonon (RCP)
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AononHuTtenbHble BO3MOXKHble UHAYKLMUOHHbIE CXeMbl:

DCEP, DHAP, VD-PACE

*Bo BCex NpeAcTaB/ieHHbIX CXeMax ONTUManbHbIM ABAAETCA NOAKOXHOoe BBeaeHMe bopTesomumba.

|_|pl4 PE3NUCTEHTHOM TEYEHUN 3aboneBaHuA ,D,a!'IbHEﬁLIJaFl TAaKTUKa Tepanun onpeaenAaeTca

nevyaulMm BpadYoOM, BbICOKOLO3HblE METOAbl /1e4eHUA MOryT 6bITb NPUMEHEHbLI Ha YCMOTpeHue

TPAHCNNAHTAUMOHHOIO UeHTpPa.

TpaHcnAaHMAYUOHHbIU 3man_ekayaem e ceba:

®  MObMAM3aLMIO U COOP rEMOMO3TUYECKUX CTBONIOBBIX KNETOK Kposu (ICK)

O

Hanbosnee 4yacto MCNOAb3yeMbIM PEXMMOM MOOMAM3AUUM ABNAETCA COYETAHME
XMMUOTEPaNeBTUYECKMX MnpenapatoB (dYalle Bcero uuMknopochammaa B aose 2-4
/M, peako uuTapabuHa, Kypcos CAD, DPACE, VD-PACE, DHAP wun pgp.) wu
rpaHynoUUTapPHOro KofoHectTumyampytowero ¢akropa (M-KCP B gose 5 mKr/Kr/cyT).
B HekoTopbix cnyyaax M-KCP npumeHneTcs B MOHoOpeMMe Ha ¢oHe cTabunbHoro
coctosHMA  KposeTBopeHua (B pgo3e 10 mkr/kr/cyTt). [lpu  HeaocTaTovyHOM
apPeKTUBHOCTM MOOUAM3ALUM WAM TMIPU MPOBEAEHUM €ee MOBTOPHO BO3MOXKHO
BK/IlOYEHME B PEXMM MpenapaTta naepukcadop.

e BbicOKMe f03bl MmendanaHa (200 mr/m?) ¢ nocneaytoLieii TpaHCNAAHTaLMENH ayTONOTUYHBIX

rCK.

O

NHTepBan oT  Mobunusaumu 0o Havyana NpPeATPAHCNNAHTALMOHHOTO
KOHOMUMOHMPOBAHMA AOJ/IKEH COCTaBAATbL OT 2 A0 6 HeJenb.

Mpn BbIpaskeHHOM HapyweHun ¢yHKumMmM nodek (CK® <30 ma/muH), HO He
Tpebytowem nNpoBeseHUa reMmoamMann3a, a TakKe 60nbHbIM cTapliero so3pacTa (65-
70 net) uenecoobpasHo CHUKaTbL A03y MendanaHa 4o 140 mr/m’.

OnAa nauMeHToB, HAXOAAWMXCA HA NPOrPaMMHOM remoamanuie, Ao3y mesndanaHa
(140-200 MI’/MZ) onpeaenseT  TPAHCNAAHTAUMOHHbLIM  ueHTp. [lemoguanus
nposoguTca B —4-i, —2-ii (nepep BBegeHnem mendanaHa) u B 0-i1 aeHb (nepeg
TpaHcohy3nen neMKoKoHUEeHTpaTa).

B nocnegHue roapl HEOAHOKPATHO 0bCy:KAanca BOMPOC O CPOKaX BbiMOAHEHMs ayTo-TICK —

HenocpeacTBEHHO NOCAEe 3aBeplUeHMA WMHAYKUMOHHOrO 3Tana (paHHAA ayTo-TICK) man xe npu

passutun peumnamsa (nosgHas ayto-TIFCK). Pesynbratbl uccneposaHus PETHEMA, IFM n EMN

NOKa3saan o4yeBnagHoe npenmylecrtso paHHe17| adyTO-TpaHCNNaHTaUMUN NO CPaBHEHUIO BbINOJIHEHNEM

ee B Ka4yecTse «Tepanuu cnaceHusay. [I, Al.

Aman KoHcoaudupyrouweao ne4eHus

Lenbto KOHCO}'IVI,CI,MpyIOLLI,eﬁ TeEpannn ABNAETCA MNOBbilWeHME Ka4deCTBa MPOTUBOOMYXO/s1eBOro

OTBETa, AOCTUIHYTOrO Ha npeablaywmx atanax nedyeHua. KoHconmampyrowasa tepanua BKAKOYaET B

cebs orpaHMYeHHOE YMCN0 KYpPCoB NpenapaTamu B NoJHbIX Ao3ax (Hanpumep VCD, RD, VRD). Bonpoc
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0 HeobXxogMMOCTM NpPOBEAEHUA KOHCOAMZALMM pellaeTca B TPaHCMAAHTALMOHHOM  LLEHTpe.
KoHconnanpytolyto Tepanuto uenecoobpasHo HaumHaTb Yyepe3 3 mecaua nocne ayto-TICK, nocne
NnoJiy4eHua pes3ynbTaToB KOHTPOJIbHOro obcienoBaHWs, NOATBEPAMBLIErO OTCYTCTBME MPOrpeccum
3abosieBaHuUA.

OaHum u3 BapnaHTOB KOHCO/IMAMPYOWEro nevyeHna MOXKET pPacCMmaTpmuBaTbCA 8mopas
aymosioeu4Haa mpaHcnaaHmauyusA.

B OTHOLWEHWM BbINOSHEHMA BTOPOI ayTOTPAHCMAAHTAaUUKM npu MM A0 HAcTOALLErO BpeMeHMU
He AOCTUTHYTO e4MHOF0 MHEHMWA, XOTA 3HayMmble MPEeMMYyLLEecTBa ABOMHON ayTOTPAHCMAAHTALMUM
npeactaBfieHbl B uccnegoBaHuax B.Barlogie. TaHaemHas ayToTpaHCn/aHTaUMs COMPOBOXAa/sach
JIY4LWMMM pe3y/ibTaTaMu Mo CPaBHEHUIO C OAHOKPATHOM TPaHCNAAHTaUMeN U CTaHAAPTHOM Tepanuen.
IFM nokasana, 4TO BTOpPAA QaAYyTONOrMMYHAA TPAHCMAAHTAUMA NpPeaoCcTaBAAeT NnpeMmyliectsa B
BbI’KMBAEMOCTM TOJIbKO Y MALUMEHTOB, HE AOCTUTLWIMX Kak MuMHUMym OXYP nocne nepsBoi ayTto-
TpaHCNAAHTAUMM.

NCCN Multiple Myeloma Panel (2014r.) pexkomeHayeT cobupaTb ayToONOrMYHbIE
remornosTUYeckue KIeTKU y ecex nayueHmos, paccmampueaembiXx 8 Kayecmee KaHOudamos Ha
TPaHCNIAHTAUMIO, NPUYEM B KOJIMYECTBE, AOCTAaTOYHOM A/1A BbINOJHEHUS ABYX TPaHCM/IaHTaLMNM.
CornacHo NCCN Multiple Myeloma Panel (2014 r.), peanvsauma ABOMHOW TpaHCN/aHTaLMUU MOMKET
obCcyKaaTbca ANA BCEX MALMEHTOB, ABAAIOWMXCA KaHAMAATAMM Ha ayToTpaHCNAaHTauuo. Mpu sTom
ANA NAUMEHTOB, Y KOTOPbIX MOCAe MEePBOW TPAHCMAAHTaUMM He 6blia AOCTUIHYTa Kak MUHUMYM
OXYP, BTOpas ayToTpaHCNNaHTaLuUs aBaseTcA Tepanueit Bblbopa.

B 60/1bWUIMHCTBE TPAHCMIAHTALMOHHBIX LEHTPOB OObIYHO BO3LEPKMBAOTCA OT NPOBELEHUA
BTOPOM TPaHCMNNQHTAUMM B OAMMKAMLWIME CPOKM Moc/ie nepBon. ITO 0ObACHAETCA Hagenoi
KAMHULMUCTOB Ha TO, YTO NPMMEHEHME HOBbIX NPEenapaToB B MHAYKUMOHHOM Tepanuu, a Takke npu
NeYeHUn peunamea, NO3BOUT AOCTUYL TaKMX e Pe3y/ibTaToB, Kak U NpW BbINOAHEHUN ABOMHOWN
ayToTpaHCcnAaHTaLuMK.

Ob6cyrKaaeTcA BO3MOXKHOCTb BbINOJ/JIHEHMA BTOPOM ayTOTPaHCM/IAHTALMW B KayecTBe Tepanuu
cnaceHua B Cayyvae peumameBa uam nporpeccumn 3aboneBaHuMa Mocie NepBOM TpPaHCMAAHTALMMK.
OnTUManbHble pe3ynbTaTbl NPU BTOPON TPAHCMIAHTALMM BO3MOMKHbI B C/ly4ae NPOAO/IKUTENbHOCTH
pemunccum nocae NepBon ayToTpaHcnAaHTauum He meHee 18-24 mecaues. [ll, B]

B cnyyae nNpUHATMA peleHna O BbIMNONHEHMM TaHAEMHOW TpaHCNAaHTauun BTOpan
ayToTpaHCNaHTaUMA OCyLWecTBiAeTca B TeyeHue 3-6 mecAueB nocse nepson (oTcyeT Beaertca OT
Jatbl nepenvBaHua CD34+ Knetok). ONTMMasbHble CPOKM A/ BTOPOM TPaAHCM/IAHTaUuM — yepes
3 mecsLa nocse nepso.

MprYMHbI yBEMYEHUA MHTEPBaNa 40 6 mecaues (Ho He 6onee) MoryT BbiTb CneayoWUMI:
® J/NTE/IbHO COXPaHAIOWAACA NocAe TMepBOM ayTOTpPaHCHNAHTAUUW  HEWTPONeHus Wuau
TpombouuToneHus
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e ocTpasn ¢asa renatnta (TOKCMHYECKOrO, BUPYCHOTO)

®  VHPEKUMOHHbIE OCNOXKHEHUs (baKTepuasibHble, BUPYCHblE, TPUOKOBbIE), BOZHUKLLIME Yepes 2-
3 mecAua nocae NepBoi ayToTpaHCcnNaHTaLMm

®  ACTEHWYECKMI CMHAPOM, COXPAHAOWMINCA NOCae NepBOM ayTOTPaHCNIaHTaLMM

e oboCTpeHne XpoHMYecKkmx 3abonesaHuin

MpWyYnMHaMM OTKA3a OT BTOPOM TPaHCNAAHTaUMK, KPOME YKa3aHHbIX Bbllle, MOTYT OblITb:
®  paHHWit peumams (NnporpeccupoBaHne) MM B TeyeHue nepeoro roga nocne TICK
® HexenaHwe 60abHOTO

® HeAoCTaTo4YHOe A4aA TpaHcnAaHTaumun Koandectso CD34+ kneTok

Sman noddepxcusaroweli mepanuu

MNoapeprkmBatoLWwan Tepanua Hanpas/aeHa Ha NogasneHme npoavdepaunm ocTaTOYHOro KAoHa
OMYyXOJIEBbIX K/NETOK M BbINOMHAETCA C Uenblo npeaynpexaeHus peumausa 3abonesaHusa. B
HacTosiLee BPeMs PSAAOM  KPYMHbIX MHOFOUEHTPOBbLIX WCCAeAO0BaHUIA MOKA3aHO 3HayeHue
noadeprkmMBatowlert Tepanuu, HasHayaemol nocne MepBod WAM  BTOPOM  ayTOJIOTMYHOM
TpaHcnaHTaumu. [pu 3TOM B KayecTBe TepaneBTUYECKUX MPenapaToB pPacCMaATpMBAKOTCA
6opTesomunb B Oose 1,3 mr/m? Kaxkaple 2 Hedenu B TedeHue 2-x neT uan ao nporpeccun [Il, Al u
NeHannaommna B8 pao3e 10-15 mr/cyt ao nporpeccun [I, A]. WccneposaTenbCKue LEHTPbI
npeacTaBaatoT ybeantenbHble AaHHbIE MO YBEJIMYEHUIO NOKa3aTe el BblXKMBaeMoCTN 6e3 NpM3HaKoB
nporpeccuposaHus (BBM), BpemeHn oo nporpeccuposanua (BAM) n obuweit BbixknaemocTtn (OB).

CornacHo IMWG, nogpep:kumBawolwaa tepanua 6optesommbom uenecoobpasHa TO/bKO B
CNy4Yaax OOCTUMXEHUA OTBETa Ha NnpenapaT Ha 3Tane WUHAYKUWUW, O4HAKO ANMTe/IbHOe NPUMEHeHune
npenapata nocne ayto-TICK (B TeuyeHne 2-x neT) NoTpedyeT peayKuMM A03bl Npenapata y Tpetu
6onbHbIX. Fpynna HOVON noKasana, 4to nogaep:kusatowan tepanus 6optesommbom nocne ayTo-
TrCK a¢deKkTuBHa y naumeHToB ¢ dell7p.

Mpun oueHKe 3dpEKTUBHOCTU NOAAEPKMBAIOLWLEN TepaAnNUM NeHANUAOMULOM MO CPAaBHEHMUIO C
nnawebo 61710 NoKasaHo yasoeHme BB, CHUXeHWe pucKa nporpeccMpoBaHns 3abonesaHma Ha 50%,
a nccneposaHne CALGB 100104 noatesepauno ynydweHuwe nokasateneit OB. [Mpu atom meamaHa
ANUTENBHOCTU NOALEPKMBAIOLLEN Tepanuu cocTaBuna okoso 2 net. lNopaep)kmearowan Tepanus
NEeHaNNgOMUAOM  COMPOBOXAAETCA  YAOBNETBOPUTENBHOM MNEPEHOCMMOCTbIO C  YMEPEHHOM
remaTo/IorMYeckoi TOKCUYHOCTbIO, 6€3 YBEe/IMYEHUA C/Iy4aeB HEMPOTOKCUYECKUX, TPOMBOTUYECKUX U
MHOEKUMOHHDBIX OCNOXKHEHUN. OQHaAKO BEPOATHOCTb BO3HWMKHOBEHWA BTOPbIX Onyxosneh Ha ¢oHe
ANUTENBHOTO Npuema NeHaMAoOMMAA 3acTaBAAeT Bpaveil M MauMeHTOB B3BELUMBATb AOCTOMHCTBA
noaAep:KuMBatoLWwen Tepanun NeHaangoMMAOM MO OTHOLUEHUIO K HU3KOMY, HO BCE e MMeloLLemy
3HAa4YeHMe PUCKY BTOPbIX OMNyxonel. B HepaBHeM MeTa-aHanu3e BCeX PAHAOMMU3UPOBAHHbIX
nccnenoBaHUM, CPAaBHUBAKOLWMX NEHAANAOMUA, € Naauebo, KoTopbli Bbln NpeacTaBaeH Ha KOHrpecce
ASCO 2016, Attal M Konnerm nokasanu, 4YTO WCNO/Sb30BaHWE NoAAepPrKUBaAlOWEN Tepanuu
NeHanngomugom nocne ayto-TFCK go nporpeccun 3abonesaHna umeno 2,5-netHee nNpeMmyLLECTBO
Hag nnauebo, U 3TO NPEUMYLLECTBO NPEBbLILWANIO PUCK PA3BUTUA BTOPLIX OMYXONEN.
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B TeueHne gnuTENbHOrO BpeMeEHW eAUHCTBEHHbIM MpenapaTtom, 3aperncTtpupoBaHHbIM ANA
nopgdeprkmsatowet  Tepanun  nocne ayto-TICK, asnanca uHTepdepoH, 6narogaps ero
MMMYHOMOAYIUPYIOWMM CBOMCTBaM. MHTepdepoH a-2b HasHauvaerca n/K 3 pasa B Hedeno Mo
3 000 000 ME B TeuyeHMe gAUTENbHOTO BPEMEHM (40 peunamBa UAu NporpeccMpoBaHns, HoO He MeHee
5 net). 3TOoT BMA NOAAEP!KMBAIOLLEN Tepanuu MOXKET PaccMaTpuBaTbCA Y 60/bHbIX, KOTOPbIM
ayToTpaHCNAaHTaLMA BbINOAHANACE Ha GOHE NONHON UMMYHOXUMMUYECKOW PEMUCCUN UM KOTOPbIM
HEBO3MOXHO NpoBeAeHNE NOAAEPKMBAIOLWEN TEPANUM APYTUMU NPENapaTamMm.

MNocne ayToTpaHCnNAaHTaUMM NOAAEPKMBAIOWLYIO TEPANUIO PeKOMeHAyeTcA Ha3HayaTb vepes
90-100 aHei nocne nepenuBaHua aytonormyHbix [CK. MpepBaputenbHo npoBoantca obcnenoBaHne
60NbHOFO ANA NOATBEPXKAEHMA COXPAHAOLWEroca MPOTUBOOMNYXO/JEBOr0 OTBETa M  OTCYTCTBUA
nporpeccupoBaHus 3abonesaHus.

B ueHTpax, rae ecTb BO3MOMHOCTb MNPOBOAUTD UMMYHOPEHOTUNUPOBAHME UM
CEKBEHMPOBAHWE HOBOFO TOKONEHUA KNETOK KOCTHOFO MoO3ra, LenecoobpasHo BbIMNOAHATb
MOHUTOPUHT MUHUMaANbHOW OocTaTo4YHOW 60n1e3HU (MOB) y 60/1bHbIX, AOCTUMLLUX MNOJIHON PEMUCCUN.
B03MOKHO, MMeHHO pe3ybTaTbl MOB NOBAUAIOT Ha TAKTUKY NOCTTPAHCNIAHTALMOHHOM Tepanuu.

JleyeHue peuynpgusos MMM

Peungmebl NpY MHOXKECTBEHHOM MUesIoMe Hen3beKHO HacTynatoT y 60/blWMHCTBA 60/bHbIX.
MokasaHMeM K Hayany JleyeHuAa ABNAIOTCA  MPU3HAKM  KAMHWYecKoro  peumgumsa. [Mpu
UMMYHOXMMWYECKOM PeLMaNBE WM MPOrPeccMpoBaHUM, Korga OTMeYaeTca HapacTaHWe YpOoBHSA
MOHOK/IOHaNbHOrO 6enKka Npu OTCYTCTBUM KAMHWYECKUX CUMMTOMOB, XapaKTepHbix gns MM,
onpasBAaHa BbXKMAATeNbHAA TaKTUKA. Bo306HOBAEHME XMMMOTEPANUKU B 3TOM CUMTyauMM NOKasaHo
TO/IbKO NPy BbICTPOM HapacTaHUW NapanpoTerHa.

Bbibop nporpammbl SieYeHUs pPeuuaMBOB 33aBUCUT OT 3PPEKTUBHOCTM NpesLlecTBYoWei
Tepanuu, AANTENbHOCTU PEMUCCUM, COCTOSIHUA W BO3PACTa NauMeHTa, CONYyTCTBYIOLLEM NATON0MKM U
OC/IO’KHEHUI, CONPOBOXKAABLINX NepBOHavYanbHyto Tepanuto [IV, C]. Mpu no3gHux peumansax (cnycrs
6 - 12 mecsAueB NocC/ie OKOHYaHWS MpPeaWecTBYIOLLEro JIeYeHUs) BO3MOXKHO BO30OHOBNEHME
nepBuYHOM Tepanuu. Mpu paHHUX peuunamsax n peppaktepHoit MM HeobxoaMMa cMeHa NPOrpammbl
JIeYeHUsA C BKAOYEHMEM NpPenapaTos C APYrMm mexaHu3mom aencteus. MosTopHyto BAXT c aytoTICK
npu peuunamse LenecoobpasHo NPOBOAWUTL TOJIBKO B TeX CAy4asX, €C/IM pPemmuccua nocsae rnepBo
BAXT npogonkanack 2-3 roaa.

B nocnegHee pecaTuneTMe ANA NedeHua peuuamsos/pedpaktepHoit MM ¢ ycnexom
MCNoNb3yloT BOPTE30MMO KaK B MOHOPEXMME, Tak M B COYETaHUMM C AEKCaMeTas’oHOM u/mau
XMMUonpenapaTamu.
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Pe3ynbTaTbl KPYMHOro paHAOMW3NPOBAHHOIO nccnegoBaHna APEX  BbisiBUAK 6onee BbICOKYHO
addeKTMBHOCTL 6opTesommuba (43%) NoO CpaBHEHUIO C JEeKCaMeTa3OHOM B BbICOKOM Ao3e (18%), a
TaK)Ke ynydleHue nokasatenei BAM v OB. obaBneHne aekcameTa3oHa K Tepanuu 6optesommoom
(VD) ynyywaet pesynbtaTtbl Ha 12-18%. Mporpamma VD cumTaeTca ogHWM M3 CTaHAAPTOB /leYeHus
peungusos/pedpaktepHon MM.

B paHgomusmpoBaHHOM wuccneposaHun Ill ¢asbl 6bl10 NOKaszaHO, 4TO Yy OO/bHbLIX C
peungnsamm MM 6GopTesomnb, BBOAUMBINA MNOAKOXKHO, He ycTynaeTr no 3¢GPEKTUBHOCTU
6opTezomunby, BBOAMMOMY BHYTPUBEHHO, M NMO3BO/IAET AOCTMYb TAaKOro e yposHA BAIM n OB. bonee
TOro, Npu NOAKOKHOM BBEAEHUN BopTe3oMmnba 3HAUMTENBHO peXxe, Yem MpU BBEAEHUW MpenapaTa
BHYTPMBEHHO, Pa3BMBA/INCb HeXenaTenbHble fABAEHWA, B TOM uucne nepudepunyeckas
nonvHerponaTtna. Takum obpasom, NoaKkoxKHoe BeBefeHue GopTezommnba cnesyer paccmaTpuBaThb
KaK CTaHOAPTHbIN MeTof BBeAEeHMA NpenapaTa y Bcex nauneHtos ¢ MM.

B KpynHOM paHAomMM3MpoBaHHOM wuccnegosBaHun Il dasbl npoBegeHO CcpaBHeHUe
appeKTUBHOCTN BopTe3oMMba B MOHOPEKMME W codyeTaHus bopTesommba C NErnMpPoBaHHbIM
JIMNOCOMA/IbHBIM  IOKCOPYOMLUMHOM.  Pe3synbTaTbl UCCeQ0BaHUSA MOKasanaW, 4To codyeTaHue 2
npenapaTtoB 3HaA4YUTE/IbHO yBeANYMBaeT meauaHbl BAM 1 NpoaosKUTeNbHOCTM OTBETa Ha JevyeHue
Nno CpaBHEHUID C oaHMM bopTesomubom. Meamana BAM coctaBuna 9,3 mec. npu codyetaHum 2
npenapaTtos n 6,5 mec. npn nedyeHun 6optesommnbom, meamaHa MPOAOCNKMUTENbHOCTM OTBETa Ha
neveHue — 10,2 mec. n 7 mec. COOTBETCTBEHHO. fledyeHne No AaHHON NPorpamMme TakyKe MOXKeT 6biTb
peKomeHA0BaHO ANA NeYeHnsa peunansos 1 pedpaktepHoin MM.

KombuHauus 6optesommnba c umknodpochammaom u gekcamertasoHom (VCD, CVD) apdekTnsHa
y 75-82% nauneHToB ¢ peunamsamm MM, ob61agaeT ymepeHHO BblparKeHHOM TOKCUYHOCTbIO U MOXKET
6bITb UCNONBb30BaHA A4/1A NPOBEAEHUs Tepanun 3TUX 6onbHbIX. Ana nedeHus peungmsos MM Takxke
NPUMEHSIOT Apyrve NporpaMmsbl ¢ BKAoYeHnem 6optesommnba (VMP, PAD).

MpaKTUyeckoe 3HayeHWe MmeeT BoMNpoc 06 3PPEeKTUBHOCTM MNOBTOPHOrO MCNO/b30BAHMUSA
b6opTtesommnba. To  JAaHHbIM  MPOCMNEKTUBHONO  WUCCNeAO0BaHMA  BO30OHOBNEHWE  JleyeHus
bopTesommbom spdekTMBHO y 40% OGonbHbIX Pe3ynbTaTbl OAHOFO W3 PETPOCMEKTUBHbIX
NUccnefoBaHUIA NMOKAsaan, YTo y NauMeHToB, paHee 3dPEeKTUBHO sieyeHHbIX bopTesomnbom, B 63%
cny4aes BO30OHOBMEHME NeYeHUA BoPTE3OMUMOOM NO3BOIMAO NOYYUTb NPOTUBOONYXONEBbIA OTBET
(55% 6onbHbIX NoAydYanu gekcameTasoH). Mpu atom meamaHa BAMN aocturna 9,3 mec., OB 1,7 roaa.
3¢ddeKTUBHOCTL NOBTOPHOIO sieyeHnsa bopTesommbom 3aBucena OT AJUTENbHOCTU MHTepBana bes
JleYeHUn nocne nepBOHAYasIbHOM Tepanuu 3TUM npenapaTtom. Y MauMEHTOB C MHTepBasom be3
JleYeHnna nocse nNpeaLecTBYIOWEro JieYeHUa 3TMM npenapatom 6onee 6 MmecsueB ob6Lan
a¢ddeKTMBHOCTL cocTaBmna 76,9%, y 60bHbIX C MHTepBasom 6e3 neyeHna 6 UAM meHee MeCALEB -
38,1%.

BbicOKO 3¢pdEKTMBHOM MpPOrpaMmoin nedveHua peumameoB M pedpakTepHoir MM asnaetca
KOMOWHMpPOBAHHasA  Tepanua  /NIEHAIMAOMMAOM W [AeKCamMeTasoHOM. B AByxX  KpymHbIX
pPaHAOMM3INPOBAHHBLIX uKccnesoBaHuax |l ¢asbl NOKasaHO, 4YTO co4yeTaHWe JfeHanMaomuza ¢
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OEKCaMeTa3sOHOM CYLLEeCTBEHHO npeBbllwaeT Mo 3PpPeKTUBHOCTU NeYyeHne [AEeKCaMeTasoHOM B
BblCOKOM Ao03e. O6uwan 3dpPpeKTMBHOCTb TepanmMm NeHaInaoMMAOM U AeKCamMeTa3oHOM COCTaBua
61% n 60,6%, a aekcametazoHom —19,9% n 24%. NonHblE M NOYTU NOJIHbIE PEMUCCUM NPU IEYEHUN
NeHaNNgoOMMAOM M AEeKCaMeTa3oHOM nony4yeHbl y 24% 6onbHbix. MeauaHa BAM npu nedeHwun
NIeHaNnMgoMUAOM M AeKcaMeTa3oHOM cocTaBuna 11,2 mec. (Npu neyeHun pgekcametasoHom 4,7
mec.). MegmnaHa OB coctaBuna cootBeTcTBeHHO 35 mec. n 31 mec.

CywecTBylOT [AaHHble, YKa3blBalOWMe HaA TO, YTO WCNONAb30BaHME JeHanAngommaa C
AEKCaMeTasoHOM npu nepsom peuuanBe bonee 3¢PEKTUBHO, 4YeM WX MPUMEHeHMe nocne
MHOTOKpPaTHbIX KypcoB Tepanuu cnaceHma. Yactota P mn OXYP cywecTtseHHO Bbilwe npwu
MCNONb30BaHUM NIEHAaAMAOMMAA U AeKCaMeTa3oHa B KayecTBe Tepanuu BTOPOM JIMHWUKM, Yem npu
Ha3HaYyeHMUM 3TOM NPOrPaMMbl B Ka4ecTBe Tepanum TPETbel 1 nocaeayoLmnx AMHuiA Tepanum (39,8%
no cpaBHeHuto c¢ 27,7%). MepgmaHa OB TakXe CyWwecTBEHHO NPOAO/XKUTENbHEE, KOrga
NEeHanNMaomMua, C [AeKCaMeTa3oOHOM MPUMEHAAN NpUM NEpPBOM peunamnBe, NO CPABHEHUD C
CUTyaumMsamK, Korga [AaHHYl KOMOWHAuMio WCNonb3oBasn Mocie BTOPOM UM bonee AUHUN
XvmuoTtepanuu (42 mec. no cpaBHeHuto ¢ 35,8 mec.).

B KnnHMuyeckom umccnegosaHmm VISTA 6blio MOKasaHo, YTO NpU pa3BUTUM peunamsa nocne
neyenHusa no cxeme VMP B KayecTBe Tepanuu nepBon AMHUK 3PpPEeKTUBHOCTb NPOrpamMmm Ha OCHOBE
NeHannaomunaa sbiwwe (73%) no cpaBHeHUIO c bopTesommnb-coaepKaller Tepanvei (41%).

Mepeg Havanom Tepanuu NeHaAMAOMWAOM HeobXOoAMMO OUEHUTb QYHKLMIO Mo4YeKk U
MPOBECTM COOTBETCTBYHOLLYIO KOPPEKLMIo A03bl NpenapaTa (Tabauua 6).

Tabnuua 6.
PekomeHAaLMuM Mo KOppeKLumn 403bl IEHANINAOMNAA B 3aBUCMMOCTU OT K/IMPEHCa KpeaTUHUHA.

Knupenc kpeatnHuua (KK), ma/mun [o3a neHaamaomunpa

>50 25 mr 1 pas B aeHb

30 <KK< 50 10 mr 1 pa3 B geHb

KK <30 15 mr yepes geHb

KK < 30 (TpebyeTtca remogmnanms) 5 mr 1 pas B geHb (B HM remogmnanmsa
nocne npoueaypbl remoamnanmsa)

Mpu neyeHun neHanngommaom 6onbHbIXx MM € NoYeyHON HedoCTaTOYHOCTbIO Heobxoaum
TWaTeNbHbIA KOHTPO/Ab 33 MOKa3aTenssMM KpoBWM M3-3a bBosnee 4acTo pasBuBaloLleiica
MMeNoCynpeccun B npouecce neYeHns, 4em Npu HopManbHOM GYHKLMM NOYEK.

Ona  ymeHblIeHMsA 4YacToTbl pPasBuUTMA TPOMBO30B MNPW  IEYEHUN IEHANMAOMUAOM WU
[eKcameTasoHOM HeobxoAuma aHTMKoaryiaHTHaa npodunaktnka. lMaumeHTam co CTaHAapTHbIM
PUCKOM BEHO3HOM TPOMB03MBOANU Ha3HAYaOT HU3KME A03bl aLeTUACaNNLUAO0BOM KucnoThl (81-100
mr). Mpu Bonee BbICOKOM pUCKe TPOMB030B, 0COBEHHO Y 06e34BUKEHHbIX NALUMEHTOB U MMEOLLMX
Tpom603bl UM TPOMB03MBOIMM B aHaMHe3e, UM NaUMEHTOB, NOJyYatoLWMX SPUTPONOITUH, caeayeT
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PaACCMOTPETb BO3MOXHOCTb WUCMOJ/Ib30BAHUA I'IpOd)MJ'IBKTVI‘-IECKOVI A03bl  HU3KOMOJIEKY/TAPHOIO

renapuHa.

B cooTBeTCTBMM C HAKOMAEHHbIM KAMHUYECKUM OMbITOM AAA YAyYlWeHUA MnepeHOCUMOCTH
TEPANMN pPEKOMEHAYIOT MNpPOoBOAUTb COOTBETCTBYHOWYHO KOPPEeKUuuUo AO03bl AeKCaMETa3O0OHa B
3aBUCUMMOCTK OT BO3pPacCTa NauymneHTOoB.

Pe3ynbTaTbl OOKAMHUYECKMX MWCCAEAOBAHUI MNOKasanW, 4YTO JIEeHAAMAOMWA, MNOBbILAET
YyBCTBMTE/IBHOCTb MMUESIOMHbIX KNeTOK B bopTesomnby n aekcameTtasoHy. B nccnegosaHumax I-1l dasbl
nokasaHa 3¢HeKTUBHOCTb COYEeTaHUA NeHanMaommuaa ¢ 6opresommbom U AeKcameTasoHoM (cxema
VRD) y 60/bHbIX C peunansamm u pedpaktepHoint MM, paHee NoAyYMBLUMX PA3IMYHbIE NPOrPaMMbl
JleyeHus, BKAOYas eHaangomua, bopresomm6b, Tanngommna n BOXT c ayto-TICK. Mpu aantenbHocTH
HabnogeHua 26 mec., meamnanbl BBM 1 OB coctaBuam 9,5 mec. n 26 mec. cOOTBETCTBEHHO. JleyeHune
no cxeme RVD pekomeHAyeTca ANA fieYeHna peunansoB u peppaktepHo MM.

Hensnoxo 3apekomeHaoBanu cebs cxembl 415 1eYeHna peunansupyoLein/pesncteHtHon MM,
BK/IIOYAIOLLME Pa3/IMYHbIE COYMETaHMA JIeHaNMAOMMAA C UMKnopochammaom, AOKCOPYOULMHOM,
6eHaAaMyCTUHOM, NPeAHM30/IOHOM W AeKCaMeTa3oHOM. B HacTosiwee Bpemsa NPOAO/KatoTCA
nccnegosanms |l dasbl, nsyyatowme 3pPeKTUBHOCTb U MEPEHOCUMOCTb AAHHbIX CXEM.

Ona neyeHumsa 6onbHbIX MM Cc nonnHenponaTuen cnegyeT oTaasaTbh npeanoyTeHne cxemam Ha
OCHOBE NeHannaoMnaa, B TO BpeMa Kak y 60/bHbIX C TpOMB03aMK B aHamHese, a TaKXkKe nodYedyHomn
HeA0CTaTOYHOCTbIO 6o/blue MoAXoAAT NMporpammbl Ha ocHoBe 6opTesomuba. Y 60sbHbIX MM ¢
NMoYeYHOM He[OoCTaTOYHOCTbIO TaKMKe WCMOb3yT MporpamMmbl Ha OcHOoBe 6eHAaMyCTUHa,
Kapdunzommnba. Mpu arpeccuBHOM WAM NEPBUYHO-pePpaKTEPHOM peunguBe LienecoobpasHo
MCMNO/Ib30BaHUE CXEM, BKIOYAOLWNX 0g4HOBPeMeHHO 6opTesomnb u neHanmaomus (VRD, RVD).

UccnepoBaHus, onybanMKOBaHHbIE B NocsiegHue rogbl, Nnokasanu 3dGeKTUBHOCTb MHIMBUTOPA
npoTeacom 2 nokoneHua Kapdpunsommba y 60nbHbIX ¢ peumansammn MM. B uccnegosanuu Il dasbi
ENDEAVOR 6b1710 NOKa3aHo, YTO NPUMEHEHME KOMBUHAUMK Kapdunzommnba c AeKcameTasoHOM B 2
pasa ysennumsaeT BBI no cpaBHeHWMO ¢ KomMBuHaumen BopTesommba € AEKCaMeTasOHOM B 3TOM
rpynne nauueHtos (18,7 mec. npotus 9,4 mec., p < 0,0001). YacToTa HexKenaTenbHbIX ABNEHUN 3-4
cTeneHu B rpynnax Kapduazommnba n 6optezommnba Hbi1M cONOCTaBUMbI: TMNEPTEH3NA BCTPEYanach y
8,9% 1 2,6% nauMeHTOB COOTBETCTBEHHO, OAbIWKa —Y 5,6% n 2,2%, cepaevHaa HeaOCTaTOYHOCTb — Y
4,8 n 1,8%, ocTpasa novyeyHasa HegocTaTouHOCTb —Y 4,1% un 2,6%.

B KpynHom paHaomusmpoBaHHOM uccnegosaHuu Il ¢asbl ASPIRE 6bin10 nokasaHo, 4TO
fobasneHne kapdpunzommnba K coveTaHUIO NeHAANAOMUAA U AeKCaMeTa3OHa 3HAYUTE/IbHO yaydLIaeT
BBM y nauuneHToB c peumamsamm MM. MeguaHa BBl coctasuna 26,3 mec. B rpynne 60/bHbIX,
nonyyaswmx kKapéunzommb u 17,6 mec. y nauMeHTOB, MOAYYaBLUMX TO/IbKO NEHANMAOMUA C
AEKcameTasoHOM. YacToTa pemuccuii TakKe Oblla 3HAUUTENbHO Bblle B rpynne 60abHbIX,
noayyaswmx Kapounsommb, n coctasuna 87.1% u 66.7% COOTBETCTBEHHO, @ 4acTOTa MOJIHbIX
pemuccnin coctasuna 31.8% n 9.3% cootseTcTBeHHO.YacToTa nepudepuyeckon HeponaTum Gbina
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NpaKTUYeCKN ofMHaKon B obeunx rpynnax. [pyrne Herematosormyeckme OCNOXKHEeHUs 3-4 cTeneHu
BCTPEYA/NIUCb Yalle Mpu JedYeHuu Kapdunsommbom U BKAYAAM oablwKky (2,8% wn 1,8%
COOTBETCTBEHHO), cepAeUHyto HeocTaTo4HOCTb (3,8 1 1,8% cooTBeTcTBEHHO) U runepTeH3uio (4,3% 1
1,8%). NeyeHne no cxeme KRd npogonykatoT fO NPOrpeccMpoBaHUs UAW Pa3BUTUA HeMpUemsieMoi

TOKCUYHOCTMU.

Ona  neyeHus peumamsos/nporpeccupoBaHa MM y  60AbHbIX, paHee MNOAyYaBLIKUX
bopTesomub U NeHanngomMuA, PEKOMEHAYIOT HOBbIA  UMMYHOMOAYAMPYIOWMA  npenapat
nomananaoMui B coMeTaHUM AeKcameTa3soHOM B HU3KoM gose [I, A].

B KpynHOom paHaommsnposaHHOM wuccaegosanumn Ill pasel MM-003 yyactBoBano 445
nauMeHToB C peuuamBammn U pedpaktepHoit MM, y 6onblIMHCTBA M3 KOTOpbIX (75%) oTmevanach
Pe3nCTEHTHOCTb K HopTesomnby m neHanmaomuay. B sTom nccnenoBaHum nNpoBefeHO CpaBHEHWe
3¢ PEKTUBHOCTM KOMOMHAUMKM MNOManMAOMMAA C [EKCAMETa3s0OHOM B HW3KOW [03e W TO/bKO
[EeKcameTasoHa B BbICOKOM fo3e. O6wana 3¢PeKTUBHOCTb /IeYeHUs NOMaANAOMUAOM U
AEKCamMeTasoHOM 6bina 3HauuTenbHo Bbiwe (31%), Yem NpU MCNO/Nb30BaHMM [EKCamMeTasoHa B
BbicOKOW pgo03e (10%). Takke NOKasaHO VYAydlleHWMe roKasaTenein BbIKMBAEMOCTU MpuU
MCNONb30BaHMUM COYETaHMA MPENapaToB NO CPABHEHWUIO C IEYEHMEM LEKCAMETa3sOHOM B BbICOKOIA
nose. Mpun meanaHe HabaogeHua 10 mec., meauansl BBl coctasuam 4 mec. n 1,9 mec.,, OB — 12,7
mec. 1 8,1 mec. COOTBETCTBEHHO. YyyweHMe obLwelt BbIXKMBAEMOCTU NPU Ie4eHUM NOMANNAOMUAOM
M [EKCAaMeTasoOHOM B HM3KOM f[03e OblNo 3HAYMTENbHbIM, HECMOTPA Ha TO, YTO KO BpeMeHU
nposeaeHna aHanusa 50% nauMeHTOB, PaHAOMU3INMPOBAHHbBIX ANA NOMYYEHUA AEeKCamMeTa3oHa, YXKe
nosiy4ann noMmaamagomua,

MpumeHeHne nomanmgomuaa TpebyeT NPodPUAAKTUKM TPOMBOTUUECKMX OCNOKHEHMUI. [pu
CTaHOAPTHOM PUCKE BEHO3HbIX TPomboambonuii (BTI) npoBoaAaT npodunakTuKy acnupuHom. Mpu
Hannuum xoTa 6bl ogHOro dakTopa pucka pa3suTua BTI pekomeHayeTcA aHTUKOAryiaHTHaA Tepanusa
HU3KOMOJIEKYNAPHBIMU FrenapuHamum.

Tepanuio NOMaAMAOMUAOM B COYETAHMM C HU3KMMU A03aMM JeKCaMeTa3oHa pekomeHayeTca
NpoBOAMUTL A0 NpOrpeccMpoBaHusa 3abonesaHusa. [pu  AOCTUMKEHWM NNaTo oTBeTa caeapyeT
PaccMOTPETb BO3MOMKHOCTb CHUWMKEHMS [03bl OEKCAaMeTa3oHa ANA YAydylleHUs NepeHoCMMOCTU
ANIMTENbHOTO NIeYeHUs.

[na neyeHunn peunamnsos/pedpaktepHoit MM MOXKET UCNONb30BaTbCA BeHAaMyCTUH. B ogHom
M3 MCCnefoBaHUI Oblia NOKasaHa 3pPeKTUBHOCTb HeHaamycTuHa y 55% 60/bHbIX C pa3BUTUEM
peumamea nocne BXT c TpaHcnnaHTaumen aytonornyHbix FCK, npu atom meamaHa BBl coctasuna 6,5
mec. B apyrMx wuccnegoBaHMAX NpUM COYETaHMM  BeHAAMYCTMHA C  [IIOKOKOPTUKOMAAMM
npoTtnsoonyxonesbli apdekT nonydeH y 30-36% 6onbHbix. Mpu coyeTaHun bGeHAAMYCTMHa C
6opTe3oMUBOM 1 geKkcameTa3oHOM 06Wan 3pEeKTUBHOCTb leueHUn (LOCTUKEHNE KaK MUHUMYM YP)
npu peumameax u pedpakrepHor MM coctasuna ot 57 go 73%. 3T nporpammobl (cxembl BVD man
BBD) moryT 6bITb peKOMEHAOBAHbI A1 NIeYeHUs peunamBoB n pedpaktepHoi MM, B TOm yucne y
NaLMEHTOB C MOYEYHON HeJOCTaTOUHOCTbIO. BeHAaMYCTMH XOpPOLLIO NepeHOCUTCA B 403ax OT 60 Mr/m’
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o 90 mr/m% HO yacTo HeobxoAuma moanduKaumsa [03 B 3aBUCMMOCTM OT MpezLlecTBYIOLLEero
neyeHusa, ocobeHHo nocne BXT c aytoTpaHcnnaHtaumen [CK, a Takxe nocsae nporpamm c
ANUTENbHbIM Npuemom mendanaHa. [oaTomy pekomeHAyeTca cTapToBan Ao03a npenapaTa 60 mr/m?,
KOTOpas MOKeT BbITb yBennueHa ao 70 mr/m? uam 90 mr/m>.

B HactoAwee BpemAa B npouecce peructpaumMm B Poccum  HaxogAaTcA ABa  HOBbIX
MOHOK/IOHaNbHbIX aHTUTeNa ansa neyeHna MM — aHTM-CD38 aHTUTeNO gapaTymymab v aHTU-SLAMF7
QHTUTENO 3710Ty3yMmab.

3¢ deKTMBHOCTL MOHOTEpPANUM /J,apaTyMylvla6o:v\19 6blna nokasaHa B uccaegosaHun Il dpassbl. Mo
pes3y/ibTatam 3TOro MUccnefoBaHua, obuan 3peKTMBHOCTb IeYeHma gapaTymymabom y 60bHbIX €
peunamBamm u pedpaktepHor MM, nonyumslwnx 23 NMHUIN Tepanuu UAM pedpakTepHbIX K
WHIIMOUTOPAM MNPOTEAaCOM U MMMYHOMOAY/AMPYIOWMM Mpenapatam, coctaBuna 29%, mepuaHa
AMTENBHOCTU COXPaHeHWs OoTBeTa Ha Tepanuio — 7,4 mec., meguaHa OB — 17,5 mec. Cpeau
HeXKenaTesIbHbIX ABNEHNIN 3-4 CT. Yalle BCEro oTMeYanmcb aHemusa (24%), TpomboumToneHuns (19%),
HeWTponeHua (12%).

Bo3morKHOCTb AobaBneHns gapaTymymaba K KombuHauum boptesommuba ¢ geKcameTasoHOM
(Vvd) 6bina oueHeHa B KpynHOM paHAomM3MpoBaHHOM wuccnepoBaHum Il ¢asel CASTOR. B
nuccneaoBaHUM NpoBeaeHo cpaBHeHWe KombuHaumii Vd n DV (papatymymaba c 6optesommbom u
AeKameTasoHoM) y 6onbHbIX € peunamsamm unmn pedbpakrepHot MM. B nccnegyemoit rpynne (DVd)
[OCTOBEPHO Yalle gocturanuce pemuccun (83%), Yyem B KOHTponbHou rpynne (Vd) (63%), sasoe
yawie otmedeHbl OXYP (59% un 29%) u NP (19% u 9%), cootBeTcTBEHHO. B rpynne DVd Haubonee
YacTbIMM HeXenaTeNbHbIMU  fABAeHuAMKM (>25%) 6biam  TpombouuToneHus, nepudepuyeckan
CEHCOpHaa Helponatua, avapes U aHemwua. [Mpoduab 6e30nacHOCTM npenapata B LEJOM
COOTBETCTBOBA ONUCAHHOMY paHee.

B Apyrom paHAomusMpoBaHHOM WccnegoBaHun Il ¢asbl, oueHMBaBWEM MNPUMEHEHME
KOMBMHAUMM neHanngomuaa M gekcamertasoHa (Rd) ¢ uam 6e3 pgapatymymaba y nauMeHToB C
peunamMBamm uAn pedpaktepHolr MM, 6bl10 nokasaHo, yto pobasBneHue gapatymymaba K
KOMBMHaLMWN NeHanMaoMMaa ¢ AeKCaMeTasoOHOM A0CTOBEPHO yBennymsaeT obuwyto adpdeKTUBHOCTbL
NevyeHuna (93% npotme 76%). [MMpodunb 6HesonacHOCTM KOMBWHauMM pgapatymymaba ¢
NEeHaNMAOMWAOM WU  [AEeKCaMeTa3OHOM COOTBETCTBOBa/J OMWCAHHOMY B MpeAwecTBOBaBLUMX
nccnefoBaHuNAX gapatymymaba v 1eHanngomuaa ¢ AeKcaMeTasoHOM B HUM3KOM gose.

3pPeKTUBHOCTL 3/10Ty3ymaba’® 6bina nokasaHa B PaHAOMMU3MPOBAHHOM uccaegoBaHua I
¢dasbl ELOQUENT-2, B KOTOPOM CpaBHMBaAM KOMBUHaLMIO IeHaAnaomMmuaa U JekcameTasoHa C Uau
6e3 anoTysymaba y 646 naumeHToB € peumanBammn n pedpakrepHoi MM. Obwas adpdeKTUBHOCTL B
rpynne, nosy4yasluei anoTysymab, coctasuna 79%, B rpynne 6e3 anotysymaba — 66% (p = 0,0002);
meamaHa BBM - 19,4 mec. u 14,9 mec., cootBeTcTBeHHO (p = 0,0004). Hambonee yacTbimu
HeXenaTeslbHbIMKM  siBeHUsSMM 3 M 4 cTeneHn B obeux rpynnax Obiav numdoumutoneHus,

* Npenapar B npouecce peructpaumm
*° Npenapart B npoLecce perucTpaLmm
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HeWTponeHus, MHEBMOHUA U YTOMAAEMOCTb. MHPY3MOHHbIE peakuun pas3suancb y 10% 60/bHbIX,
noly4aBLUNX 3710Ty3yMab, B 60NbLUMHCTBE Cydaes 1 1 2 cTeneHu.

TpaanumnoHHasa noanxnmmotepanma (VMVP/VBAP, M2) Takke MOKeT bbiTb 3pdeKTnsHa npu
pa3BUTUMN peunamBoB. Y B0/bHbIX C NOAUHENponaTen Npu UCNoAb30BaHUN 3TUX NPOrpaMm cneayet
WUCKAIOUNTb BUHKPUCTUH. Mpu peunamnBax, NPOTEKAMOWMX C IKCTpameaynnsapHbIM KOMMOHEHTOM,
NPUMEHSIOT UMKAodpochamua B MNPOMENKYTOYHON [03€ B COYETAHUM C BbICOKMMM [03aMMU
AekcameTtasoHa (CD). BepoatHo, Hambonee 3¢dPEKTUBHbIM HOBbIM MpenapaToM Afa JfieyeHus
0O/IbHbIX C 3KCTPaMeayNNAPHbIM MNopaxkeHnem saBaserca 6opTtesomnb. S.Lonial ¢ coasT. B
ny6amkaumm 2016 r. (uccnegosaHue SIRIUS) npeactaBunn  gaHHble 06 3¢ddeKTMBHOCTU
napatymymaba y 3 ux 14 (21,4%) nauMeHTOB C 3KCTpameayAnsPHbIM KOMMOHEHTOM, NOAYYMUBLLINX
HECKONbKO MpeaLecTBYOWMX ANHUIA Tepanuu. B KadectBe Tepanum “cnaceHna” moryT 6biTb
ncnonb3oBaHbl nporpammsl DCEP 1 VD-PACE. Y 60sbHbIXx MM C UMTONEHMEN No-NpeKHEMY MOMKET
NPUMEHATbCA AEKCAaMEeTa3OoH B BbICOKMX fAo03ax. Y MOMWUAbIX 60JbHbIX, NAUMEHTOB C MJIOXUM
dU3NYECKMM COCTOAHMEM Ha3Ha4atloT umknopochammg no 50 mr BHYTPb eXXeQHEBHO UM Yepes AeHb
B COYeTaHUM ¢ npegHn3onoHom no 30 mr Yepes AeHb UAK geKcameTazoHom no 20 mr BHYTpb 1 pas B
HeZe . OTa NporpaMmma MoXKeT 6bITb UCNO/Ib30BaHa U ¢ NananatTueHoun uenbto [I1,A].

JNleyeHue naymeHToB MM npu pasBUTUM NOBTOPHbIX PELUAMBOB NPOBOAMTCA NO aHANIOTUYHbLIM
NPUHUMNAaM.

MpodunakTuka n neyeHne oCNoKHEHUM
B cnyyae BbICOKOroO pyMcKa CMHAPOMA pacnaga Onyxo/siv NPoBOAMTCA rmapaTauma Bo Bpems 1-
2-ro KypcoB Tepanuu, HasHayeHWe anjonypuHona B nepsble 5-7 gHeln Kaxporo Kypca B gose 300-

600 mr/cyT.

npOd)MI'IaKTMKy mpombomuYecKUX _0C/A0MCHeHUU cnegyetr Ha4ynMHATb OAOHOBPEMEHHO C

Haya/ oM MWHAYKUMOHHOW Tepanuu. AcnupuH (B TabneTKax, NOKPbITbIX KULIEYHOPACTBOPUMON
060/104KOI) Ha3HaYaloT BHYTPb OAMH Pa3 B CYTKU B CTaHZApPTHOM npodunakTMyeckoi aose (81-
100 mr) Ha NpOTAMEHMM BCEW WHAYKUMOHHOW ¢a3bl neyeHus. Mpu BbICOKOM pucke Tpombosa
(HanMume uUeHTPaNbHOTO BEHO3HOrO KaTeTepa, Oo/bllias oOMyxosieBas Macca, MCNO/b30BaHUe
afpvamMMULUMHa, 3PUTPONO3ITUHA, BbICOKMX [03 AEKCameTasoHa, MMMobuausauumsa, Tpombodunus,
KoarysionaTum u BeHo3Hble TPOM603bl B aHaMHE3E) BO3MOMKHO HasHauyeHUe HU3KOMONEKYNAPHOro
renapuMHa MAM HenpaAMbIX aHTUKoarynaHToB (BapdapuHa). B cayyae HenepeHOCMMOCTM acnuMpuHa
BO3MOXKHO MPUMEHEHMeE APYTMX aHTUarperaHTHbIX CPeAcTB (Knonuaorpena).

Mpy BKAIOYEHUWM B TAKTUKY Tepanum MMMYHOMOAY/NATOPOB (feHanuaomug, nomanvaomua)
60/IbHblE C BbICOKMM PUCKOM TPOMOOTMUYECKUX OCNOXKHEeHUN (6osbwe 1 ¢akTopa pUCKa) AOKHbI
NnoJly4aTb HU3KOMOJIEKY/IAPHDBIN renapuH B TedeHue NepBbix 4-6 MecALeB IeYeHUs C NOoC/eLyoWwmm
nepexoAomM Ha acnmpuH uan sapdapuH.
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[pounakmuKa supycHoix uHgekyuli. MpnmeHeHne aunknosmpa B gose 400 mr 2 pasa B
AeHb uAnM BanTpekca 500 mr B AeHb (MAM  aHaNOMMYHOrO MPOTUBOBUPYCHOrO CpeAacTsa)
pPEKOMEHAYETCA Ha MPOTAMEHMM BCErO JIEYEHUA NO CXemam, cogepxawmm 6boptesomnb u
Kapdunsommnb, B CBA3M C yBEINYEHMEM YACTOTbl PEAKTMBALMK BUpYCa repneca. [Mpu Ncnoib3oBaHUK
APYyrMx Nporpamm HasHayeHue MPOTMBOBMPYCHbIX MpPenapaTtoB B MNPOPUAAKTUYECKUX LEeNsax He
TpebyeTcA, eCNU B aHaMHe3e HET OMNOACHIBAOLLErO AMLLAA.

AHMUbakmepuanbHaa _mepanus _UHGEeKUUOHHbIX OCAOMXCHeHUl nposoauTCcAa no O6LLI,MM

npasuaam nog KOHTPOJSIEM MOCEBOB KPOBWU, Mo4M, ¢ Noabopom aHTMOaKTepmManbHbIX NPenapaTos.
Mpn MM onacHo npumeHeHWe aHTUOaKTepuanbHbIX cpeacTs, obnagarowmx HedpPOTOKCUUYECKUM
AencTenem.

lpu pPeyuouUBUPYOULUX mAaxcenbix UHeKyusx u,enecoo6pa3Ho npmnmeHeHue

uMmmyHornobynmnHos B aose 0,2-0,4 r/kr 8/8 1-2 pasa c uHTepsanom 3-4 Heaenu.

Ansa__kynuposaHua _occasz2uli M npeaynpeaeHns nepesiomoB  KOCTEW  UCMOJb3yioT

bucdpochoHaTbl. naBHoe dapmaKosormyeckoe gencrtene 6ucpochoHaTtoB — WUHIMOMpOBaHKE
pe3opbLuMM KOCTHOW TKaHW, MEeXaHW3M KOTOPOro 3aK/lo4YaeTcs B MpefoXpaHeHWW pacTBOPEHUS
KPUCTaNNOB OKCMANaTUTa U HEMOCPEACTBEHHOM CHUMKEHUM aKTMBHOCTM W YMC/ia OCTeOKNacToB. Mpu
rmnepkanbumemmm 6uchochoHaTbhl CHUXKAKOT YPOBEHb CbIBOPOTOYHOIO KanbuUma. Y 60AbHbIX C
HOPMa/ibHbIM COAEPXaHMEM KaNbUMA B KPOBM AelcTBUe, MHrMbupylowee pe3opbuuio KocTtw,
NnpoABNAeTcA B BUAE COKpalleHWA BblAeNeHUA C MOYOW KanbUMA U TMAPOKCUMPOANHA.
BucoochoHaTtbl cnegyeT BBOAUTL B NEPBbIN AEHb KaXKA0r0 Kypca.

Mo paHHbIM uccnegosaHus rpynnbl MRC 30negpoHoBas KucnoTa 3¢ peKkTMBHEE NAaMULPOHATA,
W NOSTOMY A0/13KHA BbITb NEPBbIM PEKOMEHAYyeMbIM NpenapaTom y 60bHbIx MM.

o 3071e0poHOBYIO KUC/I0MY Ha3HAYaloT B Pa30BOW A03e 4 Mr, BBOAAT B/B B TedeHue 15 muH.
B cBA3M C pPUCKOM pa3BUTMA TAKOTO OCNOXKHEHMA, KaK OCTEOHEKPO3 4YestoCTy,
NPOAO/IKUTE/IbHOCTb ~ MPUMEHEHUA 30/71e4pOHOBOW KMCNOTbI pekomeHayeTcA
orpaHn4ymBaTb ABYMA rogamu.

o [lamudpoHam GUHaMpUs U NAMUOPOHOBYIO KUCA0MY O0ObIMHO Ha3HaYaloT OL4HOKPATHO B
fose 90 mr exemecayHo. [lpenapaTt pa3sogAT 8 500 mn M30TOHMYECKOro pacTteopa
X/IOpVAa HATpUA U BBOAAT HE MeHee Yem 33 2—3 u.

BucdocpoHaThl He peKomeHAOBaHbl MaUMEHTaM C MOYEYHOW HeAOoCTaTOYHOCTbIO (Mpu
KAMpeHce KpeaTuHUHa meHee 30 ma/MuH).

MMpu___eunepkanbyuemuu (ypoBeHb KanbuuMA B CbiBOPOTKe 6Gonee 2,6 Mmonb/n)

TepaneBTMYECKNE MEPONPUATUA BKAKOYAIOT rMnepruapataumio (BBefeHne He meHee 3—4 1UTPoOB
KUOKOCTU B CYTKM). [NA ycuneHus guypesa, C Lesblo MHIMBUPOBaHUA KaHanbLEeBoW peabcopbunm
HaTPUA U KalbLWsA U YBEIMYEHUA IKCKPELUN KanbUmsA, MPUMEHSIOT COIEBbIE U LLLeI0YHbIE PAaCcTBOPbI
B COYETaHMM C MOYEroHHbIMM NpenapaTamu. Mcnonb3osaTb AUYPETUKN CAeAyeT C OCTOPOMKHOCTbIO,
T. K. eCTb OMacHOCTb Pa3BUTUA MOYEYHOW HEeAOCTaTOYHOCTM, B MepByl0 ouyepedb Yy NALMEHTOB C
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Mmuenomon beHc-[KkoHca. [loKasaHO HemMezJ/IeHHOE Hayano CUCTEMHOM NPOTUBOOMYXO/IEBOW
Tepanuu 1 HasHadeHue buchochoHaTos.

Ba)KHO NMOMHWUTb, YTO AOMO/IHUTENbHON PEeKOMeHAauuern ABAAETCA COXPaHeHWe aKTUBHOIO
obpasa KM3HM BONbHBLIX, TakK KaK gauTenbHas umMmobunmsauma 06bIYHO  ycuMAMBaeT
rmnepKanbLmMemuio.

Mpu cuHOpome nosbileHHol 843K0CMU Kposu, ocOBEHHO B C/lyYae NapanpoTeMHEMUYECKON
KOMbI, LLenecoobpasHo nposeaeHne nnasmadepesa. MoKkasaHUAMM K Naasmadepesy cayKar:
®  napanpoTenHeMMnYecKaa Koma;
. KNMHUYECKME MNpPU3HAKM CUHAPOMA MOBbILLEHHOW BA3KOCTU KPOBWU (KPOBOTOUMBOCTb,
nosbilieHne A/l, HapylueHMe 3peHnna, HEBPOIOTMYECKMe pPaccTPoCTBa);

e nosbllleHne ypoBHsA obuiero 6eska sbiwe 120 r/n.

Mnasmadepes NPoBOANTCA exeaHEBHO UM Yepes AeHb. B KauecTse 3ameLlatolmx pacTeopos
MCNOJb3YIOT PAaCcTBOPbI KPUCTA/LIONAOB, MPU rMNoanbbyMUHEMUN — PacTBOPbI anbbymmuHa.

MuenomHas Hegponamusa (umnnHap-HedpponaTtus, cast-nephropathy) — Hanbonee yactbint

MopdOIorMyecknii BapuaHT MoparkeHUs novek npu MM, xapaktepusytowuiics obpasoBaHuem
6eNKoBbIX UMAMHAPOB B AMUCTa/IbHOM OTAe/le KaHa/bLEeB, Pa3BUTUEM TyOYyIOUMHTEPCTULMANBHOIO
BocnaseHua n pnbposa.
Kputepnn mmenomuoit Hepponatuu:

- KpeaTUHUH>177 mkmonb/n (2 mr/an) nnm CKO B40 mn/mun;

- BbICOKMI ypoBeHb cekpeumn C/1L, MMMyHOrnobynnHoB cbiBOpPOTKM (6onee 1500

mr/n);

- KaHaNbLEBbIN XapaKTep NPOTENHYPUM.

MuenomHana HedpponatTna ABAAETCA NOKa3aHMEM K HeMeA/leHHOMY Hadany cneunduyeckom
Tepanuu, MNOCKONbKY yayyweHue ¢yHKLMM MOYEeK BO3MOMKHO TOJIbKO MPU pPeayKLMU ONyXosu.
CnepyeT Mcnonb3oBaTb TepaneBTUYECKUE CXEeMbl, KOTOpble MO3BOAKT AOCTUTHYTb ObICTPOro
MaKCMMaNbHOIo reMaTo/IorMYecKoro U NoYeyHoro oTeeToB. [Mpu HeobXxoAMMOCTM Tepanuio NPOBOAAT
OAHOBPEMEHHO C FeMOAMannU30M WAN NEePUTOHeanbHbIM AMAAN30M, MPU 3TOM BCe Mnpenapatbl
BBOJATCA B MOJIHbIX A03aX NOC/E CeaHca remoguannsa Ui B MexauanusHble HU.

UHOYKUUOHHAA mepanusa 60sbHbIX € No4YeYHol Hedocmamo4YHoCMoHo.

BopTesomunb-coaepsKalime cxembl OCTAOTCA OCHOBHbBIMM B JIe4EHMM NALMEHTOB C MUENOMHOM
HedponaTneir. CredyeT HauMHaTb Tepanuio 6opTe3OMUBOM B CTaHAapHOM Ao3e 1,3 mr/m’B 1, 4, 8 u
11 gHM 3-HedenbHOro UMKAA. MoAKoXKHOe BBeAeHuWe 6GopTesomnba MMeeT TaKylo Ke
3bPEKTUBHOCTb, KaK 1 BHYTPMBEHHOE. PeKoMeHayemasn BbiCOKan A03a AeKcameTasoHa — 40 mr/aeHb
(20 mr ans naumeHTOB CcTaple 75 neT) NPUMEHAETCA B MEPBOM UMKAE Tepanuu B pexume 4 AHA
BBeAeHMA - 4 AHA naysa; 3aTeM — COOTBETCTBEHHO MPOTOKoAy nevyeHus. [lobasneHuwe TpeTbero

npenapata K VD MmoxeT 6biTb 3pPeKkTMBHbIM. Y naumeHToB, noaxoaswmx pns ayto-TICK,
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6opTe30MMO MOMKHO HasHayaTb B KOMOMHauMM C goKcopybuumHom uam umknodocdammgom u
[leKCaMeTa3oHOM.

lematosniormyeckmii oteeT (0Co6eHHO Yy AManU3-3aBUCUMbIX NaUMEHTOB) LenecoobpasHo
OoUeHMBaTb NOC/Ae Ka)k[Aoro Kypca Tepanuu, nNpu 3TOM NoKasaTeanm cekpeuuun CALU,
UMMYHOTN06YIMHOB A0/IXKHbI CHUMKATbCA MOC/Ae KaXKAoro Kypca. Mpu OoTCYTCTBUM MONOMKUTENbHOM
ANHaMMKK coaepskaHua CJIL, HeobxoguMma cmeHa Nporpammbl fedeHna — nepexod Ha Il avHuio
Tepanuu.

NeHanngomung, Takxke 3pdekTnBeH M 6esonaceH npu  nevyeHun MM ¢ noyeyHoM
HEeAO0CTaTOYHOCTbIO, MPM 3TOM [J03a npenapaTta [AOJ/IKHA KOPPEKTMPOBATbCA B 3aBUCMMOCTU OT
K/NIMPEHCA KpeaTUHMHA. JleHanMaoMng, TaKKe MOXKEeT HasHayaTbCsA MauMeHTaM C TAXKEeNOoW, B TOM
yucne [Manu3-3aBUCMMON MOYEYHOM HEeLOCTAaTOYHOCTbIO, B 3TUX CAYYAAX LO/IKEH NPOBOAMTLCA
TLLaTeNbHbIA MOHUTOPUHT FTEMATONIOFMYECKOM TOKCUYHOCTM.

Bbicokogo3Haa xumuotepanua ¢ nocnegyowen ayto-TICK BbinosHMMa y 60abHbIX MM ¢
NnoYyeyHoOM HegOCTaTOYHOCTbIO; A03a MeidanaHa AOJIXKHbI 6biTb orpaHmyeHa 100-140 MI'/MZ.

[na neveHuns peumamsupyrolein/peppakrepHoir MM ¢ noYeyHoW HeAOCTaTOYHOCTBIO MOTYT
NPUMEHATBCA MOMANUAOMMUL, U Kapdunsommub. Momanuaomus [O/MKEH HasHavaTbcA B Ao03e 4
Mr/oeHb y MaUMEHTOB C K/AMPEHCOM KpeaTMHWHa = 45 ma/MUH.; danbHelwue wuccaesoBaHMA
MOKaXyT, AO/MKHA AN OblTb CHUXKEHa f[o3a npu bonee TAXKENOW MOYEYHOM HEAOCTAaTOYHOCTW.
Kapdunnsomnb He tpebyeT mogmdmKaumnm f03bl M NOKA3bIBAET NOXOXKME pe3yabTaTbl Y NALMEHTOB C
NoYeyHOM HeJOCTATOYHOCTbIO:  YPOBEHb  A0Ka3aTe/bHOCTM A - y MNaUMEHTOB C K/AMPEHCOM
KpeaTuHMHa = 15 Ma/MuH 1 B - y NaUMEHTOB C KANMPEHCOM KpeaTuHUHa< 15 ma/muH. Heobxoanmbl
OONO/IHUTE NbHbIE AAaHHbIE OTHOCUTE/IbHO ero noYyeyHom 6esonacHoOCTH

JdononHuTenbHble MeToabl 0bcnegosaHma npy MM ¢ noYeyHoM HEAOCTAaTOYHOCTbIO:

e onpeaeneHve KWUCIOTHO-LLENIOYHOTO COCTOAHWUA (HanuumMe M CTeneHb BbIPAXKEHHOCTU
meTaboanyeckoro aumnaosa),

®  Wccnef0oBaHME XapaKTepa MpoTEeMHYpuu (418 MUeNoMHOM HedponaTuM XapakTepeH
KaHa/sbLEBbIK TUM NPOTEMHYPUM; NpPU  KNYOOUKOBOM WM CMELIAHHOW MPOTEUHYPUM
HeobXoANMMO UCKIOUYUTL HalMYMe aMUIonA03a NoYeK).

Obwne pekomeHAaUUK No neveHno MM ¢ NoYeYHOW HeOCTaTOYHOCTbIO:

° KoppeKkuuna gerngpartaynn, UCKaro4HeHmne gnypeTmnKos,
° UCKNKo4YeHNne Hed)pOTOKCW-IHbIX npenapaTtos,

° KoppeKkuuna 3HEKTpO}'IMTHbIﬁ HapyLIJEHMﬁ N KUCNOTHO-WE/TOYHOIo COCTOAHUA.

AHemus pa3suBaeTca y 6onblUMHCTBA 60abHbIX MM. B pesynbTaTe ychnewHon Tepanuu no
Mepe YMeHbLUEHMA OMyX0/leBOM MacCbl M yaydlweHUa OyHKLMM MNOYEK aHemMs, KaK MpaBuno,
Kynupyetca. Mpu rnybokoi aHemum (0COBEHHO Yy MOXKWUAbIX 6ONbHbLIX) HeEoBXoAMMbI TpaHChy3Um
3PUTPOLMTAPHOM MacCbl WAM Ha3HayeHWe 3SPUTPONO3TUHA. [NA YTOUHEHUA reHe3a aHeMun
uenecoobpasHo wUccnefoBaHWE B KPOBM  COAEPMKAHMA  SHAOFEHHOro  3PMTPOMNO3TUHA WU
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beppoKnHeTUKN. NMprumeHeHne peKoMBMHAHTHOIO 3PUTPONOSTUHA U BO3MeLLeHMe geduumnTa XKenesa
cnocobcTByeT CTOMKOMY NOAAEPKaHUIO YPOBHA remornobuHa. CneagyetT MNOMHWUTb, 4TO
MCMO/Ib30BaHNE  PEKOMOWHAHTHOrO  3PUTPOMO3TMHA  YBE/IMYMBAET PUCK  TPOMBOTMYECKMX
OC/IO}KHEHUN.  [aHHbIin  GaKT  OOJ/IKEH  YUYMTbIBATbCS  MPM  HA3HA4YeHMM  MNauMeHTam
UMMYHOMOAY/IMPYIOWMX  MPenapaToB, [AeKcameTasoHa WU goKcopybuumHa. [pumeHeHue
3pMTPONO3TUHA NpeKpaLlaeTca NpM AOCTUXKEHUM YPOBHA remornobuna 120 r/n.

[epuchepuyeckas noauHeliponamus 4acTto BCTpeYaeTcAa nNpun nevyeHmmn 60pTe3OMM60M. OueHKa

HEBPOJ/IOIMYECKOTO COCTOAHUA BONbHbBIX, KaK Nepes Hayasom Tepanuu, Tak U B NPOLLECCe NeYeHuns
No3BO/IAIET CBOEBPEMEHHO BbIBUTb HEBPOJIOrMYECKME OCOMKHEHMSA U MPOBECTM COOTBETCTBYIOLLYIO
peaykumio fo3bl bopTesommnba A1A ymeHblIEHUA MPOABAEHUA HEMPOTOKCUMYHOCTHM (Tabauua 7).

Tabnuua 7.
PekomeHAauUMK MO KOppeKLMmM 403bl 6opTesommba Npu pasBuTUK HelponaTuyeckon 60am n/mnm
nepudepmnyeckon CEHCOPHOM AN MOTOPHOM HerponaTum

MpuU3HaKM U cMMNTOMbI HeliponaTum Moaudukauma go3bl U pexxuma

| cteneHb (napectesunn, cnaboctb CHu»KeHMe ao3bl bopTesommba Ha 1 yposeHb (1,3-1,0 -
n/vnun cHukeHune pednexcos 6e3 0,7 Mr/M?) unu ana 6oNbHbIX, NoayYatoLWmx 6opTe3omnb
6011 UAK NoTepu GyHKLMMK) ABaXKbl B HeAeNt0, USMEeHEHNe pexxuma Ha BBegeHne

npenapata 1 pa3 B HeZeto B TOM e fo3e. Y 60abHbIX C
NCXoAHOW HelponaTueit HasHayeHue bopTesomuba B

2
pose 1,3 mr/m” 1 pas B Hegeno.

| cteneHb ¢ 60abt0 UK Il cTteneHb [Onsa 60nbHbIX, NOAyYatoWwmx 6opTe3ommb gBaxKabl B
(6e3 602K, HO ¢ OrpaHUYeHnem Hefento, cHUXeHne no3bl boptesommnba Ha 1 yposeHb
YKU3HEHHOW aKTUBHOCTK) NN U3MEHEHUE pPeXMMa Ha BBeAdeHMWe npenapata 1 pas

B He4e/to B TOM e fo03e.

[Ons 60nbHbIX, NoAyYatowmx boptesommb 1 pas Hegento,
CHU}KeHWe A03bl Ha 1 ypOoBeHb UM BpemeHHoe
npeKpaleHne npuema npenapara; nocae CHUKEHMUS
TOKCUYHOCTU (cTeneHb <1), BO306HOBAEHWE NeYeHUus
6opTesommbom 1 pas B Hegeto B f03e, CHUKEHHOM Ha 1
YPOBEHb.

Il cTeneHb ¢ 6obio, Il cTeneHb (c MpekpalleHne neyeHna boptesommbom
HapyLweHnem GyHKUMN N }U3HEHHOMN
aKTUBHOCTU) unu IVcTeneHb
(ceHcopHan HeliponaTuA ¢ noTepei
TPYAOCNOCOBHOCTM UM MOTOPHAA
HeMponaTuA onacHas ANA }KU3HU Un

NpMBOAALLAA K Napanunyy)

Ona neyeHus nepudepuyeckoit HeMponaTUM HasHayaloT BUTAMMHbI rpynnbl B (vawe
munbrammy no 100 mr BHyTpb 3 pasa AeHb B TeyeHue 6-12 Hegenb, Npu OCTpbIX 6onax 2 mn
BHYTPMMBILIEYHO €XKeHEBHO), 0-/IMMOEBYI0 KMCNOTY (6epanUTUOH man TmokTaumg 300 mr 2 pasa B
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OEHb, NpW TAXKenolh Heiponatum 600 mMr BHYTPMBEHHO B TeyeHuwe 5-10 aHel c nocnepylowmm
npMemMmom TOM Ke [03bl nepopanbHO B TeyeHne 3-12 Hepgenb). C UeNblo yMeHbLUEHMA
Helponatuyecko 6onn uenecoobpasHo wucnosnb3oBaHMe nperabanvHa 150 mMr B AeHb C
NoCTeNeHHbIM YyBe/inYeHMem Ao3bl npenapata Ao 300 mr B aeHb 4epe3 3-7 gHen, a npu
HEobXoAMMOCTU A0 MaKCMMmasnbHOM Ao3bl 600 Mr B CyTKM. JleyeHMe NpoBOAAT B TeyeHue 8-12
Hegenb. HecTepougHble  NpoOTMBOBOCMANAUTENIbHbIE  Mpenapatbl  Mano3pdeKTMBHbl.  Mpu
HegocTaTo4HOM  obesbosivBatowem 3ddeKTe HasHayalT  aMUTPUNTUAMH  WAUM  ONMUOUAHbIE
aHANTeTUKMU.

Mpu pPasBUTUM APYrMX NPOABAEHUA TOKCUYHOCTM KOPPEKLMA [03bl NEKAPCTBEHHbIX
npenapaTtoB B MpoLecce NPoBOAMMONM Tepanuu NPOBOAMTCA B COOTBETCTBUM C OOLLEMNPUHATBIMU
peKoMeHZAUMAMM NO BEAEHUIO OHKOTEMATOIOTMYECKUX BO/bHbIX.

JlokanbHasa ny4yeBan Tepanus.

Mpn MM nokanbHasa nydeBas Tepanus WCMNOJIb3YeTCA C NasJIMaTUBHOM LE/blo MpuU yrpose
NaTo/IONMYECKMX MEePesioMOB B OMOPHbIX YacTAX CKefleTa Ha KPynHble o4arM nopaxeHus
(no3BoHOYHMK, KOCTW Ta3a, beapeHHble, Mano- U bosbluebepLoBble, NAeYeBble KOCTU), AaXKe Mpu
OTCYTCTBMM 60ONEBOr0 CMHAPOMA; MPU HaAAMUYMKM NATOJIOTMYECKMX MnepenomoB (Npu nepesomax
OJMHHbIX TpybuaTbIX KocTen TpebyeTca npeaBapuTesibHas MMMOBUAM3aUNA); NPU HEBPOIOTMYECKON
CMMNTOMATMKe, CBA3AHHOM CO CAABAEHMEM OMYXOJ/ibl0 CMMHHOFO MO3ra W/IM €ro KOPELWKOB; C
obesbonuBatowen Uenblo NPU HaMUYMK BblipaXKeHHoro 6oneBoro cMHApoma. JloKanbHas nyyesas
Tepanua TakXe MOXKeT OblTb Ha3HauyeHa B OTAE/bHbIX CAYyYanX NPU Pe3UCTEHTHO-PELNANBUPYIOLLUX
KOCTHbIX WU 3KCTpameayAnapHbIX N1a3MoLMTOMax, CONpoBoxKaatowmx MM.

Mo [AHHBIM Pa3/IMYHbIX aBTOPOB HET eAMHOIN0 MHEHMA O CYMMapHbIX O4aroBbIX 03ax
nyyeBol Tepanun. OBbIYHO NPUMEHSAIOT HU3KKME A403bl NydeBolt Tepanum — 10-30 Mp. B nocnegHue
roZbl BCE Yalle UCNosib3yeTca Pexum C nogsefeHnem ogHOM KpynHoi ¢pakumm B gose 8 I'p, TaK Kak
yBenMYeHne cymMmapHoih fo3bl (4o 30-50 p) He MPMBOAMT K YAYYLLEHWUIO PEe3Y/IbTaTOB JIeYeHus,
MOXeT OblTb  MPUYUHON  ANUTENbHOM MMUENoCynpeccuu, 4TO He MO3BOJIUT  NPOLO/IKUTD

XMmnoTepanesTuyeckyto Tepanuto [lll, CJ.

OnpepeneHue 3pPeKTUBHOCTU NeUeHUsA

OugeHka adpdeKTMBHOCTM NedeHna MM nNpoBOAUTCA COrNACHO MEXAYHAPOLHBIM KPUTEPUAM,
npeanoxeHHbim B 2006 r. u moanduumpoBaHHbiM B 2011 r.

OueHKa 3ddeKTa Mo ypoBHIO MOHOK/NIOHANbHOTO 6e/Ka B CbIBOPOTKE KPOBU M MOYe NPUMEHUMA
ONA NaLMEHTOB C «n3mepsemoin» 6onesHbto. JTloboi NosyyeHHbI oTBET HEObXoAMMO NOATBEPAUTD
ABaXKAbl pe3ynbTaTamMmn NMOBTOPHbIX UCCNEA0BaHUNA.

3aboneBaHune CYUMTAIOT «M3MEPAEMbIM» NPU KOHLEHTpaunn M-npoTenHa B cbiBopoTke = 10 r/n
WAW B CYTOYHOW MoYe 2 200 r. TMpu OTCYTCTBUM MOHOK/IOHANbHOTO 6e/1Ka B CbIBOPOTKE KPOBM U MOYE,
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no AaHHbIM 3nekTpodopesa M MMMyHOOUKCALMU (HECEKPETUPYIOLLE MUENOME), HO NpU ero
BblABAEHUN meToaoMm Freelight, «M3mepaembiM» cUMTalOT YpoBeHb «BoBeYeHHbIX» C/ILL = 100 mr/a.
CootHouleHue k/A CJIL, TaksKke AOMKHO BbiTb aHOMaIbHbIM.

HopmanbHoe cooTHoweHne K/A CJ/ILL  coctasnsetr 0,26-1,65. «BoBneyeHHbIMU» B
NnaToNOrMYecKmnii Npouecc ABNATCA MOHOKAOHanbHble C/IL. Mpu cekpeuun C/1L kK cooTHoweHMe K/A
CAu > 1,65, a C/ILU A onpenenstoT Kak «HeBOBJeYEHHble». Ecim MoHoKnoHanbHble CJIL umetot
nsotun A, To cootHoweHue K/A C/IL, < 0,26. Y Takux naumentos C/IU A cuMTaloT «BOBAEYEHHbIMUY, @

C/IL, K —«HEeBOBAEYEHHbIMMUY.

Y 60abHbIX ¢ no4ye4yHoli HEOOCMAMOYHOCMbIO HOPMAAbHLIM coomHoweHuem K/A C/1LY
cyumaemca 0,37-3,1.

[1P: pmnarHocTMpyeTca Npu OTCYTCTBMM MNapanpoTeMHa B CbIBOPOTKE M MOYe MO AaHHbIM
MMMYHOd)MKcaLI,MM. Konnyectso nnasmaTtnyeckmx KNeToK B muenorpamme Ao/XKHO 6bITb MeHee 5%.
MArkoTKaHHble NA1Aa3MOLUTOMBI NPWU nosHomn pemMmnccmnm OTCyTCTBYIHOT.

Mpu muenome, «n3mepaemoit» ToabKo no yposHio C/1LU, ansa oueHku adpdekTa ncnonbsyerca
meTos onpegenenuna yposHAa CJILL Freelight. Ons yctaHosneHua MNP Heobxoaumo HopmasabHoe
cooTHolueHne C/LU k/A (0,26-1,65).

Cmpozaa [1P: NP npu HopmanbHOM cooTHoweHun CJIU, n OTCyTCTBMM KNOHANbHbIX
NNa3smMaTUYeCKMX KNEeTOK B KOCTHOM MO3re MO AaHHbIM  MMMYHOTMCTOXMMWYECKOTO WU

UMMYHOPNHOOPECLLEHTHOrO METOL,0B.

OX4YP:M-npoTenH B CbIBOPOTKE KPOBM M MOYE ONpPenenaeTcs ToAbKO Npu MMMyHODUKCaLUm,
HO He npu anekTpodopese UAM OTMEYAETCA CHUXKEHNE ypOoBHA M-npoTenHa B cbiBOPOTKe Ha 90% u
6onee, a M-npoTemMHa B mo4ye A0 ypoBHA meHee 100 mr/B cyTku. [na 60ne3HU, «U3MepPAEMOn»
Tonbko no yposBHo CJIL, TpebyeTcs CHMXKEHWE pPasHULblI YPOBHA  «BOBJEYEHHBIX» U
«HeBoBneyeHHbIx» C/1L, Ha 90% u 6onee.

YP: ypoBeHb M-rpagmeHTa B CbIBOPOTKE AOMKEH YMEHbLWMTLCA HA 50% 1 Bonee, a B MoYe Ha
90% un 6onee, npu 3ToM abcontoTHOE KonmyecTBo M-NpoTenmHa B Moye f[0AXKHO bbiTb meHee 200
Mr/cyTKn. Pasmepbl MAFKOTKAHHbIXMAAa3MOUMTOM AO/KHbI YMeHbWUTbcA Ha 50% u 6onee. Mpu
MUenIoMe, «M3mepsaeMon» ToabKo no yposHto CJILL, YP ycTaHaBAMBaeTCA NpPU CHUMKEHUN PA3HULbI
YPOBHA «BOBNAEYEHHbIX» U «HeBoBAeYeHHbIx» C/1L, Ha 50%.

Cm: HecooTBeTCTBME MNOKasaTenen Kputepuam [P, OXYP, YP wuam nporpeccupoBaHus
muenomsl (MN3).

[13: noBblWweHWe ypoBHA M-rpagueHTa Ha 25% 1 6osiee OT HAaMMEHbLLIETo AOCTUTHYTOrO YPOBHS
B CbIBOPOTKe (yBenundeHune Ha 5 r/n n 6onee), 8 mouye (ysennueHune Ha 200 mr/cyTku 1 6onee). Ona
NauueHToB C «Heusmepaemon» 60/1e3HbI0 CTaHAAPTHbIMM MMMYHOXMMUYECKMMU METOAAMMU, HO
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«n3mepaemoin» Tonbko no yposHio CJILL, nporpeccupoBaHuWe yCTaHaBAMBAETCA MPU YBEANYEHUU
pasHWLbl MeXdy «BOBAEYEHHbIMU» W «HeBoBAeYeHHbiIMM» CJIL, Ha 100 mr/n. Takke o
NPOrpeccMpoBaHUn CBUAETENLCTBYET YBEIMYEHUE YMCAA MAa3MaTUYECKUX KNETOK B KOCTHOM MoO3re
(abcontoTHoe umcno — He meHee 10%), NosiBNeHME HOBbIX OYaroB B KOCTAX MW yBe/iMdeHue
pasmepoB paHee onpegenaemblX, MNOABAEHUE MATKOTKAHHbLIXNAA3MOUUTOM WAW yBeNUYEeHUe KX
pa3mepoB, rMnepKanbLmMemms (CKOPPernpoBaHHbIN YPOBEHb KanbLma CbiBOPOTKM 6onee 11,5 mr/on
Wnn 2,65 MMoJIb/N), KOTOPYIO MOXKHO CBA3aTb C NJIa3MOK/IETOYHOM Npoandepaumnen.

Peyudus riocae [1P: auarHocTMpyeTca No MOBTOPHOMY NosAB/eHUI0 M-NpoTenHa B CbIBOPOTKe

KPOBM MAM MOYeE, BbIABAAEMOMY Mpu 3neKkTpodopese Man MMMyHODMKCaUuMK; OnpeaesieHno B
KOCTHOM mo3re 6onee 5% niasmaTUYECKMX KNETOK; MOABAEHUIO N06Oro Apyroro npusHaka
NporpeccnpoBaHna (HOBbIX MAa3MOLIMTOM, HOBbIX OCTEO/IMTUYECKUX OUYAroB MK FMNepKanbLuemmnn,
KOTOPYI0 MOXKHO CBA3aTb C N/1a3MOK/IETOYHON Npoandepaumen u ap.).

KnuHuyeckul peyudus: O4AUH NN bonee n3 nepevyncneHHbIX NPpU3HaKoB - NoABJIEHNUE HOBbIX

MATKOTKAHbIX NIa3MOLMTOM WJIM O4aroB NMOpPaXKeHUA B KOCTAX, YBEMYEHUE PAa3MEPOB MMEKOLLUXCA
NAa3smMoLMTOM W/IM OYaroB NopaxeHua B KocTax Ha 50% (He meHee 1 cm), runepKanbupemms
(ypoBeHb KoppernpoBaHHOro KanbUuA CbiBOPOTKM 6onee 11,5 mr/an, nam 6onee 2,66 mmons/n),
CHUMKEeHWe ypoBHA remornobuHa Ha 2 r/an v 6onee, NoBbIWEHWE YPOBHA KPpeaTUHUHA CbIBOPOTKMU A0
2 mr/on v 6onee nnu go 177 mkmons/n n 6onee.

3Hayumelli  ummyHoxumuveckuli — peyudus -  COCTOAHWE,  Tpebyiolee Havana
NnpoTUBOPEUNAMBHON Tepanmm. BosobHoOBAEHME NPOTMBOOMNYONEBOTO IEYEHNA NOKA3aHO:

- NpU yABOEHUUN coaeprKaHmAa M-rpagueHTa npyv NOBTOPHOM MUCCNEeA0BaHMN, BbINOJHEHHOM C
WMHTEpBaNom He bonee 2 mecALEB;

- NPU HanuuMu B 2-X MNOC/AEeLO0BATENbHbIX UCCAEAOBAHUAX XOTA Obl OAHOTO U3 CaeaytoLWwmx
NPU3HAKOB:

yBenmyeHme M-rpagueHTa Ha > 10r1/n,

nnu

yBeAndyeHue aKckpeumnmn benka beHc-[KoHca ¢ mo4oi Ha > 500 mr/cyTKu,

nnu

ysenndyeHue sosaedeHHbix C/ILL Ha = 200 mr/n (npyu aHomanbHom cooTHoweHun CJIL, ) uan
yBenuyeHue BossievyeHHbix C/1L, > 25%.

PeppakmepHaa muenoma — 60ﬂe3Hb, He oOTBeYaluwaAa KaK Ha NepBOHa4Ya/ibHYIO

XMMMUOTEPanuio, Tak M Ha Tepanuio “cnaceHnsa” uan nporpeccupytowan B TeyeHne 60 agHeln nocne
nocnefHero eYeHuns. BolAenaoT ABe KaTeropmum pedpakTepHOn MUENOMbI.

Peuudueupwou,;wo/pedlpakmepro muesiomy onpenenarT Kak 6OJ'Ie3Hb, KOTOpaA He

OTBEYAET Ha TEePANMIO CNaceHUs WM Nporpeccupyet B TeueHne 60 aHel nocie nocaegHero eveHus
Yy MNaUMEeHTOB, C paHee AOCTUTHYTbIM MWHMMaJIbHBIM OTBETOM W bosee ¢ Mnociaeayowmm
NpOrpeccnpoBaHmneMm.
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[epsu4Ho _peghpakmepHol cynuTatoT 601183Hb, npu KOTOpOﬁ HE YyAaBaaoCb [O0CTUYb

MUWHMMaNbHOIO OTBETA U Hosee Ha NHO6OI NPOTUBOONYXOIEBOWN TEPANUM.

Peyudusupyrowaa muesaoma — 3To 6ose3Hb, MO NOBOAY KOTOPOW MNpPOBOAMAACL paHee

Tepanus, a 3aTem HacTynu/0 NPOrpeccMpoBaHne, HO OHAa He COOTBETCTBYET KPUTEPUSAM NEepPBUYHOMN
pedpaKkTepHOCTM UK peunamnsupyowein/pedpakTepHOl MUENOMbI.

MuHumasbHbIl _omeem y nauyueHmos ¢ peyudusupyrouleli/peppakmepHoli _muesnomoli:

yMeHblUeHWe ypoBHA M-rpagmeHTa B CbiBOPOTKE Ha 25% - 49% 1 ypoBHA M-npoTenMHa B CYyTOYHOM
moue Ha 50-89%, (ogHaKo 3TOT NoKasaTesib Bce ewe Bbiwe 200 Mr B CYTKM), YMEHbLUEeHWE pa3MepoB
MATKOTKAHHbIX NA3a3MoUUTOM Ha 25-49%, OTCyTCTBME YBEAMYEHWUA pPa3MeEpPoOB WM KOJIMYECTBA
JIMTUYECKUX KOCTHbIX 04aroB (pa3BuUTME KOMMPECCMOHHOTO NepesioMa He UCK/oYaeT OTBeTa).

JOuHamuueckoe HabnogeHue.

B nmpouecce npoBoauMON Tepanuu MMMYHOXMMMYECKOe WUcCaefoBaHWe GenKoB CbIBOPOTKM
KPOBM M MOYM CedyeT BbIMNOMHATL Kaxable 2-3 mecaua. Y 60/1bHbIX OIMIo- AN HECEKPETMPYIoLLE
MWesIoOMON ciedyeT NPOBOAUTbL MCCiedoBaHMe cBo6OAHbIX ferknx uenei. ocie OKOHYaHMA
NeYeHns MMMYHOXMMMUYECKME WUCCIeA0BaHNA KPOBM M MOYUM BbIMOJIHAIOT Kaxdble 3 mecaua.
NccnenoBaHWe KOCTHOTO MO3ra peKoMeHAyeTcs TONbKO AN MOATBEepXKAeHUA NOAHOW peMnccum u
OUEHKM 30GDEeKTUBHOCTM NedYeHUAa NpU  HecekpeTupyloweld muenome nNpu  HEeBO3MOXKHOCTM
uccnenosatb C/1L. PeHTreHorpadua Koctei BbINOAHAGTCA NO KAUMHUYECKUM MOKa3aHUAM.
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Conura PHaA N21a3MOLUTOMA

COI'IVITapHaFI NN1a3sMOLMTOMA XapaKTepunsyetTca Haim4ymem o4HOro o4ara nopaxKeHna Koctn nnun
MATKUX TKaHeﬁ, BbI3BaHHOIo MHd)MﬂpraLLMepl KNOHaNbHbIMWU MJIa3MaTUYECKUMM KneTKkamn be3
NPU3HaKoB MHOeCTBEHHON MUENOMbl (MM) B 3aBMcMmMOCTM OT /I0OKaAu3auuu BblAeNAlT ABe
rpynnbl N1a3mouUNTOM: KOCTHbIE U SKCTPpamMeaynnApHbIe.

ConutapHbie NAa3MOLMTOMbI ABAAKOTCA peakMmm onyxonamu. Cpegm BceX MOHOK/IOHAbHbIX
rammanatM fona nnasmoumtom coctaBaseT 1%. Cpean NNa3sMOKAETOYHbIX 3abosieBaHui
NAa3MOLMTOMbI COCTaBAAIOT MeHee 5%. DKcTpameaynapHble naasmoumTombl (IMI) BcTpeyatoTcs Ha
40% pexke, YeM COAUTapHble KOCTHble niasmouutombl (CKM). ConuTapHble NAasmMOLMTOMbBI Yalle
BCTPEYAlOTCA CPean MyXKUMH, MegmaHa BOo3pacTa Ha MOMEHT YCTaHOB/IEHUA AMarHo3a cocrasnneT 55-
60 ner.

ConutapHasa KocTHaa naasmouuTtoma. MNpu CKI yalle BoBneKaeTca B NPOLLECC OCEBOM CKenerT,
yeM KoHeyHOCTM. Haumbonee yacto noparkaeTcA NO3BOHOYHMK (42-61%). HeckonbKo pexe
BCTPEYaoTCA NaasmoumMTombl Tasa (15%), pebep (12%), ANUHHBIX TPybUaTbIX KOCTEN HUKHUX (12%) 1
BEPXHUX KoHeuyHocTel (10%). MoparkeHne AUCTaNbHbIX OTAEN0B KOHEYHOCTEN HUMKE KOJIEHHOTo UAn
JIOKTEBOrO CyCTaBa BCTpeYaeTcs peakKo.

YacTtoTa BbIABNEHMA MOHOKNOHaAbHOro 6enka npu CKIM coctasadetr ot 19 po 72%.
AHOMasIbHOE COOTHOLWIEHME CBOBOAHbIX Nerkux uenei nmmyHornobynmHos (C/1L) onpeaensetca y
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50% 60/bHbIX. YPOBEHb HEBOB/IEYEHHbIX B MAaTO/IOMMYECKUIA MPOLECC UMMYHOTI06YNMHOB 06bIYHO

HOPMa/bHbIN.

JKCTpameaynnapHaa conutapHaa nnasmoumtoma. Ml noKannsyerca B MATKMX TKAHAX.
Hanbonee yacto noparKatoTcs BepxHMe ApbixaTesnbHble nyTh (cBbiwe 80% cnyyaes), cpeam KoTopbix —
NonoCTb HOCa W NpuAaToyHble nasyxu (44%), HOCOrNoOTKa M POTOrNOTKa (No 18%), a TaKXke rnoTKka
(11%) n ap. Bropbim No YacToTe NOpPaXKeHUss OTMEYEH KenyAo4HO-KMLWEeYHbIN TPaAKT (35% cpean MMM
BHE BEPXHUX AblxaTenbHbix nyten). Cpean Apyrux NOKanmsaLMin - KOXKa, NMOYKU, MOYEBOM My3bipb,
Nlerkue, NoAKeNnyaovHan Kesiesa, MOJIoYHasA XKenesa u ap.

MOHOKNOHaNbHLIN 6enok npu IMIT BbIABAAETCA peXe, YeM MPU KOCTHbIX MNA3a3MOLMTOMaxX U
Habnogaetca y 25-29% 6osnbHbiX. Mpu uccneposaHum CJILL aHOManbHOE WX COOTHOLLEHUE
BbiagnaeTca y 40% 60/1bHbIX.

AunarHoctuka

B 2014 r. MexayHapoaHowu paboyeli rpynnoii no usydyeHuto MM (IMWG) 6b1an nepecMmoTpeHb!
Kputepun amarHoctnkn MM. BHeceHbl U3MeHeHUA B ANarHoCcTu4eckme Kputepum He Tonbko MM, Ho
M NNasMmouUTOMBI. BbloeneHbl pABa  BapuaHTa CONMTAPHbLIX  MNAA3MOLMTOM:  CONMUTApPHaA
nnasmouMToma (6e3 NPUCYTCTBMA KNOHANbHbIX MAAa3MATUYECKMX KNETOK B KOCTHOM Mo3re) u
CONNTApPHaA MNA3MOUMTOMA C MMHMMANbHbIM BOBJIEYEHMEM KOCTHOro Mmo3ra (meHee 10%
KNOHANbHbIX NJ1a3MaTUYECKUX KETOK B KOCTHOM MO3re).

Kpumepuu duazHo3a conumapHoU naa3moyumomsi

Mpu ycTaHOBAEHMM AMArHO3a A0XKHbI MPUCYTCTBOBATL C/eAyioLLMe NPU3HAKMU:

1. OAMHOYHbLIA oYar MNoparkeHWUA KOCTM WAU MATKMX TKaHeW, C BblABAEHHbIMUM MNpu 6uoncum
KNOHa/IbHbIMMW NNAa3MaTUYECKMMM KNETKaMMU.
HopMabHbIN KOCTHbIA MO3T C OTCYTCTBMEM K/IOHA/IbHbIX M1a3MaTUYECKUX KNETOK.
OTcyTCTBME NOPAXKEHUA KOCTEW peHTreHosnormyeckn u no MPT (Mam KT) no3BOHOYHMKA M Tasa
(Kpome nepBMUYHOrO OYara NopaskeHus).

4. OrtcyTcTBME NPU3HAKOB MOPa*KEHWA OPraHoB: rMnNepKaabLMEeMUM, NOYEYHOW HEeAO0CTaTOYHOCTH,
aHeMUU Uan octeonuTuyeckux ovaroB (CRAB - cMMNTOMOB), KOTOpble MOTYT 6bITb CBS3aHbI C
NMMMONIa3MOKAETOYHbIM NPoAnbepaTUBHbIM 3ab601eBaHMEM.

Kpumepuu 0OugeHo3a conumapHol naasmoyumomsl ¢ _MUHUMA/bHLIM _808/1€4EHUEM KOCMHO20

mo3ea:

an YCTaHOBNEHUU ONAarHo3a A0J/1XKHbl NPUCYTCTBOBATL Caeayrowime Nnpmu3Haku:
1. OAVIHO‘-IHbIl‘;I o4ar nopaxeHunAa KOCTU UAN MATKUX TKaHEﬁ, C BblABNEHHbIMU NpPU 6uoncumn
KNIOHA/IbHbIMU N/1a3MaTU4YECKUMU KNETKaMU.

2. KnoHanbHble nnasmaTUyecKmne KNeTKkM B KOCTHOM mo3re meHee 10%.
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3. OrtcyTcTBME MOpaXKeHUs KocTel peHTreHosiormyeckn u no MPT (uam KT) no3BOHOYHMKA U Tasa
(kpome nepBMUYHOro ovara nopaxKeHus).

4. OTcyTCcTBME NPU3HAKOB MOPAXKEHWUSA OPraHoOB: rMMNepKanbLMEMUM, NOYEYHON HELOCTATOYHOCTH,
aHeMUKN uan octeonnTuyecknx ovaros (CRAB - cMMNTOMOB), KOTOpble MOTYT 6biTb CBA3aAHbI C
NMMONNA3MOKNETOUHBIM NPOAnbEPaTUBHbBIM 3a60n1eBaHMEM.

OunarHo3s nnasmouMToMbl 0653aTeNbHO A0/MKEH ObiTb noaTBepAeH MOo(dOorMyeckn Ha
OCHOBaHWW UCCNenoBaHMA afeKBaTHOrO KoJiMyecTBa TKaHW. Mccneayemas TKaHb MOMKET ObiTb
noJsiydeHa npu TOHKOWIOJIbHOM acnupaumm onyxoau, buoncum nam B MNpoLecce XMpypruyeckoro
BMellaTenbCcTsa. [11a A0KasaTeNbCTBa MOHOK/IOHANbHOCTM U/Man abeppaHTHbIX Maa3smaTUyecKmx
K/IETOK MPW KOCTHbIX Maa3MOLMTOMax HeobxoAMmMo ucciesoBaHMe ciaeaylowmx mapkepos: CD19,
CD56, CD27, CD117 v umknmHa D1. Takke HeobxoaMMO BbiAB/IEHWE PECTPUKLUK Kanna n nambaa

Nerkux yenew Ig.

Y 60nbHbIX C Npeanosiaraembim guarHozom 3IMIM anddepeHuManbHbI AnarHo3 nNpoBoaAT C
pPEeaKTUBHbIM M1Aa3MOLMTO30M, FPaHY/IEMATO3HbIM BOCManeHuem, anmdomamu, npexKae BCero
MyKo3oaccouumposaHHon (MALT) naumdomoi ¢ nnasmoumtapHoin  anddepeHUnpoBKoNn,
MMMYHOB1acTHOM MMPomon, AnmaoonsiasmounTapHom ammoomon, a TaKXe
HeanddepeHUMPOBaAHHOW  KapuuHomoOW. [nA  AoKasaTenbCTBA  MOHOK/IOHAAbHOCTU — u/uan
abeppaHTHbIX M1a3MaTUYECKUX KNETOK MNPW 3KCTpamedynNspHbIX MAasmoumMTomax Heobxoaumo
nccnepoBaHme cnegyowmx mapkepos: CD19, CD56, CD27, CD117 v umknmHa D1. KnoHanbHOCTb
niaasmaTUYeCKUX KNETOK NoATBEp:KAaeTcA pecTpuKkumen Kanna u nambaa nerkux yenen Ig. C uenbto
anoddepeHUManbHOM ANMArHOCTUKM C PEAKTMBHbIM NAA3MoLMTO30M WM aAnmdpomamu npu IMI
Hanbosiee 4acTo UCMO/b3YIOT Takme MapKepbl Kak CD138, MUM1/IRF4, CD20 and PAXS5.

Mpw BbISBAEHUN NNA3MOKAETOYHOM MHPUABTPaLMK B BuonTtate HeobxoaAnMmo UcKatounTse MM.

ObcnedosaHue

e KaunHuueckoe obcnenoBaHue
o Cb6op aHamHesa
o0 ®wusuKanbHbIM OCMOTP, B T.M. NanbfauMAa BCeX AOCTYMHbIX Majbnauyu rpynn
nepndepuveckmx IMMPaTUYECKMX Y3108, NEYEHHU, CENE3EHKN.
o OnpeaeneHune ctaTtyca no ECOG
e JlabopaTopHble MeToAbl UCCNef0BaHMA
o Pa3BepHyTbIN KNANHUYECKMI aHAIM3 KPOBU C MOACYETOM NENKOLMTAPHON Gpopmyibl.
O BMOXMMMYECKMIt aHanu3 KpoBW, BKAKOYAA KPEATUHWH, OobwWMiA 6enoK, anbbymuH,
Kanbuuia, NAr
o dnektpodope3s n UMMyHOOMKcauna 6enKoB CbIBOPOTKM KPOBM WM CYTOUHOW MOYM C
KO/IMYECTBEHHbIM OnpeaeieHneM YPOBHA MOHOKNIOHANbHOro 6enka.
o OnpegeneHne ypoBHA |g CbIBOPOTKM KPOBU [AJ1A OLEHKU CTEeNeHW TyMOpasibHOro
nMMyHozebuumTa.
o MWccneposaHue ypoBHsa CJIL, B cbIBOPOTKe KpOBU
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o OnpegeneHue B2-muKpornobyamnHa B CbiIBOPOTKE.

o Mopodonornyeckoe ncciefoBaHMe acnmpata KOCTHOrO Mo3ra u/uau TpenaHobuonTaTta ¢
MMMYHOTFMCTOXMMUYECKUM UCCNeA0BaHNEM U/ UNN UMMYHODEHOTUNNPOBAHNEM.

e MeToabl Ny4eBOl AMUATHOCTUKN

o PeHTreHorpadua Kocten, BKAOYAA Yepen, rpyaHYLO KAeTKy, BCe OTAeslbl MO3BOHOYHMKA,
Tas, nnaeyesble N 6efpeHHbIE KOCTU.

o KomnbloTepHaa Tomorpadusa kocter (KT) mamM MarHUTHO-pe3oHaHCHas Tomorpadwus
(MPT) Bcex oTAeN0B NO3BOHOYHMKA M Tasa.

OueHKa hakmopoes npozHo3a

Puck nporpeccupoBanma 8 MM Bbiwe npu CKI1, yem npu aKcTpameay nAapHbIX U COCTaBAAEeT
npubaunsmtenbHo 50% B TeyeHume 5 net, npu IMI - npmubansutenbHo 25%.

MporHo3 npu nAasmouMTOMax OT/IMYAETCA B 33aBUCUMOCTM OT MPUCYTCTBUA KJIOHAJIbHbIX
NnaasMaTUYECKMX KNETOK B KOCTHOM Mo3re. Puck passutma MM npu naasmouuTome 6e3 BoBieYeHMA
KOCTHOro Mo3ra cocTtasafeT npubamsmtensHo 10% B TeyeHue 3 net. lpu nnasmoumtome C
MWHUMaNbHbIM BOBJ/IeYEHMEM KOCTHOTO MO3ra nporpeccuposaHve B8 MM npoucxoauT B TedyeHue 3
net npubamsutenbHo y 60% O60/bHLIX C KOCTHOW nnasmouutomon un y 20% 60nbHbIX €

3KCTpameayNAsPHON NAa3MOLUTOMON.

Mocne ycnewHoM ny4eBoi Tepanmm CONMTapHOM NAa3sMoLUTOMbI YPOBEHb MOHOK/I0HA/IbHOTO
6e/1lka CbIBOPOTKM KPOBU M MOYM OBbIMHO CHUXKAETCA, 04HAKO NOJIHOE ero UcHe3HOBEHME OTMeYaeTcs

He 4acTo.

K ¢aktopam pucka nporpeccupoBaHma CKIM B MM oTtHocATca: 1) Hanmnume M-npoTeunHa
CbIBOPOTKM 6onee 1-2 neT nocne ycTaHOBAEHUA AMArHosa, 2) NepcucTMpoBaHMe MOHOK/IOHA/IbHOMO
6enka B moue, 3) yposeHb M-npoTtenHa cbiBOPOTKK 5 r/n 1 6onee, 4) aHOManbHOE COOTHOLUEHUE
CNIl,. Kpome Toro nokasaHo, 4YTo aHoMasibHoe cooTHoweHwue C/1L (<0,25 unun >4,0) BAUAET He TONbKO
Ha puck passutma MM, HO M Ha 0bLylO BbI*KMBAEMOCTb. BaxKHbiIM HebnaronpuATHbIM paKkTopom
TaK)Ke ABNAETCA BO3pacT cTapwe 60 neT. Y 601bHbIX B BO3pacTe ctaple 60 feT pucK TpaHchopmaLmm
8 MM 3HauuTeNIbHO Bbille, YeM Yy 60bHbIX Hoslee MOI040r0 BO3pacTa.

YeTknx ¢daKktopoB pucka passutna MM npu IMI1 HeT. CneayeT OTMETUTb, YTO OTCYTCTBME
MOHOK/I0HaIbHOTO 6€e/1ka B CbIBOPOTKE KPOBU M MOYE Ha 3Tane YCTaHOBAEHUA ANArHo3a CoMTapHOM

NAasMounTombl HE NUCKNIKOYAET PUCKa NporpeccnmpoBaHnA B MM.

bopmynuposaHue duazHo3a

B pAmarHose cneayeT yKasbiBaTb BapuvaHT CONMTAPHOM MAa3MOUMTOMbI (KOCTHasa wau
3KCTpamMeayNnApHan), NoKaAM3aumio, TUM CEKPETUPYEMOTo MOHOKNOHaNbHOro besKa.
Mpumep ¢GoOpMyANpPOBaHMA AMarHoO3a: COMWUTApHaA 3KCTpaMeayanAapHasa naasMouMToma

Kenygka c CGKpELI,MEVI MOHOK/IOHaibHOTO 6esKka G K-Tuna.
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JleueHue

JleyeHue conumapHol KocmHol naa3moyumomei

OcHoBHbIM meTogom nedveHuna CKIl asnaetca nokanbHaa nydyesasa Tepanua. [pu onyxonu
pasmepom MeHee 5 cM pekomeHayemas CyMmapHasa [o03a JiydyeBoi Tepanuum coctasaaet 40 Mp (20
dpakumit). Mpu nnasmountTome pasmepom bonee 5 cM peKomeHOyeTca CymMapHas [03a Jy4yeBoi
Tepanun 50 p (25 dpakuuit). None o0bayyeHUA AONKHO BKAKOYATb ONYyXOb M YY4ACTOK NpuUaeKaLmx
TKaHel He meHee 2 cm. MNpu NopaxkeHnn NO3BOHOYHMKA 30HA 0B6yYEeHNA [OMKHA BKAOYATb Kpome
N1asMoLMTOMbl O4MH HEMOPAXKEHHbIN MO3BOHOK C 06enX CTOPOH.

B HacToAlee Bpema NpPOBeAeHME XMMMOTEpPanumM nocne nyyesoi Tepanum npu CKIM He
pekomeHayeTcA.

Xnpypruyeckoe neyeHne MUCNoAb3yT Y OTAENbHbIX 60/bHbIX ¢ CKI npu ¢yHKUMOHANbHOM
HecTabuabHOCTU MoparkeHHOM o06s1acTu. Yalle BCEro BbIMNOAHAETCA XMpypruyeckas ¢dukcauma npu
NnopaxeHun ANUHHbIX KocTeil. Mpu MacCMBHOM MOpPaXKEHUM MO3BOHKOB MCMOJIb3YIOTCA Pas/iMyHble
BapUaHTbl PEKOHCTPYKTUBHbLIX XMPYPrnvyeCKnXx BMmellaTe/1IbCTB.

JleyeHue conumapHoU 3kcmpamedynaapHol naa3moyumomesl

3MI sBAAETCA BbICOKO PagnoYvyBCTBUTENbHOM ONyX01bto. OCHOBHbIM MeTOA0M fiedeHnsa MM
ABAAeTCA Nydyesan Tepanua. Mpu naasmounTome pasmepom meHee 5 cM pekomeHayeTca oKanbHan
NyyeBasn Tepanua B gose 40 p (20 ¢ppakuymit). Mpu onyxonn pasmepom 6osee 5 cm ncnonbayerca
NyyeBas Tepanusa B gose 50 I'p (25 dpakunit). B 30Hy 061y4eHna foMKHA BXOAUT OMNYX0Jib U y4acTOK
npunexawmx TKaHen He meHee 2 cm. Mpu 3IMIM ob6A3aTenvHbiM ABAAETCA 06/ydeHWe LenHbIX
NMmdoy3noB, BOBEYEHHbIX B OMyxosaeBbli npouecc. Ecan nopaxkeHne nokanusyetca B 061actu
KonblLa Banbgeiepa, 06s3aTeNbHO BbINOJHAETCA JlyyeBas Tepanus Ha 061acTb APeHMpPYoWmMX
LWENHbIX NTMMPATUYECKMX Y3/10B.

Xupypruyeckoe snedeHne SMI MCNONb3yeTCA KaK B KA4YecTBe CAaMOCTOATENbHOMO BMAA
Tepanuu, Tak U B COMETAHUWN C JIOKANbHOW /ly4eBOl Tepanuen. Boibop TaKTUKKM Tepanum 3aBUCUT OT

JIOKa/In3aLnm onyxonu.

Mpn nevyeHnn SMI ronoBbl U LIeU, BEPXHUX AblXaTe/NbHbIX NyTel NpeanoyTeHMe oTaaeTcA
NIOKanbHOM Ny4yeBon Tepanuun. PagmnkanbHoe xupypruyeckoe yaaneHne onyxoam 4acTo HEBO3MOMKHO
M3-32 ONACHOCTU MNOBPEXAEHUA XKU3HEHHO BaXHbIX oOpraHoB. bonee TOro, oOAHOLEHTPOBOE
nccnepoBaHue, nposegeHHoe B KaHaze, NOKasano, YTO PUCK JIOKaNbHbIX PELUAMBOB HE OT/IMYANCA
npw y4eBoi Tepanum U XMpypruyeckom neyeHmm (12,8% npotus 12,5%), B To Bpems KaK NOKa/bHble
peunausbl U nporpeccupoBaHne B MM npoucxogunaun 3HAYUTENbHOM Yalle Npu MCNONb30BaHWUK
Xupypruyeckoro nevyeHusa (5,1% npotme 25% n 18% npotus 50%, COOTBETCTBEHHO).
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Mpu neveHnn MM, NOKAaNN30BaHHbIX BHE BEPXHUX AbIXaTeNbHbIX MyTEl, Yalie npumMmeHsAeTcs
XMPYpPruyeckoe ieYeHne B BUAE CaMOCTOATE/IbHOIO MeToAa UM B KOMBUHALMK C y4eBoi Tepanuii.
TonbKo NyyeBas Tepanusa UCNOJIb3YETCs perKe.

XMpypI’MLIECKOE nevyeHme nNpumeHAeTCAa nNpn COMMTAapPHbIX N1a3sMOUNTOMAX KUWKKU, XKenygKa. B
nnTepaTtype MUMEKTCA ONMUMCaHuA yCcnewHoOro npumeHeHuAa YacCTUYHOM pe3ekunn xenyaka,
3H,D,OCKOI'IW4€CKOﬁ pe3sekunn CAU3UCTOMN npu nnasmoumuTome C HOAYNAPHbIM XapaKTePOM pPOCTa
onyxonnm, 3HAOCKOHMHECKOﬁ Cy6MYKO3HOI7I anccekuyunn.

Ha cerogHAWHMA f[eHb  OTCYTCTBYKOT [fOaHHble O  LenecoobpasHOCTM  MpoBeneHus
XMMMOTEPaANMM Nocne ny4yeBoi Tepanuu y 6oabHbIX ¢ IMI. WNccnenoBaHWini MO MCNOAb30BaHMUIO
HOBbIX JIEKAPCTBEHHbIX MPEnapaToB MPWU CONUTAPHbIX NAA3MoOLMTOMax He 6blno, UX NpoBeaeHUE
3aTPYAHEHO M3-32 MANOYUCAEHHOCTM AaHHOM Nonyaauum 60NbHbIX, HO €CTb ONMUCAHWUA KIMHUYECKMX
C/y4yaeB, MNOKA3aBWMX 3PPEKTUBHOCTb HOBLIX JIEKAPCTBEHHbIX MNpenapaTtoB (Tanangomuaa,
neHanngomuga, bopresommba) npm M.

JleyeHue s10KAbHbIX peyudusos U npoapeccuposaHus 8 MM

JleyeHne nNOKaNbHbIX peumanBoB M nporpeccupoBaHna B8 MM oTtaunyaerca. Ona neyeHwua
JIOKaNbHbIX PeuManBoB UCNONb3YIOT XMPYPrUYecKoe JIeUeHNe UK Iy4eByto Tepanuio B 3aBUCMMOCTH
OT J/IOKaNM3auuMu, MpeaLlecTBYOWEN J/ly4eBOM Harpy3KM W COCTOAHUA TKAHEW, MNPUHMMAA BO
BHMMaHWe HapacTaHMe MOTEHUMANIbHOM TOKCMYHOCTM Mpeanosiaraemoro nedyeHusa. B oTaenbHbIx
CAy4Yyasx Npu PaHHUX peumamBax, MAacCMBHOM PaCMpPOCTPAaHEHUMU ONYXO0AM MOXKeT OblTb MoJsie3Ha
cuctemHas Tepanua. Ona nedyeHna MM NpUMEHAIOT CUCTEMHYIO NPOTUBOOMYXO/EBYIO Tepanuio B

COOTBETCTBUU C 06LLI,eI'IpVIHFITbIMM KIMHUYECKMMUN peKoMeHadaunamu.

JuHamuyeckoe HabawoodeHue

YuuTbiBas pUCK pas3BuTUSA peumanBoB uan MM nocne nevyeHUs CONUTAPHbIX MIa3MOLUTOM,
60nbHble A0J/IKHbI HabnoAaTbCA FEMATONIONOM MOXKU3HEHHO. MMMYyHOXMMMYECKOE UccedoBaHUe
KPOBM U MOYM, KIMHUYECKMIA U BUOXMMMYECKMI aHaNM3bl KPOBWU BBIMOJIHAOT Karkaple 3 mecaua.
NccnepoBaHue acnupata u buontata KoctHoro mosra, KT wam MPT KocTelr BbInonHAETCA MO
K/IMHUYECKMM MOKa3aHUsAM. PeHTreHorpaduma KocTein BbINOJHAETCA eXerogHo Wian no KAMHUYECKUM

NOKa3saHuAM.
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MakpornobynnHemua BanbgeHctpema

MakKpornobynnHemua BanbgeHctpema (MB) - B-knetouHas ammdbonnasmoumtapHas anmdoma
C MNPeMMyLLecTBEHHbIM MOPaXKEHMEeM KOCTHOTO MO3ra M CeKpeuuen MOHOKJ/OHANbHOro
uMmmyHornobynmHa M (IgM). B pegkux cnayyasx (meHee 5%) moryT  BCTpevaTbcA
numoonnasmountTapHble iMMpombl ¢ cekpeunen IgA, IgG nnm HecekpeTupyowmii BapmaHT 6o1e3Hu.
3abonesaemocTb MB coctaBnseT oT 2 go 5 ciyyaeB Ha 1 MAH HaceneHus B rog. MeguaHa Bo3pacTta
60/1bHbIX — 63 roaa.

AuarHoctuka

Kputepum yctaHoBneHUA anarHosa.

Mpu ycTaHOBNAEHUMN AnarHosa MB J0KHbI NPUCYTCTBOBATb C/ieAyloLWme KpUTepumm:
MOHOKNOHabHbIN IgM (He3aBMCMMO OT YPOBHA NapanpoTerHa);

MHPUABTPALMA KOCTHOrO MO3ra MasibiMu AMmMoouUTaMu, NAa3sMOUUTOUOHBIMU KAETKAMU U
naasmaTMyecknmm Knetkamm (anddysHasn, MHTepPCTULMANbHAA UAU HOAYAAPHARA).

Pewatowee 3HayeHue B anddepeHLManbHON AMarHOCTUKE MMEKOT KAMHMYEecKana KapTuHa (B
YaCTHOCTM, He3HauuTesnbHaa AnmdoageHonatTMa nNpu BepuOULMPOBAHHOM MNOPANKEHUN KOCTHOrO

MO3ra), Hasin4ne n yposeHb M-npoTenHa.


http://www.bloodmed.com/contentimage/guidelines/3454.pdf#_blank
http://www.nccn.org/
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O6cnepoBaHue

BonbHbIM MB 06s3aTenbHO NpoBeAeHMe cheaytolero obciegoBaHuA:

1. KnuHuyeckoe obcnegoBaHue

e C6op aHamHe3a (B TOM yncae CEMENHOro)

e  ®du3MKanbHbLIK OCMOTP, B TOM YMC/Ae NaAbMaumMsa BCEX AOCTYNHbIX NaAbhauuu rpynn
nepudepuyeckunx /1Y, nevyeHn, ceneseHkun, 0CMoTpP MUHAAAMH U NONOCTKU PTa.

2. JabopaTopHble MeToabl MCCAeA0BaHUSA

Pa3BepHYTbIN KNAMHUYECKMIA aHAIM3 KPOBU C MOACYETOM NENKOLMTAPHON Gpopmyibl.

O6uwmin aHann3 Mmouun.

Buoxmmmyeckmii aHanms Kposu (J/IAF, mouyeBasa KWUCNOTA, MOYEBMHA, KPEaTUHWH,
obwuit 6enokK, anbbymuHsbl, bunanpybuH, ACT, AT, wenoyHasa ¢ocdaTasa, 3N1EKTPOAUTHI,
Kanbumm).

Onpepenerune B2-MmUKpornobyanHa B CbIBOPOTKE.

Koarynorpamma.

dnekTpodopes U MMMyHOPUKcaums OeslKoB CbIBOPOTKM KPOBU C KOJIMYECTBEHHbIM
onpegeneHnem yposHa M-rpagueHTa.

OnpegeneHune ypoBHA Ig CbIBOPOTKM KPOBMU.

dnekTpodopes U MMMyHOOUKcaums 6GenKoB CYTOYHOM MOYM C KOJMYECTBEHHbLIM
onpeaeneHnem ypoBHA MOHOK/IOHaIbHOTO besKa.

OnpeaeneHue rpynnbl KPoBu, pesyc-pakTopa.

OnpepeneHne mapKepoB BUPYCHbIX renatutos B n C, BUM.

3. MeToabl 1y4eBOl AMArHOCTUKM
4. PeHTreHorpadua nerkumx.
5. PeHTreHorpadums KocTel Tasa.
6. KomnbtoTepHas Tomorpaduma H6PHOWHON NONOCTU, 3a0PIOLWMHHOMO NPOCTPAHCTBA.

e Y3U Bcex rpynn nepudepmnyeckux aMmdaTuyeckmx, BHyTPUOPIOWMHHBIX, 3abpHOWNHHBIX
Y, opraHoB 6plOWHOM NONOCTM U 3abpOWMHHOIO npocTpaHcTBa.Mopdonornyeckoe
nccaefoBaHMe acnmpaTta KOCTHOMO MOo3ra ¢ UMMYHO(EHOTUNMPOBAHNEM.

e  UccnepoBaHne nMMGONNasMOLMTAPHbBIX KAETOK KOCTHOTO MO3ra Ha Ha/iMyne myTaumu
MYD88 (L265P)

e [WcTONIOTMYECKOE U MMMYHOTMCTOXMMMYECKOE  WUCCAefoBaHWe  TpenaHobuonTtaTta
KOCTHOIo mMo3ra.

JOoNoNHUTENBHO TNPU  MOZO3PEHUN HA KPUOrIobynnHemMuto HeobxoguMo  BbIMOJIHEHME
NCCNeLO0BaHNA KPUOTNOBY/IMHOB CbIBOPOTKM KpPOBMW. [pyM MOLO3PEHUM HA HanuumMe CUHAPOMA
rMNepBs3KOCTU HEeOBXOAMMO UCCIeA0BaHME BA3KOCTM KPOBM M OCMOTP F1a3HOTO AHA. TaKKe OCMOTP
rN1a3HOro AHA HY}KHO BbINOHATL NPU YPOBHE MOHOK/I0OHaNbHoro IgM > 30 r/n.

BonbHble peunamnsom MB aonxHbl 6biTb 06CNeA0BaHbl B TOM e 06beme, YTO U nepsBuYHble
bonbHble.
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dakTopbl NPOrHo3a.

K ocHoBHbiM ¢aKTopam HebnaronpuATHOrO MPOrHO3a MPW YCTAaHOBAEHWM aumarHosa MB
OTHOCATCA: BO3pPacT cTaplue 65 neT, ypoBeHb HB £ 11,5 r/an, ypoBeHb TpoMBOLUTOB <100x10°/n, B-2
MWKPOTN0BYNINH CbIBOPOTKM KPOBWM > 3 Mr//, KOHLEHTPauna MOHOKAOHaAbHoro IgM > 70 r/a. tu
npusHaknM 60ne3HM 1 BO3PACT HOJIbHBIX BKAOYEHBI B MEXAYHAPOAHYIO MPOrHOCTUYECKYID CUCTEMY
(International prognostic scoring system for Waldenstrom’s makroglobulinemia). Ucnonb3soBaHue
3TON CMCTEMbl NO3BOJIAET MPOrHO3MPOBaTb MPOAOIKUTENbHOCTb XM3HM OOMbHBIX M OTBET Ha
Tepanuilo, HO He ABNAIOTCA OnpeaenArmnMmn npu Bblbope TaKkTMKA JfedveHua. [ATMneTHAA
BbIXXMBAaeMOCTb NauneHToB MB B 3aBMCMMOCTM OT KOAMYeCTBA HeBGNAronpuATHbLIX MNPU3HAKOB
coctasnsiet oT 87 o 36%.

JleueHue
MokasaHuA K Hayany nevyeHus

CtpaTterna nevyeHus onpeaensetcs Ha 3Tane yCTaHOB/EHMA AuarHosa. Bbibop nporpammsi
JleyeHusa 3aBUCUT OT BoO3pacTa 60JbHbIX, ocobeHHocTel TedeHua MB, a MMEHHO - HaaAn4yus
UMTONEeHn, HeobxoaumocTn 6onee BbICTPON peayKLUMM ONYXOAu, CONYTCTBYIOWMX 3a601eBaHNNA.

MaumeHTam ¢ Taetowel (beccumntomHoln) MB cneumdumyeckan Tepanma He peKoMeHAayeTcA.
MNokasaHuAMM K Havany nedeHmna MB asnatoTca:

PeumansupytoLLas nnxopaaka, HoOYHaA NOTAMBOCTb, NOTePA Beca, cnabocTb.

CnHAPOM rMNepBA3KOCTH.

CumnTomaTtmyeckan numdageHonaTms UM mMaccuBHoe ysennderue n/y (= 5 cm B anametpe).
CMmnTOoMaTMyecKan renatomeranua u/Mam cniaeHomeranus.

CumnTomaTnyeckasa opraHomeranus.

MNepudepunyeckana HemponaTtma, cBAlaHHaa ¢ MB.

CumnToMaTmyecKan KpMornobyanHemums.

AHemus c yposHem He < 10 r/an.

W e N AEWDN PR

TpombouutoneHus ¢ yposHem TpomboumTos 100 x 10° /n n meHee.

=
o

. UMmyHHaa remonmtnyeckana aHemusA M/MHM TpOM6OLI,VITOI'I€HMFI.

[y
=

. NoyeyHasa HeaOCTAaTOYHOCTb, CBA3aHHaA ¢ MB.

=
N

. AmMmnnonpaos, ceAasaHHbIN ¢ MB.

=
w

. YpoBeHb MOHOKI0HanbHOro IgM > 50 r/n, gake npu OTCYTCTBUN CUMMITOMOB.
JNleueHune 60nbHbIX C BNepBble AMarHoctupoBaHHo MIB
CornacHo pekomeHgaumam IV-ro MexayHapoaHoro paboyero coselllaHma no MB ans neyeHus

60/1bHbIX C BNepBble ANarHOCTMPOBaHHON 60e3HbI0 B BO/bLLIMHCTBE CAyYae NoKasaHbl MPorpammsl,
BKAOYalolWmMe putykeumab [Il, B]. Y nauMeHTOB C CUHAPOMOM [MMEpPBA3KOCTU, 6OAbLIMMM



304

pasmepammn n/y WAM ceneseHkn, KpuornobynuHemuen, Korga Heobxoamma 6bicTpas peayKuums
Oonyxonu, uenecoobpasHbl Nporpammbl C BKAoYeHMem UuKaodpocpamuaa (R-CHOP, RDC). Mpwm
CMHAPOME TMNEPBA3KOCTM B KayecTBe Nporpammbl Bblbopa npeanaratoT boptesomub-cogepalmi
pexkum BDR [lll, C]. Ana 6onbHbix € uUuTOneHUAMUAMU (ocobeHHO C TpombouuToneHuemn)
pekomeHaytoT neveHme no nporpamme RDC. CoueTaHue puTykcumaba Cc aHa/sioraMm HyK1eo3uaos C
uMknodpochammaom nam 6e3 Hero MCNoJib3yroT Y NAUMEHTOB C reHepann3oBaHHOM 6onesHblo. Ons
OTAEeNbHbIX BO/IbHBIX C HU3KMM YPOBHEM MOHOKNOHA/IbHOTO 6enKa, MmeasieHHO nporpeccupytoen
60ne3HbIO, @ TaKKe C COMYTCTBYHOLLEN NATONOIMEN MUCMONb3YIOT PUTYKCMMAb B MOHOpPEXUMeE Uu
Xxnopambyumn.

Y naumeHtoB MB npu Hannumm cUHAPOMA FUMNEPBA3KOCTU, KPUOTNOOYAMHEMUU NedeHne
cneflyeT HauMHaTb € nNnasmadepesa AnA HbICTPOro CHUMKEHMA YPOBHA MOHOKNOHaNbHOro benka [llI-
IV, C]. O6bluHO BbINOAHAIT 2-3 Npoueaypbl Naasmadepesa Ana CHUKEHUs yposHA IgM Ha 30-60%.
Mocne ceaHcos nnasmadepesa B 6aMNKalLLee BpeMA HAYMHAIOT cneunduryeckoe feveHune, Tak Kak B
TeyeHue 4-5 Hepenb ypoBeHb MapanpoTENHA MOXKET BO3BPATUTLCA K UCXOLHOMY YPOBHIO.

TaK Kak onyxonesble Knetku MB akcnpeccupytor CD20, Hanbonee WMPOKO MUCMOAb3yeMbIM
npenapaTtom Ana nedeHus MB aBnaeTcs pUTYKCMMab, Kak B MOHOTEpanunu, Tak U B KOMOUHAUMSAX.
0O6uwan 3pPeKTUBHOCTb NedeHns BOJIbHbIX C Nepsbie AnarHocTMpoBaHHoM MB coctasadeT oT 20 ao
50%, mMeauaHa NpoOAO/KMTENbHOCTM OTBETA Ha JiedyeHWe oT 8 o 27 mec. MpoTnBOOMNYXONEBbI
3ddEeKT Npu nedYeHnn pUTYKCMMabom HacTynmaeT B cpefHeM ChycTa 3 Mec. nocse Havana Tepanuu.
Mocne Havyana Tepanuun putykcumabom y 40-50% naumMeHTOB OTMEYAETCA BHE3AMHOE TPAH3UTOPHOEe
NOBbILIEHME YPOBHA MOHOK/AOHanbHOro IgM, KOTOpoe MOXEeT COMNPOBOMKAATbCA CUHAPOMOM
rMnepBA3KOCTM, HapacTaHWEM MOJIMHENPONATUM, CBA3AHHOM C cekpeunen IgM, KpmuornobyanHemmm.
Onsa cHUXKeHUA ypoBHA MOHOKNOHaNbHOro IgM mncnonb3ytoT nnasmadepes. CeaHcbl naasmadepesa
Ana npodUNakTUKM Pas3BUTUA CUMHAPOMA TMNEpPBA3KOCTM HeobxoAMMO MNPOBOAWMTL Yy NALMEHTOB C
YPOBHEM MOHOK/OHanbHOro IgM = 50 r/a nepepn, BeaeHnem putykcumaba.

B nccneposaHuum Il ¢asbl 6bina oueHeHa 3pdeKkTMBHOCTL BopTesommnba B MOHOpeXRume y
60/1bHbIX KaK C BnepBble AMarHOCTMpoBaHHOW MB, Tak M y paHee NoAy4YaBWMX cneunduyeckyto
Tepanuio. JleueHne 6opTe30MMOOM NPOBOAMNOCH B CTaHAAPTHOM pPEXUME [0 NPOrpeccupoBaHumA
6001€3HN MM OOCTUNKEHMA Hauyyllero oTBeTa C Noc/ieAyoWwmumM NpoBeseHNeM 2 KypcoB leHeHus.
O6wan 3¢ddeKTMBHOCTL NevyeHns cocTaBuna 26%, HO MPU 3TOM OTMEYEHO pPa3BUTUE CEHCOPHOW
nonnHenponatum B 74% cnyyaes.

KombuHauus puTykcumaba ¢ KopTuKocTepouaamu wu boptesommbom  nccnegoBaHa Y
nauMeHToB C akTMBHON MB (cxema BDR). MpoTtuBoonyxonesbiii 3¢pdeKT bbia nonyyeH 96% cnyyaes,
npu atom 22 % 60nbHbIX gocTturaum MP. Mpu meanaHe HabaogeHua 2 roga, y 80% 60abHbIX OcTatoTcA
B pemuccun. Cpeam HexxenatesbHbIX ABNEHUIM Hanbosiee YacTbim Bblna nonnHenponatus, y 30% - 3
cteneHu. TpaH3MTOPHOE MOBbILLEHNE MOHOK/IOHaNbHOTO IgM 0TMeYeHOo TONbKO Y 2 60bHbIX (9%).
Takum o06pasom, npumeHeHMe cxembl BDR MOMET CHM3UTb PUCK MOBbLILIEHUA YPOBHSA
MOHOKANOHaNbHOro IgM B npouecce neyeHus.
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CoyetaHne putykcumaba ¢ 6Goptesommbom (cxema BR) y 60OnbHbIX € BrepBble
AnarHoctmpoBaHHoM MB Tak)Ke BblCOKO 3ddekTnBHO. lNpoTuBoonyxonesbit 3dPeKT, Kak 6biio
nokasaHo B uccaegosaHun Il ¢asbl, coctasmn 88%, y 65% naumeHToB nosayyveHbl MNP nan YP. Mpwu
meanaHe HabaoaeHusa 14 mec. meamaHbl BN 1 BAM He gocturHyTthl. MoanHeiponatum 3-4 cteneHun
HEe OTMEeYeHO, BEepOATHO, M3-3a Ha3HayeHuAa 6GopTesommba 1 pa3 B Hegento. TpaH3MTOpHOoe
NoBbILIEHWE MOHOK/NOHaNbHOro IgM oTmeueHo y 31% 6onbHbix nocne 1 u 4 Kypcos neyeHun (nocne
pUTYKCMMaba).

Taknum obpasom, ans nevyeHuss BONIbHbLIX C BrepBble AMArHocTMpoBaHHOM MB moryT 6biTb
peKoOMeHA0BaHbl MporpamMmbl C BKAOYeHMem OopTtesommba: BDR, BR, a y nauueHTOB C
HEenepeHoCMMOCTbIO pUTYyKcMMaba — codeTaHue 6opTesommba c aekcametasoHom. [pu nevyeHuu
bopTesommbom HeobxoanMMo NPodUNaKTUYECKOE Ha3HaYeHue BaslaUuMKAOBMpPA WM aUUKAOBUPA B
CBA3W C YBE/IMYEHMEM pPUCKA pPasBMTUS OMOACLIBAIOWErO reprneca, a TaKXe CBOEBPEMEHHOe
CHUKeHMe a03bl bopTesommba Npu pasBUTUM NOMHENPONaTUK. Kpome TOro, NoAKOXKHOe BBeAeHue
6opTesommba BMECTO BHYTPMBEHHOIO CYLUECTBEHHO CHUMKAET 4YacCTOTy Pa3BUTUA HEMKenaTesbHbIX

ABJIEHUM.

Tepanua nepsBuYHbIX 60nbHbIX MB TakXe MOXeT ObiTb HayaTa C NPOrpamm, COYETAOLLUX
umMknodpochamma, putykcumab u Koptukoctepouabl (RDC, R-CHOP, R-CP). MpoTuBoonyxonesbii
a¢ddeKT y 60nbHbIX, nonyyatowmnx pexkum RDC, gocturaetcs y 83% 60/bHbIX, Y 7% NAUMEHTOB MOXKET
6biTo  nonydeHa MP.  [OsyxnetHas BBM  coctaBnser 67%. [lepeHOCMMOCTb  neyeHus
yaoBneTBoputesnbHan: y 9% 60nbHbIX pa3BMBAETCs HelTponeHus 3-4 cteneHu, NpubansnTenbHO B
20% cnyyaax AMarHoCTUPYHOTCA HexKenaTesibHble ABEHMA, CBA3aHHbIE C PUTYKCMMabom.

BKkAtoueHWe BUHKPUCTMHA B NPOrpamMmbl, cogeprkawme umknodpocodamma, conposoxaaeTca
yBe/IMYEHMEM pUCKa NosnHenponatum npu MB. B peTpocneKTMBHOM MCCAefoBaHMM NpoBeAeHa
OueHKa 3PPEeKTUBHOCTU snevyeHUs akTmsHo MB no Tpex cxemam: R-CHOP, R-CVP u R-CP.
CyliecTBeHHOM  pasHMUbl  Mexay rpynnamu no obuwei 3¢pPeKTMBHOCTM He  BblSB/EHO:
npotusoonyxonesbli 3¢pdeKT 6bl1 noaydeH y 96% 60abHbIX Npu fevyeHun no cxeme R-CHOP, no
cxeme R-CVP —y 88% naumneHToB M no cxeme R-CP —y 95% 60sbHbIX. HexkenatesnbHble SBAEHUS,
CBA3aHHbIE C JIeYeHUEeM, BKOYAA BUHKPUCTMHOBYIO HeliponaTtuio, ¢ebpunbHyo HelTponeHuto, a
TaKXe HeobXxoaMMOCTb rocnuTanusaunm Bblan 3HAYMTENIbHO Bbille MPWU JeYeHUU no cxemam R-
CHOP, R-CVP, yem npu ncnonb3osaHumn nporpammesl R-CP.

AHanorn Hykneosnaos (KNagpubuH u ¢ayaapabuH) B MOHOPEXKMME WAM B COMETAHUMU C
pUTyKCcMmabom u/mam  umknopochammaom TakKe 3SOPEKTUBHbI Yy MaUMEHTOB C Bnepsble
AnarHoctupoBaHHon MB. O6wan adpdeKkTMBHOCTbL KnaapmnbuHa u dayaapabuHa coctasaset oT 40 go
100%. Ucnonb3oBaHMe 3TUX Npenapatos nNpu MB ynyywaeT v BbXKMBaemMocCTb. OgHaKO AaunTesibHanA
Tepanua aHanoramm HYK/1e031Z0B 06bI4HO conpoBoXKgaeTca Muenocynpeccuen,
MMMYHOCYnpeccuei ¢ pa3ButTMem MHPEKLLMOHHBIX OCNOXKHEHUN. Kpome Toro, umerotcs coobLieHus,
yKa3blBaloLMe Ha yBeIMYEeHME pUCKa TpaHchopmauumn MB B arpeccusHble AMMPOMBI, U yBENYEHME
pa3BUTUS  BTOPMYHONO OCTPOro MMenobnacTHoro Jfeikosa W muenogmcnnasumn. Moatomy
MCNONb30BaHME aHA/IOrOB HYK/1I€03UA0B C/iefyeT OrPaHUYUTD.
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AnKunupyrowme npenapaTbl B Ka4ecTse Tepanum 1 AMHUM B MOHOPEXKMME UM B COYETaHUM C
KOPTUKOCTEPOMAAMM MPUMEHAETCA B OCHOBHOM Yy MOMUAbIX 60nbHbIX. B uccnepgosaHuMm no
CpaBHEHUIO AANTeNbHOro npuema xnopambyuuna no 0,1 mr/Kr n Kypcosoro nederHua no 0,3 mr/Kr B
TeyeHne 7 AHeN Kaxaple 6 Hefelb CyWeCTBEHHOM pasHuuUbl B 3O(PEKTUBHOCTU JleYeHUsA He
BblAABNIEHO. MpU ANUTENBHOM NeYeHnn xnopambyunnom obuias apPeKTMBHOCTb JIeYeHMA cocTaBuaa
79%, npu KypcoBom — 68%, megmaHa OB — 5,4 roga. /leyueHne xnopambyuniom NpoBoaAaT HE MeHee
6 mecaueB, TaK KaK NPOTUBOOMNYX0EBbIN 3PPeKT HacTynaer meaneHHo. Mocne AOCTUNKEHMA NNATO
Tepanuio cieyet OCTaHOBUTD.

B nocnegHue roapl AnAa nevyeHns OOJSbHbIX C BMEpPBble AWMArHOCTMPOBaHHOW MB cTanm
MCMO/Ib30BaTb  MPOTMBOOMYXO/EBbIN npenapat  6eHOaMyCTWH,  COYEeTaloWMi  CBOMCTBA
aNKUAUPYIOLWEro coeguMHeHUA M MYPUHOBOrO aHasnora. B paHAoOMM3MPOBaHHOM uUccnefoBaHUM
nposeaeHo cpaBHeHMe 3GPEKTUBHOCTU JieyeHUs OONbHbIX C BRepBble AMArHOCTMPOBAHHLIMM
MHAoNeHTHbIMM HXJ/T no cxemam R-B (putykcumab, 6eHgamyctuH) u R-CHOP. Cpean Hux 6bin 41
nauneHt ¢ MB nam anmdonnasmoumntapHoi amumdomon. Obwan aPpPeKTUBHOCTb NeYEHUA NO CXeme
RB ¥ ANWUTENbHOCTb COXPaHEHMA MNPOTUBOOMYXO/IEBOTO OTBETAa ObliM NogobHbI pesynbTatam
ncnonb3oBaHma cxemol R-CHOP. Mpwu nevyeHnmn no cxeme R-B oTmeyeHa HM3Kas YacToTa HEMTPONEHUMU
3 1 4 cTeneHun, MHOEKLMOHHbIX OCNOXKHEHWUN U anoneumun. MNpu meamnaHe HabawogeHna 45 mec. BB
6blna AOCTOBEPHO BbiWwe Yy 60abHbIX, Nnonydaswmx R-B (69,5 mec. Mpotme 31,2 mec.). TN AaHHble
No3BOAAIOT AyMaTb, YTO pexmm R-B morkeT 6biTb npegnouytutensHee R-CHOP B nepsoi AnHWUK
neyeHuna MB.

Y monogbix 6osbHbix MB aHanorM Hykneosngos (bnyaapabuH, KnagpubuH), a Takxke
6eHaaMyCTMH U xJ0pambyumn, He cnegyeT UCNO/Ib30BaTb B KayecTBe Tepanuu nepBon ANHUKM, Tak
KaK 3TO MOXKeT nomellaTb afekBaTHoMy cbopy CK B cnyyae NPUHATUA pelueHMAa O NpoBeneHuM
BbICOKOA03HOM xnumunoTtepanum ¢ TFTCK npu peunanse 3abonesaHus.

NoapepxuBaloLLan Tepanusa

Bonpoc o noaaep:kuBatolLen Tepanun putykcumabom npu MB obcyrkaaetca. B oTaenbHbIX
LeHTpax HasHayaloT pUTYKCMmab naumeHTam MB nocne ycnewHoro sieyeHua No MNporpaMmmax c
BK/ItOYEeHMemM 3TOro npenapata no 375 mr/m? Karkable 3 mecAua B TeyeHue 2 net. B ogHom
nuccnenoBaHUM BblN0 MOKasaHO, YTO Ha3HayeHWe pUTYKCMMaba B KauyecTBe MNoAJeEpKMBaAlOLLEHM
Tepanuu yaydwaeT obuyto apdeKTUBHOCTb ieyeHun, BEM 1 OB. OaHako npu ANUTeNIbHOM NeYeHnn
PUTYKCMMaboM OTMeYeHO yBennyeHne UHOEKLUMOHHbIX OC/IOKHEHWUA, MO CPaBHEHUIO C FPYNMnoi
60NbHbIX, He MOo/y4YaBWMX NoAdepKuBalollel Tepanuu. [pocnekTMBHoOe uccneaoBaHuUeE,
NPOBOAUMOE B HacTosLLEe BPEMA, BO3MOXHO, NO3BOJINT OTBETUTL Ha BOMPOC O LenecoobpasHocTH
noAfeprKMBatoLLel Tepannum putykcumabom npm MB.

JleyeHue peunpgusos VIB
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Bbibop nporpammbl neveHus peunansos MB 3aBucKUT OT 3QPEKTMBHOCTM NpeaLecTByoLLen
Tepanuu, AJANTeNbHOCTU PEMUCCUM, COCTOAHUA M BO3pacTa NalMeHTa, CONYTCTBYIOLLEN NAaTONOTMN U
OCJIO}KHEHUI, COMPOBOMKAABLUMX MNepBOHaYasbHyto Tepanuio. [lpu  NO3AHUX  peumamBsax,
pasBMBLUMXCA 4Yepe3 rog M bonee nocne AOCTUXKEHUSA MPOTUBOOMYXOJIEBOrO OTBETA, BO3MOXKHO
MCNONb30BaHME MPUMEHABLUMXCS paHee MEeToA0B nedyeHusa. [na neyeHua paHHUX peumansoes MB
(npn pnutenbHocT pemunccum meHee 1 roga), a TakkKe Npu pedpakTepHOM TeuyeHuu 6ose3Hu
cnepyet UCNONb30BaThb a/IbTEPHATUBHYO Nporpammy 1-i AMHUK. 3TN NPOrpammbl AOMKHbI BKAKOYATb
JIeKapcTBEHHbIE MpenapaTbl APYrMxX rpynn, MoryT 6biTb UCNO/b30BaHbl KaK MOHOPEXUME, TaK U B
BMae KombuHauMm npenapaTos.

Ona neyeHua peumamsBoB BbICOKO 3pPeKkTUBHbIMKM sABAAtoTcA nporpammbl FR, FCR [II, Al.
Pe3ynbTaTbl MccnegoBaHMA nedeHuAa no cxeme FR, Mcnonb3yemon Kak y 00nbHbIX C BrepBble
AnarHoctupoBaHHoM MB, Tak M paHee MOJy4YaBLIMX Tepanuio, Mokasaan obuwyto 3ddeKTUBHOCTb
neyeHun y 95% 6onbHbIX. B 86% cnyyaes nonyyerol MP n YP. Mpu anvtenbHocTM HabaogeHus 40,1
mec. megmaHa BN cocrasmna 51,2 mec., meanaHa OB He pgocturHyTa. MNMporpamma FR BKatovana 6
KypcoB BBegeHus ¢aygapabuHa B CTaHAaApTHOM Ao03e Kaxable 4 Heaenn, HauyuHas c 5 Hepenw.
PuTykcMmab HasHayanum TaKKe cTaHgapTHoM po3e ¢ 1 Hepenu. YeTbipe BBeAEHMA pUTYKCcMmaba
BbINOAHAAM 1 pa3 B Heaento, a 3aTeM BBoAMAM npenapat Ha 17, 18 u Ha 30, 31 Hepenax (Bcero 8
BBEAEHMWI). YuMTbiBas 4acTOTy Pa3BUTUA U ANUTENbHOCTb LUMUTOMNEHWA, aBTOPbl WMCCNeaoBaHWA
npegnaratoT MCNONb30BaTb 4-AHEBHOE BBeAeHMe GpayaapabrHa n orpaHMunTb YNCIO KYpcoB A0 4.

Mcnonb3oBaHWe nporpamm c BKAoYeHuem 6optesomuba npu peumamsax MB nossonset
noayyYnTb NpoTMsoonyxonesbln 3dpdeKkT y 60% 60/bHbIX, NPU COYETAHUU C AEKCAMETa3OHOM Wan
puTyKCcMmabom B 60-70% cnyyaes. Mpu HasHayeHnn 6opTesommba cneayet oTAATb NpegnovTeHue
CXemam € HasHavyeHuem bopTesommba 1 pas B Hefento, a TaKKe UCMONb30BaTb MOAKOMXKHbIN NyTb
BBEAEHWA TMpernapaTta BMECTO BHYTPMBEHHOIO C LIe/Ib0 CHWMMKEHWA 4acTOTbl PasBUTMA TAXKeNoW
nosMHerponaTuu.

Mporpammbl Ha ocHoBe BeHAamMycTUHA 3PPEKTUBHBI NPU peumamBax u pedpakTepHoi MB Kak
B MOHOPEXUME, TaK U B COYETAHUM C pUTyKcMMabom. Kak 6bli10 nokasaHo B uccneposaHum Il dasel,
npotusoonyxonesblit apdeKT nonyyeH y 83,3% 6onbHbIX, MeamaHa BBl coctasuna 13,2 mec.

B 2015 r. onybaunkoBaHbl pe3ynbTaTbl uccaenoBaHum |l ¢asbl No oueHke 3PpPeKTUBHOCTU
NMepyTMHMOA (MHIMBUTOP TUPO3MHKMHA3bl BpyToHa) y GO/bHbLIX, MOJYYMBLLUMX HE MEHEee OAHOro
BapuaHTa fieyeHuns. M6pyTMHMO HasHayaam no 420 Mr B AeHb A0 MPOrpeccMpoBaHna 6oae3HU uan
pa3BUTUS  HenpuemsieMon TOKCUYHOCTU. O6wwas 3¢¢deKTUBHOCTb sevyeHus coctasuna 90,5%,
6onbLoi oTBeT nonydyeH y 73% 6onbHbIX. MNokasaTtenu 2-x netHelt BBMN n OB coctasuamn 69,1 u 95,2%

COOTBETCTBEHHO.

B HacTosllee BpemAa MPOBOAATCA UCCAEA0BaHUA MO oueHKe 3PPEKTUBHOCTU BbICOKOA03HOW
xummoTtepanun (BOXT) c aytoTFCK npu MB. ObcyKaaetca LenecoobpasHOCTb MCMONb30BAHUA 3TOTO
mMeToAa /NleYeHUA Y MONOAbIX MNAUMEHTOB C MHOMECTBEHHbIMU peunamBaMmn UAM NepBUYHO
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pedpaKkTepHoit 6onesHbio. BOXT npu peumgmeax y mosogaplx 60abHbIXx MB moxkeT 6biTb
MCMNO/Ib30BaHa B OTAE/IbHbIX C/ly4asX Mo COrIacoBaHUIO C TPAHCMIAHTALMOHHbIM LLEHTPOM.

NeueHune nepudepunueckoi HeliponaTumn

MNepudepunyeckan nonnHenponatns npu MB BcTpeuvaetcs ¢ yactotoh oT 10 go 20%. Mpu
CNOXKHOCTU MEXAHW3MOB Pa3BUTUA NOSMHENPONATUN B KaYeCTBE OCHOBHOTO 0OCYKAAeTCss UMMYHHanA
AKTUBHOCTb  MOHOK/NOHanbHoro IgM, HanpaBneHHada NpPoOTMB  MMENUHACCOLUUPOBAHHOIO
ramkonpotemHa (MAG) w  apyrux aHTUreHoB HepBHOW TKaHW. [loatomy nepudepunyeckas
nonnHeponatna npu MB paccmaTpmBaeTca B 601bLIMHCTBE Cy4YaeB Kak IgM-accoummnpoBaHHas.

Ona neyenua IgM-accoummpoBaHHON nepudepuyeckon MnoSMHENpPonaTMm WUCNOJb3ytoT
nnasmadepes, NporpaMmmbl Ha OCHOBE PUTYKCMMaba. Y nauneHToB C MedeHHO NPorpeccupyioLLen
YMEpPEHHO Bblpa*KeHHOW NoAMHeponaTMei UCNoNb3YT PUTYKCMMab B MoHopexxume. Mpu Taxkenoi
nepudepunyeckoin NnonHenponaTMn NpUMeHsaT KombuHaunmn R-CP n DRC gns 6onee BbipasKeHHOro

CHU)KEHMA NapanpoTenHa.

Onpeaenenune 3¢ PeKTUBHOCTU N1IeYEHUA

OueHka apPeKkTMBHOCTU NevyeHna MB NpoBOAMTCA COrNACHO MEeXAYHapPOAHbIM KpUTEPUAM,
npeanoXeHHbIM Ha 6 meayHapogHom paboyem coBelwaHuMuM no MB, NO U3MEHEHWIO YpPOBHSA
MOHOKJ/IOHanbHOro IgM B CbIBOPOTKE KPOBM M MO4Ye, AMHAMWUKE pasmepoB AnMPoys3nos w
nopa*keHHblx opraHos. [Mpu [P  HeobxogMMO BbINOAHEHME CTEPHANIbHOM  MYHKUMKM U
TpenaHobuoncum NoaB340LWHOMN KOCTHU.

MP: HopmanbHbIi ypoBeHb IgM, oTCyTCTBME MOHOKNOHANbHOIrO 6enKa B CbIBOPOTKE KPOBU M
Mo4Ye MO AAHHbIM WMMMYHOODMUKCALMK; OTCYTCTBME WHOWUABTPAUMM KOCTHOTO MO3ra MO AaHHbIM
rMCTONIOTMYECKOTO  UCCNeA0BaHUA, OTCYTCTBME AumMdoageHonatuM U opraHomeranum (ecam
onpeaensnucb UcxogHo) no AaHHbiM KT, otcytctBue cumntomoB MB. Ona noartsep:kaeHusa TP
HeobxoAMMO NOBTOPHOE UccenoBaHNe M-rpaaneHTa MeTog0M UMMYHOUKCaUmK.

OXYP: cHWM)KeHMe YPOBHA MOHOK/IOHasbHOro IgM cbIBOPOTKM KpoBu Ha 90% u 6onee u
yMeHblUeHne pasmepoB numooageHonatum/opraHomeranmun (ecaM onpeaensanucb UCXOA4HO), Mo
AaHHbIM PusnKanbHoro obcnegosaHma uam KT. OTcyTcTBME HOBbBIX CUMNTOMOB aKTMBHOW MB.

YP: CHMKEHME YPOBHA MOHOK/IOHaNbHOIO IgM CcbIBOPOTKM KpoBM Ha 50% u 6Gonee wm
yMeHblUeHne pasmepoB AumdoageHonatum/opraHomeranmm (ecam onpeaenannucb MCXOAHO), Mo

AaHHbIM ¢M3MKaJ'IbHOI'O OﬁCI’IEAOBaHMH nan KT. OTCYTCTBl/Ie HOBbIX CUMMNTOMOB aKTUBHON MB.

MUHUMANbHDbIMA OTBET: CHUXKEHME YPOBHS MOHOK/IOHabHOrO IgM CcbIBOPOTKM KpoBU Ha 25% u
6onee, Ho meHee 50% OTCyTCTBME HOBbBIX CUMMTOMOB aKTUBHOM MB.

CT: cHUXeHue meHee 25% nnm ygenmyeHme meHee 25% ypoBHA MOHOKNOHanbHoro IgM
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CbIBOPOTKM KPOBU MeHee 25% 6e3 Npu3HaKkoB HapacTaHua aumdoageHonatnum/opraHomeranmm,

LI,VITOI'IEHVII\/‘I MUAN KAMHUYECKM 3HAYMMbIX CUMITOMOB, CBA3AaHHbIX ¢ MB.

N3: yBennyeHme ypoBHA MOHOKAOHaNbHOTO IgM cbIBOPOTKKM KpoBM Ha 25% 1 6osee npyn NOBTOPHOM
nccaeaoBaHUM UK NPOrPeCcCMpoBaHMUE KIMHUYECKU 3HAYUMMBbIX CUMNTOMOB 601e3HU (HeobbsicHMMan
nmxopagka 38,4 C, HouHan NOT/IMBOCTb, NOTeps Beca Tena Ha 10% un 6onee nan cMHAPOM
rMnepBA3KOCTMU, HEMPONATUA, CUMNTOMATUYECKAs KPUOTrNOBYIMHEMMA UM aMUIONA03), CBA3AHHbIE
c MB.

OunHamuyeckoe HabaogeHue

dnekTpodopes 6eNKOB CbIBOPOTKM KPOBU M MOYM CAeAyeT BbIMNOMHATb KarKaple 3 mecaua, npu
oTCyTCTBUM M-npoTenMHa HeobxogMma MMMyHOdUKcauusas 6enKoB CbIBOPOTKM KPOBM U MOYUM.
NccnepoBaHue YpOBHA MMMYHOMNOOY/NMHOB cneAyeT BbIMOAHATbL Kaxable 3 mecsua. [pwu
MUCNONb30BaHUMU PUTYKCMMaba BO BpemsA MepBbiX KYpCOB JieyeHMA HeobxoAumo BbINONHEHUE
anekTpodopesa 6eKoB CbIBOPOTKMU KpoBM 1 pa3 B Hegento. MccnefoBaHne KOCTHOFO MO3ra, BK/tOYas
TpenaHobuoncMo NoaB3A0LWHON KOCTU, PEKOMEHAYETCA TONbKO AnA noarsep»kaeHua MNP. Y3 Bcex
rpynn nepudepudecknx J1Y, 1Y 6ptowHOM noaocty, 3abptoWMHHOIO MNPOCTPAHCTBA, MNEYEeHM,
cefie3eHKM caeayeT BbINOJHATL Kaxable 3 mecAua. PeHTreHorpaduto rpyaHoi Knetku nposogsaT 1
pa3 B roa. PeHTreHorpadusa KocTeil BbINONAHAETCA MO KAMHMYECKMM MoKasaHuAam. KT 6plowHoi
No/IOCTU NPU UCXOAHOM yBenuyeHuun J1Y nnam noparKeHnum opraHoB - ANA OUEHKM 3OPEeKTUBHOCTHU

neyvyeHmA U No KAMHNYECKMM NOKa3aHNAM.
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MpodunakTuka n neueHne CMHAPOMA N3UCA ONYXOIU

CuHgpom nusmca onyxonu (C/I0) - CNOMKHbIN MATOrEHETUYECKMIA KOMMJIEKC, BKAIOYAOLLNIA
SNEKTPONNTHbIE, MeTabonnyeckne HapyleHMA U MOYEKUCIYI0 KaHanbLesByld HedponaTtuio,
NPUBOAALLYIO K Pa3BUTUIO OCTPOM noyeyHol HegoctaTtoyHocTM (OMH). Mpu maccmBHOM pacnage
ONyX0/IEBbIX K/AETOK MPOUCXOAUT BbiCBOBOXKAEHUE KanuA, docdopa, NpoayKTOB pacnaga NypuHOB
(KCaHTMHA, TMMOKCAHTMHA WM MOYEBOW KWUCAOTbI), YTO MPUBOAUT K PasBUTUIO TUNEPKAIUEMUN,
rmnepypukemmm, runeppochateMmn, rMNoKaabLUUEMUN, BO3HUKHOBEHUIO M MPOrpeccupoBaHuUIo
meTabonunyeckoro aumaosa. K daktopam pucka passutua C/I0O oTHocATcA: Bonblias onyxoseBas
macca, IAr >1500 E/n n onyxonesoe nopaskeHue KocTHoro mosra. C/10 Hanbosiee 4acto BO3HMKaeT
Npu OCTPbIX IENKO3aX C FTMNepAenKoumTo3om 1 nNpu anmdome bepkutra, pexe — npu anddysHom B-
KpynHOKNeToYHON anmdome, nmmbome 13 KNeTOK MaHTUIAHOM 30Hbl. C/TO MOXKeT pa3BUTbCA KaK Ha
¢$oHe Hayana MCNosb30BaHUA XMMMUOTEpPanuU, TaK M CMNOHTAHHO, YTO OODBACHAETCA He TOJIbKO
BbICOKOW YYBCTBUTENIbHOCTBIO K XMMUOTEpPANuMM U NpoandepaTMBHOM AKTUBHOCTbIO OMyXOJ/IEeBbIX
KNETOK, HO U MX NOBbLILEHHOM CNOCOOHOCTBIO K anonTo3y, Hanpumep, npu anmeome bepkutra.

lMnepkanvemus aBnsetca Hanbonee TAXKeNbIM M onacHbIM nposasaeHue C/10 1 passuBaeTcs,
Kak npaBuno, Ha 1-3 cyTKM xumuoTepanuu. M3eecTHo, YTo 98% oT obLiero KoauyecTsa Kanus B
OpraHM3Me pacrnosiaraeTca BHYTPUK/IETOYHO, MOCKO/IbKY nog pevctenem Na,K-ATdasbl B
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nnasmatuyeckon membpaHe MPOUCXOAMT AKTUBHBIN MEepeHOC Kanusa BHYTPb KAeTku. MNpu pacnage
OMYyXOJIEBbIX KNETOK BECb BHYTPUKNETOUYHbIM Ka/IMil NepeMELLAETCA B MEXKKJIETOYHOE NPOCTPAHCTBO U
3aTeM B KpoBAHOe pycno. BoO3HWKaeT runepkanmvemus, KANMHUYECKU MPOABAAIOWAACA pPe3KoM
MbILLIEYHOM CNabocCTblo, aHOPEKCcUen, aAnapeei, TOWHOTON, PBOTOM, Mapecteavamu. Kputuuyeckas
rmnepkannemma (>6-7 mMmonb/n) NPUMBOAMT K HapyWeHUIO NPOBOAMMOCTM M PUTMA Cepaua C
BO3MOHOM OCTAaHOBKOW CepAedYHON [AeATenbHoCTU. [pu  yMepeHHOM runepKasveMmn Ha
3NEKTPOKAPAMOTPAaMME BbIABAAIOTCA BbICOKMI 3ybeu, T C 3a0CTPEHHOW BEPWMHON U Y3KUM
OCHOBaHMEM, Hambonee BblpaXKeHHbIM B TpygHbIX oTBedeHuax V2-V4. [pu  HapacTaHuu
rmnepkanMemmm amnantyga 3ybua P cHukaetca, uHTepBan P-R ypgnauHAetca, a 3aTem 3ybeu P
ncyesaet coscem. Komnnekc QRS pacwumpsaetca n gedopmunpyeTtcs, Kak npu 61oKage HOXEK ny4yka
I'ca. MoaBnseTca KenyaodkoBasa Taxmkapamsa, GUbpunnaumA *KenyaodukoB U, HAKOHEeL, B KOHEYHOM
cTagmm — KenygouvkoBaa acuctonuna. Mpu cneunduryeckom MOPaXKEHUM MOYEK, XPOHMYECKUX
3abonesaHuaAx noyek, OMH, aunaose runepKkannemus, Kak npoasnerHune C/10, pa3BuBaeTcs bbicTpee
W KOppuUrMpyeTca TpyaHee.

fMnepypukemma pasBMBAETCA MPU  BbICOKOYYBCTBUTE/IbHLIX K JIEKAPCTBEHHOM Tepanuu
OMyXO0AfX B NepBble CYyTKM XMMMNOTEPaANnUN Npu BbICTPOM YMEHbLLUEHWUN PAa3MEPOB OMYyX0JIEBbIX O4aroB
C MacCMBHbIM pacnagom OMNyxoseBblX KneToK. OnyxosieBas aKTUBHOCTb W YCKOPEHHbIN
BHYTPUKAETOYHbIN 0BMeH 0O0ycnoB/AMBAOT MOBbLIWEHHOE MWHTPALENIIONAPHOE COoAeprKaHue
MeTabo/IMTOB HYKNENHOBBIX KUCNOT — MNYPUHOBbLIX OCHOBAHWUIM (KCAaHTMHA M MMNOKCAaHTUHA), KOTopble
noj AeWCTBUEM KCAaHTMHOOKCU/AA3bl MPEBPALLAIOTCS B MOYEBYIO KMCNOTY. Mpu paspyleHnn KneTok
ee cofepiKaHue B KPOBM Pe3KOo BO3pacTaeT M MOXeT gocturatb 18 r/cyT (B Hopme 2 r/cyT). MouveBas
KMC/OTa BbiNaZaeT B 0CagoK B OMePY/IAPHOM annapaTe noyek (KaHasblbl NepBOro nopsaaka, rae
Kucnas Ph moun), passuBaeTca moyekucnaa Hepponatna u OMH. OCHOBHbIMM NaTOreHEeTUYECKUMMU
MmexaHusmamu B popmupoBaHumn OMNH ABastoTcA Modyekucnas HedponaTna n runosonemus (Kucnas
cpesa, NoBbILWEHHOE CoAep’KaHMe MOYEBOM KUCIOTbl HA doHe geduumTa KUAKOCTM NPUBOLMUT K ee
OT/IOXKEHMUIO B BUE KPMCTANZI0B B MOYEBbIX NYTAX C Noc/ieayowmm passutnem OMH).

mnepdocdatemmns passmBaeTca Ha 1-2 cyTKM XxumuoTepanuu. B pesynbTaTe pacnaga
OMNYX0NEBbIX MACC BHYTPUKAETOUHbIM Gocdhop NepexoamT BO BHEKNETOUYHOE NMPOCTPAHCTBO U Aajee B
KpoBAHOe pycno. [pu npeBbieHWM MOYEYHOro Mopora 3KcKpeumn docdopa passuBaeTca
rmnepdochaTeMms, KANMHUYECKM MPOABAAIOWAACA Cyaoporamu, aputmuein. Onyxonesble KAeTKu
coaep:KaT 3HauuTeNbHO 6oJsibliee KONMYECTBO BHYTPWKIETOYHOro ¢ocdopa, Yem HOpPMasbHble
ammoouunTbl. B €BA3N € 3TMM MNpW paspyLleHnn onyxoau BblAenuslninca dochop nogsepraercs
NOBTOPHOMY MCMO/Ib30BAHMIO W YYACTBYET B CUHTE3E HOBbIX OMYXO/AEBbIX KNeTOK. Mpu yBenmyeHnn
coaepkaHua pochopa M Kanbuma B KPOBAHOM pyc/ie NPOUCXOANT NpeunnmTauma Gocdata Kanbumsa C
nocineaylowWwmm pasBuTMEeM rMnoKanbumMemun. B KAMHUKe HabnoaaloTca apuTMUKM, CYA0POTH, peke
OMNH B pesynbTaTe pPasBUTMA OCTPOro HeppPOKa/bLMHO3a, CBA3AHHOrO C OTI0XeHuem docdaTta
KaNbLMA B MOYEYHbIX KaHa/bLiax.

OcHOBHbIMKU NpUHLUMNamn Tepanum C/I0 aBAAOTCA rMapaTauma, Koppekuna metabonmyecknx
HapylweHuit n neyeHme OMH. Mnepruapataumio n3 pacyeta 1500-3000 mn/m2 B cyTkM B/B NpoBOAAT
HauMHaa 3a 1-2 gHA 00 HayvaNa XMMUMOTepanuu 1 3asepluas Yepes 3-5 AHeN Nocsie ee OKOHYaHUA.
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Ons  OUEeHKM COCTOAHMA BoOAHOro 6anaHca, npenoTBPaAlLEHMA BOJNIEMUYECKOM Meperpysku
HeobxoaMMo exkeHeBHOE B3BELUMBAHWE NALMEHTA, KOHTPO/Ib LEeHTPa/IbHOro BEHO3HOro AaBaeHus 2
pasa B AeHb, AMype3a 1 6anaHca XKUAKOCTM Kaxable 6 YacoB. [Mo4acoBon anypes AONKEH COCTaBNATb
200-250 mn. Mpn HegOCTaTOYHOM MOYeBbIAeNEeHNM MOKa3aHa CTUMYAALMA NAa3MKCOM B Ao3e oT 1 oo
10 mr/kr, npu conyTcTBylOWENn rMNoanbbymmHemMmMn NpPoOBOAAT 3aMeCTUTENIbHYI0 Tepanuio
anbbymmHom. EcnmM  npoBogumble  MeEpPONPUATUSA  HEAOCTaTOMHO  3PPEKTUBHbI, BO3MOMKHO
npuMeHeHWe AoNaMmmnHa B NoYedHoi aose (3-5 MKr/Kr/mun). Kputepmem agekBaTHOM BoaeMUYECKon
HarpysKku aBaseTca NokKasaTteb NA0OTHOCTU Mo4yM MeHee 1010 r/n.

C uenblo CBOEBPEMEHHOW KOPPEKUUU 3SNEKTPOAUTHBIX U OUOXMMMYECKUX HAPYLIEHUIA B
nepuog pacnaga OMyxoan HeobxoAMM KOHTPO/Ib 33 YPOBHEM Kanus, KaibLMA, KPeaTUHWHA,
MOYEBMHbI, MOYEBOM KUCNOTbI, obuwiero 6enka, anbbymuHos, ¢ochaToB B CbIBOPOTKE KPOBU,
onpeaeneHune Ph mouun 1-2 pasa B AeHb.

Mpun yrporkatwouen rmnepkasMemmum Heobxoaumo NpoBeAEHWE FemMoauanunsa, ABAAILLErocs
Hanbonee 3dPeKTUBHbIM CPEACTBOM A/ CHUMKEHUA COAepXKaHuA Kains B CbIBOPOTKE KpoBu. K
KOHCEPBATMBHbIM MEPONPUATUAM KOPPEKLUM TUNEPKAMEMUM OTHOCAT BBELEHME MpenapaTos
Ka/bLMA, KOHUEHTPUPOBAHHOM TIOKO3bl C MHCYAMHOM, HaTpusa BuKapboHaTta. MoHbl Kanbuma no
B/IMAHMIO HA cepaue ABNAIOTCA aHTarOHUCTaMM MOHOB Kanusa. FNOKOHAT UK xaopug, Kanbumsa 10% -
10-20 mn BBOAUTCS BHYTPUBEHHO O4YeHb MeaseHHo. Mpu oTcyTcTBUM addeKTa BOSMOKHO NOBTOPHOE
BBegeHue yepes 5-10 muHyT. JeincTBue npenapaToB KaibLMA HaUMHAETCA Yepe3 HECKOIbKO MUHYT
nocse BHYTPUBEHHOrO BBeAEHMA U NpogosixKaetca B TedyeHue 20-30 MUHYT. KOHUEHTpMpOBaHHasA
r/II0KO3a CTUMYJIMPYET TPAHCKAETOYHbIA MNEepexos Kanus, ero MOrioWeHUe KAeTKaMWU NeyYeHu u
MbILLEYHBIMW BOIOKHAMM CKeNleTHON MycKynaTypbl. O6blvHO BBOoANTCA 500 mn 20% ratokosbl ¢ 20 EL
MHCY/IMHA B TedyeHue 1 yaca. Hatpusa GuKapboHaT TaKKe NoTeHUMpyeT BHYTPUKNETOUHbIA Nepexos,
WOHOB Ka/inA, O4HAKO ero Hesb3Aa HasHayaTb OAHOBPEMEHHO C MpenapaTamu KaabLyMA B CBA3U C
BO3MOXHOCTbO CBA3bIBAaHUSA MOHOB Ka/ibLUS.

C uenblo NpeaoTBPALLEHNA TMNEPYPUKEMUMN NPU BOALLLOK ONYX0/EeBON Macce, MHTEHCUBHOM
XMMMUOTEPaNUKU Bceraa O0/KHa NpeawecTsoBath npeadasa, nomoratowas NocTeneHHoO COKPaTUTb
OMyxo/sieByt0 Maccy v npenotspatutb passutme C/10. C uenbto nNpeaoTepaeHns npeobpasoBaHus
KCaHTMHA U TMIMOKCAHTUHA B MOYEBYIO KUCOTY Ha3HaYaloT a/IoNypPUHO, ABNSIOWMIACA CTPYKTYPHbIM
aHa/IOrOM TMMOKCAHTUHA. ANIONYPUHON UHTMBUPYET KCAHTUHOKCUAA3Y, YTO NPUBOAUT K CHUNKEHUIO
06pa3oBaHNA MOYEBOI KUCAOTbI. [penapaT Ha3HavaeTca BHYTPb B Ao3e 600 mr B cyTKM 3a 1-3 gHA Ao
Hayana npeadasbl U Janee HENpPepbiBHO B TEYEHWE KypcoB XMMMOTEPANMUM A0 MOMEHTa
MaKCMMaNbHOIO COKPALLEHMA Pa3sMeEPOB OMyXO/EeBbIX 04Yaros, MOC/Ae Yero Ao03a annonypuHona
cokpauwaetca Ao 300 Mr B CYTKM M UCMONb3YETCA A0 OKOHYaHMA XMmuoTepanuu. [aa nosbllleHus
PacTBOPUMOCTM MOYEBOMN KMCNOTbl Heobxoauma LenovHasa cpega. C aToi uenbio HasHavaetca 4%
pacTBop HaTpua rugpokapboHata M3 pacyeta 15-25 mn/uac AMbBO KpyrnocytouHo B BUAe
HenpepbIiBHON MHPY3UKM, NMb60 BotoCHbIMM BBeAeHMAMK 4-6 pa3 B CYTKM B TeueHne Bcei npeadasbl
n 1-ro Kypca xumuoTepanuu. Kak npasBusio, BbllleyKasaHHOW A03bl AOCTAaTOYHO A/1A aAEeKBaTHOro
olienaumsaHma mouu, Ph Kotopolt gonxeH 6biTb 7,0 n 6onee. KoHTponb cnegyet nNpoBOAMTb He
pexke 1 pasa B CYTKM C Lie/Iblo KOPPEKLMA A03bl BBOAMMOrO rmapoKkapboHaTa HaTpus.



314

Taxenovlin C/IO 4acTO OC/IOXKHAETCA pPa3BUTUEM TUMOKOATYAALMOHHON ¢asbl cuMHApOMA
ANCCEMUHUPOBAHHOIO  BHyTpucocyamuctoro  ceeptbiBaHua  (4BC), Tpebyowero MaccMBHOM
3aMecCTUTENIbHOM Tepanuu CBEXKe3aMOPOXKEeHHOW nnasmon (He meHe 1000 mn 2 pasa B AeHb),
KOHLLEHTpaTamm TPOMBOLUTOB 1 HepeaKo — NpoBeaeHus niasmadepesa.
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JleueHUe aHEeMUM Y OHKONIOFUYECKUX 60/bHbIX

AHemMA nNpuU 3/710KavyecTBeHHbIX HOBOObpasoBaHMAX (A3H) onpeaenserca KaK CHUXeHue
KOHLUEeHTpaumun remornobuHa (Hb) Huxke HopmanbHOro 3HauyeHusi, 0byc/lIOBIEHHOE KaK Ha/Muynem
CamoW Onyxo/su, Tak U c ee nedyeHnem. Cnabaa cTteneHb aHEMUWU MPeACTaBAAET COBON CHUXKeHUue
KoHUeHTpauun Hb B gnanasoHe ot 100 go 119 r/a, aHemuAa cpeaHelt cTeneHn — KoHuUeHTpauma Hb
oT 80 A0 99 r/n, TAXKenana aHemumA — KoHuUeHTpauma Hb Huke 80 r/n.

MprUYNHbI Pa3BUTUA AaHEMUU U €€ PAacNPOCTPAHEHHOCTb

AHemunA Y OHKOJIOTMYeCKnx 6O/IbHbIX MOMKEeT pa3BnBaTbCA BCNenCcTBME CaMbiX Pas3/IMYHbIX
NPUYnH, B TOM YnUcne:

®  HeAoCTaTOK XeJsie3a U BUTaMUHOB (Yalle Bcero);

®  Hanuume onyxonu (MHOUNLTPALMA KOCTHOrO MO3ra, KpoBoTeYeHue, TMNepcrnieHnsm, aHemuma
XpOHMYeCcKux 3abonesaHuin);

e MpoTUBOOMyXxo/aeBoe nedeHne (0bWINMPHanA NydeBas Tepanua, MHAYLUMPOBaHHAA XMMMUoTepanmei
M APYrMMK NPOTUBOOMNYXO/EBLIMK MpenapaTaMy KOCTHOMO3roBas M MoyevyHas TOKCUYHOCTb,
WMHAYLMPOBaHHbIA NpenapaTamm remoamns);

° conyTtcreyrowme 3aboneBaHuA (reMOFI'IO6MHOFIaTMM, 3abo1eBaHMA NOYeEK U ,u,p.).

AHemuay 60/bHbIX C conngHbimun onyxonamm



316

AHeMmMA, acCOLMMPOBAHHAA C XPOHUYECKMMM 3aboneBaHmAamM, npucytcteyeT y 40% 60NbHbIX C
conmaHbiMmM HoBoobpasoBaHMamKM. Cnabas cTteneHb aHemunn BcTpedaetca B 30%, cpeaHAs cTeneHb —
B 9% M1 TAXKenaa aHemma — B 1% cnyyaes. YacToTa pa3BUTUA aHEMMU BO BPEMA XMMMO- UK SIy4EeBOM
Tepanuu cocTaBnaeT 54% (cnabaa cteneHb — 39%, cpeaHas — 14% un Taxenaa 1%). AHemus Jalle
BCTpevaeTcAa Npu pake nerkoro (71%) v onyxonsx KEeHCKoM penpoayKTUBHOM cuctembl (65%) u
BO3PACTAET C YNC/IOM NOSYHYEHHbIX KYPCOB IEYEHMA.

AHemusA y 60/1bHbIX C HOBOO6Pa30BaHMAMM KPOBETBOPHOM CUCTEMDI

AHEeMMUA MOXKET MPUCYTCTBOBaTb MNpPU MuenogmcnaactTuieckmx cuHapomax (MAC; yactora 60-
80%), Bcex TMNax N1eiKo30B (OCTPbIX M XPOHUYECKUX, TMMOOUAHBIX U MUENOUAHbIX), MHOXECTBEHHOM
muenome un aumébomax (ao 71,6% Ha MOMEHT AuarHocTuUKK). OHa TaKsKe MOXKeT 6biTb cieacTBMEM
XUMMoTepanuM noO MNOBOAY HEONJaCTUYECKOro npouecca, BO3HMKATb MOC/Ae TPAHCN/aHTALMK
AYTOJIOMMYHbIX MW ANNOTEHHbIX CTBOIOBbLIX KNETOK.

O6cnepoBaHue 60/1bHbIX C aHEMUEN

e [lpu cbope aHamHe3a y 60/1IbHbIX C aHEMUEN HEOOBXOANUMO 0OPaTUTL BHUMAHNE Ha BO3MOXHOCTb
HacNeACTBEHHOW aHeMWW WM TeMOrIobMHOMATMM, a TaKKe Ha XapakTep M AJUTeNbHOCTb
npeaLwecTByloLLEN NPOTUBOONYXONEBOM Tepanun (BWg, NEeKAPCTBEHHOM Tepanuu, KOJINYECTBO
KYPCOB, MMENOTOKCUYHOCTb, BK/OYEHME NPENAPATOB NAATUHLI). 3aTeM ClesyeT OLEHUTb Ma3oK
KPOBMW, ONpesennuTb YNCIO PETUKYIOUUTOB U NPU HEOOXO4MMOCTU BbINOAHUTL UCCAEAO0BAHME
KOCTHOIo Mo3ra. TaK¥Ke BarKHbIM ABJ/IAETCA OLEHKa NokasaTenen obmeHa Kenesa — cogeprkaHue
CbIBOPOTOYHOTO deppuTnHa (CP) ¢ nonpaBko Ha coaepskaHue C-peakTMBHOro 6enka
(noBblweHne peppUTUHA Kak Benka ocTpoit pasbl Npu BoCNaseHnn), HacbiweHne TpaHcheppuHa
xenesom (HTHXK), copepxaHue ¢onatoB KpoBUM U BUTaMMHa Bi,. Heobxoammo oueHUTb
BO3MOHOCTb CKPbITOTO KPOBOTEUEHUS W3 XKEeNyAOYHO-KMWweYHoro Tpakta (KKT) (npobbl Ha
CKPbITYlO KpOBb B CTy/Je, 3HAOCKOMWYECKOE WCCNeAOBaHWME) M HaauuMe MOYEeYHOM
HEeZOCTaTOYHOCTM (KAMPEHC KpeaTMHMHA MeHee 60 MA/MMH), KOTOpas MOMKET OTpaXKaTb
rnopaeHue NoYeK CO CHUMKEHMEM CoAepPKaHMA 3puTponosTnHa (3M0) kposwu [D].

e VY 60/bHbIX XPOHUYECKUM SIMMOIEINKO30M, HEXOAMKKUHCKUMU NMMEbOMaMU U Y BONbHBIX C

ayTOMMMYHHbIM 3a60/1€BaHMEM B aHaMHe3e Ce4yeT BbINoNHUTL Npoby Kymbca.

e  KOHUEHTpauua 3HAOreHHOro 3puTponostTnHa (3MO) MOXKeT NpeAcKasaTb OTBET Ha JieuyeHue y
60/1bHbIX MMenoaucnnasmneit [D] u aonkHa onpeaenaTbCa TOAbKO B 3TOM rpynne 60/bHbIX.

e [lpy BO3MOMKHOCTU HEOBXOAMMO MPOBECTM KOPPEKLMIO BbIABJAEHHbIX MPUYUH aHEMUM [0
npoBeAeHNs 3aMeCTUTENIbHbIX TPAaHCPY3UIT IPUTPOLUTOB (€CN HET IKCTPEHHDBIX NMOKa3aHWt) nau
Ha3HayYeHWA 3PUTPONOI3-CTUMYAUPYIOWMX NpenapaTos (3CMN) n npenapaTos kenesa [A].

° HEO6XOAMMOCTb nevyeHnA aHeMUn onpegenAaeTca ee oTpuuatTeslbHbiM BANAHUMEM Ha Ka4deCTBO
XM3HU OHKOJIOTMYECKUX B0JbHbIX [|] C pa3sutnem cnaboctn. AHeMus TaKKe sBAsAeTCA
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OTpULLATENIbHBIM NPOTHOCTUYECKUM PaKTOPOM NPOJOIKUTENBHOCTU KU3HM NpU HONbLUIMHCTBE
TMnos onyxonei [l]. Y HekoTopbix 60/AbHbIX AHEMMA MOMET W3MEHATb aAKTUBHOCTb

NPOTUBOOMYXO/IEBOrO SIeYeHUA (O0TAE/bHbBIX LLUTOTOKCMYECKUX NpenapaToB U Iy4eBoi Tepanum).

JleueHne aHemMmum

TpaANUMOHHDBIA METOZ KOPPEKUMU CHUNKEHHOro Hb 1 KM3HeyrpoKatowmx cutyauui,
CBA3AHHbIX C KpoBonoTepei (oOWWpHble onepauun M TpPaBMa) — 3aMeCcTUTeNIbHble TpaHcdy3um
3pUTpPoMacchl — He aBasoTCA 6e3onacHbiM U 3GDEKTUBHBIM METOAOM Y OHKONOTMYECKUX BO/bHBIX.
MepenvBaHma 3pUTPOMACChbl MOTYT COMPOBOXAATLCA FEMOANTUYECKMMWN PEAKLMAMKU, B TOM 4ucne
datanbHbiMM (4actoTa —1:1 000), TpaHCHY3MOHHLIMKU MOPAXKEHUsMKU fierkux (4actota — 1:5000),
H6aKkTepManbHO KOHTaMWHauueln, B Tom umcne ¢aTtanbHbiM cencucom (4actota — 1:10000),
nepenayent BupycoB renatuta B (yactota — 1:30 000), renatuta C 1 BMpyca mmmyHogeduumTa
yenoseka (4yactota — 1:1000000). Kpome TOro, MHOrMe mMOTEHUMANIbHO OMNAacHble BUPYCHbIE
MHOEKUMN B HacToAllee BpemMAa Yy [JOHOPOB He TecTupytTcA. HapAagy ¢ BblweckasaHHbIM
MMMYHOZENpPEeccUs, Bbl3BaHHAA MepesMBaHMEM 3PUTPOLUTOB, NPMBOLMT K MOBbLIWEHUIO PUCKa
TPOM6030B, MHPEKUNOHHBIX OCOKHEHUIA U CHUMKEHMEM Be3peLmanBHON 1 obLweit BbIXKMBAaEMOCTH
npu psage onyxonesbix 3aboneBaHWit (KONOPEKTaNbHbIA pak, pakK Mo4yeBOro nysbipa). MNosbilieHne
KOHUeHTpauun Hb nocne TpaHcdysnii ABNAETCA KPATKOBPEMEHHbLIM M A1A NOAAEP!KAHMA ero
HOPMa/NIbHOrO 3HAYeHUA UX HeEOBXOAMMO MOBTOPATL. B €BA3M € 3TMMKM dakTamm BO3 peKkomeHayeT
MaKCMManbHO  pernameHTMpoBaTb  3aMecTuUTeNibHble  remoTpaHcdysMm M MCNONb30BaTb
aNbTePHATMBHbIE METOAMKM KoppeKunn Hb.

CornacHo npukasy MuHuctepcTtea 3apaBooxpaHeHuns Ne363 ot 25.11.2002, remoTpaHcdysum
MPU CHUMKEHUWU KOHUEHTpauuu remornobuHa meHee 70-80 r/n nokasaHbl B C/y4ae OCTPbIX
NoCTremMopparniyecknx aHemuii, NP OAHOMOMEHTHOM CHWMMKEHUM remaToKkputa A0 25% n meHee.
MpU XPOHWYECKMX Ke aHeMMAX [NaBHOW 3ajayvelnt ABNAETCA YCTPaHeHWe MNPWUYMHLI, Bbi3BaBLUEM
aHeMMUIO, U TremMoTpaHCPy3MM HA3HAYAKOTCA TONIBKO A7 KOPPEKLUMW BaXKHEWMLMX CUMMNTOMOB,
06YCNOBAEHHbIX TMMNOKCUEN BCAEACTBME CHUMKEHWUA reMornobuHa, U He NoAAalomMxXca OCHOBHOWM
naToreHeTUYeCKOM Tepanuu.

ANnbTepHaTUBHbIM METOAOM KOppeKUUU aHemMun aBnaeTcAa HasHaveHue ICI B moHoTepanuu
WAN B KOMBUHALMK ¢ NpenapaTamm xenesa. Ucnonb3osaHue SCIM No3BoAAET NOBLICUTb NPOAYKLUIO
3PUTPOLIUTOB KOCTHbIM MO3FOM W YBEAUYUTL cofepykaHue Hb 6e3 nepenvBaHMA OOHOPCKMX
apuTpoumToB. CUCTEMATMYECKME  aHaAM3bl  Pe3y/nbTaTOB  KOHTPOJMPYEMbIX  MUCCAeAO0BaHUM
CBUOETENbCTBYIOT O TOM, 4YTO npumeHeHne IMNO y OHKoMOrMYecKMx 60nbHbIX C aHemuen,
NolyYatoLWMUX XMMMoTepanuto, a Takke npu A3H nosblwaeT KoHueHTpayuto Hb B 60-70% cnyyaes [I].
Mpn 3Tom npumeHeHne IMO CONPOBOXKAAETCA 3HAYMMbIM COKpalleHMem HeobxoanMmocTu
3aMeCTUTEeNIbHbIX remoTpaHchy3uit (oTHocuTenbHbIM puck 0,64; 95% AN 0,6-0,68). Y 601bHbIX C
COMAHBLIMU  ONYXONAMW WM BO/IbHLIX, MNOAYHAOWMUX MNAATUHOCOLEPKALLYID  XMMUOTEpPanuio,
npumeHeHne 3CMN 6onee apPeKTUBHO, YEM NPU APYIMX TUNAX ONyXOaen u Apyron xummoTtepanum [1].
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B psge uvccnegoBaHU NPOAEMOHCTPUPOBAHO MOBbIWEHWE KayecTBa KM3HW, OLEHEeHHoe
pasHbiMK crnocobamu, npu npumeHerun ICM [Il]. OgHaKko B ApPYyrMx UCCNedOoBaHMAX Pa3nMunAa B
NoKa3aTe iAX KayecTBa XM3HWU NPU3HaHbl He AOCTOBEPHbIMMU.

B 1o ke Bpems ICI NoBbIWAOT BEPOATHOCTb TPOMOBOTUYECKUX OC/OXKHEHMUN (OTHOCUTENbHbIN
puck 1,67; 95% AU 1,35-2,06). besonacHocTb NpumeHeHns ICIN y OHKONOTMYECKUX BO/bHBIX C TOUYKMU
3peHus obuien n 6es3peuanBHON BbIXKMBAEMOCTM CErOAHS aKTUBHO M3y4aeTcs, O4HAKO Pe3y/bTaTbl
nccneaoBaHUiM HeogHo3HauHbl. CywecTByeT 3 mMeTaaHa/M3a, NOKasblBAOWMX HEFaTUBHOE BAUSAHUE
3CIN Ha o6uLyto BbIXKMBAEMOCTb, M 2 MeTaaHa/n3a, He BbIABMBLUMX NOA0OHOro BAMAHMA. Bo Bcex aTux
MeTaaHann3ax He 6bl10 BbiABJEHO 3HAUMMOrO HEraTMBHOTO BAMAHMA npumeHeHns ICI y 60nbHbIX,
NOJIy4YaloLWUX XMMMOTepannto. BoNbLLIMHCTBO 3KCMEPTOB CYUTAET HeuenecoobpasHbiM NpUMeHeHue
3CN y 601bHbIX, HE NMONYYAIOLNX XMMUOTEPANNIO, 33 UCKAtoYeHMem naumneHToB ¢ MAC. MNocneagHune
onyb/IMKoBaHHble  UCC/IeA0BaHUA  CBUAETENbCTBYIOT O BO3MOMKHOM  MO3UTUBHOM  B/UAHUMU
Ha3HauyeHuAa ICI Ha NoKasaTenn BbIXKMBAEMOCTU (NPU UX NPUMEHEHUN B COOTBETCTBUMN C MPUHATHIMU
CTaHAapTaMu y BONbHbIX, MOJyYaloWmMX XMmuoTepanuio). HegaBHO npoBeAeHHble MeTaaHa/n3bl,
BK/IOYMBLUME pe3yabTaTbl NOCNEAHUX UCCNEe[0BaHUI CBUAETENbCTBYIOT 06 OTCYTCTBMM 3HAYMMOro
BanaHuA ICIM Ha nokasaTenn obuwein u 6e3peunamBHON BbINKMBAEMOCTU MPU Ha3HAYEHUU MO
3aperncTprUpoBaHHbIM NOKA3aHUAM.

YUuTbIBaA BbICOKMIA PUCK Pa3BUTUA aHEMUM Y OHKOMOTMYECKMX BOAbHbIX M A0Ka3aHHYO
apdpekTnBHocTb ICI B ee nedeHnmn, ICMN moryT 6bITb PEKOMEHA0BAHbI OHKONOTMYECKUM BONbHBIM C
aHemuMen Npu ycIoBMUM COBNIOAEHUA YKa3aHHbIX HUXKE MPUHLUMNOB HasHaYeHus.

PucyHok 1

A]'IrOpVITM nevyeHnA aHeMUN Y OHKOJTOTMYECKUX 60/1bHbIX
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4 I
OueHKa obuiero aHanMsa KpoBu: > CHUKeHue ypoBHA Hb / \
Hb, MCV, MCHC CHu»KeHne MCV n/mnm MCHC

TMNOXPOMHbIE 3pUTPOLUTI

A ¢1 ~ ABCONOTHLIV AeDULIMT Kenesa:
p N -ypoBeHb bepputnHa meHee 100 nr/mn
Jlednunt xenesa ? -ypoBeHb TSAT meHee 20%
L ) -%rMnoxpomHsbIx 3p > 5%
‘L -CHr <26 pg
DYHKUMOHANbHBIN AedULNT Kenesa:
/ \ -ypoBeHb deppuTuHa 6onee 100 nr/mn
OueHUTb Ciefytolme NoKasaTenu: -ypoBeHb TSAT meHee 20%
-ypoBeHb peppuT1Ha -% rMNOXpoMHbIX Ip > 5%
-ypoBeHb TSAT -CHr <26 pg

JlononHuTenbHo:
% rMNOXPOMHbIX 3PUTPOLUTOB

yposeHb Hb B peTukynoumTax (CHr) \ /

/ v v

-~
®YHKLMOHANbHBIV ABCONIOTHbIV Het geduumta KN Opyrve npuymHbi:
AeduumnT Kenesa aednumnT Kenesa )enesa B., , ponnesas aHemua,
¢ HYTPUTMBHAA HELOCTATOMHOCTb M Ap.
v N
/ AHemuna- p
B/ BeaeHwe kenesa, B/e BeseHve enesa, WHAYLMPOBaHHas Tamenas aHemus
LedpuunT Kenesa neduumnt xenesa a.6. XMmMmuoTepanuemn > Hb meree 70 r/n
A.6. ckoppervposaH CKOpper1MposaH
[0 Havana Tepanuu A0 Havana Tepanum ¢ \1,
pu3M0 nam pu3Mo s
TpaHcdy3na
Bmecte ¢ pudMO \ Hb metee 100 r/n paHcoy.

-

/ L ) 3M

v

MOHUTOPUHT feduLmTa Kenesa Kaxable 7-10

. MpumeHeHne pudNO
AHeWn

AHemuA Npu coNNAHbIX HOBOO6pa3oBaHUAX U AMmdomax

MokasaHMeM K Ha3HadyeHuto ICI ABnseTCA NevyeHme KAMHUYECKM 3HAaYMMOWN aHEMUU, BbI3BAHHOWM
XMmuoTepanmen y B3POCAbIX 6O/bHbIX C HEMUENouAHbIMW HoBoObpasoBaHMAMMK. Llenbio
NeyYeHna ABNAETCA nNpefoTBpalleHMe reMoTPaHCPY3UM M UX BO3MOMKHbBIX OCNOMKHEHMI
(neperpyska »kenesom, nepefadya UHOEKLMM, CBA3AHHAA C TPAHCHY3IUAMM UMMYHOCYNPECCUA) U
NoBbIWEHME KaYyecTBa KM3HU NyTem NoBblleHNsA KoHueHTpaumm Hb.

OpUEHTUPOBOYHOM KOHLLEHTpauuen remornobuHa, Kotopas aBaseTcA 6e30MnacHoOM, U B TO Ke
Bpems obecneynMsaeT YAOBNETBOPUTE/IbHOE KauyecTBO KWU3HW BosibHOro, asasetca 120 r/n,
OZlHaKO FNaBHOW LE/bio ABMAETCA CHUMEeHMe NOTPebHOCTM B NepennuBaHuAaX 3pUTPOLIUTAPHOM
Macchbl.

MpumeHeHne 3CM MosKeT cumTaTbhCcAa UenecoobpasHbiM Yy 60JbHLIX C YMEPeHHOW aHemuein
(KoHueHTpauua Hb meHee 100 r/n), nonyyaloWmUx XMMUOTEPANUIO, MPU HAAMYUN CUMMITOMOB
aHEMUU MU ONA NpefoTBpalleHUa AafnbHeNero CHUXeHuAa KoHueHTpaumum Hb, a Takxe y
60NbHbIX C BbICTPO CHUMXKAIOLWENCA KOHLEeHTpaunen remornobuHa no npudmHe XT [I, Al.
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e VY 60/bHbIX, HE MOJyYaloOWMX XMMMoTepanuto, npumeHeHne 3CIM HeuenecoobpasHoO, NOCKOJIbKY
HE WCKAIOYEH HeraTMBHbIN 3PdeKT HAa NMOKA3aTeNn BbIXKMBAEMOCTW Npu HasHavyeHun ICIM npwu
KoHuUeHTpauun Hb Bbiwe 120 r/a [I, A).

U PekomeHaauunm no gosmnposke npenapatos ICIN npeacraBaeHbl B Tab. 1.

e Ecan KoHueHTpauusa Hb nocne 4 Hegenb NevyeHUs NoBbICMNACh KaK MUHUMYM Ha 10 r/n, posa
3CIM moKeT 6bITb OCTaB/IEHA NPEXKHEN UM CHUXKEHA Ha 25-50%.

e Ecnu KoHueHTpauusa Hb 3a 3ToT nepuod npumeHeHMA NoBbiCMAacb MeHblue Yem Ha 10 r/n,
HEOOXOAMMO WCKAUYUTL Hanuume ¢yHKUMOHanbHOro aeduumnTa Kefesa € HasHayYeHuem
npenapaTos »eJsie3a BHYyTPMBEHHO. YBenunyeHue f03bl 3CMN HeuenecoobpasHo.

e B cnyyae poctuxkeHus addekTa (JOCTUMXKEHWE HOPMaNbHOM KOHUeHTpauuu Hb) npumeHeHue
3CIN goMKHO HbITb OCTAHOB/IEHO B TeYeHne 4 Hefe/ib NOC/ie OKOHYaHUA XMMUOTEpPanuu.

e  Ecin nosbiweHne KoHueHTpaumm Hb <10 r/n nocne 8-9 Hepmenb nedeHus, oreeT Ha ICI
Ma/IOBEPOATEH U IeYeHUne creayeT NPekpaTuTb.

e  Ecau KoHueHTpauma Hb ysennumsaetca >20 r/n 3a 4 Hegenn uan npesbiwaet 120 r/n, aosa
AOJIKHA 6bITb peayunpoBaHa Ha 25-50%.

e Ecan KoHueHTpaumsa Hb npesbiwaet 130 r/a, nedeHne ciedyeT NpeKkpaTuTb A0 CHUXKeHua Hb
Hue 120 r/n n ganee B0306HOBUTL C pedyKumei Ao3bl Ha 25%.

e [lpogmomkeHue npumeHeHnsa ICIM cBbllwe 6-8 Hegenb npu OTCyTcTBUM 3ddeKkTa B BUAe
nosbilweHna Hb Ha 10-20 /A uANM  CHMKeHMAa noTpebHOCTM B  remoTpaHCcdysmax
HeuenecoobpasHo [l, Al.

AHemua V' 60/1bHbIX MAC v nauueHTOB, noNyvyuswunX TpaHCNNAQHTALUIO remMono3TUYECKUX
CTBOJIOBbIX KN1ETOK

e VY 60sbHbIX MC HU3KOro/MpomMesKyToUHOro-1 U HU3KOro PUCKa, OLEHEHHOro Ha OCHOBaHWUK
wKanbl IPSS, 3CM ¢ unm 6e3 M-KCP moryT uCnNonb3oBaTbCs A1 KOPPEKUUM aHemun. B
PaHAOMU3NPOBAHHbIX MCCAea0BaHMAX nNpumeHeHne I3CI vyawe NpMBOAMIO K HOPMAM3aALUM
KoHUeHTpaumn Hb (36,8-42%) no cpasHeHWto ¢ KoHTponem (0-10,8%) [ll]. Y 6onbHbIX ¢ Bonee
BbICOKOM MCXOAHOW KoHueHTpaumer IMO (= 500E/n) oTmeyeH meHbwnit addeKkT (27,3%) no
CpaBHeHUIO ¢ 6onbHbIMK € BoNee HU3KOM UCXOAHOW KOoHUeHTpaumeln N0 (39,4%). JleyeHue
3CN nposoauTca B ao3e 40 000-60 000 ME/Heaento ansa sputponostmHa u 150-300 mkr/Heaento
ana papbenosTMHa, NoO KpailHel mepe, B TeyeHne 8-10 Hepenb [B]. Mpu KoHueHTpaumu
Ko/bLEeBbIX cuaepobnactoB 6onee 15% K Tepanum 3CIM uenecoobpasHo fob6asuTb M-KCO.
MpeankTopammn oTeeTa Ha ICI ABNAOTCA HU3KasA NOTPEOHOCTb B 3aMeECTUTE/IbHBIX TPaHCPy3mAaAxX
3pUTpOLMTAPHON Macchl (MeHee 2 efl. B MecsAL), KOHLEeHTpaums aHaoreHHoro MO meHee 100-
200 ME/mn u noatun MAC pedpaktepHas aHemuA.

e  (Cpa3sy nocne ayToJIOFMYHOM TpaHcnaaHTaumm oteeT Ha IO CHUMKEH, HECMOTPA HA TO, YTO
sHAoOreHHblr 3MO  npogyuMpyetrca MNOYKaMM B MNOBbIWEHHOM  KosindectBe. [lo3xe
YyBCTBUTENIbHOCTb TPAHCMNAAHTUPOBaHHbIX KAeToK K IMO BoccTaHaBNMBaeTcA U HEOb6X04MMOCTb
B remoTpaHchy3nAxX yMeHbLIaeTcA.

e [locne annoreHHoOn TpaHCMNAAHTALWM OTBET KOCTHOFO MO3ra Ha ctumynaumio IMO HacTynaet
bbicTpee. OQHAKO BOCMANUTENbHbIE LIUTOKUHbI, peaKkuma TpaHCNAaHTaTa NpPOTMB XO3AMHA M
MMMYHOCYNPEeCcCMBHAA Tepanusa BbI3bIBAlOT HE TOJIbKO CHUMXKEHME NPOAYKLMN 3HA0oreHHoro IO,
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HO W CHUXKatoT oTeBeT Ha IMO. MNpumeHeHne ICI okazanocb 3pdeKTUBHLIM NOCAE aNNOreHHOM

TpaHCMNNaHTaUMM, OJHAaKO OHWM [O/BKHbI MCMONb30BaTbCcA B 60nee BbICOKMX [Ao3ax (g0
60 000 ME/Hepento) [B].

Tabnuua 1

[o3bl U MoandMKaUMA 403 NPenapaToB IPUTPONOITUHOB Y B3POC/IbIX OHKOOTMYECKMX BObHbIX,

nony4vyarownx XxmummoTepanunio

3no anbda* 3no 6erta*

[dapbenoatnH anbda*

HavyanbHas gosa 150 ME/Kr x 3 p B Heq,

40 000 ME x 1 p B Hea. 30 000 ME x 1 p B Hep.

2,25 mKr/krx 1 p 8 Heq,
500 mKkrx 1 p B 3 Hea.

CHUXKeHne [03bl Npu

AOCTUXKEHUN 25.50% f03bi 25-50% qoss 25-50% a03

LLeNeBOro YpoBHSA

remornobuHa**

OCTaHOBKa B He 6onee 130 r/n He 6onee 130 r/n He 6onee 130 r/n

Ha3HAYEHM OCTaHOBKa 40 MeHee OCTaHOBKa A0 MeHee OCTaHOBKa 40 MeHee
120 t/n 120 r/n 120 t/n

OTmeHa npenaparta

Mocne OKOHYaHWA XMMWUOTEPANUW WAM eciuM HeT OoTBeTa nocie 8 Hea,
nevyeHus (coxpaHaeTcsa noTpebHOCTb B reMoTpaHChy3maXx)

* Bce 3pUTPONO3TUHbI BBOAATCA MNOAKOMKHO.
** NlocTUXKeHne ypoBHA remornobuna 120 r/n nnu ysennyeHme yposHaA remorniobuHa 6osnee

yem Ha 20 r/n 3a 2 Hepenu.

Tabanuya 2

Jo3npoBKa M KPaTHOCTb HAa3HAaYeHWA NpenapaTos Xenesa 4na B/B BBeAeHuA

Mpenapar Xene3sa lll ruppokeunp gexcrpaH ¥enesa lll ruapokcua caxaposHbliii ¥enesa kapbokcumanbrosat
KOMNIeKc
HavmeHoBaHue dapmakocmoc A/C, JaHun 1. N.J1. Pusepo n Cuna C.A., ApreHTnHa Budop (MHTepHaWwHA) UHK.
npoussogutens, 2. 3A0 «dPapmPupma «CoTeKe» LWseruapus
cTpaHa 3. Bugop (UHTepH3WHA) UHK.

Lseruapus
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BHYTpUBEHHbIE KanesnbHble
MHOY3MM
BHYTPUBEHHbIE MHBEKLMN

BHYTPUBEHHO CTPYMHO MM KamnesibHO
npu CTporom coba0AeHNM CKOPOCTH
BBEAEHMA npenapara

BHYTpUBEHHO CTPYIHO MK
KanenbHO

BHyTpMBeHHaa UHbEKUUA

100-200 mr »kenesa B Te4yeHue
npeanoyYTUTENbHO pasBeaeHue B
10-20 mn 0,9% pacTBopa HaTpuA
xnopuga nam 5% pacrsopa
r7IFOKO3bl

BHyTpuBeHHasa KaneabHas

uHbysma*

( ckopocTb BBEAEHUA He bonee 100

CTtpyliHoe BBegeHue

20 mr ene3a B BuAe Hepa3BeaeHHOro
npenaparta (1 mn1) B MUHYTY.
MakcumanbHbIi 06bem 200 mr (10 mn)
33 04HY MHDBEKLMIO.

KanenbHoe BBegexHue*
PassepeHwue B 0,9 % pactsope HaTpuA

xnopmaa B cootTHoweHun 1:20

CTpyiiHoe BBegeHue

MaKcrmanbHasa oAHOKpaTHaA
no3a— 10 4 mn (200 mr xkenesa)
3 pa3a B Hegento.
MuHumanbHoe Bpema
BBeAeHUA- 6 MUHYT

KanenbHoe BBegeHue
PassepeHwue B 0,9 % pactsope

HaTpUA X10pUAA COrNacHo

3 M 3a 30 MUHYT) CKOpOCTb KanesbHOro BBeAeHUA: MHCTPYKLUN NO NPUMEHEHMUIO.
3 - 100 mr — He meHee Yyem 3a 15 muH MaKkcrmanbHaa 0gHOKpaTHaA
] 1) 100-200 mr, pa3seaeHue B 100 - 200 mr — B TeveHne 30 MUH no3a— 1000 mr xkenesa (20
E mn 0,9% pacTtBopa HaTpusA - 300 mr — B TeyeHue 1,5 vaca Mmr/Kr skenesa) 1 pas 8 Hegento.
g xnopuga nam 5% pactesopa - 400 mr — B TeyeHue 2,5 yaca MuHumanbHoe Bpema
'S rNOKO3bl - 500 mr - B TeyeHume 3,5 yaca BBeAEHMA-15 MUHYT
o 2) NHby3mMa MakcumanbHOM MakcumasibHas pasosas 4o3a— 7mr/kr,
pa308Boit 403bl 20 Mr/Kr B HO He Ao/MKHa npesbiwaTb 500 mr
passegeHue B 500 ma 0,9%
pacTBOpa HaTpuA x1o0puaa nnm
5% pactBopa rntoKosbl CymmapHasa gosa
B TeyeHue 4-6 4yacos. CyMmapHas A03a paccymTbiBaeTca paccumnTbiBaeTcA
VHOMBUAYA/IbHO B COOTBETCTBUM C MHOVBUAYANbHO B
CymmapHasa fo03a paccyuTbiBaeTcA obwmm aedpuumtom xenesa no popmyne | COOTBETCTBUM C 06LLMM
MHAWBUAYAIbHO B COOTBETCTBUM C [aH30HM aeduumTom Kenesa no
obwum geduumTom Kenesa no dopmyne MaH30HM.
dopmyne NaH30HU, HO He JO/KHA Heponyctumo ogHOMOMEHTHOE
npesblwatb- 20mMr/Kr BBeAeHWe NOMHOM TepaneBTUYEeCcKo
[,03bl Npenapara
Ja [a Het
25 Mr meaneHHoM B/B MHbeKuMel B | B/B nHbeKuua 20 Mr ans B3POC/biX 1
TeyeHue 1-2 MUHYT (0KkuaaHue 15 neteii c Becom bonee 14 kr,
Tecr gosa MUH, Npu oTcyTcTBMK HA ONs peteit Becom meHee 14 Kr TecT-4o3a

BO3MOXHO MOJIHOE BBeAEHUE
003bl)

—1,5 mr/Kr B TedeHue 1-2 MUHYT.
(oxkmpaHue 15 muH, npu otcyTcTBUKM HA
BO3MOHO NOMIHOE BBeAEeHUe A03bl C
PEKOMEHA,0BAHHOM CKOPOCTbIO)

*npenapaTbl Kenesa He A0N1XKHbl BBOAUTLCA B AHW BBEAEHUNA NPOTUBOOMNYXO/1EBLIX NpenapaTos

SpuTpono33-cTMmyaupytouime npenaparbl

CpaBHuTenbHasa xapakrepuctuka 3CI

[aHHbIX OTHOCUTENIbHO PasNnunii 3GPeKTUBHOCTM N Be3onacHOCTU Mexay pasandHbimu ICI

He cyuwecTsyerT [].
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Tem He meHee, B Poccuiickon depepaumm OTCYTCTBYeT 3aKoHogaTesbHaa HeobXxogumocCTb
NpoBeAeHNss KAMHUYECKUX UCCNefoBaHMA ana 6MoaHanoros, M K HUM MPUMEHAIOTCA TaKUe Ke
TpeboBaHMA, KaK K A)KeHepuKam. B CBA3M C BbICOKOM CNOXHOCTbIO MOJIeKyn 6uoaHanoros wu
BO3MOXHOCTU CYLUECTBEHHbIX M3MEHEHU 3PPEKTUBHOCTU U UMMYHOTEHHOCTU MPU MPUMEHEHUU
610aHaNoroB NO CPAaBHEHWUIO C OPUTMHAJIbHBIMM MOJIEKY/TAMW, COBET 3KCMEPTOB NpeaynpekaaeT o
HEeobX0AMMOCTN OCTOPOXKHOCTM NPU NPUMEHEHUN NMPenapaTos, He npoweawnx Gopmanan3oBaHHble
nccnenoBaHus.

be3onacHocTb U nepeHocumocTb ICIM

e 3CIM He JONXKHbI UCNONb30BaTbCA Y BONbHbLIX C U3BECTHOM TMNEPYYBCTBUTENBHOCTBIO K HUM MK
K MX KOMMOHEHTaM, a TaK}Ke Y D0/IbHbIX C HEKOHTPOMPYEMOWN apTepuanbHOM runepteHsmei [B].
Nx pecteme Ha 60/IbHbIX C HAPYLIEHHOM GYHKLMEN NeYeHU He U3BECTHO, NO3TOMY Y HO/IbHbIX C
3ab0neBaHMAMM NeYEHU UX CaeayeT NPUMEHATb C OCTOPOXKHOCTbIO [D].

e OTHOCUTE/IbHbIA PUCK TPOMBOIMOOIMYECKMX OCNOMKHEHMIM MoBbIWaeTca Ha 67% npwu
ucnonb3osaHmMn ICIM no cpaBHeHWo c nnauebo (OP 1,67; 95% AWU: 1,35-2,06) [I].
Ucnonb3zosaHne 3CIM A0mKHO ObiTb TWATENIbHO 06AYMAHO Yy OOJIbHbIX C BbICOKMM PUCKOM
TPOMBO3IMOBONNYECKMX  OC/NOMNKHEHWUI, Hanpumep ¢ Tpombo3om B aHamMHese, nocne
XMPYpPruyeckoro nocobmsa, npu ganTenbHoOn UMMoOBUAN3aLMN NAN OFPaHUYEHHON aKTUBHOCTH, A
TaK»Ke Y 60/IbHbIX C MHOYXECTBEHHOM MUENIOMOW, NOAYYABLUMX TaANLOMUA U NEHANUAOMUL, B
KOMBWHaLMK C JOKCOPYOUUMHOM M KopTuKocTepouaamu [D]. [aHHble 0 npodunakTMyeckom
NCMNO/Ib30BaHMM aHTUKOAryAAHTOB MW acNMPUHA OTCYTCTBYIOT.

e Y 6ONbHbIX C XPOHMYECKON MNOYEYHOM HeAOCTaTOYHOCTbIO OMWUCaHbl CAy4Yan UCTUHHOWM
3PUTPOLMTAPHOMN annasmm npu npumeHeHun ICI1, BbI3BAHHOM HenTpanusyrowmmmn aHtu-3M0
aHTuTenamum [V]. ChyvyaeB NCTUHHOW 3PUTPOLMTAPHOM aniasmm cpenm OHKOIOrMYecknx 601bHbIX
He onwucaHo [ll, B].

Opyrumun ocnoxkHeHnamm nedeHusa 3CMN ABNAIOTCA pefKue annepruyeckme peakumu, BKaYas

yAYWbe, KOXKHYIO CbiMb WM KpPanuBHULY; apTpanruun; nepudepuyeckme OTeKW; HesHauuTesnbHasa M

npexogauwan 601b B MecTe MHbekumu [l].

[o3bl n MOAVI(I)MKaLI,Mﬂ A03 NnpenapatosB 3pUTPONO3TUHOB Y B3POC/IbIX OHKOJ1OTUYECKUX 60/'IbeIX,
nony4vyarowmx XxmummoTepanuio

3no anboa* 3no 6eta* OapbenoatuH anbda*

HauanbHana go3a 150 ME/Kr x 3 p B Heq, 2,25 mKr/krx 1 p 8 Heq,
40 000 ME x 1 p B Heg. 30000 ME x 1 p 6 Hea, 500 mKr x 1 p B 3 Hea.

CHU)XeHne a03bl npu

pocTIKERIY 25-50% po3bl 25-50% po3bl 25-50% po3bl

L,eNeBoro ypoBHs

remornobuHa**

OcTaHOBKa B He Gonee 130 r/n He 6onee 130 r/n Hs 6onee 130 r/n

Ha3HaYeHM OCTaHOBKa 40 MeHee OCTaHOBKa 40 MeHee OCTaHOBKa 40 MeHee
120r/n 120 r/n 120 r/n

OTmeHa npenaparta Nocne OKOHYAHMA XUMMOTEpPanNMu WAN ecan HeT oTBeTa nocse 8 Heg,
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NleyeHunn (coxpaHaeTcs NoTpebHOCTb B remoTpaHcdy3max)

* Bce apMTPONOSTUHBI BBOAATCA MOAKOXKHO.
** [locTUXKeHne ypoBHA remornobuna 120 r/n nnu ysenmyeHue yposHsa remornobuHa bonee

yem Ha 20 r/n 3a 2 Hegenu.

Mpenaparbl Xenesa

PekoMeHAauUM N0 KOHTPOJIIO COAEPIKAHUA XKenes3a U NPUMEHEHUIO NpenapaTos Kesesa

e  Heobxoammbl ncxogHoe n nepmoandeckoe namepenune HTHK, CP n C-peaktnsHoro 6enka [D] B
CBSI3M C TEM, YTO Y YacTU 60/IbHbIX Ha poHe Tepanum ICI BbICTPO pa3BMBAETCA aOCOMOTHbIN UK
bYHKLUMOHaNbHbIM aeduumt xenesa. Y 60/bHbIX C aHemuelt n aedUunToM Kenesa BBeAeHUE
npenapaTos Kefie3a NPUBOANUT K 3HAUMTENIbHO 60NbLIEMY MOBbIWEHMIO KOHLLEHTpauun Hb, yem
6€e3 NPUMEHEHMA KeNe3ocoaepKalinux NPenapaTos UAM NPU HasHAYEHUM NPenapaToB Kenesa
nepopasnbHo [lI, Al.

e Toaaep:kka npenapataMy Kenesa TaKXKe YMEHbLIAET 4YMCN0 6O0/bHbIX, HyXXAaloWMxca B
TpaHcdy3unax spmTpoumTos [1].

e  [l0o3MpOBKa M KPaTHOCTb Ha3HauyeHWA MPenapaTtoB Kesesa 414 B/B BBeAeHUA NpeAcTaB/eHbl B
Tabn. 2

ANroputmM nccieaoBaHUs OobMeHa Kenesa A0/KeH BKAoYaTb onpegeneHue HTHK u Co.
OpUeHTUPOBOYHbIMK NOKaszaTenamm asaaTca cogepaHne CP meHee 100 Hr/mn n HTHK meHee
20%. Y oHKoNOrMyecknx 60abHbIX Npu cogepanHun CH merHee 100 Hr/mn peub naeT 0b abcontoTHOM
aedvumte Kenesa U HeobXOAMMOCTM Tepanuu npenapatamu Kenesa, nNpeanoyvTUTeNbHO
BHYTPUBEHHO, T.K. MEpOpasbHOE }Kene3o NI0X0 BCACbIBAETCA M He BOCMOHAET HELOCTAaTOK Xenesa.
Mpu 6onee Bbicokom CO (100-800 Hr/mn) n HTHK meHee 20% MOXHO AymaTb O PYHKLMOHAIbHOM
aeduumte Kenesa m nevyeHme 3CM HeobXxo4MMO LONOAHUTL BHYTPUBEHHbBIMUW NpenapaTaMum Kenesa.
JononHutenbHbIMM MapKkepamu geduumTa Kenesa MONKET CAYKUTb cogepykaHue FMNOXPOMHbIX
apuTpoLMTOB B Nepudepuryeckoin Kposn bonee 5% M KoHueHTpauun Hb B peTuKkynouuTax meHee 26
NUKOrpPamm.

B cBA3NM C BO3MOXKHbIM B3aMMO,EI,el‘;1CTBMEM Kenesa U HEeKOTopbiIX UUTOCTAaTUKOB
(aHTpaLI,MKJ'IMHbI, npenapartbl I'IﬂaTI/IHbI) HEOGXO,CI,MMO BO34EPKNBATLCA OT BBEAEHUA MPENAPATOB
Kenes3a B AHM BBEAEHUA npomsoonyxonesblﬁ npenapatos.

be3onacHOCTb M NepeHOCUMOCTb NPenapaTos Xeses3a ANA BHYTPUBEHHOro BBeAeHUA:

° B KpynHbIX PaHAOMMU3UPOBAHHbIX KOHTPOJIMPYEMbIX KJAWHUYECKUX WUCCNefOBaHMAX He 6b110
NOKa3aHo pa3nw4m71 B 4acTOTe BO3HWMKHOBEHWA HEXenaTesbHbIX ABJEHUM meXxay rpynnamu
6OI'IbeIX, nony4yaslnx xKeneso BHYTPUBEHHO, U KOHTPOJIbHbIMU Trpynnamu.

hd BO3HMKHOBEHUE anneprm4ecknx wm aHad)MﬂaKTOMﬂ,HbIX peaKLI,MVI, B OCHOBHOM, CBA3aHO C
NPpUMeHeHNneEM AEKCTPaH-CoAEePHaLlMX NPenapaTos, gaxKe HU3KOMONTEKYTAPHDbIX.
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Ncnonb3oBaHMe npenapartoB, COAEPrKalLMX OEKCTPaH, BO3MOXHO TO/IbKO B CTauMOHape C
BO3MOXHOCTbIO OKa3aHWA MPOTUBOLIOKOBOM Tepanuu. [MauMeHTbl AOMKHbI HaXOAWUTbCA MOA,
npUcTanbHbIM HabaloAeEHMEM Bpaya BO BpeMA BBELAEHMA NpenapaTa U B TeyeHme 1 yaca nocne
Hero.

Obuan yacToTa PasBUTMA HexKenaTeNbHbIX ABMEeHWUIA Yy 6ONbHbIX, NOAyYaBWKUX B/B BBEAEHUE
Xenesa B gosvpoBke 100 mr, coctaBuna 68,9 Ha 1000000 60sbHbIX MpU NPUMEHEHUMU
HU3KOMONEKYNAPHbIX AeKCTpaHoBs, 12,8 — npu npumeHeHMM caxaposbl Kenesa, n 3,5 — npu
NPUMEHEHWN Kene3a HaTPUIA-TOKOHaTa.

Ha cerogHAWHWIA fAeHb y MNaUMEHTOB, NOAy4YaBLIMX MpenapaTbl Kesesa BHYTPUBEHHO ANA
le4yeHMA aHeMMUK, acCoLMMPOBAHHON C OHKOMOTUYECKMMM 3ab01eBaHMAMM, NOBbLILEHUSA PUCKA
pa3BUTMA MHPEKLMIN HE OTMEYEHO.

Y nauMeHTOB, NONYYAKOWMUX remoamanus, MNpu NPUMEHEeHMW npenapaToB rKenesa AnA
BHYTPMBEHHOIO BBEAEHWA TMOKA3aHO CHUMKEHME 4YacToTbl FOCMUTAZIN3aLUN, CBA3AHHbIX C
nHbekumamm (oTHocuTeNbHbIN pUcK 0,54; p < 0,001), 1 cmepTHOCTU (OTHOCUTENBHbIN puck 0,61;
p =0,08) no cpaBHeHUtO ¢ 0bLWel nonynaunen. HecmoTpsa Ha 3To, pesynbTaTbl UCCNEA0BAHUN,
NpPoBeAeHHbIX Ha }KMBOTHbIX MOAEAX, MO3BOIAIOT 3aK/0YMUTL, UTO Ha3HaYeHuMs B/B NpenapaTos
)enesa cnepayet nsberatb y 60/1bHbIX C aKTUBHBIM UHDEKLMOHHbBIM MPOLLECCOM.

Jo3npoBKa M KPaTHOCTb HAa3HaYeHWA NpenapaTos Xenesa 4Nna B/B BBeAeHUA

Mpenapar Xenesa lll ruapokemna pexkcTpaH ¥enesa lll rugpokcng caxaposHblii ¥enesa Kapb6oKkcumanbTosar
KOMNAEKC
HanmeHoBaHue dapmakrocmoc A/C, AaHua 1. N.J1. Pusepo n Cua C.A., ApreHTnHa Budop (MHTepHaWHA) UHK.
npoussogutens, 2. 3A0 «dapmPupma «CoTekc» LLiseruapun
cTpaHa 3. Budop (MHTepH3WHA) UHK.
LLIseruapus
BHyTpuBEHHbIE KanesbHble BHYTPWMBEHHO CTPYMHO UM KanenbHo BHYTPMBEHHO CTPYMHO MK
NHOY3MM npw cTPOrom cobntoaeHUM CKopocTH KanenbHo
BHyTpMBEHHbIE UHBEKLUMN BBEeJEeHMA npenapara
BHyTpMBEeHHaa UHbEKLMUA CrpyiiHoe BBeAeHUe CrpyiiHoe BBegeHUe
100-200 mr xkenesa B Te4eHue 20 mr ene3a B BUAe Hepa3BeaeHHOro MakcrmanbHaa 0gHOKpaTHaA
npegnoyYTUTEeNbHO passeseHue B npenapara (1 mn) B MUHYTY. no3a— a0 4 mn (200 mr xkenesa)
10-20 mn 0,9% pacteopa HaTpusA MaKcumanbHbl 06bem 200 mr (10 mn) 3 pa3a B Hegento.
m xnopuga nam 5% pactsopa 33 OZHY MHDBEKLMIO. MuHMmanbHoe Bpema
s T7IFOKO3bl BBEAEHUA- 6 MUHYT
2
%’ BHyTpMBeHHas KanenbHas KanenbHoe BBeaeHune* KanenbHoe BBegeHue
3 uHbysua* PazseneHue B 0,9 % pactBope HaTpua PazseageHue B 0,9 % pactBope
g ( ckopocTb BBegeHUA He 6onee 100 | xnopuaa B cOOTHoWweHMM 1:20 HaTpWA X10puaa CornacHo
§ M 3a 30 MUHYT) CKOpOCTb KanesibHOro BBeAeHUA: MHCTPYKLUN NO NPUMEHEHMUIO.
S - 100 mr — He meHee Yyem 32 15 MuH MaKcrmanbHaa ogHOKpaTHaA

3) 100-200 mr, passeaeHue B 100
mn 0,9% pactBopa HaTpuA
xnopuga unm 5% pacrsopa
rNOKO3bl

4) NHdy3ma makcMmanbHom
pa30Bo¥t A03bl 20 MI/Kr B
pa3ssegeHue B 500 mn 0,9%

pacTBopa HaTpuWs X10pKAaa UK

- 200 mr — B TedyeHue 30 MUH
- 300 mr — B TeyeHue 1,5 yaca
- 400 mr — B TeyeHume 2,5 vaca
- 500 mr - B Te4eHue 3,5 yaca

MaKcumasibHas pasosas f03a— 7Mr/Kr,
HO He Ao/MKHa npeBbiwaTb 500 mr

f£03a — 1000 mr xkenesa (20
Mr/Kr )kenesa) 1 pas 8 Hegento.
MuHuManbHoe Bpemsa
BBeAeHUA-15 MUHYT
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5% pactBopa rntoKo3bl CymmapHana gosa
B TeyeHue 4-6 4acos. CymmapHas A03a paccyuTbiBaeTca paccumnTbiBaeTCA
MHAWBUAYANbHO B COOTBETCTBUM C WMHAWBWAYANbHO B

CyMMapHas A03a paccymTbiBaeTcA obwum aeduumuTom Kenesa no dopmyne | COOTBETCTBUM C OOLLUM
WHAWBWAYANbHO B COOTBETCTBUM C [aH30HU AeduumTom xenesa no
obwum geduumTom Kenesa no dopmyne MaH30HM.
dopmyne FaH30HU, HO He JOMIKHA Heponyctumo ofHOMOMEHTHOE
npesbiwatb- 20mMr/Kr BBEAEHME NOJIHOM TepaneBTUYECKOM

[03bl Npenapara

TecT posa

fa Ja Het

25 Mr meZIeHHOM B/B MHbeKUMen B | B/B MHbeKuma 20 Mr Ans B3POC/bIX U
TeyeHue 1-2 MUHYT (oKkugaHue 15 neteit c secom bonee 14 kr,

MUH, Nnpu oTcyTcTBMM HA ONA AeTen Becom meHee 14 Kr TecT-Ao03a
BO3MOXKHO NONHOE BBeAeHue — 1,5 Mr/Kr B TeueHue 1-2 MUHYT.
0,03bl) (o*kmaaHue 15 muH, npu otcyTcTemnmn HA

BO3MOKHO NOJIHOE BBEAEHMEe [03bl C
PEKOMEHA0BAHHOM CKOPOCTbIO)

*npenapatbl }enesa He 40/1XHbl BBOAUTLCA B AHW BBEAEHUA NPOTUBOOMYX0/1EBbIX NPenapaTos
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MpodurnakTnka n neyeHne TOWHOTbI U PBOTbI Y 60/1bHbIX, NOAYYaIOLLMX
XUMUO- U NYy4YEeBYIO NPOTUBOOMNYXO/IEBYIO TEPANUIO

TolwHOTa M PBOTa ABAAOTCA OAHMM M3 Hanbonee YacTbix No60YHbIX 3hdEKTOB XMMmMUoTepanum
(XT) »n cyuwiectBeHHO yXyAlalOT KauyecTBO M3HW 6ONbHbIX. B HacTosuiee Bpemsa AeNCTBYIOT
pa3/iNyHble PekomeHAaUmMm No NPodUNaKTUKE U NEeYEHUI0 IMETUYECKUX PeaKkumin npu nposeaeHun
LMTOTOKCUYECKOM Tepanuu. [pynna pOCCUMICKMX 3KCNEepPTOB pa3paboTana AaHHble peKomeHAaumnn ¢
yyeTom pekomeHaaumin MexayHapoaHoW accouuauumn No noadeprkMBatolLeit Tepanuu npu pake
(MASCC), EBponelickoro obuiectsa no meguuMHCKON oHKonormm (ESMO), HauuoHanbHoOM ceTn no
pacnpocTpaHeHno NoapobHbIX 3HaHU o pake (NCCN), AmepuKaHCKOro obuiecTsa no KANHUYECKOW
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oHKosorun (ASCO) u ¢ yyeToM 3aperncTpuMpoBaHHbIX Ha TeppuTopumu Poccuiickoin depepaunm

dHTUOIMETUYECKNX NpenapaTos.

Anroputm npo¢m1a|('rm(u U Tepanuum TOWHOTbI U PBOTbI

e OnpegennTb SMETOreHHbIN NOTEHUMAN Ha3HaYeHHOro pexxunma XT.

e HasHauuTb NpoPUNAKTUYECKYIO TEPANUIO, NCXOAA N3 IMETOTEHHOCTU pexuma XT.

e HasHauuTb sleyeHne B Cayyae Pa3BUTMA TOLHOTbI U PBOTbI Ha GoOHe NpodunakTUYecKomn
Tepanuu.

e BHecTn uameHeHua B NMPOPMNAKTUUECKYIO Tepanuio TOLHOTbI/PBOTbHI Ha MOC/AeayoLwmnx
unknax XT.

dMeTOoreHHbli noTeHunan NnpoTuBoONnyxoszieBoro npenapara

Moa ypOBHEM 3METOreHHOCTM MOHUMAETCS PUCK Pa3BUTUA PBOTbI Y BObHbIX, NOYyYaOLNX TOT
WM UHOW UMTOCTAaTUK B MOHOpeXMme 6e3 npoTMBOPBOTHOM Tepanuu. Hanpumep, BbICOKUIA YPOBEHb
3MEeTOreHHOCTM O3Ha4YaeT, YTo Noc/e BBEAEHMA NpenapaTta pBoTa byaeTt passmBaTbca 6onee Yyem y
90% 60nbHbIX. KnaccudpuKkauma npoTMBOONYXONEBbIX MNPEnapaTtoB B 3aBUCMMOCTU OT YPOBHSA
3METOreHHOCTH no pekomeHaaumam MASCC/ESMO npeacTasneHa B Taban. 1.

Tabnuua 1.
DMeTOoreHHbIN NoTeHUMan NPoTUBOONYX0IEBbIX NpenapaTos (B MOHOpeXKMMme). PekomeHaaumm
MASCC/ESMO 2010r.

YpoBeHb aMeTOreHHOCTH MNMpoTnsoonyxonesble npenapaTbl MNpoTnsoonyxonesble
ONA BHYTPUBEHHOrO BBeAEeHMUA npenapartbl 4NA npuema
per os
BbicoKunit UncnnatuH FekcameTnamenamuH
(pBOTa y 90% 60NbLHBIX U MexnopsTamuH MpokapbasmH
6onee) CTpenTo3ouuH

UuknodocdaH = 1500 mr/m?
KapmyctuH (BCNU)

Hakap6asuH
YMepeHHbI OKcanunnatuH Unknodochamng
(pBoTa y 30-90% 601bHbIX) UuTapabuH > 1 r/m? Temozonamug,
KapbonnaatuH BuHopensbuH
Ndbocdamng, NmamuHub

2

LUnknodocdamma < 1500 mr/m
JoKkcopybnumH
JdayHopybuuuH

AnupybULMH
NaoapybunuuH
UpuHoTekaH
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AzaumtnanH
beHaamycTUmH
KnodapabuH
Anemmy3ymab
Huskuit MaknuTakcen KaneuuTtabux
(pBoTa 'y 10-30%) Jouetakcen Teradyp
MWTOKCAHTPOH dnropapabuH
JoKcopybuLUMH TMNOCOMasbHbIM dTtono3ug,
NKcabennnoH CyHUMUHUb6
TonoTeKkaH 3eepoaumyc
dTtono3ma JlanamuHub
NemeTpeKcen NeHannaomng,
MeToTpekcaT Tannpomug
MuntToMnumH
FemunTabuH
LuTapabuH < 1000 mr/m’
5-¢Topypaunn
Temcuponumyc
bopme3omub
Lemykcumab
Tpacmy3ymab
MaHumymymab
Kamymakcymab
MWHUMaANbHbBIN bheomununH Xnopambyumn
(<10% 60/1bHbIX) BbycynbdaH fmppokcmypea
2-XxNopAeoKCnaaeHo3NH L-beHnnanaHmH mycrapg,
dnrogapabuH 6-TMOryaHWH
BuHbnacTuH MeToTpekcaT
BUHKPUCTUH Fre¢pumuHub
BuHopenbbuH SpnomuHub
besayusymab CopacheHub

Kypcusom ebideneHbl mapaemHeole npenapamel.
JMeToreHHbI MoTeHuMan npenapaTtoB ANA BHYTPMBEHHOrO BBeAEHWA OMNpedenserca, Kak
npasuao, ANA peKMma 0AHOAHEBHOMO BBEAEHMSA, T.€. ONpeaenaeTcid 3MeToreHHOCTb PasoBon A03bl.
B ocHOBYy 3MmeTOreHHoW Kaaccudukauum TabneTUPOBAHHbLIX MPEnapaTtoB  MOJNMOMEH  yyeT

IMETOreHHOCTU NOJIHOTO KypcCa ie4eHunA.

OMeTOreHHOCTb KOMOMHMPOBAHHOIO PEXKMMA XMMUOTEPANMM ONpesensieTcs, Kak npasuno,
npenapatom, obnagatolmMm HanbONbILUMM 3IMETOrEHHbIM MOTEHLUMANOM. ITO MOJIOKEHUNE SABAAETCA
abCcoNOTHO BEPHbIM AN PEXMMOB, BKAHOUAIOLWMNX BbICOKOIMETOreHHble LUMTOCTaTUKKU. KombuHauma
CpeAHEeIMEeTOreHHbIX LMUTOCTAaTUKOB MOXET MOBbIWATb 3METOFEeHHOCTb pPeXuMma B LEesIOM.
CospemeHHble pekomeHgauun MASCC/ESMO n NCCN OTHOCAT KOMBWHALMIO aHTPaLUKANHOB C

UMKnobochaHOM K BbICOKOIMETOTEeHHOW xummnoTtepanum (BIXT).
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Kypcbl xumuomepanuu, npuMeHaemsle 8 2eMamos102uU C 8bICOKOU IMemo2eHHOCMbio:

e DHAP
e ESHAP
e |ICE

e ABVD

¢ CHOP npu BbICOKOM MHOMBUAYANbHOM PUCKE (3KEHCKUI NoJl, BO3pacT meHee 55 ner,
Mablii NPUEM anKoroif, TOWHOTa U pBOTa B aHaMHe3se)
Kypcbl xumuomepanuu, npumeHsemMble 8 2eMamoso2uu co cpedHeli smemozeHHocmbro 3+7 (ecnn

npumeHsAeTca naapybuumH nam gosa umtapabuHa npesbiwaeT 200 Mr/m2 B CyTKM
¢ HAM (BbicOKMe f03bl UMTApabUHa NAKOC aHTaPaLMKIINH)
e  beHpgamycTuH
e  Kypcbl ¢ mendanaHom
e AsaumtnauvH
e KnodopabuH
e KombuHauumm c KapmyctiHom (BCNU)

Tunbl TOWHOTbI U PBOTbI

Mo cpoKam M MexaHU3My pas3BUTMA BbIAENAIOT 3 OCHOBHbIX TWMAA TOLWHOTbI U PBOTHI,
BbI3BaHHOW LMUTOCTaTUKaMM: OCTPYIO, OTCPOYEHHYIO W YC/NOBHO-pedaeKkTopHyto (anticipatory —
NepeBoAAT TaKMKe KaK «NpeALlecTBYIOLYIO», «NPEeXAEBPEMEHHYIO», «PBOTY OMKMAAHUAY),

[LONONHUTENIBHO BbIAENAIOT HEKOHTpoAupyemyio (breakthrouth — «npopbiBHyto») 1 pedpakTepHyto.

Ocmpasa _psoma pa3BnBaAETCA B MNepsBbie 24 4 nocne XUMNoTepanmn, oTandaeTca BbICOKOW

WMHTEHCMBHOCTbIO, PEAKO COMPOBOMKAAETCA TOLLIHOTOMN.

OmcpoyeHHas psoma pa3BMBaETCA Ha 2-5 CyTKM Mocne Hayana xumumoTepanun, meHee

WHTEHCUBHA, 4YemM OCTpaA, U, KakK npaBnio, CONPOBOXAAETCA NOCTOAHHOM TOWHOTON. MexaHn3Mmbl
pPa3BUTUA OCTAlOTCA HeACHbIMU. Beaywaa ponb OTBOAUTCA CY6CTaHLI,VIM P, CepoTOHWH wumeeT

MeHbllee 3Ha4vYeHune.

YcnosHo-pedhaiekmopHas psoma NpeacTaBaseT coboi KNacCMYecKUn ycioBHbIN pednieke Ha

XMMMOTEPANUIO U/MAK CONYTCTBYIOLIME el MaHMNYAALMKN U OKPYHKatoLwyto obcTaHoBKY. PopmupyeTca
B TeX C/lyyasix, Kor4a npoTMBOOMYXO/1eBan Tepanusa CONPOBOMKAAETCA TOWHOTOM U pPBOTOW. PUCK ee
Pa3sBUTMA YBEANUYMBAETCA MPONOPLUMOHANBHO YMCAY NPOBEAEHHbIX KYPCOB U MOXKET COXPaHATLCA B
TeyeHne AAUTeNbHOrO BPEMEHM NOCAe OKOHUYaHUA XMMmnoTepanuu. Beayulyto poab B opMrUpoBaHMM
YC/0BHOro pediekca UrpaeT MHOTOAHEBHAA YMEPEHHAA UAKN TAXKeNasa TOWHOoTa. Jlyywnm meToaom
NPodUNAKTUKM YCNOBHO-PedEKTOPHON TOWHOTbLI M PBOTbI ABAAETCA afeKBaTHasA aHTUIMETUYECKas

3alnTa NaymneHTa yxe C nepBoro Kypca xmumumotTepanuu.

HexkoHmponupyemas (breakthrouth — «npopbigHas») mowHOMa U peomd Pas3BMBAETCA Ha

¢doHe afeKBaTHOM aHTM3IMETMYECKON NPOPUNAKTUKM 1 TpebyeT AOoMNOAHUTENIbHOM KOPPEKLUUMN.
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PecppakmepHas _peoma BO3HMKAeT Ha MNOCAEAYOLWMX UMKAAX XMMUOTepanuu npwu
He3pPEeKTUBHOCTM NPOTUBOPBOTHOM MPODUNAKTUKM M/WAKM MpenapaTos pesepsBa Ha npeablayLinx
Kypcax ne4yeHus.

MpoT1BOPBOTHLIE Npenaparbl

AHTaroHuctol  5-HT3-peuentopos  saBaAwoTcA  3OPEKTUBHbBIMM  AHTUIMETUKAMWU  ANA
NPoduUNaKTUKM OCTPOM TOWHOTbI M pBOTbl. [penapatbl 06134atOT HM3KOM TOKCMYHOCTbIO,
BK/lOYAlOWEN, [/1aBHbIM 06pa3om, ronoBHyto 60/b, 3anopbl, pexe HabawgalTca Auapes,
rON0BOKPYXKEHWNE, TUNO- AN TUNEPTEH3UA, NPEXOAALLEe HapylleHWe 3peHus, cnabocTb. B Poccum
3aperncTpupoBaHbl U yCNEeWHO MCMNOAb3ytoTCcA 4 npeacTaBuUTeNns AaHHOW rpynnbl: OHOAHCETPOH,
rPAHMUCETPOH, TPOMUCETPOH, MaJIOHOCETPOH. B KOHTponupyembix uccnenoBaHuax [ManoHOCeTpoH
MoKasan npeuMmyLlecTBo Hag agpyrumu 5HT3 aHTaroHuMctamu, ocobeHHO npu NpodUNaKTUKe
OTCPOYEHHOM TOWHOTbI U PBOTHI.

B cBA3K C Tem, YTO aHTaroHUCTbl 5-HT3-peLenTopoB UMEKT Pas/IMUHbI MeTabo/IM3M B MEYEHH,
Yy pAga naumMeHTOB C TaK HasblBaeMbiM CBepXObiCTpbiIM MeTabosnyeckum ¢GeHOTUNOM MOXKET
Habn[aTbCcA YCKOPEHHOE BbiBeAEHME TPOMUCETPOHA M3 OPraHUM3Ma, a CnefoBaTeslbHO — Pas3BUTUE
HEKOHTPOAMPYyEMON WAN pedpaKkTepHOM pBOTbl. B AaHHOM cuTyaumm uenecoobpasHa cmeHa

dHTUIMETUKaA.

Kputepnem apPpeKTMBHOCTM NPOTUBOPBOTHOW TEPANMM ABAAETCA NOJSHOE OTCYTCTBUE (MOHBIN
KOHTPO/Ib) PBOTbI M TOLLHOTbI B TeYeHue 24 4 (nepuofd passmMTmA OCTPOIM PBOTbI) C MOMEHTa BBeAeHMUSA
NPOTMBOOMYXONEBbIX MPENapaTos.

B HacToswee Bpems pesy/bTaTbl NPOBEAEHHbIX CPABHUTE/IbHBIX WUCCAEL0BAHWUIA MO3BO/AIOT
pPEKOMEHA0BATb BHYTPMBEHHbIM MAM NepopanbHbiit npuem 5-HT3-aHTaroHuctoB 3a 30 MWH A0
BBEAEHWA LMTOCTAaTUKOB ANA MPOPUAAKTUKM TOWHOTbI M PBOTbI KaK MPM BbICOKOIMETOreHHOM
xumnoTtepanuu (BIXT), Tak 1 npu cpegHeameToreHHon xummnoTtepanum (CIXT).

Kopmukocmepoudbsi.

MexaHn3M MPOTMBOPBOTHOIO AENCTBUSA KOPTUKOCTEPOWAOB HEW3BECTEH, XOTA OHW AaBHO U
3¢ PEKTUBHO UCNONB3YIOTCA A1A NPODUNAKTUKM OCTPbIX U OTCPOYEHHbIX IMETUUECKUX PEAKLNN.

[JeKkcameTasoH He HasHayaloT [OMOJHUTENbHO MNpM NpoBedeHMUM pexkumoB XT, yiKe
copeprKalmx AeKcameTasoH. [eKkcamMeTasoH MPOTUMBOMOKA3aH Npu Tepanuu MHTEPAEUKUMHOM-2 U
nHTepdepoHamm.

AHmMa2o0HUCMbI HelipoKUHUHOBbIX peuernmopos-1 (NK1).

MepBbiMm npeacTaBUTENEM HOBOFO KJ/acca aHTUIMETMKOB, BHEAPEHHbIM B KAMHUYECKYHO
NPaKTUKY, ABNAETCA CeNeKTUBHbIN 6nokatop peuentopoB NK1 anpenuTaHT (3ameHa). Mpenapat
BbINycKaeTcs B GOpMe KeNaTUHOBbLIX Kancysa, BMopocTynHOCTb KOTOpPbIX cocTaBnseT 60—65%, He
3aBUCUT OT NpMEMa NULLM, MaKCUMabHasA KOHLLEHTPaUus B Naasme HabaogaeTcs yepes 4 4, nepuog,
nonysbiBegeHna —9-13 u.
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AnpenunTaHT, KaK 1 Apyrve npeacraBUTeNM 3TOrO K/lacca NpenapaTos, ABAAETCA YMEPEHHbIM
nHrmbutopom wun wnHayktopom CYP3A4, 4yTo Heob6Xx0AMMO YyuMTbIBaTb MpU  OAHOBPEMEHHOM
MCNONb30BaHMM NpenapatoB, MeTabo/M3NPYIOLLNXCA 3TOKN e cucTemol (Hanpumep, anpenutaHTt
CHUXKaeT 3¢OGPEeKTUBHOCTb TOPMOHANbHbIX KOHTPAaUEenTMBOB, B CBA3M C 4Yem Heobxoanmo
MCNONb30BaHME aNbTEPHATMBHbIX METOAO0B KOHTpauenuun). ANpenuTaHT NPaKTUYECKN He BAUAET Ha
$GapMaKOKMHETUKY 5-HT3-aHTaroHMcToB, HO MOBbIWAET KOHLUEHTPALMIO KOPTUKOCTepouaos. B
KOMBMHaLMM C anpenuMTaHTOM [03a AEeKCaMeTa3oHa A0/KHA ObiTb CHUMXKeHa NPUbAM3MTeNbHO Ha
50%.

Mpu Ha3HayeHUW anpenuTaHTa/dpocanpenuntaHTa y NaLMEHTOB, MOPYYaOWMX aHTUBUTAMMHDBI K
(sapdapuH) HeobxoAMMO AOMNONHUTENBHO, A0 2 pa3 B HeAenn, KOHTPOo/MpoBaTb yposeHb MHO
(merxkayHapogHoro HOPMA/ZIM30BAHHOIO OTHOLEHMS) B cBA3n c BINAHNEM
anpenuTaHTa/docanpennTaHTa Ha aKTUBHOCTb LIUTOXPOMOB.

AnpenutaHT HasHauyaeTca B go3e 125 mr B 1-i AgeHb 3a 1 4 A0 BBEAEHUA LUUTOCTATUKOB (B
CoYeTaHMM € aHTaroHUctom 5-HT3-peuenTopoB U gekcameTasoHoM) u B Ao3e 80 mr Bo 2 U 3-i1 AHU
unkna BIXT.

brnokamopbl peuenmopos 00namuHa.

MoapasaenatoTca Ha 3amelleHHble 6eH3ammnabl (meToknonpamua, utonpua), GpeHoTUasUHbI
(xnopnpomasuH, WMAM aMWHa3MH, MNPOMETAa3nH, MeTonemasuH), byTupodeHoHbl (gponepuaon,
ranonepuaon).

BeHzamuabl MCMNONL3YIOTCA KaK aHTUIMETMKM MNpPWU OTCPOYEHHOM TOWHOTE, PBOTE U Kak
npenapaTtbl pe3epsa AN KyNMPOBaHMUA HEKOHTPOIMPYEMOM U pedpaKTepHOM pPBOTLI.

BeH3oamMasenuHbl (guasenam, nopasenam, anbnpasosnam) UCNOJb3YOTCA B KOMBUHUPOBAHHbIX
peXKMmax O/1a yCuaeHuUa NPOoTUBOPBOTHOMO 3ddeKTa ApYrux npenapatos, NPOOUNAKTUKM YCIOBHO-
pedneKkTopHOlM pBOTbI 6/Marogaps MX CeAaTMBHbIM UM aHKCUMOJIMTUYECKMM CBOMCTBAM, a TaKXe B
KOMMJIEKCHOM Tepanum HEKOHTPOMPYEMOWN U pedpaKTepHOM PBOTLI.

MpWHUMNbI COBpeMeHHO NPOTUBOPBOTHOM Tepanuu

e 06sa3aTeNbHOCTb NPOBEAEHUNS, HAUMHAA C NEPBOr0 Kypca XMMMOTEpanuu.

e BBepeHWe aHTMIMETMKOB [0 Ha4Yana BBEAEHWUA NePBOro LUUTOCTATHKA.

¢ [lpumeHeHune Hanbonee spPeKTUBHDLIX CTAHAAPTHbLIX MPOTUBOPBOTHLIX KOMBUHALMN.

e [lpumeHeHMe KaXKa0ro aHTUSMETUKA, BXOAALLErO B KOMOMHALMIO, B a,eKBATHbIX 403aX.

e CobntogeHve afeKBaTHON NPOAO/IKUTENBHOCTU MPOTUBOPBOTHOM Tepanuu.

e CobnogeHne HeobxoaUMbIX gns coxpaHeHUs 3GEKTUBHON KOHLEHTpPALMU UHTEpPBAOB
MeXAy NPUeMamm aHTUSMETUKOB.

PeXXumbl NPOPUNAKTUKM U TEPaNUM IMETUYECKMX peaKkuuii Y 60NbHbIX, NOAYYAOWMUX XUMUO- U
Ny4yeByIo NPOTUBOOMYXONEBYIO TEPaANUIO

Mpodunakmuka ocmpoli U omcpo4YeHHOU MOoWHOMbI U __p80oMbl Mpu 8bICOKOIMEMO2eHHOU

00HOOHesHoU xumuomepanuu
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B HacToswee Bpems Hanbonee 3ddEeKTUBHON aHTUIMETUYECKOM KOMOMHauumen sBasetcs

KOMbBMHaLMA NPOTUMBOPBOTHbLIX MpenapaTos, BKAlYalowasa aHTaroHuct NK1-peuentopos +

aHTaroHUCT peLenTopoB cepoToHMHa (5-HT3) + aekcameTtasoH. [obasneHne 6eH30amna3ennHoOB U
6nokaTopoB H2-peuentopoB ructammHa WAM UMHIMBUTOPOB MPOTOHHOW MNOMMblI MPOBOAUTCA NO
NMOKa3aHMAM Ha YCMOTPEHME nevallero Bpayda (cm. Taban. 2)

Tabnuua 2.

npOd)MIIaKTVIKa PBOTbI U TOWWHOTbI NpU O,D,HO,D,HEBHOVI BbICOKO3METOreHHOoM XMmmnoTepanumn

pynna MNpenapart JeHb 1 JeHb 2 [eHb 3 JeHb 4
Bnokatopbl NK1- AnpenuTtaHT 125 mr BHYTpb 1 80 mr 80 mr -
peuenTopos pa3 B AeHb 3a BHYTpb 1 BHYTpb 1
nnm 60 muH go XT pas yTpom | pas yTpom
150 mr /8 - - -—-
docanpenntaHT KanenbHo
(oaHOKpaTHO)
3a 30 MUHYT 8o
XMMUHoTepanmm
[ntoKOKOpTUKOUNA, JeKkcameTasoH 12 mr 8 mr 8 mr 8 mr
BHYTpPMBEHHO 1 BHYTpb 1 BHYTpb 1 BHYTpb 1
pas 3a 30-60 pa3 B AeHb | pa3 B AeHb | pa3 B AeHb
MUHYT ao XT *BAeHb 5
bnokatop 5-HT3- OHpaHCceTpoH 8 mr 8/8 unn 8-16mr* BHyTpb 33 30-60 mmHYT go XT
peLenTopos paHnceTpoH 1-3 mr /B nam 2 mr BHyTpb 3a 30-60 MUHYT Ao XT
TponuceTpoH 5 mr /B unn BHyTpb 3a 30-60 MUHYT a0 XT
ManoHoceTpoH 0.25 mr 8/8 nam 0.5 mr BHyTpb 32 30-60 MmUHYT ao XT
+ Jlopesanam 0,5-2,0 mr BHYTPb UM BHYTPUBEHHO Kaxkable 4—6 u
6eH304uasennHbl

+ H2-610KaTopbl AN UHIMBUTOPBLI MPOTOHHOM NOMIMbI

* PeKoMeHA0BaHHOM 40301 OHAaHCEeTPOHA NaLUMEHTOB MoJioXe 60 NeT ABNAETCA 8 MI BHYTPUBEHHO
1 16 mr nepopanbHO (B KOHTPOIMPYEMbIX UCCAeA0BaHUAX 8 Mr N/0 X 2 pa3a B CyTKK). Y nauMeHToB
cTapue 60 fneT pekomeHA0BaHHasA A03a OHAAHCETPOHA 8 Mr BHYTPUBEHHO U 8 Mr nepopasibHo

npu__cpedHeamemo2eHHol

[podpunakmuKka _ocmpoli U __0mcpPoYeHHOU _mouiHomel _U__p8omel

00HOOHesHoU xumuomepanuu

npOd)M}'laKTVIKa TOWHOTbI W pPBOTHI, BO3HMKaIOLLI,el\;1 npu nposeaeHNMnn Xmmmnotepanumn

npenapatammM Co CpegHMM SMeTOreHHbiM noTeHuhanom, AOONXKHaA HaA4YMHATbCA A0 Ha4dana

XMMMUOTEPaNUKN U NPOBOAMTLCA HE MeHee 3 AHell noc/ie NpoBeaeHUA XumuoTtepanum (Tabn.3).

MpY MCNONb30BaHWM KOMBMHALMM Ha OCHOBE aHTPAUMKIAMHOB W UMKNodpochaHa gna
NpeaoTBPALLEHUS OCTPOM U OTNIOXKEHHOM PBOTbLI A0/XKHA ObITb MCMO/Ib30BaHa TepPanus, BKOYaKOLas
aHTaroHucT NK1-peuentopoB + aHTaroHUCT peLenTopoB CepoToHMHA (5-HT3) + aeKkcameTasoH Kak
NPy BbICOKOSIMETOreHHON xumuoTepanuu (Tabn. 2). NMpn HEKOTOPbIX CPeAHEIMETOrEHHbIX PerKMmax
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(BEP — 61€0MMUMH, 3TONO3UA, LUCNAATUH U PEKMMbI BKAOYatOWMe KapbonnaTtuH) pekomeHa0BaHO
Ha3HayeHue anpenuTaHTa/docanpenmTaHta B  KOombMHaumm ¢ 5-HT3  aHTaroHuctom #
[eKcaMeTasoHOM Mpu NPodUIaKTMKe OCTPON TOLWHOTbI M PBOTbI M anpenuTaHTa/docanpennTaHTa
npu NpodUNaKTUKE OTCPOYEHHOMN TOLWHOTbI U PBOTLI (TabA. 2).

Tabnuua 3.
MpodunakTUKa pBOTbI U TOLUHOTbI NPU CpeAHEe3IMeTOreHHOW 0AHOAHEBHOW XMMMUOTepanum

pynna MNpenapart JeHb 1 JeHb 2 [eHb 3

[ntokokopTMKOUNA, JekcameTtasoH 8-12 mr BHYTPMBEHHO 8 Mr BHYTpb 8 Mr BHYTpb
nnn BHyTpbL 3a 30-60

MUHYT 80 XT
bnokatop 5-HT3- OHpaHceTpoH 8 mr /B unn 8-16mr* BHyTpb 33 30-60 MMHYT Ao XT
peuentopos paHnceTpoH 1 mr /8B nam 2 mr BHyTpb 33 30-60 MUHYT A0 XT
TponuceTpoH 5 mr 8/8 nau BHyTpb 3a 30-60 muHyT go XT
ManoHoceTpoH 0.25 mr 8/8 nnm 0.5 mr BHyTpb 33 30-60 muHyT g0 XT
* Jlopesanam 0,5-2,0 mr BHYTPb U1 BHYTPMUBEHHO KarxKkable 4—6 y

6EH3OAMa3eI'IMHbI

+ H2-610KaTopbl AN MHIMBUTOPLI MPOTOHHOM NOMIMbI

* PeKoMeHA0BaHHOM 030/ OHAAHCETPOHA NaLMeHTOB MoaoXe 60 neT ABnseTca 8 Mr BHYTPUBEHHO
1 16 Mr nepopanbHo (B KOHTPOIMPYEMbIX UCCNEeA0BaHUAX 8 Mr /0 X 2 pa3a B CyTKM). Y maumneHTos
cTapuwe 60 neT peKomeHA0BaHHAA A03a OHAAHCETPOHA 8 MI BHYTPUBEHHO M 8 MI NepopaibHO

[podpunakmuka ocmpoll U _omcpoYeHHOl MmOowHOmMbl U __peomsl rpu HU3KOIMemo2eHHOU

00HOOHesHoU xumuomepanuu

e JlekcameTasoH 8 mMr BHYTPb UAW BHYTPUBEHHO B AeHb 1.

Unn:

e  5-HT3-6/110KaTOpP BHYTPb, B CBEYAX UM BHYTPMBEHHO OAHOKpPaTHO 33 30—60 muH ao XT.
Unn:

e Metoknonpamung 10—-40 mr BHYTPb AN BHYTpMBEHHO 3a 30—60 munH go XT.

[podhunaKmMuKa mowHOMsI U p8omsi Npu MUHUMGAAbHO 3Memo2eHHolU 00HOOHEe8HOU

xumuomepanuu

MNpodurnakTnka He TpebyeTcs.

[podhunakmMuka MmMouwHomMsbl U _peomsl _Mpu MHO200HEBHOU Xxumuomepanuu C 8bICOKUM PUCKOM

IMemoeeHHocmu

Y NauMeHTOB, MONYYAOLWMX MHOTOAHEBHYIO XMMWMOTEPANUIO, TPaHMLLA MEXKAY OCTPOA W
OTCPOYEHHOM TOLIHOTOW M PBOTOM CTMPAETCA, NMEPEKPbIBAOTCA OCTPbIM M OTCPOYEHHbLIA Nepuoasbl,
npv 3TOM MMEET 3HayeHMe KaK HAMBUAYA/IbHAA SMETOreHHOCTb LMTOCTAaTUKOB, Tak M UX COYETaHWA.
PUCK pasBUTUA OTCPOYEHHbBIX IMETUYECKMX PEAKLMIM 3aBUCUT KaK OT IMETOreHHOCTU pPeXKMMa, TaK U
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OT 3METOreHHOro noTeHUMana nocreAHero BBEAEHHOro LMTOCTaTMKa. [loatomy npoduaakTuka
TOLIHOTbI M PBOTbI AOJI}KHA NPOBOANTLCA € 1-ro AHA unKna XT 1 elwe B TedeHne 2—3 aHel nocse ee
OKOHYaHMA. AHTMOMETMKM Ha3HA4YalOT eXegHEeBHO Ha OCHOBE 3METOreHHoro noTeHumana
LUMTOCTAaTUKOB, BBOAMMbBIX B TOT WM MWHOM AeHb. Bbl6Op NPOTUBOPBOTHON KOMOMHaLUK
OCYLLECTB/IAETCA Ha OCHOBE NpenapaTa, ob61aaatowero HanbonbLlen SMeTOreHHOCTbIHO.

e AHTaroHucT 5-HT3-peuentopoB Ao/mKeH 6biTb Ha3HayeH A0 NepPBOro BBEAEHMA cpeaHe-
MM BbICOKOIMETOreHHOoro npenapara.

e JleKcameTasoH Ao/KeH OblTb HasHayeH B 1-M geHb ANA cpefHe- U BbICOKOSMETOreHHbIX
npenapatoB BHYTPb WAW BHYTPMBEHHO, 3aTtem 2-3 AHA nocne OKoHyaHua XT.
JeKkcameTasoH He f06aBAAOT K perXMMam, YKe COAePKaLLMM AeKCaMeTas3oH.

e  AnpenuTaHT MoXKeT OblTb Ha3HaAYeH NpPU  BbICOKOIMETOFEHHONM MHOFOAHEBHOWM
XMMUOTEPANUKN C BBICOKMM PUCKOM Pa3BUTUA OTCPOYEHHOM TOLWHOTbI M PBOTbI B A03e 125
mr B aeHb 1 1 80 mr B gHKU 2-5.

Tepanusa HekoHmposaupyemol (breakthrough) mowHomesi U peomei

Mp BO3HMKHOBEHMM HEKOHTPOAMPYEMOM TOLWHOTbI M PBOTbl, HECMOTPA Ha MjaHoBoe
Ha3HayeHue CTaHAaPTHOW A/1A SMETOreHHOCTU AaHHOIO PEXMMa XMMMOTEPanUM aHTUIME TUYECKOW
CXeMbl, Heobxoanmo:

1. WCKAYMTb NPUYMHBI, He CBA3aHHbIE C HEMOCPEACTBEHHbIM Ha3HaYeHNEeM LMTOCTAaTUKOB:
e 06CTPYKUMA MM Nape3 (BUHKPUCTUH) KULLEYHUKA;
® MeTacTasbl B FOJIOBHOMN MO3T;
®  runepKanbLMemMus, rTMNOHATPUEMUA, TUNEPTANKEMUS;
® ypemus;
® Ha3Ha4yeHue OMNuaTos;

e ncuxodpusmnonormyeckme (pBoTa OXKUAAHUSA).

B cnyyae MX MCKAOYEHMA nepeBecTM NaumeHTa Ha cxemy npoduNakTUKM gns bonee
BbICOKOIMETOFeHHOro NOTeHLMaNa: ¢ HU3KOIMETOTEHHOIO Ha CPeaHEe3IMETOreHHbIM U Co
CpenHesMeToreHHOro Ha BbICOKO3SMETOTreHHbIN.

2. Tpy BO3HUKHOBEHWUW HEKOHTPO/IMPYEMOM TOWHOTbI U PBOTbI HAa (GOHEe CTAaHOAPTHbIX
NPOTUBOPBOTHBLIX CXeM (6e3 WUCNo/Nb30BaHWA  anpenuTaHTa) Heobxoaumo  npu
nocnenyloLmxX Kypcax BBECTU B MPOTUBOPBOTHBIN PeXUM anpenuTaHT.

3. [pu BO3HMKHOBEHUU HEKOHTPOJIMPYEMOWM TOLIHOTbI U PBOTbI Ha $OHE 3-KOMMOHEHTHOM
NPOTUBOPBOTHOM CXEMbI CTAaHAAPTHOrO NoaxoAa HeT. MoXHO:

a) [HobaBuTb K Ha3HAYEHHOMY PEXMMY OAMH M3 MPEenapaToB MHOMO Knacca U3
pe3epBHOro CNucKa:
=  H6eH30aMnazenuHbl (nopasenam no 0,5-2 mr Kaxable 4—6 u);
= D2-6nokaTtopbl (MeToknonpamua no 20 Mr Kaxkaplie 6 u);
= ¢$eHOoTHa3uHbl (aM1Ha3KUH 25 Mr X 4 pa3a B CYyTKU);
=  6yTMpodeHoHbl (ranonepmnaon 1-2 mr kaxable 4—6 4).
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b) 3ameHuWTb HasHauyeHHbI 5-HT3-610KaTop ApYrMM NpencTaBUTeNeM SAHHOMO Kaacca
npenaparos:
= OHAAHCETPOH 24 Mr BHYTPb UAU BHYTPUBEHHO B AEHb;
" [PaHUCETPOH 2 MI BHYTPb UAN 1 Mr BHYTPUBEHHO B AEHb.
¢) HasHayaTb QHTMIMETMKM CTPOro NO Yacam, a He MPU NOSBAEHUM TOLIHOTbI WK
pBOTbI.
d) MpepnoytnTEeNbHLIM ABAAETCA NapeHTepanbHbIM NyTb BBEAEHMA Npenapatos Mbo B
peKTasibHbIX CBEYaXx.
e) TwuapaTaums, KOPPEKLMA SNEKTPOIUTOB.
f) MNpwu ancnencum nob6asntb H2-610KaTOPbI UM BAOKATOPbI MPOTOHHOM NOMIMbI.
4. Ecnv TowHOTa/pBOTA KOHTPOAMPYETCA — NPOAO/IKATL TePanuIo, ECIN HE KOHTPOAMNpPYeTCA
— NPOAHaNM3MpPOBaTb 403bl NPENapaToB M HAa3HaYNUTb APYryH0 KOMOUHAUMIO NpenapaTos.

MpodunakTnka ycnoBHo-pedpIeKTOPHOM PBOTDI
1. TMNpumeHeHWe oNTUMaNbHOM NPOPUAAKTUKM TOLWHOTLI U PBOTbI NPU KaXKAOM LmKae XT.
2. JNlopasenam no 0,5-2 mr Ha HOYb HaKaHyHe 1 yTPOM nepes XMMUoTepPannen.
3. [lcuxoTepanua, rMNHO3, akyNyHKTYypa, apT-Tepanus.

MpodurnakTMKa TOWHOTbI U PBOTbI, BO3HUKalOLWel NPY NpoBeAEHUN Iy4eBOW Tepanum

1. BbicoKoamemozeHHasa lydeBana  TepanuA (TOTaJ'IbHOe o6nyqume BCero Tena, TOTa/IbHOE

0bnyyeHne numeoysnos)
a. AHTaroHucTbl 5-HT3 peuenTtopos:
° OHpaHceTpoH 16-24 mr BHYTPb WAM BHYTPMBEHHO W/AN BHYTPUMbBIWEYHO WU
pekTanbHo. /Inbo:
. lPaHUCETPOH 2 Mr BHYTPb UAK 1—-3 Mr BHYTPMBEHHO AW BHYTPUMbILLEYHO. JInbo:
. TponUCeTPOH 5 M BHYTPb UM BHYTPUBEHHO WA BHYTPUMbILLEYHO.
b. [dekcameTasoH 4 Mr BHYTPb UM BHYTPUBEHHO WA BHYTPUMBbILLEYHO
Mpenapatbl npumeHstoT 3a 30—60 MuH 10 06ydYeHnA
2. CpedHeamemozeHHAs nyyeBas Tepanua (Ha obnacTb BepxHeW 4acTu XKMBOTA, BEPXHEW 4acTu

Tynosuuia, HBI)
a. AHTaroHucTbl 5-HT3 peuenTtopos:
o OHpaHceTpoH 16-24 mr BHYTPb WAM BHYTPMBEHHO W/N BHYTPUMbBIWEYHO WU
peKkTanbHo. /Inbo:
o lPaHMUCETPOH 2 MF BHYTPb UK 1—3 Mr BHYTPUBEHHO MU BHYTPUMbILEYHO. JInbo:
. TponuceTpoH 5 mr BHYTPb AU BHYTPUBEHHO WU BHYTPUMbILIEYHO.
b. [lekcameTa3oH 4 mMr BHYTPb UAN BHYTPUBEHHO UAN BHYTPUMbILLEYHO.
Mpenapatbl npumeHsaoT 3a 30—60 MUH A0 061yyeHus.

3. Hu3koamemozeHHasA (o6nyqume ro/1I0BHOro Mmo3ra, KpaHMocCrnmnHasibHoe, obnacti ronosbl — wen,

HWXKHEW YacTu rpyaHON KNEeTKW, Tasa) U MUHUMAIbHO 3MeTOoreHHas (061acT MOIOYHBIX Keses,
KOHeYyHoCTel) /iyyeBas TepanusA. Y AaHHOW rpynnbl NMauveHTOB NpoBeAeHUs NPodUNaKTUKK
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TOLWHOTbI U PBOTbI He TpebyeTca. B cayyae ecnm OHM HAaYMHAOT UCMbITbIBATb YYBCTBO TOLLUHOTbI U
PBOTbI, MOXHO Ha3HaYnTb:

a. OHAaHCeTpOH 16 Mr BHYTPb UKW BHYTPUBEHHO MW BHYTPUMbILLIEYHO UM peKTaabHO. JInbo:
b. T'paHUCETPOH 2 MI BHYTPb AN 1—3 MF BHYTPMUBEHHO UM BHYTPUMbILIEYHO. JInbo:

c. TponuceTpoH 5 Mr BHYTpb AN BHYTPUBEHHO NN BHYTPUMBbILLEYHO.

Mpenapatbl npumeHstoT 3a 30—60 MUH 40 061yYeHuUs.

Xumuotepanusa + nyyesas Tepanus.

Mpn nposefeHMM Ny4eBOro BO3LENCTBMA Ha POHE XMMMOTEPANUU CXemMa aHTUIMETUYECKOM
NPodUNAKTUKM PEKOMEHAYETC MO MaKCMMalbHO 3METOreHHOMY BO34eNCTBMIO (MO 30He Jly4YeBoW
HarpysKku uam no UMTOCTATUKY), HO MOXKET BbITb NOAHATA Ha OAHY CTyNeHb NPW Hannuumu 3 unmn bonee
$aKTOPOB PUCKa (FKEHCKUI NOA, Masbllii MPUEM aNKOrons, CTPax nepes NedeHmem, BO3pacT MOJIONKeE
55 neT v TOWHOTa 1 pBOTa B aHaMHe3e).

MpodurnakTKa BeHO3HbIX TPOMO03IM60ANUYECKUX OCIOXKHEHUN NpYU
numdonponudepatuBHbiXx 3abonesaHunax

O6wue nonoxxeHus

BeHo3Hble Tpomboambonnueckme ocnoxHeHua — BT30 (Tpombo3bl rnyb6okux BeH, TIB wu
Tpomboambonusa nerodHol aptepuun, TIJIA) BXOAAT B YMUC/IO HamboNee YacTblX OCAOMKHEHWUM
3/10Ka4ecTBeHHoro npouecca. Mo pasnnyHbiM AaHHbIM, YacToTa BTIO y 601bHbIX HEXOAMKKUHCKUMU
nmmébomamm MoXKeT gocturatbh 6,5%, y 60nbHbIX anmdpomont XoarKknHa — 4,7%. B 6onblumHCTBE
cnyyaeB BT30 pa3BmBaeTcs Npu arpeccMBHOM TeYeHMM 3aboNeBaHus, a TaKKe Npu XMmuoTepanuu
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unm nocne Hee. Hanbonee yacto BTIO passumBatoTcs Ha $oHe nepsuyHbIX AmMmeom LUHC (59,5%), a

TaK)Ke Npu NepBUYHOM MeaMacTUHaAbHON B-kneTouHon nnmoome.

MPUYMHAMM  TEMOCTa3MO/IOTMYECKUX  HApPYyLWEeHMIA B OHKOremartosiorMmM  ABAAOTCA
rmnepaKcnpeccus TKaHeBOro ¢akTopa, 3HAOTEIMO3, MMKPOYACTMLbI, CNeuuduUeckuii MHTMbUTop
daKTopa Koarynsumu, Hecneunduyeckme MHIMOBUTOPbI KOaryisaumm, HapyweHUs MUKPOLIMPKYAALMK
M PEeosorMM KpoBM, Ny4YeBas M LMTOCTaTUYECKas Tepanus, NelKouMTo3, KaTeTepusauusa cocynos,
WHEKLUMM, BTOPUYHBIA  aHTUHOCHONMNUAHBIN  CUMHAPOM, PE3UCTeHTHOCTb ¢aKTopa V. K
aKTMBMPOBAHHOMY npoTenHy C, «CTaHAAPTHbIE» ANA HEXMPYPrUYECKMX MaumeHToB GaKTopbl PUCKa,
OMNyX0/1IEBbI MPOKOAry/AAHT, MOBbIWEHHAA KOHLLEHTPALMA KOMMIEKCOB TPOMBOLMTOB C OMYX0NEBbIMM

KNeTKaMy, Hel\/‘ITpOd)VIJ'IaMVI, MOHOUUTaMUN N NPOAHTUOreHHble ULMTOKUHbI.

O6wme noaxoabl K npodpunakruke BTI0 npu ammdpomax

O6uwme noaxoapl (MPUHLUMNLI) K NnpodunakTuke BTI0 y naumeHToB ¢ AMMpoOMamu:

1. y Kaxgoro 601bHOro A0JIKHA ObiTb OLLEHEHa CTerneHb puUcKa passButua BTI0; y 60/bHbLIX,
NONYYaloLWMX  JIEKAPCTBEHHYIO  MPOTUBOOMYXO/IEBYHO  Tepanuio  ciedyeT  y4YuTbiBaTb
AO0MNOJIHUTE NIbHbIE PaKTopbl pucka BTI0;

2. nNpodUNaKTUUYECKME MeponpuATUA ciedyeT NpoBoAUTb Y BCeX OO0/bHbIX, OTHOCALMXCA K
rpynnam pucka;

3. Mpodunaktnka BTIO sABnseTcA  KOMNAEKCOM  06A3aTeNbHbIX K  BbIMOJIHEHUIO
B3aMMOAOMNOHAOLLMX APYT APYra MeponpuUATUIA:

e obecrneyeHMe MaAKCMManibHO BO3MOMHOW aKTMBHOCTU MbILIL, HUXKHUX KOHEYHOCTew
NauMeHTOB, Haxo4AWMXCA Ha AUTENbHOM NOCTE/IbHOM PEXUME, MECTHbIe NpoLueaypbl,
yBennumBatolme 06 bEMHbIN NOTOK KPOBWU Yepes ryboKue BeHbl HUMKHUX KOHEUYHOCTEeM
(anacTnyeckan Komnpeccus HUKHUX KOHEeYHOCTeN, nepemeKatoLLancs
NHEBMOKOMMpeccus);

® MacCaX, aKTMBHblE M MNACCMBHble Harpy3kKM Ha BEpPXHUE KOHEYHOCTW, yaydllalouime
LMPKYNALMIO KPOBM B LENOM, CTUMYAUPYHOLIME aHTUTPOMOOTUYECKYIO aKTMBHOCTb
3HAOTEeNUsA; MeXaHWYeckume cnocobbl NPodUNAKTUKM (KOMMNPECCUOHHbIA TPUKOTaX,
nepemexKalolasncs MHeBMaTUYECKas KOMMPEeCCUsi, BEHO3HbIA Hacoc Aas  CTombl)
OLHO3HAYHO c/eayeT MPUMEHSATb MPU HaJIMYyMKM NPOTUBOMOKA3aHUIM K MCNOAb30BaHMUIO
aHTMKOAry/IfaHTOB;

e y DONbHbIX C KpalHe BbICOKMM pUCKOM BTI0 meaMKameHTO3Has M MexaHuYecKas
NPodUMNAKTUKA SO/IKHbI COYETATbCS;

e MpoBefleHME JIeKapCTBEHHOW TpombonpodunakTUKM NpsambiMU (MapeHTepasibHbIMU U
nepopanbHbIMKU) U HENPAMbIMU aHTUKOATYNIAHTAMMU;

® Ha/MyMe OCTPOro KPOBOTEYEHUA ABAAETCA abCOMOTHBIM NPOTUBOMOKAa3aHWemM K
Ha3HaYeHuto npenapaTtos aHTUKOAry/AHTHOrO, aHTUTPOMBOTUYECKOTO 7
aHTMarperaHTHOro AencTeus;
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e YCTAHOBKA KaBa-OuUAbTpPa B HUXKHEN MNON0K BeHe NpuM MNOBTOPHbLIX Tpomboambonuax
NIeroyHon aptepun Ha ¢GOHE MPUMEHEHUA adEeKBATHOW CXEMbl aHTUKOArynsHTHOM
JIeKapCTBEHHOMN NPOPUNAKTUKY;

® Yy MAUMEHTOB NOC/NEe ONEPaTUBHbIX BMELIATENLCTB - MAaKCMManbHasA M BO3MOXHO bonee
paHHel akTUBM3aLMSA, BKAKOYAA METOAbl MAaCCUBHOM HarpysKu.

4. pana BbINONHEHUs TpombonpodunakTUKM B ambynaTOpHbIX YC/AOBUAX f[03a MpenapaToB
OO0J/KHa 6bITb ycTaHOBNEHA (NogobpaHa) Ha aTane CTauMOHapHOro JIeYEHUs; eYaluuii Bpay B
ambynaTopHbIX YCI0BUAX OO/KEH BbINOAHATL NPEANUCAaHNSA CTaLMOoHapa no npoduiakTuke;

5. npoBoauTb NPOPUNAKTUKY credyeT A0 TeX Nop, NOKa COXPaHAETCA BbICOKUIA PUCK pasBUTUA
Tpomboambonum (noka coxpaHsoTca  daktopbl pucka BT30 u  oTcyTCcTBYIOT
NPOTMBOMNOKa3aHuA, T.e. AUTENbHOCTb NPODUNAKTUKM AOCTUIAaTb MHOFMX MECALLEB U AarKe
ner).

ANroputm CTaunMoHapHoii NpodpuNakTUKm

1. Cbop aHamHe3a u #an06, 8u3yanbHoe uccaedosaHue, nNanbnayus

2. OueHKka pucka passumusa BT30 u/unu peyudusos BT30 no wkanam Caprini_u Khorana u

Homoepamme Vienna.

B COOTBETCTBMM C HAUMOHA/bHbIM CTaHAAPTOM MO npoduNakTUKe TPomb0o3IMBONMYECKNX
CMHAPOMOB, B MPUMEHEHUM AHTMKOAryAAHTOB BO BPEMSA CTALUMOHAPHOIO JIeYEHUs HyXKAatoTCcA
nauuMeHTbl B Bo3pacTe cTapue 40 neT, a Takke nauneHTbl C OrpaHMYeHHON NOABUMKHOCTbIO. PYTUHHAA
NPodUNaKTUKA MeAUKAMEHTO3HbIMM CPeacTBamMu B Mpouecce MpPOTUBOONYXONEBOM Tepanuu He
pekomeHayeTcA. BmecTe ¢ Tem CyLLeCcTBYIOT CBUAETE/IbCTBA BbICOKOro pucka BT30, npu Hanmumm
KOTOpPbIX NpoduNaKTMKa LenecoobpasHa:
®  QKTMBHbI ONYXO/EBbIM NPOLLECC;
®  UCXOAHbIV TpOMboUNTO3 (>349><109/n [0 Hayana neyeHus);
®  1CMNONb30BAHME CTUMYIATOPOB 3PUTPONO333;

e remornobuH meHee 100 r/n;

e neiikoumnTos 6onee 11x10°/n;

e WHAEKC Macchl Tena 6onee 34 Kkr/m’;
e BT30 B aHamHe3e;

®  UHbEeKuus;

®  BbICOKMWIA ypoBeHb D-gumepa.

Ona  BblSBNEHUs nauuMeHToB, Tpebylowmx nposeaeHua npodunaktmkm BTI0, ans
CBOEBPEMEHHOMO  Ha3HA4YeHWsA nocnegHen W UHAMBMAYyaAuM3auum  npodunaktmkm  BTI0
pPEKOMEHAYETCA MCMONb30BAHME LLKaA OLEHKU pUcKa pa3sutua BTI0. [na 6onbHbIX ¢ Aiumbomamm
6e3 BT90 B aHamHese C Ue/ibio MHAMBUAYaNN3aLMK Tepanum n npodunaktmkm BTIO y KOHKpeTHOro
nauMeHTa Ha GoHe NPOBOAMMONM Tepanuu PeKoMeHAyeTCs NPOM3BOAUTL ABE OLEHKM, NOo LKajaam
Caprini u Khorana (pacyeT p1cka no obemm wKasam BO3MOKeEH B CeTU MHTepHeT). CoriacHo oueHKe

MO 3TUM WKaNam, 60/bLWMNHCTBO nauneHToB C nmmcbo:v\arv\m OTHOCATCA K rpynnam BbICOKOIo 1 KpaﬁHe



341

BbICOKOTO pucKa. [ns 60/bHbIX C AMmdpomamu ¢ anusogamu BTIO B aHamHese peKoMeHayeTcs
A0MNOMHUTEIbHO NPOU3BOAMTL OLEHKY Mo Homorpamme Vienna.

PekomeHayeTcA BbINONHATbL OUEHKY pucKa pa3sutna BTI0 u ux peunansBoB Ha MOMEHT
nepsoro obcnefoBaHMA NaLMeHTa, NOCAE KaXAoro Kypca XMMmoTepanum U He pexe 1 pasa B Tpu

mecAaua B Te4eHne nepnoda pemunccuu.

3. /labopamopHasa oueHKa COCMOAHUSA CUCMeMbl C8epMbIBAHUSA KPOB8U N0 MOKA3aMeam:

e TkaHeBoW daKTop;

o  (C-peakTuBHbI Benok;

e D-aumep (Hopma Ansa UcKAoUYeHns TpomboobpasosaHua — ao 500 Hr/mn B Bo3pacTe Ao 50 ner, B
JanbHenlwem Hopma onpeaensetca no ¢opmyne (Bospact x 10) Hr/mn; 6a30Bbiii ypoBeHb D-
AMMeEpPa NMpu OTCYTCTBUM TUMNEPKOaryIALmMmN A0/KeH cocTasnatb He 6oaee 300 HIr/ma B MO1040M
BO3pacTe, B NOXuaom — He 6onee 500Hr/M1; B Cayyae BbipaXkeHWa pesynbtaTa onpegenexHua D-
aumepa B eauHuuax HrdIE/mn nokasaTenu HOpPMbl YABaMBalOTCA; MOKasaTelb MMeeT
OTAE/IbHbIM Anana3oH HOPMaibHbIX 3HaYeHN Npu bepemeHHOCTH;

o  ®ubpuHoreH no Knayccy;

e  daKTtop Xa;

o  dakrop XIII;

e AKTUBHOCTb aHTUTpOMBMHa llI;

o  OubpUH-moHOMEp U/nan dparmeHTbl NPOTPOMBUHA 1+2;

e CooTHoweHue aKTuBHocTel tPA/PAI-1;

e  Konunyectso TpoM6OLUTOB;

e Arperauusa TpombounTOB B OTBET Ha MHAYKTOP AL®;

e [emornobuH, remaToKpuT;

e KoHueHTpauusa Ca™;

o AYTB;

e [lpoTpomburHOBOE Bpems (BbipaxkeHue pesynbTata B Buae MHO)

MpY HanAMuYUKM TEXHUYECKOW BO3MOMKHOCTU KenaTeslbHO AOMNONAHATb NabopaToOPHYO OLLEHKY
COCTOAHUA CUCTEMbI CBEPTbIBAHMA KPOBM OAHOBPEMEHHOM 3anucbio Tpombosnactorpamm - 6es
aKTMBATOpPa U C aKTMBATOPOM TKaHeBOoM daKTop.

OT160p NpobbI KPOBM KPOBM A1 UCCNEL0BAaHUA COCTOSIHUA CUCTEMbI FTEMOCTa3a MPOBOAMTCA
CTPOro HaTowWaK, 6e3 MCNoAb30BaHUA LWNPULA U C PACMyLLEHHbIM KIYTOM, Jlyylle MCro/b30BaTb
BaKyyMHble NPoBbMpKHM.

OnpeaeneHve npoTpombMHOBOro (TPOM6OMNACTUHOBOrO) BPEMEHM B KPOBM WAW Mnasme
NpoBOAMNTCA B C/lydae Tepanuum HenpsmMbiMU aHTUKOATyAAHTAMM C MCNONb30BAaHMEM METOAMKU CO
CTaH4APTU30BaHHbIM MO MHAEKCY YyBCTBUTENbHOCTM TpombonnactuHom. MpoTpombuHOBOE Bpems
(MB) cneayeT BbipaxkaTb B BUAE MeEXKAYHAaPOAHOTO HOpMaausyowero otHoweHusa (MHO).
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Bbicokunii ypoBeHb D-gumepa (mapkepa TpOMOUMHEMMM) CBUOETENbCTBYET O BO3MOXKHOM
BHYTPMCOCYANCTOM TPOMO006pPa3oBaHUM U peaKTUBHOM aKTuBaumm ¢pubpuHonmsa. [daHHbi TecT
MCNONb3YIOT B KOMMJIEKCE UCCNen0BaHMA ANA NOATBEPKAEHUA AMarHo3a Tpombosa rnyboKux BeH
HUMKHUX KOHEYHoCTel u Tpomboambonumm nerovHon aptepun. Mpu KoHueHTpauum [-ammepa Bbilwe
10p0208020 3HAYEHUS PEKOMEHAETCA BbINOJHUTb OLEHKY MPOXOANMOCTM BEH HUMKHUX KOHEYHOCTEN,
B T.4. METOAaMM yNbTPa3BYKOBOW gonnieporpadum u aynnekCHOro CKaHMPOBaHMS.

TakKe nauMeHTam, MMEeKLWMM B aHamMHe3e 3MM304 OCTPOro BEHO3HOro Tpombo3a wau
TPOMB03IMBONNIO NEFOYHOM apTepun, a TaKKe MpPU HaJMYMM CUMNTOMOB MOPAXKEHUSA BEH HUMKHUX
KOHEYHOCTEWN, PEeKOMEHAOBAHO BbINOJHEHME gonnaeporpadum UAM AYNAEeKCHOrO CKaHMPOBAHMA
(npegnouTUTENbHO) BEH AN5 ONpeaeneHUA COCTOSHUA BEHO3HOM CUCTEMbI HUMKHUX KOHEYHOCTEN, YTO
No3BO/IUT B Aa/ibHeMLWeM OLEHUTb AMHAMUMKY npouecca. Mpu oueHKe NPoXoguMOCTU BEH HUMKHUX
KOHeYHoCTeW  OYHKUMOHANbHble  Npobbl  6e3  NpUMMEHEeHMA  Yy/bTPa3BYKOBOW  TEXHWKM
ManonHPOPMaTUBHbI.

OnpegeneHve aKTMBHOCTM TPOMOOLMTOB C MOMOLLbIO arperaToMeTpuun, WMHOYLMPOBAHHOM
ALD, paeT MHGOPMALMIO KaK O CKIOHHOCTM K TPOMBO06PA30BaHMIO, TaK U O CHUMKEHUN aKTUBHOCTHU
TpomboumMTOB. [JOCTOBEPHLIMM PE3yabTaTbl ONTUYECKOW arperatomeTpum TPOMOOLMTOB SABAAOTCA
TO/IbKO B C/ly4ae MUX cofepskaHua He Huke 150 Tbic/MK/; NPy MeHbluemM coaepXaHum TpomboLmnToB
nccnenoBaHue GpyHKUMOHaNbHON aKTUBHOCTU TPOMBOLMTOB HEAOCTOBEPHO.

Mpn BbISBNEHUN MOBbLIWEHHON arperaumm TpombouuToB B oTBeT Ha AL KenaTenbHO
BbINOJIHEHME AONOJAHUTENBHOIO onpeaeneHna sP-cenektnHa, CD62 n CD63.

PekomeHayeTca BbinosHeHWe 1abopaToOPHOM OLEHKM COCTOAHMA CUCTEMbI CBEPTbIBAHWUA KPOBU
Ha MOMeHT nepeoro o6cneaoBaHNA NALMEHTa, NOC/AE KaXKAO0ro Kypca XMmuoTepanuu u He pexke 1

pa3a B TP mecAala B Te4eHne nepmnoaa pemmccuu.

4. AHmumpombomuyeckas npoguaaKkmukxa

3TanHOCTb 1 onpeaeneHue NPoAOCIKNTENbHOCTU aHTUTPOMBOTUYECKON NPODUNAKTUKN

AHTUTPOMbBOTHYECKan NpodUNaKTUKA NpeanonaraeT Tpy cTaguu:
®  Haya/bHaA — Ha CPOK [0 7 AHEeM - NoKasaHa BCeM NauueHTam;
®  AAUTeNbHaA — Ha CPOK A0 35 CYTOK - MOKa3aHa BCcem naumeHTam ¢ inmdpomamu;
® NpoA/sieHHan — 4UTEe/IbHOCTb ONpPeaeNfeTca HanYMem AercTBYOWMUX GAaKTOPOB PUCKA Pa3BUTUSA
BT20.

OnpegeneHne  NPOAOC/MKUTENBHOCTM  AHTUTPOMBOTMUYECKON  MPOPUAAKTUKM  OONKHO
NpoBOAWUTLCA Ha OCHOBAHMM OLEHKM COXpaHeHMs/MpeKpaweHsa AencTBua (GaKTopoB pMCKa
pa3BuTMA Tpombo3a. K Takum ¢aKTopam, B NepBylo oyepenpb, OTHOCATCA aKTMBHOCTb OCHOBHOTO
3aboneBaHMA (cTagma AMMPOMBbI), XMMWMO- M NydeBas Tepanus, OrpaHUYeHMEe MNOABUMKHOCTU
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naumeHTa, HanymMe y Hero BOCMa/IMTENbHOW aKTUBHOCTU UHQPEKLMOHHOTO MAM HeUHOEKUMOHHOro
reHesa, AbixaTe/IbHOM UAKN cepae4yHON HeJoCTaTOYHOCTH.

B cnyyae HeMmonHOro ycTpaHeHWUs NpPoBOUMPYOWMX Tpombo3 (aKkTopoB M COXpaHeHun
nauyeHTa B rpynne BbICOKOrO pucKa pasButua BT30, Heobxoaumo  NpogosiKeHue
aHTUTPOMBOTUYECKON NPOPUNAKTUKMN.

B cnyyae cHmeHua cteneHun pucka BT30 u nepexoga naumeHTa B rpynny ymepeHHoro uam
HMU3KOro pucka passutma BTI0, uenecoobpasHa npeaBapuTesibHas OUEHKa YPOBHA MapKepos
TpoMbUHEMMM U NPOAYKTOB MapakoaryiauMm B KPOBM Mepes NpekpaweHnem npuema
AHTUTPOMDOTUYECKUX nMpenapaToB, a Takxe cnycta 10-15 gHen nocne ux oTmeHbl. [ocne
npeKpaweHma NPUMEHEHNA aHTUKOAryasHTHOM NoAAepKKN y NaumneHTa ¢ iMMm¢pomol, B T.4. B CTaanu
pemMmnccMm  OCHOBHOro 3aboneBaHwWs, AWMHAMWUYECKMIA  KOHTPO/Ib  aKTUBHOCTM  Koaryaauuu
uenecoobpaseH Kaxable 3-6 MecsAueB C  Ue/lbl0  CBOEBPEMEHHOro  BO306OHOBAEHUSA
AHTUTPOMBOTMUYECKON NPOGUNAKTUKM B CAy4yae peumamBa  BbICOKOM aKTUBHOCTM  CUCTEMBI
CBEPTbIBAHUA KPOBW.

Bbibop cpeacTs U MeToA0B Ha HayaabHOM CTaAUU aHTUTPOMBOTHUYECKOM NPOPUNAKTUKMU

Ha HayanbHOW CTaauM aHTUTPOMGOTUUECKOW nNpPOoPUNAKTMKM npenapatamu Bblbopa
ABNAKOTCA HUSKOMOJIEKYNAPHbIE renapuHbl (HM).

Mpenapatbl HMI BBOAATCA MOAKOMKHO B NeYEOHbIX MAM nevebHo-NpoduIakTMYecknx ao3sax.
lNoaKoXKHOe BBeAeHWEe JIeKapCTB M PacTBOPOB OCYLLECTBAAIOT B COOTBETCTBUM C aArOPUTMOM

BBeEeHNA aHTUKOArynaHTOB.

[na 60nbHbIX C AMMPOMaMU, UMEIOLLMX YMEPEHHbIN MW BbICOKMI pUCK pa3BuTMa BTIO no
wkane Caprini u no wkane Khorana, npegnaraetca ncnosb3osaHve HMI B go3ax Cc yyeToM Macchbl
Tena naumeHTa (tabanua 1).

Tabnuua 1
O6bem BBOANMBIX 403 HMI B 3aBMCMMOCTM OT YPOBHSA pucka BT30
Macca Tena HagponapwvH Kanbuma | DHoKcanapuH HatpuA | JanbTenapuH Kanbuma
naumneHTa, Kr
YmepeHHbIt | <50
PUCK 50-90 0,3 mn exxegHeBHO 0,4 mn exxegHeEBHO 5 000 E[], exkeaHeBHO
>90




344

Bbicokuit <50 0,4 mn exxegHeEBHO 0,6 mn exxeagHeBHO* 5 000 E[] exkegHeBHO
puCK 50-90 0,8 mn exxegHeBHO* 7 500 E[], exxegHeBHO
0,6 mn exxegHeEBHO
>90 1 mn exxegHeBHO™* 10 000 E[, exkeaHeBHO
NeyebHan <50 172 ME/kr 1 pa3 B
O31POBKa 50-90 CYyTKU**
AosUP y 1 mr/Kr Kaxable 124 | 100 EA/Kr kaxkable 12 4
>90 nnn 86 EA/Kr kaxable
12y

* cyToYHan A03MPOBKA MOXKeT bbITb pasgesieHa Ha 2 npuema
** nna npumeHeHuns 1 pas B CyTKM MOKET MCMOb30BaThCA cneunanbHaa dopma HagponapuHa
Kanbuma

AaekBaTHOCTb noabopa pasosoit Ao3bl HMI nocne n/k BBeAeHUA BbIABNAETCA MO pe3y/ibTaTam
Tecta «OnpegeneHme aHTU-Xa akTUBHOCTU», KOTOpPas A0J1*KHA COOTBETCTBOBATL Yepes 3-4 y:
e npu neyebHo-npodunakTnyeckoi gose HMr -0,2-0,4 ME/mn nnasmbl,
e npu neyebHon gose HMI npu BBegeHum 2 p/cyt  — 0,5 — 1,0 ME/mn nnasmebl,

e npu neyebHol gose HMT npu BeeaeHumn 1 p/cyt  — 1,0 — 2,0 ME/mn nnasmbl.

MNoCKOMbKY MMKOBaA aHTU-Xa aKTUBHOCTb Yepes 4 yaca nocne NOAKOXKHOro seegeHma HMI y
OHKOIOrMYECKUX NALMEHTOB MPAKTUYECKU B 2 pasa HMXKe, YeM Yy aHaJIorMyHbIX MO BO3pacTy U Becy
naumneHToB 6e3 OHKOIOrMYeCcKoro 3abos1eBaHMsA, a TaKKe Yy4UTbIBAA CNOCOOHOCTb ONyX0EBbIX KNETOK
K NPOoAyKUMK renapmHasbl, UccnegoBaHme aHTU-Xa aktuBHocTM HMI y OHKONOrM4yecKnx naumeHTos
ONA OLLEHKN A0CTaTOYHOCTM aHTUTPOMBOTUYECKOM 3alMTbl CUMTAETCA NEPCNEKTUBHbLIM Npu nogbope
£03bl HMT y nauneHToB, OTHOCALLMXCA K FPynne BbICOKOro pucka passmutna BTI0 nam y naumneHTos ¢
Tpomb030M B aHamHese.

MOHUTOPUHF aHTU-Xa aKTUBHOCTM MOMKET OKa3aTbCA MOJIE3HbIM B C/lyYae peunavBUpYyoLEero
Tpombo3a, Ha QoHe npuema TepanesTMyeckux [03 HMI uman y naumMeHToB C NO4YevHOW
HeA0CTaTOYHOCTbIO.

OHKoNornyeckne naumeHTbl C HapylweHnem noyeyHon GyHKUMKM (KAMpeHc KpeaTuHuHa < 30
MA/MUH) noggepeHbl 6uoakkymynaumm HME u, Kak cneactsve, 6onee MOABEPMKEHbI PUCKY
Pa3sBUTMA remopparnyecknx OCNOMKHeHui. [laumeHTam C  HapyweHuem  QYHKUMM  NOYEK
pekomeHayeTcA KoppeKuus Ao3bl HMI 1 MOHUTOPUHT aHTU-Xa aKTUBHOCTY.

0N NauMeHToB C KAMHUYECKM 3HAYMMOW NOYEeYHOM HeA0CTaTOYHOCTbIO (KMPEHC KpeaTuHMHA
< 30 ma/muH) go3y HMT KoppeKkTUpyroT Takum ob6pa3om, 4Tobbl OHa COOTBETCTBOBA/IA YPOBHIO aHTU-
Xa < 0,4 ME 1 mn B nepuoa Ao cieayolein MHbeKLUH.

[0nAa BblABAEHMA BO3MOXHOro HakonsieHna HMI nocne HeCKONbKMX BBe,CI,EHMﬁ cneayetr
NpPOaHaNAnU3nNpPOBaTb AHTM-Xa aKTUBHOCTb yepes 4 yaca nocne TpeTbero BBegeHUA, ecniun HMTI
BBOAUTCA OBaX4bl B AEHb, U1N 4Yepe3 4 yaca nocne BTOPOro BBegeHmA, ecim npenapaTt sBoauTCA
O4VH pPa3 B CYTKU.
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Koppekuua posbl HMI y oHKOremaTonorMyeckux MauMeHTOB B CBA3U C BbICOKMM PUCKOM
KPOBOTEYEHMI MO MPUYMHE TPOMOOLMTONEHWUI 3aKAOYAETCA B ABYKPATHOM CHUMKEHMM A03bl NpU
ypoBHe TpombouuToB meHee 50 Tbic/MK/A; BpemeHHaa oTmeHa HMI - npu yposHe Tpomboumutos
meHee 20 Tbic/MKA.

Ha HavanbHOW cTagMm aHTUTPOMOBOTUYECKOW NPOPUAAKTUKM B KadyecTBe anbTepHaTUBbI
npumeHeHnto HMI BO3MOXHO paccmaTpuBatb He(dpPaKUMOHUPOBaAHHDbIM renapuH (HOr).
MoKasaHMAMM K ero npumeHeHuo Bmecto HMI MOXKHO oOnpenenvTb BbICOKUA PUCK Pa3BUTUA
KPOBOTEYEHMA Yy MauMeHTa, NaTo/IOfMI0 MNEeYEeHM W  No4vYeK, HeobxogMmOoCTb NpoBeaeHUs
HellpoaKcnanbHOM aHecTe3nn. B ocTanbHbIX caydaax npegnoyteHme cneayet otaasate HMI.

Mpodunaktnyeckaa gosa HPI cocrasnser 5000 E[l 2-3 pasa B cyTKM, NOAKOXKHO. Ha ¢oHe
npumeHeHuns HOI, B otanume ot HMI, Heobxoamm perynspHbiii (Kaxkaple 2-3 AHsS, HauuHas ¢ 4-14
OHA  MHDBEKUMI) KOHTPOJIb YPOBHSA TPOMOOUMTOB A/A WCKAOYEHMA TenapuUT-uHAYUMPOBAHHOWM
TpombounTONEHUN.

Mpn noakoxHom BBeaeHun HOPI KoHTponb AYTB He nposogutca; onpeaeneHve AYTB
HeobXxoAMMO NpPU BHYTPUBEHHOM BBeAeHMM fevebHbix 403 HPI, npy 3TOM OHO JONKHO YAJANHUTLCA
8 1,5-2,5 pa3a oT McxogHOro, B NPOTUBHOM caydae ao3a HOI KoppeKTupyeTcAa no CTaHZapTHOMY
anroputmy. KpoBb Ha uccnenoBaHue 3abupaetca yepes 2 4aca nocne eeegeHua HOI, aHanus
[0JIKeH BbITb BbINOJIHEH B NepBble 2 Yaca nocsie 3abopa Kposu.

Mpwn ncxogHOM TPOMBOUMTONEHUN HUXKE 50x10°/n npenapaTbl renapuMHa He Ha3HavatoTca. Mpu
CHUKEHUM UCXO4HO HOPMANbHOTO YPOBHS TPOMOOLMTOB BABOE MM MeHee 100x10°/n npenapatbl
renapuHa Hemea/1eHHO OTMEHSAIOT.

CnegyeT NOMHWUTb, YTO YacTb NALMEHTOB C IMMPOMAMMU MOMKET NPOABUTb PE3UCTEHTHOCTb K
Tepanuu npenapaTtamu renapuvHa, Hambonee 4acToM MPUYMHON KOTOPOM CTAHOBUTCA LedUUMT
aHTuTpombuHa Il (AT Ill) BcnegcTBue ero  yBeAMYEHHOro nNOTpebneHua, ANAUTENbHOCTU
renapuvHoTepanum 1 AencTBUA NeKapCTBEHHbIX MPenapaTos.

Ona  koppekumn  pedvumta AT Il BO3MOMHO  MUCMOAb30BaHME  TpaHchy3ui
CBeXXe3amopoKeHHoM nnasmbl (C3M) ¢ renapuHom U3 pacyeta 0,1 mn pacteopa renapuHa (500 EA)
Ha 100 mn C3M ¢ oueHKoM addeKTa No AaHHbIM 1abopPaTOPHOro Uccief0BaHNA, UAN NPUMEHEHME
KoHUeHTpaTa AT Il B go3e, paccuntbiBaemoi Kak: gosa AT Ill, ME = (100% - ypoBeHb akTMBHOCTU AT
Il naumeHTa, %) x macca Tena, Kr/ 2.

Ha HayanbHOW CTaauMM aHTUTPOMBOTUYECKOW NPOPUNAKTUKM NPU BbISBNEHUM Y BONBHOTO C
NMmomoit TpPoMBOLMTO3a U/MAN NOBbIWEHHbIX 3HaYeHWIA arperauumn TpombounToB B OoTBET Ha AP
BO3MOXHO PacCMOTpPeTb A0baB/ieHWe B CXeMy aHTUTPOMOOTUYECKON MPOPUNAKTUKM OFHOro u3
npenapaTtoB aHTMarperaHTHoro Aeikcteua. OpHaKo, CBMAETENbCTBA WX  NpodunakTUyeckom
3bPEKTUBHOCTM OrpaHMYeHbl U He CToNb ybeauTenbHbl, KaK Yy aHTUKOarynsHToB. Kpome Toro, ecTb
OCHOBaHMA nosaraTb, 4YTO aUETU/ICANMLMAOBAA KWUCAOTAa He MMeeT MNpPeMMyLecTs nepes
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aHTUKOoArynaHTammn B 6esonacHocTu. MosTomy, XOTA NPUMEHEHME aLLeTUACAANLMIOBOMN KUCNOTbI ANA
npodunakTkn BTI0 MoKeT 06CcyKaaThCA Yy 0TAebHbIX 60bHbIX, B 6ONbLINMHCTBE CAyYaeB cnenyet
npeanoYecTb aHTUKOAryAAHTLI.

Bblbop cpeacTB M MeToA0B HAa CTaAUU ASINTENbHOM aHTUTPOMBOTMYECKOMN NPOPUNAKTUKN.

Ha ctagum gantenbHon aHTUTpomMbBOTMYecKon npodunakTukm (Ao 35 cyToK) nmpenapatamm
Bbl6Opa ABNAIOTCA HU3KOMONEKYAsAPHble renapuHbl (HMF) B go3ax, nogobpaHHbIX MHAUBUAYANbHO

Ha HaYaNbHOM CTaAMM AHTUTPOMBOTUYECKOM NPODUNAKTUKMN.

Mpenapatbl HMI BBOAATCA MOAKOXHO B JieYebHbIX AN nevebHO-NPodUNaKTUYECKMX A03aX.
MNMogKoXKHOe BBeAEHWE NEKApCTB WM PACTBOPOB OCYLLECTBAAIOT B COOTBETCTBMW C aJrOPUTMOM
BBEAEHUS  aHTMKoarynsaHtoB. HasHayeHuMe npenapatoB HMI  Ha cragum  AnvTenbHOM
AHTUTPOMBOTMUYECKON MNPOPUNAKTUKM [OJIKHO YYUTbIBATb Ny4llyl0 MEPEHOCMMOCTb NauueHTamMu
MHDBbEKUMIM Kanbumesblx conen HMI.

Ha cragun panutenbHo aHTUTpomboTMuyeckol npodunaktMkm (oo 35 cyTok) B caydae
HEBO3MOXHOCTU A/IMTE/IbHOMO MPUMEHEHMA WHBEKUMA BO3MOXKEH nepeBos MaLMEHTOB C
napeHTepasbHbIX NpenapaTtoB Ha NepopasibHble aHTUTPOMOOTMUECKME CpeacTBa — aHTaroHUCTbI
BUTaMMUHa K; nam npamble MHIMBUTOPLI pakTopa Xa — ¢ uenbio nedeHna BTI0 1 npodunakTmkm mx
peunamnsos.

MepeBos NaLMEHTOB C NMapeHTepasbHbIX NPENapaToB Ha NepopasibHble aHTUTPoMbOTHYECKME
CpefCcTBa MOXET NPOU3BOAMUTBLCA MO CeAyoWemy aaropuTmy:
® JleyeHMne nepopasbHbIMMU aHTUKOArYyASSHTaMM A0/KHO ObITb HavaTo 3a 0-2 Yaca 40 c/ieaytowero
NAaHOBOrO BBEAEHWA NAapeHTepasIbHOro aHTUKOAryAAaHTa;
® 3amMeHa BBeAEHMA oO4vyepesHOW [03bl MapeHTepasbHOro npenapata nNpuemom  A03bl
nepopanbHOro aHTUKoarynaHta ana HMI u poHaanapuHyKca — yepes 24 yaca, ana HOI — yepes
8 uvacoB (gns puBapokcabaHa — npuvem nepopasbHoOM GOPMblI Cpasy nocae OTMEHbI
HedpaKLMOHMPOBAHHOTO renapuHa).

Anroputm npodUNAKTUKU HEMPAMbIMU aHTUKOArynaHTamu (aHTaroHuctbl ButamuHa K):
NPOGUNAKTUKY HENPAMbIMM  @aHTUKOAryaaHTaMy (aHTaroHncTamm BuTamuHa K, B 4acTHocTu
BapdpapuHOM) HaumHaloT Ha ¢GOHe npoJoAKaloWeEerocA BBeAeHUA renapuHos. OAHOBpeMeHHOoe
npUMeHeHWe NpenapaToB A0/IKHO NpoAo/KaTbes nog KoHTponem MHO (B npegenax ot 2,0 ao 3,0; vy
1L, cTaplue 65 NeT 1 Npu oHKoorMyeckon natonormn — ot 1,5 ao 1,8) u AYTB B TeueHue 4-5 gHell
0,0 OTMeHbI renapuHa.

B cnyyae HeobxoAMMOCTM MepeBoga MauMeHTa C MHbeKuuit HMI Ha A/ivTenbHbI npuem
BapdapuHa, pekomMeHAyeTcs B TeyeHue nepBbix 4-5 AHel npuema BapdapuHa MPOJOKATL
MHbeKunmn HMI B npodunakTMyeckon pfJose BO WU3beKaHMe TPOMOOTUYECKUX OCNOMKHEHUM
BC/NeACTBME YTHETEHUA aKTUBHOCTU NpoTerHa C aHTaroHUCTom BuTammHa K.
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[o3a BapdapuHa Koppurnpyetca no nokasatento MHO, B COOTBETCTBMM C MHCTPYKUMEN K
npenapary.

Tepanuio BapdpapMHOM pPeEKOMEHAYETCA HauYMHaTb C [A03, KOTopble B AafbHENLWeMm
npeAnonaratTCsa Kak nogaep:kmeatowme (cytouHas fosa 2,5-5 mr). Mpenapat cnegyeT NpMHUMATb
OAMH pa3 B AeHb B PUKCMPOBaHHOe BpemA nocse egpl. Mepes Havyanom Tepanum onpegenaiotr MHO.
MepBblt KOHTpoAb MHO cnegyet npoBoauTb Yepes 8-10 4 nocne Hadvana nNpuema npenapaTa. Ha
NPOTAXEHUN nepsBon Hepenu onpegeneHve MHO pekomeHAyeTcA NPOBOAMTL eeAHeBHO. B
AanbHenwem nabopaTopHbIA KOHTPOb NPOBOAAT PErYAAPHO Kaxable 4-8 Heaenb.

HauyanbHas go3a An1a NauMeHTOB, KOTOpble paHee He NMpumeHsauM BapdapuH, cocTasnseTt 5
mr/cyt (2 Tab.) B TeueHue nepsbix 4 gHen. Ha 5-i geHb nedveHuns onpegensetrca MHO u, B
COOTBETCTBMM C 3TUM MOKasaTesneMm, HasHayaeTcAa nogaep)kusalowaa gosa npenapaTta. O6blYHO
nogaepskusalolas Ao3a npenapara coctasaset 2,5-7,5 mr/cyt (1-3 Tab.).

Ona naumeHToB, KOTOpble paHee NMpUMMeHAAM BapdapwuH, PeKoMeHAyemas CcTapToBas A03a
COCTaB/IAET ABOMHYIO 403y U3BECTHOM NOAAEPKMBAIOLLENM A03bl MpenapaTa M Ha3HAYaeTCcs B TeYeHue
nepBbIX 2-X AHEN. 3aTeM Ie4eHne NPOAOJIKALOT C MOMOLLbIO M3BECTHOM NoAAEePKUBAIOLLEN A03bl. Ha
5-1 pgeHb nedvyeHnss npoBOAAT KOHTPosb MHO UM KoppeKuuio [03bl B COOTBETCTBMW C 3TUM

NOKa3saTenem.

Mepes Hayanom npumeHeHus BapdapuHa peKkomeHayeTca  papmaKoreHeTMyeckoe
nccnepoBaHve Ana BbiABAeHUA 0COBeHHOCTE BOCMPUMMUYMBOCTM NaLMeHTa K npenapary.

Y naumMeHTOB C BbICOKMM PUCKOM KpoBOTeyeHuli (3 U bonee H6annos no wkane HAS-BLED)
Haya/sbHaA fo03a BapdapuHa MoXKeT bbiTb BbibpaHa Ha OCHOBE pe3y/bTaToB papMaKOreHeTUYeCcKoro
TectTupoBaHua (reHotunupoBaHue no CYP2C9 m VKORC1) B COOTBETCTBUM C MHCTPYKUMEN MO
MeANUNHCKOMY NMPUMEHEHUIO.

Anroputm npoPUNaKTUKK NPAMbIMU MHIM6UTOpPamu ¢akTopa Xa npeanonaraer HasHavyeHue
puBapoKcabaHa B fo3e 15 mr 2 pasa B CyTKM BO Bpems enbl B nepsBble 3 Heaenu, 3atem
puBapoKcabaH HasHauyaeTcs B go3e 20 mr 1 pa3 B cyTKM BO Bpems egbl. [Jo3a puBapokcabaHa
[OJ/IKHbI OblTb CKOPPEKTMPOBaHa Y NALMEHTOB C HApPYLWEHHOMW BblAennTeNbHON GYHKUMEN MOYEK.
OcobeHHOCTN COCTOAHMUA M Tepanun NAUMEHTOB ¢ AMMbOMamMK npegnonaraloT MHANBMAYAAN3ALMIO
[03bl, nogbupaeMol Ha OCHOBe oOnpeaeneHns aHTU-¢G.Xa-aKTUBHOCTM C  UCMOJIb30BaHMEM
crneumanbHbIX KaIMBPaTOPOB U KOHTPONEN.

CnepyeT NOMHUTb, YTO TecTbl «NpPoTpoMbuHoBOoe Bpema» M AYTB He oTpaxKaloT UCTUHHOM
KOHUeHTpaunn n apdexkt HOAK.

B HacToALWee Bpema nccnenyetca BO3SMOXHOCTb Nepesoa NauMeHTOB C npMema nepopasibHbIX
AdHTUKOAry/ZIAHTOB K NapeHTepaibHOMY BBEAEHUNIO aHTUKOAryn1AHTOB NO cheayrowemy airopuTtmy:
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e ana paburaTpaHa 3TeKcusaTa UMAM puBapokcabaHa HeobxoAuMO BbIXKAATb 24 yaca Cc npuema
nocneaHen A03bl U BBECTU MNapeHTepasbHbIA aHTUKOAryNSHT;
e /15 anuMKcabaHa — BbKAATb 12 YacoB ¢ Npuema nocnegHen A03bl U BBECTM NAapPeHTepasibHbIN

AdHTUKOArynAaHT.

Bblbop cpeacTB M MEeToA0B Ha CTaAMUMU NPOANEHHON aHTUTPOMBOTUYECKOM NPODUNAKTUKM

PekomeHaaumn ACCP 2016 npeanaratoT MCNONb30BaTb HOBbIE NepopasibHble AaHTUKOArYNAHTbI
Y OHKOJIOTMYECKUX NaLMeHTOB B KayecTBe asbTepHaTMBbl HU3KOMOJIEKYNAPHOMY FrenapuHy B cay4yae
HEBO3MOXHOCTU ANIUTENBHOTO MPUMEHEHMA MHBEKUMI. KpoMe TOro, y OHKOMIOTMYECKMX NaLMEHTOB,
3aBepWwmBLUNX Kypc Tepanun HMI B TedyeHun 3-6 mecsues, B c/lydae HEOOXOAMMOCTU NPOASIEHHOMN
Tepanum MoryT pacCMaTpuBaTbCA HOBbIE NePOpPA/IbHbIE aHTUKOATYAAHTbI.

Ha paHHOM cTagumn TakkKe BO3MOXKEH MepeBof MaUMEHTOB C HenpAMbIX aHTMKOarynAaHTOB
(aHTaroHucTOB BMTaMMHa K, B 4acTHOCTM BapdapmHa) Ha Npsamble NepopasibHble aHTUKOAryAAHTbI MO
cnepyowemy anroputmy:
®  JleYyeHMne aHTaroHMcTamm suTammHa K (sapdapuH) HeoH6X0AMMO OTMEHUT;
®  OLEHMTb OCTaToYHbIN 3ddeKT aHTaroHucToB K (BapdapuHa), nytem KoHTpons MHO;
® JleYeHMe MNPSAMbIMU MEepPopasbHbIMU  aHTUKOAryaaHTaMM HeobxoAMmo HauvaTb, Korga MHO

coctaBut < 2,5.

Mpn coxpaHeHUM TakuMx aAKTOPOB PUCKA, KaK MMmMobuamMsauma, rHOMHas WHdeKumA,
AUTeNbHas KaTeTepmsaums LEeHTPaNbHbIX COCYA0B, XMMMOTEpanus, caxapHblii AMabeT, ocTatowasncs
3/10KayeCcTBeHHasa onyxonb, Tpomboduamm (Mcknodas aeduumT aHTUTpombuHa lll), uenecoobpasHo
NPOANTb aHTUKOAryNAHTHYIO NPOdUNAKTUKY. B aTOM ciydae AONONAHUTENbHBIM apryMeHTOM MOXKeT
CNYXUTb COXpPaAHEHWE TPOMBUHEMUM (BbICOKMIA YPOBEHb PaCTBOPUMbIX GUOPUHMOHOMEPHbIX
KOMnnekcoB n D-gumepa B KPOBM), a TaKkKe NpU3HAKM 3aMeasIeHNs KPOBOTOKA B MyBOKMX BeHax
HUMHUX  KOHEYHOCTEMW WAM  Tasa NpuM  Y/AbTPasBYKOBOM  UCCAeAoBaHUMM.  3aBeplueHue
NpoduNaKTUYECKOro Kypca NPOBOAUTCA MHAMBUAYA/IbHO C YYETOM AMHAMWMKKU GaKTOPOB pPUCKA U

TpoMbuHemuu.

MposioHraumMa NpPoBOAMTCA MPAMbIMKU (NapeHTepanbHble U OpasibHble) aHTUKOAry/lAHTamMmu B
YKa3aHHbIX Bbille A03ax IM60 HeNnpPAMbIMU aHTUKOAryIAHTaMM (AHTAaroOHUCTbl BUTaMUHa K).

Tabnuua 2
Bpems nocnegHero npuema HoBbIX NEPOPasbHbIX aHTUKOAryAHTOB Nepea NA1aHOBbIMU
XUPYPrMuyeckMMmn BMeLLaTeNbCTBaMM B 3aBUCUMOCTM OT GpYHKLMU NOYEK U PUCKa KPOBOTEUYEHUIA BO
Bpemsa onepauuu

DaburatpaHa aTekcunar AnuKcabaH PuBapoKcabaH

KnupeHc

KpeaTMHUHA Puck kpoBoTeuyeHnmn

Hunskuin Bbicokui Hun3Kkuin Bbicokui HunsKkumn Bbicokui
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>80 mn/muH 24y >48 4 >24 4 >48 4 >24y4 >48 4
50-80

2364 2724 224 4 248 y 224 4 248 y
MA/MUH
30-50

248 y >96 224 4 248 y 224 4 248 y
M/ MUH
15-30

MpoTneonokasaH 2364 248 y 2364 248 y

MA/MWH
<15 ma/muH | MpoTruBOMNOKasaH MNpoTnsonokasaH MpoTtnBonokasaH

Ecnn HeT cylecTBEHHOro pUCKa KPOBOTEYEHWNI N/UAN BO3MOMKEH afleKBaTHbIN MeCTHbI remocTas —
BbINOJIHATb BMELLATEbCTBO B Nepuoj Hanbonee HM3KOW KOHLLEHTPaLUK NpenapaTa B KPoBK (Yepes
12-24 4 nocne npvema nocneaHen A03bl)

5. dnacmuyeckan KoMnpeccus HUXHUX KoHeYHocmel, Apyrue cpeacTsa KOMMNPECCUMOHHOMN Tepanunn u

neyebHasa GU3KyIbTypa NPUMEHAIOTCA B 3aBUCUMOCTM OT TAXKECTN COCTOAHMA.

6. [lokaszaHuem 0458 NOCMAHOBKU B8EHO3HO20 hunbmpa SBASAETCA Head)dDEKTVIBHOCTb nnn

HEBO3MOXHOCTb NPOBEAEHMA aHTUKOAryAHTHOM Tepanuun y 60abHbIX ¢ TpoMbBo3amu rNyBoKUX BeH

HUXHUX KOHEYHOCTEN B cieayoLLnX cay4vasx (YpoBeHb AoKa3aHHOCTU 3ddeKTnuBHOCTH B):

e peuuausupylollas TpomMboImMBOAMA  NeroYHOM  apTepuKn, HEeCMOTPA Ha  aAeKBaTHYH
aHTUKOAryNAHTHYIO Tepanuio;

®  Ha/M4yuMe NPOTMBOMOKa3aHUI K aHTUKOAryAHTHOM Tepanuu;

® OCNOMHEHMA  aHTMKOAryfAHTHOM  Tepanuu, AenalwollmMe  HEBO3MOMHbIM  AajbHEenLlyto
rMNoKoarynaLumio;

®  HEBO3MOMHOCTb AOCTUTHYTb WM NOALEPMKMBATD IeYeBHbIA aHTUKOAryNAHTHbIN 3¢ deKT.
MHbIX NOKa3aHMUI ANA YCTAHOBKM BEHO3HOro GpuAbTpa Npu NpodUNakTMKM TPoM603MB0IMM IEeroUHOM
apTepumn HeT (ypoBeHb LOKa3aHHOCTU 3ddeKTMBHOCTM A). MpeanoyTuTenbHa YCTaHOBKA CbEMHbIX

BEHO3HbIX PUNBLTPOB.

7. [emoppazu4yecKkue 0C/1I0HHEeHUs

Ona  OuEHKM pUCKa pPa3BUTUA KPOBOTEYEHWM Yy MNaUMEHTOB HA ¢GOHE npUMEHeHus
AHTUKOAryNAHTHOM Tepanuu 1 NPoPUNAKTUKM Mbl PEKOMEHAYEM MCNONAb30BaTh WKaay HAS-BLED wm
WKany POCCUIACKUX KAMHUYECKMX PEKOMEHOAUMI MO AMATHOCTUKE, NEYEHUID U NPOPUNAKTUKE
BEHO3HbIX TPOMB03MBONYECKUX OCNOMKHEHWIA.

BbICOKOMY PUCKY KPOBOTEYEHWA COOTBETCTBYET =3 6an10B no WwKane HAS-BLED v 27 6annoB no
WKane POCCUMIACKUX KAMHUYECKMX PEKOMEHOAUMIA MO AMArHOCTUKE, NedYeHuto U NpodUNaKTUKe
BEHO3HbIX TPOMB0IMBONNYECKMX OCNO}KHEHUI (BTIO).

BbicoKuit PUCK remopparn4yeckmx OC/IOXKHEHWN M npn npumeHeHNM aHTUKOarynaHToB He A0/1XKeH
6bITb I'IpM‘-lMHOVI npekpaweHna nx npumeHeHuna, Ho A0/IXKeH ABNATbLCA NMOKAa3aHUEM K peryaapHomy
KOHTPOJ1O U KOppEeKUn Tepannn, a Takxke BO3MOXXHOMY NPUMEHEHNIO MEHbLLUKUX O03.
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Takke 60nbloe KoAn4ecTBo 6an10B MO AaHHLIM WKanam TpebyeT KOppPeKUMN NOTEHLNANBHO

06paTMmbIx paKTOPOB PUCKA KPOBOTEYEHWI, HANPUMEP AaPTEPUANBHOM TMNEPTEH3UN.

PucyHok 1
ANTOPUTM NPUHATUA PELLUEHNI NPU KPOBOTEYEHUAX Y NALMEHTOB, NOYHAOWMNX aHTUKOATYAAHTDI

-

KpoBoTeueHue MepecmoTpeTb CONYTCTBYIOLLYO TEPANUIO

.

—_— He6onbluoe 1. OTNOXUTb NPUEM UM NPONYCTUTL CNEAYIOLLYIO A03Y

~

#

J

-

( \ 2. CumnTomaTuyeckue u/Mam mectHble mepbl
MexaHunyeckaa komnpeccua
Xvpypruyeckuii remocTas

KposoteueHue y %
nauuenTa, MaccusHoe npnema <1-2 4acos; BUTAMMH K1 B MHbEKLUN )
noayyaiowero KpoBOTeueHue 3. BocnonHeHue OLIK
aHTUKOarynaHTt* MNoppep»kaHne anypesa
BocnonHeHue xunaxkoctn/remogmHammyeckan
noanepkKa

K ) TpaHcdy3mmm (LenbHasa KpoBb/KOMMNOHEHTbI Kposu/C3M)

[O6cykpaeTca TpaHekcamoBas KucaoTal

\_

(maburaTpaH: aKTMBMPOBAHHbIW Yrosb, ecan nocne

~

J

-

4. Cneynduueckne remoctaTMyecKkue cpeacrsa
¥usHeyrpoxaiowee KIMK:

KpoBoTe4yeHue

[mcnonbsoBaHue npenapatos rVila obcyxapaetca]

\_

~

30eco: KIMK - KoHYUeHMpam gakmopos NpompombuHosozo komnaexca,; C3[1 - ceexce3aMoporHeHHaAs
naasma; rfFVlla — npenapam pekombuHaHmHozo Vlla pakmopa.

MpumeyaHna K aaroputmy: *OLI,EHKa KpoBOoTe4YeHUA AOO0N1XKHa TaKXXe BK/AKYaTb JIOKa/n3auuio,

*BpemeHHOe MM MOCTOAHHOE NpeKpalleHe AOMKHO BCerAa YYWTbiBaTb GanaHC Mexay PUCKOM
KPOBOTEYEHUSA U PUCKOM TPOMDBOIMBONNYECKMX COObITUI BbI3BaHHbLIX MpPEKpPaLLEHMEM JNleYeHuUs;
1tOTcpoquHbuﬁ apdekt KIMK, KoHueHTpaT ¢aKTopoB nNpoTpombMHOBOrO Komnnaekca; C3M,
CBeKe3amopoXKeHHan nnasma; rFVila - pekombuHaHTHbIN Vila daKkTop.

B uMccnenoBaHMAX MOKas3aHO, YTO HagpomapuH Kanbuma B fose 0,3 ma B CYyTKM umeeT
CpaBHUMYIO 3GPEKTUBHOCTL € 0,4 M1 IHOKCANAPMHA HAaTPUSA NPU 3TO PUCK MACCUBHbIX KPOBOTEYEHMIA
Ha 37% HWXKe Npu BBEAEHUM HAAPONapuHa Kaabuus.
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B nepuop, Korga aHTMKOAry/lAaHTbl MPOTMBOMOKA3aHbl, Mbl PEKOMEHAYEM MCMNOAb30BaTb
MexaHuyeckme cnocobbl NPOPUAAKTUKM (NepemerKatoLLanca MHEeBMaTMYECKan KOMMNPECCUA HUMKHUX

KOHEYHOCTEN, KOMMPECCUOHHbIN TPUKOTaXK).

PeleHne o BO3MOXHOCTU U/MAM BO30BHOBNEHUU MeAMKAMEHTO3HOW npodunaktukm BTI0
AO/IKHO MPUHUMATLCA Ha OCHOBAHMM OLEHKM COOTHOLUEHMA OXWMAAEMOMW MNO/b3bl MU BO3MOXKHOIMO
PUCKA Y KaXa0ro KOHKPeTHOro 60/1bHOrO.

NeueHune 6onesoro CUHAPOMA Y OHKOJ10rn4eCKux 60/bHbIX

MeayHapoaHas opraHusaumsa no usydeHuto 6onaum (IASP) onpegenseT 60nb Kak HenpuATHoe
CEHCOPHOE WM 3IMOUMOHANBbHOE MNepexMBaHWe, CBA3aHHOE C PAKTUYECKMM WMAW MOTEHLMANbHbIM
NoBpeXAEHMEM TKAHEN, WAW ONUCbIBAEMOE B TEPMWHAX TAKOro NOBpeXKAeHWA. BonblMHCTBO
OHKOJ/IOTMYECKMX MaLMeHTOB Ha 3Tamax Tepanuu WAW MNpU reHepanusauum Onyxosu WCMbITbiBatoT
60/1b, B CBA3M C YeM KAMHWULMCTbI AONXKHbI NMOHUMATb BO3MOXKHOE BAMSIHME BOAM Ha nMaumeHTa u
KYyNMpoBaTb eé nposBaeHuns 6bicTpo n 3dpPeKTUBHO.
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NpUYUHbI BOSHUKHOBEHUA 601U

Pa3sHble 3Tanbl Pa3BUTUA OHKOJIOTMYECKoro 3aboneBaHma conpoBoxkgatotca 6onbto. OT 30 go
60% OHKONOIMYECKUX BO/IbHBIX OTMEYaloT 60/1b, KaK 3HAYMMbIN CUMNTOM Ha 3Tanax AMArHOCTUKM
Onyxo/1eBOro npouecca, Ux YMcao ysenmumsaetca Ao 55-95% npu reHepanmsaumm onyxonun. Cneayet
pas3InyaTb OCTPYHO U XPOHUYECKYto 60/b. OcTpasa 60/1b, 06yCN0BAEHHAA XMPYPIUYECKUM MU APYTUM
WHBa3MBHbIM BMELLATE/IbCTBOM, MOXET paccMaTpuBaTbCA Kak cumntom. bosb, coxpaHAwowyloca B
TeyeHue A/IUTENbHOro BpemeHu (3 Mec.), MOXHO KaaccudULMPOBaTb KaK XPOHUYECKUA 6onesol
cuHapom (XBC); oHa CTAaHOBUTCSA CaMOCTOATE/IbHOWM BOMIE3HBbIO M MOXKET NPOAOJ/IKATLCA AaXKe nocse
YCTPaHeHMA BbI3BaABLUEN €€ NPUYNHDI.

Bonb, BbI3BaHHAA 3/10Ka4eCTBEHHbIM OMyXO/IeBbIM MPOLLECCOM, MMEeT CBOK crneunduKy.
Onyxonesble KAETKM BbICTPO pacTyT, cAasBAMBaA nNpuaexalme 340pOBble TKaHW, KoTopble
YYBCTBUTENbHbI K MeXaHUYeCKMM BO34encTBUMAM (BUCLepanbHble 60aK), nMbO npopacTaloT MK
COABAMBAOT MepudepuyeckMe U LEeHTpanbHble CTPYKTYpbl HEPBHOW cucTembl (Hanpumep,
HeBponaTuyeckme 6o0nm). B npouecce pasBUTMA W poCTa OMyXosb BblaenseT crneyubuyeckue
anroreHbl: 3HAOTENMH, MpPOCTarnaHAMHbI U GaKTop Hekposa onyxonen-anbda (TNF-a), KoTopble
BO30OYXK4al0T UM MOBbILWAIOT BOCMPUUMUYMBOCTL NepUPEpPUUYECKMX PEeLEenTOPOB U HEPBHbLIX BOJIOKOH
K CEHCOPHbIM pasgpaxuntenam. Onyxonu BbiAENAOT NOHbI Bogopoda H+, 4To NpMBOAUT K MeCTHOMY
aunaosy, conpoBoXAaatolwemyca cxogHbimu  3ddekTamn.  [poTeonutTuyeckne  GepmeHThl,
BblpabaTbiBaemMble OMNyXOAEBbIMW  KAETKaMK, MOCTOAHHO BO36YKAAT W AecTabuansmnpytort
CEHCOPHYID CUMMATMYECKYI0 MWHHEepBauuio, 4YTO NPUBOAMT K HeBponatuyeckon 6osu. Bosb,
BbI3BaHHAA AMCCEMMHALMEN OMYX0U, BO3SHUKAET B pe3ybTaTe NPAMOro OMyxo/eBoro NoBpeXKaeHmn
C-addepeHToB CEHCOPHbIX HEMPOHOB, MHHEPBUPYIOWMX KOCTHbIA MO3F, @ TaKKe M3-3a HapyLlueHusA
banaHca Mexay aKTMBHOCTbIO OCTEOKNAcTOB M OCTeobnacToB: KOCTM TepsAloT MPOYHOCTb,
noABep»KeHbl OCTE0/IM3Yy, NaTO/NOrMYECKMM nepesomMam W  MUKponepesiomam, B pesyabraTte
MexaHu4yeckas gepopmauma nepmocta CTaHOBUTCA OCHOBHbIM UCTOYHMKOM 60K,

OdnnTenbHo cylwecTeytow,an 601b NOBbLILLAET BOCMIPUUMUYMBOCTb HEPBHOM CUCTEMbI K 60N1EBLIM
MMMNYAbCaM, CHUMKaeT 601eBOM Nopor Bocnpuatna 60au, B pesynbTaTe gaxe cnabble CTUMYIbl MOTYT

BbI3bIBaTb HENPOMOPLMOHA/bHbIN OTBET B BUAE CUAbHOMN 6oan (ceHcuTmsauma LIHC).

Tunbl 6001€BbIX CUHAPOMOB

HouuuentusHaa comaTuueckana 601b BO3HMKAET B pe3y/ibTaTe MHBA3UKM ONYXOaW B 340P0Bble
TKaHM C nocneaylowein axkTMeuMsaumeir 60neBbiXx peuenTopoB (HOUMLENTOPOB) B MecTe ee
NOKANM3aLUMM, @ UMEHHO: B KOCTAX, KOXKe, MOAKOMKHOW KAeTYaTKe, B MbILILAX U MATKUX TKaHAX U np.
3Ta 60/1b XOPOLIO /IOKAIM30BaHA, MOKET ObITb MPUXOAALLEN UAN MOCTOAHHOMW, MMeEEeT pPas/InyHble
onucaTtenbHble XapaKTEPUCTMKU: Tynas WAM OCTpas, [AaBAlwan, MynbCupylowas, Aepratouias,
CBEPAIALLLAA, IPbI3YLLAA, pacnvpatoLLan v np.

HouuuentusHaa BucuepanbHaa 60nb BO3HMKAeT MNpU  MNOBPEXKAEHUM CUMMNATUYECKM
WMHHEpPBMPYEMbIX OPraHoB (MPX ONyX0AeBOM NOPaXKEHUN NOAXKENYA0UHOM Keesbl, CTEHOK KenyaKa
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N KMLWEYHMKA, PACTAXKEHUWN KaMcCy/ibl NeYyeHn 1 np.). Ita 601b NA0XO0 SIOKANM30BaHA, UMEET Pas/InToi
XapakTep (Tynaa c npuctynamm oboCTpeHUs, CHUMaIOLWLAn, CXBaTKoobpasHasn, TAHYLWASA, U3HYpAtoLLan

unp.).

Heiponatnueckaa 6o0nb ABNAETCA pe3y/bTaTOM MOBPEXAEHUA HEPBHOW cuUCTeMbl Ha
nepedepmnyeckom UAN LEeHTPaNbHOM YPOBHE MM NATO/IOrMYECKOro MPoLecca B COMATOCEHCOPHOM
cucteme. BosHuKaeT y 15-70% OHKO/IOrMYECcKMX BONbHbIX Ha pasHbIX 3Tanax /fedyeHus. 3ayacTyto
COMPOBOXKAAET TAXKE/Ible HOUMUENTUBHble 60/EBble CUHAPOMbI, HO MHOTAA BCTPEYAETCA Kak
camocToATeNbHbIA BUA 60AM Mocie XMPYPrudeckoro nedeHus (NOCTMACTIKTOMUUYECKUI 6onesoi
CUHAPOM), MNPV MNPOBEAEHUN XUMMOTEpPAnuMM (TOKCMYEecKas MNOJMHEBPONATUA), MNOCAe Jy4yeBoM

Tepanuu (ny4yeBoi muenur).

«MpopbiBHaa 6onb». Kpome ocTpoit M XpoHMYecKol 60an cUHAPOMA B OHKOAOrMU (M B
nannvMaTMBHOM MeAULUMHE) BblAENAIT elle ocobblh BUA 60aM — «MPopbIBHYIO 601b». Y NauneHTos,
NoNy4YaloWmx NPONOHIMPOBaHHbIE OMMOMAHbIE aHaNblreTUKKU, MNepuoanYeckn BO3HMKAIOT OCTpble
npUCTynbl 60K (OT yMEPEHHbIX A0 HECTePMUMbIX MO WMHTEHCUBHOCTU) MPOAOKUTENbHOCTBIO OT
HECKO/IbKMX MUHYT A0 2 4acoB U 6osiee. TN NPUCTYNbl NPOPbLIBHbLIX 60/1eM MOTyT O6bITb 3-X BUAOB:

e cuUTyauMoHHO obycnosBneHHas 60/b, B pe3y/ibTaTe ecTecTBeHHbIX (GU3MONOTNYECKUX MNPUUUH
(onopoxkHeHMe MmoYeBOoro nNy3bipa AU KULLEYHUKA, X0Abba, Kallenb);

e crnoHTaHHaa 60nb, KOTOpasa Henpeackasyema, BO3HMKaeT HeoXuaaHHo 6e3 onpegeneHHown
NPUYMHbBI U CNOHTaHHaA 60b, KOTOPYIO MOXHO NpeaBUaeTh;

e 60/b BCIeACTBME OKOHYAHUA AENCTBMA A03bl OCHOBHOTO aHaNbreTKa, MOMKET BO3HMKHYTb Npu
HapacTaHMM TONEPAHTHOCTU K NpenapaTy Uan ycuneHnn 6onmn B pesysbTaTe NporpeccMpoBaHus
6onesHu.

MpopbiBHble 60AM MOrYT 6biTb HOLMUENTUBHLIMM W/MAW HeWponaTUYECKMMKM NO CBOEMY
reHesy. CBOeBpeMeHHOe Jied4eHMe MNpPopbIBOB 60/M  KOPOTKOAEWCTBYIOWMMM NpenapaTamm
cnocobcTByeT  Aydwiemy  KOHTpOA  60AKM, CHMXKaeT HeonpaBAaHHYO  3CKajauuio 403
MPO/NOHIMPOBAHHbIX OMMOUAHbIX MPenapaTos.

Bonb ABnAeTcA NpoABNEHMEM MAM CUMMATOMOM Kakoro-nnbo 3abosieBaHMA MAM COCTOSIHUA,
nostomy npu OGOPMNAEHUM MEOMLMHCKON [OKYMeHTaumMm wcnosb3yetca kKog no MKB-10,
COOTBETCTBYIOLLMA OCHOBHOMY 3ab0NEBaHMIO, KOTOPbIA MOMKET ObiTb [AOMOJMHEH KoZamu,
CBUAETENbCTBYIOWMMM O CYLLECTBOBAHMM Y NauMeHTa 60u. ITO ABAAETCA Ba*KHbIM MOMEHTOM MpK
anddepeHUManbHOM AMArHOCTUKE C/IOXHbLIX C/lyYaeB, KOraa NpuuMHy 604 BbIABUTb Cpasy He
yaaetca. B paspene R52 «Bbonb, He KnaccuduuumpoBaHHaa B Apyrux pybpukax» no MKB-10
onpeaeneHbl cnegytolme suabl 6onu:

R52.0 — ocTpas 60nb;

R52.1 — nocToAHHaA HekynupytoLasacs 60nb;

R52.2 — apyras noctoaHHan 60b;

R52.9 — 60/1b HEeYyTOYHEHHas.

OwvarHocTtuka 601eBbiX CUHAPOMOB
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1. OueHKa MHTeHcuBHOCTM 60K [0NKHA NPOBOAMTCA BPayYOM WAN MELMLMHCKOM CecTpon npu
KaXK40M BU3UTE U OCMOTPE OHKOJIOrMYecKoro 601bHOrO.

2. WNHTeHcMBHOCTb 60K OLEHUBAETCA MO HYMEPOSOTrMYecKol oLeHoYHol wkane (HOLW) mam no
BU3yaNbHO-aHa0roBon wWkKane (BALL), KoTopas He coaepKuT rpaaympoBku (puc. 1). BonbHOMy
npeanaraeTca Ha LWKaje OTMETUTb CBOe BoCMpuATME 60AM Ha WKane (0T MMHUMANbHOW A0
HECTEPNMMOWM), YTO NO3BO/IAET 3aTEM KOJIMYECTBEHHO BbIPA3UTb OLEHKY B npoueHTax ot 0 ao
100%.

3. [na 6onee TOYHOro AMarHo3a OUEHKY MHTEHCMBHOCTM 60K y NauMeHTa NPOBOAAT Pa3fesbHO:

npu gsnxXeHmn n B COCTOAHMK NOKoOA.

PucyHok 1
LWKanbl Aana oueHKN MHTEHCUBHOCTU 6onn
HyMEepOnorMyeCkad oueHOYHanA Wkrana
HeTt
Gonm Hecrepnuman
I I Gone
1T T 1 | | | L |
0 1 2 3 4 5 6 7 8 9 10
EWN3YdJ/IbHO — dHa/10MoBaA WKand
Het Hectepnuman
Boan : { bone

[na nonyyeHns 6onee NoaHon MHbopmaumm Heobxogmmo cobpaTb aHamHes 6onu:

YMC0 W NOKaNM3aumio oyaros 6onu;

AIMTEeNbHOCTb NpeaLecTBytowero 601e8oro aHamHesa;
NpUMeHseMble aHabreTUKY;

3¢ PeKTMBHOCTb NpeaLlecTByOWen Tepanmum 6oau;
BANAHKE 60U Ha GU3NYECKYHO aKTUBHOCTD;

BMAHMEe 60K Ha NPOoAONTHKNTENbHOCTb HOYHOIO CHa;

No ks wN R

B/IMAHME 60N Ha BO3MOXKHOCTb npuema nniin mn nNpoy.

JononHutenbHo cneayetT yuymtbiBatb U OLEHUBATD TaKME KOMIMOHEHTDI 601114, KaK CTpagaHna 1
ncmxocounanbHble paCCTDOVICTBa.
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ConocTtaBuB NoNyYeHHble CBeAEeHUA C KAMHNYECKON KapTUHOW U AaHHbIMU MHCTPYMEHTaNbHbIX
MmeToa08 obcienoBaHus, cieayer onpeaenunTb creneHb MHTeHcMBHocTn 6oaun (chabas, ymepeHHas,

CUNbHanA).

JleueHue 6021€B0Oro cMHAPOMA

MpuHUMNbI TepanuM OHKonornyeckoh 6osu, npososrnaweHHble BO3 B 1996 r., ocratoTcA
HEU3MEHHBIMW U aKTyalbHbIMW [0 CUX MOpP, XOTA PeryaspHo npoBoauTcs o06HOBAEHWe
3CCEHUMANbHOIO CNUCKA PEeKOMEHAYyeMbIX aHaNbreTUKOB. JleKapCTBeHHaA Tepanua ONMOUAHbIMU
npenapatamy fABAAETCA OCHOBHbIM METOAO0M neyvyeHua 60nmM B OHKonormm. OHa npoBOAMUTCA B
COOTBETCTBMM C NATbIO MPUHLUMMNAMW:

1. «4yepe3 poOT» — HEMHBA3MBHO, C/leAyeT WUCKAUYUTb WUHDBEKLUW; MepopasbHbii NyTb BBEAEHMWA
npenapaTos ABAAETCA NPeANOYTUTENBHbBIM, EC/TIU NALNEHT MOXKET rNoTaTh;

2. «nNo Yacam» — aHa/breTUKKU cefyeT Ha3Ha4YaTb PEryaApHO MO CXeMe, He AOMWUOAACh YCUNEeHUA
6onu;

3. «no BocxogALen» — 003bl aHANbIeTMKOB NOAOMPAOTCA OT BbICOKMX A03 cnabbix npenapaTos K
HM3KMM [033aM CW/IbHbIX aHaNbreTUKOB B COOTBETCTBMU C «necTHuuelr obesbonmsaHnsa BO3»
(puc. 2);

4. «MHOMBUAYANBHO» — C YYETOM WMHAMBMAYANbHbLIX PEAKLMIA KOHKPETHOrO MNAUMEHTa, C Y4eTOM
ocobeHHOCTel ero pu3nMYeCcKoro coCToAHUS;

5. «C BHMMaHMEM K AeTanim» — HY)XHO cneautb 3a 3PPEeKTMBHOCTbIO MpenapaTos, NPOBOANUTb
Tepanuio NoboUHbIX 3dPeKTOB.

Uccneposatenbckuin otaen Esponeiickoit Accoumauum nananatusHoit nomouwym (EAMM) B
2012 r. npoBen Hay4Hyto OLEHKY pekomeHaaumii BO3 B 4acTu Mcnosb3oBaHMA ONMONA0B Ha OCHOBE
COBPEMEHHbIX METOA0B [OKasaTe/bHOW meauumHbl no cucteme GRADE m onybamkosan csou
pekomeHZauMnM nog, HasBaHnem «Mcnosib3oBaHMe ONMOMAHbIX aHANbIeTUKOB A1 0b6e3boamnBaHUA
NnpwW  3/10KAYeCTBEHHbIX HOBOOOPA30BaHWAX: AOKasaTesbHble pekoMeHZauun EBponenckoi
Accoumauum nannvatusHoi nomowm (EAMM)», rae Gblan nepecMoTpeHbl U YTOYHEHbI HEKOTOpPblE
nonoxeHus dapmakoTepanmm OHKoJsIorMYecko 60sM, nposo3rnaweHHble BO3 B 1996 T., HO
OCHOBHOI ee NMpMHUMN OCTancs npexHMm: «o3bl aHasbreTMka noabupaeTca, HauMHasa C BbICOKUX
003 cnabbix NpenapaTos, Nepexoas K HU3KMM go3am b6onee cunbHbix». EAMNM BHecna nsmeHeHuA B
npeneyeHb npenapatos 2-h CTyNeHW, rae Hapagy co cnabbiMn OMMOMAHBIMW MNpenapaTamu
PEKOMEHA0BAHO NPUMEHSATb CU/IbHbIE ONMMOUAHbIE aHANbIETUKM B HU3KM3 A03ax (puc 2).

PucyHok 2

«JlecTHnua obesbonnsaHma BO3»

3-A cTyneHb - cunbHasA 6ob
BALL 6onblie 60%
CU/bHblE ONMOMAabI

+ agbloBaHTHasA Tepanus
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2-A cTyneHb 60/b OT yMEPEHHOM 40 CUbHOM
BALLl 40-60%
Cnabble onvounapl + auetammHodeH uav HMNBIM
CunbHble onuounabl B HU3KKUX A03ax + aueTammHodeH unm HIMBM

+ agbloBaHTHaA Tepanua

1-a cTyneHb
Cnabana 6onb BALU 10-30%

AuetamuHodpeH uam HMBIM + agbloBaHTHAA Tepanua

MapannenbHo ¢ dapmaKkosorMyeckumm  metogamm  obesbosmBaHMAa  Heobxoanmo
MCNo/Ib30BaTb B MOJIHOM Mepe ApyrMe Bugbl Tepanuu, KOTOpble CMOCOOHbI  YMEHbLUWTb
OHKOJ/IOTMYECKyo 60/1b:
® [POTMBOOMNYXO/1IEBaA JIEKAPCTBEHHAA Tepanus, BBeaeHne bucdocdpoHaTtos;

e /lyyeBas Tepanus u Ap. HepapmaKonornyeckme BMabl NPOTUBOONYXOIEBOM TEpanuuy;

® pervoHapHble MmeToabl obesbonuBaHMA  (aNuMAypanbHOe, UHTpPaTeKanbHOe  BBeAeHue
aHaNbreTnKoB);

®  MHBa3MBHble HENPOXUPYPruyecekme metoabl (HeMpoabasumnsa n npoy.), Nnpu oTcyTcTeun addeKkTa
dbapmaKoTepanuu.

Kpome nepeuncneHHblx MeTogoB Tepanum 60aum, Bcem 60/bHbIM U UX 6AU3KMM Heobxoanmo
OKa3blBaTb NMCUXOJIOMMYECKYI0 MOMOLLb U NOAAEPHKKY. MPaBUIbHO BbICTPOEHHAss KOMMYHUKATUBHASA
paboTa C MauMeHTamn 3HAYUTENbHO YAy4dlaeT MNCUXONOTMYECKMA cTaTyc 60AbHOro, HUBENUpPYET
TPEBOXHOCTb, YMEHbLUAET CTPAXM U CNOCOBCTBYET CHUMKEHUIO UHTEHCUBHOCTM 60K,

Obuwue NpuHYUNsl mepanuy OHKoa02u4eckol 6onu.

CryneHb 1. HeonnMounaHble aHanbreTMku +/- BcnomoraTtenbHasA Tepanua.

NHTeHCMBHOCTb 60M OLEeHMBAETCA NauMeHToM B npeaenax 40% no HOLL (BALL).

MaumneHTy cneayeT HasHaYUTb HEONMOUAHbIE aHaNAbreTUKM-aueTammHodeH nam HIMBC.

Mpu BblIbOpPe npenapaTa creayeT Y4YMTbiBaTb renaTOTOKCMYHOCTb M HEe(pPOTOKCMYHOCTD,
npucyLLMe BCEM HEOMUMOUAHLIM aHaNbreTMKaM, a TaKkKe racTPOTOKCUYHOCTb HeceneKkTuBHbIX HIMBC,
PUCKM CO CTOPOHbI CePAEYHO-COCCYAMUCTON CUCTEMBI MPU MPUMEHEHUU ceneKTUBHbIX HMBC.

anMEHeHMe npenapartos HepBOVI TNHUN Ll,enecoo6pa3H0 conpoBoX4atb a,ﬂ,b}OBaHTHOﬁ n
CMMNTOMATEYECKOM Tepanmeﬁ: 6/10KaTOpr WOHHOM MNoMnNbl, KOpPTUKOCTEpPOUAbI, CNAa3MOJINTUKN,

6EH3OAM33€I'IVIHbI, dHTUTUCTaMWHHbIE NpenapaTbl U Ap.

CryneHb 2. Cnabble onuougHble + HEONUOUAHDbIE AaHANbFETUKY +/- BCMOMOraTenbHasa Tepanus.
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MepopanbHblii NyTb BBeAEHMSA NpenapaToB ABAAETCA NPeAnoYTUTENbHbIM, €Cc/lM NauueHT
MOMKEeT NPUHUMaTbL Npenaparbl Yyepes por.

Cnabble onvounapbl UCNONb3YIOTCA NPU YMEPEHHO BblpaxKeHHOoW 6011, Koraa ee MHTEHCUBHOCTb
oLeHMBaeTcA naymeHTom B npegenax 40-60 % no HOLL (BALL).

Ons nauMeHToB co cnaboit MAM ymMepeHHO BblparKeHHOW 60/blo, Y KOTOPbIX aAeKBaTHbIN
KOHTPONb 60N He [OCTUrAeTCA pPerynapHbiM  NepopanbHbIM  NPUEMOM MapaueTamona  wuau
HeCcTepouAHbIX MPOTMBOBOCNANUTENbHbIX NpenapaTtos (HMBM), gobasneHne onuounaa 2-M CTyneHu
(Hanpumep, KogeuvHa wWAW Tpamagosa) MNPUHUMAEMOro MepopasbHO, MOXKeT obecneymnTb
poctmkeHe adpdektusHoro obesbonmeaHma 6e3 HebnaronpuATHbIX NOB6OYHLIX 3ddekToB. B
KayecTse a/ibTEPHATVBLI BO3MOXHO MCMNOJ/Ib30BaHME HU3KUX 4,03 ONMonaoB 3-i cTyneHu (Hanpumep,
MopdrHa NN OKCUKOLOHA).

Tpamagon (Kancynbl, Tabnetkn) ana tepanum ymepeHHon 60amn 2-i CTyneHu NpuMeHAeTca B
cyTouHou gose fo 400mr (y aumu, ctapwe 75 net — 300 mr/cyT). Pasosasa go3a ot 50 mr (B 1 Kancyne)
00 100 1 200 mr B TabneTkax petapa (npoaneHHoro BbicBoboxaeHua Ao 12 yac). MpumeHATb ero B
nepeoe Bpemsa no mepe HeobxoammocTtu (npu 60a5x), a 3aTem Ha peryaapHon ocHoBse. Mpu xopollei
NepeHOCMMOCTM MOKHO HaszHaunTb AononHuTtenbHo HIMBC, HO noa KoTposiem BO3MOXKHbIX MOOOYHbIX
addeKos, B codeTaHUU ¢ 610KaTOpaMmn MOHHOM NOMIbI.

MuHMMaNbHaA 4033 TPamago/a COAEPMUTCA B KOMBUHMPOBAHHBLIX Npernapatax Ha OCHOBe
Tpamagona (37,5 mr) n napaueramona (325 mr). MpenapaT HasHayaeTca nNo 1-2 Taba., MakCMManbHO
Ao 8 Tabn/cyr.

MpenoctepexeHua: Tpamago — Npenapat C0KHOIO aHaIbreTUYeCcKoro AencTens:

e aBnAeTca cnabblM arOHUCTOM OMMOMAHbLIX MIO-PELLEnNTOPOB, YTo 06yCNaBANBAET CyXOCTb BO PTY,
TOLLHOTY, PBOTY, METEOPU3M, 60/b B }KMBOTE, MOBbILIEHHOE NOTOOTAENEHME, FO/IOBOKPYIKEHUE,
roNoBHyIo 60/b, CNaboCTb, NOBbLILLEHHYIO YTOMAAEMOCTb, 3aTOPMOMKEHHOCTb U A4p.;

e 6/70KMpyeT 06paTHbI 3axBaTa HoOpaApeHasMHa U CEePOTOHWHA B HEMPOHaNbHbIX CMHANcax, B
pesynbTaTe 4Yero BO3MOXKHa MapafdoKcanbHaa ctumynauma LHC: HepBO3HOCTb, arKuTauus,
TPEBOXHOCTb, TPEMOP, CMa3Mbl MbiLLL, 311$OpPUA, SMOLMOHAIbHAA NabUNbHOCTD, ra/IloLMHALLAN,
HapyLeHWs KOOpAMHALMK U A4p.

JlekapcTBeHHble B3aMMOAEeNCTBUA:

® He COBMECTMM B OAHOM LUMPULLE C PacTBOpPaMu aukAodeHaka, UHAOMETALMHA, GeHUNbyTasoHa,
Avasenama, ¢yHUTpasenama, HUTPOTINLEPUHa;

® He pEeKOMEeHAYeTCs Ha3HayaTb OAHOBPEMEHHO C 60/MbWMMKM  A03aMU  TPULMKANYECKUX
aHTUAENPECCAHTOB;

e ycuaMBaeT AeilcTBMe Npenapartos, yrHeTatowmx LLHC, n ataHoNa;

®  VHAYKTOPbl MMUKPOCOMA/NbHOTO OKUC/eHWsA (B T.4. KapbamasenuH, H6apbuTtypaTtbl) yMmeHbluatoT
BbIPa*KEHHOCTb aHanbresupytowero apdeKTa u ANTeNbHOCTb AEUCTBUSA TpaMmagona.
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SNMMMMUHaAUMA: MeTabonusmpyetTca B nedeHU C 06pa3oBaHMEM aKTUBHbIX MeTaboanuToB,
BbIBOAMTCA NoYKamu — 94% (25—-35% B HeMameHeHHOM BUAae)

C y4yeTOM reHeTUYecKUx ocobeHHocTeir aKTMBHOCTM uuToxpoma P450, y 8-10% naumeHTOB
Tpamagon He OKasblBaeT obesbonupatowero adpdeKra.

Mpn HesdPEeKTUBHOCTM WMAM NpPU NJOXOM NEPHOCMMOCTM Tpamagosa cneayeT HasHavaTb
OTEYECTBEHHbIN OMWOWAHbLIMA MNpenapaT B HeMHBaA3MBHOM ¢opme (CyObauHIBaNbHble TabneTku)
NPONUOHUADEHUNITOKCUITUANUNEPUANH (Npocnaon) no 20 mr nog, A3biK. MNpenapaT npeaHasHayeH
ana Tepanmm 60au OT ymepeHHOM 40 CUABbHOM.

ANbTepHaATUBON MNPOCUAONY ABAAIOTCA WAM CU/bHbIE OMUOUAHbIE aHaNbreTkn (MopduH,
OKCMKO/OH, B HU3KWNX 03aX, a TakKe TTC ¢peHTaHmna 12,5 mKr/u.

MNpocnaon ABnAeTcA OTeYEeCTBEHHbIM MPENapaTom, CUHTETUYECKUMM OMUOUAHBLIM arOHUCTOM,
no cuie AencTBMSA COMOCTaBUM C TpMMenepuaMHom (npomenosiom). XOpoLlIo BCacbiBaeTcs yepes
cAmnsncTyio 060104KY NONOCTU pTa, NMPUMEHAETCA B BUAE NOADBA3bIYHBIX (3ale4Hblx) TabneTok no
20 mr.

OCcob6eHHOCTU: MMEET BblpPaXKeEHHOEe CNasmMOoIUTUYECKOe, COCYAOPaCLLMPAIOLLEE U YMEPEHHOE
NPOTUBOKaLL/IEBOE AENCTBME, HE MPUMEHAETCA NPU CTOMATUTE, TMHITUBUTE W APYrnX 3aboneBaHUNaX
nonocTtu pta. Mepsble AHU NpMEMa BO3MOXKHA OPTOCTATUYECKasA TMNOTOHMA; He Ha3HaYaeTca y AeTen
£o 18 ner.

dopma Bbinycka: B Tabnetkax no 20 mr, KOTOpble NMPUMEHAIOT 3aLLEeYHO WAM Nof, A3bIK.
HauanbHas pasoBan go3a 10—-20 mr ( no %-1Ttabn) moxeT 6biTb NosbiweHa 4o 30-40 mr.

3ddekT obe3bonmBaHMA HaumHaeTca yepe3 5-10 MWH, MaKCMMasibHasA CYTOYHAA [03a Mpu
Tepanum ymepeHHol 6oau - 120mr, npu cuNbHOM 6011 MaKcMMabHO paspelleHHas ao3a — 240 mr.

Mpenapatamu BblboOpa NpU ymepeHHoN 60An ABAAKOTCA Masible A03bl CUbHBIX OMUOUAHbBIX
aHanbretmkoB. C yyeToM 3aperucTpuMpoBaHHbIX B Poccum npenapatoB MOXHO MCMO/b30BaTb ABa
TabneTMpoBaHHbIX Npenapara:

1. mopduH cynbdat B TabneTkax MAM B Kancynax NpoaneHHoro aencrsusa. CTaHAapTHasA

HayasbHaA 4033 A4/1A MAUMEHTOB, paHee He NPUHMMABLUMX onuouapl - 10 mr aBaxkabl B
CyTKM (MakcmanbHo Ao 30 mr/cyT);

2. OKCMKOAOH + Ha/NOKCOH B TabneTKkax npoAa/eHHoro aeicteuna. Josa npenapata 2,5 mr/5 mr
npefHasHavyeHa AnAa noabopa CyTOYHOM [03bl B Hayane JleYEeHUA C  y4ETOM
WHAMBUAYANbHOW YyBCTBUTENBHOCTU NaLumMeHTa. CTaHAapTHAA HavyabHaA A03a COoCcTaBaAeT
10 mr/5 mr kaxaple 12 4, makcumanbHo 40 20 mr/cyT npu ymepeHHon 6onu.

Ecnv nauMeHT He MOMKeT paccacbiBaTb TabaeTKM Npocuaona B NoaoCTU pTa UAW NPOrNOTUTL
npenapart, caeayer:
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1. BBOAMTb Yepes 30HJ COAEPHKMMOE Karcynbl MopduHa cynbdata B Ao3e 10 mr, cmewnBsas

€ro C *uaKown nuuer 1-3 pasa B CyTKM (MpY HaANYMM racTPO- UAN EIOHOCTOMbI)

anbTepHaTMeon mopduHy cynbdaty asnserca npumeHeHue TTC peHTaHmnna 12,5 mkr/y

anbTepHaTMBO MopduHy cynbdaTy asnsetca npumeHeHune TTC 6ynpHopduHa 35 MKr/y

4. wvcnonb3oBaHne mopduHa rmapoxnopmaa 1% noaKkorkHo, apobHo no 3- 5 mr 2-4 pasa B

CYTKN, CYMMapHO A0 10 MI'/CYT. A0 TeX Nop, NOKa HE MOoABUTCA BO3MOXKHOCTb NMNONYYUTb

HEeMHBA3UBHbIE NMpenapaTbl.

MNepeyeHb NpenapaToB 4/1a TepanumM ymepeHHon 6onum npeactasneH B Tabanue 1.

Tabnuua 1.
OnunounaHble aHaNbreTUKN AN1A Tepanum ymepeHHon 6oam
(2-5 cTyneHb nectHMUbl 0b6e360nmMBaHNs BO3)
Mpenapar NekapcrtBeHHasa ¢popma | PasoBasa pos3a CyTouHasn
posa
Tpamagon Kancynbl, Tabnetkm 50 naun 100 mr <400 mr
Mpocugon TabneTku 3aueyHble 10 unn 20 mr <120 mr
MopduH cynbdat Tabnetkn npogneHHoro | 10 mr <30 mr
nencremn
MopduH cynbdat Kancynbl npogneHHoro | 10 mr <30 mr
nencreuns
OKCUKOAOH+HaNOKCOH* Tabnetkn npoaneHHoro | 5mr/2,5 mr; 10 mr/20 <20 mr
nencremn Mr
TTC peHTaHnNna** TpaHcaepmanbHas 12,5 mkr/u - 1 nnactbipb | 12,5 MKr/u
TepaneBTUYecKasn Ha 3 cyToK
cuctema
TTC 6ynpeHopduHa** TpaHcaepmanbHas 35 MKr/u - 1 nnacTbipb 35 MKr/y
TepaneBTUYeCKan Ha 3-4 cyToK
cuctema

* Mpenapat 3apernucTpupoBaH, noctynut B IV KeapTtane 2016 .

** MpenapaT 3aperncTpupoBaH, HO BPEMEHHO He NocTaBAAeTCA.

B KauecTBe KOaHa/nbreTMKOB MOTYT AOMNOJIHUTEZIbHO NPUMEHATLCA KOPTUKOCTEPOUADI, HMBC,

napaueramon,

CNasmMoJIUTUKN,

MUOPENAKCAHTbI

(TonnepwusoH),

aHTUAENPECCAHTLI, a TakKe bucdochoHaTbl (NPM KOCTHLIX MeTacTasax).

dHTUKOHBY/1IbCAHThI,

JononHutenbHO K npenapatam 2-i CTyneHu u,enecoo6pa3Ho Ha3Ha4YnUTb CMMNTOMATEYECKYIO

Tepanuio, yMeHAlaLWy noboyHble 3¢deKTbl

dHa/IbreTUKOB:

610KaTopbI

MOHHOM NOMIMblI,

6EH3OAM33GI'IMHbI, Cﬂa6MTe}1beIe, NPOTUBOPBOTHbIE, aHTUTUCTAMUHHbIE NpenapaTbl U 4p.

CTVHEHb 3. CunbHble onnonaHble + HeONUOUAHbIE AaHANIbIreTUKKN +/- BCNomorarte/ibHaAa Tepanua
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Ecnn nHTeHcmMBHOCTb 60411, oueHeHHan no HOLL (BALU), npesbiwaeT 60%, ao3a Tpamagona 400
mr/cyT B covetaHunm ¢ HMBM uan auetammHopeHom He adpdeKTnBHa, npocnaon 20 mr (NoabA3bIYHbIE
Tabn.) He pnaet obneryeHma 6onm Ha 4-6 Yacos, cneayeT HauMHaTb TePanmio CUAbHLIMU ONUOUAAMM.
Ecnin oHM OblAM HasHa4YeHbl NpU ymMepeHHOW 00/M, HyXXHO MoBbIWAaTb A03y MpenapaTta Ao
adPpeKTMBHON.

Mmetowmecs [aHHble CBUMAETENbCTBYIOT 0O OTCYTCTBMM 3HAUMMBbIX Pa3NYUMiA MeXKay
npUMeHAeMbIMW  gna  Tepanum 60AM  CUABHBIMM  OMUOUAHBIMW  AHANbIETUKAMU:  MOPPGUHOM,
OKCMKOZOHOM U rMapoMopPOHOM, Ha3HAYaEMbIMW NEPOPASIbHO, U NMO3BONAIOT AaTb ULWb YaCTUYHO
060CHOBAHHbIE PEKOMEHAALMMUNO UCMONb30BaHUIO Nt0OOro M3 3TUX TPex MpenapatosB B KayecTse
npenapata Bblbopa M3 rpynnbl onuouaos 3- CcTyneHn aaa o06e3604MBaHUA NpU yMEpPEeHHO

BbIPaXKEHHOM N CUNbHOM 60U NPU 3/T0KAYECTBEHHbIX ONYXOJIAX.

K cunbHbIM onuomaam OTHOCATCA: MOPOWUH, OKCMKOAOH, ¢eHTaHun, 6ynpeHopduH,

rmapomopdoH, meTagoH. M3 HUX B Poccum 3aperncTpupoBaHbl M MOCTABAATCA ANA KAMHUYECKOTo
MCMNOJIb30BaHUA TO/IbKO MOPOUH U OKCUKOZOH (Tabnumua 2).

Tabanua 2.
OnuounaHble aHaNbreTUKM 41 Tepanum CUibHoM 6oaun
(3-5 cTtyneHb nectHMuUbl 0b6e3b6onmMBaHNns BO3)
MpenapaTt JNekapcTtBeHHas popma [Ao3bl MakcumanbHas
CYTO4HaA ao3a
Mpocuaon TabneTku 3aweyHble 20 nnun 40 mr 240 mr
MopduHa cynboat TabneTkn NpoaNeHHOro 30, 60, 100 mr Het
nencremn
MopduHa cynboat Kancynbl npogneHHoro 30, 60, 100 mr Het
aencrena
OKCUKOZOH+HaANOKCOH* | TabneTku NpoasieHHOro 20 mr/10 mr; 40 mr/20 Het
aencTenn mr
TTC deHTaHUNA TpaHcaepmanbHas 25; 50; 75; 100 mKr/\y - Het
TepaneBTUYECKan 1 nnacTbipb Ha 3 cyTOK
cmucTema
TTC 6ynpeHopduHa** TpaHcaepmanbHas 35; 52,5; 70 mKr/u-1 140 mKr/u
TepaneBTUYeCKas NAacTbipb Ha 3-4 CyTOK;
cmucTema

* NMpenapat 3apernucTpmuposaH, noctynut B IV ke. 2016r.

**[penapat 3aperncTpMpoBaH, HO BPEMEHHO He NoCTaBAAeTCA

MpaBWaa HasHa4YeHMUA ONMONAHbIX aHAJbreTUKOB Ha 3-i CTyNeHW Tepanum 6oau:
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Bcem 60/1bHBIM, KOTOPbIE MOTYT MPMHUMATL MNpenapaTbl Yepes pPoT, Ha NepPBOM 3Tane NPUHATO
Ha3HayaTb nepopajnbHble popmbl MOpdMHA B TabneTkax, pacTBope, cupone U Ap. HEUMHBA3MBHbIX
dopmax.

B Hawel cTpaHe 3aperncTpmMpoBaHbl TObKO NPOOHTMPOBAHHbIE GOPMbI CUIbHBIX ONUOUAOB:
MopduH cynbdaT B Kancynax u B Tabnetkax, a Takke KOMOUHMPOBAHHbIN NpenapaT OKCUKOAOH +
HANOKCOH (Tabauua 2). ONMonaoB KOPOTKOFO AEWNCTBMA MOKA HET, HO cornacHo PacnopseHuto
MNpaButenbcea Poccuitickoit Pepepaumm «MnaH meponpuatuii ("AopoxkHaa Kapta') «[loBbilweHue
AOCTYNHOCTU HAPKOTUYECKUX CPEACTB U MCUXOTPOMHbIX BELLECTB 4151 UCMOb30BaHNA B MeAULMHCKUX
uenax» mopouH B TabneTkax KOPOTKOro aenctema no 5 n 10 mr 6yaeT 3aperncTpmpoBaH U NoABKTCA
B KIMHWYecKol npakTuKe B IV KB. 2018 r.

MopdurHa cyabdat B TabneTkax NPoIoOHIMPOBAHHOIO AelcTBuA (12 Yacos) cneayeT NPpUHUMATD

Heé3aBnucmMmo OT npumema nuuln, HO C AOOCTATOYHbIM KONMNYECTBOM XUNAOKOCTWU. Ta6/'IETKy Henb3A
AEeNnTb, ee HYXHO NpornaTbiBatb LLE/IMKOM, HE pa3/zlambiBad U HE pa3XKeBblBaA.

Ecnn macca Tena naumeHTa meHee 50 Kr, pa3oBas Ao3a mopduHa B TabseTkax NpoasieHHOro
AEeNCTBUA A0/MKHA BbiTb yMeHblleHa A0 10-20 mr (cytouHas 30-40 mr). CtapTtoBaa Ao3a mopduHa
cynbdaTa NPOSOHTMPOBAHHOIO AEWCTUBUA NPU nepexose co 2-i cTyneHun (Npu HespPeKTUBHOCTH
Tpamagona 400 mr/cyT B coyeTaHMM C HeoNMouAHbIMM NpenapaTamu) coctasnset 30 Mr ABaKabl B
CYTKM nnu Bcero 60 mr /cyT.

BuogoctynHocTb MmopdurHa Npu nepopasbHoM npueme coctasnseT 30—-50%, nosTomy pasoBas
£o3a mopourHa cynbdata 30 Mr NPONOHIMPOBAHHOIO AeWCTBMA 3KBUBaseHTHA 10 mr mopduHa,
BBEAEHHOro NapeHTepanbHo, Ho ee 3adpdeKT NnpogneH ao 12 yacos.

Mpy HegocTaTouHoU 3dpdeKTMBHOCTM MopduHa 60 Mr/cyT ero A03y MOBLIWAKT CTYMNEHYaTO,
MCMNONb3ya AOMNOMIHUTENbHO Kancyabl uauM Tabnetkn no 10 mr. ANropuMTm NOBbIWEHUA A03bl

npenaparta NpeAcTaB/ieH B pasaene Tepanusa «nNpopsos 601m».

Kancysnbl mopduHa cynbdata nNpoanseHHOro AeWCTBUMA MOJHOCTbIO aHanorMyHbl Tabnetkam

MopduHa NPOANEHHOrO AENCTBUS, HO MMEIDT HEKOTOpOoe MPEeUMYLLEeCTBO AJ/18 UCMO/b30BaHMA Y
NauMeHTOB, MUCMbITbIBAOLWMNX TPYAHOCTU NPU FNOTaHUU UAM MMeromx racTpoctomy. Copepkumoe
Kancyn COCTOUT U3 MUKPOrPaHy/, ANUTE/IbHOCTb AENCTBUA KOTOPbIX COCTaBaseT 12 yacos, NosTomMy
Kancyny MOMHO PacKpbiTb, MUKPOrpPaHy/ibl CMELIAaTb C XUAKOW NULLEA M BBOAWUTb B 30HA, a TaKKe
MCMNO/1b30BaTb C MATKOW e 0.

Tepanusa MoOpdMHOM COMPOBONKAAETCA CAEAYIOWMMMU NOOBOYHBIMM ABNEHUAMMU: TOLIHOTA W
pPBOTA, FOJIOBOKPYKEHME, COHAMBOCTb, FOJIOBHAA 60/b nepBble 5-7 AHeN, a TaKkKe MOBbIWEHHas
NOT/IMBOCTb, KPANMBHMLA, KOXHbIM 3ya. Mpu AAMTeNbHOM Npveme — 3aropbl, aTOHUA MOYEBOTro
ny3blpA, TMNOroHagn3m, MMMYHOCYNpeccua 1 ap.
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Mpn nepeso3npoOBKE BO3HMKAKOT OMacHble ANAA KU3HW [0303aBUCMMbIE PacCTPOMCTBa:
YyrHeTeHWe Co3HaHMA U AbixaHua (6paaunHo3), BNIOTb A0 KOMAaTO3HOrMO COCTOsHMA, BpaguKkapaus,

TMNOTOHUA, YTHETeHUe d)yHKLI,VIVI nevyeHM n nNo4ek.

OKCMKOAOH + HA/JIOKCOH B TabneTKax NpoA/IeHHOro AencTBuA npu CUNbHON 601K HAa3HA4aeTCA,

HauunHaAa ¢ Ao3bl 30-40 Mr B CYTKM.

MpenapaTt cofepMT ABa ONMOUAHBLIX MpenapaTa: OKCUKOAOHA FMApPOXA0pua — aroHUCT MIo-
ONMMoOnAaHbLIX peuenTopoB U HAa/IOKCOH — aHTAroHUCT ONMOUMAHbLIX pPeuenTopoB. OKCVIKO,EI,OH nocne
npuema BHYTPb MMEET BbICOKYI0 abcostoTHyto buoaocTynHocTb (87%), okono 45% cBA3biBaeTcsa C
6enKamMM Mnaa3mbl, OKa3blBAeT BblpaXKEHHOE aHaNbreTMyeckoe aencTene; metabonusmpyerca B
KUWevYHnKe U nevyeHu c 06pa3OBaHMeM aKTMBHbIX MeTabonntos npun y4acCtun cuUctembl LUTOXPOMa
P450, KoTopble BbIBOAATCA NOYKaMM U KULLEYHUKOM.

HafnoKcoHa ruapoxnopua npu npueme BHYTPb NPaKTUYECKM He BcacbiBaeTcA (6MoAoCcTynHOCTb
— meHee 3%); meTabonumsmMpyeTca B NeYeHW; BbIBOAMTCA MoOYKamMu. bnarogapa fNoKanbHoMy
KOHKYPEHTHOMY BO34EWNCTBMIO Ha ONWOWUAHbIE PEeLenTopbl B KULIEYHMKE, HANOKCOH YMEHbLIaeT
BbIPaXEHHOCTb HapPYyWeHUA GYHKUUIA KULWEYHMKA, TUMUYHbLIX NPU Je4eHUU onnongamu (ToLHOTa,

3anopbl).

Pa3oBble A03bl NpenapaTa OKCMKOAOH + HAIOKCOH ANA Tepanuun cuabHoit 6oam 10 mr/ 5 mr; 20
mr / 10 mr; 40 mr/ 20 mr. MaymeHTam, KOTopble NPUHUMaAM ONMOUAbI paHee, MoryT notpebosaTbeA
6onee BbICOKME [,03bl B 3aBUCMMOCTU OT AUTENIbHOCTU NpeablayLein Tepanmu.

[o3a npenapara 2,5 mr/5 mr npegHasHaveHa 414 noabopa CyTOYHOW A03bl B Havasie evyeHuns
C Y4eTOM MHAMBUAYANbHOW YyBCTBMTEBHOCTM NaumMeHTa. MakcumanbHaa cyTouHaa Ao03a npenapaTa

He OO01*KHa NpeBbIWaTb 80 mr oKcMKogoHa rmapoxnopunga 1 40 mr Ha/IOKCOHA rmapoxnopuaa.

TpaHcaepmasibHble TepaneBTUYECKME CUCTEMbI.

Echn 60/1b HOCUT MOCTOAHHBINA, MEPCUCTUPYIOLINIA XapaKTep, a/ibTePHATUBOM MepopasibHbIM
npenapatam asastotrcas TTC copeprKalimMe CUbHbIe OMMOUAHbLIE aHANbIeTUKU GEeHTaHUA Uan
b6ynpHopduH. TTC sABnAtoTcA npenapaTamu nepeoro Bblbopa y NaLMEHTOB, KOTOpble He MOryT
NPUHMMaTbL NpenapaTbl Yepes PoT MAN TPAHCMYKO3a/bHO (3alledHo MAM Nog A3blK), Hanpumep, Npu
MYKO3MTax, A3BEHHOM WM ONyXO/N€BOM NOPANKEHUWN CAN3UCTOM NOMOCTU PTa, Y NALMEHTOB C racTpo-

N elOHOCTOMaMMU.

CornacHo aHanM3y MpoBeAeHHbIX PAaHAOMMU3MPOBAHHBLIX UCCAELOBaHWIA, He 6bl10 BbIABAEHO
HUKAKMX [OCTOBEPHbIX Pas/iMumii B 3GGEKTUBHOCTM MeXAy npenapatamun Aas TPaHCAepPMaNbHOro
NPUMEHEHNA U APYIrMMKM ONMOMAAMM, OLHAKO OblIO OTMEeYeHO NpeBOocxXoAcTBO TTC B OTHOLIEHWUU
pUCKa pasBUTUA 3amnopa 1 NPeanoYTeEHNI NaUMeHTOB. ITO CBUAETE/bCTBYET O TOM, UTO B HEKOTOPbIX
cnyyasax onvougbl B ¢dopme TTC asnatotca yaobHbiMM U 3dpdeKkTMBHbIMM 06e36oamnBatowmMmm
CpeAcTBamMM Yy NaLUMEHTOB, paHee He MOJyYyaBLIMX onuMounabl 3-i cTyneHn. CyllecTBylolime AaHHble
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No3BOAAIOT [aTb /MWL YaCTUYHO OOOCHOBAHHbIE PEKOMEHZAUMM NO MCMNOAb30BAHUIO TAKMUX
npenapaTtoB B KaYecTBE MpeAnoyTUTENIbHbIX ONMOMAOB 3-i CTYNEeHW Yy HEKOTOPbIX NnauneHTos. Ons
NauneHToB, HECNOCOOHbIX MPOrNOTUTE MpPenapaT, OHW NpeacTaBAAloT coboil 3pPeKTUBHDbIN
HEeWHBa3MBHbIN CNOCO6 [OCTaBKM ONMONAHbIX aHANbreTUKOB.

TpaHcaepmanbHas TepaneBTuyeckas cuctema  (TTC) deHTaHuna MaTPUKCHOIoO TUNa

npeacTaBaseT cobon NonynpospayHbli NNACTbiPpb, B KOTOPOM AENCTBYHOLLEE BELLECTBO GEHTAHWUA
BHEAPEHO B MPOHULAEMYIO MeMmbpaHy ¢ aaresmBHbiM cioemM. Takoh BapuaHT TTC He copepsKut
XKUAKOM cybCTaHUMM C ONMOMAOM M NO3BOAAET MOJIHOCTBIO UCKAKOYUTD BO3MOXHOCTb MOTEPU UAU
HEKOHTPO/IMPYEMON yTeYKM onmMouga u3-3a nospexgeHua TTC. [osuposaHue TTC ¢eHTaHuna
paccynTbIBAETCA MO CKOPOCTU ero BCACbIBaHUA WU HAaNpAMYIO 3aBUCUT OT naowaauy naactbipa. MNpu
HEOOXOAMMOCTM BO3MOKHA aNMAMKAUMA HECKONbKUX naactbipeit. [lo3a deHTaHWna moxket
YBENIMYMBATLCA A0 AOCTUKEHUA obe3bonmnsatowero apdekta (He MMeeT NOTONKA aHANbIETUYECKOTrO
aenctems).

[o3bl gna Tepanumn cunbHon 6oau: 25; 50, 75 n 100 mKr/u. [eiicteue ogHoro naactbipa TTC
deHTaHmMna gamtca 72 4 (3 cyt). GeHTaHUN - camblit CUAbHbIA OMMOWUAHbLIN aHaNbreTUK, cpeam
npenapartos, NpeAHa3sHaYeHHbIX 419 Tepanum XpOHUYECKoM 60u.

[na nepeBoga nNauMeHTOB C nepopanbHoro mopduHa Ha TTC deHTaHuna cnepyet
NCMNoAb30BaTb TabAKLY 3KBMBANEHTHbIX 403 ONMOUAHbIX NpenapaTtos (Tabanua 3).

Tabnuua 3
IKBMBAJIEHTHbIE aHa/IbIeTUYECKME A03bl ONMMOUAHbBIX aHA/IbIeTUKOB
Dosa TTC ¢peHTaHMNa mKr/uac CyTouHaA A03a nepopasibHOro moppuHa
12 30-60
25 60-135
50 135-225
75 225-320
100 315-400
125 400-500
150 500-600
175 585-675
200 675-765
225 765-855

MANacTbipb HAKAEMBAETCA Ha CyXYyto, HEMOBPEKAEHHYIO KOXY MauueHTa B BEPXHEW MOJI0BUHE
Tynosuwa (Hanpumep, Ha rpyam). JonycTMma anmnivKauma M Ha KOHEYHOCTAX, eC/iM HeT SIBNeHWM
MmmOoCTasa UAM HapylieHua KpoBoobpalleHus. MNepes annavKaumein Koxy A0CTaTOYHO NPOMbITh
BOAOM W BbITEPETb Hacyxo, 6€3 NPMMEHEHMA CNMPTa AN MOOLWUX CPeacTB. [ToBTOpHOE NPUMEHeHne
NAacTblpA Ha 3TOM y4aCTKe KOXW BO3MOXKHO He paHee, Yem yepes 6 aHei. Nocne annauKkaumm TTC
Makcumym addeKTa HacTynaet yepes 18-24 4, MO3TOMY, B TeYeHME MepBbIX CYTOK HeobXoAMMOo
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COXpaHATb MpeXKHIo obesbonusatowyto Tepanuto. TTC Henb3s NPUMEHATb 4A fedeHus 6oau B
YPreHTHbIX COCTOSIHMSAX, MPY NOBbILWEHHOW TeMMepaType Tena, Npu 06MUAbHOM NOTOOTAENEHUN.

Tepanusa «npopbiBoB 6011»

Ona SKCTpeHHOW Tepanuu Npu pe3Kom ycuneHunm 6onm Ha ¢oHe npuema mopoduHa B
NPONOHIMPOBaHHbIX dopmax («npopbiB 6oAN») cnegyeT HasHauNTb MOpPdUH BbicTporo gencreus. B
3TOM c/lyyae pasoBaa go3a mopduHa coctasnset 10-15% (uam 1/6) oT cyTouHol A03bl Npenaparta.
HekoTopble cneymanuctol HasHavaloT 5-10% cyTouyHol fA03bl. bonee nosgHue uccneaoBaHUs
NoKasaju, YTo AOTALMOHHAA 4033 UHANBMAYANbHA U [ONXKHA ObITb onpeseneHa NyTem TUTPOBAHMS.
CpegHee Bpemsa ans KynupoBaHua 6oam coctaBnseT 15 muH nocne npuema mopduHa bbicTporo
aencrams.

Ecan naumneHT nonyyaet mopouHa cynbdat NpoAseHHOro AencTBuA B Aose 60 mr ABaKabl B
CYTKM, TO CYTOYHaA Ao3a coctaBuT 120 mr, COOTBETCTBEHHO pa30Ban A03a AN Tepanuu «npopbiBa
6onn» coctaBut 20 mr mopduHa nepopasnbHo. Mockonbky B Poccum HeT nepopasbHoi dopmbl
mopduHa ObicTporo agenctsus, cnegyet nepesect 20 Mr nepopasibHoro mopduHa B
napeHTepanbHyo popmy (mopduHa ruapoxnopug 1%). C yueTtom HM3KOM BUOAOCTYNHOCTU MOPPUHA
[o3y 20 mr cnegyeTt ymeHbWUTb B 2-3 pasa, U oHa coctasuT 6-10 mr.

Takum obpasom, npopbiBHas 60/1b y MauueHTa, noaydatowero 120 mr mopduHa cynbdaTa
NPOANEHHOIO AeNCTBUA, MOXKET BbITb KynupoBaHa 6—10 mr mopduHa rugpoxnopuaa 1% seeaeHHOro
napeHTepasnbHo. MpeanoyTMTeNbHO BBeAEHME BHYTPMBEHHO Yepes MopT UK NOLKOMKHO.

Ecnun B Te4eHUM cyTOK 6OAbHOMY NPUXOAUTCA BBOAUTL MOPGUH AN Tepanuu «Npopbisa 60an»
6onee, yem 4 pasa, To cnesyeT NoCTeneHHO NoBbIWAaTb 403y MOPGUHA NPOASIEHHOTO AeNCTBUA.

MaumeHTam, KOTOpble He MOryT MO pPasiuMYyHbIM NpPUYMHAM MosyyYaTb obesbosnBaHue
HEWHBA3MBHLIMW OMUOUAHLIMW aHANbIeTUKaMK, CneayeT HasHadaTb MOPOUH NapeHTepasnbHo.
Nmetowmecs gaHHble NO3BOAAIOT AaTb TPU YETKO OOOCHOBAHHbIX PEKOMEHAALNN: NOAKOKHbIN NYTb
BBEAEHUA ABAAETCA NPOCTbiM U 3dpdeKTUBHLIM cnocobom ana BBeaeHMA MopdUuHa, anamopduHa u
rmgpomopdoHa, ero cneayeT pPacCcMaTpuBaTb B MNEPBYIO OYepedb B KAyYecTBe asibTePHATUBHOIMO
cnocoba BBeAEHWA Yy MAUMEHTOB, HECNOCOOHbIX MPUHMMATL ONMOMAbl MEPOPAsIbHO MK
TpaHCcAepMasibHbIM CNOcobOM; WMCMONb30BaHWE BHYTPUBEHHOW MHOY3MM uUenecoobpasHo B TOM
C/ly4ae, Korga MOAKOXKHOe BBeAeHWe npenapaTta NPOTMBOMOKAa3aHO (Hanpumep, B CBA3U C
nepudepuUyeckMMm oTeEKaMM, HAPYLLEHUAMU CBEPTbIBAHWUA KPOBW, HApPYLLEHMAMU NepudepmuyecKoro
KpoBOOOpPALLEHNS, U HEObXOAMMOCTbIO BBeAeHWA 60nbluMx 06BEMOB M BbICOKMX [03); npw
HEOOXOAMMOCTM  ObICTPOrO  AOCTUXKEHMs  06e360/1MBaHUA  AO/MKHO  ObiTb  MCMO/b30BAHO
BHYTPUBEHHOE BBEAEHUE C TUTPOBAHNEM A03bl ONMOMAA.

MUmetowmeca gaHHble NO3BONAIOT AaTb yeTblpe cnabo 060CHOBaHHbIX peKoOMeHaaunnm:

1. BHyTpMBEHHble U NOLKOXKHbIE VIHd)y3VIVI MOryT 6bITb  MCMNO/b30BaHbI Aana  AOCTUXKeEHUA
onTMManbHoro obesbonmBaHms Y nNayneHToB C HEBO3MOXHOCTbO OOCTUXKEHUA aAeKBaTHOﬁ
aHanbresnm Npn NnepopasbHOM U TpaHCAEPMA/IbHOM NpUMeHeHNN ONNONA0B,
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2. MeToAMKa aHanbresmu, KOHTPOJIMPYeMOlM MNaUMEeHTOM, MOXKeT OblTb aganTupoBaHa AnA
NOAKOMXHbIX U BHYTPUBEHHbIX UHOY3MIA ONMOMNAOB Y NALMEHTOB, CMOCOOHbIX U KENaoLNX
CaMOCTOATENIbHO KOHTPOAMPOBaTb BBeAEHME 403 MO TPebOBaHUIO;

3. npu nepexoze ¢ NepopanbHOro NPUMeEHEHUA MOPPUHA HA ero NOAKOXKHOE U BHYTPUBEHHOE
BBeAEHWEe, OTHOCUTEIbHAA aHaNbre3mpylowasn akTMBHOCTb OAWHAKoBa ans obomx cnocobos
BBeZeHMA N HaxoauTcAa B npegenax ot 3:1 go 2:1;

4. peKTanbHOE MNPUMEHEHWE onnouaoB ABnsAeTca  3PPEKTUBHbIM, COOTBETCTBYHOLLMNE
NeKkapcTBeHHble GOpMbl He Bcerga AOCTYMHbl UAM ANA MHOTUX NauMeHTOB HEMPUEM/IEMDI,
NO3TOMY AaHHbIA cnocob BBeAEHWA ONMOWMAOB CledyeT PacCMaTpuBaTb TONIbKO B KayecTse
BTOPOI ANHUMN.

HeiiponaTtnuyeckasa 6ob

Mpy HanuuuMKM y NauMeHTa HelponaTMyeckoro 60/1€BOr0 CMHAPOMA (Hanpumep, TaKcaH-
WHOYUMPOBaHHasA noavMHerponaTna) UAM HeMponaTUYecKoro KomnoHeHTa 60/1eBOro cuMHApPOMaA
HeobXoAMMO HauMHaTb TEPAMNMIO CO CNELMabHbIX MAaTOreHETUYECKUX CPEACTB, KOTOPbIMMU ABNAIOTCA:

®  QHTMKOHBY/IbCAHTbI (MpenmyLLecTBEHHO rabaneHTUHOMAbI: rabaneHTUH M nperabanuH);
®  aHTUAENPECCaHTLI;
®  NAOKauH (MeCTHO B BUAE Kpema MK NaacTbips).

MepeyeHb NpenapaToB ANA Tepanuu HeliponaTuyeckon 6oau npeactasneH B Tabavue 3.

Y OO0/bLUMHCTBA OHKO/IOTMYECKMX OOJIbHbIX HelponaTuyeckaa 6o0/sb coyeTaeTcs B
HOUMUENTUBHON (COMATUYECKOW WAM BUCLEPaANbHOM), 4YTO JenaeT HeobxoAMMbIM Co4yeTaTb
onuounaHble aHanbretnkn, HMBM 1 aHTMHeMponaTMyeckme npenapaThbl.

MpY Ha3HAYeHUWU NIeKaPCTBEHHbIX CPEACTB PasHbIX FPynn caedyeT NOMHUTb O NepPeKpPecTHbIX
B3aMMOAEMNCTBUAX U NYTAX SAMMUHALMM NpenapaTos (Tabanua 3).

Tabnuua 3
MpenapaTbl 4NA Tepanuu HeliponaTnyeckom 6oam
Mpenapart PasoBas CyTo4Haa | dAMmnHauma Ocob6eHHOCTM NPU UCNONb30BAHUM Y
[03a Mr [03a mr OHKOJIOTMYECKMX MaLlMEHTOB
MNperabanuH no3a 50; 300-600 | He noagBepraeTca MmeeT HU3KYI0 TOKCUYHOCTD,
75; 150; meTabonnsmy B HanAyYLWwmin npodnab NEPEeHOCUMOCTH,
300 mr nevyeHwu, yem Apyrme aHTUKOHBY/IbCAHTbI.
BbIBOAUTCA B MoeT ycunmeatb adpdeKTbl 3TaHONA U
HEM3MEeHHOM Nlopasenama € OCTOPOXKHOCTbIO

BMAE NOYKAMM A0 | HA3HA4YaeTCA NPU NOYEeYHOM
98%. HeA0CTaTOYHOCTH, 3abo1IeBaHNAX
noAKenyao4HOM Kenesbl

FabaneHTuUH. 150-300 900-1800 | He noasepraeTca BO3MOHbI (B NepBble AHW NpMema)
meTabonunsmy B rONOBOKPYKEHUE, AMapen, ABOEHUE B

(mo
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3600) nevyeHw, rnasax, HapyweHue peymn, COHNNBOCTb
BbIBOAUTCA B
HeU3MEHHOM aHTaumabl (cogeprKawme Al3+ n Mg2+)
BUE NOMKAMM CHMXKaT broaocTynHocTb Ha 20%
OkckapbazanuH | 150-300 900- noasepraetca BbICOKO3dPEKTUBEH B TEPANNU
1800 meTabonusmy B HenponaTnyeckon 6onu
neyvyeHu c opodaumanbHOM 30HbI, UMeeT
obpazoBaHueEM MEHbLUYIO TOKCUYHOCTb B CPABHEHUM C
AKTUBHbIX KapbamasenuHom
meTabonnTos,
KoTOpbIE BO3MOHbl COH/IMBOCTb, FO/IOBHAA
BLIBOANTCH 60/1b, FO/IOBOKPYKEHWNE, ANNIONNS,
MOUKamMM 95%. TOWHOTA, PBOTA, YYBCTBO YCTaNOCTH, C
OCTOPOKHOCTbIO HAa3HAYaeTcA Npu
NoYe4yHOM U NEYEHOYHOM
HeZ0CTaTOYHOCTH.
OKCcKapbasenuH n ero metabonutbl
ABNAKOTCA MHOYKTOPaMM LLUTOXPOMOB
CYP3A4 n CYP3AS5, uHrnbmntopamm
umtoxpoma CYP2C19, uto umeetr
cnepcTemem 60bLIOE KOIMYECTBO
JIeKapCTBEHHbIX B3aMMOLENCTBUIA.
KapbamasenuH | 100-200 400-600 npu 4NNTeIbHOM NPUEeMe BO3MOXKHbI
NIeKONeHMA N arpaHy/IoLnTo3, MeeT
Ao 1600 CaMy1O BbICOKYIO renaTo- 1
HePPOTOKCUYHOCTb U3 BCEX
BblLLEenepeYncaeHHbIX
AHTUKOHBY/IbCAHTOB. C OCTOPOXKHOCTbIO
Ha3Ha4yaeTca y NaLMEHTOB NOXWUA0TO
BO3pacTa
AmutpuntuanH | 10-25 10-50 noasepraetca BbicokoapdeKTnBeH, Ho Npu
802001 | meTabonnsmy B O/NTENBbHOM NpUeme BO3MOXKHbI

neyeHu c
obpasoBaHuem
AKTUBHbIX
meTabonunTos,
KoTopble
BbIBOAUTCA
noykamm 80%.

NeKoneHmA N arpaHyoLnTos, UMeeT
CaMYI0 BbICOKYHO renaro - 1
HedPOTOKCUUYHOCTb, KapAMOTOKCHYEH,
renaToToKCUYeH, HePpPOTOTOKCUYEH,
NPOTMBOMOKAa3aH Npw ri1ayKkome,
afeHoMme npeacTaTelbHOMN Kenesbl U
Aap. He cneayet nosbiwaTh 403y 6onee
25-50 mr B cyT, He cneayeT Ha3Ha4vaTb
OAHOBPEMEHHO C TPaMaZ0/IoM
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BeHnadakcuH 37,5 70-225 nogsepraerca C OCTOPOXKHOCTbIO HAa3HaYaeTca
meTabonusmy B nauMeHTam ¢ KapananbHoM
neyvyeHun c naTonornemn, CTeHoKapanen,
obpasoBaHuem rnaykomom, noyeyHom
AKTMBHbIX HeA0CTaTOYHOCTbIO
meTaboanTos,
KoTOpbie BO3MOXHbl FO/IOBOKPYKEHME, acTEHUA,
BLIBOAUTCA cnaboctb, beccoHHML,a, NoBbILWEeHHas
HOuKaMM 87%. HepBHas BO36YyAMMOCTb, NOBbILLIEHNE
All, runepemua KOXu.
LdynokceTunH. 30-60 60-120 noasepraertca C OCTOPOXKHOCTbIO Ha3HavyaeTcA
meTabonunsmy B nauMeHTam C KapamanbHom
neyeHu ¢ naTonornemn, cTeHoKapamen,
obpaszoBaHuem rN1ayKoMOM, NoYeYHoM
HeaKTUBHbIX HeAO0CTaTOUYHOCTbIO
meTabonunTos,
KOTOpbIE npw NepBbIX AHAX NPUEMA BO3SMOMKHbI
BLIBOANTCH TOWHOTA, PBOTA, FO/I0OBOKPYKEHUE,
HOUKaMM acTeHus, 6eCCOHHMLA, NOBbILIEHHAS
BO36yaAMMOCTb, NoBbiweHne A/,
rMNepemma Koxu
Nnpokamu TTC | ot 1 go 3 nnactbipei, He TOKCMYEH, He HasHauyaeTca B KayecTBe npenapaTta
(nnactbipb) Ha 60/1bHOE MecTo Ha nmeet nepBoit IMHUM NPU NOKASbHbIX
12 4 c nocnepyrowmm NeKapCTBEHHbIX HeBponaTuaAx c npeobnagaHmem
nepepbiBOM Ha 12 y. B3aMMOAENCTBUIN, | 60NeBbIX PACCTPONCTB KOXKHOM
NMOCKO/IbKY YyBCTBUTE/IbHOCTU (30HAX anioguUHUMK,
NMAOKauH He rmnepanresvm, NaToaorM4eckoro 3yaa
nonagaet B nap.).
CUCTEMHbIM
KPOBOTOK He ciiefyeT NPOBOAUTb ANMANKALLMIO
NAacTblpsA HA NOBPEKAEHHYIO
NOBEPXHOCTb KOXKM.

Mo pa3HbiM NpuMYMHaAM nepes cMepTbio 60/b MOXET CTaHOBUTLCA «pedpaKkTepHOM». Pellas,

yto 601b CTAHOBUTCA pedpPaKTEPHOM, KAMHULUMUCT [O/KEH O0CO3HaBaTb, 4TO JajbHellee
NpPUMeHeHWe CTaHAaPTHbIX NOAX040B He NMPUBOAMT K ageKkBaTHOMY 06e360nMBaHUMIO, CBA3AHO C
Ype3MepHbIMU N HENnepeHOCUMbIMU OCTPbIMU M XPOHUYECKUMM CTPadaHUAMU WAW BPAL 1K
obecneunTt obesbosmBaHMe Ha HeobxogumMbli nepuof BpemeHW. B Takol cuTyaumu cepauus
3a4acTylo ABAAETCA eAUHCTBEHHbIM METOA0M, CNOCOBHbIM 0becneunTtb ageksaTHoe obesbonnsaHue.
Hanbonee 4acto MCMo/b3ylOTCA ONUOUAbI, HEWPONenTUKM, 6eH3oamasenuHbl, BapbuTypatbl U
nponodon. BHe 3aBUCMMOCTM OT MCNO/b3yemMoro npenaparta (MnM NpenapaTtos) ero HasHayeHue B
nepsylo ovyepeab TpebyeT onpeaeneHua A03bl, obecneumBalowenn ageksatHoe obesbonmsaHue,

nociaesyoWwmMm Npoao/ I KEHMEM TEPANUN 415 3aKpenieHns adppekTa.



368

bubaunorpadus

1.

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

Oscar ALC. Cancer Pain: pharmacologic, interventional, and palliative approaches. Saunders
Elsevier. 2006. 591 p.:13

Paice JA, Bell RF, Kalso EA, Soyyannwo OA. Cancer pain: from molecules to suffering. IASP
Press. 2010. 354 p.

IASP, Pain: Clinical Updates Vol. XX, Issue 2 March 2012. Identification and Treatment of
Neuropathic Pain in Patients with Cancer http://www.iasp-pain.org

The management of cancer-related breakthrough pain: recommendations of a task group of
the Science Committee of the Association for Palliative Medicine of Great Britain and Ireland.
Eur J Pain. 2009;13(4):331-8.

Jost L, Roila F. ESMO Guidelines Working Group. Management of cancer pain: ESMO Clinical
Practice Guidelines. Ann Oncol. 2010;21(Suppl 5):257-60

Cancer-related Breakthrough Pain. Oxford Pain Management Library. Davies A. Oxford
University Press. 2006. 113p.

Davies AN., et al. The management of cancer-related breakthrough pain: recommendations of
a task group of the Science Committee of the Association for Palliative Medicine of Great
Britain and Ireland. Eur J Pain. 2009;13:331-338

Ripamonti Cl, Bandieri E, Roila F. Management of cancer pain: ESMO Clinical Practice
Guidelines. Ann Oncol. 2011;22(suppl 6):69-77

American Society of Clinical Oncology Chronic Pain Guidelines 2016. www.asco.org/chronic-
pain-guideline

World Health Organization. Cancer pain relief. With a guide to opioid availability. 2nd edn.
Geneva, WHO. 1996. 70 p.

Use of Opioid Analgesics in the Treatment of Cancer Pain: Evidence-based Recommendations
from the EAPC. Lancet Oncol. 2012;13:58-68

Jost L, Roila F. ESMO Guidelines Working Group. Management of cancer pain: ESMO Clinical
Practice Guidelines. Ann Oncol. 2010;21(Suppl 5):257-60

Lussier D, Portenoy RK. Adjuvant analgesic drugs. In: Bruera E, Higginson 1J, Ripamonti C, von
Gunten C. Textbook of palliative medicine. London: Edward Arnold Publishers; 2006. p. 402-
414

MHCTpYKLMA K NpenapaTty Tpamazon Ha odpuumanbHOM caiiTe FocyLapCTBEHHbIN peecTp

NeKkapcTeBeHHbIX cpeacTs. http://grls.rosminzdrav.ru/

Davis MP, Glare PA, Hardy J, Quigley C. Opioids in Cancer pain. 2-nd ed. Oxford University
Press. 2009. 487 p.

HoBwukos I.A. OCHOBbI NaIMaTUBHON NOMOLLM OHKOAOTMYECKMM 60NbHBIM C XPOHUYECKOW

601bt0: ANC. HA COMCKaHME yY. CT. 4OKTOpa Mea,. HayK. M. 1994, 224 c.

Aby3aposa I.P. lpocnaon B 1e4eHnn XpoHNYecKoro 601eBoro CMHAPOMA Y OHKONOTMYECKNX
6ONbHbIX: AMCC. HAa COMCKAHMeE yu. CT. KaHaMAaaTa mef. Hayk M. 2001. 124 c.

MHCTpYKLMA K npenapaTy NponMoHUAPEHUNITOKCUITUANMNEPUANH Ha OdULMaIbHOM caiTe
FocyaapcTBEHHbIN peecTp JIeKapCTBEHHbIX CpeacTs. http://grls.rosminzdrav.ru/

MnaH meponpuatuit ("aopoxkHan kapTa") "MoBblleHNne AOCTYMHOCTN HAPKOTUYECKMX CPeacTB
N NCUXOTPONMHbIX BELLECTB A1 UCNOIb30BaHNA B MEOUUMHCKUX Lenax" (yTB. pacrnopakeHnem
MpasuTtenbctea PO ot 1 uions 2016 r. N 1403-p)
http://www.garant.ru/hotlaw/federal/788837/#ixzz4GuZYGsOX



http://www.iasp-pain.org/
http://www.asco.org/chronic-pain-guideline
http://www.asco.org/chronic-pain-guideline
http://grls.rosminzdrav.ru/
http://grls.rosminzdrav.ru/
http://www.garant.ru/hotlaw/federal/788837/#ixzz4GuZYGsOX

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

369

NHCTpyKumMAa K npenapaTy mopduH cyabdaT Ha opuumanbHoOm cante FocyaapCcTBEHHbIN peecTp
NeKapcTBeHHbIX cpeacTs. http://grls.rosminzdrav.ru/

MHCTPYKUMA K NpenapaTy TaprMH (OKCUKOAOH + Ha/IOKCOH) Ha odunumanbHOM caiiTe
FocyaapCTBEHHbIN peecTp IeKapCTBEeHHbIX cpeacTs. http://grls.rosminzdrav.ru/

MHcTpyKuma K npenapaty TTC ¢eHTaHMNa Ha opuLmManbHOM caitTe FocyAapCTBEHHbIN peecTp
NneKkapcreeHHbIX cpeacTs. http://grls.rosminzdrav.ru/

Hanks GW, Conno F, Cherny N, et al. Morphine and alternative opioids in cancer pain: The
EAPC recommendations. British Journal of Cancer. 2001;84:587-593

Coluzzi PH, Schwartzberg L, Conroy D, et al. Breakthrough cancer pain: A randomized trial
comparing oral transmucosal fentanyl citrate (OTFC) and morphine sulfate immediate release
(MSIR). Pain. 2001;91:123-130

Freye E, Levy JV, Braun D. Effervescent morphine results in faster relief of breakthrough pain in
patients compared to immediate release morphine sulfate tablet. Pain Practice. 2007;7:324—
331

Identification and Treatment of Neuropathic Pain in Patients with Cancer. IASP, Pain: Clinical
Updates. 2012;20(2). http://www.iasp-pain.org

Attal N, Cruccu G, Baron R, et al. EFNS guidelines on pharmacological treatment of neuropathic
pain: 2009 version. European Journal of Neurology. 2006,13:1153-69

Finnerup NB, Attal N. Pharmacotherapy for neuropathic pain in adults: a systematic review and

meta-analysis. Lancet Neurol. 2015;162-73

Caraceni A, Cherny N, Fainsinger R, et al. The Steering Committee of the EAPC Research
Network.Pain measurement tools and methods in clinical research in palliative care:
recommendations of an expert working group of the European Association of Palliative Care. )
Pain Symptom Manage. 2002;23:239-255

Mercadante S, Radbruch L, Caraceni A, et al. Episodic (breakthrough) pain. Consensus
Conference of an expert working group of the European Association for Palliative Care. Cancer.
2002;94:832-839

Fallon M, Hanks G, Cherny N. Principles of control of cancer pain. BMJ. 2006;332:1022-1024


http://grls.rosminzdrav.ru/
http://grls.rosminzdrav.ru/
http://grls.rosminzdrav.ru/
http://www.iasp-pain.org/

370

MpodunakTnka MHPEKUUNA y NaLMeHToB ¢ AinmenponndepaTuBHbIMU
3aboneBaHnaMmm

NHpEKUMOHHDBIE 3NM304bl — BAaXKHAA YacTb B TeueHMM numaoonponmdepaTnBHbIx 3ab6oieBaHNi
M 4acTo OAHA M3 HEMOCPEACTBEHHbLIX MPUYUH NETANbHOCTU. BbICOKMI PUCK Pa3BUTUS MHPEKLUI
CBA3aH Kak c gedektamun B 6a3oBoi NPOTUBOMHPEKLMOHHOMN 3alMTe OpraHM3ma, NOABUBLLMMUCA B
npouecce pasBUTMA cammx 3abosieBaHU, TaK M C yCcyrybuMBLUMMMCA NOKasaTenamum Ha ¢oHe
NPUMEHEHUA  PasfIMYHbIX  TEXHO/MIOTM  Tepanuu  (UMTOCTATMKM, OCOBEHHO  MpPUMEHeHue
MMAOOLMTOTOKCUYECKMX — MPEernapaToB,  [IIOKOKOPTUKOCTEPOMAOB,  TAPreTHbIX  MpPenapaTtos,
CMJIEHIKTOMMUK, JIy4eBOW Tepanuu, TpaHcnaautaumum [CK u  ap.), obnagalowmx MOLLHbIM
MMMYHOCYNpPeccuBHbIM gencteueM. OCHOBHble MeXaHWM3Mbl 3alUTbl OpraHM3Ma OT WHEeKUMi
M3y4YyeHbl AOCTAaTOYMHO MOJIHO, HO KaK OHM pPaboTaloT MPWM KOHKPETHbIX OMyXO/MeBbIX MpoLeccax,
3aTparnBaloWmMx KAETKM CaMOW MMMYHHOW CUCTEMbl, MOKa MaJsioM3BecTHO. M3meHeHMA Yalue
3aTparneaoT cuctemy paroynToB (0Co6eHHO HEWTPODUNOB), HO MOTYT KacaTbCA PYHKLMOHANbHbIX U
KO/IMYECTBEHHbIX CBOMCTB B- n T-aumdoumTtos, Hepenko oukcupyetca aeduUUT NPOAYKUMM ©

KayeCcTBEHHbIX CBOMACTB aHTUTEN.

Ona pas3eutma nHdeKLnin y naumeHTos ¢ JIN3 nmeloT 3HaYeHe Kak BHelHWe GaKTopbl pucka
(KOHTaKTbl C UCTOYHMKAMKN MHOULMPOBAHUA Ha paboTe u B BbiTy, paboTa B YCAOBUAX MNOBbILWEHHOM
BPEAHOCTM, YCN0BUA MPOXKMBAHUA, HAMPUMMEP, KAMMAT), TaK U BHYTPeHHMe (BO3pacT, caxapHblii
AvabeT, HYTPUTMBHBLIMA CTATyCc, MOBbIWEHHOe obpa3oBaHMe TPOMOOB B COCYAMCTOM pycCie,
nepeHeceHHble paHee MHOEKUMM U CYLLECTBYHOLWME XPOHUYECKNE MHOEKLMOHHble 3aboneBaHus u
ap.). 9™ n apyrue dakTopbl, Hanpumep, ypoBeHb NHGEKUMOHHOM 6e30NacHOCTM U cnekTp ¢popbl B
OTAENEeHUAX, rae NPOBOAMTCA Tepanus, PEKOMEHAYETCA aHa/lM3UPOBaTb W, MO BO3MOMKHOCTH,
OrpaHN4YMBaTb M KOMMNEHCUPOBATD.

YnpasneHve GakTopamu pUCKa PasBUTMA WAM peakTusauuu nHdekumin y naumenTos c JIM3
npegnonaraet NpMMeHeHue:

. Mep NepPBUYHON U BTOPUYHOWN aHTUMUKPOBHOM NPODUNAKTUKY;
. NPoPUNAKTUKN U KOPPEKLMN HAPYLEHUI B NPOTUBOMHDEKLMOHHOM 3alLMTE OPraHN3Ma;
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. MOHUTOPUHIra 6a30BOro ypOBHSA MOKasaTenell MNPOTUBOMHGPEKLMOHHON 3alinTbl U YPOBHSA
MHPEKLMOHHOWN HArpy3KM Ha OpraHM3m nauueHTa Ha poHe fieyeHMa OCHOBHOro 3aboneBaHusn;

. NOCTOAHHOIO aHan3a AONONHUTENbHbIX GAKTOPOB PUCKA PA3BUTUA UHEKLUIA;

. peryiapHOMN OLEHKN OPraHOB MULLEHEN BO3MOKHbIX MHDEKLNIA.

CoBpeMeHHble peKoOMeHZAuUM No MNPUMEHEHUIO Mep MO MNEePBUYHON U BTOPUYHOM
NPodUNaKTUKE WHPEKLUMOHHBIX OCNOMHEHUN Ha ¢oHe TeyeHua numoonponmdepaTUBHbLIX
3aboseBaHMN NpeanaratoT BblAeNeHMe NaLMEHTOB B FPyMbl PUCKa B 3aBUCMMOCTM OT BUAA OMNYXOAH,
cTaTyca 3aboneBaHMA B MOMEHT MPOBOAMMOIO aHanu3a, NPOAO/IKMTENbHOCTM Npeanonaraemomn
HENTPOMNEHMN, KONMYECTBA NPOBEAEHHbIX PaHEe KypCOB XMMMOTEPANUU, MHTEHCUBHOCTU PEXMMOB
UMMYHOCYNPeccun, MNPUMEHEHHbIX TEXHONOMMM nedveHus. B Tabauue 1 M3N0XKEHbl OCHOBHblE
nogxonbl ANA BeAeHUA NPOTUBOMMUKPODBHOM NPOdUNaKTUKM y naumeHTos ¢ JIM3.

Tabnunua 1. NepBrMYHAA M BTOPUYHAA aHTUMUKPOOHas npodunaktMka npu ammdonpoandepaTnsHbIX
3aboneBaHumAxX
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Ocob60 3HAYMMO B HapyWeEHUU MPOTUBOUHPEKLMOHHON 3aWMTbl OPraHM3Ma COCTOSIHUE
daroymTapHoOM cucTembl, ocobeHHOo HelTpodunos. Konnuectso HeliTpodumnos meHee 500 KneTok B 1
MK onpefensaeTca Kak HelTponeHua. YactoTa u TAXKecTb MHOEKLMN NPonopLMOHanbHa KONINYECTBY
HenTpodunos. Tak nNpu Koaudectse HenTpodunos meHee 100 B 1 mkn y 10-20% naumneHTOB
pa3BuBatoTca ocobo TaxKeble MHOEKLMN N 3HaUYMMan cenTuuemms. B Tabanue 2 npeacrtaBaeH CnekTp
«TUMUYHOM» MUKPOBHOW GNopPbI NPU HEATPONEHNUM.

Tabnnua 2. CNekTp «TUMUYHON» MUKPOBHOM Gopbl NPU HENTPONEHUN
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MpodrNaKTUKY 1 KOPPEKLMIO HapYLLEHUA NPOTUBOUHPEKLIMOHHON 3alLnThbl y NaumeHToB ¢ J1M3
MO>XHO NPOBOAMUTb B BUAE:

. CTUMYNALMU aKTUBHOTO MMMYHHOTO oTBeTa (Tabauua 3);
. YcuneHna naccMBHOro MMMYHHOTO OTBETa (3amecTuTeibHasA Tepanua UMMYHOr106yinHamm);
. CTUMYNALUU KNETOK MUEIONAHOTO POCTKA KPOBETBOPEHMA.

Tabanua 3. NpaduK BaKLMHALMMN NALMEHTOB, NOYYAIOWMNX UMMYHOCYNPECCUBHYIO TEPanuIo)
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PeKomeHpauum no CTUMyNALMUA aKTUBHOrO MMMYHHOTO OTBETA M3/10KeHbl B Tabauvue 3, rae
YyUYTEHbl CPOKU MPOBEAEHMA BaKUMHALUM U TEXHOJOTMU NeYeHNA Ha GOHE KOTOPbIX ee BO3MOXKHO
npumeHsaTb. MHPopmauma no npumeHeHunto M 3GPEKTUBHOCTM 3TOrO0 NOAXOAa K MPOPUNAKTUKe
MHOEKUMOHHbIX OCIOXKHEHUI ¥ NauneHToB JIM3 NoKa HEMHOrOYMUCAEHHa.

O6wan peKkomeHAaLMA: KMBble MPOTUBOBUPYCHblE BaKLMHbI MPOTUBOMNOKA3aHbl BO Bpems
neyeHua noanxumunoTtepanuen n TKM. BakunHauma B naeane f4oaKHa NpoBOAMTLCA 3a 2 Heaenu Ao
Hayasa XMmMMoTepanum M NPOTUBOMOKA3aHa BO BPEMA JleYeHWA U B TevyeHuMe 6 mecAues nocne
XUMMO- N UMMYHOTEpPanMu. PeBaKkunHaUNA MOXKET NpoBOAUTLCA Yepe3 3 mecAua Nocne OKOHYaHMUA
3TMX BUAOB SIeYeHuA.

B Tabnuuax 4 wn 5 npeactaBneHa WMHPopmaumMa MO BMAAM BaKUMH UM KajneHZapto
NPOOUNAKTUYECKMX NPUBUBOK U NMPUBUBOK MO 3NUAMNOKA3aHUAM, NPUHATbIX B PP. B gononHeHne ¢
Yy4€eTOM 0COHEHHOCTM NPOTUBOUHPEKLMOHHON 3aLLUTbI B Nepuog nocne npumeHeHna TKM oTtaenbHo

npusoanTcA rpaduk BakumHauuu nocsne TKM (Tab. Ne6)

Tabnunua 4. Buabl BaKUMH.

Tabnuua 5. CNMCOK BaKUMH KaneHaapa npodunakTMYecknx npuemBok PP

Tabnunua 6. Tabnnua 6. Mpaduk BakUMHALMKM NaumeHToB nocie TKM (no pekomeHaaumsam
ACIP*2014)
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YcuneHue NaccUMBHOro MMMYHUTETA BO3MOXHO npum 3amMecTUTeIbHOM
anddepeHUUPOBAHHOK Tepanun MMMYHOrNo6ynnuHamu. ABCONIOTHbIE NOKasaHMA K BBEAEHUIO
MMMYHOTN06Y/IMHOB onpeaeneHsbl:

. npu CMV nHeBmoHMAX (bonee nogonget cneunduyecknini UMMyHoOr106yanH);
. Mpwn neyeHnn nHdpekumMmn, BbiaBaHHOM RSV n Parvovirus B19;
. nocsie anno-TKM y naumeHTOB C NMPOrpeccuMpylownum CHUMXeHnem ypoBHa IgG meHee 4 r/n n

peunanuBmUpyoLWMX 3NM3oaax UHOEKUNA.

Buabl Nnpenapatos MMMYHOT106yIMHOB AR BHYTPUBEHHOTO BBeAeHMA (BBUT):

° CTaHAapTHbIE UMMYHOMN06YAMHbI ( coaep KaT NpeMmyLLecTBeHHO MMMYHOr106yAnH Knacca G)

° Cneumndunyeckme, AN TMNEPUMMYHHbIE:

1. HeouuTOTEKT — UMMYHOr106YANH G, cogepKalunin He meHee 100 E/mn anTtuTen K LIMB,
coaepxut Ig A< 2,5 mr /mn, Ig M — oTcytcTayer.

2. HeorenaTteKkt - MMMYyHOrnobyanH G, cogepxawmin He meHee 50 ME/ ma aHTUTEN K BUPYCY
renatuTa B, IgA <2,5mr/ma.

3. Ob6orauieHHble UMMYHOTN06YAWHbI:
MeHTarno6mH — MUMMYHOTrI06YNNH, coaep Kalmii Tpu Knacca: IgG- 76%, Ig A- 12% , 1gM- 12%

Takum 06pa3om, HameTu/CcA NPOrpecc B NMOHMUMaHUU OCHOB NPOPUAAKTUKU MHOEKLMOHHbIX
OCNOXHEHUI y nauyueHToB C aumdonponndepaTuBHbix 3aboneBaHuit. WHAMBMAYaANbHbIV
MOHWUTOPUHT MWKPODBHbBIX M BUPYCHbIX HArpy3oK, COCTOAHWA NPOTUBOMH(EKLMOHHOM 3almThl
OopraHM3ma, BO3MOMKHOCTb B/IMATb Ha Hee MNyTemM pPas/iMyHbIX MeToA0B NPodUNaKTUKU UMeeT

6onbLIoe 3HAYeHNe AONA NOBblWEHUA Pe3y/1IbTaToOB /ie4eHUNA NaUuMeEHTOB.
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MpunoxkeHue 1: yposHU A0OKa3aTeNbHOCTH

B HacToAWMX KAMHUYECKUX PeKoMeHJAuMAX B  KBaApaTHbIX CKobKax npmeeneHbl YypoOBHU

[l0Ka3aTe/IbHOCTN PeKoMeHAaumi, B COOTBETCTBUM CO LIKanaMu, pa3paboTaHHbIMU AMEPUKAHCKUM

0bulecTBOM KANHUYECKo oHKonormm (ASCO) 1 EBponeiickum ob1uecTBom MeAnLMHCKON OHKOI0MUN

(ESMO).

YpoBeHb
J0Ka3zaTe/IbHOCTU

Twun poKasaTenbHOCTU

Kak MMHUMYM OIHO KpyMNHOE PaHA0MMU3NPOBaHHOE KOHTPOIMPYeMoe
nccief0BaHMe BbICOKOrO KauecTBa (C HU3KOWM BOPOATHOCTLIO OWMBOK) nan
MeTa-aHa/IM3 rOMOreHHbIX PaHA0MMU3MPOBAHHbIX UCCNEA0BaHMI BbICOKOTO
KauecTBa

Hebnonblume paHAOMU3NPOBAHHbIE UCCNEA0BAHUA UM KPYMHbIE
paHAOMW3NPOBaHHbIE UCCEA0BaHUA C BbICOKOM BEPOATHOCTLIO OLLMBOOK.
MeTa-aHanu3 nogo6HbIX UccnenoBaHUM UM METa-aHanu3 reTeporeHHbIX
nccneaoBaHum

MpocneKkTUBHbIE KOTOPTHbIE UCCIeA0BaHUA

PeTpocneKkTMBHbIE KOrOPTHbIE NCCIeL0BAHMNA NAN UCCNef0BaHNA «cnyqaﬁ-

KOHTPO/1b»

WNccnenosaHna 6e3 KOHTPOALHOM rpynmbl, OTAENbHbIE Cy4au, MHEHUE
aKCnepToB

CreneHb

pagauma

A

JocToBepHble AaHHble O BbICOKOM KANMHMYECKOM 3PPEKTUBHOCTY,
HaCTOATE/IbHO PEKOMEeHAayeTCA

[ocToBepHble uan ybeamTenbHble faHHble 06 YyMepPeHHOM KIMHUYECKOM
3 PeKTUBHOCTH, pekomeHayeTcs

HepocroBepHble AaHHble 06 3GPEKTUBHOCTU, KOTOPaAn He NepeseLlwnBaeT
PUCK UM HeAOCTaTKK eveHnn (HeenaTebHble ABAEHUA, CTOMMOCTb U T.4.),
MOXET NPUMEHATLCA Kak OAMH U3 BapUaHTOB
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MpunoxxeHue 2: cxembl 1€KAPCTBEHHOIO Ie4EeHUA

Cxembl 1 AHUK Tepanuu aumeoom

Jlumgpoma XodxKuHa

ABVD
e JloKcopyBuumH 25mr/m” B/8, AHM 1 1 15
e BneomuuumH 10 mr/m> 8/8, AHK 1 1 15
e BuH6MacTUH 6 Mr/m” (cymmapHo He 6onee 10 mr) B/B, AHM 1 1 15
e [lakapb6asuH 375 mr/m’ 8/8, aHun 1 1 15
NevyeHune Bo3o6HOBNAETCA Ha 29 AeHb

BEACOPP-3cKaniMpoBaHHbIN

e dtonosug 200 mr/m’ /B, aHu 1-3

e [lokcopy6uumH 35 mr/m’ /B, AeHb 1

e Luknodocdhammug 1250 mr/m’ 8/8, aeHb 1

e BUHKpWUCTUH 1,4 mr/m’ (cymmapHo He Gonee 2 mr) /8, AeHb 8

e BaeomuumH 10 mr/m? B/8, AeHb 8

e [pokap6asunH 100 mr/m” BHYTpPb, AHM 1-7 (BO3MOKHaA 3amMeHa Ha fakap6asuH 375 mr/m” /B,
OeHb 1)

e [IpegHu3onoH 40 Mr/M2 BHYTpb, AHKN 1-14

e [-KC®P nogKoKHO B NI1aHOBOM MOPAAKE M HE3aBUCMMO OT KOIMYECTBA NeKOLMTOB C 8 Ao 12
AHA AN [0 BOCCTAHOBNEHMA NOKasaTeiel NeiKounToB

NeuveHne Bo306HOBNAETCA Ha 22 AeHb

BEACOPP-14
e Jtonosug 100 mr/m* /B, aHu 1-3
e [lokcopy6uumH 25 mr/m” /B, AeHb 1
e Luknodochammug 650 mr/m’ 8/8, aeHb 1
e  BuHKpUCTUH 1,4 mr/m’ (cymmapHo He Gonee 2 mr) /8, AeHb 8
e BneomuuumH 10 mr/m’ B/8, AeHb 8
e [lpoKkapbasmH 100 mr/m? BHYTPb, AHW 1-7 (BO3MOKHa 3aMeHa Ha gakapbasuH 375 mr/m’ 8/8,
AeHb 1)
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e [lpegHusonoH 40 Mr/M2 BHYTPb, AHU 1-7 (OTMeHa NpeAHN30/10Ha B OAMH eHb Ha 8- AeHb
uMKna. Npu BOSHUKHOBEHUM CUHAPOMA OTMEHbI — B 3 AHSA)
o [-KC® noaKoxHO, AHWN 9-13 B N1aHOBOM MOPAAKE N HE3AaBMCMMO OT KOJIMYECTBA 1EMKOLMTOB
JleyeHune Bo3obHOBNAETCA Ha 15 aeHb

EACOPP-14

e 37onosug 100 mr/m’ 8/8, AHw 1-3

e [lokcopy6uumH 50 mr/m” /B, AeHb 1

e Uuknodochammg, 650 mr/m’ 8/8, aeHb 1

e  BuHKpucTMH 1,4 mr/m? (cymmapHo He 6onee 2 mr) B/B, AeHb 8

e [pokap6asuH 100 mr/m? BHYTPb, A4HM 1-7 (BO3MOKHA 3amMeHa Ha fakap6asuH 375 mr/m” /8,
OeHb 1)

e [IpegHunsonoH 40 Mr/M2 BHYTPb, AHU 1-7 (OTMeHa NpeAHN30/10Ha B OAMH AeHb Ha 8- AeHb
umMKna. Npu BO3HUKHOBEHUW CUHAPOMA OTMEHbI — B 3 AHA)

o [-KC® nogKoxHO, 4HKM 9-13 B NN1aHOBOM NOPAAKE U HE3ABMCMMO OT KOJIMYECTBA NENKOLMTOB

NevyeHune Bo3obHOBNAAETCA Ha 15 AeHb

Cxembl nevyeHus demeii, 601bHbIX AUMPOMOU XOOHKUHA

OEPA
e [peaHn30n0H 60 mr/m’ BHYTpPb, 1-15 gHK
e  BuHKpWCTUH 1,5 mr/m> 8/B, AHun 1, 8, 15
e 3Stonoswug 125 mr/m’ 8/B, aHu 1-5
e [lokcopybuumH 40 MI’/MZ, aHn 1, 15

COPDac
o [lpegHunsonoH 40 mr/m’ BHYTpPb, gHKn 1-15
e Luknodochammug 500 mr/m’ 8/8, aHu 1, 8
®  BuHKpucTMH 1,5 MF/MZ, aHn 1, 8

e [lakapb6asuH 250 mr/m’ 8/8, aHu 1-3

Cxembl nedeHUA noxcunbix 601bHbIX AumMgpomoli XoOHKUHA

ChlvPP
e  Xnopambyuun 6 mr/m> 8/8, aHu 1-14
e [lpoKkapbasmH 100 mr/m? BHYTpPb, 4HKN 1-14
e BuH6MacTUH 6 Mr/m’ B/B, AHK 1, 8
o [lpegHnno3oH 40 mr/m* BHYTpb, AHu 1-14
NeuyeHune Bo3obHOBAAETCA Ha 29 AeHb

CVPP
e Uuknodpocdammug 600 mr/m> /8, aHv 1, 8
e [pokapbasmH 100 mr/m’ BHYTpb, aHKN 1-14
e BuH6nacTUH 6 Mr/m% B/B, aHK 1, 8



o [pegHunnosoH 40 mr/m’ BHYTpb, gHKN 1-14
JNleyeHne Bo3ob6HOBNAETCA Ha 29 AeHb

PVAG
e [lpegHunosoH 40 Mr/lv\2 BHYTpb, AHKU 1-5
e BuH6MacTUH 6 Mr/m” B/B, AHK 1, 8
e [lokcopy6uumH 50 mr/m” /B, AeHb 1
e Temumtabux 1000 mr/m? 8/8, aeHb 1
JleyeHune Bo3obHOBNAETCA Ha 22 AeHb

BapuaHT ¢ peayumpoBaHMem A03, eC/IN KOJIMYECTBO IEMKOLMUTOB MeHee 2 X 109//1 u TpomboumTOB
meHee 75 x 10°/n fo 14 aHA uMKAa uav neitkonenus IV ctenenn no BO3 6onee 4 aHeit:

o [pegHnnosoH 40 mr/m* BHYTpPb, gHK 1-5
e BuH6nacTUH 5 mr/m* B/B, aHn 1, 8

e [lokcopybuumH 40 mr/m’ B/B, aeHb 1

e Temumtabux 800 mr/m” 8/8, aeHb 1

VEPEMB

e BuH6nacTUH 6 Mr/m* B/8B, AeHb 1

e Luknodochammug 500 mr/m> /8B, AeHb 1

e [lpoKapbasmH 100 mr/m? BHYTpPb, A4HN 1-14

e [pepHusonoH 30 mr/m> BHYTPb, AHK 1-5

e 3Jtonosmug 60 Mr/M2 BHYTpPb, g4HKM 15-19

e MUTOKCaHTPOH 6 mMr/m” B/B, AeHb 15

e BneomuuumH 10 mr/m’ B/8, AeHb 15
Hayano ouepegHoro umkaa — Ha 28 aeHb

CcvpP

e Luknodocdar 1000 mr/m’ 8/8, AeHb 1

e BuH6MacTUH 6 Mr/m® B/8B, AeHb 1

e [IpegHu3sonoH 40 Mr/M2 BHYTpPb, AHK 1-5
JleueHne Bo306HOBAETCA Ha 22 AeHb

Hexo0xKuHcKue aumgomeol

MoHoTepanua putykcumabom

e  Putykcumab 375 Mr/rv\2 8/8 Kan., 1 pa3 B HeZento B TeueHue 4 Heaenb

R-CHOP

o PuTykcumab

o 375 N\r/M2 B/B Kan., AeHb 0 nan 1 Bce LMKAbI Kypca

nnun

o 375 mr/m’ B/B Kan. 1 umkn, fanee putykcumab 1400 mr n/K, AeHb O uam 1

e [lokcopy6uumH 50 mr/m” B/8 Kan., AeHb 1

e Luknodocdhammug 750 mr/m? 8/8 Kan., aeHb 1

o  BuHKpuctuH 1,4 N\r/N\2 (cymmapHo He 6onee 2 mr) B/8, AeHb 1

o [pegHnsonoH 100 mr BHYTpb, AHW 1-5
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JNleueHne Bo306HOBNAEGTCA Ha 22 AeHb

R-CVP

o Putykcumab
o 375 mr/m? B/B Kan., AeHb O uau 1 BCe UMKAbI Kypca
nnn
o 375 mr/m? B/B Kan. 1 umkAa, fanee putykcumab 1400 mr n/K, aeHb O uam 1
e Uuknodochamma 750 mr/m” B/B Kan., geHb 1

e  BuHKpucTMH 1,4 mr/m? (cymmapHo He 6onee 2 mr) B/B, AeHb 1
e [IpegHunsonoH 40 Mr/M2 BHYTpb, AHKn 1-5
JleyeHune Bo3obHOBNAETCA Ha 22 AEHb

RB

e  PuTyKCMMab
o 375 Mr/M2 B/B Kan., AeHb 0 nan 1 Bce UMKAbI Kypca
nnu
o 375 mr/m’ B/B Kan. 1 umkn, ganee putykcumab 1400 mr /K, aeHb 0 man 1

e BeHgamycTvH 90 mr/m’ B/B Kan., aHu 1, 2
NeveHne Bo306HOBNAETCA Ha 22 AeHb

R-miniCHOP
o PuTtykcumab
o 375 mr/m” B/B Kan., AeHb 0 unm 1 BCe LMKAbI Kypca
nnu
o 375 mr/m’ B/B Kan. 1 umkn, fanee putykcumab 1400 mr n/K, AeHb O uam 1

e [lokcopy6uumH 25 mr/m” B/B Kan., AeHb 1

e Luknodocdhammg 400 mr/m’> /8 Kan., AeHb 1
e  BuHKpuctuH 1 mr 8/8, geHb 1

o [lpegHunsonoH 40 mr/m’ BHYTpPb, gHK 1-5
JNeveHne Bo306HOBNAETCA Ha 22 AeHb

R-CEPP

o PuTykCcMmab
o 375 mr/m’ B/B Kan., AeHb 0 uau 1 BCe LMKAbI Kypca
nnn
o 375 mr/m? B/B Kan. 1 umkAa, fanee putykcumab 1400 mr n/K, AeHb O uam 1

e Luknodocdhammug 600 mr/m B/8 Kan., gHu 1, 8
e Jrtonosug 70 mr/m* 8/8, aHu 1-3

e [lpokapbasunH 60 mr/m’ BHYTpPb, aHKU 1-10

e [lpegHunsonoH 40 mr/m? BHYTpb, AHKn 1-5
JNleueHne Bo306HOBAETCA Ha 29 AeHb

R-CEOP

o PuTykCcMmab
o 375 Mr/M2 B/B Kan., aeHb 0 nan 1 Bce LUMKAbI Kypca



nnm
o 375 mr/m® B/B Kan. 1 umkAa, fanee putykcumab 1400 mr n/K, AeHb O uam 1

Uuknodochamua, 750 mr/m” B/B Kan., AeHb 1
3tonosug 75 mr/m’ /8, AeHb 1
BuHKpuctuH 1,4 mr/m? (cymmapHo He 6onee 2 mr) B/B, AeHb 1

MNpegHnsonoH 40 mr/m* BHYTpPb, AHK 1-5

JleyeHune Bo3obHOBAAETCA Ha 22 AEHb

CMED

Uuknodocdamua, 750 mr/m” B/B Kan., geHb 1

MetoTpekcaT 300 mr/m’ B/B, AeHb 1

JeiikosopuH 15 mr B/B, Yyepes 24 yaca Noc/ie BBeAeHUA MEeTOTPeKcaTa 1 Jasee Kaxaple 6
Yyacos, Bcero 12 BBegeHN

3tonosug 400 mr/m’ 8/8, AHW 1, 2

JekcameTtasoH 20 Mr/M2 BHYTpPb, AHKU 1-5

R-CHOEP
e  PuTyKCMMab
o 375 Mr/M2 B/B Kan., AeHb 0 nan 1 Bce UMKAbI Kypca
Un

o 375 mr/m’ B/B Kan. 1 umkn, ganee putykcumab 1400 mr /K, aeHb O mam 1
[okcopybuumH 50 mr/m” B/8 Kan., AeHb 1
Uuknodochamug, 750 mr/m” B/8 Kan., AeHb 1
BUHKpUCTUH 1,4 mr/m” (cymmapHO He 6osiee 2 mr) B/B, AeHb 1
3tonosug 100 mr/m? 8/8 Kan., axu 1-3

MpeaHnsonoH 40 Mr/M2 BHYTpPb, AHK 1-5

JNleyeHne Bo3o6HOBASETCA Ha 22 AEHb

R-CNOP
e PuTykCMMab
o 375 N\r/M2 B/8 Kan., AeHb 0 nan 1 Bce UMKAbI Kypca
nUn

o 375 mr/m® B/B Kan. 1 umkAa, fanee putykcumab 1400 mr n/K, AeHb O uam 1
Uuknodpocdamug, 750 mr/m” 8/8 Kan., AeHb 1
MwuTOKcaHTpoH 10 mr/m’ B/8B, AeHb 1
BUHKpUCTUH 1,4 mr/m” (cymmapHO He 6onee 2 mr) B/8, AeHb 1

MpeaHnsonoH 40 mr/m’ BHYTpPb, AHK 1-5

JleyeHne Bo306HOBAEGTCA Ha 22 AeHb

R-FC

Putykcnumab
o 375 Mr/M2 B8/8 Kan., AeHb 0 nan 1 Bce UMKAbI Kypca
nnu

o 375 mr/m’ B/B Kan. 1 umkn, fanee putykcumab 1400 mr n/K, AeHb O uam 1

dnypapabuH 25 mr/m? 8/8 Kan., gHu 1-3

384
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e Luknodochammug 250 mr/m? 8/8 Kan., gHu 1-3
JNleyeHne Bo3obHOBNAETCA Ha 29 AeHb

R-FND

o Putykcumab
o 375 Mr/M2 B/B Kan., AeHb 0 unn 1 Bce UMKAbI Kypca
nnm
o 375 mr/m? B/B Kan. 1 umkAa, fanee putykcumab 1400 mr n/K, aeHb O uam 1

e  ®nygapabuH 25 mr/m? B/8 Kan., gHu 1-3
e MUTOKCaHTPOH 10 mr/m” B/B Kan., AeHb 1
e JlekcametasoH 20 mr /8 Kan., gHK 1-5
JNleyeHwne Bo3obHOBAAETCA Ha 29 AeHb

R-FCM

e PuTyKCMMab
o 375 Mr/M2 B/B Kan., AeHb 0 nan 1 Bce UMKAbI Kypca
nnu
o 375 mr/m? B/B Kan. 1 umkAa, fanee putykcumab 1400 mr n/K, AeHb O uam 1

e  ®nygapabuH 25 mr/m’ B/8 Kan., gHu 1-3

e MWUTOKCaHTpoH 10 mr/m” B/8 Kan., AeHb 1

e Luknodochammug 150 mr/m? 8/8 Kan., gHu 1-3
NeuyeHne Bo3o6HOBNAETCA Ha 29 AeHb

R-BAC

o PuTykCcMmab
o 375 mr/m’ B/B Kan., AeHb 0 uau 1 Bce LMKAbI Kypca
nnu
o 375 mr/m’ B/B Kan. 1 umkn, fanee putykcumab 1400 mr /K, AeHb O uam 1
e BeHgamycTvH 70 mr/m’ /B Kan., gHu 1, 2

e Lutapabux 500 mr/m’> B/B Kan., aHn 1, 2, 3
NeveHne Bo3o6HOBNAETCA Ha 29 AeHb

Ri-BVD

o PuTykCcMmab
o 375 Mr/M2 B8/8 Kan., AeHb 0 nan 1 Bce UMKAbI Kypca
nnn
o 375 mr/m’ B/B Kan. 1 umkn, fanee putykcumab 1400 mr n/K, AeHb O uam 1

e BeHgamycTvH 70 mr/m® 8/B Kan., gHu 1-2
e Boprtesomu6 1,3 mr/m* n/K, aHu 1, 4, 8, 11
e JlekcameTtasoH 40 mr /B, AeHb 2
JNleueHne Bo306HOBAETCA Ha 29 AeHb

VcR-CAP

o PuTykCMMab
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o 375 mr/m? B/B Kan., AeHb O uau 1 BCe LMKAbI Kypca
nnn

o 375 mr/m® B/B Kan. 1 umkAa, fanee putykcumab 1400 mr n/K, AeHb O uam 1
Bopresomub 1,3 mr/m> n/k, gHn 1, 4, 8, 11
[okcopybuumH 50 mr/m? B/B Kan. (KopoTkas uHdy3ua 20 MuH), AeHb 1
Uuknodochamua, 750 mr/m” B/B Kan., AeHb 1

NpenHU3010H 60 Mr/m? BHYTPb UK B/B, AHM 1-5

JleyeHune Bo3obHOBAAETCA Ha 22 AEHb

R-MACOP-B
e  PuTyKCMMab
o 375mr/m>B/BKan., aeHb 1, Hea. 1,3,5,7,9, 11
nnu
o 375 mr/m” B/B Kan. 1 umkn, Aanee putykcumab 1400 mr n/K, geHb 1, Hea. 1, 3,5, 7, 9,
11

[okcopy6uumH 50 mr/m? B/B Kan., aeHb 1, Hea,. 1, 3, 5,7, 9, 11

Uuknodochamua, 350 mr/m” 8/8 Kan., AeHb 1, Hea. 1,3, 5,7, 9, 11

BUHKpUCTUH 1,4 mr/m? (cymmapHo He 6onee 2 mr) B/B, AeHb 1, Hega, 2, 4, 6, 8, 10, 12
MeToTpekcaTt 400 mr/m” B/8 Kan., AeHb 1, Heg, 2, 6, 10

JNleiikoBOpPUH

BareomuumH 10 mr/m? /B, aeHb 1, Hea,. 4, 8, 12

MpeaHn30a0H 75 mr/cyT. BHYTPb HenpepbiBHO 10 Heae b C NOCTENEHHbIM CHUMKEHUEM A03bl
B TeyeHue 11-12 Hegenb unn Tonbko Hegenn 1, 3,5,7,9, 11

DA-R-EPOCH
e PuTykCMMab
o 375 mr/m” B/B Kan., AeHb 0, BCE LMKbI Kypca

nnm
o 375 mr/m’ B/B Kan. 1 umkn, fanee putykcumab 1400 mr n/K, AeHb O

3tono3ung 50 MI‘/MZ/CyT 8/8, AHW 1-4 (HenpepbiBHasa 96-yacoBan UHPY3MA)
JokcopybuumH 10 mr/m>/cyT B/8B, AHU 1-4 (HenpepbiBHasA 96-yacosan MHOY3MA)
BuHKpuctuH 0,4 MI‘/MZ/CyT 8/8, AHW 1-4 (HenpepbiBHas 96-4acoBan UHPY3MA)
Uuknodpochammg, 750 mr/m” 8/8, AeHb 5

MNpegHnsonoH 60 mr/m’ 2 pasa B AeHb BHYTpb, AHK 1-5

-KC® 300 mKr nogKo»KHO 6-15 AHK

NeuveHune Bo306HOBAAETCA Ha 22 AeHb

B daHHoli do3uposKke nposooumcsa 1 kypc. Adanee 0036 3mono3uda, 00KcopybuyuHa u

YUKA0(hOoChaHa Koppekmupyomcs omHocumesnbHo npedsbidywie2o 8 3a8UcUMocmu om HuU3uwezo

yPOBHA nokasameseli Kposu, onpedesieHHbIX 80 8PEMS U r1ocse rnposedeHus Kypcd, rno

cnedyroweli cxeme:

e Helimpodunsl ebiwe 0,5 x 109//1, mpomboyumel 8biwe 25 x 109//1 — ysesnuyeHue 003 Ha
25%
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o Helimpocgpunsl meHee 0,5 x 10°/n npu 1-2 uamepeHuax, mpomboyumel goiuie 25 x 10°/n -
coxpaHeHue 003 rpedbidyuje2o Kypca

e Helimpogusnsl meree 0,5 x 10° npu 3 u 6onee usmepeHusx, mpomboyumsl Huxce 25 x
10°/n — pedykyus 003 Ha 25%

SC-EPOCH-RR (pexxum neyeHuna HX/1 y BUM-uHOUUMPOBaHHBbIX 60/1bHbIX):

o  PuTykCcMMab
o 375mr/m*B/BKan., aHn 1, 5
nnm
o 375 mr/m? B/B Kan. 1 BBeAeHMe, fanee puTykcumab 1400 mr n/K, aHum 1, 5

e 3Jtonosug 50 MI'/MZ/CyT 8/8B, AHW 1-4 (HenpepbiBHasA 96-yacoBan UHPY3KA)
e [lokcopyBuumH 10 mr/m%/cyT /8, AHu 1-4 (HenpepbiBHas 96-4acosan UHY3Ms)
o  BuHKpuctmH 0,4 MI’/MZ/CyT 8/8, AHW 1-4 (HenpepbiBHasa 96-4acoBan UHPY3KA)
e Luknodochammug 750 mr/m’ 8/8, AeHb 5
e [peaHusonoH 60 mr/m> BHYTPb, AHK 1-5
o [-KC® 300 MmKr nogKkoxHo 6-15 aHun
JNleyeHne Bo306HOBAAETCA Ha 22 AEHb.
Jlo3y yuknogocpamuda pedyyupyrom
®  Ha 25% npu cHuxeHuu Helimpogunoes Huxe <0,5 x 109//7, mpomboyumos <25 x 109//1 8
meyeHue 2-4 OHeli
e Ha 50% npu cHuxceHuu Helimpogunos Huxce <0,5 x 10°/n, mpomboyumos <25 x 10°/n 8
meyeHue 5 u 6onee OHell.

DeVic (pexxum neuenna NK/T-knetouHom nnmdombl, HazanbHbIM TUN)
e Kap6onnatux 200 mr/m” 8/8, AeHb 1
e Stonosug 67 mr/m’ 8/B, AHn 1-3
e UWdochamug 1,2 r/m’ 8/8, AHun 1-3
e [lekcametasoH 40 mr /8, aHu 1-3
JleyeHne Bo3obHOBAsAETCA Ha 22 AEHb

SMILE (pexxum neuenna NK/T-knetouHoit iumdombl, HazanbHbIi TMN)
e MeToTpeKcart 2 r/m” B/B Kan. 6 4acos, AeHb 1
e Udochamug 1,5 r/m’ 8/8 Kan., AHu 2-4
e L-acnaparuHasa 6 000 ME/m” /B Kan., aHu 8, 10, 12, 14, 16, 18, 20
e Jtonosug 100 mr/m? 8/B Kan., aHu 2-4
e J[lekcameTtasoH 40 mr B/B Kan., axHu 2-4
Kaxkablii o4epeHOM Kypc Noc/ie BOCCTAHOB/IEHWUS YPOBHA HelTpoduaos

bnokosbie pexcumol nevyeHus
CODOX-M/IVAC

e CODOX-M (uuknbl 1, 3)
«  Uuknodpocdamug 800 mr/m’ 8/8, AeHb 1
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BuHKpUCTUH 1,5 mr/m” (He 6onee 2 mr) 8/8, AHv 1, 8

Jlokcopy6uumH 40 mr/m’ B/B, AeHb 1

Luknodocdamua, 200 mr/m>/cyT. B/B, AHM 2-5

UntapabuH 70 mr MHTpaTeKasbHO, AHN 1, 3

MeToTpekcaT 300 mr/m” B/B B TeueHue 1 yaca, fanee — 2700 mr/m” B/B B TeyeHwe
nocneaytowmx 23 yacos (y 6onbHbIX cTapwe 65 net — 100 mr/m” B/B B Teuenue 1
yaca, ganee — 900 mr/m’ B/B B TeueHUe nocneaywowmx 23 yacos), gaeHb 10
MeTtoTpeKcaT 12 mr MHTpaTeKanbHO, AeHb 15

NekoBopwuH 15 mr BHYTpb Yepes 24 yaca noc/ie MHTPaTeEKa/IbHOro BBEAEHUSA
meToTpeKcaTa

M-KC® 5 MKr/Kr NOAKOXHO A0 MOBbIWEHWA YPOBHA rPaHy/10umMToB > 1x 10°/n

e |VAC (uuknbl 2, 4)

Otonosmng 60 mr/m> (Ha 500 mn ¢u3. pacTBopa UAK N30TOHMUYECKOTO PacTBopa
rNtOoKo3bl) B/B, AHKU 1-5

NUdochamma 1,5 r/m” (y 6onbHbIx cTaplue 65 net — 1 r/m?) 8/8, AHn 1-5

UuTtapabuH 2 r/m’ (y 6onbHbIX cTaplue 65 neT — 1 r/m?) B/B Kaxable 12 yacos, AHu 1-
2 (Bcero 4 BBeAeHUA)

MeToTpeKcaT 12 Mr MHTpaTeKaNbHO, AeHb 5

I-KC® noaKoXKHO A0 NOBbIWEHUA YPOBHS rPaHY/IOLMUTOB > 1x 10°/n

Hauano cnepytolero 610ka — nocne cTabuamnsaLum ypoBHA rpaHyaoLmTos > 1x 10°/1 1 ypoBHs

TpomboumnTtos >

75x 10°/n 6e3 nopaepsku Mr-KCH

R-HyperCVAD/R-HMA
e Uwuknbi 1, 3,5, 7 (HyperCVAD)

Uuknodocdamug, 300 mr/m” B/ Kaskaple 12 yacos, AHu 1-3 (Bcero 6 BBegeHMi)
[HekcameTasoH 40 mr 8/8 uan BHyTpb, AHn 1-4, 11-14

JlokcopybuumH 50 mMr/m” B/B HenpepbIBHOI 24-4acoBoii MHPY3Melt B LLeHTPabHbIi
KaTeTep, AeHb 4

BUHKpUCTMH 2 mr B/B, aHn 4, 11

o Luknbi 2,4,6,8 (HMA)

MeToTpekcaT 1000 mr /B HenpepbiBHOM 24-4acoBoi UHY3NEN, AeHb 1

UuTapabuH 3 r/m” (y 6obHbIX cTapLue 60 neT — 1 r/m?%) 8/8 Kaxable 12 yacos, AHM 2-
3 (Bcero 4 BBeaeHUA)

MeTtunnpeaHunsonoH 50 mr 8/s Kaxkapble 12 yacos, aHu 1-3 (Bcero 6 BBeAgHU)

o Putykcumab 375 Mr/M2 B8/8 unn putykcnmab 1400 mr n/K (Kpome nepsoro seeaeHus), aHn 1,

11 (umknbl 1, 3) M aHn 2, 8 (UMKAbl 2, 4) — BCcero 8 BBeAEHWI

o [podunnakTnka nopaxkeHma LLHC npoBoanTCA Ha Kaxaom Kypce, cymmapHo 16

UHTPAaTEKA/IbHbIX BBEAEHMI‘/JI :

R-CHOP/R-HAD

MeTtoTpeKcaT 12 mr MHTpaTeKaNbHO, AeHb 2
UunTtapabuH 100 mr UHTpaTeKanbHO, AeHb 7

e Uuknbi 1, 3,5, 7 (R-CHOP)
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o PuTykCMMab
o 375 Mr/M2 B/B Kan., AeHb 0 uan 1 Bce UMKAbI Kypca
nn
o 375 mr/m? B/B Kan. 1 umkAa, fanee putykcumab 1400 mr n/K, AeHb O nam 1
e [lokcopy6uumH 50 mr/m” B/B Kan., AeHb 1
e Uuknodochamma 750 mr/m” B/B Kan., geHb 1
e 37onosug 75 mr/m’ /B, AeHb 1
e  BuHKpuCTMH 1,4 mr/m? (cymmapHo He 6onee 2 mr) B/B, aeHb 1
e [lpegHusonoH 40 Mr/M2 BHYTpb, AHKn 1-5
e Lluknbl 2, 4,6, 8 (R-HAD)
o PuTykCMMab
o 375 mr/m® B/B Kan., aeHb 1

nnn
o 1400 mr n/K, aeHb 1

e LUwutapabux 3000 mr/m> (Npu KOHYEHTPALMM KpeaTUHUHA B CbIBOPOKTE 6osee 150
MKMO/Ib/A M Yy 6ONbHbIX cTaplue 60 neT — 2000 mr/m?) B/B Kaxaple 12 yacos, AHu 2-3
(scero 4 BBegeHun)
e [lekcameTasoH 40 mr 8/8, AHK 1-4
JleyeHune Bo306HOBAAETCA Ha 22 AeHb UM NOC/Ae BOCCTAaHOBEHMA NoKa3saTte e nepudpepmnyeckon

KpoBu

R-CHOP/R-DHAP
e LUuknbi 1, 3,5, 7 (R-CHOP)
o PuTykCcMmMab
o 375 Mr/M2 B/8 Kan., AeHb 0 nan 1 Bce UMKAbI Kypca
nnu
o 375 mr/m’ B/B Kan. 1 umkn, fanee putykcumab 1400 mr n/K, AeHb O uan 1
e [lokcopy6uumH 50 mr/m” B/B Kan., AeHb 1
e Luknodocdhammug 750 mr/m’> 8/8 Kan., AeHb 1
e Stonosug 75 mr/m’ /B, AeHb 1
e  BuHKpUCTUH 1,4 mr/m’ (cymmapHo He Gonee 2 mr) /8, AeHb 1
e [lpegHu3onoH 40 Mr/M2 BHYTpPb, AHK 1-5
e Luknbl 2,4, 6, 8 (R-DHAP)
e PuTykCcMMmab
o 375 mr/m? 8/B Kan., aeHb 1

nnm
o 1400 mr /K, gexb 1

e Lucnnatux 100 mr/m’ B/B NOCTOAHHAA MHOY3MA 3a 24 yaca (Npy NoYeYHOM HeAOCTaTOYHOCTH
LUCNNATUH 3aMEHAETCA Ha OKcanmnaatmH 120 mr/m’ 3a 6 Yyacos)
e Llutapabux 2000 mr/m” 2 pasa B AeHb, AeHb 2 (Bcero 2 BBeAeHMUA)
e [lekcametasoH 40 mr /B, aHu 1-4
JleyeHune Bo306HOBNAETCA HA 22 AeHb UM NOC/Ie BOCCTAaHOB/IEHMA NOKa3aTesiei nepudepmnyeckon

KpoBwu

R-MaxiCHOP/R-HAD
e Uuknbl 1, 3,5, (R-MaxiCHOP)
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*  Putykcumab
» 375 mr/m* B/B Kan., AeHb O uau 1 Bce LUMKAbI Kypca
nnn
» 375 mr/m” B/B Kan. 1 umkn, ganee putykeumab 1400 mr n/K, AeHb O uam 1

«  Uuknopocdammug 1200 mr/m” 8/8, AeHb 1

«  [lokcopyBuLmH 75 mr/m® B/8B, AeHb 1

e BUHKPUCTUH 2 mr B/B, AeHb 1

e MpegHunsonoH 100 mr 8/8 naun BHYTPb, AHK 1-5
e Luknbl 2, 4,6 (R-HAD)

*  Putykcumab
» 375 mr/m’B/B Kan., geHb 1
nn
= 1400 mr n/K, peHb 1

«  UuTapabun 3000 mr/m* (y 60nbHbIX cTapLue 60 net — 2 r/m?) B/8 Kaxaple 12 yacos,
AHu 2-3 (Bcero 4 BBeAeHMUA)
e JlekcametasoH 40 mr 8/s, aHu 1-4
JleyeHne Bo306HOBAAETCA Ha 22 AEHb UM NOC/e BOCCTaHOB/IEHMA NOKa3aTesnen nepudepryeckomn

KpoBwu

NHL-BFM 90 (B-HX/12004 mab6.)
e (Cxema neyeHus:
* [pynna HWU3KOro PUCKa:
= V-A-B
* [pynna NnpomeKYTOYHOIO PUCKA MW BbICOKOIO PUCKA:
V-AA-BB
r  PecmaduposaHue
——> e [P
= AA-BB (— AA—BB - y 60/1bHbIX 8bICOKO20 PUCKQ)

——> o HenosnHoblli omeem
cC
PecmaduposaHue 2
——> ¢ [IP unu omcymcmeaue oryxosaesoli MKaHU rno
OaHHbIM nosmopHoli buorncuu
= AA-BB-CC
—>+  0nyxos1e68as8 MKaHb o OaHHbIM MO8MOPHOU

6uoncuu
= AyrtonornyHasa TIFCK
o T[lpodasza (V)
* [peagHunsonoH 30 N\r/N\2 BHYTPb UK B/B, AHK 1-5
«  Uuknopocdamug, 200 mr/m” 8/8, AHu 1-5
* MeToTpeKkcaTt 12 Mr UHTpaTeKaNnbHO, AeHb 1
*  UuTtapabuH 30 Mr MHTpaTeKaNbHO, AieHb 1
* [lpeaHn3onoH 10 Mmr MHTpaTeKanbHO, AeHb 1

e FBnokA
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JekcameTtasoH 10 Mr/N\2 8/8 MW BHYTPb, AHKN 1-5

Udochamug, 800 mr/m> 8/B, AHM 1-5

MetoTtpekcat 500 mr/m? 8/8, AeHb 1 (24-4acosas nHby3Ms)

UuTapabuH 150 mr/m* 8/8 Kaxable 12 yacos, aHu 4-5 (Bcero 4 BBegeHUs)
3tonosug 100 mr/m? 8/8, AHW 4-5

MeTtoTpeKcaT 12 mr MHTpaTeKanbHO, AeHb 1

UunTtapabuH 30 Mr MHTpaTeKaNbHO, AeHb 1

MpegHn3onoH 10 mr MHTpaTeKkanbHo, AeHb 1

JekcameTtasoH 10 Mr/M2 8/B AU BHYTPb, AHK 1-5
Uuknodocdamua, 200 mr/m* 8/8, AHM 1-5

MetoTtpekcaT 500 mr/m’ /8, AeHb 1 (24-yacoBas NHOY3UA)
[okcopy6uumH 25 mr/m” 8/8B, AHM 4-5

MeToTpeKcaT 12 Mr MHTpaTeKanbHO, AeHb 1

UnTapabuH 30 mr uHTpaTeKanbHo, AeHb 1

MNpegHn3o0n0H 10 mr HTpaTeKkanbHo, AeHb 1

o bnok AA

[ekcameTasoH 10 mr/m” B/B UAv BHYTPb, AHM 1-5

NUdochamua 800 mr/m> 8/8, AHM 1-5

MeToTpekcaT 5 r/m” B/8, AeHb 1 (24-4acosas uHdy3susa) (Mpu AevyeHuu no npomokony
B-HX/1 2004 ma6b. - 1 2/m°)

BuHKpuctuH 1,4 mr/m? (He 6onee 2 mr) B/B, AeHb 1

UunTtapabun 150 mr/m” B/B Kaxaple 12 4acos, AHM 4-5 (Bcero 4 BBeaeHuA)

3tonosug 100 mr/m’ 8/8, AHY 4-5

MeTtoTpekcaT 6 mr MHTpaTeKanbHo, aHn 1,5

UmnTtapabuH 15 mr nHTpaTekanbHo, aAHKM 1,5

MNpeaHM3010H 5 Mr HTpaTeKanbHo, AHK 1,5

e bnok BB

JekcameTtasoH 10 Mr/M2 8/8 MW BHYTPb, AHKN 1-5

Uuknodocdamua, 200 mr/m* 8/8, AHu 1-5

MeToTpeKcaT 5 r/m” /8, AeHb 1 (24-yacosas UHy3uA) (Ipu ne4eHuU o npomoKosy
B-HX/1 2004 ma6b. - 1 2/m°)

BUHKpUCTUH 1,4 mr/m” (He 6onee 2 mr) B/B, AeHb 1

[okcopybuumH 25 mr/m? 8/8, AHK 4-5

MeTtoTpeKcaT 6 Mr MHTpaTeKanbHO, gHn 1,5

UmnTtapabuH 15 mr MHTpaTeKkanbHo, AHKU 1,5

MNpeaHWM3010H 5 Mr HTpaTeKanbHo, AHK 1,5

e bBnok CC

JekcameTtasoH 20 MI‘/MZ 8/8 AU BHYTPb, AHK 1-5

BuHAe3nH 3 mr/m’ (He 6onee 5 mr) B/8, AeHb 1

UmnTtapabun 2 r/m’ 8/8 Kaskable 12 yacos, aHu 1-2 (Bcero 4 BBeageHuA)
3tonosug 150 mr/m? 8/8, AHM 3-5

MeTtoTpeKcaT 12 mr MHTpaTeKaNbHO, AEHb 5
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*  UunTapabuH 30 Mr MHTpaTeKanbHO, AeHb 5
* [lpeaHn3sonoH 10 mr MHTpaTeKanbHO, AeHb 5
o  Putykcumab 375 mr/m” B/8 unu puTykcMmab 1400 mr n/K (Kpome nepsoro BeeAeHus), AeHb 0
Kaxkgoro 6710Ka (B pamKkax npoTokona B-HX/1 2004 mab. B 0 geHb nepBbIxX YeTblpex 6/10KOB)

LmMB
e (Cxema neyeHus:

* [pynna HM3KOro purcKa
= COPAD-COPAD

* [pynna npomexyTO4HOro PUCKa
= COP-COPADM #1 - COPADM #2 -CYM #1 - CYM #2 - m1

* [pynna BbICOKOro pucka
= COP-COPADM #1 — COPADM #2 — CYVE #1- CYVE #2— m1 - (1T 24 Tp npu

nopaxeHuu UHC) - m2 - m3 - m4

«  Uuknodpocdammug 300 mr/m” 8/8, AeHb 1

«  BUHKPUCTUH 1 mr/m’ (He Gonee 2 mr) B/B, AeHb 1

* [lpeaHnsonoH 60 Mr/M2 BHYTPb MAU B/B, AHK 1-7

*  MeTtoTpeKkcaTt 15 Mr + rugpoKopTM30H 15 mMr MHTpaTeKanbHO, AeHb 1 (B rpynne
BbICOKOIrO pUCKa — B coMeTaHuu ¢ uutapabuHom 30 mr B aHu 1, 3, 5)

e COPADM

e BUHKPUCTUH 1,4 mr/m” (He Bonee 2 mr) B/B, AeHb 1 (+ AeHb 6 8 COPADM #2)

«  MeTtoTpekcaT 3 r/m’ B/B B TeueHMe 3 4acos, B rpymnmne BLICOKO pucKa 8 r/m’ B TeueHue
4 yacos, geHb 1

*  JleitkoBopuH 15 mr/m” B/B 4 pasa B CyTKU, AHM 2-4

«  Jlokcopy6uumH 60 mr/m> B/8B, AeHb 2

«  Uuknopocdammug 500 mr/m” (1000 mr/m> 8 COPADM #2) B/B Kaable 12 4acos, AHM
2-4 (Bcero 6 BBeaeHUI)

* [lpegHnsonoH 60 rv\r/N\2 B8/8 AW BHYTPb, AHU 1-6

* MertoTpekcat 15 Mr + rMapoKopPTU30H 15 Mr MHTpaTeKanbHO, AHK 2, 6 (B rpynne
BbICOKOrO pUCKa B codeTaHuu ¢ uuTapabuHom 30 mr B gHK 2, 4, 6)

«  BUHKPUCTWH 1,4 mr/m” (He Bonee 2 mr) B/B, AHn 1, 6

«  JlokcopyBuLmH 60 mr/m?> 8/8, AeHb 2

*  Uuknodpochdamung 500 mr/m” B/B Kaxaple 12 4acos, AHW 2-4 (Bcero 6 BBeaeHMiA)
* [pegHnsonoH 60 N\r/N\2 8/B UAW BHYTPb, AHK 1-6

«  MeToTpekcar 3 r/m’ B/B B TeueHue 3 yacos, AeHb 1
* JlelikoBopuH 15 MF/MZ 8/8 4 pa3a B CYyTKM, AHU 2-4
*  UnTapabun 100 MI'/MZ/CyT. HenpepbiBHaA UHPY3UA, AHK 2-6
* MeTtoTpekcat 15 mr + ruapoKopTM30H 15 Mr MHTpaTeKanbHO, AeHb 2
e UunTtapabuH 30 Mr + rugpoKopTr3oH 15 Mr MHTpaTeKabHO, AeHb 6
e CYVE



UmnTtapabuH 50 mr/m’ HenpepbiBHasA 12-4acoBasa MHPY3UA (40 BbICOKUX A03

uutapabuna, 20%°-8%), aHu 1-5
UuTapabuH 3 r/m” 8/8 (B TeueHwe 3 yacos, 8°-11%), gHu 2-5

3tonosug, 200 mr/m” 8/8, AHu 2-5 (14°-16%)

BUHKpUCTUH 1,4 mr/m* (He 6onee 2 mr) B/B, AeHb 1

MeToTpeKcat 3 r/m” 8/B B TeueHue 3 4acos (B rpynmne BbICOKOro pucka 8 r/m’ B
TeuyeHue 4 yacos), aeHb 1

NeikoBopuH 15 Mr/N\2 B/B 4 pa3a B CYyTKM, AHU 2-4

Uuknodpocdammg, 500 mr/m’ 8/8, axu 1, 2

[okcopybuumH 60 mr/m” B/8, AeHb 2

MNpegHunsonoH 60 mr/m’ BHYTpPb, gHK 1-5

MeToTpeKcaT 15 Mr + rMAPOKOPTU30H 15 M MHTpaTeKasibHO (B rpynne BbICOKOro
pUCKa B codeTaHuu ¢ umTtapabuHom 30 mr), aeHb 2

e m3 - aHanormyeH ml, Ho 6e3 BbICOKUX A03 METOTPEKCATa N MHTPATEKA/IbHOIO BBEAEHUA

XMMuonpenapatos

e m2 m4

3tonosug 150 mr/m? 8/8, AHu 1-3
UunTtapabux 100 MI’/MZ/CyT. HenpepbiBHaA 24-yacoBaa UHOy3uA, gHn 1-5

Hauano cnegytouiero 610Ka — nocne cTabunmnsaLmm yposHa rpaHyaoumtos > 1,5 x 10°/n 1 yposHa

Tpom6bouwmTos > 100 x 10°/n 6e3 nogaepku M-KCH

NHTepBan mexay Kypcamu nogaepxusatowmii Tepanum (ml-m4) — 28 aHen

N6-M-04

e (Cxema neyeHun: npeagdpaza—A-C—-A-C

e [lpegdasa

e bBnokA

Uuknodochamua, 200 mr/m” 8/8, AHM 1-5
[ekcameTasoH 10 mr/m” /8, AHM 1-5

NUdochamua, 800 mr/m” B/8, AHM 1-5

MertoTtpekcaTt 1,5 r/M2 8/8 (B TedeHMe 12 yacos), AeHb 1

BUHKPUCTMH 2 Mr B/B, AeHb 1

JokcopybuumH 50 mr/m” B/B, AeHb 3

UunTtapabun 150 mr/m’ B/8 Kaxable 12 yacos, gHu 4-5 (Bcero 4 BBegeHus)
3tonosug 100 mr/m’ 8/8, AHM 4-5

JekcameTasoH 10 mr/m” 8/8, AHu 1-5

MeToTtpekcaTt 1,5 r/M2 8/8B (B TeyeHme 12 yacos), geHb 1

BuH6nacTuH 5 mr/m” 8/B, AeHb 1

UmnTtapabun 2 r/m’ 8/8 Kaskable 12 yacos, aoHu 2-3 (Bcero 4 BBeaeHuUA)
3tonosug 150 mr/m? 8/8, AHM 3-5

[ekcameTasoH 10 mr/m? /8, AHM 1-5

393
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MpodunnakTuKy Henponenkemmm NpoBoaAT B 1 AeHb npeadasbl U B 1 aeHb Kaxaoro 6,10Ka B Buae
WMHTPATEKaNbHOro BBEAEHMA XMMMUOMNPENAPATOB:

e LlutapabuH 30 mr

e MeToTpekcaTt 15 mr

o [pegHnsonoH 30 mr
Putykcumab 375 mr/m” B/8 unu putykcumab 1400 mr n/K (Kpome nepsoro BeeaeHus) 8 0 AeHb
Kaxkaoro 6/10ka (Bcero 4 BBeaeHuA)
Cxembl neveHUA nepeuYvHbIx aumgom LJHC

MoHoTepanmMa meToTpeKcaTom
e MeToTpekcar 8000 mr/m* /8 Kan. B TeyeHue 4 4
Bo3obHoBneHNe fieyeHuns Ha 15 aeHb, Bcero 8 UMKIoB

nnn

e Mertotpekcat 3500 mr/m” B/B Kan.
Bo3o6HOBEHME fiedeHNs Ha 22 AeHb, BCero 4 LMKAa, C NoceayoLwWwen y4eBoi Tepanmen

R-MPV
e  PuTykcumab 375 mr/m” B/B Kan., AeHb 1
e MeToTpekcat 3500 mr/m> B/B Kan., AeHb 2
e BUHKPWUCTUH 1,4 mr/m’ (He 6onee 2 Mr) B/B, AeHb 2
e [pokap6asunH 100 mr/m” BHYTpPb, AHM 1-7 (UmKAbI 1, 3, 5)
Bo3obHoBneHue nedyeHns Ha 15 aeHb

MT-R
e MeToTpekcat 8000 mr/m” B/B Kan. B TeyeHwe 4 u, feHb 1
e PutykcMmab 375 mr/m’ /B Kan., AeHb 3
e Temosonomug 150 mr/m” BHYTpb, AHM 7-11
Bo3obHoBneHNe nedyeHns Ha 15 aeHb

MAT
e MeTtoTpekcaT 3500 mr/m” B/B Kan., AeHb 1
e lluTapabuH 1000 Mr/rv\2 B/8B Kan. 2 pasa B fieHb, AHU 2-3
e Tuotena 30 mr/m” /B, AeHb 4
Bo3obHoBNeHMe neyeHns Ha 22 AeHb

Cxembl 1eyeHunsa peunansos ﬂMMQOMbI XOOKKMHA U HEXOAMKKUHCKUX IMMbOom:

Cxembl 0014 nayueHmos, KaHoudamoe 011 BAXT c aymoTICK

IGEV
e [lekcametasoH 40 mr 8/8, aHu 1-5
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e Udochammug 2000 mr/m? B/8 Kan., 4HKn 1-4
e BuHopenbbuH 20 mr/m’ /8, AeHb 1

e TemumTabux 800 mr/m” 8/B Kan., aHn 1, 5

e Temumutabux 1000 mr/m” B/8 Kan., axu 1, 8
e OkcanunnatH 130 mr/m? /8 Kan., AeHb 2
o  Udocdammg 2000 mr/m” B/B Kan., AeHb 1 (c YPOMUTEKCAHOM)

e [lekcameTasoH 40 MH BHYTpPb, AHK 1-4

e [lekcametasoH 40 mr /8, aHu 1-4
e Luncnnatmn 100 N\r/M2 B/8B Kan. 24-yacoBas UHOY3uA, aeHb 1

e LUwutapabuH 2 r/m” B/8 Kan. 2 pasa B AeHb, AeHb 2

e 3tonosug 40 mr/m* B/B Kan., aHu 1-4
e  MetuanpeaHnsonoH 500 mr 8/8 Kan., aHu 1-5
e UucnnatiH 25 mr/m?/cyT. B/B HenpepbiBHas MHPY3UA, AHM 1-4

e Lnutapabux 2000 mr/m” B/B Kan., AeHb 5

e UWdochammug 1330 mr/m’ B/8 Kan., gHu 1-3
e MecHa 1330 mr/m’ 8/8 Kan., axu 1-3
e Jtonoswa 65 mr/m’ /B Kan., aHu 1-3

e MUTOKCAHTPOH 8 Mr/m” B/B Kan., AeHb 1

e Udochammg 1500 mr/m’ B/8 Kan., guu 1-5
e dtonosug 150 mr/m* 8/B Kan., gHu 1-3
e Lutapabux 100 mr/m” B/8 Kan., axHu 1-3

e MeToTpekcat 3000 mr/m> 8/8 Kan., AeHb 5

e Benesug 100 mr/m? 8/8 Kan., axHu 1-3
e Udochammug 5000 mr/m’ B/B 24-4acosas UHPY3UA, AeHb 2

e Kap6onnatux 400 mr/m” 8/8 Kan., AeHb 2

VBR

o PuTykCcMmab
o 375 N\r/M2 8/8 Kan. 1 umkn, aanee putykcumab 1400 mr n/K, aeHb 8, 15, 22 n aeHb 1
KaXK40ro nocaenyoLero uuKkaa
nUnm



o 375 N\r/M2 B/B Kan., AHn 1, 8, 15, 22 1 AeHb 1 Kax40ro nNoc/ieaytoLero umnKkia
e Boprtesomu6 1,6 mr/m” 8/8, AHu 1, 8, 15, 22
e BeHgamycTvH 90 mr/m? B/B Kan., gHu 1, 2
JleyeHune Bo3obHOBAAETCA Ha 29 AeHb
Bcero 5 Kypcos

GEM-P
e TemumuTtabux 1000 mr/m” B/8 Kan., axu 1, 8, 15
e Uucnnatux 100 mr/m” 8/8 Kan., AeHb 15
e MetuanpeaHnsonoHd 1000 mr 8/8 Kan., gHu 1-5
JNleueHne Bo3ob6HOBNAETCA Ha 29 AeHb

AspMetDex (pexxum neuyeHunsa NK/T-knetouHoii ium¢pombl, Ha3aNbHbIN TUN)
e L-acnaparuHasa 6 000 ME/m” B/B Kan., aHun 2, 4, 6, 8
e MertoTtpekcat 3000 mr/m* B/B Kan., feHb 1
e [ekcameTasoH 40 mr/m® B/B Kan., AHu 1-4
NevyeHne Bo3ob6HOBNAETCA Ha 29 AeHb

Cxembl 0419 nayueHmos, He KaHOudamos 011 BAXT c aymoTICK

GDP
e Lucnnatux 100 mr/m? 8/8 Kan., AeHb 1
e TemumTabux 1000 mr/m” B/B Kan., axn 1, 8
e [lekcameTtasoH 40 mr BHYTpb, AHK 1-4

GemOx
e TemumTabux 1000 mr/m? 8/8 Kan., aeHb 1

e OkcanunnatuH 120 mr/m” B/B Kan., AeHb 1

ViGePP
e BuHopenbbuH 25 mr/m” B/8, AeHb 1, 8
e Temuutabux 800 mr/m” 8/8, aHu 1, 8, 15
e [lpoKapbasmH 100 mr/m’ BHYTpb, 1-7

e [lekcameTasoH 60 Mr/N\2 BHYTpPb, A4HM 1-15

e JlomycTtuH 100 mr/m? BHYTPb, A€eHb 1
e Jtonosma 100 N\r/N\2 BHYTpPb, AHn 1-3, 21-23
e MeToTpekcat 30 mr/m” B/m, aHu 1, 8, 21, 23

DEXA-BEAM

e [lekcameTasoH 24 mr BHYTpb, gHn 1-10
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e KapmyctuH 60 mr/m? B/B Kan., AeHb 2
e MendanaH 20 mr/m* 8/8, AeHb 3
e dtonosug 200 mr/m* 8/B Kan., aHu 4-7

e Uutapabux 100 mr/mB/B Kan. 2pasa B feHb, AHY 4-7

miniBEAM
e KapmyctuH 60 mr/m? 8/8 Kan., AeHb 1
e dtonoswa 75 mr/m’ B/B Kan., AHWU 2-5
e Lutapabux 100 mr/m? 8/8 Kan. 2 pasa B AeHb, AHU 2-5

e MendanaH 30 mr/m’ B/8B, AeHb 6

e JlomyctuH 100 mr/m? BHYTPb, 1 AeHb
e LUwutapabux 100 mr/m” B/B Kan. 2 pasa B AeHb, AHWU 1-5
e dtonosug 100 mr/m* 8/8 Kan., 4Hu 3-5

e [pegHusonoH 40 mr/m’ BHYTpPb, AHK 1-5

e [peaHn3on0oH 20 Mr BHYTPb

e Lnknopochamma 50 mr BHYTpb

e 3tonosmg 50 mr BHYTpb

e [lpoKapb6asnH 50 mr BHYTpb
MpenapaTbl NPUHMMAIOTCA €XeLHEBHO [0 CHUMKEHWS YPOBHA JIEUKOLMTOB HUXKe 3 X 109/11, 7]
BO306OHOBASETCA NOC/AE BOCCTAHOBNEHWUA MOKa3aTesNell KPOBM B €XXeAHEBHOM peXumMe, yepes AeHb
UAn B GPakUMOHUPOBAHHOM pexume (5 gHel B Heaento, 2 AHA MepepbiB) B 3aBUCMMOCTU OT
WHAMBMAYANbHOM MepeHoCMMOocCTU. ExKeaHeBHaa f03a npenapaToB BCeraa OCTAeTcA MOCTOAHHOM,
BO3MOXXHO TO/IbKO M3MEHEHUE KONIMYECTBa AHEN B HEAENIO, KOTOPblE NPUHMMAKOTCA NpenapaThbl.

AononHumensHele mepneemuyeckue onyuu 01a pegppakmepHoli KJIX

MoHoTepanua 6eHgamycTMHOM

e beHpgamyctmH 70-90 mr/m’ B Buge 30-MWHYTHOM BHYTPMBEHHOWN MHY3UU, AHN 1-2
NeuveHune Bo3ob6HOBAAETCA Ha 29 AeHb
Bcero 6 unknos.

MoHoTepanua 6peHTyKcMmaba Be0TUHOM
e bpeHTykcumab BeaoTtuH 1,8 mr/kr B8 Buae 30-MUHYTHON BHYTPUBEHHOMN UHY3UN
BBegeHua NoBTOPAIOTCA Kaxable 3 Heaenu.
Ecnn macca Tena naumeHTa npesbiwaeT 100 Kr, npu pacyeTe A03bl caeAyeT UCNO0b30BaTb 3HAYeHWe
maccol 100 Kr.
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Y 60/1bHbIX, HE KaHAMAAToB Ha BXT c ayToTICK npu AOCTUKEHMM CTabUAM3aLUM UK NPH
NONOMUTENbHOW ANHAMUMKe 3a60/1eBaHUA eveHre NPoA0KaoT A0 8, HO He 6bonee 16 LMKNOB (B
nociefiHem c/iydyae AAUTENbHOCTb edeHuns NpubansuTensHo 1 roa).

JAononHumensHble mepnesmuyecKkue onyuu 018 peyuousos u pegpakmepHoix popm ®J1

MoHoTepanua 06uHyTy3ymabom
o  NHayKumA
o 06uHytyaymab 1000 mr 8/B, aHn 1, 8, 15 (unkn 1), ganee — aeHb 1 (LMKAbI 2-6)
JNleyeHune Bo3ob6HOBNAETCA Ha 29 AeHb
o [loageprkMBatoLLas Tepanus
o O06uHyTyzymab 1000 mr B/B, Kaable 2 MecALa Ha NPOTAXeHUn 2 nNeT Uau 4o
nporpeccupoBaHmnsa 3aboneBaHUA

MoHoTepanua 6eHgaMmycTMHOM
e BeHaamycTuH 90 mr/m” B/B, AHu 1, 2
JleyeHne Bo306HOBAAETCA Ha 29 AeHb, A0 6 UMKNOB

AononHumensHelie mepaneemuyeckue onyuu 01: peyudueoe u pegppakmepHoix hopm JIKM

MoHoTepanua MbpyTuHnbom
e N6pyTMHMO 560 mr B CyTKM BHYTPb (4 Kancynbl). MpuHMMmaeTca Yyepes 2 yaca nocne u 3a 1 yac
00 npyema Nuwu. 3annBaeTca CTakaHOM BOAbI. 4 Kancybl NpUHMMAaOTCA BMecTe. MNpu
BO3HWKHOBEHWWN OC/IOXKHEHUI Ny4lle BPEMEHHO CHUXKaTb 4,03y NpenapaTa, a He OTMEHATb
ero uenmkom. Mpm Heob6Xo4MMOCTM OTMEHbI NpenapaTa caeayeT ero BO306HOBUTL B TeYEHUE
7 pHe

XpoHuyeckuii aumdooneinkos

MoHomepanus

MoHoTepanua xaopambyumnnom — Kypcosou ¢opmar
e Xnopambyumn 10 mr/m? BHYTpb, AHun 1-7
NeuyeHune Bo3ob6HOBNAETCA Ha 29 AeHb

MoHoTepanua x10pambyLnMnom — NOCTOAHHbI popmar
e Xnopambyumun 0,07 — 0,2 Mr/Kr BHYTPb, exxeAHeBHO 2-4 Heaenu ¢ nocaeayoumm noabopom
[03bl

MoHoTepanua 6eHgaMmycTMHOM
e BeHgamycTuH 90 mr/m* 8/8, AHu 1,2
NeuyeHune Bo3obHOBNAETCA Ha 29 AeHb
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MoHoTepanua népyTMHn6om
o N6pyTMHMG 420 mr/cyT (Tpu Kancynbl) BHYTPb, 1 pa3 B AeHb, A0 NPOrpeccMpoBaHusa Uan
HEMepeHOCMMOMN TOKCUYHOCTH

MoHoTepanua opatymymabom
e B 1 geHb opatymymab BBoauTcs B gose 300 mr. Bce ocTanbHble BBEAEHUA OCYLLECTBAAIOT B
nose 2000 mr. CHayana npenapaT BBoAMTCA 1 pas B HeAento Ha NpoTaxeHun 8 Hegenb (8
BBegeHul B gose 2000 mr), 3saTem 1 pas B mecsAu, Bcero 4 pasa. Obuwee uncio BBeaeHUN
odatymymaba — 15.

MoHoTepanusa anemtysymabom

e AnemTtysymab 30 mr n/k 3 pasa B Hegento, 12-18 Heaenb
lMonuxumuomepanus

FCR BHYTPUBEHHDbI
e PutykcMmab 1 unkn — 375 mr/m’ B/B Kan., AeHb 1, nocnegytowme uykabl — 500 mr/m” 8/B
Kan., aeHb 1
e  ®nygapabuH 25 mr/m’ /8 Kan., gHu 1-3
e Luknodochammug 250 mr/m’ B/8 Kan., gHu 1-3
JNleyeHwne Bo3obHOBAsAETCA Ha 29 AeHb

FCR nepopasbHblii
e Putykcumab 1 umkn — 375 mr/m’ B/B Kan., AeHb 1, nocnegytowme uukabl — 500 mr/m” 8/
Kan., aeHb 1
e  daysapabuH 40 mr/m” BHYTPb, AHM 1-3
e Luknodochammug 250 mr/m> BHYTpb, AHM 1-3
NevyeHne Bo3o6HOBNAETCA Ha 29 AeHb

FCR-Lite
e PutykcMMab 1 umkn — 375 mr/m’ B/8 Kan., AeHb 1, nocnegytowme uukabl — 500 mr/m” 8/
Kan., aHn 1,5
o ®nypapabuH 20 mr/m’ BHYTpPb, AHKU 1-3
e Luknodochammug 150 mr/m? BHYTpb, AHM 1-3
NeuyeHune Bo3ob6HOBNAETCA Ha 29 AeHb

R-FCM
e PutykcMmab 1 umkn — 375 mr/m’ B/8 Kan., AeHb 1, nocnegytowme uukabl — 500 mr/m” 8/8
Kan., AeHb 1
e  ®nygapabuH 25 mr/m’ 8/8 Kan., gHu 1-3
e Luknodochammug 200 mr/m’ B/8 Kan., gHu 1-3
e MUTOKCAHTPOH 6 mr/m” B/B Kan., AeHb 1
JleyeHune Bo3obHOBAAETCA Ha 29 AeHb
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RB
e Putykcumab 1 unkn — 375 mr/m’ B/B Kan., AeHb 1, nocnegytowme uukabl — 500 mr/m” 8/
Kan., geHb 1
e BeHgamycTvH 90 mr/m? B/B Kan., gHu 1, 2
JNleueHne Bo3ob6HOBNAETCA Ha 29 AeHb

Chl-R
e Putykcumab 1 umkn — 375 mr/m? B/8 Kan., AeHb 1, nocneaytowme uykabl — 500 mr/m’ 8/8
Kan., geHb 1
e Xnopambyumn 10 Mr/M2 BHYTpb, AHn 1-7
JNleyeHwne Bo3obHOBAsAETCA Ha 29 AeHb

Chl-G
e  O06uHYyTY3ymab 1000 mr 8/8, AHKM 1(100 mr B TeueHue 4 yacos)-2(900 mr), 8, 15 (umKkn 1), aeHb
1 (umKnbl 2-6)
e Xnopambyumun 0,5 mr/Kr BHYyTpb, AHK 1, 15
NevyeHune Bo3o6HOBNAETCA Ha 29 AeHb

R-HDMP
e Putykcumab 375 mr/m’ /B Kan., 4Hu 1, 8, 15, 22
e MeTunnpegHusonoH 1 r/m” 8/8 Kan., gxu 1-3
NevyeHne Bo3o6HOBNAETCA Ha 29 AeHb
MpoBoaAaT 3 Kypca

FBR
e  ®nygapabuH 20 mr/m> /B Kan., 4HW 2-4 (nepBsbIit UMKA), ganee — axu 1-3
e BeHgamycTvH 30 mr/m” /B Kan., AHu 1-3 (nocne dayaapabuna)
e PutyKCcMMab 1 umkn — 375 mr/m’ B/B Kan., AeHb 1, nocnegytowme uukabl — 500 mr/m” 8/
Kan., AeHb 1
NevyeHne Bo3o6HOBNAETCA Ha 29 AeHb

R-CD
e PutykcMmab 1 umkn — 375 mr/m’ B/8 Kan., AeHb 1, nocneaytowme uykabl — 500 mr/m” 8/8
Kan., AeHb 1
e Luknodocdhammug 750 mr/m’ 8/8 Kan., aeHb 1
e [lekcameTasoH 12 mr /B v BHYTPb, AHK 1-7
JNleueHne Bo3o6HOBAETCA Ha 29 AeHb

R-CHOP
e Putykcumab 1 unkn — 375 mr/m’ B/B Kan., AeHb 1, nocnegytowme uukabl — 500 mr/m” 8/B
Kan., geHb 1

e [lokcopyBuumH 50 mr/m” 8/8 Kan., AeHb 1
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e Luknodocdhammug 750 mr/m? 8/8 Kan., aeHb 1
e BUHKPUCTUH 1,4 mr/m’ (cymmapHo He 6onee 2 mr) B/8, AeHb 1
o [pegHnsonoH 100 mr BHYTPb, AHM 1-5

JNleyeHne Bo306HOBNAETCA Ha 22 AeHb

Bo/10CaTOKNAETOUHbIN 1IeKOo3

UHTepdepoH-a
o UHTepdepoH-a 3 maH ME n/K x 3 pasa B Heaento
o Mpu rnyboKkoi nekoneHuun — uHtepdpepoH-a 1 maH ME n/Kk x 2-3 pasa B Heaento.
o [Mpwu oTcyTCTBUMN NEMKONEHUM U YAOBNETBOPUTENIbHOM NEPEHOCUMOCTU BO3MOMKHO
Ha3HauyeHue nHTepdepoHa-a 3 maH ME n/K exxeaHesHo.

KnagpubuH
o CTaHAapHble peXnumMbl NPUMEHEHUS KnagpubuHa:
o 0,1 mr/kr/cyT n/K x 7 AHEN NOAKOMKHO
nnn
o 0,14 mr/kr/cyT X 5 AHel NOAKOMXKHO.
e BO3MOXHO BBeAeHWE KnagpubuHa B BUAE NOCTOAHHOM UM ABYX4acoBOM MHPY3UK
e  BapwuaHT pexmMma npMmeHeHus KnagpubuHa npu npoeBeaeHnmn Kypca y 6onbHoro c rnybokoi
HeMTponeHnen:
o 0,14 mr/kr/peHb x 1 pa3 B Hegento X 6 Hede b B BUAE NOAKOXHON MHBEKLUU UK
OBYX4acoBOWN BHYTPUBEHHOW MHPY3UMN.

KnaapubuH + putykcumab (CR)
o  KnagpubuH B 04HOM M3 YKa3aHHbIX PEKMMOB

o  Putykcumab 4-8 BBeaeHuin c MHTepBasom oT 1 Hea. 4o 3 mec.
o 375 mr/m® B/B Kan. 1 BBeAeHMWe, fanee puTykcumab 1400 mr n/K
nnu
o 375 mr/m® /8 Kan.

MHo)kecTBeHHaa muesaoma

Cxembl nevyeHun nepeuYHbIx 60ﬂbelX, He aenarwuxca KaHOudamamu Ha mpaHcnaaHmayuro

VMP
e 1-4 Kypcbl:
o MendanaH9 mr/m’ BHYTpb, AHKN 1-4
o [peaHunsonoH 60 mr/m’ BHYTpPb, AHKN 1-4
o bBopTtesomu6 1,3 mr/m’ 8/8, aHu 1, 4, 8, 11, 22, 25, 29, 32
JNleueHne Bo3o6HOBAETCA Ha 43 AeHb
e 5-9Kypcobl:
o Mendanan9 mr/m’ BHYTpb, AHn 1-4



o MpegHnsonoH 60 mr/m’ BHYTpPb, AHKU 1-4
o Boprtesomub 1,3 mr/m’ 8/8, aHu 1, 8, 22, 29
JleyeHune Bo3obHOBNAETCA Ha 43 AeHb

o  ANbTEPHATMBHbLIN BapMaHT:
o MendanaH9 mr/m? BHYTpb, AHK 1-4
o [pegHnsonoH 60 Mr/M2 BHYTpb, gHU 1-4
o Boprtesomu6 1,3 mr/m’ 8/8, aHu 1, 8, 15, 22
JNleyeHne Bo3obHOBNAETCA Ha 36 AeHb
MpoBoaAaT 9 Kypcos

o  MoanduumpoBaHHbIA BapuaHT
o MendanaH 9 mr/m’ BHYTpPb, AHn 1-4
o MpeaHnsonon 60 mr/m? BHYTpPb, AHKU 1-4

o bBopTtesomu6 1,3 mr/m’ 8/8, aHu 1, 4, 8, 11, 22, 25, 29, 32
MpoBoaAaT 1 Kypc, 3aTem HaumHaAa ¢ 43 gHA 8 KypCcoB B CNeAyIOLWEM peXxmume:

o MendanaH 9 mr/m> BHYTpb, AHM 1-4

o MNpeaHn3onoH 60 Mr/m” BHYTPb, AHW 1-4

o bBopresomu6 1,3 mr/m> 8/B, AHK 1, 8, 22, 29
JNleyeHne Bo3obHoBAsAETCA Ha 36 AeHb

VD
e 1-4 kypchl:
o bBopTtesomun6 1,3 mr/m’8/8, aHn 1, 4, 8, 11

o [ekcametasoH 20 mr BHYTpb, 4HM 1, 2, 4,5, 8,9, 11, 12

JNeuveHne Bo306HOBNAETCA Ha 22 AeHb
e 5-8 Kypcobl:
o bBopTtesomun6 1,3 mr/m’8/8, aHK 1, 4, 8, 11
o [ekcameTtasoH 20 mr BHYTpb, AHM 1, 2, 4,5,
JNeveHne Bo306HOBNAETCA Ha 22 AeHb

VCP (ans 601bHbIX MHOXECTBEHHOW MUeNoMoi cTapule 75 neT)

e Bopresomub 1,3 mr/m’ 8/8, AHu 1, 8, 15, 22
e [IpegHusonoH 30 mr/m’ BHYTpPb, AHKN 1-4
e Luknodocdammg 50 mr BHYTpb, AHM 1-21
NeuyeHne Bo306HOBNAETCA Ha 36 AeHb
MposoaAaT 8-9 Kypcos

MP (7-pHeBHan)
o MendanaH 8-10 mr BHYTpb, AHU 1-7
o [pegHnsonoH 60 mr BHyTpb, gHKN 1-7
NevyeHune Bo3obHOBNAETCA Ha 43 AeHb
MpoBoaAaT A0 AoCTMXKEHUA a3kl NNATO
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MP (4-pHeBHas)

o MendanaH9 mr/m’ BHYTpPb, AHn 1-4

e [IpegHunsonoH 100 mr BHYTpb, gHKU 1-4
JleyeHune Bo3obHOBNAETCA Ha 43 AeHb
MpoBoaAaT Ao AocTuxKeHuA $hasbl NaaTo

cpP
e Linknogpochamuma 200 mr B/m exkeaHesHo namn 400 mr 8/m yepes AeHb Mo KOHTPoNEM
nokasaTesnen Kposu. MpepBaTb Npu HelTpodpunax < 1x10°/n, TpomboumTax < 75x10°/n
CpeaHaa cymmapHasa Ao3a cocranaet 6-8r.
e [peaHn3010H 40-60 Mr/m” BHYTPb, AHK 1-7
JNleyeHne Bo30b6HOBAAETCA Ha 21-28 AeHb NOCAe BOCCTAHOBAEHUA NOKa3aTenein KpoBu.

BP

e bBeHgamycTvH 150 mr/m’> B/B B AHM 1, 2

o [lpegHunsonoH 60 mr/m? BHYTPb B AHU 1-7
NevyeHune Bo30o6HOBNAETCA Ha 29 AeHb

MoHoTepanua gekcameTasoHOM
e [lekcameTtasoH 40 mr BHYTpb, aHn 1-4,9-12, 17-20
NeyeHune Bo3obHoBNAETCA Ha 29-35 AeHb

Cxembl UHOYKYUOHHOU mepanuu nepeu4Hoix 60abHbIX — KAHOUOAMOB HA AyMO02UYHYH
mpaHcnaaHmMayuio

PAD
e FBoprtesomu6 1,3 mr/m”8/8, aHu 1, 4, 8, 11
e Jlokcopy6uumH 9 Mr/m” B BUAE NOCTOAHHOM MHOY3UM UK eKeqHEBHO GOMOCHO, AHM 1-4
e JlekcameTasoH 40 mr /B Kan. uav BHyTpb, 1 umMkn — aHn 1-4 n 8-11, ganee — arvn 1-4
JNeyeHne Bo306HOBNAETCA Ha 22 AeHb

VCD
e Boprtesomu6 1,3 mr/m*8/8, aHu 1, 4, 8, 11
e Uuknodpochamng 400 mr 8/B Kan., aHn 1, 8
mnmn 200 mr 8/B Kan., gun 1, 4, 8, 11
nan 50 mr BHYTpb, AHK 1-14
e [lekcameTta3oH 40 mr B/8 Kan. uau BHyTpb, 1 umMkn — aHn 1-4 n 8-11, ganee — aHm 1-4
mnn 20 mr BHYTPL, AHM 1, 2,4,5,8,9, 11, 12
JleyeHne Bo306HOBAEGTCA Ha 22 AeHb

Cxembl nevyeHuUn peyuduesos
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MoHoTepanua 6opresommnbom
e 1-8 Kypcobl:
o bBopTtesomun6 1,3 mr/m’8/8, aHn 1, 4, 8, 11
JNleueHne Bo3o6HOBNAETCA Ha 22 AeHb
e O-11 kypcobl:
o bBopTtesomu6 1,3 mr/m’ 8/8, aHu 1, 8, 15, 22
JNleyeHne Bo3ob6HOBNAETCA Ha 36 AeHb

Vel+PLD

e Boprtesomu6 1,3 mr/m*8/8, aHu 1, 4, 8, 11

e JlunocomanbHbiit 4okcopybuumH 30 mr/m? 8/8, AeHb 4
JNleyeHne Bo3ob6HOBASAETCA Ha 22 AEHb
MposoaAT 8 Kypcos

VCD c HenpepbiBHbIM NpUemom Luknopocpammpa
e 1-8 Kkypcobl:
o bBopresomu6 1,3 mr/m’8/8, aHn 1, 4, 8, 11
o Uuknodpochdamug 50 mr BHYTpb, AHM 1-21
o [ekcametasoH 20 mr BHyTpb, 4HK 1, 2,4,5,8,9, 11, 12
NevyeHne Bo306HOBNAETCA Ha 22 AeHb
e O-11 kypcobl:
o bBopTtesomu6 1,3 mr/m’ 8/8, aHu 1, 8, 15, 22
o Uuknodocdpamug 50 mr BHyTpb, gHUM 1-35
o [ekcametasoH 20 mr BHYTpb, aHK 1, 2, 8, 9, 15, 16, 22, 23
NeveHune Bo3o6HOBNAETCA Ha 36 AeHb

CVvD

e Boprtesomu6 1,3 mr/m*8/8, aHu 1, 4, 8, 11

o Llnknodpochamma 500 mr BHYyTpb, gHM 1, 8, 15

e [lekcameTtasoH 20 mr BHyTpb, aHM 1, 2, 4,5, 8,9, 11, 12
JleyeHne Bo3obHOBAsAETCA Ha 22 AEHb
MpoBoaAT 9 Kypcos

RD

e JleHanngomupg, 25 mr BHyTpb, AHM 1-21

o [lekcameTasoH 40 mr BHyTpb, 1-4 umknbl — gHn 1-4, 9-12, 17-20, panee — TonbKo gHn 1-4
NeuyeHune Bo3o6HOBAAETCA Ha 29 AeHb
JleyeHne NpoAoONKaOT A0 NPOrPeccCUpPOBaAHUA UAM PA3BUTUA HENPUEMNEMOMN TOKCUUYHOCTU

RD moauduumpoBaHHbIii

e JleHanngomug, 25 mr BHyTpb, AHM 1-21

o [lekcameTtasoH 40 mr BHyTpb, 1-4 umknbl — gHKn 1-4, 15-18, nanee —tonbko gHun 1, 8, 15, 22
JNleueHne Bo3o6HOBAETCA Ha 29 AeHb
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JleyeHune npoAo/IKaOT A0 NporpeccnpoBaHna Nan passntmAa HeI'IpVIEMﬂeMOﬁ TOKCUYHOCTH

Rd

e JleHanngomug, 25 mr BHyTpb, AHM 1-21

o [lekcameTasoH 40 mr BHYTpb, aHn 1, 8, 15, 22
JNleueHne Bo3ob6HOBNAETCA Ha 29 AeHb

JleyeHune NPOAO/MKAT A0 NporpeccnpoBaHna Nan passnTmUAa Henpmefv\nemoiz’l TOKCUYHOCTH

VRD

e Boprtesomu6 1,3 mr/m* 8/8, aHu 1, 8, 15

e JleHanngomug 25 mr BHyTpb, AHK 1-14

e [lekcameTasoH 20 mr BHyTpb, aHK 1, 2, 8,9, 15, 16
JNleyeHne Bo306HOBASAETCA Ha 22 AEHb

RVD
e 1-4 Kypchbl
- NleHanngomug, 15 mr BHYTpb, AHK 1-14
- bopTtesomun6 1,0 Mr/M2 noaKo»KHo unu 8/, aHn 1, 4, 8, 11
- OekcametasoH 40/20 mr BHyTpb, AHM 1, 2,4,5,8,9, 11, 12
NevyeHne Bo306HOBNAETCA Ha 22 AeHb
e 5-8 Kypchbl
- NleHanngomug, 15 mr BHYTpb, AHM 1-14
- bopTtesomun6 1,0 Mr/lv\2 noAKo»KHo unu 8/8, aHn 1, 4, 8, 11
- [HOekcametasoH 20/10 mr BHyTpb, AHM 1, 2,4,5,8,9, 11, 12
JNleyeHne Bo3obHOBAsAETCA Ha 22 AEHb

RAD
33. JleHanngomug, 25 mr BHYTpb, AHM 1-21
34. [lokcopy6uLMH 9 Mr/m> B BUAE NOCTOAHHOM MHOY3UM UK eKeqHEBHO GOMIOCHO, AHM 1-4
35. [lekcameTa3oH 40 mr BHYTPUBEHHO WM BHYTPb B AHKU 1-4, 17-20

NeveHne Bo3o06HOBNAETAC Ha 29 AeHb

RCD

36. JleHanngomupg, 25 mr BHyTpb, AHM 1-21

37. Umknodpochamma 600 mr BHYTpb B AHK 1,8

38. [lekcameTa3oH 20 Mr BHYTPUBEHHO UM BHYTPb B gHK 1-4, 8-11
NeuveHune Bo3o6HOBNAETCA Ha 29 AeHb

RCP
39. leHanngomupg, 25 mr BHYTpb, AHM 1-21
40. Umnknodocpamug 300 mr/m’ BHYTPb B AHM 1, 8, 15
41. MNMpepHusonoH 100 mr BHYTpb Yepes AeHb
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JNleueHne Bo3ob6HOBNAETCA Ha 29 AeHb

BP
e BeHgamycTvH 60-100 mr/m’ B/8B, A1 1, 2
o [lpeaHn3010H 1 mr/Kr BHYTPb, AHW 1-4
JNleueHne Bo3ob6HOBNAETCA Ha 29 AeHb

BBD
e BeHgamycTuH 70 mr/m* 8/8, AHu 1, 4
e Bopre3omu6 1,3 mr/m* NOAKOKHO uau B/8, aHn 1, 4, 8, 11
e [lekcameTtasoH 20 mr BHyTpbB aHN 1,4, 8, 11

NevyeHune Bo3ob6HOBNAETCA Ha 29 AeHb

BRD

e BeHgamycTvH 75 mr/m’ 8/8, aHu 1, 2

e JleHanngomug, 10 mr BHYTpb, AHM 1-21

e [lekcameTas3oH 40 mr BHyTpb MAu B8/8, aHn 1, 8, 15, 22
NevyeHne Bo3o6HOBNAETCA Ha 29 AeHb

Pom+dex

o [omanngommg 4 mr BHyTpb, aHN 1-4

e [lekcameTtasoH 40 mr BHYTpb, aHn 1, 8, 15, 22
JNleyeHne Bo3obHoOBAsAETCA Ha 29 AeHb

Kapdunzomnb
e Kapdunsomub 20 mr/m’ 8/8, aHu 1, 2, ganee 8 gose 27 mr/m>, 4Hu 8, 9, 15, 16 TonbKo B 1-om
unKne, B gose 27 MI'/MZ, aHn 1, 2, 8,9, 15, 16 B umknax 2-12. HaunHasa ¢ umkna 13 8 pose 27
mr/m%, apu 1, 2, 15, 16
JNleyeHune Bo3ob6HOBNAETCA Ha 29 AeHb.
JleyeHne NpooMKAOT A0 NPOrPeccMpoBaHUA UAU PAa3BUTUA HENPUEMIEMON TOKCUYHOCTU

KRd
e Kapdpunzommnb 20 Mr/M2 8/8, AHu 1, 2, nanee B gose 27 MI'/MZ, AHn 8,9, 15, 16 TonbKo B 1-0m
unKkne, B nose 27 MI‘/MZ BaHu 1, 2,8,9,15, 16 B umknax 2-12. HaunHas c unkna 13 8 nose 27
Mr/M2 BAHM 1, 2, 15, 16. Kapdunzomnb sBoautca no 18 uMKA BKAKOYUTENBHO.
o JleHanngomug, 25 mr BHyTpb, AHM 1-21
e JlekcameTasoH 40 mr BHyTpb MaAn 8/8, aHn 1, 8, 15, 22
JNleueHne Bo306HOBAETCA Ha 29 AeHb
JleyeHune NpoaoNKalOT 40 NPOrPecCMPOBAHUA AW PA3BUTUA HEMPUEMIEMOM TOKCUYHOCTHU

VMCP
e BuHKpUCTUH 1 mr/m’ B/B, AeHb 1

e MendanaH 6 mr/m> BHYTpb, AHU 1-4
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e Luknodochammug 125 mr/m? 8/8, aHu 1-4
e [IpegHun3onoH 60 Mr/M2 BHYTpb, oHU 1-4
JleyeHune Bo3obHOBAAETCA Ha 22-29 AeHb

VBAP
e  BuHKpUCTUH 1 mr/m? B/B, AeHb 1
e KapmyctuH 30 mr/m” /8, fieHb 1 (MOKeT 6bITb 3aMeHeH Ha NOMYCTUH 80 mr/cyT. BHYTpb)
e [lokcopy6uumH 30 mr/m” 8/B, AeHb 1
o [lpegHunsonoH 60 mr/m? BHYTpPb, AHKU 1-4
JNleyeHune Bo3ob6HOBNAETCA Ha 22-29 AeHb

VBMCP (M2)
e BuHKpUCTUH 1,2 mr/m’ B/B, AeHb 1
e KapmycTtux 30 mr/m” B/B, aeHb 1 (MOKeT 6bITb 3aMeHeH Ha NoMyCcTUH 80 Mr/cyT. BHYTPb)
o MendanaH 8 mr/m’ BHYTpPb, AHn 1-4
e Uuknodochamug 400 mr/m* 8/B, aeHb 1
e [peaHusonoH 40 mr/m> BHyTpb, AHu 1-7
JNleyeHune Bo306HOBAETCA Ha 36-43 aeHb

(o))
e Luknodochammug 600 mr/m’ B/8, aHn 1-4
e [lekcameTa3oH 40 mr BHYTPb, AHK 1-4
NeuyeHune Bo3o6HOBNAETCA Ha 29 AeHb

DCEP

e [lekcametasoH 40 mr 8/8, aHn 1-4

e LUuknodocdammug 400 mr/m’ B/8 24-yacoBas MHY3MA, AHM 1-4

e 3Jtonosmug 40 rv\r/N\2 B/8 24-yacoBsas UHbY3UA, gHKU 1-4

e LUwnucnnatnH 15 mr/m” /B 24-yacoBan NHOY3MA, aHKN 1-4 ([03a CHUNKAETCA NPU NOYEYHOM

HeAoCTaTOYHOCTH)

o [-KC® c 5 aHA 00 BOCCTAaHOB/IEHMA YPOBHA HEUTPODMNOB
JleyeHne Bo306HOBAAETCA Ha 29 AeHb UM OTKaabiBaeTcsa Ha 5-10 AHEeN No KANHUYECKUM
NOKa3aHMAM

VD-PACE
e BopTtesomu6 1,3 mr/m* /B CTpyiiHO, AHK 1, 4, 8, 11
e JlekcameTasoH 40 mr B/B nau BHYTPb, AHN 4—7
e Lucnnatmu 10 N\r/M2 8/B 24-yacosas UHdy3ua, aHu 4-7
e [lokcopybuumH 10 mr/m? B/B 24-yacoBas nHy3ua, gHu 4-7
e Luknodochammug 400 mr/m? 8/8 24-4acoBan vHPY3UA, AHM 4-7

e 3Jtonosmug 40 N\r/N\2 8/8 24-yacoBasn UHdy3usa, aHu 4-7
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o [-KC® npu cCHUNKEHUN YMCa NENMKOUUTOB MeHee 1 x10°/n [0 BOCCTAHOB/NEHUA YPOBHA
HenTpodunos

JleyeHne Bo306HOBASETCA MPU NOJIHOM BOCCTAaHOB/IEHMM NOKa3aTe el KpoBu Ha 29-36 AHU

MakpornobyanHemusa BanbaeHcrpema

MoHoTepanua putyKcumabom

e Putykcumab 375 mr/m’ /8 Kan., 1 pas B HeAento B TeueHue 4 Hedenb
Kypc nosTopsAtoT yepes 12 Hegenb

BR
e BopTesomub 1,6 mr/m> n/k unu 8/8, aHu 1, 8, 15

o PuTtykCcMmab
o 375 Mr/M2 B/B Kan. 1 BBegeHue, aanee putykcumab 1400 mrn/k, aHmn 1, 8, 15,2281
n 4 unknax
nUnm
o 375mr/m>B/B Kan., axu 1, 8, 15, 22 8 1 1 4 upknax

JNleyeHwne Bo3obHOBAsAETCA Ha 29 AeHb
MpoBoaAT 6 UMKNOB

BDR

e Boprtesomu6 1,3 mr/m> n/k unv 8/8, ann 1, 4, 8, 11
e JlekcamertasoH 40 mrs/s, aHn 1,4, 8, 11
e  PuTykCcMMab

o 375 mr/m’ B/B Kan. 1 uukn, fanee putykcumab 1400 mr n/K, AeHb 11
nnu

o 375 N\r/M2 B/B Kan., AeHb 11 Bce UMKAbI Kypca
JleyeHne Bo3obHOBAsSETCA Ha 22 AeHb (NepBble 4 uMKAa), Aanee nposoantcsa 1 pas B 12 Hegenb
(mononHuTenbHo 4 unkna)

RCD
e  PuTykCcMMmab

o 375 mr/m? B/B Kan. 1 umkAa, fanee putykcumab 1400 mr n/K, AeHb 1
nnn
o 375 mr/m? B/B Kan., AeHb 1 Bce LMKAbI Kypca

e Luknodocdammg 100 mr/m? BHYTpPb 2 pa3a B AeHb, AHKU 1-5
e JlekcameTtasoH 20 mr B/B, AeHb 1

JleyeHne Bo306HOBAEGTCA Ha 22 AeHb

MpoBoaAT 6 LMKNOB

CPR

6. PuTykCcumab
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a. 375 mr/m? 8/B Kan. 1 umKkn, ganee putykecumab 1400 mr n/K, aeHb 1
Uu
b. 375 Mr/M2 B/B Kan., AeHb 1 Bce UMKAbI Kypca

7. Umuknodochamug 1 r/m’ /8, AeHb 1

8. MpegHusonoH 100 mr BHYTpb, AHK 1-5
JleyeHune Bo3obHOBAAETCA Ha 22 AEHb
MposogAT 6-8 yMKNOB

MoHoTepanua népyTMHné6om
o  WN6pyTMHMOE 420 Mr B AeHb BHYTPb A0 NPOrpeccMpoBaHns 6onesHn nam passuTna
HENpMeMIeMon TOKCUYHOCTW.

BeHpaMyCTUH + PUTYKCMMab
e BeHgamycTvH 90 mr/m’ 8/8, aHu 1, 2
o PuTtykCcumab

- 375 mr/m’ 8/B Kan. 1 umkn, ganee putykecumab 1400 mr n/K, aeHb 1
nnm
- 375 mr/m’ B/B Kan., AeHb 1 Bce LyKAbI Kypca

JNleyeHne Bo3obHOBAsAETCA Ha 29 AeHb
MposogAT 4-6 ynKnoB

MoHotepanua ¢paypgapabuHom

*  ®nyaapabuH 25 mr/m’ 8/8, AHK 1-5
JNeveHne Bo306HOBNAETCA Ha 29 AeHb
Lnknos 4-6 Kypcos

FR
®*  Putykcnumab 375 Mr/N\2 8/8 1 pa3 B Hegento, 8 BBeAEeHU

* ®dnypapabuH 25 Mr/M2 8/8, AHW 1-5, neyeHne Bo306HOBAAETCA Ha 29 AeHb, NPoBOAAT 4-6
LMKNOB

MoHoTepanua KnagpnbmHom

e Knagpubun 0,1 mr/kr 8/8, aHn 1-7
JNleueHne Bo306HOBAETCA Ha 29 AeHb
MpoBoaAT 2 Kypca

KnagpubuH + putykcumab
e Knagpubun 0,1 mr/kr 8/8, aHn 1-5
e  PuTykCcuMmab

- 375 mr/m’ B/B Kan. 1 umkn, ganee putykecumab 1400 mr n/K, aeHb 1
nnm
- 375 mr/m’ B/B Kan., AeHb 1 BCe LMKAbI Kypca

NeuyeHune Bo3obHOBNAAETCA Ha 29 AeHb



MNposoaAaT 4 unkna

MoHoTepanua xJaopambyuuiom
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e Xnopambyumn 0,1 Mr/Kr BHYTPb OUTENBHO NOA KOHTPOMIEM KAMHUYECKOrO aHan3a KPoBK

00 $asbl Nnato

Xnopambyuun + npeaHU30/10H
e Xnopambyumn 6-8 mr BHyTpb, AHU 1-7
o [IpegHn30n0H 50 mr BHYTpPb, AHK 1-7
JleyeHune Bo3obHoOBNAETCA Ha 29-43 AHM

PexXumbl aHTUXENMKobaKTepHO Tepanuu (ana nevyeHns MALT-numdombl )'I(e.ﬂV‘EI.KE:\)Z1

lMepeasa nuHus aumuxenukobakmepHoii mepanuu

e VIHMBUTOP NPOTOHOBOI NommbI*>

o Knaputpommumn 500 mr x 2 pasa

o AmoKcnumnnamu 1000 mr x 2 pasa
MpoAonXK1UTeNbHOCTb ieyeHnsa 14 gHen

e Bucmyta Tpukanma guumtpat 120 mr x 2 pasa

e WHrMBUTOP NPOTOHOBOW NOMMbI™

o KnaputpomuumH 500 mr x 2 pasa

o AmokcmumnanH 1000 mr x 2 pasa
MpoAonXKMUTENbHOCTb ieyeHunsa 14 gHen

e Bucmyta Tpukanma guumtpat 120 mr x 2 pasa

e MHMM6UTOP NPOTOHOBOW Momnbl ™

e TeTpauuknmH 500 mr x 2 pasa (x 4 pasa BO BTOPOM INHUK)
o MeTpoHungason 500 mr x 3 pasa

MpoaoKUTeNbHOCTb NeveHna 10-14 aHel (MOXKET NPUMEHATLCA BO 2 IMHUK, ECAN HE NPUMEHANAC

paHee)

v 1
e VHMMBUTOP NPOTOHOBOW Momnbl ™
o AmokcmumnanH 1000 mr x 2 pasa
5 aHen

2 Bbl60p peXnma aHTMXGJ'IMKO6aKTepHOﬁ Tepanun AoNxeH 6bITb OCHOBAH Ha pekomeHaaunAax

KoHceHcyca MaacTpuxt-IV/®nopeHums 2010 r.

2 MHrMbuTOopbl NPOTOHOBOW MNOMIbI:
e Pabenpason 20 mr x 2 pasa
e Omenpaszon 20 mr x 2 pasa
e 3J3omenpaszon 20 mr x 2 pasa
e JlaHconpa3on 30 mr x 2 pasa
e [laHTonpa3on 40 mr x 2 pasa
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+
e MHMMBUTOpP NPoTOHOBOI nomnbl™
e KnaputpomuumH 500 mr x 2 pasa
e TuHuagason 500 mr x 2 pasa

5 AHel (MoXKeT NPUMEHATLCA BO 2 IMHUM, EC/IN HE NMPUMEHANACch paHee)

Bmopas auHusa aHmuxenukobakmepHoii mepanuu

e  WHIMBUTOP NPOTOHOBOM NOMMbI™

o  AmokcmumnanH 1000 mr x 2 pasa

o  dypasonnaoH 200 mr x 2 pasa
MpoaonxuTenbHocTb ieyeHnsa 10 gHen

e VHMM6UTOpP NPOTOHOBOW Nomnbl™

o AmokcuumnaunH 1000 mr x 2 pasa

e TetpaumknumH 500 mr x 4 pasa
MpoaonKnMTenbHoCTb NeveHunsa 10 gHel (ecamn paHee He NPUMEHANACH KaccuyecKasn
KBaapoTepanus)

PeXXMmbl KOHAULMOHUPOBAHUA NPU TPAHCNAAHTALUN FTEMONO3TUYECKUX CTBOIOBbIX KJETOK

Mpu aymonozu4Holi TFTCK

BEAM
e BCNU 300 mr/m?, aeHb -6,
e 3Jtono3mg 100-200 mr/m? 2 pasa B AeHb, AHU C -5 go -2
e luTapabuH 200 MI‘/MZ, AHu c -5 po -2
e MendanaH 140 mr/m?, aeHb -1

e BCNU 300 mr/m?, aeHb -6
e 3tono3ma 100-200 mr/m? 2 pasa B AeHb, AHK ¢ -5 go -2
e Luknodocdar 1200 -1800 mr/m>/cyT, AHM ¢ -5 A0 -2

Bu/Cy
e bycynbdaH 4 mr/kr/cyT 3a 4 npuema, aHv ¢ -7 o -4
e Linknodpocdamma 60 mr/kr/cyT, aHn -3 1 -2.

Mpu annozeHHoli TICK.
Flu/Mel

e  ®nygapabuH 30 mr/m*/cyT, aHu ¢ -7 Ao -3
e MendanaH 70 MI’/MZ, AHn -2, -1



Flu/Bu
e  ®nygapabuH 30 mr/m’/cyT, 4Hu ¢ -9 4o -5
e bBycynbdaH 2 mr/kr/cyT, AHn € -6 A0 -3

Flu/Cy
e  ®naygapabuH 30 mr/m*/cyT, aHu ¢ -7 8o -3
e Luknodpocdamumg 60 mr/Kr/ cyT, aHn -2, -1

Flu/Bu/TT
e  ®nygapabuH 30 mr/m’/cyT, aHu ¢ -7 0o -3
e  bBycynbdaH 2 mr/kr/cyT, aHn ¢ -6 10 -3

e Twuotenas MI’/MZ, OEHb -2

Flu/TBI
e  ®nygapabuH 30 mr/m*/cyT, aHu -4, -3, -2

e ToTanbHoe 06ayyeHue Tena 2 'p, geHb 0
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