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KiaioueBsbie CJioBa

© QHTUMHTUOUTOPHBIV KOATYISTHTHBIV KOMIIJIEKC
© remMaprpos

© remaroMa

© reMopparmvyeckuii CMHIPOM

O reMOCTaTUYeCKMe CpeacTBa

o remMo@uiIns

© >KM3HEYIpOosKarolye KPpOBOTeUEeHUS

© MHIUOUTOPBI K (haKTOpPam CBepPThIBaHMS KPOBU
O MHIOYKUMS MMMYHOJIOTMYECKOI TOJIePaHTHOCTU
© KOaryJoraTus

© KOHIIEHTpPaThl (pakKTOPOB CBEPThIBAHUSI KPOBU

O IIJITa3MEeHHbI reMOoCTas

O Mpernaparsl IIYHTUPYIOIIErO AEeCTBUS

o peKOMOMHaAHTHbIEe PAKTOPhI CBEPTHIBAHMS KPOBU
O CBepThIBaAHME KPOBU

O CIIOHTAaHHbIE KPOBOTEUEHUS

o (pakTop cBepThiBaHMS KpoBU VIII

o (paxTOop cBepThiBaHMS KpoBU IX

© 3MTaKor ajibda (aKTUBMPOBAHHBIIN)



CIIMCoOK CoKpalleHun

AUTB - akTMBMpPOBaHHOE YaCTMYHOE TPOMOOIIACTMHOBOE BpeMs
AVKK - aHTUMHTMOUTOPHBIN KOATYISTHTHBIV KOMIIEKC
BE - bere3na eguHuiia

T'A - remoumins A

I'B - remoduins B

DDAVP - necmomnpeccuH

IIB - neHb BBegeHU

JKKT - >kenymouyHO-KUILIEYHBbIN TPAKT

WNUT - nHAYKUMS UMMYHOJIOTMYECKOM TOJIEPAaHTHOCTU
KT - KomnbioTepHast ToMmorpadus

MPT - MarHUTHO-pe30HaHCHasI ToMoTrpadus

HIIBII - HecTepouaHbIe IIPOTUBOBOCHAIUTE/IbHbIE IIPEerapaThl
I[1B - mnpoTpoMOMHOBOE BpeMs

TB - TpoM6MHOBOE BpeMs

FVIII - dhakTop cBepThiBaHMs KpoBu VIII

FIX - dakTop cBepThiBaHMS KpoBU IX

FXI - dakTop cBepThiBaHMSI KpoBu XI

FXII - dhakTop cBepThiBaHMS KpoBU XII

[IHC - ueHTpanbHast HepBHas CUCTEMaA

@®CKVIII - ¢pakTop cBepThiBaHMs KpoBu VIII

®CKIX - dhakTop cBepThIBaHMS KpoBU IX

@®CKVIII vWF**- ¢aktop cBepTbiBauus KpoBu VIII dakTop
Bunnebpanga™*



YOLUB/- yCTpOMCTBO OOJTOBPEMEHHOIO I€HTPAJIbHOTO
IOCTyIIa

ACK-aneTuacanuumaoBasi KUCIOTa
V3U —ynbTpasByKOBOe uccaegoBaHue
Y- ypoBeHb IOCTOBEPHOCTU 10KA3aTe/IbCTB

VVP - ypoBeHb yOenuTe/bHOCTY PEKOMEHIALINIA

BE€HO3HOrI'O



TepMMUHBI U oIIpeae/IeHUs

I‘emapros — KPpOBOU3J/IMSAHNME B IIOJIOCTb CYCTaBa

FemaToMa - OrpaHMYE€HHOE CKOIJIEHMe KpPOBM IIpU 3aKpbIThIX U
OTKPBITHIX MOBPEXKIEHUSIX OPTaHOB U TKaHel C pa3pbiBOM COCYIOB, B
pe3yabTaTe 4ero ob6bpasyeTcsl MOJOCTb, copepskamasi >KUAKYI0 WU
CBEPHYBIIIYIOCSI KDOBb

TemaTypuss —  HaaMuue  SPUTPOLMTOB B  MOUYe  CBepx
du3MoIOrMUecKX HOpM

I'emocTa3s - cucrema CBEPTbIBAHMSA KPOBU

TemocTaTuecKkass Tepammsi — Tepalus, HallpaBjJeHHas Ha
OCTaHOBKY KPOBOTEUEHMUSI

Temodunuss A — HacaeaCTBeHHbIN mHe@uinT dakTopa CBepTbIBaHMUS
KpoBu VIII

Temodbwmnaus B - HawtencTBeHHbIN AeduiuT dhakTopa CBepThIBaHMUS
KpoBu IX

VHruouTopsl — aHTHUTeNa, BbipabaThIBAIOIMeCsS Ha 35K30I€HHO
BBeJIeHHbBII Oe/I0K

Koarysmorpamma — uccjieoBaHue CBepThIBaIOIIeli CUCTeMbI KPOBU
KoarynonaTust — HapyllleH/e CBepPTbIBaHMSI KPOBU

@dakTOp CBEPTHIBAHMSA KPOBU - O€JIOK, COOepsKalluiicsi B ILIa3me
KPOBU ¥ TPOMOOIIMTAX ¥ 00ecIieurBaloIIii CBEpThIBaHME KPOBU

VIHTerpajbHbIe TeCTBI — 3TO JJAOOpaTOpPHbBIE UCC/IeIOBAHNSI, KOTOpbIE
in vitro MMUTUDPYIOT OOJBIIMHCTBO (U3MOTOTUUECKUX TIPOLIECCOB
OCTAaHOBKM KpoBOTeueHusi. OHM He aHaIU3UPYIOT OTHe/IbHbIe
(dakTophI CBepTHIBAIOIIEN CUCTEMBI, @ XapaKTepU3yIT KOHEeUHbII Tan
BCEro Kackaza CBepThIBaHMsI — MPOoIlecc MpeBpaiieHne GubpuHoreHa
B (p1OpuH 1 o6pasoBanme GUOPMHOBOTO CTyCTKA.



1. KpaTrkasa mHopmMmanus

1.1 Onpepnenenune

lemodunmusi - 93TO clemieHHOe C X-XpOMOCOMOJ BpOKIEHHOE
HapyllleHVe TJa3MEeHHOr0 TreMoOCTa3a, BO3HMKAwIlee B pe3y/bTaTe
nedbuiuta win oTcyTcTBUsl pakropa cBepTbiBaHus Kposu VIII (FVIII)
- remopwaust A wmiu ¢axropa cBepTbiBaHus KpoBu IX (FIX) -
remodunus B.

1.2 OTHosorusa u rnmaroredes

lemodunusi mepepaercs 1Mo X-ClHeMJIEHHOMY pelecCMBHOMY ITYTU
HaciemoBaHusg.  I[lpumepHo 'y 70%  mauMeHTOB  MMeeTCs
TIOJIOKUTE/IbHBIN CeMelHbIii aHaMHe3 110 3abosieBaHMIO. IIpMUMHOII
reMouIMK SIBSIIOTCS MyTaluy reHa, kogupymwoiiyue FVIII (Xq28), nan
reHa, Komupywoiiero FIX (Xq27). B 30-35% ciyyaeB BO3MOSKHbI
criopaguyeckue MmyTauuu 06e3 Haauumusi CeMelfHOrO aHaMHesa
3a60/1eBaHMSsI.

1.3 dnuaemMmoaorus

PacrpocTpaHeHHOCTh reMoGMINM B OOIIEl IOIMYJSIIUM COCTaBIISIET
1:10 000 naceneuus. I'emodpmamsgs A (TA) BcTpeuaeTcs yaile, 4em
remopuausi B (I'B), u cocrasnser 80-85% obiiero umciaa ciryvaes.
[Topassioniee 60JIbIIMHCTBO MALIMEHTOB C reMo(puIneil — My>KUMHBI.
3BecTHBI eAMHMUYHbIE cCiaydyayu TeMOQWINMM Y JKeHIIMH IIpu
Hac/leloBaHUM I'eHa OJHOBpPeMEHHO OT OTia (C remModuinei) u ot
MaTepu (HOCUTeNIb TreHa), JMOO0 Y SKeHIIMHbI C MyTallMeii reHa Ha
OIHOJ XpOMOCOMe, KOTJa TeH Ha Jpyroil He akTuBeH (06oe3Hb
[lleperieBckoro-TepHepa u Ap.). Y HEKOTOPBIX KEHIIUH, SIBJISTIOIIUXCS
HocuTenbHUIIaMMU MyTanuii reHoB FVIII mnn FIX, Takke MOTYT ObIThb
KJIMHUYeCKMe TPosiBjieHus: remouanm [3].

1.4 KogupoBanue nmo MKb 10
D66 — HacnencTBeHHbI JedbuuuT pakropa VIII
D67- HacnencrBeHHbIN geduint dhakropa IX

1.5 Knaccudurauys



Knaccuduxkanyss remopmammu I0 CTeNeHM TSDKeCTM OCHOBaHa Ha
onpenenenun aktuBHocTu FVIII u FIX (Ta6n.1) [3, 6, 21].

Tao6numna 1. Knaccudukanys remopminy mo cCTerneHu TSKeCTH

dopma AxktuBHoctb FVIII/FIX KnuHunueckue nposiBneHus
(Hopma 50-150%)

Taxxenas < 1% [ebioT 3aboneBaHMss B PaHHEM [ETCKOM
BO3pacTe: peunamBuUpyOLNiA reMopparm4yeckuia
CUHAPOM MPEUMYLLECTBEHHO FEMATOMHOrO TUMa

CpeaHen 1-5% (npenmyLecTBeHHO CMOHTaHHblE
TAXKECTU KpoBOTEeYeHUs)
Nerkas >5% KpoBoTeueHns BO3HMKAKT Moc/ae TpaBM Wn

npuv npoBeaeHNN MHBA3NUBHbIX BMELLATENbCTB

Oxonmo 60% Bcex OMAarHOCTUMPOBAHHBIX CJIydyaeB TremMopuinmu
COCTaBJISIIOT TsDKeJble U cpemHeTsiKenble opMbl 3aboneBaHus, MIJIS
KOTOPBIX XapaKTepHbl CIIOHTAHHbIE TeMOpparnyeckue SMU30/bI
(mpeuMyIieCTBEHHO TeMapTpo3bl M TIeMaTOMbl MSITKMX TKaHel
pa3nUHbIX  JIoKanu3auui). CTerneHb  TSDKeCTM — HapyLUeHUM
CBEpPTBHIBAHMS KPOBU U KIMHUYECKUX TIPOSIBA€HUI TpU reMopuianmu
3aBUCUT, KaK IIPaBMJIO, OT YPOBHSI aKTUBHOCTU (aKkTopa B KpPOBH,
OHAKO B KJIMHMYECKON IpaKTUKe He BCerga CyllecTByeT MpsMasi
KOppesiivSl MeXIy J1abopaTOpPHbIM M KIMHUUECKUM (PeHOTUIaMU
3a60/1eBaHMsI.

1.6 KnmHuyeckas KapTuHa

OcHOBHOe  TIposiBjieHMe  TeMOQWIuMM —  KPOBOTEUEHUS U
KPOBOM3J/IMSIHMS, BOSHUKAIOIIME CIIOHTAHHO WUJIN BCIeCTBME TPaBMbl
(Tab6m.2). TA 1 I'B uMeIoT CXOXYI0 KIMHMUUYECKYI0 KapTuHy [3, 16].

Taonuua 2. Knnandeckue nposiBjieHUs: reMopminm

Buabl KpOBOTEUEHUI/ KPOBOU3JIUSHUM YacroTa, %
TunnyHeble

eMapTpo3bl KpYMHbIX CYCTaBOB 70-90
FemaToMbl (KPOBOM3NSAHUS B MblILLbI/MATKME TKaHN) 20-40
KpoBoTeueHus 13 CAM3NCTbiX (HOCOBble, AeCHEBbIE, TYHOYKOBbIE) 10
emaTypumn 5-10
XunsHeyrpoxatowme

B LIHC 5

B XXKT

B obnactn weun/ropna

3abploWnHHbIE reMaToMbI




IOns  Tsokenoit  ¢opmbl  remMo@uauM  XapakKTepHO IIOSIBJIeHMe
reMopparmMuyeckoro CUMHApPOMa Ha MepBOM TOAY >KM3HM C Havasa
aKTMBHOTO TIlepuoma y pebeHka (reMaToMbl MSTKMX TKaHel,
MOCTTpaBMaTUUYeCKMe KPOBOTEUEHUS] U3 CIM3UCTBIX, TeMapTpPO3bl).
[lopaxkaloTcsi B  OCHOBHOM  KpyIIHble  CYCTaBbl: KOJI€HHbIE,
rOJIEHOCTOITHBIE, JIOKTEBbIE U Ta300eqpeHHbIe.

Temodbwinst cpemHeli TSKECTU MMEET CXOOHbIe MposiBiieHMsl. IlepBbie
MpU3HaKM, KaK MPaBUIO, Pa3BMBAIOTCS MOCIe Toja. Y MalMeHTOB C
aKTUBHOCTbHIO (DaKTOPOB Oosiee 2% peske BO3HMKAIOT KPOBOU3JIMSIHUS
B CyCTaBbl, 3a0pIOIIMHHBIE TeMaTOMbl, rematypuu. Haubosee
TUIIMYHBI ~ TIOCTTpaBMaTMYeCKMe TeMaTOMbl U [OJIUTeJIbHbIe
KPOBOTEUEeHMsI, 0COOEHHO IIPY TpaBMax CJAU3MUCTBIX 000I0UEK.

Jlerkast reModuaMsI MOXKET HMKAK He IPOSIBISITbCS HA MPOTSIKEHUU
BCceii JKM3HU. [emopparudyeckuii CUHIPOM OOBIYHO BO3HUKAET
BUIEICTBME 3HAUUTEIbHBIX TPAaBM WJIN MIPU XUPYPTUUECKOM JIEUEHUMN.
[Topaxkenne OIOPHO-ABUTATEJILHOTO  arrapara  BCTpedaeTrcs
Ype3BbIUATHO PesiKo.



2. IuarHocTuka

MHozue pexomeHO08aHHble Memodsl JuAzHOCMUKU 3a060/1e8aHusl U
CBA3AMMBIX C HUM COCMOSIHUTI UMEM 02PAHUUYEHHYI0 D0KA3AMelbHYI0
6a3y (8 coomsemcmauu ¢ wkanamu oueuku Y11 u YYP) no npuuuHe
omcymcmeust  NOCBAUWIEHHbIX UM  KJAUHUYECKUX  UCCNe008aHUII.
Hee3upass Ha 3mo, OHU S8A0MCS HE0OX00UMbIMU eMEHMamu
obcnedosarus nayueHma 0N YCMAHO8JIeHUs OuazHo3a u evlbopa
Makmuku JieueHusi, maxk Kak 0osee 3pdexmusHvie U 00KA3AHHbIE
Memoosl 8 HACMosee 8peMs He pa3padbomatsi.

2.1 JXKamo6sl M aHaAMHe3

JluazHocmuKa 2€MO(Z)MJ1LILI HauuHaemca C 68bldeJleHUA HAuduA
2emoppazuueckozo CUHapOM(Z 6 dHAMHE3€e Yy nauueHma u ujleHO8
cemol.

e PekomeHpyeTcs: Tpu cbope aHaMHe3a 3a00eBaHMUSI U CEMEefHOTO
aHaMHe3a Yy BCeX IMalMeHTOB BBISICHITb Haaudue IIPOSIBIeHUI
reMopparMueckoro CHMHApoOMa: Xajo0 Ha JIerko IMOSIBISIONIMecs
9KXMMO3bl M TeMaTOMbl B paHHeM JeTCTBe; BO3HMKHOBEHNe
CIIOHTAHHBIX KPOBOTeUeHMi1 (0COOEHHO B CYCTaBbl, MBIIIIbLI ¥
MSTKMe TKaHM); OJUTEeIbHbIX KPOBOTEUeHMI IOCjae TpPaBM WU
XUPYPruuecKkoro BMellaTenbCTna [3, 16, 21].

VpoBeHb yOeOUTEJIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTe/lbCTB — V)

KommeHnTapuu: /laHHble cemeliH020 aHaMHe3a NpumMepHo y 2/3
nayueHmos codepiam yKa3amusi Ha 2eMoppazuveckue nposieieHus y
ONU3KUX POOCMBEHHUKO8 NO MCEHCKOU JUHUU (Y MYMCUUH, pexce Y
HeHWuH). [laHHble NepCcoOHANbHO20 AHAMHE3A MOZym Co0epHame
uHgopmayuo o0 2emoppazuyeckux nposiejieHusx y nayueuma. Ilpu
cbope aHamHe3a 3ab6osesaruss HeobXo0umMo obpawams 8HUMAHUE HA
Haauuue 2emMoppazudeckux nposiejeHuli 8 HeOHamanabHoOM nepuode 8
gude Keanozemamonm, BHYMpUUEepenHsixX KPOBOU3IUSHULI,
Kposomouusocmu u OJIUMENbHOM 3aXCUBNEHUU NYNOUHOU PAHKU; Y
2pyOHbIX demeli — IKXUMO308, He C8A3AHHBIX CO 3HAUUMOL Mmpasmoii,
2eMAMOM MSKUX MKaHell nocjie He3HAUUmenbHulx ywubos uiu
CNOHMAaHHblx. Y  Hekomopwvlx demelli  KpogomeueHuss Mo2ym
0mcymcmaeosams Ha nepeom 200y *U3Hu 00 mex nop, noka pebGeHoK
He HauHem xodumoe [5, 19]. BaxcHo obpawjamv 6HUMAHUE HA



Hecoomeemcmeue BblpaXeHHOCMU 2eMoppazudeckux nposieJieHut
msxcecmu npedulecmeosasiueli mpasmol, Ha peuududsl Kpo8omeueHuli
nocie nepeudHoll 0CMAaHo8KuU, He C8A3AHHbIE C NOBMOPHOL Mpasmoti,
MAcCCUuBHole U (UIU) MHOMCECMBEHHbIE 2eMAMOMbL, CUCMEMHOCTb
2eMOppazuyuecKux nposieeHull (nposisneHus Pa3nuuHoli
JIOKANU3Aayuu), «CNOHMAaHHvle 2emoppazudeckue nposisneHus». Ilpu
Jiezkoli popme 2emopunuu KpogomeueHust Mozym omcymcmeosams 00
nepeoti mpasmol UIU Xupypeuueckozo emewamenscmea. Coop »anod
U aHamHe3a no380Jum onpedenums 06sem 00c1e008aHUS NAUUeHMmA.

2.2 ®usuKajabHOe 00CcIeJoBaHye

PekomeHayeTcss oOpaliaTh BHMMAaHMe Yy BCex IIalIMEHTOB Ha
HaJnuyye KOXKHOTO TreMOpparM4yeckoro CHMHIAPOMA pPas3IUdHONM
BbIPQKEHHOCTU B BUJE MHOXKECTBEHHBIX 3KXMMO30B U reMaTOM,
BO3MOXXHBIX TIPU TSDKENON U cpemHeTskenoit gopme remoduanmu
dusukaabHOe 00ciaefoBaHMe TPOBOAUTCS C 1IeJIbI0 0npeodeseHust
msaxecmu COCMOsIHUS nauueHma u Heob6Xo0umMocms NposedeHUs
cneuudguueckoii 3amecmumesnbHOU U/uiu 2emocmamu4eckoli mepanuu
[3, 16].

YpoBeHb YOeOAUTENbHOCTU pekoMeHaanuii D (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — V)

KomMmeHTapumn: 8bICOK0BEPOSIMHO 8blsi8JIEHUE Npu3Haxos
nopaxceHuss cycmasos 8 8ude depopmauuu, omeka u JOKAIbHOZ0
noesluleHUss memnepamypusl Koxcu (ocmpwlli 2emapmpo3) u/uiu
NPU3HAK08 HapyuleHust nodsuxcHocmu, 00sema O0s8uxceHuli cycmasos,
2unompoguu Mvly KOHEUHOCMU HA CMOPOHE NOPAIEHHO20 CYCcmasa,
HapyuieHue noxodku (degpopmupyrowas apmponamusi).

PekomeHayeTcsl IJisi YCTAHOBKM JAMarHosa reMouinmu
UCIOJIb30BaTh KpUTepuM JaAuarHosa remopmwiuu (Ipu
HAJIMUMUU TEMOPPAruyeckoro CUMHAPOMA B aHaMHe3e MalMeHTa
WIM CeMeiHOM aHaMHe3se) [3, 16, 21]:

. OTCYTCTBME IIPMOOpPETEeHHBIX KOATry/JI0NaTuii;
. cHmkenye aktuBHOcTU FVIII/FIX Hioke 50%;
. Hanmnume myTtauuii reHoB FVIII unu FIX.

VpoBeHb YOeOUTEJIbHOCTM peKomMeHaauuit D (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — V)

KomMeHTapuu: 0uazHo3 yCcmaHaeaueaemcss npu HAaauduu Kak
MUHUMYM 08YX U3 MpeX Kpumepues.



2.3 JJabopaTopHasi AMarHOCTUKA

Bcem nayueHmam ¢ uenvto OUAZHOCMUKU 2eMOGUIUU NPOB8OOUMCH
noamanHoe 1abopamopHoe Kodazyn0/102uueckoe ucciedosaHue.

e PekoMeHayeTCcA B KaueCcTBe IIepBOTO 3Tana AgUarHOCTUKU
reMobwinMy TIPOBOAUTL BCeM IallMeHTaM KOaryJ0JI0TUYeCcKuit
CKPUMHMHT: aKmMusupo8aHHOe uacmuuHoe mpomOONIacmuHo8oe
gpems (AUTB), npompombuHosoe epems (IIB), mpomOUHOB0€E 8pems
(TB), xoHuyeHmpauuio ¢GubpuHozerHa (no Knayccy) u nodcuem
Ko/iuuecmea mpomboyumos. [2, 3, 16].

VpoBeHb YyO0egUTENBHOCTM perkoMeHaaumuit D (ypoBeHb
JOCTOBEPHOCTM J0Ka3aTejabCTB — V)

e PexomeHpyeTcs MalyeHTaM ¢ reMOpparmyeckKuM CMHAPOMOM IIpU
MoJo3peHuM Ha TeMO(QWIMIO  BBIMIOJHSITH  BTOPOW  3Tall
IVArHOCTUKU TIPU BBISIBIEHUN U30JUMPOBAHHOTO yjiMHeHuss AUTB,
nnbo TpU OTCYTCTBUM M3MEHEHMI B XOAe CKpUHMHTA Y TallIeHTOB
C KJIMHMYECKMMM TIpU3HAKaMu Jierkoili QopmMbl reMobuiann:
aKTUBHOCTb (akTopoB Iu1asMeHHoro remocrtasa FVIII, FIX,
dakTropa don Buneopanga (VWF), ¢akTOpoB cBepThIBaHMUS
kposu XI u XII [2, 21, 22].

VpoBeHb yOeOUTENBLHOCTM peKkoMeHaauuii D (ypoBeHb
IOCTOBEPHOCTM J0Ka3aTelbCTB — V)

e PekoMeHayeTCs TIIaliMeHTaM C  BBISIBJIEHHBIM  CHVKEHMEM
aktuBHoct FVIII wmnm FIX TpeTbuMMm 3STarioM OUMArHOCTUKU
BBITIOJIHATh ~ OIpele/ieHMe  creuu@uueckoro MHrubuUTOpa K
CHIDKeHHOMY (daxkTtopy [15].

VpoBeHb YOeOUTEIbHOCTM peKoMeHzanuii A (YpOBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB — I)

KoMMeHTapumu: nojyuyeHue MAKCUMAIbHO20 Koauuecmeda OaHHbIX
cnocobcmeayem gepucpukayuu duazHo3a u UCKJIIOUEHUIO
npuobpemenHuix deuuumos pakmopos ceepmoisarus kposu VIII/IX,
a makxee uckaryeHur deuyumos dpyzux akmopos ceéepmuvl8aHus
kposu. [Ina zemoguauu xapakmepHo ysenuueHue AYTB, yonuHeHue
8peMeHU C8epMbl8AHUSL KPOBU NPU COXPAHEHUU Opy2ux nokazameet 8
npedenax HopmaibHuiX 3HaueHuil. Heobxodumo umems 8 8udy, umo
npu npoeedeHuu CKpuHuHza y NAauyueHmos ¢ JiezKoili ¢opmoti
2emMopunuu 803MOxcHbI HOpMaivHble 3HaueHuss AYTB. TIpu cHuxceHuu
aKmueHOCMu HeCcKOJbKUX (hakmopos C6EpmuléaHus Kpoeu Uu/uiu



yonuHeHuu poconunud-3asucumoix mecmos (A4YTB C
uyeCmeumesbHsIMU  peakmusamu)  nposooumcsi  onpeoesneHue
Hecneyuguueckoz2o uHzuOUMopa (801UAHOUHO20 AHMUKOA2YITHMA).

PekoMeHAyeTCS TPU BbISIBJIEHUM Y NALMEHTOB M30JIMPOBAHHOTO
cHkenus FVIII mnu FIX ipoBeneHne MOneKyIsIpHO-TeHETUUECKOM
ouarHoctTuku  Hapymenuii  FVIII,  FIX  odna  uckiaroueHus
npuobpemeHHwix depuyumos FVIII, FIX [13, 15].

VpoBeHb YyOegUTENBLHOCTM peKoMeHpamuii A (YypoBeHb
JOCTOBEPHOCTM A 0Ka3aTejabCTB — I)

JduarHocTuKa MHrMonTopHOI hopmMbl reMmopUINMU

PekomeHayeTcs: BceM IaliMeHTaM ¢ Tremoduiamein  Ojs
IyarHoctuku wmHruomropa K FVIII/FIX wucrnonb3oBaHue MeTona
beresma B momudukanuy HumereHa, emMHMIbI U3MepeHUS -
beresga emuuuiia (bE) ¥ moaTBepkmeHMe OMardHosa IIyTeM
TIOBTOPHOTO ONpeneaeHNusI MHIMOUTOpa C MHTEPBAJIOM B 1 Hemesio.
JIarHO3 MHTUMOUTOPHOV reMOoGMINM YCTaHABIMBAETCS IIPU TUTpPe
maruouropa > 0,6 BE [1, 3, 7, 16].

VpoBeHb yOeauTeIbHOCTM pekomeHgauuii C (YypoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB — IV)

KommenTapumn: IlodmeepiwdeHue Hanuuus uHezubumopa u
onpedesieHue €20 mMumpa 8bINOJHSEeMcs 8 KodzyJ107102UuuecKot
aabopamopuu. Y Jdemeli OuyeHKA Hanuuus uHzuObuUmMopa O0onHcHA
nposodumucs kaxcvle 5 OHell nepsvie 20 /IB, kaxcdvie 10 OHeli ¢ 21 do
50-ti IB, a 3amem He meHee 2 pa3 8 200 do 100 /IB. Y nayueHmos ¢
6onee uem 100 /IB npenapama OuyeHKA HAIUYUS UH2UOUMOPA O0JIMHCHA
nposodumucs 1 pas 6 200 u AONOJTHUMETIBHO 8 C/Ie0YWUX CUMYayusix:
CHUMeHUe d¢hhekmusHOCMU 3amecmumesnsHoll mepanuu pakmopamu
npu eeedeHuu adekéamuslx 003, NoOsiGJeHUE UWIU YBeaUUEHUe
KoJuuecmea KposomeueHuli Ha npoguaakmuyeckoli mepanuu,
omcymcmaue docmamouH020 NOo8bvlUeHUs] YPOBHS (hakmopa 8 Kposu
nocne ggedeHusi npenapama.

Kpome moeo, OuazHocmuka uHeubumopa makxe OO0 HA
npoeooumbsCs 8 CNedyuUX CUMmyauusx:

npu cmeHe npenapama (uepe3 10-20 /B u uepe3 6 mecsauyes mepanuul,);
nepeod xupypzuueckumu emeulameibcmeamu U nocjae onepauuu npu
omcymcmeuu adekeamHozo NosvllleHUsl YposHsl (hakmopa 8 Kposu
nocne ggederusl npenapama;



* yepe3 4 Hedesu NOC/Ie OKOHUAHUS NPo8edeHUsl UHMEHCUBHOT mepanuu.
Knaccupuxayus unzubumopos:

e mump uHeubumopa < 5 BE - uHezubumop 8 HU3KOM mumpe
(HU3Kopeazupyrouwuti)

e mump uHezubumopa > 5 BE - uHzubumop 6 8bICOKOM mumpe
(8vLCOKOpeazupyroujuli)

HHeubumopsl 8 HU3KOM mumpe moz2ym 0blmb MpAH3UMOPHbsIMU U
ucuezamos 8 meueHue 6 mecsyes. HMHzubumopsl 8 8bICOKOM Mmumpe
00bIUHO  HOCAM  NOCMOsSIHHBIL — xapakmep. IIpu  OnumenvHOM
omcymcmeuu  3amMecmumensHoOl mepanuu ux Mmump  Moxcem
CHU3UMbCS, HO NpuU 60300HOBJIEHUU Mepanuu Moxicem pa3eumscs
aHamHecmuueckas peakuus uepes 3-5 oHeli.

IIpu oueHv Huskom mumpe (< 0,6 BE) uHzubumop Mmoxem He
8bIS18/1IMbCT Npu  uccnedosaruu memodom beme3da, HO Moxem
obycnasniusams  yKopoueHue nepuoda nosyewvleedeHust u
80CCMaHo8/1eHus (hakmopa.

2.4 "HCTpyMeHTa/IbHasA OVarHoCTuKa

e PexomeHnpayeTtcst BCEM rnanyeHTam MHCTPYMEHTAaJIbHAs
IMaTHOCTMKA JIJIs1 YTOUHEeHMs] I1arHo3a reMo@uinm 1 mpoBeaeHus
nuddepeHIIMaabHOV AMArHOCTUKU C OPYTMMM 3a00eBaHUSIMU C
BO3MOXXHBIM HaJIMuMem reMopparmyeckoro CUHIpOMa,
TO3BOJISIIOIIAS BU3YaJM3UPOBATh KPOBOTEUEHMS/KPOBOUSIUSIHUS
Pa3/IMYHBIX JIOKaIM3alMii, a TakKKe BbISIBUTb OCIOXHEHUS
reMopparnyeckoro cMHzapoma [3, 16].

VpoBeHb yOeOUTENBLHOCTM peKkoMeHaaumuit D (ypoBeHb
IOCTOBEPHOCTM J0Ka3aTeIbCTB — V)

KoMmmenTapumn: Io NOKAa3aHusim nposodumcsi:
230(azozacmpodyodeHockonus,  YAbmpa3eykogoe  ucciedosaue
cycmasa, ynvmpaseykosoe ucciedo8arue opzaros 6pouwHol noaocmu,
y/1bMpa3eyKoeoe uccnedosaHue MOU€eBbIBOOAUUX nymeti,
y/Ibmpaseykoeoe  uccaedosadue 3a0pOWUHHO20 npocmpaicmad,
MAZHUMHO-PE30HAHCHA momozpagus cycmasa, MseKux mkaweli,
MA2ZHUMHO-PE30HAHCHAS momozpagus 20J108H020 Mo3za,
peHmeeHozpagus cycmasa, KomnelomepHass momozpagus 0p2aHos
2pYOHOLI K1emKu, KOMNbIOMepHAas momozpagus 20108H020 M032q.



2.5 KoHCcyabTauum crienajancToB

e PekomMeHayeTCA T0pU HUIMUYMM  KIMHUYECKUX IIPU3HAKOB
reMopparmuyeckoro CHMHApoOMa MNalyueHTaM C TeModuanei s
MMOATBEPXKAEHMSI HAIMUMSI TeMOpparnuyecKmux nposiBjieHnin (i ux
MOCJIeICTBUIT) KOHCY/IbTAlU Bpauel-CreluajanucTos [3, 6, 16].

ITo mokasaHMsIM BO3MOXKHbBI KOHCYJIbTal N :

* TpaBMaToJOra-oprorena
e Xupypra

* ypoJsora

® HeBpOJIOTA

® OTOPMHOJIAPMHTOJIOTa

® CTOMATOJO0Ta

VpoBeHb YyOeAUTENBLHOCTM perkoMeHaauuit D (ypoBeHb
JOCTOBEPHOCTM J0Ka3aTeabCTB — V)

KoMMeHTapum: no3go/isiom onpedeiums HApyueHust 8 pasiuiHblX
opeaHax u cucmemax 6cnedcmeue cocmossuiezocst (hepeHeceHHozo
paree) Kpo8omeueHusl/Kpo8oUsIUSHUSL.

2.6 JlonmoTHUTe/NbHBIE VICC/IeTOBaHVS

e PekoMeHAyeTcsA  IallMeHTaM B  cilyyae  HeBO3MOXKHOCTU
TIpOBeIeHNsT TIONHOIIEHHOTO TPEXITAITHOIO KOary/a0JoTrMYeckoro
obcemoBaHMs, a TAKXKe B (JIydae KOHTPOJISI Teparuy, BhITIOJTHEHME
MHTETpa/IbHBIX TECTOB OLIEHKM TeMoCTa3a [Jisl BbISIBJ€HUS U
MOHUTOPUHIA HapYyIIeHUII B CBepPTHIBAWOILIEN CUCTEME KPOBU
(TpoMmbogMHaMMuKM, TpoMbOosaacrorpadum, TecTta TeHepalyuu
TpoMmbuHa) [11, 13, 16].

VpoBeHb YOeOUTEJIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTM 0Ka3aTejabCTB — V)



3. Jleuenue

3.1 KoHcepBaTUBHOe jieueHUE

e PekomeHayeTcsi TalueHTaM C remModwineir MpoBeleHMe
crielindUUeCcKOii 3aMeCTUTE/NIbHON Tepanuu  KOHIleHTpaTaMu
dbakTOopoB  cBepThiBaHUSI  KpoBU. CTporo peKOMeHIyeTCs
MCITOSIb30BaTh OUMII[eHHBbIE, BUPYC-MHAKTUBMPOBAHHbIE
rperniapaThbl, M3TOTOBJIEHHbIE M3 ITOHOPCKON IIJIa3Mbl UeJOBEKa —
masmatudeckue (dhakrop cBepTbiBaHUs KpoBu VIII** (®CKVIII),
dakTop cBepThiBaHMS KpoBU IX** (OCKIX™*), akTOp CBepThIBAHUS
kpoBu VIII  dakrop Bunnebpanma**,  aHTUMHTUOUTOPHBIN
KOAryJISTHTHBIM KOMILIEKC**) Mau peKoMOMHAHTHbIe KOHLIEHTPAThI
dbakTOpOB CcBepThIBaHMSI (OKTOKOT anbda**, MOpOKTOKOT anbda™*
HOHakor anbda**,  smrakor anbda  (AaKTMBUPOBAHHBIN)**,
CMMOKTOKOT anbda™*, TypokToKor anbda). [103bl MOpemnapaToB
pPacCUMTHIBAIOTCSI OTHOCUTE/NbHO MacChl Tejla, He3aBUCUMO OT
BO3pacTa. YacTtora BBeJeHMs 3aBUCUT OT peskuMa tepanuu [14].

VpoBeHb YOeAMTEIbHOCTM PpEeKOMeHzauuii A (YpoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB — I)

KoMMmeHTapum: KoHyeHmpamsl (akmopos ceepmol8aHusi Kposu
8800samcs  8HympuseHHo. Yauje 8cez0 uUChonv3yemcs 00N0CHAS
UHpy3uss co CcKopocmoio, peKomeHJ08aHHOU npousgodumenem. B
peoKux Cayuasx 803MOXCHO NPUMeHeHUe HenpepwvleHOll uHpy3uu npu
Haauuuu nodobHoz0 onsima y Jeuaujezo e8paua. CospemeHHas
mepanus zemouauu 6asupyemcs Ha NpPuHUuUne <«doMaulHezo
JieueHus» (npogunakmuueckom unu no mpeb608aHui).
Ob6s3amenbHbIMU YCI08USMU Ol NP0BedeHUs «0OMAUlHe20 JieueHUs»
ABNAOMCA: HANUYUE Y NAUUeHmMa 2emMocmamuueckux npenapamos
(npenapam Haxodumcs mam e, 20e nayueHm), peuleHue o
NpUMeHeHUU 2emMocmamuueckozo hpenapama npuHumaem nayueHm
Wiu €20 poOOCMBEHHUKU 8 coomeemcmeuu ¢ pekomeHdayusmu
2eMAmosioza, nauueHm u/uinu e2o pooCmeeHHuUKU o0yueHsl NPasuiam
XPAHeHUs! U UCNOJIb308AHUSI NPENapamos.

B Hacmosuwee epems Hem OCHOBAHULI 0711 npeonoumeHus moti uau
UHOLl 2pynnbl KOHUEHMpAmos (Haxkmopos ceepmovl8aHuUsi Kposu:
nnasmamuueckux (codepxycawiux unu He codepxicawiux Gaxkmop
Bunnebpanda) unu pekomOuHaHmuwiX. IIoCKOIbKY uacmas cMeHd
Mop2zoeviX HAUMEHOBAHULI npenapamos ¢axkmopa c8epmbl8aHus



kposu VIII u IX moxem npusecmu K NO8vlUEHUK pUCKa paszeumust
uHeubumopa, xenamenpHo co30ames Yca08usi Ol NpUMEHeHUs
nayueHmom 00H020 HAUMEHOBAHUS 8 MeueHuUe ONUMENbHO20 8PEMEHU
(Ha npomseHuu MHoz2ux Jsem). IIpednoumeHue omdaemcss momy
npenapamy, Komopslli npu pasHoli 3¢gpekmusHocmu Jayduie 8cezo
nepeHocumcs nayueHmom, umeem Jydwuue (QapmakokuHemuueckue
uHdusudyanvHvle nokasameau u Haubosnee y0oOeH 8 UCNONb308AHUL,
UCx00a U3 KOHKpemHblx ycnosuii. CMeHa 1ekapcmeeHHoz20 cpedcmea y
KOHKpemH020 nayueHma npu omcymcmeuu 3apezucmpuposaHHblX
HexcenamenvHolX s18J1eHUll Ha 88edeHue UCnoNb3yemMo20 npenapama u
y008/1emeopumenbHOM KAUHUUECKOM 0meeme Ha mepanur 803MOMCHA
nocne 100 3KCNO3UUUOHHBIX OHell 88eJeHUs  KOHUEeHmMpamos
(paxkmopos ceepmoisarus kposu. (IIpunoxcerue I).

PekomeHayeTcsl IallMeHTaM IIpU OTCYTCTBUM KOHLIEHTPaTOB
(bakTopoB CBepThIBaHMS KPOBM MCIIONb30BaHME HEOUMIIEHHBIX
IpernapaToB — KOMIIOHEHTOB KPOBU (CBeXe3aMOPOKeHHOM IIa3Mbl
wiu Kpuonpeuunurara) [14, 17].

VpoBeHb YOEOAUTEIbHOCTM PEKOMeHIanuii A (YpoBeHb
JOCTOBEPHOCTM J0Ka3aTejabCTB — I)

KoMMeHTapum: He 00IHCHO A8/11MbCsl NOCMOSIHHOU NPAKMUKOLL.
JleueHMEe KPOBOTEUEHUI (110 TPEOOBAHMIO)

Bo Bcex @iyyasix JiedeHMsS KpPOBOTEUYEHMSI Y TIIALMEHTOB C
reMobwmineli peKOMeHAYeTCA Cpa3y MCIIOAb30BaTh JOCTATOYHYIO
03y KOHUeHmpamos (axmopos ceepmol8aHuUsl Kposu U COOIONATD
KpaTHOCTb BBefeHusd npenapara [10, 22].

VpoBeHb Yy0eOMTENbHOCTM pekoMeHaanuii B (ypoBeHb
JOCTOBEPHOCTHU OoKa3aTeabCTB — III)

KommeHnTapun: Pacuem 003l  KOHUeHmpamos8  (akmopos
C8epMuvlBAHUSl KPOBU U NPOJONHUMENbHOCMb JiIeUeHUs NPo8ooumcs
LCX0051 U3 Uen1e8020 3HAUEeHUSI akmugHocmu depuuyumuozo pakmopa u
guda xkposomeuenus (Ilpunoxcenue I). IlonorcumenvHas OUHAMUKA
KJIUHUYECKUX NPOSIBIEHULl 2eMOppazuyeckozo cuHopoma y nayueHma
domxcHa 6bimb docmuzHyma 8 meueHue 24 uacos om Hauaia mepanuul.

Hcnonv3o8aHue HeadeK8amHo HU3KOL 003bl U HecoOII00eHUe pexcuma
ggedeHus: npusodum K CHUMCEHUW 3PpekmusHocmu, YXYOUleHUH
COCMOsIHUSL U Yy8eauueHur pacxoda npenapama. HeadeksamHo



8blCOKas 003a Moxem npueecmu K pa3sumuiro mp0M60306 u
HCOHPGGGGHHO noeosltuiaem pacxoa npenapama.

Hmetowuecss uHousudyaibHvle KoneOAHUS (HapMakoKuHemuueckux
napamempos 'y Kaxdoz0 nauueHma Mmozym nompebosambo
nepcoHUpUUUPOBAHHOLI OYeHKU (papMakoKuHemuueckol Kpueoli no
nokasauvusiM. B ciyuae ecau y nayueHma makoti aHaau3 nposeoeH,
pacuem 003bl U KpamHocmu 88edeHusi 00JxeH NpPosooumscs
CNeyuaiucmoM ¢ yuemom umeruuxcs OaHHbLX.

PekoMeHayeTcss MpU pacyeTe [03 KOHIEHTpaTa IpU JIeUeHUU
MalMeHToB, IIPpU OTCYTCTBUM HaHHBIX 00 WHAMBUAYAIbHbBIX
0COOEHHOCTSIX dbapMaKOKMHETUKMN, BCerga VICIIO/Ib30BaTh
yCpeqHeHHble  3HAaueHus, IIpUBeJeHHble  HUXKe:  IIepuof,
nonyBbiBemeHust FVIII cocraBisier okono 8-12 yacoB, mepuof
nonyBbiBeneHus FIX cocrasiseTt okono 24 yacos [10, 20].

VpoBeHb yOeOUTENBLHOCTM peKkoMeHaauuit D (ypoBeHb
IOCTOBEPHOCTM I0Ka3aTeIbCTB — V)

KommenTapum: npu esedeHuu 1 ME/ke maccel mena nayueHma
akmusHocms FVIII nossiuwiaemcsi, 8 cpedHem Ha 2% (y nayueHmos
cmapuie 200a) (8occmaHoseneHue axkmusHocmu FVIII - mecm
goccmaHosneHuss = 2), FIX - 6 cpeduem Ha 1% (mecm
goccmaHosieHus = 1).

V demeli nepsozo 200a Mu3HU CMeneHs NOB8bIUIEHUS AKMUBHOCMU
FVIII moxcem 6stms meHbwlue — 1%.

Pacuem 0o3wt konuenmpama @CKVIII** dona nayuenmos cmapuie 1
2oda: [loza (ME) = macca mena x (mpebyemass akmueHoCmo -—
basanvHas akmusHocms) x 0, 5.

Pacuem 0o3bi koHuenmpama OCKVIII** y demeii nepsozo 200a
wcusuu: /losa (ME) = macca mena x (mpebyemas akmueHoCmp —
0a3anbHasi aKMUBHOCMb).

Pacuem 0dossl konyenmpama DOCKIX**: losa (ME) = macca mena x
(mpebyemas akmueHoCms — 6a3anbHAsL AKMUBHOCMD).

PekomeHayeTcss BceM IalMeHTam Cc  remodwunueit  mjst
9KCTPEHHOIro KOHTPOs1 3G (PEeKTUBHOCTU Tepaliuy UCII0/Ib30BaHMe
tecta AUTB wmnmu tpombosnacrorpadum (HeoOXOOMMO IMOIYINUTH
HOpMaJibHble WM CyOHOpMajbHble 3HaueHMs), OIHAKO, MaHHbIe



9TUX TeCTOB He TO03BOSIOT AuddepeHINpoBaTh 3HAUEHUS
akTUBHOCTMU BbIle 40% — 50% [16, 21].

VpoBeHb y0eauUTENbHOCTHM peKoMeHaauuii D (ypoBeHb
IOCTOBEPHOCTHU AOKA3aTeIbCTB — V)

KoMmmenTapumn: Yuumoieas gapuabenbHOCMb
(apmaxkokuHemuueckux nokasameneii y Ka#0doz0 KOHKpPemMHOz0
nayueHma, 3amecmumenvHas mepanusi mpebyem KJIUHUUECKO20 U,
npu Heobxodumocmu, Jaab6OpPamopHozo0 KoHmpoas. Kiaunuueckuti
KOHMpOb 00/EeH NPOBOOUMBCS 2eMamosiozom npu obpaujeHuu
nayuexma, pooumesnsimu u camum NAyueHmMom noCcmosiHHo. B ocHoae
KJIUHUYECK020 KOHMPOJISL IEXUM OUEeHKA OUHAMUKU 2eMOppazudeckux
nposieneHuli u ee conocmasjeHue ¢ NPo8ooUMOl 3amecmumesnbHou
mepanueti. JlabopamopHplli KOHMPOAL BKJIKUAem onpeodesieHue
akmusHocmu  deuuyumHozo  (Gakmopa 8  Kposu,  mecm
80CCMAHOB/IEHUS,, OUEHKY (apmakoKkuHemuueckoli Kpueoii (c
pacuemom nepuoda nosysvleedeHust). Ins OUEeHKU
pe3yibmamueHocmu  2eMOCMamu4eckoli — mepanuu  803MOMHO
nposedeHue UHMe2PAIbHbIX Mecmos: mpomboanacmozpagus, mecm
2eHepayuu  mpomoOuHa,  MpomMOOOUHAMUKA 8  OUHAMUYECKOM
Hab0eHuu.

JleueHUe B pexkxuMe NMpoPUIaKTUKU

PekoMeHAyeTCA paHee HeJeYeHbIM MallMeHTaM C TSKeJIOon u
cpenHeTskenoit ¢dopmoii remo@uauM IpoBeleHue IIePBUYHOIM
NMpOPUAAKTUKM C 1IeJbl0 IpeJoTBpallleHuss BO3HMUKHOBEHUS
CIIOHTAaHHBIX  KpPOBOTEUEHMI,  pa3BUTUS  remMopuInuecKoi
apTponaTuM M UHBUIMAM3ALUUU TMALUMEHTOB II0 ITPOTOKOIY
«TOJIepU3aLMM U 3aLIUTHI» C Y4eTOM (paKTOPOB pyUCKa BO3MOXKHOTO
pasBuTUS MHrMOuTopa: Hauvayso Tepanuu ot 10 mo 20 Mecsies
kusHu B TeueHue 1-50 JIB BHe 3mmM307a KpPOBOTEUEHUS] WU
OIlepaTMBHOIO BMeIlaTeabCcTBa B Jo3e 25 ME/Kr maccel Tenna 1 pa3 B
Hegemio @OCKVIII/IX. Ilocnme 50 B mpu Haauumum 3SMOMU3000B
KPOBOTEUEHMSI PEKOMEHAYeTCSI YBEeJIMUYUTb 4YacTOTy BBedeHUs
rnpemnaparta g0 2 pa3 B HeOeNw, MPU COXpAaHEHUM SINU30I0B
KpoBOTeueHUsI — 10 3 p/Hemento. Ilocime 100 mHeit BBemeHuUsT —
riepexof] Ha CTaHAAPTHbIN peskuM npodbunaktuku [5, 10].

VpoBeHb yOeauTeIbHOCTM pekomeHmauuii C (YypoBeHb
JOCTOBEpPHOCTH noKa3aTteiabCTB — III)



KommenTapum: I[Ipojunakmuueckass 3amecmumesbHas mepanus
KOHUeHmpamamu (Gakmopos ceepmuvl8aHus Kposu — HeoOXo0umoe
ycnosue CoxpaHeHuss (Qu3uueckozo0 U NCUX0a02uuecko20 300poebs
nauueHmos ¢ msixenoli u cpedHemsixenoli zemogunueti.

IIpogpunakmuka 3akawuaemcss 6 CUCMEMAMUUECKOM NPUMEHEeHUU
(pakmopos céepmoléaHuss Kposu C Ueabld npedomepauieHust
KpogomeueHuii u passumust  z2emMopuauveckoli  apmponamuul.
IIpounakxmuueckass = mepanusi, Komopasi.  HaAuuHaemcs  npu
omcymcmeuu npu3Hako8 NoBpexcoeHus cycmasos, 00 MmpexiemHezo
go3pacma u xoms 61 00 8MOP020 3NU300a 2emapmpo3a Ha3vl8aemcs
nepeuyHoli.

ITepsuunas npogunakmuka sensemcs Haubosnee 3(pGexmueHoli 0
npedomspawjeHust nopaxeHuss 0NOpHO-08U2amMebHo20 anhnapama.
Pewenue 0 Hauane NOCMOSIHHOLI npogunakmuueckori
3amecmumensvHoli mepanuu HeoOX00UMO NPUHUMAMb C Yuyemom
COCMOsIHUSL  8eHO3H020 docmyna. IIpu Heob6X00uMocmu Moxcem
pewamoscsi 80npoc 00 YyCmMaHo8Ke UEHMPAlbH020 B8EHO3HO20
Kamemepa.

PekomeHayeTcss IalyeHTaM C YaCTbIMM IIOBTOPSIIOIIMMIACS
KPOBOM3JIUSHUAMM B CyCTaBbl (OCOOEHHO B CYCTaBbI-MUIIEHN)
MPOBOAUTh  BTOPUYHYK WM  TPETUUHYI0  MOPOPUIAKTUKY.
PekoMeHIyeMbIM  CTaHOAPTHBIM  pPEXMMOM  BTOPUUHON U
TPETUUHOV NPOPUIAKTUKM sBseTcs] MHQY3UsT KOHIleHTpaTa
@®CKVIIT** B no3e 20-40 ME/kr 1 pa3 B 2 nHS uiau 3 pasa B Helemllo
nauyenTam ¢ I'A u ®CKIX** B mo3e 25-40 ME/kr 1 pa3 B 3 gHsI uUIn
2 pasa B Hefejlo nauyenTam ¢ I'B [5, 14, 15, 18].

VpoBeHb YyOeAUTENBLHOCTM peKoMeHpamuii A (YypoBeHb
JOCTOBEPHOCTM I 0Ka3aTejabCTB — I)

KommenTapumn: I[Ipogunakmuueckas mepanus He yCmpadsem yice
paseusuieecs noepexcoeHue cycmaea, HO YMeHbUlAem uacmomy
KposomeueHuli u Moxem 3ameonums npozpeccuposatie 3a60/1e8aHuUsl
Cycmasos u yayuiuums Kauecmaeo HCu3sHLul.

BmopuuHass npogunakmuxka HauyuHaemcsi nocie 08yx uau 0Oonee
2emMapmpo308 Npu HAaIUYUU MUHUMAIbHBIX NPU3HAKO8 N08pexc0eHuUs
cycmasa. TpemuuHnass npounakmuxka HasHauyaemcs 6 JHOOM
go3pacme npu Haauduu nospexcdeHus cycmasa/cycmasos. Moxcem
ObiMb NOCMOSHHOU UJIU KPAMKOCPOUHOU (nepuoduueckoii).



IToxkasanusamu 0na npoeedeHus NOCMOSAHHOU NPOGUIAKMUUECKOL
3amecmumenibHOU mepanuu A80Mcs: msaxcenas opma zemounuu,
cpedHemsxenas opma zemouauu npu pazsumuu xoms 06vl 00H020
onuzoda  zemapmpo3a  UAU  BbIPAMCEHHBIX  2eMOppazudeckux
nposieneHuti opyeoti Jsoxkanuszayuu. IlayueHmam ¢ aKmMueHOCMbIO
¢akmopa bonee 3% NOCMOSIHHOE unu onumenvHoe
npoguiakmuueckoe  jieueHue - HeoOX00UMO  Npu  NOBMOPHbBIX
KPOBOU3NUSHUSAX 8 CYCMAasbl, NOS8JeHUU NPU3HAKO8 CUHOB8UUMA UU
apmponamuu,  B8bIPAMEHHbIX  2eMOpPpPazUYecKUx  NposieyeHusXx,
mpebylowiux — uacmoelx  8eedeHull  KOHUeHmMpamos  (axmopos
ceepmobl8aHuUSl.

IIpogunakmuueckoe 88edeHue npenapama ayduie npo8oodums Ympom,
umoOvl MaxkcumasvHsle YpOo8HU (akmopa 6 Kposu ObLiu 8 hepuod
Haubovulel aKmueHocmu. IIpomoxon nposedeHus
npoguaakmuueckoti mepanuu JonxeH Obimb UHOUBUOYAILHBIM,
HACKOJIbKO MO0 803MOXCHO, 8 3a8UCUMOCMU 0M 803pacmad, 8€HO3HO20
docmyna, (peHomuna KpogomeueHuil, axkmueHocmu axkmopa,
KOMOpOUOHOCMU,  COUUAbHOLI ~ akmueHocmu  hauueHma u
ocobeHHOCMell hapmakoKuHemu4eckot Kpusotl.

PekomMeHayeTcs1 y IALlMEHTOB pPaHHEro Bo3pacTa IMpU HaJIUUUU
CJIOKHOCTM C BEHO3HBIM JIOCTYIIOM Ha4MHATh Tepamnuio C BBeIeHUs
6os1ee BbICOKMX A03, Hanpumep, ®CKVIIT** 50-70 ME/kr 1 — 2 pa3a
B Hemenwo Ajs1 nmanueHToB ¢ A u ®CKIX** 50-70 ME/kr 1 pa3 B
HeJlesto 111 rmauueHTos ¢ ['B [5, 15, 18].

VpoBeHb yOEOMTEJIbHOCTM PEKOMeHIanuii A (YpoBeHb
JOCTOBEPHOCTHU J0Ka3aTeabCTB — I)

KommenTapum: 8 JdansHelileM, no Mepe pocma nayueHma u
803MOXCHO20 YXyOJuleHUs1 KAUHUYECKoz20 ¢peHomuna 3abonesaHus c
yuaujeHueM B803HUKHOBEHUS 2eMoppazuveckozo cuHopoma uacmoma
ggedetusl JOJIHCHA YBENUUUBAMbCS, A Pa308ads 003a CHUXAMbC 00
CpedHUX mepanesmuyueckux 3HaueHuti.

Pexomenpayercst BCEM nalyeHTam pu IIpOBeJleHUY
NpOPUIAKTUUECKOTO peXuMma Tepanuu MOHUTOPUPOBaHME/
KOpPEeKIys JieueHUsI Ha OCHOBAaHUY KJIMHUUECKUX U J1abOpaTOPHBIX
IIPU3HAKOB C Lebl0 ONTUMMM3AUMUM JIeYeHUS] M COXpaHeHUs
KauecTBa XX3HM nauuexTa [10].

VpoBeHb YOeOUTENBHOCTM peKkoMeHaammuit D (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTe/lbCTB — V)



KoMMeHTapum: npu KJIUHUYECKOM KOHMpoJe, peuleHue o
HedoCmamouHoli appekmusrocmu npogunakmuueckot
3amecmumenvHoli mepanuu npuHumaemcst 8 cayuasx: oOonee 4-x
2NuU30008 CNOHMAHHBIX 2eMaApPmMpPo308 8 200, NOsIBJIEHUSI NPUSHAKOB
XPOHUYECKO20 CUHOBUUMA UWIU apmponamuu, B603HUKHOBEHUS
CNOHMAHHBIX 2eMOppazudeckux nposieeHutl Opyzoli JoKaausayuu.
JlabopamopHulli  KOHMponv» — 3akawuaemcs 8  onpedeseHuu
0CmMamouHoli akmusHocmu ¢akmopa neped CaedyluuUM 88€0eHUEM
(JomxcHa Gbimb He Huxce 1%), KOHMpoJe Hanuuus uHeubumopa, u, no
803MOXCHOCMU, 8 NPOBEJEeHUU (PapMAKOKUHEMUUeCcK020 Ucc1edo8aHusl.

Knwuessimu noxkasamensimu yayuiueHusa CcoCmossHuA SaOpOGbﬂ u
Kayecmeda Xu3Hu nayueHmoes ¢ eeMod)wzuezi ABJIAIOMCA:

npedomepauyeHue pa3sumus 2eMoppazuueckozo cuHopoma,

pezpecc UluU OCMAHOBKA NPOZPECCUPOBAHUS KOCMHO-CYCMABHDIX,
MblUleUHbIX 0e2eHepamuBHbLX U3MeHEeHUL,

omcymcmeue CNOHMAHHBIX KPOBOU3NUSIHUIL.

Ipuuunamu  HedocmamouHo  3dGPGeKkmusHoli  3amecmumesnbHol
npoguaakmuyeckoli mepanuu mMozym O6bimu: pazsumue uH2ubuUmMopa K
akmopy ceepmul8aHus Kposu, Ha3HaueHue HedocmamouHoii 003wl u/
UIU KpamHocmu eeedeHusl, HecoOnwodeHue pexuma 68edeHus u
003UupoB8OK  nauueHmom U  pooumensmu,  UHOUBUOYAIbHbIE
ocobeHHOCMU nauueHma, mpebywuwjue npumeHeHus 00Jiee B8bICOKUX
003 uau 6oJiee acmozo 88edeHuUs1 npenapama.

Peuwierue o noeviuieHuu 003bl WU KPAMHOCMU 88edeHUs1 npenapama
npu npogunakmuueckoii mepanuu OO0NHHO OblMb NPUHAMO, ecu
umelomcs  KAuHudeckue uau JaabopamopHsle OaHHble O ee
HeapgekmusHocmu. Yuumeieas, = umo  O0CHO8HAs  3adaua
npoguaakmuueckoti 3amecmumesvHoli mepanuu — COXpAaHeHue
Kauecmeda XMU3HU hAyueHmd, y NAUUEHMO08 C BbICOKUM YPOBHEM
(pusuueckoli akmusHocmu donycmumo nosviuieHue cmaHoapmHoix 003
WU yeeluueHue KpamHocmu eeedeHus npenapama.

OCO0EeHHOCTM TIPOBedEeHMSI TIeMOCTaTMYeCKOi Tepanuu B
3aBMCUMOCTH OT JIOKQ/JIM3AIY KPOBOTEUEHMS

PekomeHAyeTcsA HeMejleHHOe Havyajao 3aMeCTUTENIbHOM Tepanun
GCKVIIT**/OCKIX** B 3aBUMCUMMOCTM OT THUNA reMOQWIMKM BCEM
MamyeHTaM C reMapTpo3aMy /WM KPOBOUSIUSHUSIMY B MBIIIIIbI
TIpY BO3HUKHOBEHUM IIE€PBBIX CYOBEKTMBHBIX CHMMIITOMOB: OOJb,
YyBCTBO pacIupaHus, AUCKoMdOpPT, orpaHmnueHme GyHKIUN (J03bI
cMm. ripuioxkenue I') [16, 20, 21].



VpoBeHb YOeOUTEIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — V)

KommeHnTapum: KposousnusiHuss 8  Cycmasesl  Nposi8silomcs
duckompopmom, 00nvi0, HapyweHuem @GyHKuuu, @aokmyayueti.
Temamompl mak e, KAk u 2emapmpo3swl, CONPo8oxdaromcs 6071e6bim
CUHOPOMOM, HapyuieHuem (QyHKyuu KoHeuHocmu. KposousnusiHus
Haubosiee ONnacHel 8 yuacmkax, z20e OHU MO2ym HaHecmu yuiepo
HepeHo-cocyducmoli cucmeme (n008300WHASL, UKPOHOMHAS U Op.
MblUUbL).

IIpu paseumuu 8bvIpa3eHH020 0018020 CUHOPOMA  BO3MONCHO
npoeedeHue KpamxkogpemeHHOU uMmoOunusayuu, Komopas O00oaxcHa
CHUMAMbCA cpasy nocje npekpauieHus 6oseti.

IIpu Gonesom cuHOpoMe NOKA3AHO UCNOJb308AHUE MECIMHOL
eunomepmuu Ha 15 — 20 muHym kaxucvie 4 — 6 4aco8 MmMojbkKo 8
meueHue nepeuix Cymox.

Peabunumayuortsie meponpusmus u JIOK uenecoobpasHo HauuHameo
nocne npekpauieHuss 00/€8020 CUHOPOMA, Y4UUMbIBAS JIOKAbHbBIT
cmamyc mecma nospexcoeHusl.

Ecnu nauueHm He noayuaem NOCMOSIHHOE NpPOQuUIaKkmuueckoe
JleueHue, nocie  KynupoeaMusi KposomeueHusl nokasaua
KpamkospemeHHas  Npounakmuxa,  0Co0eHHO  Ha  8peMs
peabuiumavuu.

IIyHkyuu cycmasa ¢ acnupayueti C00epHUM020 NOKA3aHsl Npu:
zemapmpo3se ¢ 001e8bIM CUHOPOMOM, NpuU Haauuuu O60bUI020 00BeMda
Kpoeu 8 nojocmu Ccycmaea, npu NpusHakax paseumus 2HOLH020
apmpuma, pas3sumuu Ha (QoHe 2emapmpo3a HepeHO-MblUUEUHDIX
HapyuwleHuti.

PekoMeHayeTCc1 B CJlyuae BO3HUMKHOBEHMS YepernHO-MO3rOBO
TpaBMbl WM B JIIOOOM JPYyroM cjaydyae IIpM ITIOJO3pEeHUM Ha
KpoBousnusguue B LHHC HememjieHHOe HAya/lio 3aMeCTUTEeIbHOMI
Tepanuu KoHHeHTpatoM @OCKVIII*™ npum remodmunum A wmim
@®CKIX** mpu remodunuu B go mpoBemeHMs] OMarHOCTUKM (OO3bI
cMm. [Ipunoxenue I') [3, 16, 20, 21].

VpoBeHb yOeOUTEJIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTe/lbCTB — V)



KommenTapumn: Jlbas uepenHo-mo03208as mpasma y NAuueHmos ¢
eemouaueli  moxem eecmu K passumuio  6HympuuepenHozo
KposousnusiHus. Tpaema cnuHsl Moxem npueecmu K Kpo8ousaUussHUK
68 CNUHHOMO032080lUl KaHal. Kpome mo20, 603MOXCHbI CNOHMAHHbLE
KpOBOU3JIUSIHUS ¢ LIHC. IpusHnaxkamu 8HYMpUUEepenHo2o
KPOBOU3NUSIHUSL ~ SIB/ISIIOMCS:  COXPAHAWWANACS U Hapacmawouas
207108HAst 00J1b, COHNIUBOCMb, HEMOMUBUPOBAHHOE OECNOKOLICMB0 uau
3aMmopMOXCEeHHOCMb, NOBMOPHASL peoma UJU Cpbvleusamue, opyzas
ouazo8as uau oowas Heepoo2uUecKass CUMNMoOMamuka.

YV Odemeii nepsvix Mecsiues8 MU3HU B03MOMCHbI KPOBOU3NUSIHUSL C
MUHUMANBbHBIMU — CUMNMoMamu  uiau  6eccumnmomHsle.  Jlaxe
MUHUMA@JIbHbIE KPOBOU3JIUSIHUS 8 IIHC A6 Mcs
HCU3Heyzpoxcaowumu, mpebyrom IKCMPEeHHOU 20chumanu3avuuu,
UHMEHCUBHOLl 3amecmumesnvHoll mepanuu U He3ameoaumenabHO20
nposederusi KT unu MPT 207108H020 M032q.

PeuwieHue 8onpoca 0 Xupypzuueckom JieueHuu nayueHmos ¢
BHYMpUUEpenHviMU KPOBOUSNUSHUAMU NPUHUMAEMCS KOMIE2UAIBHO C
yuemom conymcmayouwux 3a601e8aHull.

Ilocne kposousnusHus 6 I[HC pexkomendosaHo npoeedeHue
npogunakmuueckoli mepanuu 8 meueHue 3-6 mecsues.

PekomeHayeTcss BCeM IlallMeHTaM IIpM IIOAO3PEHUM  Ha
KpOBOTeUeHre U3  KeldymouyHo-KuiiedyHoro Tpakra  (OKKT)
He3aMe[IuTe/IbHoe Hayvajio 3aMeCTUTEIbHOMI Tepanumn
KoHLeHTpaToM DCKVIII** mpu remodbunum A maum OCKIX** mpu
remodbunuu B [3, 16, 20, 21].

VpoBeHb yOeOUTEJIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTM 0Ka3aTejabCTB — V)

KommenTapuu: Ocmpsie kposomeueHuss u3 JXKT mozym
nposi8asimbCsl 8 8UOe Kp0B8asoli peomol, p8omol «KOpetiHoll 2ywieti» uu
C NpOXUIAKAMU KpOoBU, KPOBSIHUCMO20 CMyad UdU MeJeHbl.
XapakmepHa pe3kas cnabocms, yuauleHue nyavca, nadeHue Al
CyX0Cmb 80 pmy, 61€0HOCMb KOXCU.

Kposomeuenuss u3 JKKT pa3susarwomcs, Kaxk npasuno, Ha @QoHe
conymcmeywujeti namonozuu JKKT: s536eHHas 0051e3Hb, 3po3ul,
nonunsl, 8ocnanumenvHole 3abonesaHus KuweuHuka u Op. Takue
KpogomeueHusi  SA6ASKMCe  HU3SHEY2POXaAoWuUMU, mpebyiom
OKCMpEeHHOUl  20ocnumanu3ayuu U  HeMeoNeHH020  NpoeedeHust
adeksamHoli 3amecmumenvHoll mepanuu.



Heobxoduma cpouHas duazHoCmMuKka UCmouHuUKa KposomeueHus, O
4e20 nposodumcs 2acmpockonusi, KOJIOHOCKONUS, V34U,
peHmeeHosi0zuueckoe uccaedogarue XKKT ¢ bapuem.

ITomumo  3amecmumenvHoll — mepanuu,  NOKA3aHa  mepanus
uHeubumopamu @QuépuHonu3a u JieyeHue MeCcmH0z0 npoyecca,
npuseoduiezo K pazeumuio KpogomeueHusl.

Cnedyem pezynspHo KOHMpOJIUpPo8ams noxkazamenu obujezo aHaausd
Kposu u, npu Heobxodumocmu, Npo8ooums JieueHue aHeMuu.

PekomeHayeTcsl TalieHTaM IIpY IMOYEUHBbIX KPOBOTEUEHMSIX
IMIOMMMO 3aMeCTUTebHOV Tepanuu KoHileHTpaToM @OCKVIII**/
®CKIX**  cobmomeHMe IIOCTEIBHOTO peXuma U IIPOBeIeHue
rugpaTtaiuu  (Hampumep, uH@y3usi 0,9% BomHOro pacTBopa
xnopuna Hatpus (3 1/M2) riepBble 48 4yacos) [3, 6, 16, 20, 21].

YpoBeHb yoeauTeIbHOCTH peKoMeHaal i D
(YpOBeHb JOCTOBEPHOCTU N0Ka3aTeJIbCTB — V)

He pekoMeHayeTcs malyeHTaM C reModuaueit mpu Tepanmu
TIOUEeYHbIX KpOBOTeueHMii KOHueHTpaTamu OCKVIII**/OCKIX**
NpuMeHeHMe MHTMOUTOPOB pMOPUHOM3a B CBSI3U C TTOBBIIIIEHHBIM
PMCKOM 00pa3soBaHMSI CTYCTKOB B MOUEBBIBOASIIMX MYTIX U
pasBUTUS OCTPOV OYeuyHoM HemocraTouHoctu [10, 20, 21].

VpoBeHb yOeOUTEJIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTM J0Ka3aTejabCTB — V)

KoMMeHTapuu: nauueHmsl, y KOMOPbIX pPA3BUNOCH NOUEUHOe
KpogsomeueHue, OO0J#Hbl OblMb NPOKOHCYJILINUPOBAHBI YPOJI02OM U
npotimu yposnozuueckoe 00ciedosaHue.

JleueHMe MHTMOUTOPHOI PopMbI reModmINNU

ITosisnenue uneubumopa x FVIII/FIX cuumaemcs camviM msaycensim
OCJI0MCHEHUEeM, C8I3AHHbIM C JleueHuem 2emoguauu. HHzubumopwsl —
anno-aumumena (IgG), Komopsle HelUmpanusyrwm 3K302eHHble
FVIII/FIX.

ITosisneHue uHeubUmMoOpa 68 OCHOBHOM NPOSIBJISEMCS OMCYymcmeuem
KJIUHUYECK020 0meema Ha CmaHoapmHyo mepanui KOHYeHmpamamu
(pakmopos ceepmol8aHUsl UIU NOSIBJIEHUEM KpPOBOmeueHull Ha
npogunakmuueckoli mepanudl.



Haubonee wacmo uHzuOUMOpsl NOSABASAOMCS Y pPAHee HeleueHblx
nauyuenmos ¢ msaxcenoii popmoti zemounuu (do 30% nauueHmos c
msucenotli popmoti I'A u do 3-5% nauuenmos ¢ msixcenoii popmoti I'B).
Haubonee uacmo unzubumop paseusaemcs 6 nepsvie 50 (100) dHeti
geedeHus (/[IB) ¢akmopa u nocie UHMEHCUBHOU mepanuu npu
Xupypzuueckom emeulamesibcmae.

IIpu msixenoii popme 2emopunuu nosigneHue uHzuOUMOpPa He 8ausem
Ha Koauuecmeo u JoKanusauyuio kposomeueHuti. Ho nockoasky npu
nosieJleHuUu UHzuOUMmMopos8 3amecmumenvHas mepanus Gakmopamu
CMAaHo8uUmMcs Hed(GHeKMuBHOL, PUCK MANENbIX OCIOMCHEHUTI U Oaxce
cmepmu om KpogomeueHus y Imux NauueHmos ewiule.

IIpu ymepeuHOU uAu Je2KOll zemouauu UH2UOUMOP MOxEM
Helimpanu3zosams 3HA02eHHbIll FVIII/FIX, mem camwvim npeobpa3sys
KJUHUYeCcKuti (peHomun 3a001e8aHUSI 8 MSXHCENYI0 hopMmy.

OcobeHHocmu meueHuss uHeubumopHoti I'B. /To 50% nauuenmos c
uHeubumopHotii I'B Mmozym umems msxcesvle anlepzudeckue peakyuu,
8 mom uucne avagunrakcuro, npu npumereHuu FIX. Takue peaxuuu
uacmo 6v18arOM NEPBvIM CUMNMOMOM pa3eumus uHzubumMopa.

JleueHre 1O TPeOOBAHMIO U B peXyuMe NPOPUIAKTUKU IIPU
HaJIMYMY MHTMOUTOpa

PekomMeHayeTcs y TMalMeHTOB ¢ reMmodwmineil ¢ HU3KUM TUTPOM
MHTMOUTOpaA KyNMpPOBaTh KPOBOTeUEHMEe BBeeHMeM KOHIIeHTpaTa
dbakTOopa CBepThIBAaHMSI KpOBM B [103aX, IPEeBOCXOASIINX
cTaHgapTHble B 3 pasa. IIpu orcyrcTtBuM 3dgdekra HeoOXOOMMO
IIpYMEeHeHue IperapaTos IIYHTUPYIOLIEro IeViCTBUS
(QHTUMHTUMOUTOPHBIV KOATYISIHTHBIN KOMILIEKC™*, srrakor anabda
(aKTMBMPOBAHHBININ**) MaM sMmuLsymadal14].

VpoBeHb YOEOMTETbHOCTM peKoOMeHIanuii A (YpoBeHb
JOCTOBEPHOCTM J0Ka3aTeabCTB — I)

KommeHnTapumu: Bwibop npenapama O0Ons — JiedeHuss  OO0JIHEH
OCHO8bI8AMBCS. HA Mumpe UHzUOUMOpA, KJAUHUYECKOM omeeme Ha
mepanur u xapakmepe Kpo8omeueHusl.

PexomeHayeTcs1 IIPOBOOUTD JIeUeHME KPOBOTEUEHM Y MallieHTOB
C BBICOKMM TUTPOM MHTMOMTOpA TONBKO IIpernapaTamu
HIYHTUPYIOLIEro neycTBus. [J0o3bl IpernapaToB pPacCYMUTHIBAIOTCS
OTHOCUTEIbHO MacChl Tejla, He3aBMCMMO OT Bo3pacra. YHacrora
BBeeHMS 3aBUCUT OT pexuMa Ttepanuu [14, 17].



VpoBeHb YOEOUTENIBLHOCTM PpeKoMeHaamuii A (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJbCTB — I)

KommenTapumu: B Hacmosiwee epems cyulecmeyiom 2 2pynnol
WYHMUPYOWUX npenapamos: AaHMUUH2ZUOUMOPHBIT KOoazyJsiHMHbIT
KoMniekc** u anmakoe ansha (akmusuposaHHoiii)™. JJocmosepHoli
pasvuysl  d¢pgekmusHocmu, 0Ge3onacHocmu  JedeHus  Imumu
npenapamamu He noayueHo. OOJHaxko umeromcs OaHHble 00
UHOUBUODYAIbHBIX 0COOEHHOCMSAX 0meéemada nauueHma Ha Kaxcoblli u3
npenapamos, 4umo Heo6xoduMo yuumsl8ams npu evibope npenapama

Zlo3bl npenapamos ¢ WYHMUPYOWUM MeXAHU3MOM Oelicmeus 0/
KYynupo8aHusi Kpo8omeueHusl:

AHMUUH2UOUMOPHDBIT  KOA2YJSHMHbILL KOMNJAEKC** HasHauaemcs 8
doze 50 — 100 E0d/ke kaxcvie 12 uacos. MakcumanvHas cymouHas 0o3a
200 Eod/xke;

anmakoez anvgha (akmusuposaHHslli)** HazHauaemcs 8 doze 90 — 120
MK2/Ke Kaxovle 2 — 4 uaca 0o 0CmaHosKu KpogomeueHusl. Bo3moxicHo
00HOKpamHoe 8gedeHue 8 cymku 8 dose 270 mKz/Ke.

PekomeHayeTcss IIpOBelleHME OJUTEIbHOTO JieUeHUSI B pPeXuMe
npodWIaKTUKM TalMeHTam ¢ remoduineii, OCI0XKHEHHO
MHTUOUTOPOM, AHTUMHTUOUTOPHBIM KOaryJIsStHTHbIM
KOMILIEKCOM™* B pas3auuHbIx pexkumax: B go3e 50-100 Ep/kr
Kaxkaple 12 4acoB MpU MpOBeIeHUM UHAYKIUM UMMYHOJIOTUYECKOI
tonepaHTHOCcTU (MUT), Mo CHUKeHUSI TUTPa MHTMOUTOpa MeHee 2
BE; BHe UNT B mo3e 30 — 100 En/kr 3 pasa B Hemes WIU 4yepe3
IeHb. [1, 14].

VpoBeHb YOEOAMTEIbHOCTM peKoMeHzanuii A (YpoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB — I)

KommeHnTapum: I[Ipogunakmuueckoe JeueHue nayueHmam c
UH2UOUMOpPHOLL  (hopmoli  2emopunuu  NOKA3AHO NPU  MSAHENIOM
KJIUHUYECKOM meueHuu 3a0601e8aHus ¢ 803HUKHOBEHUEM CNOHMAHHbIX
2anu30008 kposomeueHus 6oiee 4 6 200.

PekomeHayeTcsi TmalyeHTaM C remoduianeii, OCIOKHEeHHO
MHTUMOUTOPOM, IIPOBOAMTb KpaTKOCpOYHOe (B TeueHMe 3-X
MecsI1ieB) JeueHue B pexkume MPoPUIaKTUKM SIITaKoroMm ajabda

(akTMBMPOBAHHBIM)** B peskxume 90 MKr/Kr 1 pas B fieHb. [1, 14].

VpoBeHb YOeIUTEIbHOCTM peKOMeHaauuii A (YpoBeHb
IOCTOBEPHOCTHU AOKA3aTeIbCTB — I)



e PekoMeHAyeTcsA  IallMeHTaM C  MHTUMOUTOpHOI  opMoit

remobwiny A TIpOBOAUTH JieueHMe B pexume NTpOdUIaKTUKU
mpenapaToM sMuiM3yMad B A03ax 3 MI/KT OOMH pa3 B HeHesio B
TeuyeHMe MEePBbIX 4-X HefleNlb, 3aTeM 1,5 MI/KT OOVH pa3 B HeJeJllo.
Ho3bl MpernapaToB PacCYUTBLIBAIOTCS OTHOCUTEIbHO MacChl Tela,
He3aBMCUMO OT Bo3pacrta [19].

VpoBeHb YOeOMTEIbHOCTM peKoOMeHzanuii A (YpoBeHb
JOCTOBEPHOCTU A0Ka3aTeabCTB — I)

KoMmmenTapumn: Amuyuzymab npedcmasensem coboli
oucneyuguuHsle 2yMaHu3UpPOBAHHbIE MOHOKJIOHAbHbIE AHMUMenNd,
cesi3viearujue akmusuposarHoiti FIX ¢ FX u gocnonuswowue pyHkuuu
akmueuposavHozo FVIII. Ha Odelicmeue smuuyusymaba He eJusiem
yposeHs FVIII u Hanuuue uHeubumopa K Hemy. IMuuusymad 8800umcs
NOOKO}CHO, 8blOOp Mecma O UHMBEKUUU cedyem 02paHuuumo
PEKOMEHO0BAHHBIMU Yyuacmkamu: 00J1acms HUueoma, 8epxXHssl uacme
HapyxcHotl nogepxHocmu njaeua u 6edpo.

NHAayKuuss UMMYHOJIOTMYECKOM TOJIePaHTHOCTU

PekoMeHayeTcs II€pBOJ JIMHMEN Tepanuyu Yy TMalyeHTOB C
MHTMO6MTOPHOI opmoit ['A nmpoBoauTh MUT c 1enbi0 3AMMUHAIIUA
uaruburopa [1, 8, 17].

VpoBeHb YOeOUTEJIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — V)

KoMmmeHTapumn: onmumansHele cpoku Hauana MUT — cpa3y nocne
gbvisiB/IeHUs. uHeubumopa. Ilpu nposedeHuu HHUT Hedonycmumo
meuamo kouuenmpam OCKVIIT*™*, nockoavky 3mo 3HAUUMeNbHO
yxyouiaem npozvo3 mepanuu. Ileped nposederuem HUT Heob6x00umo
ybedumucsi 8 Haauuuu 00CmMamouHoz0 KOAUuecmeo KOHueHmpama
@CKVIIT**,

OnmumanvHozo pexcuma nposedeHuss MUT vem. [Ins nayueHmos c
8blCOKOpeazupyrowum UuH2UOUMopom, He3asucumo om mumpa
uHeubumopa Ha momenm Hauana HUUT, pekomeHO08aHA HAUATbHAS
cxema 100 — 150 ME/ke konyenmpama @CKVIIT** kaxcdvie 12 uacos.
s nayueHmos ¢ HU3Kopeazupyrouwum UuHzudUmMopom peKomeHA008aHo
Hauuname HUT no cxeme 50 — 100 ME/ke FVIII excedHesHO unu
Kaxcovlii 8Mopoti OeHo.



CHuxceHue 003bl U KpamHocmu 68edeHusi npenapama HavyuHaemcs
nocnie docmuceHus caedyrnwux nokasameneii: mump uHzubumopa -
meHee 0,6 BE, Hopmanu3auus mecma eoccmarosneHus (6onee 70%) u
Hopmanusayusi nepuoda nosnyevieederus (6onee 7 uacos). CHuxeHUE
003bl npenapama npo8ooumcst NOCMeNneHHo No cxeme ¢ NOCMOSIHHbIM
nabopamopHsim KoHmposnem. ITocne docmuxcerus 0o3wst 8 30 — 50 ME/
k2 1 pa3z 8 2 OHa Heo0x00UMO NpoJO/IH UMb Mepanur 8 peicume
8MOpUUHOL/mpemuutoli npodurakmuku Ha OaHHOL do3e NOCMOSIHHO.
Ommena npogunakmuueckozo jieueHus uacmo npugodum K peyuousy
uHeubumopa. Kpumepuu spgexmusHocmu HHUT npedcmasineHsl 6
mabnuye 3.

Ta6auua 3. Kpumepuu 3¢pdpekmuenocmu UUT

D heKTUBHOCTD Kputepumu

Monken ycnex e Tutp wuHrmMbutopa < 0,6 BE (He MeHee uyeM npu AB)

nocnefosaTeflbHbIX ONpeaeneHnsx)
e Hopmanusaumsa nokasaTens BoccTaHoBneHusa (70% u 6onee) +
NpoTsXeHun 6onee yem AByX MecsLUeB

e Hopmanusaums nepuona nonysbiBeseHus (6onee 7 yacos)

YacTuyuHbIi ycrnex MpucyTCTBME ABYX U3 TpEX KPUTEPUEB
YacTuuHbIN oTBET MpUCYTCTBME OQHOIMO U3 TPEX KpUTEPUEB
OTCyTCTBUE OTBETA He BbINOMHSAETCA HW OAWMH U3 KPUTEPUEB Ha MpOTsSHXKeHMU 12 Mecsaues

6onee

ITpu nposedenuu UUT Heobxo0umo usbezame ni00bIX 8030eticmauli u
npenapamos, CMUMYJUPYIOWUX UMMYHHble peakyuu, 8 mMoMm uucje
8aKUUHAYUU, NPUMEHEHUS npenapamos uHmepgepoHa u opyaux eudos
UMMYHOmMepanuu.

PekomeHayeTcs MalyeHTaM [IJisi KylMpoBaHMs reMOpparn4eckoro
cuHgpoma 1nipu mnposemeHun HMUT npumeHeHuMe IiperiapaToB C
IIYHTUPYIOIIMM MEXaHM3MOM [JEeMCTBUSI: aHTUMHTUOMTOPHBIN
KOAryJISTHTHbBIM KOMILIEKC** 1 3MTakor ajbda (aKTMBUPOBAHHbIN)**
[1, 16, 17, 21].

VpoBeHb YOeOUTENBLHOCTM peKkoMeHaamuii D (ypoBeHb
IOCTOBEPHOCTM JOKa3aTelbCTB — V)

PekoMmeHayeTcss  IMallMeHTaM C  MHTUMOMTOpPHOM  ¢opMoii
reMobwinu A c 1ieblo IIpegoTBpaleHs] pa3BUTHUSI KPOBOTeUEeHUS
nipu npoBenennu UUT npumMeHeHre sMULIM3yMada B CTaHIapTHBIX
pexxumax [19].



VpoBeHb YOEOUTENBHOCTM peKoMeHZanmuit A (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJbCTB — I)

KommeHTapumn: B  c1yuae  00HO8peMEHH020  NpPUMEHEHUs
amuyusymaba npu HHUT mpebyemcs uHdusudyanvHulli nodoop
pexcuma u 0o3 ssederus koHuyenmpama @CKVIII**,

PexomeHnpyercst npekpatutb MUT u nepeBecTu ImanyeHTa Ha
Tepanuio MyHTUPYIOIIMMM IIpernapaTaMy WIn SMUIIM3yMabom mpu
OTCYTCTBUM TEHAEHLIMM K CHIMKEHUMIO MHIMOUTOpa WM
KJIMHUYECKOT0 YIYyUYIIeHUST COCTOSHUS C YMeHbIIeHMEeM YaCTOThI
CIIOHTAHHBIX KPOBOTEUYEHMI1 B TeueHue 12 MecsleB OT Haydasaa
BBICOKOA03HOM Tepanuu [1, 8].

YpoBeHb YOeOUTEIbHOCTM pekoMeHaanuii D (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — V)

KoMMeHTapum: 803MOXHO nosmopHoe nposedeHue HUT c
UCNONb308aHUEM O0pYy2020 npenapama uiu U3MEHEHUEM pexcuma
mepanuu. Onsim nposedeHuss UUT y nauyueHmos ¢ uHeubumopHoti I'B
o2paHuyeH. Omo 00YyCcn0871eH0 OueHb HU3KOU 3phekmusHocmvio U
aniepaudeckumMu peakuyusimu.

3.2 Opronenuyeckoe jeyeHue
Oproneanyeckue oCI0KHeHUSI reMoGmInm.
XpoHuueckuii cuHoeuum

PekomeHayeTcss IalyeHTaM IMpU  PasBUTUM  XPOHUUYECKOIO
CMHOBMUTA TMpOBedeHMEe MPOPUIAKTUIECKOV 3aMeCTUTeIbHOM
Tepanuy KOHIIEHTPaToM (akTopa B peskuMe, KOTOPbI MO3BOIUT
IIPefOTBPaTUTL pa3sBUTHE CIIOHTAHHBIX TreMapTpo3oB. Takxke
BaXHBIM MOMEHTOM  SBJISIETCA  BBIIIOJIHEHUE  eKeqHEeBHBIX
yrpaxkHeHuit (JIOK), HarmpaBieHHbIX Ha YyKpeljieHue MbIIIL, U
rogaepykaHue noABVMXKHOCTU cycTaBa [3, 9, 16, 20, 21].

VpoBeHb yOeOUTEJIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTM 0Ka3aTeabCTB —V)

KoMmmeHTapumu: XpoHuueckuii cuHosuum paseusaemcsi nocie
noemopHslx 2emapmpo3o8. Kaxk npasuno, seasiemcs ciedcmeuem
omcymcmaus unu HedocmamouHotl a¢ppexmusHocmu
3amecmumesvHoll mepanuu. Ilposienenus - O/IUmMenbHo



COXpaHawueecs nosbluleHUue memnepamypsl HA0 NOPANCEHHbIM
cycmasom, ysenuueHue obsemMd MAZKUX MKAHeli o6aacmu cycmasad,
peuudusupyoujue KposousausHus, 02paHuueHue n008UNHOCMU.

Jluaznocmuka eknruaem 6visi8/eHue KJAUHU4YeCcKux npusHaxkos, Y3U
cycmasos u/unu MPT. Tepanuss npogooumuscsi COBMECMHO C
opmonedamu, UMEWUMU ONbIM JieYeHUs NauueHmos ¢ 2emouueti.
Ilpu coxpaHeHuu nNpu3HAKO8 B0CNAJIEHUsl NOKA3aHa mepanus
HecmepouoHbIMU npomueo8ocnaiumenbHuvIMu npenapamamu
(uHeubumopamu COX-2).

IIpu HedocmamouHoil 3¢ppexmusHocmu 3amecmumensHoli mepanuu
803MOMCHO nposedeHue Kypca NyHKYuli cycmaea ¢ 88edeHueM
CMepoUOHbIX NPOMUBOBOCNAIUMEIbHBIX Npenapamos (Ha nepeom
amane), dasnee, sapuaHmamu 6sl00pa ABNSAIOMCA XUMUUECKAS UU
JHOOCKONUUECKAss CUHOBIKMOMUS, d Npu Uux HedoCmamouHol
appexmusHocmu — xupypzuueckas Koppexuyusl.

Xponuueckas decpopmupyrowas apmponamus

PekomMmeHayeTcs naiyeHTaM C XpOHUYECKUMU edopMUPYIOIIUMMU
apTpoIaTuUsIMu IIpoBeieHe COBMECTHOTI'O JleueHus C
TpaBMaTOJOraMM-OpTONeaamMy, MMEIOIIMMM  OMBbIT  JIeUYeHUs
naiyueHToB ¢ remobunueii [3, 9, 16, 20, 21].

VYpoBeHb YyOeaUTEIbHOCTM peKomeHaauuii D (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — V)

KommeHTapumu: XpoHuueckas Odegopmupyowas apmponamus
803HUKAEM B8C/1e0CMBUE NPO2PeccUpyroujez0 meueHus: XpOHUUECK020
CuHoguuma u peyuousupyrwuux KpoeousJusiHuli 8 Cycmassol.
Ilposisnsiemcs 0CMeonopo3om, HapyuieHuem CMpyKmypel,
LUCMOHYEHUEM U nhomepell cycmasHozo xpauia, 001e8biM CUHOPOMOM,
KOHmMpakmypamu, mvluie4Hoti ampodgueti, depopmayueti cycmasa.

OcHo80ll hpogunakmuku paszeumus XpoHUUYECKOl apmponamuu
aensemcs adeksamHas NOCMOSIHHASA npogunakmuueckas
3amecmumenvHas mepanusi. CeoespemeHHOe JieueHUe CUHosuUUMa
maxkxce Heob6xodumo s hpedomepaujeHus pazsumust apmponamuul.
Jluaznocmuka apmponamuu 0CHO8AHA HA BbIAGJIEHUU KAUHUYECKUX
NPU3HAaKo8 U HA pe3ylbmamax NnpoeedeHHblX UHCMPYMEHMATbHbIX
uccnedosaruti: Y31, KT, MPT.



Llenvto JnieueHuss yme paseusulelicas XpoHuueckoli apmponamuu
aensemcs yayduleHue (GyHKUUOHUPOBAHUS Cycmasa U YMeHblUeHUE
6onesozo curopoma. [Ins 60pwvbwl ¢ 6071€86IM CUHOPOMOM ONMUMATBLHO
ucnonwszosame uHzubumopst COX-2. /Ina eoccmaxosieHus GyHKuuu
cycmasa, cocmosiHus Mol nposodsm Kypcol JIOK u ¢pusuomepanuu.
B psde cnyuaes 3gekmusHo ucnoib3osaHue mpeHaxcepos. Ha
HaYaibHBIX 3IManax B80CCMAHOBUMENbHO20 JleYeHUs NOKA3aHO
nposedeHue Kypcoé npenapamos, codepicaujux 2uaaypoHo8yio
kucnomy. Ilpu HedocmamouHoii a¢ppekmusHocmu KoHCep8amugHou
mepanuu, NOKA3aHo Xupypzuueckoe JieueHue. Xupypauueckoe JieueHue
nauueHmos ¢ e2emounueli O0MKHO NPoBOOUMBCA  8paAUaAMU,
UMEWUMU ONblm JieueHuUsl NayueHmos ¢ zemoduaueti.

ITceedoonyxonu

PekoMeHayeTcsl TMaliieHTaM C IICeBIOOIYXOISIMM IIpOBelieHye
COBMECTHOTI'O HaOMIOAeHMS U JIeUeHUSI XMPypraMy ¥ reMaToI0raMM.
Ha rmepBoM 3Tame B BO3MOXHA IIOMbITKA MHTEHCUBHOM
3amectutenbHoit Teparmuyu DOCKVIII** npu remodbunum A u
@OCKIX*™ mnpu remopmiauum B B TeueHume 6 - 8 Hedenb C
nocienyommuMm MPT konTponem [3, 9, 16, 20, 21].

VYpoBeHb YOeOUTEIbHOCTM peKomeHaauuit D (ypoBeHb
JOCTOBEPHOCTM 0Ka3aTejabCTB — V)

KomMmeHTapuu: ncesdoonyxoiu ¢popmupyomcs  8ciedcmeue
HenpasuibHOl mepanuu KpoBOU3NUAHUL 8 MsAzKuUe MKAHU, 00bIUHO 8
MblLUYDL, PACNOJIONEHHbIE PSOOM C KOCMbl, KOMopasi Moxicem Oblmb
3ampoHyma 8MOPUUHO, uau npu NOOHAOKOCMHUYHBIX
KposousnusHusx.  IIposeneHusamu  nces0oONyxonu  s6JAKMCs
cmabuibHoe onyxoJieauoHoe 0b6pasosatue, ommecHsiouiee
OKpYXcarowjue MmKaHu, KOmopoe cyulecmayem Ha NPOMSAXeHUU MHO2UX
Mecsayes uau Jiem u He umeem meHOeHUUuu K 06pamuomy paseumuro
Ha (oHe UHMEHCUBHOII 3amecmumenvHOL mepanuu paxmopamu.

Huaznocmuxka -  ¢usukanvHoe — ob6ciedosaHue,  nposedeHue
peumeeHozpaguu, KT unu MPT nopaxeHH020 cezMeHma meJd.

IIpu omcymcmeuu JieueHuss nceedoonyxosib Moxem 00Cmuzame
2U2AHMCKUX pa3mepos, co3daeds OaejieHue Ha HeliposacKy/sipHble
CmMpykKmypsl U  6bl3blédss  nhamoJiozuueckue  nepenomsl. Ecau
obpasosaHue He umeem meHOeHYUU K 0OpamMHOMY pa3eumuio,
pPEKOMeHO08AHO MOMmanvHoe YyodieHue ONyXoau C UucceueHuem



kancynel. Onepauusi 00JX¥HA NPOBOOUMBCS — Cheyualucmamu,
UMEWUMU  ONbIM  XUpypeuueckozo opmoneduyeckozo JeudeHus
nayueHmos c zemogunueti.

Ilepenomult

PekomeHayeTcsas  mainyeHTaM [OpM  pasBUTUM  MepejiomMa
He3aMeOIUTebHOe HayvaJio 3aMeCTUTEeIbHOM Tepanumu
KOHIIEHTpaToM (paKTOpPOB CBEPThIBaHMSI. B TedyeHMe IepBhIX 3-5
IHeil HeoOXoguMMo IoAJepskaHue YpoBHS (akTopa B KpPOBU He
MeHee 50-100% (B 3aBUCMMOCTM OT JIOKAAMU3aLUM U TIKECTU
TpaBMbl). IlocTosiHHasi 3aMecTuTelbHas Tepanus GakTOpoOM
IOJDKHA MIPOBOAUTLCA B TeueHue 10-14 nueit [10].

YpoBeHb YOeOUTEIbHOCTM pekoMeHaanuii D (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — V)

KommeHTapum: Puck paseumus nepeiomos y NAyueHmos ¢
eeMounueli  c8A3aH ¢ 0CMEONOPoO3OM U  2eMOpUIAUUECKOT
apmponamueti. Cpa3y nocie cmabuauszayuu nepenoma ciedyem
npucmynums K npogedeHuo 80CCMaHo8UmMesIbHoli mepanuu.

3.3 Xupypruueckue BMeliaTe/IbCTBa

PekoMeHayeTcsT TIPOBOAMTH MallMeHTaM JIi00oe orepaTUBHOE
BMeIllaTeIbCTBO WM IIpPOBeNeHMe WMHBA3UBHOM IPOLENYyPbl 0[],
IIPUKPBITMEM  3aMeCTUTE/IbHOM  Tepanmuyu  KOHIEHTpaTamMu
dbakTOpOB CBepThIBaHMS KpoBM [6, 10, 16, 20, 21].

VpoBeHb YOeOUTEJIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTM J0Ka3aTejabCTB — V)

KoMmMeHTapum: y nauyueHmos ¢ zemogunueli xupypauueckoe
8MeEWamenbCmeo Moxem nompeb6osamscsi O JleueHust Kak
OC/IOMCHEeHULl z2emouauu, maxk U He CBS3AHHbIX C 2emouueti
3abonesanuti. Ileped m00bIM XUpypeuueckum 8MewamenbCmeom
HeoOxo00uma KOHCYbmayus 8 yeHmpe JieueHus zemopuauu. Eciu ecmo
B03MOXCHOCMb,  ONepamueHoe JieueHue Jiydule npogooums 8
cneyuanu3uposaHHom cmayuoxHape. OnepamusHoe emMewamenbCmeo
y nayueHmos ¢ uHzubumopHoii zemoguiueti 00NHHO NpPosodumucs
Monbko 8  YCI0BUSAX  CNEYuanu3upo8aHHo20  cmayuoHapa.
AHecme3uonoz 0onxeH uUMems ONnvlm JledeHuss NnayueHmos ¢
HapyuweHusMuU c8epmosl8aemMocmu Kposu.



Heobxo0um cmpozuili MOHUMOPUHZ KOA2Y/102pAMMbL, aAKMUeHoCcmu
(pakmopa u CKpuHuHz Ha Haauuue uHeubumopa. [o3sl U
NPoOooIKUMENLHOCMD mepanuu KOHYeHmpamom (akmopa
céepmoléaHusl  Kposu  3asucsim om  muna  0nepamuéHo20
emeuiamenscmea (mabauua 3).

ITpu Heobxodumocmu nposedeHuss makux OudzHOCMU4YecKux npoueoyp,
KaK JoMOanbHas NyHKYusl, NYHKYuUs apmepuu, 3HOOCKONUUECKoe
uccnedosaHue ¢ buoncueti, eedeHue nayueHma makoe xe, Kak npu
Xupypauueckom sieueHutl.

3.4 JIAUTenbHbIN COCYAUCTBIN AOCTYI Yy TNAaNUEeHTOB C
remodmianen

PekomeHayeTcst BCEM nanueHTaM C remodwinen
MpenrovYTUTebHEe MCIIO/b30BaTh Iepudepuuecknii BeHO3HbIN
noctyn. Ecin ecTb BO3MOKHOCTb TOJIb30BaThCS Mepudepuueckum
BEHO3HbIM JIOCTYIIOM, LIeHTPaJIbHbIV BEHO3HBbI JOCTYII He [O/IKeH
UCIIONb30BaTheA [4, 11].

VpoBeHb yOemuTeIbHOCTM perkomeHmauuii C (YypoBeHb
JOCTOBEPHOCTM A0Ka3aTeabCTB — IV)

KommenTapum: Cocyducmeili docmyn s675emcss  Heo0Xo0umbim
ycnosuem — JleyeHus — nayueHmos ¢ - 2emoquaueti,  NOCKONbKY
OONBLUILIHCMBO KOHUEeHmMpamos depuyummuix (¢axkmopos
ceepmoleanusi npedcmassiem coboti npenapamot 011 BHyMpPUBEHHBLX
uHsekyuli. BHympueeHHoe 68edeHue (PAKmMopos C8epMmMbl8aAHUS
no3eosnsem nposooums npoguiakmuueckoe JieueHue, JeueHue Nno
mpe6osanuro, seueHue 8 OMAWHUX YCA08USX, UHOYKUUI UMMYHHOU
moJiepaHmHocmu.

IMyukyus nepucpepuueckux eeH — 3mo memod 8vl00pa obecneueHus
cocyducmozo docmyna 'y hayueHmos ¢ 2emo¢uaueti. Ezo
UCNONb308aHUe He accoyuupyemcs ¢ OOIbWUM  KOJAUUECMBOM
OCNIOXCHeHUll, mpebyromca ueavl Mmanozo kaaubpa (23-25G), a
Kopomkoe  8pemsi  UH@py3uu  docmamouHo O 88edeHus
KoHYyeHmpamos ¢akmopos. OOblUHO NYHKMUPYHOM 6€eHbl PYKU C
noMowlo uenvl-6abouku. IlosmopHovie uacmele 8eHENYHKYUU Mo2ym
OCTIOMCHUMbCS 2eMamomamu. BaxcHas posv npu ucnonvb308aHuu 3mozo
docmyna npuHaonexum O00y4UeHUX) BbINOJIHEHUI BEHEeNyHKYULll
ONeKyHO8 U Camux nayueHmos.



B mo e 8pema 'y HEKOMOPbIX NAUUEHMO8 UCNONb308AHLUE
nepugepuueckozo 8eH03H020 00CMYNAd HEBO3MOXCHO U3-3d MAJI020
pasmepa 8eH, NJoXoli nhepeHocumocmu JemovMu  NOBMOPHBIX
8eHenyHKYuUil, He0OX00UMOCMU UACMO020 UCNOJIb308AHUS COCYOUCMO20
docmyna, Hecnoco6HOCMU ONeKyHO8 U NauueHmos 00yuumscs
8bINOJIHEHUI 8eHenyHKYuu. dakmopamu, AUAOWUMU HA 0MKA3 Om
npumeHeHus: nepugepuueckozo 0ocmyna, Mozym s8umscs 803pacm
nayueHmos u uacmoie KpogomeueHusl.

PeromeHayeTcs y MALMEHTOB ¢ reModuineli ¢ HEBO3MOKHOCTBIO
nepudeprueckoro BeHO3HOTO IOCTyIa [Jis1 peryasipHbIX MHQY3uit
JCIIONIb30BaTh B KaueCcTBe MeTOLOB YCTPOMCTB IOJTOBPEeMEeHHOIro
LIEeHTPaJIbHOTO IOCTyIIa IIOPT-CUCTEMY, nepudepmyecku
VMIUIQaHTUPYEMble LleHTpaJ/IbHbIe BEHO3HbIe KaTeTepsl,
TYHHe/IMpyeMble KaTeTepbl (KareTep XMKMaHa, bpoBuaka,
Jleonappa) [23, 24].

VpoBeHb YOeOUTENBHOCTM PpeKoMeHaamuii A (YypoBeHb
IOCTOBEPHOCTM JOKa3aTelbCTB — I)

KommenTapumn: Hcnons3oeaHue ycmpoticmea 0071208PEMEHHO20
UeHMPaibH020 8€HO3H020 JOCMYyna No CPasHEHUIo ¢ nepugepuyecKum
8€HO3HbIM 00CMYNOM udule accoyuuposanocs ¢ uHgekuueti (29%
npomus 17%, P=0.01).

IokasaHus K UCNO1b308aHUI0 ycmpoﬁcmea aOJZZOGPBMeHHOZO
UeHmpajibH020 6€EHO3H020 aocmyna A6JIs1emcs.

nompe6HOCMb 8 pezynspHOM 0071208PeMEHHOM COCyoucmom docmyne y
nayueHmos ¢ zemogunuetl, y KomopviX He803MOMHO UCNONb308aMb
nepupepuueckuti eHO3HbLLi docmyn U3-3a Man020 pasmepa 6eH;
Heobxo0umocmep excedHeB8HbIX 8HYMPUBEHHbBIX geedeHull
KOHUeHmMpamos (akmopos c8epmol8aHust Kposu, 8 UACMHOCMU npu
nposederuu MUT;

omcymcmeus 8uduMblx nepueputeckux 6eH;

y demeli, KOmopule Nj0X0 NePeHOCsM NOBMOPHbIE BEHENYHKUUU.

AOCONOMHBIM  NPOMUBONOKA3AHUEM K YCMAaHO8Ke Yycmpolicmea
00/1208pEMEHH020 UEHMPAIbHO20 B8€HO03H020 JoCcmyna seJsemcs
Haauuue y nauueHma npu3Hakos akmueHot uHgexyuu.

OmuocumensHoiMu npomueonokasavusimu K YIIBII saensitomcs
Kamemep-accouuupo8aHHass UuH@exKyuss Kposomoka u Kamemep-
accouuuposaHHvle mpombo3ul 21yOOKUX 8€H 8 AHAMHE3E.



e PexkomeHAyeTcCsl y MalyeHTOB ¢ TeModuaneit 6e3 MHTMOUTOPOB K
FVIII/FIX npu  yCcTaHOBKe  YCTPOMCTBAa  [OJTOBPEMEHHOTO
I[EHTPaJbHOTO BEHO3HOTO [IOCTyla O0ecreynuTh aKTUBHOCTD
FVIII/FIX nyrem uHGy3un KoHueHTpata O®CKVIII**/OCKIX** B
3aBUCMMOCTM OT TUIIA TeMOPUIUM C Ledblo OpesynpexaeHus
pasBuUTHUS reMopparnyeckoro cuHapoma [11].

VpoBeHb yOeauTeIbHOCTM perkomeHaauuii C (YypoBeHb
JOCTOBEPHOCTH A0Ka3aTeabCTB — IV)

KommenTapum: B mabnuye 4 npusedeHsl 003bl KOHUEHmMpama
OCKVIII/®CKIX** u uenesas akmusHocms FVIII/IX npu ycmaHoske
ycmpoticmea 0071208peEMEHH020 YeHMPAlbH020 8eHO3H020 docmyna y
nayueHmos c zemocgpunueti 6e3 uHzuOGUMOpO8.

Tao6nua 4. Pexxum obeclieueHust reMocTasa IIpyu yCTaHOBKe MOpTa
naiueHTaM ¢ remoduamei, He3aBUCHMMO OT BO3pacTa.

Bpem4 [o3a LleneBass aKTUBHOCTb Bpemsa nccnepgosaHus
FVIII/FIX FVIII/FIX B nna3me

[o onepauumn (1-2 4) 75 ME/kr >100% Yepesz 15-30 MuH nocs

MHDY3UK

Yepes 8 4 nocne >50% [o v nocne nHdy3um

onepauumu

1-3 OeHb nocne 50 ME/kr >50% [o v nocne nHdysmn

ornepauumn Kaxable 12 4

4-7 NEeHb rnocne 75 ME/kr >30% [o v nocne nHdysum

onepauumu Kaxgble 24 4

e PekOMeHAyeTCH y MalMeHTOB ¢ reModuineii ¢ MHTMOMTOPOB IIpU
YCTAaHOBKE  YCTPOJCTBA  JOJTOBPEMEHHOTO  ILI€HTPaIbHOTO
BEHO3HOrO [IOCTyIa O0O0ecIreunTh TreMocTras IyTeM WHOY3UM

IperapaToB IIYHTUPYIOIIEro MOeiCcTBUS — 3ITakor anbda
(aKTUMBMPOBAHHOI0) ™%, AHTUMHTUOUTOPHOIO KOaryJIssHTHOTO
KOMILJIeKca™* C 1IeJTbIO npeayIpexaeHusI pPasBUTUS

reMopparnyeckoro cuHapoma. [11].

VpoBeHb yOemuTeIbHOCTM perkomeHmauuii C (YypoBeHb
JOCTOBEPHOCTH A0Ka3aTeabCTB — IV)

KoMmeHTapum: npu ycmavoske nopma nayueHmam ¢ zemoguaueti
(Jemsim u 83pPOCJIbIM), OCNOMCHEHHOU uHeubUmMopamu K pakmopam
ceepmobl8aHus, zemocma3s obecneuusarm egedeHUeM UWYHMUPYIOUUX
npenapamos: aHMuuHzUOGUMOpPHbIL KoazyisHmHslli Komnjekc™** 80-
100 ed/xz unu anmakoz ansha (akmusuposauHwiii)** 120 mxe/ke. Y
nayueHmos ¢ UH2UOUMOPOM  NPUMEHSIIOM  3NMAkoz  anva
(akmuesuposauHwlii) ** kaxcdvie 2-3 u 90-120 mKz/K2 8 meueHue nepevix



24 y u 3amem Kaxcvle 4-6 u 00 7 OHS, NUOO AHMUUH2UOUMOPHBIT
KoazynsiumHoliii komnaexc** 80-100 ed/xke kaxdvie 8 u nepsvie 3 OHS,
3amem Kaxovle 12 u. Hecmompsi Ha NOOOOHbIL pexcumM yCmaHosKa
nopmoe y nayuemmos ¢ uH2ubumopamu HepeoKko OCTOMCHSeMCs
2eMamomamul.

PekoMeHayeTCsA TPOBOAUTL IpeNBAPUTENbHBIN  MHCTPYKTAXK,
oOyuyeHue, TpPEHMHI BCeM IMalMeHTaM U WUX OMeKyHaM,
YXaKMBAKOLIYX 38 YCTPOMCTBAMU LOJTOBPEMEHHOIO LIeHTPAIbHOTO
BeHO3HOro gocrymna [11].

VpoBeHb yOeauTeIbHOCTM perkomeHgauuii C (YypoBeHb
IOCTOBEpPHOCTHU IOKasaTeabCTB — IV)

KommeHnTapun: IlayueHmsl U UX ONeKYHbl OOJXHbl  OblMb
UHpopmMuposaHsl 0 xapakmepe ycmpolicmeé 00/1208PEMEHHO20
UeHMPAalbHO20 B8€HO03H020 docmynda, yxoda 3a HUM, B03MOMNCHbIMU
OCJI0MCHEHUsAMU, nopsidke deticmeuti u Kyoa um oopawiamscs 8 cayuae
B03HUKHOBEHUSI 0C/I0MHeHUli. Ob6yueHue podumeneli pabome ¢
nopmom  sensemcss  00s3amesibHbIM — yclo8uem — obecneueHust
a¢ppexmusroli nomowiu nauueHmam OaHHOU epynnwel. OOyueHue
nposodumcsi ¢ nepgozo OHs uMniaHmayuu nopmad, UHOUBUAYaibHO,
gpauamu u MeOUYUHCKUMU cecmpamu ueHmpa, 20e 8bvlNoJIHAemcs
onepauus. B OdanvHetiwem obyueHue npodonxcaemcs 6 ueHmpe, 20e
Habnwdaemcss hayueHm HA NOCMOSAHHOL ocHoge. Podumenu u
nayueHm 00X Hbl 0CB0UMb hpasund ACenmMuKku U AHMUCeNMuKu,
HABbIKU NO BbINOJIHEHUN UH@Y3uli npenapamos ¢ UCNO0Jb308aHUEM
nopma.

3.5 UHoe 1euyeHne

PekoMeHayeTCs JOIOJTHUTENbHASI TeMOCTaTUUeCKast Teparnust IJist
OCTAHOBKM KPOBOTEUYEHMI1/KPOBOU3IUSIHUIT Y BCeX ITallMEHTOB C
remodumeit: MHTVOMUTOPDI bubpuHoONIM3a, MeCTHbIE
reMocTaTuyeckue rnpenaparsl [3, 7, 12].

VpoBeHb yOeauTeIbHOCTM pekomeHaauuii C (YypoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB — IV)

KommeHTapumu: B kauecmge donosHUumenvHoll zemocmamuueckoti
mepanuu 803MOXCHO UCNOJIb308aHUE CeOYIOWUX JIeKAPCMBEHHbIX
npenapamos:

Hneubumopwt ¢ubpuronusa. Hcnoav3yiomcsi Kak 0onojiHeHUe K
cneyudguueckoli 3amecmumenvHoti mepanuu. Haubonee acppekmusHal



npu  KpoeomeueHusslx U3 pam Ccausucmelx ob6osnouek. Mozym
LUCNOIb308AMBCA 0N JleUueHUsl KposomeueHuti opy2ux JOKaau3ayuti.
3anpeuwjeHo UCnoib308ams NPU NOUEUHbIX KPOBOMEUEHUSIX.

MecmHovle  2emocmamuueckue npenapamel. Ilpu  npogedeHuu
onepamueHblx 8Meulamenbcms, O0COOEHHO HA NAPEHXUMAMO3HbIX
opeaHax, npu 3IKcmpakyuu 3y008, JleueHuu pad NoKA3aHo
UCNOJIb308AHUE MECMHbIX 2eMOoCmamuyeckux npenapamos. Smu
npenapamst  NPUMEHSIIOMCSL ~ COBMECMHO C  3aMeCcmumenbHoll
mepanuet u npu36aHsl onmumusuposama MeCmHbl
eemocmamuueckuii a¢ppexm.

CnemyeT y4ecTb, UTO Yy IallM€HTa MOTYT OBITh HeCTaHIapTHbIE
MposiBjieHNs1 60e3HM, a Takke coueTaHMe KOHKPeTHOI 00je3HMU C
IPYTUMM T1aTOJMOTUSIMM, UTO MOXET OMKTOBATH JievalleMy Bpauy
M3MEHEeHNUSI B aQJrOpUTMe BbIOOpA OINTUMMAJIIBHON TAKTUKU
IVArHOCTUKU U JIeUeHUS.



4. PeaOuauranms

. PGKOMEH,Z[YETCH InalMeHTamM C IIOpa’kKeHnueM 3JIEeMEHTOB OIIOPHO-

IBUTaTeJIbHOI'O ammnapara: AOJATOCPOYHOEe JieueHMe MOBPEeXKIeHUI
CyCTaBOB ¥  MbIIL, ¥ (YHKIMOHAJIbHAS  peaduIuTaiusl.
CaHaTOpPHO-KYpPOPTHOE JieueHMe PeKOMEeHI0BAHO 3TUM ITallieHTam
C 1eJbl0 TMpemoTBpallleHMs IIPOrpeccupoBaHMs HapylleHU
OMNOPHO-ABUTATEIbHOTO amnrnapara " YIyUILIeHUS 170.4
opToIlenyecKoro craryca [3, 8, 10, 16, 20, 21].

VpoBeHb yO0egUTENBHOCTM perkoMeHaauuit D (ypoBeHb
JOCTOBEPHOCTM 0Ka3aTejlabCTB — V)

KoMmmenTapum: OCHO8HbIM KAUHUUECKUM NPOSIBTIEHUEM 2eMOpuauu
aeasmea - peyudusupyrowjue KpoeousUusHuUs 8 Cycmaswl, umo
HeoOpamumo npusodum K passumur deopmupyrweti apmponamuu
U XPOHUYECK020 CUHO8UMA y 3mux nauueHmos. ITopaxceHue onopHo-
dguzamenvpHO20 annapama CyujeCmeeHHo Jumumupyem CoyuaibHyr
adanmuposaHHOCMy hayueHmos, yxyowaem ux Kauecmeo MCU3HLU.
Jleuerue MOXCHO NPOBOOUMb 8 CAHAMOPHO-KYPOPMHbBIX OP2AHU3AUUSX
8 KAUMamuueckoli 30He NpOMUBAHUS nauyueHma, a maxkie Ha
oanvHeonozuueckux Kypopmax. Paspabomka peabuniumayuoHHbIX
meponpusmuii 00NIHHA NPOBOOUMbCS COBMECMHO CNeYUAIUCMamu no
peabuaumauuu, Kypopmosozuu u 2eMmamoiozamu, UMernwumMu onsim
JleueHUsl NayueHmos ¢ HapyuleHUusIMu c6epmol8aHusl Kposu.

Bo3moicHbl makue 8uobl mepanuu Kak:

WKOIA  NCUXOJI02U4eCKOU npouiakmuku Ons NnayueHmos U
POOCMBEHHUKOB;

go3deticmaue yibmpas3sykom npu 3a60,1e8aHUsIX CyCmasos;
JlekapcmeeHtHslil yivmpagoHogope3 npu 3a601e8aHUSIX CYCMABOS;
anekmpogope3 JekapcmeeHHslx npenapamos npu 3a00Je8aHusIX
cycmaesos;

gosdelicmeue 8bICOKOUACMOMHBIMU 37IEKMPOMAZHUMHBIMU  NOISIMU
(undykmomepmus);

go3delicmaue 31eKkmpuueckum nojaem yasmpaswvlcokoii uacmomot (11
VBUY);

go3sdeticmeue nepemeHHbIM MazHumHsim noaem (ITeMII).



5. IIpodpuaaxkruka

[TpodunakTKa (CM pases «JIeueHue B peskume MpoOUIaKTUKN).

e PekoMmeHIyeTcsI TPOBOAUTH [AUCIAHCEpHOE HaOMOfeHMe U
JedyeHye BCeX MalMeHTOB ¢ reModuineit Irpymmoi CrenuaIucToB
pa3nuvyHOro mnpoduasi, BKIOYAIOLIeli Temaronora, Ieauarpa,
opronefa-TpaBMaroiora, Cromarosora, (usuorepaneBTa, Bpaua
JIOK, mncuxonmora, MMeIOUIMX OMNBIT paboThl C TMalMeHTaMUu C
remodunuei [3].

VpoBeHb YyOeOUTENBHOCTM perkoMeHaauuii D (ypoBeHb
JOCTOBEPHOCTU J0Ka3aTebCTB — V)

KommeHTapum: OcmMomp nayueHmos 2eMamonozom, opmonedom u
cmomamosiozom 00JHEeH NpPo8ooUmMsCsi He MeHee 2-x pa3 8 200;
OCManvHeIMU cheyuaiucmamu - no Heob6xooumocmu. Llenecoobpasto
npogedeHue ducnaHcepusayuu nayueHmose 1 pa3 8 200 8
Cneyuanu3upo8aHHoM uyeHmpe HapyuwleHuli zemocmasa, eciu yeHmp
pacnonazaem 0ocmamouHoll KAUHUKO-1a60pamopHoli 6a3oli.

Jlucnavcepvoe HabnwOeHue 3a nauueHmamu ¢ ezemogunueti
gKJIOUAeM:

1. duHamuueckuti MOHUMOPUHZ COCMOSIHUS NAUUEeHMAa C OUeHKOU
HAIuuusl HexceamesnvHblX s18J1eHUli npu npogedeHuUU 3aMecmumeslbHol
mepanuu: nosiejieHue uHzubumopa K (axkmopy ceepmosl8aHus Kposu,
UHOUBUOJYAIbHAS HenepeHoCUMOCmeb npenapama, 8UPYCHAS
KOHMAaMuHayusl, U3MEHEHUsl MNCUX0J02U4ecK020 UIU COUUAIbHO20
cmamyca nauueHma. OueHka cocmosiHusi hepugepuueckoii 8eH03HOL
cucmemol;

2. JleyeHue OCN0MCHeHUll 2emounuu: Koppekyus deuuyuma xwenesa,
UH2UOUMOpPO8;

3. 8blgseHUe U JieueHue conymcmeyouiux 3abose8aHuti, 0CcoOeHHO
3abonesaHuti 3y608, nonocmu pma, KKT, JIOP-opzanos, namosozuu
cepdeuro-cocyducmoti cucmemol u 0p.



6. lonmomHuTenbHasa mHopmanms,
BAMSIONIASI HA TeUeHMEe U MCXO[
3a00/IeBaHUS

l'apa"nTupoBaHHOe OecrepeboitHOe obecreuyeHye KOHIIEHTPATOM
@OCKVIIT** n ®CKIX** y nmauyeHTOB C HEOWIOKHEHHOV remoduineri,
rpernapaTamMmiu <«IIYHTUPYIOIIETO AECTBUS» WM SMUIM3YMAOOM Y
MallMeHTOB C WMHrMOUTOpHOI ¢opmoii reModwinu, obydyeHMe
MpUMEHEeHMI0 3TUX IIperapaToB WIEHOB CeMbM IMalMeHTOB C
remoduameit SIBASIeTCSI TPUOPUTETOM B OpraHM3alUMyM TTOMOIIU
naiyeHTaM ¢ reMoguinei.

[Ipy JyledeHUM KPOBOTEUEHMII HEOOXOOMMO MPUAEPKMUBATHCS
ey TPUHIIUIIOB:

e JInS  OCTAaHOBKM  KpPOBOTEUEHMII  OO/DKHA  MIPUMEHSIThCS
3amecTuTe/NbHas Tepanus KoHeHTpaToM OCKVIIT** mnu @CKIX* ¥
nubo mpemnapaTaMy «IIYHTUPYIOIIEro MeMCTBUSI» MU SMUIIM3YyMab
y HalMeHTOB C MHTMOUTOPHOI (popMoit reMobuiInn.

e Heobxomumo cpa3y nmpumeHsTh 3¢ PeKTUBHbIE T03bl KOHIIEHTPATOB
(haKkTOpOB CBEPTHIBAHMS WM IIPEIapaToB «IIYHTUPYIOLIETO
neiictBusi». Tepamusi HeOOCTAaTOYHBIMM O03aMM He I1O03BOJIMUT
OCTAaHOBUTb KpOBOTeUeHMe, IIpUBeJeT K T[OTepe BpeMeHMH,
HapacTaHMIO TreMopparnyeckoro CMHApPOMa ¥ HeoO0CHOBAHHOMY
pacxofy IOpOTOCTOsIIIero mpemnapara.

e TeMocTaTuuecKylo Tepaluio (BBeleHMe KOHIIEHTPATOB (haKTOPOB
CBEPThIBAHMSI KPOBM) HEOOXOAMMO HAUMHATH KaK MOXKHO paHbIIIe
(B MakCMMaJbHO CKaTble CPOKM HACTOAbKO HACKOJbKO 3TO
BO3MOYXHO, >KeJaTeJIlbHO B TeueHMe IMepBbIX 2-X 4YacoB IIOC/Ie
TIOTyUYeHMsI TPaBMbl MJIM TIOSIBJIEHMS TEPBBIX CYOBEKTUBHBIX WU
00BEKTMBHBIX IIPU3HAKOB KPOBOMU3IMSIHMS). [I09TOMY OCHOBaHMEM
OIS Havajla Tepanuy MOIYT ObIThb CYOBEKTMBHBIE OIIYIIEHMS
naiyeHTa uiau GakT TpaBMbl. BBemeHMe IpernapaTta JOIKHO OBITh
BBITIOJIHEHO 00s13aTe/ibHO. HeoOX0muMO CTPeMUThCSI OCTAHOBUTD
KpPOBOTeUEeHMEe WM KPOBOM3JIMUSHME [0 Pa3sBUTUSI 3HAUMMbIX
KIMHUYECKUX TMposiBAeHuit. IIpu Haauumuyu TpaBMbl IMalEHT
IO/KEeH ObITh OCMOTPEH TeMaTO/IOTOM B 00513aTe/IbHOM TOPSIIKE.

o JleueHMe JIeETKUX U CpeIHUX KPOBOTEUEHMIT MOKHO MPOBOAUTHCS
Ha JOMY ITallMeHTOM WM €r0 POJCTBEHHMKAMM B COOTBETCTBUM C
pekoMeHAalMsIMM  remarojora. Ilpu  pa3BUTUM  TSDKEIOTO
KPOBOTEUEHMSI Tepanusl Jo/KHA ObITh HauaTa KaK MOXKHO paHbIIe



(Ha [gomy) M TIIpofo/bkKeHa IIOA HabmogeHMeM TreMaTojora
CTal[MOHAPHO UM aMOyIaTOPHO.

e JlammeHTHl He MOJ/KHBI MCIIO/Ib30BaTh IIpeIiapaThl, HaPYIIAIOII/e
(GYHKLIMIO TPOMOOLIMTOB M YrHETAWIIMe CBepThIBAHME KPOBMU,
0co0eHHO ameTuacaIuuuaoByo Kuciotry (ACK)** u np. HIIBII (3a
MCKIIOYeHeM HekoTopbix I[IOI-2: KeToposnaka™*, Humecynuaa,
nbynpodena**, megekokcnba, mapekKokcuo u ap.).

e Cnemyer u3beraTb BHYTPUMBIIIEUHbIX WHBEKIUIA U MDYHKIUU
apTepuii.

e CrnemyeT TIOOHIPSATb  pPeryisipHble  3aHATUS  QU3NMYECKUMMU
VIPXKHEHUSIMM, CIIOCOOCTBYIOIIMMM PasBUTUIO MYCKYIATYpHI,
3alllUTe CYCTaBOB M YIy4IIeHMI0 (PU3UMUeCKOTO0 COCTOSIHUS
(Harmpumep, eueObHasi TMMHACTMKA, IIaBaHMe, TEPPEHKYP).

e JlammeHTHl AOJKHBI M30€ratb CUTYaIMii, CBSI3AHHBIX C BBICOKUM
PMCKOM TpaBM, B TOM UK€ 3aHSITUS KOHTAKTHBIMM BUIAMU
eIMHOOOPCTB, UTP C TSDKEJbIM MSUOM, 3aHSTUIA Ha CIIOPTUMBHBIX
cHapsimax, u T.J,.

CromMmaTonormyeckasi ioMmoliib

PekoMeHIOBAaHO MpOBeIEeHNMe MECTHONM aHeCcTesuu Yy IalMeHTOB C
TSDKEIOM U cpemHeTskenoi dGopMamy reMouanM TOJAbKO ITOCye
BBeJleHMS KOHIIeHTpaTa akTopa cBepThiBaHus [4, 7, 8, 12].

IInaxosvle cmomamosnozuueckue ocMomposl OONHCHbI NPOBOOUMBCS He
meHee 2 pa3 8 200. O0bluHble OCMOMPBI CMOMAMON02a U Yucmka 3y608
Mo2ym npogodumucsi 0e3 3amecmumensHOl mepanuu ¢Gakmopamu.
OdHako Heob6x0d0umo umems 8 c80000HOM docmyne zemocmamuueckue
npenapamsoi (KOHILIEHTpaTOM OCKVIIT**/®CKIX ™%
anmugubpuHoIUMuUUECKUe NPenapamsl).

PekoMeHI0BaHO MPY OKa3aHUM CTOMATOJIOTMYECKONM ITOMOILV BaskKHO
TeCHOe B3alMOEeNCTBMe XMUPypra-cCTOMaTo0ra 1 Bpaya reMaTosora.
Voanenue 3yba WAM XUPYpruueckue IIpoOLeaypbl BBIMOJHSITH IIOZ,
CTPOTMM KOHTPOJIEM reMOCTa3a M I0oCae KOHCYJAbTallMy remMaTojiora
[11, 13, 16, 17].

IIpu nposedeHuu cmomamonozuyeckux npoyedyp 803MOHHO NPUMEHEHUE
MpAaHekcamosoll Kuciomsl™* unu odpyzux ammupubépuHosumMuuecKux
npenapamos ¢ uyesvt yMeHblleHUss HeoOX00UMOCmuU 8 3amMecmumenbHoll
mepanuu  KOHUYeHmpamom pakmopa. Bo3moxHo ucnons3osadue
MECMHbIX 2eMocmamuyeckux npenapamos nocjie yoaneHus 3y6os. Ilpu



OOWUPHBIX  CoMamonozudeckux npoyedypax (HauoxeHue Uieos,
MHOMECMBEHHAs. ~ IKCmpakuyus  3y0608)  Moxem  NOHAdoOUMbCS
20CnUmManu3ayus nNayueHma 6 CMayuoHap.

Cnedyem  go3depycamvcss om  npumeHeHuss HIIBII, o0cob6eHHO
auemuacanuyuiosotl Kuciomeol ™,

Oco60z20  sHumMaHuss  mpebyem  npoduirakmuka 80  8pems
cmomamosnozuyeckux npouedyp y nauueHmos ¢ uHeubumopamu k FVIII.

Temoduanst y HOBOPOKI€eHHbIX

[Ipu perreHMM BOIpoOca O CIIOCOOe pomopaspelieHus: (BarMHaJbHOE
WM  OIIEpaTMBHOE), €CAM OXUAAETCS poXaeHue pebeHKa C
remouaneit, HeobOXoAMMO BbIOpaTh Hambojee aTpaBMaTUUYHbIN
crioco6. BakyymakcTpakiusi SIBJISIETCS OIIACHOW UM He [oJKHA
IIPOBOAUTBLCS B OTHOIIEHMUM IUIOJAOB, YV KOTOPBIX IIOH0O3peBaeTCs
remodunus. ITocie pomopaspelieHnst sKelaTeIbHO 0TOOpaTh oOpaselr
IyIIOBMHHOI KpOBM B TIPOOMPKY C LMTpPATOM HaTpusi O
orpeneseHMs] aKTUMBHOCTM (PAKTOPOB CBepThIBaHMSI KpoBu. Ilpnu
OIleHKe  pes3y/JbTaTOB  HEOOXOOMMO  YUMUTBIBATh  BO3pacTHBIE
ocobeHHOCTM. JI0 MOMEHTa HOMarHOCTUMKM, Yy HOBOPOKIEHHBIX C
OXMmaeMon remoduimei JKeJaTeabHO BO3[epKaTbCs oT
BEHEITyHKLMII (TOJBKO [JISI JOMAarHOCTMKM TeModwinu), otbopa
00pa3L0B KaMUISIPHOM KPOBU U APYTUX MHBA3UBHBIX MaHUITY/ISIIINIA
[13].

IIpoBeneHMe 1a00PaTOPHBIX MCCIETOBaAHMIA

JIabopaTopHbIe aHAIN3bI JIEKAT B OCHOBE IMArHOCTUKU M KOHTPOJIS Y
MalueHToB ¢ remodwmimeii. Tpe6oBaHMUSI K YCAOBUSIM U TEXHUKE
oTOOpa 00pPa3LOB ¥ BBHIMNOJHEHUS MCCAEOOBAHMII HE OTIMYAIOTCS OT
CTAaHJAPTHBIX. Ba)KHBIM acHeKTOM JabopaTOPHbBIX MCCAeIOBaAHMIA
SIBJIIETCS YYacTHe B CHUCTeMe KOHTPOJISI KadecTBa. IIpyu AMarHocTuke
reMo( MUY ONTUMA/IbHO YUYaCTBOBATh HE TOJIBKO B FOCYIapCTBEHHOIA,
HO ¥ B MEXKAYHAPOOHOJ CUCTeMe KOHTPOJISI KauecTBa JabopaTOPHbIX
MCC/IEIOBAHMIA, OXBAThIBAWOIIE)l OCHOBHBIE  KOAryaoJOrMyecKye
rapameTpsl [3].

Bakununanusa

[TauyeHTHI ¢ reMmoduaneil MOTyT ObITh BaKIMHMUPOBAHbL. OCOOEHHO
BaKHO IIPOBeAeHMe BaKIMHALMKM OT rematurta B. Ilpy BakumMHanum
MpearnoyTeHne OTAAeTCs OpajbHOMY WM IIOJKOXHOMY BBeOEeHUIO
rpemnapara, 10 CpPaBHEHMI0O C  BHYTPUMBIIIEYHbIM  WJIU



BHYTPUKOXHBIM. EcCauM [ [OaHHOW BaKUMHBI [TOCTYIIEH TOJIbKO
BHYTPMMBIIIIEUHBI/ ITyTh BBeIeHMsI, HeoOXOnymMa 3aMeCTUTe/bHasl
Tepanus IJisl IIpenoTBpallleHMsT Pa3BUTUSI reMaToMbl. B aToM cityyae
3aMeCTUTEJIbHYIO TepaNuio NPOBOAST HaKaHyHe BaKlUMHaLuu. B geHb
BaklUMHALMM BBeJeHMe IIperapara He pekomeHpayercs. Henbssa
IIPOBOAUTH BaKLMHALIVIO BO BpeMs KpoBoTeueHud (4, 7, 13].

HexenaTenbHasi MeAVUKaMeHTO3Has Teparnmns

He pekomMeHIOBaHO IIpUMeHeHMe IIpenapaToB, YXYIAIIAIINUX
(YHKIINMIO TPOMOOLIMTOB MM (AaKTOPOB CBEPTHIBAHMS KPOBM.

IIpumeHeHue makux npenapamos Moxem npusecmu K pa3eumuio
Msi#eNblX KposomeueHuti, Komopole He KOHMPOJIUPYmMcs 68edeHuem
KOHYeHmpamos ¢axkmopos ceepmoiéanusi kposu. OOHaKo passusuiulics
mpom603 Moxcem nompeb6osams NpPUMEHEHUs aAHMUKOAZYSHMO8.
IIpednoumenue Hado omoasame npenapamam Kpamko8peMeHHO20
Oeticmeusi. KaxObili pa3 Heo6xo0UMO aHANU3UPOBAMb COOMHOUIEHUE
NO0Jb3bl U PUCKA OM NPUMEHEHUS AHMUKOAZYISHIMO08 U AHMUAazpezaHmos.

OOyueHMe MaIMEeHTOB U YJIEHOB UX ceMeit

OO6yueHMe MalMeHTOB M UJIEHOB UX ceMeil — HeoOXoouMOoe YCIOBMe
obecrieueHmsl aaeKBaTHOM IIOMOIIM TakKMM mnamnueHTam. OOyueHue
HAUYMHAETCs Cpasy Mocjie YCTAaHOBJIeHMS IMarHo3a M IMPOBOIMUTCS Ha
TIOCTOSIHHOJ OCHOBE BpauaMy M MeOULMHCKMMM CEeCTpaMu LIeHTpa, B
KOTOPOM HaObJII0IaeTcs MaleHT.

ObyueHyre MPOBOANUTCS MHAMBUAYATbHO IIPU IOCEIIeHNN LIEHTpa U B
paMKax IIKOJIbI MallieHTaM C reMouInei.

OCHOBHbIE HaIIpaBJIEHUS O6W€HI/I5{ IMMareHTa u 4JIeHOB ero CeMbMu:

* YTO Takoe reMoGuIns;

® 0COOEHHOCTM AeTeli ¢ reMobuInein;

* HAaBBIKM OLIEHKM COCTOSIHMSI pe6eHKa;

* HAaBBIKM OLIEHKM CMMIITOMOB, XapaKTepa " TSKeCTU KPOBOTEUEHMS ;

e XpaHeHMe ¥  MWCIIO/JIb30BaHME  KOHLEHTPATOB  (HaKTOpPOB
CBEpTHIBAHMUS KPOB;

* TI0Ka3aHMS U J03bl 3aMEeCTUTE/IbHON Teparnmu;

* HaBBIKM IPOBedeHMsI MHPY3UM B JOMAITHUX YCJIOBUSIX;

* yXO[ 32 BeHaMM;

e MpMMeHeHMe APYIUX reMOoCTaTUUeCKMX IpenapaTos;

e (usuyeckass aKTMBHOCTD;

* TICUXOJIOTMYECKAs U COIMaTbHAs aJarnTalus;



° HpO(b@CCI/IOHaJ'IbHaH OopueHTaluusd,
® puandeckye acCrieKThbl.

[Tomumo Bpaueit M MeAcecTep K OOyYeHUIO MALMEHTOB U WIEHOB UX
ceMeil HeoOXOIMMO TIpUBJIeKaThb IICMXOJIOTOB, IOPUCTOB M UJI€HOB
00IIeCTBEHHBIX  OpraHmsaiuii,  IPEeACTaB/SIONINX  MHTEPEChI
MaleHTOB C reMopuInei.

7. Opranusanusi MeaUIIMHCKOM
IIOMOIIM

Bcex maiuyeHTOB ¢ remoduineli peKOMeHJ0BaHO PErMcTpuUpoBaTh U
Ha0II0IaTh B CHEHMAIM3MPOBAHHOM ILieHTpe (110 BO3MOXKHOCTM).
HomxwHa  6Gblmb  KpY2JIOCYMOUHAS  B03MOMCHOCMb  KOHMakma ¢
2eMamosio2om, UMernwuM onvlm JjieueHUusi nayueHmos ¢ HapyuweHusMmu
2emocmasa.

IlokazaHus OJ1s IMJIAaHOBOWV rOCIIUTAIN3alUN:
¢ I[IJIaHOBOE€ OIIepaTHBHOE JIEUeHME.
ITokasaHusa ajasa 3KCTpEHHOﬁ rociimmTaJin3danamm:

* SKM3HEYTpoKalollee KPOBOTeUEHIE,;
* TIpoBeJleHMe IKCTPEHHOTrO OIePaTUBHOTO BMeIIaTe/lbCTBA.

Iloka3zaHMs K BBINMCKE MMaljieHTa u3 CTallMMoOHapa.

¢ JIOJIHadgd OCTaHOBKa KPpOBOTeUEHWA



Kpurepumn orieHKM KayecTBa

MeIUIIMTHCKOM IMOMOIIM

KpuTepuu kayecTBa

YpoBeHb
[OCTOBEPHOCTU
AoKas3aTesnbCTB

YpoBeHb
ybeantenbHocTn
pekoMeHaaumm

BbINosIHEH OCMOTP BPayoM-remMaTosiorom

\

D

BbiNoAIHEHO 06WNIA (KNMHUYECKNIA) aHaNn3 KpOBMU
C onpeaeneHveM Konnyectesa TpomboumTOB

BbinonHeHa koarynorpamma (aktmBupoBaHHoe
yactnyHoe TpomboriacTuHoBoe Bpemsi,
rnpotpombuHoBoe BpeMsi, TPoMbMHOBOE BpeEMS,
KOHUeHTpaumns ¢ubpuHoreHa (o Knayccy) wu
roAcyYeT Ko/Im4yecTBa TpoMboLnTOB)

BbinofiHEHO onpegeneHne akTUBHOCTM (hakTopoB
ceepTbiBaHna kposu VIII n FIX

MpoBeaeHa MOJSIeKysipHO-reHeTnyeckas
ANArHoCTUKa HapyleHui dakTopa CBepTbiBaHUS
kposu VIII, dakTopa cBepTbiBaHUSA KpoBU IX

MpoBeneHa 3aMecTuTenbHas Tepanus
KOHLeHTpaTaMu (hakToOpoB CBEPTbIBAHUA KPOBU B
COOTBETCTBUU C BbISIBIEHHbIM AeDULUTOM

[OCTUrHYTO  KynupoBaHWe  reMopparmyeckoro
cMHApoMa

II1

MpoBeaeHa remMocraTmyeckas Tepanus
KOMMOHEHTaMM KpOBMU (npwu OTCYTCTBMM
cneumMduUeckmx JIeKapCTBEHHbLIX MpenapaTos,
Mpy HaMMuMU MEAMUMHCKUX MOoKasaHuin U npu
OTCYTCTBMU MEANLMHCKUX NPOTUBOMOKa3aHUM)

10.

JocTurHyTa NoNoXNUTENbHAs AVHaMKKa
K/IMHUYECKUX  MPOSIBJEHWUIA  reMopparnyeckoro
CMHApOMa Yy MauueHTa B TeyeHwe 24 yacoB OT
Havyana Tepanuu

11.

OOCTUrHYTO KNMHWYECKOoEe Yyny4dlleHUe COCTOSAHUSA
nauneHTa
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IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

IleneBas aymuTOpus - Bpaum:

® TeMaTOJIOTU

* TIeIMaTPhI

® TepameBThbI

* XUPYPIu

® CTOMATOJIOTHU

® OTOJIAPUHTOJIOTU

® OpTOMNeabl-TPAaBMaTOJIOTU

MeToapl, WMCHOJb30BaHHbBIE [JiIT COOpa/ceneKInn
JIOKa3aTe/JIbCTB:

e Jlouck mnyonuMKanuii B CIEIMATN3UPOBAHHBIX IT€PUOAUIYECKUX
TeYaTHbIX U3AAHUSIX C MMIOAKT-(akTropoMm > 0,3.
e TloucK B 2JIEKTPOHHBIX 0a3axX JaHHbIX.

ba3bpl JaHHBIX, MCIIOJIb30BaHHBIX JISI Cﬁopa/CEJIEKI.II/IM
AJO0Ka3aTeJIbCTB:

JIlokasaTe/nbHON 06a30¥ AjIsT peKOMeHOALMil SIBJSIIOTCS ITyOIMKaIum,
Bomenmue B 6asel gaHHbix PUBMED, MEDLINE, KokpaHOBCKOJ
6ubnmorexu. IToMck mpoBoAMsICcsa Ha IIyouHy 6osee 20 jer.

MeToapl, MCIIO/Ib30BaHHbIE /IS aHA/IM3a J0Ka3aTeJlIbCTB:

e O630pbl MeTa-aHAIM30B, PAHIOMM3MPOBAHHBIX MPOCIIEKTMBHbBIX
KOHTPOJIMPYEMBIX IT€PEKPECTHIX KIMHNUYECKUX UCCIeI0BaHMIA.

e 0630pbl OMYOGIMKOBAHHBIX MCCAE€IOBAHMI CIy4aii-KOHTPOIb WJIU
KOTOPTHBIX MICCIeI0BaHMIA.

e CucremaTudeckue 0630pbl ¢ TAGIMIIAMU TOKA3aTE/IbCTB.

METO,Z[I)I, HUCITIOJIB30BaHHBIE [OJIA KadeCcTBa M CUJIBI
AJO0Ka3aTeJIbCTB:

e KOHCEHCYC 3KCIIEPTOB;

e OlleHKa 3HAUYMMOCTM  JIOKa3aTeJbCTB B  COOTBETCTBUU C
PENTUHIOBOM CHUCTEeMOM yoenuTeIbHOCTH JOKa3aTe/IbCTB
(ITlpunoskenue IT 1).



MeTomonorust pa3padoTKM pPeKOMeHIAIMI:

OnucaHue memoduku aumanuda dokazamenbcme u paspabomku
pexkomeHoayuii

[Ipy orbope IMyoMMKALMii, KaK MOTEHUIMAJbHBIX MCTOUHUKOB
IOKa3aTeJbCTB, MCIOJAb30BaHHASI B  KaKIOM  MCCIeLOBaHUU
MeTOHOMIOTUSI IO/DKHA ObITh M3ydeHa JJisi TOro, uToObl yOemuThCs B
COOTBETCTBMM ee MPUHIIUIIAM A0Ka3aTeJIbHOV MeauIMHbI. Pe3ynbTaT
M3yueHUs] BJMUSIET HA YPOBEHb A0Ka3aTeJIbHOCTU, IPUCBauBaeMbIi
ITyOJIMKALVM, YTO B CBOIO OYepeIb BIMSET Ha CUIY BBITEKAIOIIMX U3
Hee peKOMeHalIMIiA.

MeTopmonoruueckoe u3yueHue (QOKycUpyeTCsI Ha OCOOEHHOCTSIX
ou3aitHa  UCCIeqoBaHMs, KOTOpble OKa3bIBaaM  CyIleCTBEHHOE
BIMSIHME Ha KAUeCTBO Pe3y/IbTaTOB U BHIBOZOB.

C 1enpl0 MCKIIOUEHUS! BIAUSHUS CYObEKTMBHBIX (PaKTOPOB KasKIoe
UCC/IefOBaHMe OLIeHMBAETCS, KaK MUHUMYM, IBYMS He3aBUCUMbIMU
YyjleHaMlM aBTOPCKOT'O KOJIJIEKTMBA. Pa3jinunsi B OLleHKe 00CYKIaI0TCS
Ha COBENIaHMSIX paboueii I'PYIIIbl aBTOPCKOTO KOJUIEKTMBA TaHHBIX
peKoOMeHOaluIA.

Ha ocHOBaHMM aHanM3a [0OKa3aTeJbCTB pa3pabOTaHbl pa3iesbl
KIMHUYECKNX PEeKOMEHAlMii C OLIEHKOM CUJIbl B COOTBETCTBUM C
PENTUHIOBOM CUCTEMON Ipafaluii JOKAa3aTeJIbHOCTU PeKOMeHIaluin
(Ilpunoskenue I12).

MeTogapl, MICIT0J/Ib30BaHHbIE IS dbopmynupoBaHus
peKoOMeHJalun:

e KOHCeH(CyC 3KCIIepToB.

e OueHKa 3HAUMMOCTM peKOMEeHIaluili B  COOTBETCTBUU C
PENTUHTOBOI CUCTEeMOM rpaganuin I OKa3aTeJIbHOCTU
pekomeHpauui (Ilpunoxenue I12).

Hnoukamopwsl  dobpokauecmeeHHoll KauHuueckoii npakmuku (Good
Practice  Points -  GPPs): pgoOpoKauecTBeHHasl  IpaKTHKa
pPEeKOMEHJALMII OCHOBBIBAETCS Ha KBAIMPUKALIUU M KIMHUIECKOM
OTIbITE aBTOPCKOTO KOJIJIEKTUBA.

MeToponorusi BAJIMAU3AIUM PEKOMEeHOAI I :
Memoodu! sanudusayuu pekomeHoayutii:

e BHemHss 3KCIIepTHAs OLl€HKaA.



e BHYTpeHHSs 9KCIIepTHas OLleHKa.
Onucanue memooduku sanudusavyuu pekomeHoayuii:

PekomMeHmalnuu B IIpedBapUTENbHOM BepCUM  PelleH3UPYIOTCS
He3aBUCUMbBIMM 3KCII€PTaMM, KOTOPBIX IIPOCST MPOKOMMEHTUPOBATD,
HACKOJIbKO KauyeCTBEHHO MHTepHpeTUpPOBaHbl [OKa3aTeabCTBA U
paspaboTtaHbl peKOMeHmaluu. Takke TIIPOBOAUTCS 3SKCIIepTHas
OLleHKAa CTUJIS M3JIOKeHUS peKOMeHAaluii U MX MOCTYIIHOCTU IJist
TMOHMMAaHMSI.

[IpenBapuTenbHble BEPCUM PEKOMEHAALMIT TIPEeNCTaBISIOTCS [JIs
0o0CYy>kIeHMSI Ha HayuyHbIX TIeMaToJOTM4YecKux KOoHdepeHIUSIX
HainoHa/bHOTO TreMaToJOTMYeCcKoro oOIlecTBa M 3aceJaHusIX
[TpodunbHOt KoMumccumu mo I'emartonoruu, Paboueit rpymmbl II0
paspaboTke KIMHUYECKMX peKoMeHmainuii [emaTosornueckoro
HAyYHOTO 1IeHTpa, BeOyUIMMM CIeUMaJUCTaMu TPOPUIbHBIX
denepalbHBIX LEHTPOB PO 1 npakTUUYeCKUMU BpauaMu.

M3y4yalTci KOMMEHTapuM CO CTOPOHbI Bpayei-reMaToIOrOB
amMOyZIaTOPHOTO ¥  CTaIMOHAPHOIO  3TallOB B  OTHOIIEHUMU
IOXOMOUYMBOCTY U UX OLIEHKM BaKHOCTM PEeKOMEeHIaliuii Kak pabouero
MHCTPYMEHTAa IMOBCEeIHEBHO IMTPAKTUKMN.

3aMeyaHMs U KOMMEHTapuu, MoaydyeHHble OT 3KCIIEPTOB, TIATEIbHO
CUCTEMATU3UPYIOTCSI U 00CYKIAIOTCSI aBTOPCKUM KOJuieKTuBOM. [Tpu
HEeOoOXOIVMOCTH IIPOBOANUTCS BHECEHME M3MEHEHM U JOIOJTHEHNI B
TEeKCT peKOMEHIALUIA.

OkoHuyaTebHasA pegaKknus:

JIJIs OKOHYATENIbHOM pemaKuyuu M KOHTPOJISI KauecTBa peKOMeHIallun
TIOBTOPHO AHAJIM3UPYIOTCSI WIEHaMM aBTOPCKOTO KOJUIEKTUBA, [IJIs
MOATBEPKIEHNUSI TOTO, UTO BCe CYIIeCTBEHHbIe 3aMeuaHUsi WU
KOMMEHTapMUM  SKCIIEPTOB  IIPMHSATBI BO  BHMMAaHMEe, PUCK
CUCTEeMaTUYECKNX OIIMOOK IpM pa3paboTKe cBefAeH K MMHUMYMY.

OkoHuaTenbHas penaKkuus KIMHUYECKUX peKoMeHaalumn
paccMaTpMBAIOTCS M YTBEPXKOAIOTCS Ha 3acegaHuu I[IpoduibHOI
kKomuccumu 10 lematonoruu, Paboueit rpynmbl 1O pa3paboTke
KIVMHUYECKUX peKoMeHJaluui ['eMaTosormyeckoro HayyHoro eHTpa,
Y B 3aK/IIOYeHMM, Ha KOHIpecce (Cbes3fe, IJIEHyMe) HAalMOHAJIbHOTIO
reMaToJIOrMYeCKOTro O6IIeCTBa.

IIpunoxkenue I11 YpoBHM OOCTOBEPHOCTU PEKOMEHAAL M



(B COOTBETCTBMM CO IIKajgaMu, paspaboTaHHBIMM AMepUKAHCKUM
001iecTBOM KIMHMYecKoii oHkonorun (ASCO) u EBpomeiickum
00111ecTBOM MeauIMHCKo oHKomoruu (ESMO)

YpoBeHb Twn gokasaTesibHOCTU

AoKa3saTe/lbHOCTH

I [okasaTtenbCTBa NoOnAy4YeHbl B pe3ynbTaTe MeTa-aHanusa 6onblworo uucna
XOpoLlo CNMIaHWPOBAHHbIX pPaHAOMU3NPOBAHHbIX ncecneaoBaHun.

PaHaoMusnpoBaHHble UCCNefoBaHUS C HU3KUM YPOBHEM JIOXXHOMO3UTUBHbLIX
M NOXXHOHEraTUBHbIX OWMOOK.

II [lokazaTtenbCTBa OCHOBaHbl Ha pe3ynbTaTax He MeHee OAHOro XOpoLlo
CN/I@aHUpPOBaHHOIO pPaHAOMU3NPOBAHHOIO nccnenoBaHus.
PaHaoMn3npoBaHHbIE NCCIEAO0BAHNSA C BbICOKMM YPOBHEM JIOXXHOMO3UTUBHbIX
N NOXHOHEeraTMBHbIX OWMOOK.

I11 [oka3zaTtenbCTBa OCHOBaHbl Ha pe3ysbTaTax, XOpoWOo CrIaHUPOBAHHbIX
HEepaHAOMU3NPOBAHHbLIX UCCNefoBaHWN. KoOHTponmMpyeMble UccnefoBaHus C
OA4HOWM rpynnoi 60nbHbIX, WCCNeAoBaHWs C  TPYyMNnonk MUCTOPUYECKOro
KOHTpONSA U T.A4.

v [okasaTtenncrBa nony4yeHbl B pe3synbTaTte HEPAHAOMU3NPOBAHHbIX
nccnenoBaHuin. HenpsiMble cpaBHUTESNbHbIE, ONMcaTeNbHO KOpPpPensauMOHHbIe
nccneaoBaHna U nccnegoBaHna KIMHUMYECKUX cry4yaes.

\% [lokasaTenbCTBa OCHOBAHbI Ha KIMHUYECKUX ClydasX U npuMepax.

IIpunokenue II2. CrenmeHM M rpajanuMmM OOKa3aTeJIbHOCTU
peKoMeHaanumn

(B COOTBETCTBUM CO IIIKajgaMu, pas3paboTaHHBIMM AMepUKAHCKUM
o01miecTBOM KiIMHMYecKoii oHkomorunm (ASCO) u EBpomeiickum
0011eCcTBOM MeaUIIMHCKOM oHKoorun (ESMO).

CreneHb Ipapauuns

A JokasaTtenbctBo I ypoOBHSA Mnu ycTonumBble MHOrouyncneHHole gadHole II, III wan IV
YPOBHS A0OKa3aTesIbHOCTU

B [okazatenbctBa II, III wnm IV ypoBHSA, cuMTaloWMecs B LEOM YCTONYMBLIMU
OAHHbIMU

C [okaszatenbcrsa 11, III, IV ypoBHS, HO Aa@HHbIE B LIe/IOM HEeYCTOMUMBbIE

D Cnabble nan HecucTeMaTMyeckne aMnupuyeckme aokasaTesbCTBa

ITopsimoK OOHOBIEHMS KIMHUYECKUX PeKOMEeHJaIMii.

MexaHn3M OOHOBJIEHUA KJIMHNYECKUX pekoMeHaaLnin
IpeaycCMaTpPUBAEeT UX CUCTEMATUYECKYI0 aKTyaIu3aluilo — He peske
yeM OJIMH pa3 B TPU roja Uy IIpy NOSIBJIEHUM HOBO MHGbOpMAaLM O
TaKTHKe BeIeHMUs IalleHTOB C JaHHbIM 3abojeBaHueM. PerieHne 06
obHOBjeHuM 1npuHMMaer M3 P® Ha ocHOBe IIpenJIOKeHWUA,
IpencTaBIeHHBIX MeIULIMHCKUMU HEKOMMepUYeCKUMM
npodeccroHaIbHbIMU OpraHM3alsIMMN. CdopmupoBaHHbIE
TpenJjiosKeHs OO/IKHbBI YUMUTBIBATDb Pe3Yy/IbTaThl KOMIIJIEKCHOM OLI€HKU



JIeKapCTBEHHBbIX IIpernapaToB, MEOUIMHCKUX WU3OeNuii, a TaKke
pes3yIbTaThl KIMHMUECKOI aripoOalinin.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

Hert
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ITpunoskenue B. Undopmanmsa nisa
IanyieHTOB

Temobmans — 3To npobjaema KpoBoTeueHMs. Y TakuxX OOJbHBIX B
KpPOBM He xBaTaeT (aKkTopa CBepThIBAHMSI, KOTOPBI OIpeneseTcs
HaJIMuMeM B KpoOBM OeJKOB, 0OecrneymBaloliMX CBEPThIBAEMOCTD
KpPOBI.

Hamnbonee pacripocTpaHeHHbI TUII remopuinm — remodunnst A. ITpu
9TOM 3a00J/ieBaHMM y UejioBeKa He XBaraeT (hbaKTopa CBePTbIBAHUS
VIII. MeHee pacnpocTpaHeHHbIVi Tunl — remodwmwius B. V Takmx
6onbHBIX He xBaTaeT (akropa cBepThiBaHMS IX. Pe3yabTaTsl
remMopuauu A 1 B omMHAKOBbI — KPOBOTEUEHMS Y OOMbHBIX MIJISITCS
IOJblile 0OBIYHOTO.

Kaxk ntodu 3a6onesarom zemocpunueii?

Jllomy He MOTYT 3apa3uTbcsd TeModwmaneir OT KOro-HMOyab, Kak
npoctynoii. lemoduinst 06bIYHO ITepemaeTcs 110 HACIEACTBY, TO €CTh
yepes reHbl poauTeseit. IHorga remoguianst BCTpevaeTcs y JIIOAei, B
CeMbSIX KOTOPBIX He M3BECTHbBI CJIyday 5TO¥ 607e3HMU. DTO Ha3bIBAeTCS
criopaguueckoit remodunneir. Okono 30 % O60mMbHBIX remoduiamen
[OJIy4alOT ee He yepe3 reHbl poauTesieil. bosiesHb y HUMX BbI3BaHA
M3MEHEHUSIMM B TeHaX CaMoro 00JILHOTO.

Kaxk nacnedyemcs zemopunusn?

Eciu orenr 6oeH remoduaneit, a MaTh 30pOBa, HU OJMH U3 CHIHOBEIA
He 3a60s1eeT remodunmeit. Hocutensimu reHa CTaHyT BCe JOYEPH.

JKeHILIVHBI, UMeIOIIMe ITeH TeMo(uiny, Ha3bIBalOTCSI HOCUTEIIMU. Y
HUX MOTYT IIPOSIBJISITbCSI CUMIITOMbI TeMOGWINM, M OHU MOTYT
repenaBaTh 3a00/ieBaHME CBOMM JeTSIM. BeposSITHOCTb TOTO, UTO UX
CBIHOBBSI OYAyT O0JbHBI reMopuiIneit, a JoYepu CTAaHYT HOCUTEISIMU
ee reHa, cocrasjsiet 50 %.

JKenmiuHa MoskeT 60j1eTh remoduianeil TOIbKO B TOM C/Iydae, eCiu
6ojeH ee OTell, a MaTb SIBJISIETCSI HOCUTeNeM. Takue ciiydau KpaiiHe
pelKu.

Tpu ¢popmer maxcecmu 3a601e6aHusl.



TsokecTb 3a60eBaHMS 0O3HAUaeT, KaK Cepbe3HO COCTOSTHMEe O0JIbHOTO.
CrereHb TSKeCTM 3abo0/ieBaHMSI 3aBUCUT OT TOTO, HACKOIbKO
60/1bHOMY He XBaraeT (paKTopa CBepThIBaHMS KpoBM (Hopma: 50—
150% o6brunoit aktuBHOCTU FVIII mmm FIX):

o Jlezkas ¢opma eemopunuu: 5—30 % 06biuHOl akmusHocmu pakmopa
ceepmul8aHusl Kposu. Bo3aMOXXHO IJIMTeIbHOe KPOBOTeUeHMe MOocIe
XUPYPruueckoy orepauum Wi TsKeaoro paHeHus. IIpobinema
KPOBOTEeUEeHMSI MOKET OTCYTCTBOBATb.

e Cpedusa gpopma zemouauu: 1—5 % 00buHOl akmusHoCMu pakmopa
ceepmuvl8aHusl Kposu. Bo3MOXHO IJIMTeIbHOEe KPOBOTeUeHMe MOocIe
XUPYPTUYECKOTO ¥ CTOMATOJIOTMUYECKOTO BMeIlaTe/lbCTBa JIMOO
TSDKeJIOro paHeHus. KpoBoTeueHuss BO3MOXKHBI IIpUMepHO 1 pa3 B
Mecsil. KpoBoTeuenmst 6e3 BUAMMONM IIPUYMHBI PEOKM WIU
OTCYTCTBYIOT.

o Tawenas ¢opma zemodunuu: mevee 1 % 00blUHOU akmueHocmu
akmopa ceepmpiaHusi Kposu. YacTble BHYTPUMBIIIEUHbIE U
BHYTPUCYCTaBHbIe KpPOBOTeUeHMSI (B OCHOBHOM B KOJI€HHBbIX,
JIOKTEBBIX U TOJIEHOCTOMHBIX CycTaBax). KpoBoTeueHMsI BO3MOKHbI
1—2 pasa B Hemenw0. Bo3amMoXXHBI KpOBOTeUeHMS] 0e3 BUIMMOI
TIPUUMHBI.

Kaxkoest cumnmomest zemounuu?
CumriToMbl reMmo@uInu TUTIOB A ¥ B 01MHAKOBBI:

® OOJIBIINE CUHSIKY;

e BHYTPUMBIIIEUHbIE ¥ BHYTPUCYCTABHbIE KPOBOTEUEHMSI, OCOOEHHO
B KOJIEHHBIX, JIOKTE€BBIX 1 T'OJIEHOCTOITHBIX CYCTaBaX;

* enVHUYHbIE KPOBOTEUEHMS (BHe3aITHbIe BHYTPEHHMe
KPOBOTeUeHMsT 6e3 BUAMMOI IIPUUMHBI);

e JJIATEeJbHbIE KPOBOTEUEHMs IIOCAe Topesa, yaaaeHus 3yba uan
omepaluiu;

e JIJINTEJIbHOE KPOBOTEUEHME IT0C/Ie HEeCUYaCTHOIO CTY4ajl, 0COOEHHO
IIpY paHEHWM T'OJIOBBI.

BHYTpI/IMbIH_IGIIHbIG M BHYTPUCYCTaBHbI€ KDOBOTE€UEHMSA BbI3bIBAIOT:

e 0OJIb UJIM «CTPAHHOE OILIYIIEHMEY;

e 0O0JIb 1 OKOUEHEeHNE;

e HapylIeHMe IMOIBMKHOCTM CYCTaBOB MJIM MBIIIIIT;
e OIyxaHMue.

I'de uauie npoucxodsam KpoeomeueHusn?



YV O6onbHBIX remModwineil ObIBAIOT BHYTPEHHME U HapYyKHbIE
KPOBOTEUEeHMSI.

MHoOroumc/ieHHbie KpOBOTe€UEHNMA B OJHOM M TOM JKe CyCTaB€ MOIYT
IIpUBECTU K €TI0 ITOBPEXOEHNIO U 60J/IeBbIM O yIIeHMAM.

[ToBTOpSIOIMMECS KPOBOTEUEHMSI MOT'YT BbI3BAaTh ApyTye 3a001eBaHmsl,
Takue, Kak apTpuUT, IIpU KOTOPOM 3aTpydHSeTCs Xoabba Wau
BBITIOJIHEHME APYTUX MPOCTBIX AEeCTBUIA.

BHyTpucycTaBHble, BHYTPUMBIIIIEUHbIe KPOBOTEUEHMSI MPOUCXOIST
yamie BCero B YKa3aHHbIX 30HaX. OJHAKO CycTaBbl pyK IIpuU
reMouIMM OOBIYHO OCTAIOTCSI HEIOBPEKIEeHHbIMM (B OTAMYME OT
HEKOTOPbIX BUIOB apTPUTA).

Kaxk neuam 6onvHbix 2emopunueii?

B Hacrosiiee BpeMs JjedeHue remModwinu BecbMa 3(QdeKTUBHO.
Henmocratonuit  ¢hakTop CBepTbIBAHMS KpPOBU BBOIUTCS IIyTEM
BHYTPMBEHHO} MHDBeKUMMU. Korma mocraTouHbli 00beM ¢aKTopa
CBEPTBHIBAHMS  KPOBM  OOCTUraeT  TMOBPEKIEHHOTO  MecCTa,
KpOBOTeUeHMe ITpeKpaIiaeTcs.

Jleunte KpoBOoTeueHMe ObicTpo! HesamenaurenbHoe JeUeHUE
TTIOMOXXET YMEHBIIUTh O0Jb U TOBpPEXAeHMEe CYCTaBOB, MBIIII U
opraHoB. IIpy He3aMemJIMTEIbHOM JileUeHUM [Jid OCTAHOBKU
KPOBOTeUeHMsI [IOHAA00MTCS MeHbIlle akTopa CBepThIBaHMS KPOBA.

Ecim comHeBaetech — euute! Ecim Bam Kakercsa, 4yto y Bac
Hayaj0Ch KPOBOTEUEHMe, JIeUuuTe ero Jaxke B TOM ciaydae, Korga Bel B
3TOM He yBepeHbl. Hukorma He »XauTe, IOKa CYyCTaB BOCHAJIUTCS,
OITyXHeT U cTaHeT 6oneTh. He mymaiiTe 0 TOM, UTO JieUeHME MOXKET
OBITh «HAIIPACHBIM».

PagukanbHOro cpeacTBa OoT reModwIny II0Ka HeT, HO IIpU JIeYeHUM
60JIbHbIE MOT'YT BECTU 3[IOPOBBI 00pas KMU3HN.

Be3 yieueHust 60IbHBIM C TsKeI0i (opmMoii reMopuInmM MOXKET OBITh
TPYAHO PETY/ISIPHO XOAUTH B IIKOIY WIM Ha paboTty. OHM MOTYT CTaTh
bu3MUecKy HEMONHOIEHHbBIMM, Y HUX MOIYT BO3HMUKATH ITPOOIEMBI
Ipy Xonbbe WMAM JPYyTUX IIPOCTBIX [EeNCTBUSAX, JMOO OHUM MOTYT
yMepeThb B paHHEM BO3pacTe.

JleueHne TpebyeTcs B CAeAYIOUIMX CIyYasIX:

® TIpU BHYTPUCYCTaBHOM KPOBOTEUEHUM;



e IIpY BHYTPUMBIIIEUHOM KPOBOTEUEeHMM, 0OCOOEHHO B 00JIaCTU PYK U
HOT;

e IIpM paHEHMSIX IlIey, pTa, I3bIKa, JIUIA UK [71a3;

* TIpU CWJIbHBIX YIINMOAaX roJIOBBI ¥ HEOOBIUHOI I'OJIOBHOJ 60/ ;

* TPy OOVJIBHBIX MJIM TIOCTOSTHHBIX KPOBOTEUEHMSIX B JTIOOOM MecCTe;

* IIpU CUJIbBHO¥ 6OJIM MM OTTyXaHUM JIIOOOTO MeCTa;

e IIpM JIIOOBIX OTKPBITHIX PaHaX, KOTOpbIe TpebyeTcs 3allBaTh;

e [10CJIe JTI0O0r0 HeCYaCTHOTO C/Iydasi, B pe3ybTaTe KOTOPOrO MOXKET
BO3HMKHYTb KPOBOTEUEHHE.

JleueHue TpebyeTcs repeq;:

® XUPYPry 4eCKOoW oreparyent, BKI4asi CTOMaTOJIOTMYECKYIO;
e IeiCTBUSIMMU, KOTOPbIEe MOTYT BbI3BaTh KPOBOTEUEHNE.

«Y3e/nKu Ha namamas» 051 60JIbHbIX 2eMOoduueli
1. JleunTe KpoBOTeueHMe OBICTPO.

[Ip OBICTPOIi OCTAaHOBKE KPOBOTEUEHMS] YMeHbIIaeTcs O0Jb,
HAHOCUTCSI MEHbIIMI Bpeld CyCcTaBaM, MblIIlamM U opraHam. Kpome
TOT'0, OCTAaHOBKA KPOBOTeUeHMsI ITOTpebyeT MeHee MPOAO/IKUTETbHOTO
JleyeHusl.

2. BynbTe B xoporeit pusuueckoit popme.

CunbHble MBbIIIIIBI IIOMOTYT BaM 3alllMTUTBCS OT eIMHUUYHBIX
KpoBOTeueHmii (0e3 BUIAMMONM IIPUUMHBI) M IIPOOJEM C CyCTaBaMIM.
CropocuTe Balllero Jievallero Bpaya, KakKue BUObI CIIOpTa U
yIIpaskHeHMS AJ1s1 BaC ONTYMAaJIbHBI.

3. He mpuHMMaiiTe actiupuH.

ACIMpUH MOKeT IIPOBOLIMPOBATh KPOBOTeueHMs. HeKoTOopbie Apyrue
JIeKapCcTBa TakKkKe MOTYT BJIMSITh Ha CBepPThIBAEMOCTb KpOBU. Bcerma
CIipallxBaiiTe Bpaua, Kakoe JeKapCTBO He MPUUMHUT BaM Bpe[ia.

4. PerynsipHo oOpaiijaiiTecb K BallleMy JiedalleMy Bpady WIn
mejcecrTpe.

5. M36erajiTe BHYTPUMBIIIEYHbIX MHBEKLIMI. BOIbHBIM remoduimneit
He TIIPOTUBOIIOKAa3aHbl MHBEKLUUM, IIpedoTBpallialoline apyrue
3aboneBanus. TeM He MeHee, BBeE€HME WIJIbI B MBIIIIY MOKET
BbI3BaTh 00jIe3HEHHOE KpoBoTeueHue. [IpuBUBKM [JisI GOJBLHOTO
reMobwmineit He TMpPeACTaBSIOT OMACHOCTU. BOJBIIMHCTBO APYIUx
JIeKapCcTB eMy (JlefyeT TIJIoOTaTb WM  BBOAUTb UX  He
BHYTPUMBIIIIEYHO, & BHYTPUBEHHO.



6. beperute 3y6bl.

ZIna nauuenmos ¢ zemogunueti 8axcHo coOntodeHue 2uzueHsl Noa0cmu
pma, umo nomozaem npedomepamums paszeumue napodoHmMo3a u
Kapueca. JIns penoTBpaiieHus: IpoodaeM PeryyasipHO YMCTUTE 3YObl U
clemyiiTe coBeTaM Ballero cromarosiora. /Jlna uucmku  3y608
HeobX00UMO UChONBb308aMb MAKYH 3YOHYHO wiemky. YoaneHue 3y00B
BbI3bIBAET KPOBOTEUEHIE.

7. Hocute macropt 60sbHOro remodunmeit ¢ madopmaimei o Bameii
607e3HM, YTOOBI TP HECUACTHOM CJTyyae JIIOAM JIETKO MOTJIM O Heit
Y3HAaTh.

8. IlomyunTe OCHOBHBIE HaBbIKM OKa3aHUS TII€pBOM  ITOMOIIMN.
Vicmonb3yiiTe X AJis1 OCTAHOBKM KPOBOTEUEeHMSI.

[ToMHMUTeE, YTO HEOObIlIME TOPe3bl, llapalMHbl M CUHSIKM OOBIYHO He
oracHbl. Kak mpaBmio, OHM He HYXIAKTCS B JieUeHUM. 31eCh 4acTo
IOCTATOYHO I1ePBOI IIOMOILIN.

Korma HeoOxoIyMO HeMeIJIEHHO 00palliaThCsl K Bpauy?

e [locme ymapa B TOJIOBY WIM JPYTUX TpPaBM TOJIOBBI MM, KOI[a
HEITOHSITHbI TMPUUMHBI MPOAO/IKUTEIbHOM TOJIOBHOI 060K WUiIn
TOLITHOTBI ¥ PBOTHI.

e VHTeHCHMBHOE KpOBOTeUEHMEe, KOTOpOe HEBO3MOXXHO OCTAaHOBUTD
6e3 creuyuagbHOM ITOMOIIY WM KOTOPOE BO30OHOBJISIETCS Iaske
I10C/Ie OKa3aHMs IepBOoi IIOMOILIN.

e Korma mosiBisieTcsI KpOBb B MOUe MJIM KaJie.

e Korpma HemOHSITHBI IPUYMHBI 00N B KUBOTE.

e Korma KpoBoTeueHMe Mau 60/ib BO3HMKAIOT B 00JIaCTH IIEMN.

Kakue KpoBOTeueHMs SIBJISIIOTCSI CEPbe3HBIMM MJIM CO3OAKT YIpo3y
SKU3HU?

OCHOBHOJ IPUUYMHON CMEPTHOCTU IIpU remModuinu, OCOOEHHO Y
neTeit, SBSIOTCS KPOBOM3IMUSIHMS B TOJIOBHOV MO3T (OOBIYHO B
pesy/ibTaTe TPaBMbl). DTU KPOBOU3IUSIHUS MOT'YT BbI3BATb I'OJIOBHYIO
00/1b, TOIIHOTY, PBOTY, BSIJIOCTb, IOTEPI0 OPMEHTALUM M TOYHOCTU
IOBVKEHMI, c/1aboCThb, CYyTOPOTH, IIOTEPIO CO3HAHMSI.

KpoBousnusiHuss B TOpPJAO MOTYT ObITh BbI3BaHbl MHGEKIIMEN],
paHeHMeM, MHbEKIMUSIMU MPU JIeUeHUM 3YOOB MJIM XUPYPIUUECKUM
BMeIlaTebCTBOM. KpOBOM3IMSHMUSI B TOPJIO BBI3bIBAIOT OIyXaHUe,
3aTPyOHEHNE TIIOTAaHUSI U JbIXaHMUSI.



I[pyrne KPOBOM3JIUAHMUA — B IJla3d, ITO3BOHOYHMK U IMOACHMYHYIO
MbIIIY — MOIYT OBITh OUEHb Cepbe3HbIMH, HO O0OBIYHO He YI'POXKAIOT
JKU3HMUN.

Y10 TaKOe MHTMOUTOPHI?

Wurmburtopel — 9TO aHTUTena (Oesnku), BbIpabaThiBaeMble
OpraHu3MOM il TOrO, UTOObI M30aBUTLCS OT  BeMIECTB,
MIPEICTAB/ISIONIMXCSI €My <«MHOPOAHBIMM». B KpoBM OOJIBHOTO
reModuaneii MOTYT BbIpabaThIBAThCS MHTUMOUTOPBI, CTpeMSIIIMECs: K
VHUUTOKEHUIO MHOpPOAHOro Oeysika B JieueOHOM mpenapare. Ecim
MHTUOUTOPBI CUIbHEE, JledeH)e B 00bIYHOM 00beMe MOKET 0Ka3aThCsI
Ma103(QPeKTUBHbBIM.

WHIMOMTOPBl BCTPEYAIOTCS AOCTAaTOYHO penko. Yaiie Bcero ux
00HApPY>XKMBAIOT Y OOTbHBIX TSLKeT0i hopmoii remoduanm A.

[IpoBepsiiiTe HaMMuMe MHTMOMTOPOB Iieperd ormepaiyeit, BKIOYas
CTOMATOJIOTMUYECKYIO.

JloMmalllHee jieuyeHe

IlomalliHee JieueHMe — 3TO IepelMBaHMe KOHIleHTpaTa QakTopa
CBepThIBaHMSI BHe OOJbHMIIBI. Bce 3ammcu o JeueHUM Cliedyer
COXpaHSTb — Bey NJHEBHUK TpaHCDy3Uii.

ITomaliHee jieyeHe — 3TO He TOJIbKO 00JIbIIIasl OTBETCTBEHHOCTD 34
repejanBaHme, HO M yMeHIe aejdaTb 3TO CaMOCTOSATEJIbHO. bonbHOI
I‘GMOd)I/IHI/IEf/i U 4YJIeHbl €ro CeMbM pa3aejdloT OTBETCTBEHHOCTb 3a
300pPOBbE 00JILHOTO C MeINLIMHCKNMU pa6OTHI/IKaMI/I. HOI‘OBOpI/ITe C
remMaTo/JIOTOM IIpexXje, 4eM HaUHeIlllb JOMalllHee JIeUeHle. l'emaToiior
pPa3bACHUT IIpaBuja AOOMalIHero JedeHus, HayduT IIPpaBUJJIbHO
ornpenenadaTb  J03bl KOHLEeHTpaTa  OJId aJleKBaTHOM Tepalnmn
KpOBOTeUeHMsd, MeaceCctpa IMOMOXXET OBJIadeTb METOOOM OOCTYIIa K
BEHe U OOBSICHUT TEXHUKY I1epeIiBaHNsI.

Cﬂe,uyeT OTMEeTUTb, UYTO AOMalllHee JieyeHue He 3aMeHseT
KIIMHN4YEeCKOro0.

HpeI/IMYH_[eCTBa JOMalllHeTo JIieueHus:

e JleueHye KPOBOTEUEHMSI HAUMHAETCS OBICTPO, TO €CTh COXPAHSIOTCS
CYCTaBbl, 3TO 3aJI0T He IIPEeBPATUTHCS B MHBAINIA.

e Pexxe obpaiaeTech B O0JIbHUILY.

e Eciu OBICTPO OCTaHABIMBAaeTe KpPOBOTEUEHME B IMOPAasKeHHBIX
CycTaBax-MMIIEHSIX — BbI He OyieTe TepreTh 60Jb.



He Hy>XHBI 00e300/1BaloINe.
HeT mpormycka 3aHSITUI B IIKOJIe MJIM BbIXO/a Ha paboTy.
VBenuuuBaeTcs pu3muecKkasi U CoOlMajbHasi aKTUBHOCTb.
CTaHOBUTECHh HE3aBUCUMBIM.

IleHTpBI MO JIEUEHUIO MAIIVEHTOB C reMo(uInen:

®I'bBY <«HMMUIL remartonormu» MwuHsapaBa Poccun, otmen
Koarysionatuii. HoBblit 3bIKOBCKMIL TIpoe3, A. 4, . MockBa, 125167.
Ten 7 (495) 612 29 12.

I'bY3 Mopo3sosckass AI'Kb [I3M, r. MockBa, remarojiormyeckoe
oTneneHue. 4-viii JJoOpbIHMHCKMIA TI€p., O. 1/9, r. MockBa, 119049.
Ten. 7 (499) 236 15 87.

T'oponckoit meHTp 1o Jeuenuio remodwmimu CII6. I'BY3 «[opoackas
noaukaMauka N2 37». ['opoxoBas yi., a. 6, r. Cankr-IleTep6ypr,
191186. Ten. 7 (812) 315 48 71.

HUU remaTtonorun u tpaHcgysmoaoruu. 2-asg CoBetckas yi., 1. 16,
r. CankT-ITeTep6ypr, 191186. Ten. 7 (812) 274 56 50.

OI'bY  Kuposckuin Hay4YHO-UCCIeq0BaTeIbCKUM UHCTUTYT
reMaToJIOrMu U TepennuBaHusa Kposu. KpacHoapmeriickas yi., O. 72,
r. Kupos, 610027. Ten. 7 (8332) 67 9197

Anraiickuit dunmnan OI'BY «HMMUIL remartonorum» MuH3ApaBa
Poccun. KpaeBoit LeHTp matosoruu remocrasa. JIanmuaeBCcKkoro yil.,
n. 1, r. bBapnayn, 656024. Ten. 7 (3852) 68 98 80.

IMTPOTOKOJI

reMOCTaTUYEeCKOJ Tepanuy KOHIeHTpaTamu ¢GaKkTopoB

CBepThIBAaHUSI KPOBH 3a 20 rop,

®.N.0. O0oJABHOrO

Bec (Kr)
Jata poxxgeHus Tes. JIuar{Hos
Ne [aTa " XapakTtep [aTa " HavMmeHoBaHue M.E. KnnHnyeckn
n\n Bpems obocTpeHuns BpeMs npenapaTa dakTopa apdekT (BpE
obocTpeHuns BBEAEHNS HaCTynieHus

KOHLleHTpaTa ynyJlieHus
ero
NposiBNEHUS
yMeHbL.60n1
obbema
KpOoBOM3NUst

v ap.)
01.01.01 remMapTpos 01.01.01 500 15.45
npas. 15.00 yMeHbLUEeHne

JNIOKTEBOIO 6onn
cycTaBa




PacueT 103bI KOHIIEHTpAaTa, HEOOXOIMMOI1 151 BBeIEeHMS :

e QOctpble reMmapTpo3bl: 1 cycTaB - 20 M.e.\KI MaccChbl Tejla

e 2 1 60siee cycTaBoB - 30 M.e.\KT Macchl Tejia

e TemaToMbl HEOObIINX pa3MepoB: 20 M.e.\KI' MaccChl TeJia
e 3ab6promuHHbIEe TeMaTOMBbl: 40 M.e.\KT Macchl Teja

[Togmuce nevaiero Bpava

ITogruce naiyeHTa

BHVIMAHUE!

BBOAUTDL KOHIIEHTPAThl (aKTOPOB CBEPThIBAHUS

KpOBUA H€O6XO,I[I/IMO B CaMOM HaydaJie KpOBOI/IBHI/IHHI/IH!

Ons  KOHCyJAbTAalMii  3BOHUTh IO  Tell.
(KpyI71I0CYTOYHO)



IIpunoskenue I'.

IIpunoxkenue I

PekomeHayemsbIii ypoBeHb (aKkTopa UM MPOAO/DKUTEIbHOCTD
Tepanuy MpU pa3jINUYHbIX BUJIAX KPOBOTEUEHMI

Bua kpoBoTeyeHus Femodununa A Femodunua B
JocTturaemblii OnutenbHoCTb JocTturaembii OnutenbHocTb
ypoBeHb (%) (aHn) ypoBeHb (%) (aHn)
FemapTpo3 40 - 60 1 -2 n 6onee 40 - 60 1 -2 n 6onee
MexMbllweYyHble 40 - 60 2 - 3 n bonee 40 - 60 2 - 3 n b6onee
remMaToMmbl
3abploWwmnHHaa rematoma
HavanbHas 80 - 100 3-5 80 - 100 1-2
noaaepxueatoLas 30 - 60 3 - 5u bonee 30 -60 3 -5 u 6onee
BHyTpuyepenHoe KpoBOU3NusHue
HayanbHas 80 - 100 1-7 60 - 80 1-7
noaaepxuvsatoLlas 50 8-21 30 8-21
KpoBou3nusiHue B We 1 ropao
HayvanbHas 80 - 100 1-7 60 - 80 1-7
noaaepxusatouias 50 8-14 30 8-14
XKT kpoBoTeueHune
Ha4vanbHas 80 - 100 1-6 60 - 80 1-6
noaaepxusatoLlas 50 7-14 30 7-14
MoyeyHoe 50 3-5 40 3-5
KpoBOTeYeHue
OnepaTuBHOE NleyeHne
MpenonepaunoHHas 80 - 100 1-2 60 - 80 1-2
nocneonepaumoHHas 40 - 60 7-14 30 -50 7-14
KpoBoTeueHne n3 cim3ncTbixX NoOsOCTN pTa
HauyanbHas 80 - 100 1 60 - 80 1
noaaepxueatoLas 50 2 - 3 n 6bonee 30 2- 3 n bonee




