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CrMcoK coKpalleHUMn

1,25(0OH);,D - 1,25-aAuruapOKCUBUTAMIH D, KaJIbIIUTPUOI

25(0OH)D - 25-rugpoxrcuBuUTaMuH D, KaJbIUIMON

ATIC — ayTOMMMYHHbIN TTONIUITIAHAY/ISIPHBIA CUHIPOM

AT - ayTOCOMHO-TOMMHAHTHAs TUITOKAIbL MM

JKBJTHII - 5k3HEHHO HEOOXOIMMbIEe Y BasKHEIIIIMeE JIeKapCTBEHHbIE TIPernapaThl
VI®P - uutepdepoH

KT - kxomnbloTepHast Tomorpadust

JIT' — MIoTeMHU3UPYIOIINIT TOPMOH

MKB-10 - mexxmyHapoaHast kinaccudukaius 6onesteit 10-ro mepecmorpa
MIIK - MuHepanbHas INIOTHOCTb KOCTU

OIIIPK — OKO/MOILIMTOBUIHbBIE sKeIe3bl

npenpollTT — npe-nipo-mapaTnpeonaHbIi TOPMOH

IITT (PTH) — mapaTupeouIHbI TOPMOH, TTapaTropMoH (parathyroid hormone)
ITTT1P - peuenTop K nmaparupeougHomy ropmony 1 tuna (PTH1R)

[ITTall - mapaTropMOH-TIOA0GHBIN MEMTTHI]

[TceBpoITIT — nceBmorunonapaTupeos

IceBpo-miceBOol'TIT — nceBo-TICeBOOTUIIONIAPATUPEOS

CK® - ckopocTb KITy60OUKOBOI GUIBTpALIUA

TTT — TMpPeOTPOIHBIV TOPMOH

V3U - ynbpTpa3ByKoBOe UCC/IelOBaHe

OPD23 - akTop pocta GpubpobdaacToB 23

OCT - GONIMKYIOCTUMYIUPYIONTNI TOPMOH

XBIT — xpoHuyveckast 60/1e3Hb MOYEK

LIHC - ueHTpanbHasi HepBHAs CUCTEMA

2K — mutoBuaHas xxene3a

AD - ayTOCOMHO-AOMMWHAHTHBII TUTI HacIeqoBaHus (autosomal dominant)
AIRE - reH ayroMMMyHHOTO0 peryisitopa (The autoimmune regulator)

APECED - xkaHaumo-sKToAepMasibHast maucTpodus (autoimmune polyendocrinopathy with
candidiasis and ectodermal dystrophy)

AR - ayTOCOMHO-peLieCCMBHBIN TUIT HaclIeqoBaHus (autosomal recessive)
AD - ayTOCOMHO-IOMMHAHTHBII TUIT HacTemoBaHus (autosomal dominant)
CaSR - kanmpLMIt-UyBCTBUTENbHBII pellenTop (calcium-sensing receptor)

CHARGE - xono6oma (coloboma), medexrtor cepmua (heart defects), aTrpesust xoaH (atresia
choanae), 3amenneHue pocra (growth retardation), aHoManuyu TONOBBIX OpraHOB (genital
abnormalities) u anomanuu yxa (ear abnormalities)



DXA - nmByxsHepreTuueckasi peHTTeHOBCKasi abcopbuomeTpusi, peHTreHogeHcuTomeTpust (dual
energy X-ray absorptiometry)

FHHNC - cemejfHas TMIIOMarHMEMMUSI C TUIIepKajablmuypueii u HedpokraabiyHo3oM (familial
hypomagnesaemia with hypercalciuria and nephrocalcinosis)

GATA3 - GATA-binding protein 3

HRD - rumomapatupeos, 3agepikka pasButus, pucMmopodusm (hypoparathyroidism retardation
dismorfism)

MELAS - MutoxoHApuaabHas sHIedaIoMUONaTHs, JTaKTaTalMg03, MHCY/IbTOIMOA00HbIE MI30/bI
(mitochondrial encephalopathy, lactic acidosis and stroke-like episodes)

MTP — MUTOXOHIPUAIbHBIN TPUGDYHKIMOHATIbHbIN 6EJT0K
NA - He u3BeCTHO
PTHIR - penenTop K rapatupeougHoMmy ropmony (Parathyroid Hormone 1 Receptor)

VDR - peuenrtop Butammaa D



TepMI/IHbI n oripeaec/JieHus

I'mnonapaTtupeos — COCTOsIHME, XapaKTepU3yrlieecs CHVKeHHO MPOAYKIMe TapaTupeonuHOrO
ropmoHa (ITTT) oxonomutoBuaubiMU Xenedamu (OLDK) mam pesucTeHTHOCTBhIO TKaHE K ero
JIeIiCTBUIO, UTO TIPUBOIUT K Pa3IMUHBIM HapYUIEHUSIM, TIpexzae Bcero (GpochOopHO-KaIbIMeBOro
obmeHa.

TpaH3UTOPHBIN NOCIEONEePAVIOHHBIN IMIIONapaTUpeo3 — TUIIOKAIbLMEeMUs, Pa3BMBAIONIASICS
B IepBble 24 yaca Iocjae orepanyuy Ha OpraHax Liey M pasperialuasics B TeueHue 4-6 Heaemnb
TOC/Ie XVMPYPrUYecKoro BMeaTeIbCTBa.

XpoHuueckuii (CTOVKMIT) IMOCIeonepanyOHHBIN TIUIIONapaTUpeo3 — TUMOKIbLMEMUS B
coueTaHMM C HeameKBaTHO HM3kuM ypoBHeMm IITT cmycts 6 MecsieB u 6Gojee Iocie
XUPYPTMUECKOTO BMelllaTeIbCTBAa Ha OpraHax Iien.

BposkmeHHbIl THUIONMapaTpeo3 - TeTeporeHHast 1Mo 3TUOJMIOTMM Tpymna 3aboneBanuit OLDK,
MPOSIBJISIIOIINXCS  Cpa3y TOCae POKIAEHMS U XapaKTepU3YIOUMUXCS YaCTUUYHBIM WIM TTOTHBIM
BBIMaieHeM X QYHKIINIA.

IIceBmorumomnapaTrupeos - pegkoe HaclaeICTBeHHOe 3abojeBaHMe, XapaKTepusylolieecs
KJIMHUKO-JIA00paTOPHBIMM MPU3HAKAMM TUIIONApaTUpeo3a Ha GoHe TOoBbIIeHHOTO ypoBHs IITT B
KPOBM.

Hedpoxanbiyaos — nuddy3Hoe OTI0KeHMe Coeli KaTbLNS B TKAHU MTOUEK, COMTPOBOKIAI0NIeecst
BOCTIAIUTENIbHO-CKJIEPOTUYECKUMY U3MEHEHUSIMU U TIOYEUHO! HelOCTaTOYHOCTHIO.

Hedponnruas — Hamaye KOHKPEMEHTOB B YallIeYHO-JIOXaHOYHOJ CUCTEMeE TTOYeK.



1. KpaTtkas nHGopmanusa rno 3a0o1eBaHnIo0 WIN
COCTOSIHMIO (TPYIIIIbI 32a00/I€BaHMIT MJIV COCTOSTHMIA)



1.1 OnpeneneHue 3a00j1eBaHUS UM COCTOTHUS
(rpymnbl 3a00/1eBaHMi MJIV COCTOSTHMIA)

I'mmomapaTupeo3 — COCTOsIHMe, XapaKkTepusywineecs: CHMkKeHHON npopykuuein ITTT OLUDK win
PE3UCTEeHTHOCTbIO TKaHeil K ero JeiCTBUIO, YTO COMPOBOXKAAETCS HapyleHusiMu ¢ochopHo-
KaJIbIIeBOTO OOMeHa.



1.2 OTuonorus u naTtoreHes 3a00jieBaHUs WIN _
COCTOSIHMSI (TPYIIIBI 3200/I€BaHMUIT MJIV COCTOSTHMIA)

1.2.1. ®usuonorusa ¢ochopHo-KaIBIIVEBOTO 0OMEHa

OIIPK KOHTPOMMPYIOT BHEKJIETOYHBIM KaJblMEBbIi Tomeoctad mytem cekpenuu I[ITT. B
MapaTUPOIUTAX TEePBOHAYATBPHO CUHTE3UPYeTCsl MeNTUA-TpeNIecCTBeHHNUK, cocTosmmii u3 115
aMUHOKUCIOTHBIX OCTaTKOB (mpernpollTT (1-115)). B pe3yabTaTe crieruduueckoro mporeonmsa N-
KOHIIA TIPe/IIIIeCTBeHHMKA TTPOUCXOIUT TpaHCHOpMaIys B aKTUBHYIO MTOJTHOPA3MEPHYIO MOJIEKYTY
[T, Bximovarouryo 84 aMMHOKMGIOTHBIX ocraTka (1-84)). IITT ymakoBbIBaeTcsi M XpaHUTCS B
CEeKPETOPHBIX TpaHyJaXx ¥ BbICBOOOKAAETCS M3 MapaTUPOIMTOB B OTBET Ha CHUKEHUE
KOHIIEHTpalUMMX MOHM3MPOBAHHOIO KajbliMsg KpoBU. Ha moBepxHocTu KieTok OIIK
9KCIIPEeCCUPYETCS KabIMii-uyBCTBUTENbHBI periennTop (CaSR), ocHOBHOI (GyHKIVENH KOTOPOTO
cuMTaeTcs MOAyIauMs cuHTe3a u cekpeuyu IITT, a Takke KOHTPOJIb )XM3HEHHOTO IMKJIA KIETOK
OIK. Cekpeuusi IITT MakcuManabHa TPUM HU3KOM YPOBHE MOHM3MPOBAHHOTO KaJIbIMS,
TIOBBIIIEHVE YPOBHSI KaJbLMsI, HAOOOPOT, CHIsKaeT ero cekpenuio. [ITT nupKyaIMpyeT B KPOBOTOKe
U Iajiee CBSI3BIBAETCSI C TpaHCMeMOpaHHbIM pererrtopoM PTHIR, compsikeHHbIM ¢ G-6eIKOM.
AKTMBALIMST 3TOTO pellenTopa B KOCTHOV TKaHU U MOYKaX MPUBOAUT K MOBBIIIEHUIO TTOKa3aTeieit
KaJplMeMuu, ¥ MHocienywinemMy TnogasieHuto npopykuuu [ITT OLPK no wmexaHusmy
OTpULIATENbHOM 06paTHOI cBs3M [1].

ITTT Takke y4acTByeT B peryisiuyuy dochopHoro oo6mMeHa. IToBbIleHNE YPOBHS MUPKYIUPYIOMIETO
docdhopa KpoBM MPUBOIUT K CTUMYISIIVY cekpelny [TTT, KOTOpbIi B CBOIO 04Yepelb BO3IEHCTBYs
Ha TIOYKM, CHVDKAeT TyOy/sipHYI0 peabcopb6muio docdaTtoB. lomeocras docdopa AOMOTHUTETEHO
perynupyetcst (akropom pocrta ¢uopobdimactoB 23 (OPD23), KOTOPBIA IpencTaBaseT coOO0it
OGMOMIOTUYECKM AKTMBHBIN OCTEOIUT-CeKPETUPYEMbIi MOMUIIENITH, UHTUOUPYIONMIT TTOUeUHYIO
TYOY/IsIpHYI0 peabcopbumio hocdaToB 1 cuHTe3 KasnbuuTpuona (1,25(0H);D) B roukax.

ITTT crioco6CTBYeT MOAAEPSKAHNMI0 HOPMaJIbHOTO TOMEeOCTa3a MarHus, ITOBbIIIast ero peabcopOInio
B JMCTAJbHOM KaHaJIbIle ¥ B KJIeTKaX MO3TOBO# YaCT AMCTaJIbHOTIO U3BUTOTO KaHablla. CTOKMI
BBIP&KEHHBINI HeUIUT MarHusi TPUBOOUT K PAas3sBUTUIO TUIMOKATbIMEMUM IIOCPEICTBOM
nopasienust cekpeuyu IITT U pasBUTHUSL Pe3SUCTEHTHOCTM K ero sddexkraMm. ['MmepMarHmeMus
MOKeT TaKkKe ITOmaBjsiTh BbICBOOOXKIeHme IITI uepe3 akTuBaiuio CaSR ¥ CIIOCOOCTBOBATH
TUIIOKAJbI[MEMUNA.

OpyruM BaskHEMIIMM peryasaTopoM (ocGopHO-KaabLMeBOr0o Oo6MeHa SIBJSETCS KaabLUTPUOIL.
[Tomo6GHO CTepOMOHBIM FOPMOHAM, OH CBSI3bIBAE€TCS C BHYTPMK/IETOUYHBIM DPELIeIITOPOM KJIETKM-
mvuiieHn. O6pasyeTcss KOMILIEKC TOPMOH-PELeNToP, KOTOPbIi B3aMOZEACTBYeT C XpOMaTUHOM 1
MHOYIMPYET TPAHCKPUIIIMIO CTPYKTYPHBIX T€HOB, B Pe3y/lbTaTe Yero CUHTE3UPYIOTCS Genkwu,
OTIOCpeNyIoNIMe [eiicTBMe KaJbIUTPHUOIa. B SHTEpOIMTaX KaJbLUTPUOT WHIYIUPYET CUHTE3
KaJIbLIUI-TIepPEeHOCSIINX OeIKOB, 06ecreunBaioIInX ageKBaTHYI0 abCcopOIIMI0 VMOHOB KalbIusS U
dbochaTtoB u3 mosocTM KuiiedyHuKa. Jlajgee KaJbIUTPUOA KOHTPOAMPYET TPAHCIIOPT MOHOB
KaJbLXSI U3 SIUTENMOLIMTOB B KpPOBb, Grarofaps ueMy MX KOHIEHTpalMs BO BHEKIETOUYHOI
SKUAKOCTY TOAJEPKMBAETCss Ha YpPOBHE, HEOOXOOMMOM [JIsi MUHepaausaluy OpraHn4eckoro
MaTpUKCa KOCTHOJ TKaHM. B MOYKax KaJabIUTPUOI CTUMYIUPYET peabcopOIii0 MOHOB KaabIus U
docdatos.

Hapsiny ¢ ITT ¥ KaJdbIUTPUOIOM B DETYISIIUM OOMEeHa KalbI[Msl YYaCTBYeT KaJIbIIMTOHMH,
CUHTE3UPYeMbIii MTapado/InKyIIpHbIMU C-KIeTKaMu muToBuaHO kene3bl (LK), Ero cexpernys
BO3pacTaeT IPY MOBIIIEHNY CIBOPOTOUHON KOHLIEHTPAIUM KaJbLVS U, HAOO0POT, yMEHbIIAeTCsT
npu ero cHwkeHun. SABnssace antaroHuctom IITI, KaabUMTOHMH BO3JENCTBYeT Ha CKeJeT, rae
TOPMO3UT KOCTHYIO pPe30pOIMIo U1, KaK CIe[ICTBIe, MHTMOUPYeT BhICBOOOKIeHMe Kambius. Kpome
TOTO, OH TIOABJISIET KaHAIbIEBYI0 pPeabcopOIMI0 MOHOB KaJbLMS B TIOYKAX, TeM CaMbIM
CTUMYJTUPYS UX IKCKPEIVIO ToUYKaMu ¢ Mouoii. OCHOBHAs (hM3MOIOTUYECKasT POJTb KATbLIMTOHWHA
3aK/TIOUAeTCsT B TIOAAEPKaHUM CTPYKTYPbI CKeleTa BO BPeMsl pocTa, 6epeMeHHOCTU U JIaKTallUM,
KOra MoTpebHOCTh TKAHEe B KaJablIMK Pe3Ko Bo3pacTaer [2].

1.2.2. Cocrosinue dochopHO-KaIbIIMEBOr0 00MeHa IPU TUIIoNapaTupeose

HpI/I TUIIOoIIapaTHUpeo3e OTCYTCTBME W/IM HEAOCTATOYHOCTb IITT Heus36eKHO COIIPOBOXIOAeTCA
pasBUTHEM TUIIOKAJIbIMEMUN. K OCHOBHBIM TIaTOr€HETUMUYECKUMM MeXaHM3MaM OTHOCSTCS:
CHIKeHMEe aKTMBHOCTM OCTEOK/JIACTOB C YMEHbIIEHMeM BbICBOGO)K,HEHI/IH KaJlbuuda M3 KOCTEVI;



TTOBBIIIIEHNE 3KCKPeIuy KaibllMsg C MOUOI; TMOAaB/eHMEe CHHTe3a KaJblMTPUONA B TOYKAX U
CHIDKeHMe abcopOLmy Kaabliust u3 kuineunuka. Teduuut ITTT npuBoauT K rurnepdochaTeMu Kak
HamnpsMyI0 TTOCPEACTBOM YBEJMUYEHMUS TIOYEUHON TYOylIsipHOii peabcopbimm docdarToB, Tak u
KOCBEHHO 3a CueT TUIIOKaJblieMuu. XpoHuueckast rumnepdochaTemMusi y TMaIlMEHTOB C
IUIIONIAPaTUPE030M, Kak ObLIO TIOKAa3aHO, acCOIMMPOBAaHA C TIOBBINIEHMEM B KPOBU YPOBHS
OP®23. OcHOBHbIE IIPUUMHBI PA3BUTHS IUITONIApaTIPe0sa IpeacTaBieHbl B Tabuie 1.

Ta6auna 1. dTuonorus runonapatupeosa [3].

MospexaeHne OLLPK BcneacTeue Xvpypruyeckoi onepauumn Ha opraHax Leu

BcnepctBue paauoTepanuu opraHoB Wen nnu pa,u,woﬁo,uTepanMM

BC}'Ie,lJ,CTBMe AYTOMMMYHHOIo nopaxeHusa: MU30MPOBAHHOIro nwnun
accoLMMPOBAHHOIO C NOAUINaHAYNapHbIM cuHapomomM (ANC 1 Tuna) [AIRE]

MnonapaTnpeos Bcneactene  uHdwnbTpaumm  OLDK  onyxonblo,  rpaHynemMaTo3HbIX
BCNeACTBME nebuunta 3aboneBaHuii  unu  bonesHei  HakonneHus  (6onesHb  BunbcoHa,
nTr remMoxpomaTos)

BcneacTue nospexaerus OLLK npu TupeonanTte Pugens

leHeTnyeckne 3aboneBaHus, BcneacrtemMe  HacneACTBEHHOrO MOPaXEeHUs B paMKax reHeTU4eckmx
3aTparusaioLmne passutune CVIH,CLpOMOB, accoUMMpOBaHHbIX C  ruronapaTtupeosoM (Takue  Kak
OLLX n/vnun npoaykuwmto MTIC Anxopaxn, CHARGE, KeHHu-Kaddwn, Canbaa-Cakatn, HDR wn ap.)
[TBX1, NEBL GATA3, TBSE FAM111A, CHD7, SEMA3E]

Bcneacteune HapyLLIeHI/Iﬁ MUTOXOHAPWAIbHOrO reHoMa

BcreactemMe M30/1MPOBAHHOrO MOBPEXAEHWUSA TEHOB, OTBETCTBEHHbIX 3@
passutue OLLK [PTH, GCM2, SOX3

MNaTonornyeckas cekpeums [py ayTOCOMHO-AOMWHAHTHOW runokanbumemmm tmn 1 [CASR] v Tun 2
nTr [GNAS11]

Mpwn Hanuuum akTUBMpYOWNX aHTU-CaSR aHTuTen

MpU XPOHNYECKOW rMMo- 1 rnepMarHuemMmm

DYHKUMOHaNbHbIN MNceBporunonapatupeos BcneacTtBue reHetuyecknx AedekToB B MOCT-peLenToOpHOM CUrHasnuHre
runonapaTmpeos [GNAS, STX16, NESP55, PRKAR1A, PDE4D]

BCleACTBYE

nepudepunyeckoit

Pe3NCTEHTHOCTM TKaHe K
pencreuio NTI

Xupypruueckoe BMeIIaTeIbCTBO HA OPTaHax Ileu - caMas paclpoCTpaHeHHAs IPUYMHA Pa3BUTHS
rurnonapaTupeosa, o0ycIaB/lMBaIOIlasi OKOJIO 75% Bcex ciayvyaeB maHHOTO 3a6omeBanms. K
omnepaiusM, acCOLMMUPOBAHHBIM C Pa3BUTHEM TUIIONAPATUPEO3a, OTHOCIT TUPEOUIIKTOMMUIO TIPU
3JIOKAYeCTBEHHOM IOPaXeHMM B O6JIACTY TOJIOBBI M 1eu (c/6e3 LeHTpaJbHOM u/min 6GOKOBOI
meiHoi  umdonuccekuun), Tpu  IUdPY3HOM TOKCHUECKOM ¥  MHOTOY3JIOBOM  306e.
[TocieonepanyiOHHbI TUITONAPATUPEO3 MOXKeT ObITb OOYCJIOBJIEH KaK HEeMoCPeICTBEHHBIM
yoajeHueM, TakK ¥ MHTPAOIepalMOHHO TpaBMON WM HapylleHueM KpoBocHaGkeHums OIIK.
[MoceonepaMOHHBIN TUITOMIAPATUPEO3 MOKET BO3HMKATh MOC/Ie XUPYPrUYeCcKOro JIeYeHUs TI0
TOBOLY TIEPBMYHOTO  TUIleprapaTtupeo3a, KOTHa  IOCHe  YAAIeHWs]  JOMUHUPYIOIIein
napatupeougHoii TKaHu ocraBmmecsi OIIDK He cmocoGHBI BOCCTAHOBUTH [TOCTATOUHYIO
nponykuyo ITTT.

K nomonmHurtenbHbIM dakTopaM pycka pas3BUTHUSL IIOCIEONepalMOHHOIO TuIoNapaTypeo3a
OTHOCAT [4]:

® >KeHCKMI1 I10JT;

o neduuut BuTammHa D;

e OepeMeHHOCTH U JTaKTalMIo;

* ayTOMMMYHHbIe 3a6oneBanus [IK;

e MIpenIIecTBYIOIINE IIYHTUPYIOIIVE OMepalny Ha sKelyake (bapuaTpudyeckast XUPYprus).

TpaH3UTOPHBI MIOC/TEONePaLIOHHBIN IUIIONapaTupeos oIpeneseTcs Kak cHykeHnue yposHs [TTT
B COYETAHMM C TUIIOKAJIbLIMEMME) B TeueHue He Gojiee yeM 6 MecsIeB IOCjie OIepauuu u
peructpupyetrcst y 25-30% mMaiMeHTOB, MepPeHeCHINX TOTAIbHYI TUPeOUIIKTOMMIO. CToiiKas
TUTTOKAIbIMEeMUS B coueTaHmu ¢ ypoBHeM IITT Hike pedpepeHCHBIX 3HAUEHUI CITYCTS 6 MeCSIIIEB U
6omee TIOCTEe XMPYPIUMYECKOTO JIeYeHWUSI CBUAETENbCTBYIOT O Pas3BUTUM  XPOHUUECKOTO
TUIoNapaTupeosa, CoCTaBsieT okomo 3% ciaydaes [1,5]. Huskue ypoBHM KambIvs M HEOOCTATOK/
medunur Butammaa D (25(OH)D) mepen orepaumeidi, Hu3Kuii mokasarenb IITT Bo Bpemst
omnepaiuu, ayrorpancruiantanus OUDK (peummnantupoBanue Tkauu OLDK B ob6iacth meu win
TIpeATUIeYbsl B XO/le oreparyn), 60sbIas MpoJo/DKUTETbHOCTD OMepalyuy ObUIY OTpeiesieHbl KaKk
He3aBUCKMble IIPEIMKTOPbl TPAH3UTOPHOIO TUIIONAapaTupeo3a Mociae Tupeouaskromuu. K



(akTOpaM pucKa XpPOHMYECKOTO TMIIOTApaTHpPeOn3a TAaKKe OTHOCSIT: OMBIT XMPYpra, OTCYTCTBUE
Busyaimmsauum 6omee nyx OIIDK Bo BpeMsl omepaiiuy, YPOBEHb KajabliMsl KpoBM MeHee 1,88
MMOJIb/7 (7,5 MI/mi1) Ipy HOpMaJIbHOM Auarasone 2,12-2,62 Mmonb/n1 (8,5-10,5 mr/moi) — uepes 24
yaca Iocjae ormepanuy M HeoO6XOAMMOCTh IOBTOPHOIO XUPYPrMYecKoro BMENIATeNbCTBA IPU
pasBUTUM KPOBOTeUeHMsI. PMCK XpOHMYECKOTO TMIIONapaTupeo3a TeCHO CBSI3aH C KOJIMYEeCTBOM
octaBimxcs in situ gyakimonupyomux OLPK Bo Bpems omnepanyn: 16% mpu coxpaHeHHbIX 1-2
kenme3ax, 6% mpu 3 xkenezax u 2,5% mpu 4 [6,7]. B penkux cryuyasx IOCIeolepalyiOHHbIN
TUIIONIApaTUPEO3 MOXKET Pa3BUTBCS CITYCTSI TOMbI ITOC/Ie orepauyuin. MexaHu3M, JIeKallluii B OCHOBe
9TOTO SIBJIEHMSI O KOHIIA He M3y4yeH, HO BO3MOXXHO CBSI3aH C BO3PACTHBIMM M3MeHEeHUSIMU
COCYIMCTOJ CTEHKU apTepuii, KpOBOCHAOKAIOIIMX OCTATOUHYI0 TKaHb OIIK.

1.2.4. TeHeTUYECKME MIPUYUHBI TUIIONIApaTUPEO3a

leHeTuyeckass 3TMONOrMSI TUIIONIapaTHpeo3a BCTpedaeTcss MeHee 4yeM B 10% ciydaeB [§].
OCHOBHYIO MPUYMHY TUIOIAPATUPeOo3a MPeACTaBIsIOT C060ii XPOMOCOMHbBIE MUKDPOIENELNNA U
MOHOTeHHbIe aHOManuu [9].

1.2.4.1. AyToMMMYHHBIN runonapaTupeos

AyTOMMMYHHBI} TUIIOMapaTUpeo3 - BTOpasi 0 pacrpocTpaHeHHOCTM dhopMa IUIToNapaTupeosa,
00yC/IOBIEHHAs] IMMYHO-OITOCPEIOBAaHHBIM paspyuieHriemM kietok OLK [10]. OH moxkeT GbITh
M30MMPOBAHHBIM  3a60/ieBaHMEM, OIHAKO 3HAUMTENBbHO Yalle BCTPEUaeTcss B paMKax
HACJAeACTBEHHOTO0 ayTOMMMYHHOIO NOMUITaHAyAsipHOro cuHapoma (AIIC) 1-ro Tuma, Takxke
M3BECTHOTO KaK KaHAMIO-3KTomepMaibHas muctpodust (Autoimmune Polyendocrinopathy with
Candidiasis and Ectodermal Dystrophy — APECED) [11]. AIIC 1-ro Tuma — MOHOTeHHO€e ayTOCOMHO-
pelieccuBHOe 3abosieBaHMe, B OCHOBE KOTOPOTO JIEKUT HapylleHMe CTPYKTypbl TeHa
ayTOMMMYHHOTO perynsitopa (AIRE). B ocHOBe maToreHe3a 3a00ieBaHMUS JIEKUT ayTOMMMYHHas
IeCTPyKIMST pasaudHbIX SHAOKPUHHBIX Xeje3, BKaouas OIK. nas AIIC 1-ro Tuma xapakrepHa
Klaccuyeckass —Tpuaza: — CAM3UCTO-KOXKHBIA  KaHOWAO03, TUIIONapaTUpen3, XpOHMUYecKast
HaJITOYEYHMKOBAsI HEJOCTaTOUYHOCTh. 3abosieBaHMe [e0ITUPYeT, KaK IMPaBMIO, B JETCKOM
BO3pacre. B mopapisiomeM 60IbIIMHCTBE CTy4aeB MePBbIM ITPOSIBJIEHUEM CTAHOBUTCS CIIU3UCTO-
KOXXHBIV KaHIM103, pa3BUBaoIiuiics B mepBbie 10 jeT sku3HM, yallle B BO3pacTe OKoIo 2-X jeT. Ha
(oHe cnM3MCTO-KOKHOTO KaHAKUI03a y 84% MaIMeHTOB IOSIBJISEeTCS] TUIIONIapaTUpeos3, KOTOPbIN B
88% ciryuaeB mebroTupyeT B Bospacrte no 10 jset. K apyrMM KOMIIOHEHTaM CMHAPOMAa OTHOCSITCS
caxapHbIit fuabet 1-ro Tumna, rIMmoTUPe03, MaababcopOIVs, TeTUaAKNS, BUTUIUTO, 8y TOMMMYHHBI
remaTuT, TUnoroHagu3m u npyrue [12]. Tompobuass mHbOpMAaIMs MpencTaBieHa B pasjese
JomnomHuTenbHO MHpOpPMATIUN.

1.2.4.2. TeHeTHMYeCKMe BapMaHThI M30JIMPOBAaHHOTIO rUIonapaTupeosa

B 3aBMCMMOCTM OT TmaToreHe3a 3abojeBaHMSI TeHETHUYECKMe BapUaHThl M30JMPOBAHHOTO
TUIONapaTnpeo3a yCUIOBHO MOTYT ObITh pa3zesieHbl Ha TPU OCHOBHBIE IPYIIITBL. B mepBylo rpymimmy
BXOZSIT 3a00jeBaHMsl, XapakTepusymouimecss HOpManabHbiM pasButveM OIK, HO HapyleHHO!
cexkpeuueit I1TT. K maHHOI rpyrie OTHOCUTCS ayTOCOMHO-AOMMHAHTHASl TUITOKAJbIMEMMUS, B
OCHOBE KOTOPOJ} JiexaT aKTMBMpYIOlMe TouyeuHble MyTauuy reHa CASR. B Hacrosilee BpeMmsi
onmcaHo OKoyo 40 aKTUBUPYIOMINMX MyTauuii [13]. AKTMBaLUSI PEleNTOPHOro 6eKa MPUBOAUT K
HapyuieHuto perynsiuu cekperuu I[TTT o mpuHIMITY 06paTHOM CBSI3U, KOIJa HOPMabHbIe UIU
HM3KME TI0Ka3aTelX YPOBHS KaJIbIIUSI COMPOBOKIAIOTCSI CHVKEHMEM BbIPaOOTKM TOpMOHA. [Ijis
3a60/ieBaHMST XapaKTepHa yMepeHHas TUITOKA/IbIIMEeMIs B COU€TaHUM CO CHYDKeHMeM ypoBHs ITTT,
y GOJMIBIIMHCTBA MAIMEHTOB HabMogaeTcs rurmoMmaraemust. KimmHuyeckast kapTuHa BapuabenbHa
OT 6eCcCHMMIITOMHO} TI'MIIOKalbIMeMUN A0 TUIOKaIbI[MeMUYecKuX Kpu30B. [JIs1 ManyueHTOB C
JaHHBIM 3abo0eBaHMeM XapaKTepHa TUIMepPKaJblMypusi C BBICOKMM pPUCKOM HedponuTuasa/
HebPOKaATbIVHO3a Y HapyIIeHUs PYHKIIMM TTOYEK.

Anomanuu pasButusi OIIDK oTHOCATCS KO BTOpPOJ rpymie 3aboseBaHMii, BO3HMKAIOIIUX B
pesyibTaTe MyTalluMy TPAHCKPUITIIMOHHBIX (akTopoB. Jedext rena GCM2 (glial cell missing 2)
JIEXXUT B OCHOBe HapyureHust dopmupoBanusi OIIDK u HaciemyeTcst 0 ayTOCOMHO-PeIeCCMBHOMY
Tuny. X-CleIJIeHHbIN peljeCCMBHbBIN BapMaHT CBSI3bIBAIOT C Je/elUsIMI U MHCePIMSIMM Ha y4acTKe
Xqg27.1. TIpenmonoXKMUTEIbHO, yKasaHHble MyTalMM BAMUSIOT Ha GYHKOMIO Oenka SoX9 -
TPaHCKPUIITOPHOTO (haKTOpa, MMerIero 3uauenne B passuruu OLK [14].

B TpeTpi0 Tpynmy MOXHO BKIIOUMUTh MyTauyy reHa PTH, mpuBOAsIyMe K HapylUIEHUIO ero
MIPOLIECCHHTA M CEKPELIMM U COTTPOBOKIAIOIIMECS] PA3BUTMEM M30IMPOBAHHOTO TUIIOIAPATHUPEO3a.
JaHHble MyTalMM BCTPEYAIOTCS [OCTATOYHO pPEIKO, MMEIT ayTOCOMHO-PEVCCUBHBIN U
ayTOCOMHO-IOMWHAHTHBIN TUITBI HaclaeqoBaHus. HapyliaeTcss MOCTTPaHCISIMOHHAs 06paboTka



Monekysnbl  TpenpollTT  w/waM  TpaHCASIUMM MATPUYHOV PUOOHYKIEMHOBOW KUWIOTHI [15].
TomosurorHele mytauuy reHa mnpenpollTT npuBomsAT K 3HaUMMOMY CHIOKeHMIO ypoBHS IITT
(BILIOTB 4,0 HEOIpeesieMbIX 3HaUeHMIT) B COYeTaHUM C CUMIITOMAaTUYEeCKO TUIIOKaIbLIeMIen 1
runiepcdocharemueii. IlogpobHas wmHbopmaius MpencTaBieHa B pasfene [IOMOTHUTENbHOM
uHdbopMaIun.

1.2.4.3. TunonapaTupeos B COCTaBe IOJIMKOMIIOHEHTHBIX TeHeTMYeCKMX 3a00/1eBaHmit

I'MronapaTMpeo3 MOXKET BXOOWUTh B COCTaB IOJMKOMITIOHEHTHBIX T€HETHUECKUX 3a60eBaHUiA.
Cungpom [uJl>kopayku BbI3BaH genenyeri 22q11, 4To NpMBOAUT K BpOoXKAeHHO nycreHesun OIIPK
M COOTBETCTBEHHO K TruIomnapaTtupeosy. [Ijia maHHOTO 3abojieBaHMs Takke XxapakTepHa
nucMopdus, BPOKIEHHbIE IMOPOKM CEpAlla M TKeNbIi MMMyHomeduiuT. BonbHbie OGBIYHO
norm6aloT B 1eTckoM Bospacre [16]. Cunapom Bapakara, i HDR-cunapom (hypoparathyroidism,
deafness and renal dysplasia syndrome) — ayTOCOMHO-JOMMHaHTHOe 3a0oJieBaHMe, BbI3BAHHOE
medbexkTom reHa GATA3, JIOKaJM30BaHHOTO B KOpPOTKOM Iuieue 10-it xpomocombl (10pl5). Ten
KomupyeT OejloK, oTBewatomuii 3a pasputue OIIDK, BHYTpeHHero yxa, moudek. YpoBeHb IITT
Kose6yeTcsi OT HYDKHEl TpaHuIbl HOpMBI 10 Heompenensiemoro [17]. Cungpom Kennn-Kaddu
BKJIIOYAET B Ce0s1 HU3KOPOCIOCTh, aHOMAIUM T1a3, octeockiepos. Cuuapom Caubsia—CakaTu, Uian
curgpom HRD (hypoparathyroidism retardation dysmorphism) uwacro paccmaTpuBaeTcsl Kak
BapuaHT cunHapoma Kennu-Kabdu u mposiBiseTcss TUIIOMAapaTUPEO30M, TSKENON 3a/IepsKKOii
(usnueckoro ¥ TMCUXOMOTOPHOTO Pas3BUTUSI, MMUKpoledanneir, ocobeHHOCTIMYU (eHOTUMA. Y
nanyeHToB ¢ cuHapomamy Kenun-Kaddu 1-ro Tumna (ayTocoMHO-pelecCuBHOE HacaeI0BaHNE) U
Canbsan—CakaTy BeISIBISIOT MyTauuy B reHe TBCE (tubulin-specific chaperone E) [18].

IuromapaTupeo3  SBASIETCSI  KOMIIOHEHTOM  HEKOTOPBIX  0OO/ie3Heil  MMUTOXOHIpMUAaIbHOIM
J1e30KCUPUOOHYKJIEMHOBOI KUCIOThI ¥ 0COOEHHO XapakTepeH st cuHAapoma KephHca-Ceiipa B
COYeTaHUM C HAPYKHOW OdTanbMoIUierueil, MMrMeHTHON JereHepainyeil ceTyaTKu, MUOTATHUEN,
Kkapguomuonarueii. Ilpu cungpome MELAS (mitochondrial encephalopathy, lactic acidosis and
stroke-like episodes) rumomapaTupeos coueTaeTcsl ¢ MUTOXOHIPUAIbHONM SHIedasonaTme,
JIAaKTaT-allMA030M, MHCYIbTOMOMOOHBIMM 3MM30maMu. HecMOTpS Ha TO UTO IIPUM JAHHbIX
3a60/IeBaHMSX TUIIOMAPATMPEO3, KaK MPaBUJIO, HE BBICTYIIA€T OCHOBHBIM CHMIITOMOM, B psiae
cTy4yaeB B 1e60Te pa3sBMBAIOTCSI MMEHHO TMIIOKAIbLIYIEMUUECKIE CYOOPOTH, YTO CJIYXKUT TIOBOAOM
IS JanbHeiimero o6ciemoBaHus. Ilompo6Has wuHboOpMallMs TMpeacTaBieHa B pasieie
IoToTHNTETbHOM MH(pOpMaIU.

1.2.5. TunonapaTupeos ¥ rUINOMarHueMust

CHIDKeHMe KOHLIEHTpaIMM MarHusl B IuiasMe yBeauuMBaeT peabcopOIui0 MarHusl B IOYKaX, He
BIMSISL HA aB6COPOIIMIO Kalablysl B KUIIEUHVKE. [Ipy CHYKEHUM YPOBHSI MarHust B CbIBOPOTKE, KaK U
Tpu rumnoxanbimemun, cekperysi [T go/mKHA yCUIMBATBCS, OMHAKO Je(DUIMT MarHus TPUBOIUAT
K TaTOJIOTUYEeCKOMY CHVDKeHMI0 ypoBHS [ITT m pa3BUTUIO PE3UCTEHTHOCTM KOCTHOM TKaHU U
rouek K ero 3ddexram [13,19]. [laToreHeTHUECKMIT MEXaHU3M Pa3BUTHSI TUIOTIAPATUPeO3a MPU
TUIIOMAaTHMEMUY OCTAeTCsl HE COBCEM M3yUEeHHBIM.

Heduuut Marams HabI0IaeTCs BCIENCTBIE:

® HeIOCTATOYHOTO MOCTYIIEHUS C TIHIIelt;
e CHIMKeHMST abCcopOIMYM B KUIIEUHMKE (MabaOCOpOIMst, CUHAPOM KOPOTKOM KUIIKH, TSDKeTast U
MPOJIOJDKUTEIbHAS PBOTA, JMapesi, CTeaTopes);
e ceMejiHasi TUIIOMarHyeMusi C BTOpMUYHOM rumnokanbumemuent (myrauus TRPM6) [20,21];
® ayTOCOMHO-IOMMHAHTHas IUIIOKaIbLMeMus (aKTUBUpYIolasi MyTauus B reHe CASR) [22];
e ceMeifHasI TMTIOMarHueMusi ¢ TuriepKanbunypueit u Hedpoxranpimuosom (FHHNC) [22-24];
* MpueMa JeKapCTBEHHbIX IIpenapaToB:
o Tuasumpl, pypocemMmm**;
© MHTUOUTOPBI MPOTOHOBOTO HACOCA;
© aHTUOMOTUKMU;
© MPOTUMBOTPMOKOBBIE TIPEIapaThl /I CUCTEMHOTO MCIIOIb30BaHMsI (aMmboTepuiiiH B**);
© MPOTUBOOITYXOJIEBbIE Mpernaparsl (IUCIUIATUH ¥, KapboTUIaTuH**);
© MMMYHOJEIMPeCcCaHThl (TAKPOIUMYC ™™, IIUMKIOCIIOPUH™*);
© MOHOKJIOHA/IbHbIE aHTHUTENA (IIeTYKCUMa6™**).

'MriepMarHuemMust Takske MOKeT MPUBOAUTH K HapymieHuio ¢yHkiuu OLDK myrem ropmasieHust
cekpeuyy IITT ¢ pasBuTMeM TrurnokaablyemMuu. [umepmarHueMusi MOXKeT PpasBUTBCS IIpU
CJIeAYIOIINX COCTOSTHUSIX: XPOHUYeCKoii 60e3HM movek (XBII); cemMeitHOI rUMOKaIbIINyPUUECKOIA



TUTepPKaIbIMeMUN; M36bITOYHOM TTOTPeOIeHUM (TTapeHTepaIbHOe BBeleHVe TTPernapaToB MarHUs
U [Ip.); TOKOJIMTUYECKO! Teparuu Mpu IKIaMIICUA.

1.2.6. ipyrue npuYMHbLI ITMIonapaTupeosa

HekoTropsle ciiyyau M30AMPOBAHHOTO TUIIONIApPATHMPEO03a, IIPU KOTOPBIX He MAeHTUdUIPOoBaHA
MIPUYNHA, TAK)KE€ MOTYT OBITh CIEICTBMEM ayTOMMMYHHOTO TMopaxkeHus Tkauu OIIK. OgHako 310
CKOpee AMarHo3 UCKIIOYEHNs, 11 KOTOPOTO He pa3paboTaHo Creuuuyeckux AMarHOCTUYeCKIX
KputepueB. B penkux ciaydasix MPUUYMHONM TUIIOMApaTMpeo3a MOTYT CTaTh WHOUIbTPATUBHBIE
3a6omeBaHusl, TakuMe KaK CapKoMIo3, aMMIOMIO03, TUPEOMIMT Pupmenst M MeTacTaTMUecKoe
nopakeHre OIIPK [25-28]. Tkaub OIIPK OTHOCUTENBHO HE BOCIPUMMYMBA K JYYEBOMY
MOBPeXAEHUIO, TEM He MeHee B JIMTepaType OINMCaHbl OYeHb pefKue Clydau paaranOHHO-
MHOYLUMPOBAHHOTO rumnonaparupeosa [29-32]. OtrnokeHus MuHepanoB B TkaHu OIDK -
Harpumep, Meau mpu 6ome3HM BuiibCcoOHA U Keyle3a MU reMOXpOMATO3e - SIBJISIOTCS PeSKMMMU
MpUYMHAMM  pasBUTMI runomnapatupeosa. OmnmcaHbpl Caydau pasBUTKS TUIIONAapaTupeosa
BCJIE[ICTBME MACCHBHBIX MIOBTOPSIIOIINXCS TpaHCQyY31ii y TAallMeHTOB ¢ Tanaccemueii [33-37].



1.3 dnimaeMuosorusa 3a601eBaHUsI UIU COCTOSIHUS
(rpymmnbl 3a00/1eBaHMT MJIV COCTOSTHMIA)

[monapaTupeos 3TO peakoe 3abojeBaHMe C pacrnpocrpaHeHHocTbio 0,25 Ha 1000 HacemeHwMs.
Vimeromiyecsi [OaHHble O PACIPOCTPAHEHHOCTM TUIIONAapaTMpeo3a OCHOBAHbI Ha KPYIHBIX
SMUIEMUOIOTUUECKUX MCCIefoBaHusIx, npoBeaeHHbix B CIIA, anuu, HopBermm n Uranuu.
[TosrydyeHHbIe pe3yabTaTbl OTHOCUTENBHO CXOLHBI M CBUIETEIbCTBYIOT O PaClpOCTPAaHEHHOCTU
rurnonaparupeosa B guarnasose 23-37 va 100000 Hacenenus [8,10,38-40].

[MoceonepaMOHHBIN IUIIOTIAPATUPEO3 Ualle BCTPeYaeTcsl CPpey KeHIIWH, YTO CBSI3aHO ¢ Oosee
yacroil marosnoruein DK u, ciemoBaTenbHO, TupeouasKkromuel [41,42]. PacripocTpaHEHHOCTD
HaCIeCTBEHHbIX (OPM TUIIOMApaTHpeo3a He pas3jMuaeTcss Yy MYXYMH ¥ KeHIMH [39]. B
POCCUIACKOJ TMOMYJISILUM KPYIIHBIX SMUAEMUOIOTUUYECKUX UCCAeLO0BAHMUIT C Lelbl0 OLEeHKU
pacrpoCTpaHeHHOCTH IUIT0INIapaTupeo3a He IPOBOAUIIOCE.



1.4 Oco6eHHOCTY KOAMPOBaHUS 3a00/IeBaHUS WIN

COCTOSTHMSA (IPYIIIbI 3a00/1eBaHMIL MM COCTOSTHUI)

1o MexxayHapOAoHOM CTaTU4YeCKOM Kiacuduranum
O0oJIe3HeV U IMPo0IeM, CBI3aHHBIX CO 3JOPOBHEM

E20.0 UnuonaTtuyeckuii runonapaTupeos
E20.8 [Ipyrue ¢opmbI ruIionapaTupeosa
E20.9 TunonapaTtupeo3 HeyTOUHEHHbI

E89.2 I'mnmomapaTtypeo3, BOSHUKIIMI MTOCIe MEOUIMHCKUX TPOLIEAYDP



1.5 Knaccudukanys 3a6oneBaHNs UV COCTOSTHUS
(rpyuisl 3a00/1eBaHU WJI COCTOSIHUN)

1. TlocneonepauyiOHHBIN runonapaTrupeos: [43]

o TpaH3UTOPHBIN TUIIONIAPATUPEO3;
o XpOoHMUYeCKUI (CTOKMIT) TUIIOTIapaTUPeOs.

2. AyTOMMMYHHbBII TUIIOIAPATUPEO3™:

0 AyTOMMMYHHBIN NOAUTAaHAYASPHbIN cuHApoMm 1 Tuma (AIIC 1 tumna);
0 AyTOMMMYHHBIN NOAUTAAHAYASPHBIN cuHApoM 3 Tura (AIIC 3 tuma);
© AyTOMMMYHHBIN NOAUTAAHAYASIPHbIN cMHAPOM 4 Tuta (AIIC 4 tuma).

3. leHeTHMYeCKMIT M30IMPOBAHHBIN I'UIIONapaTUPEO3:

e AyTOCOMHO-IOMMHAHTHasl rUIoKajbuueMus ¢ runepkarbunypueit 1 tuna (HYPOC1-ADH1)/
curapom baprrepa 5 Tumna;

e AyTOCOMHO-IOMMHAHTHAs TUITOKaibLyemus ¢ runiepkaibumuypueit 2 Tuna (HYPOC1-ADH2);

e CeMeliHbIN M30JMPOBAHHBIN IUIIONApaTpPe03 (ayTOCOMHbIN, X-CBSI3aHHbIN).

4, I‘Mrlor[apa'rupeos B COCTaB€ IMOJIMKOMIIOHEHTHbBIX TCHETUYECKUX CMHAPOMOB:

e Cunapowm OuJlxxopmxku 1 tumna (DGS1);

e  Cunpapom Oullxopmxu 2 Tuna (DGS2);
e CHARGE cungpowm;

e HDR cuHapom;

e Cunppom Kennn-Kaddu 1 tuma (KCS1);
e Cunppom Kennn-Kaddu 2 tuma (KCS2);
¢ Gracile bone dysplasia (GCLEB);

e MuTOXOHIpUaIbHbIe 3a00/I€BaAHMS.

5. Ipyrue ¢opmMbI runonapaTupeosa:

o HapyueHust obMeHa MarHusi;
o MHbuabTpaTUBHBbIE 3a60/IeBaHMS (TPAHYIEMATO3, TEMOXPOMATO3, METaCTa3pPOBaHIeE);
o T'mmomapaTupeos B pe3yJbTaTe JIy4eBOro noBpexnenus Tkauu OIK.

6. UnnomnaTuyeckuii rumorapaTupeos.

* - cayd4aeB pa3BUTMSI TUIIONApAaTUpeO3a B pPaMKax ayTOMMMYHHOTO TOIUIIAHIYISIPHOTO
cuHppoMa 2 tuna (AIIC 2 tuma) He OnKUCaHO.



1.6 KiimHnyeckass KapTyHa 3a00/IeBaHUS UIN _
COCTOSIHUA (IPYyIIIbI 3a00/IeBAaHU VIV COCTOSIHUN)

OCHOBHbIE  KJIMHMYECKME  T[POSBJEHMs  IMIIONapaTupeosa  OOYCJIOBJIEHbI  HaIMUMEM
rUIoKanbleMuy. HemocTaTOK KajblMsi B OpraHmsMe MPUBOIUT K YaCTUUHOI Ierospusanymn
MOTeHI[MaJa IIOKOS Ha MeMOpaHe HeipOHOB, TeM CaMbIM YBeIMUMBAsI BEPOSITHOCTH 3aIlycKa
MoTeHIMana faeiicTBus [44]. Kak criemcTBie MOBBINIAETCS HEPBHO-MbIIIEUHass BO3OYAMMOCTb U
obas BereTaTMBHas PEaKTUBHOCTb. Veunenne YYBCTBUTETHHOCTH CEHCOPHOro
(YYBCTBUTEIHHOTO) HeipoHa MPOSIBISIETCS B BUJIE TTApecTe3nii B KOHEUHOCTSIX ¥ B OKOJIOPOTOBOIA
061aCTI; MOTOPHOIO (IBUIaTeIbHOr0) HeMipOHA — MBIIIEYHBIMM CIIa3MaMM, BILIOTh O TeTAHUM;
OT K/JIaCCMYECKOTO KapIIoNeAaJbHOTO CIasMa [0 S>KM3HEYTPOKAIOIIero JapuHrocmasma [45].
Tsokenasi TMIIOKaAbLMEMMSI aCCOLMMPOBAaHA KaK C JIOKAJIbHBIMM, TaK M TeHepaJM30BaAHHBIMU
CymoporaMu TOHMKO-KJIOHUYECKOTo TUIIA.

CrerieHb BbIPQXXEHHOCTU CMMIITOMOB 3aBUCUT OT YPOBHSI KaJIbLIMSI B CBIBOPOTKE KPOBU, a TAKKE OT
CKOPOCTY TIPOTPECCHMPOBAHMS TUIOKIbLMEMMUN. [IJIT XPOHMYECKOTO TeueHus 3abosieBaHMms
XapakTepHa ajamnTauusi K HU3KMM YPOBHSM KajabLiMs ChIBOPOTKM KpPOBU C OTCYTCTBUEM
BBIP@KEHHOJ KIMHMYECKON KapTUHBI Jake IPU TSDKeI0M MIOKaabLyeMun. [IpoBOIMPYIOIMMHA
(hakTOopamm yXymIieHNUs] COCTOSIHUSI B TAKMUX CIydasiX MOTYT SIBJSITBCSI BO3pacTaHue (u3nIecKoii
aKTUMBHOCTH, MeIUIMHCKIE ITPOIIeIypbl, 6epeMeHHOCTh 1 takTaius [1,29].

OcTpast runoKajabIemMust (TUIIOKAIbIIMEMUUECKUIT KPU3) - 3TO KMU3HEYTPOKAIoIee COCTOSHIME,
KOTOpOe TpeGyeT HEeOTIOKHBIX JIeueOGHbIX MepOIPUSITHIA.

Knuuuuyecky oOHa MPOSBISETCS MPUCTYIaMM TeTaHMM, KOTOPBIM MOIYT IIpe[lIecTBOBaTh
rapecTe3uu JINIia, KUCTe U CTOT, YYBCTBO CTpaxa, 6ecriokoicTBo, GUOPWLISIpHbIE TOAEPTrUBaHNS
OTAENbHBIX MBbIIIL,. Yallle BCero Cygoporu BO3HUKAIOT B MbIIILLAX BEPXHUX KOHEUYHOCTEN, pexe — B
HIWKHMX. BemencrTBue crasma MYCKYJIaTypbl JIMIIA BO3HMKAeT capIoOHMYecKas YIbIOKa, TyObI
npuo6petanT Gopmy «pbibbero pra». [Ipu criazMe KeBaTeIbHBIX MBIIIL, BO3HUKAET CYIOPOXKHOE
okatue yemiocteil (Tpu3m). CymoporM B MBIIIAX BEPXHUX KOHEYHOCTEel TIpUBOAST K
XapaKTepHOMY ITOJIOKEHUIO PYKM, Ha3bIBAEMOMY <«PYKOW aKyllepa»: MaJbIlbl CKATbl U CJIETKA
NpUBeLeHbl K JIaJloHy, | masnel cBefeH, KUCTb COTHYTA B Jy4e3alsacTHOM cycrase. [Ipu crasme
MYCKYJIATypbl HUKHUX KOHEUHOCTe! Oefipa ¥ TOJIeHU BBITSIHYTHI, CTOIbI IOBEPTHIBAIOTCSI BHYTPb,
TyJOBUILle BbIrMbaeTcsi K3agu (OMMUCTOTOHYC). BceemcTBMe  CYHOPOKHBIX — COKpAIleHUi
MekpeGepHBIX MBIIII, MBIIIL XUBOTA U AuadparMbl pe3ko HapyllaeTcs AbixaHue. M3meHeHUst
OpraHOB ¥ CHUCTEM IIpM TETAaHUM 3aBUCIT OT NPeobJafaHus TOHYCA CUMIIATUYECKON WU
rnapacMMMaTU4YeCcKoil CUCTeMbl. AKTMBALMS CUMIIATUUYECKON HEPBHON CUCTEMbI MHPUBOLUT K
TaXMKapAVY, TIOBBILIEHUIO apTepPUaIbHOTO [aBIeHUs, IOOJeJHEeHMI0 KOXHBIX ITOKPOBOB
BUIEACTBME crasMma repudepruyeckux COCyIOB, & INapacMMIIATMUYECKON — K Opagukapoum u
TUIIOTeH3UM, PBOTe, Auapee, nonnypumn. Crnasmsl I71agKoOV MYCKyJIaTypbl BHYTPEHHUX OPraHOB U
COCYZOB MOTYT MMUTHPOBATh Da3auMyHble 3a007eBaHMs, BK/IOUas MATOJOTUIO CepaevyHo-
COCYOMCTON CUCTeMbl (IIPUCTYINBI CTEHOKapAMM, SHAAPTEPUMTA, MUIPEHM U T.J.), OpPraHOB
IbIXaHMsl (HampuMmep, OpOHXMAaabHAs acTMa), >KeTYZOYHO-KUIIEUHOTO TPaKTa (XOJMEeIMUCTUT,
TTaHKPEATUT, AIMEeHIULINT, S13Ba JKeTyKa), MOYeII0JI0BOI CUCTeMbI (LIUCTUT, HedpuT u 1p.) [46].

1.6.2. KnuHuyeckue NPOsSiBJI€HUSI XPOHMYECKOT0 TUIonapaTupeosa

KnuHnueckue mposiBieHsI XPOHMYECKOTO rUIIonapaTypeosa pas3jinyHbl M 3aTPparuBaioT IOYTH BCe
cucTeMbl opranusma (ta6m.2). KnmHuueckne CMMIITOMbI XPOHMYECKOTO IMIIONapaTupeosa MOTYT
OBITH ACCOLMMPOBAHBI KaK C 3MM305aMU TUIIO-, TAK U TUITepKaibiieMun, runiepdocdartemun [29].

Ta6auia 2. KnuHudeckue CMMIITOMBI TUIIONIapaTpeosa.

Cucrembl opraHoB K. KHne npc

Mepudepuueckas HepBHasa cuctema Mapectesnu, GnBpUNNspHbIE NOAEPrUBaHMS, TOHUYECKWE CYA0POrH,
TeTaHusl, KaprnoneaanbHblid cnasM, CUMNTOMbl XBocTeka U Tpycco

LleHTpanbHas HepBHas cucrtema HeBpo3, CHWxXeHWe namsaT, 6eccoHHuLa, Aenpeccust
[bixaTensHas cucrema JlapuHrocnasm u 6poHxocnasm
XKenyaouHo-KULWEeYHbIV TpaKT [vcdarvs, peoTa, Avapesi 1 3amnopbl

Cepae4vyHo-cocyaucras cucrtema YanuHeHne uHTepsana Q-T u Hecneuunduuyeckme maMeHeHus 3ybua



T, AMnaTaumnoHHasa runokanbLumMeMmyeckas KkapavommonaTms

Moukn Hedponutnas/HedpokanbLnHO3, CHUXEHNE DYHKLUKN NoYeKk

CKeneTHo-MbllleYHas cucrteMa n Muonatusa CKeneTHbIX MbllL, CNoHAWI0aTponaTus, runonnasuns

3y6bl 3y6HOI 3Manu, yKOpoueHWe KOPHeW, rmnonnasus Wam oTcyTcTBue
3y6oB

OpraHbl 3peHus CybkancynspHas kaTapakTa, nannunosgema

KoXHble NOKPOBbI CyxoCTb KOXW, XPYMNKOCTb HOITEN, OHUXONWU3UC, MYCTYNEe3HbIN

ncopuas

LlenTpanbHag HepBHAs CUcCTeMa

Kanpumbukaumusi CTPyKTyp TOJOBHOTO MO3ra Y TALMEHTOB C TUIIONapaTMpeo30M MOXKeT
ompenesnsiTbcsl B 52-74% ciyuaeB [47,48]. Yame Bcero KanbuMbMKauM BU3YATU3UPYIOTCS B
6a3aJIbHBIX TAHITIMSX, CPeAM IPYIUX JIOKaAM3aluii - 6eoe BeIeCTBO TOJTOBHOTO MO3ra, TalaMyc,
3ybuaToe sApO. XOTS TOUHOM IPUUMHBI, IPUBOAAILIEN K (OPMMUPOBAHUIO BHECKEIEeTHOI
KanbuubuKaMM, He YCTAHOBJIEHO, IPOTPeCCUPOBaHMe KalbUMGUKAIUMU TECHO CBSI3aHO C
u3MeHeHUsIMM ~ obmeHa  ¢ochopa  (rumepdocdaremmueir). KauHMYeckas — 3HAUMMOCTD
KanbIMGUKAIUM T€HTPAIbHOV HEPBHOIM CHUCTEMbBI y TALMEHTOB C JJINTENbHbBIM aHAMHEe30M
rurnonapaTMpeosa He u3BecTHa. [IpsgMoit  ¢BSI3SM € CMMIOTOMaMy  [apKMHCOHM3Ma
(HeBpOJIOTMUECKME HApyLUIeHUs OBVKEHMS, XapaKTepuUsyIollKecs TPeMOpoM, OpaJuKUHe3Nei,
PUTUIHOCTBIO U TIOCTYPAIbHOI HECTaOUIbHOCTBIO) U OUCTOHUY (HEBPOJIOTMYECKYEe PacCTPOiiCTBa
IBVDKEeHUS, CBSI3aHHbIE CO «CKpyUMBaHMEM» MAM aHOMa/JbHBIMM (DUKCMPOBAHHBIMM I103aMM) He
BBISIBJIEHO M 3TU HapylIeHMsI OTMEUaloTCsl ropasfo pexe, uem, Hampumep, M30IMPOBAHHAS
KanblubuKaimsa 6asajlbHbIX TaHIJIMEB IO pe3ylbTaTaM KOMIIbIoTepHOi Tomorpaduu (KT)
TOJIOBHOTO Mo3ra [47-49]. Hammume B3aMMOCBSI3M MeXIy OObEMOM ¥ MeCTOTIONOXKeHNeM
OOBbI3BECTBJIEHUII C  HEBPOJIOTMUECKMMM  CUMIITOMamyu  mporuBopeunBo  [50].  Taxoke
TUTIOTIAPATUPEO3 CBSI3aH C MOBBIIIEHHBIM PYCKOM HEMpPONCUXUYECKMUX 3a00/IeBaHM, TAKUX KaK
nerpeccust wiu 6urnonspHoe abdekTMBHOe paccTpoicTBo [41].

CepreyHo-CcocynucTas CucTemMa

I'mnokanpLyeMusi CIIOCOOCTBYET HapyIIEHUIO CEePLeYHOro puTMa. Y MAIlMeHTOB C XPOHWYeCKOiA
IUITOKAIbLIVieMMell Ha 3JIeKTPOKapAMorpaMMe MOKeT BBIABIATLCSA yOjiMHeHue MHTepBana QT,
Hapsipy ¢ usmeHeHussMyu U u T 3y6110B [51]. BOIBIIMHCTBO M3 3TUX CMMIITOMOB Pa3pellarnTcs Ha
(dbone xommeHcauuy 3abojeBaHMS ¥ JOCTVIKEHMsI CTOMKOI HOpPMOKaJbLeMuM. 3acToiiHas
cepaeyHas HeIOCTaTOYHOCTb, He IMOIJAIOLIAsCsA CTaHIApPTHOMY MeAMKaMEeHTO3HOMY JIe4eHUIO
(0coGeHHO y JIMIL C MCXOOHBIMM 3a00/leBaHMSIMM Cepllia), PasBMBAeTCS DPeNKO M SBISeTCs
YACTUYHO VIV TIOTHOCTBIO 06PaTUMOI ITOC/Ie HOPpMaIM3aluM YPOBHS Kaablys. POpMUPYOIIAsICs
IIpY IJINTEIbHOM TSDKeJIOM TeYeHMM TUIIoNapaTypeo3a IMIIOKaabLyeMuyecKas IuiaTalOHHas
KapAMOMMONIaTHs, TAKOKe, KaK IIpaBuiIo, o6paTuma Ha ¢poHe KoMmIeHcaluuy 3a6oneBaHust [52].

[Houku

TpaIuIMOHHOE JiedyeHMe IIperapaTaMy KajblMsl M IIperapaTaMyu BUTaMMHA D U ero
MPOU3BOJHBIMM CIIOCOGCTBYET IMOBBIIIEHHOI SKCKPELIVY KaIbIUS C MOYOIi 13-3a OTCYTCTBUS [TTT-
OTIOCPEIOBAHHOI peabcopOIMy KaablMs B IUCTATbHOM KaHajblle HedpoHa. [UepKaabmypust -
dakTop pucka HedpoKadbLMHO3a M HePPOIUTHA3a, aACCOIUMPOBAHHBIX C pPa3BUTUEM
XPOHMYECKOJ) OO0je3HM II0YeK, BIUIOTh O TepPMMHAIbHONM cTaguyu. PacnpocTpaHeHHOCTh
HebPOKaIbLIMHO3a cpeay O0MbHBIX, MOMYUYAIONIMNX CTAHIAPTHYIO TEPAITNIO, BApbUPYET B IIpemenax
12-57% [53]-

CkesieTHO-MbIIIIEYHAs CUCTEMA U BY6bI

OtcyTcTBMe afiekBaTHOI cekpenyu ITTT cmoco6CTBYET CHUSKEHUIO CKOPOCTY KOCTHOTO OGMEHa, B
pesysbTaTe MocIe KaKA0ro MK/IA PEMOIETMPOBAHNMS HE TIPOUCXOIUT ONTMMATbHOTO OGHOBIIEHSI
KOCTHO#M TKaHu. [IpyM 3TOM 4YacTO MpM TMPOBENEHUM [IBYXIHEPreTUUEeCcKOoil PeHTTeHOBCKOM
abcopbimomerpun (DXA) oTMedaeTcs yBelnUeHe MoKa3aTeneil MMHEPaIbHOM MJIOTHOCTY KOCTU
(MIIK), oco6eHHO B yuacTKax ¢ mpeobyasaHueM TpabekyasipHOTO KOMIIOHeHTa [54,55].

[MaTonornyeckoe 3HaueHMe HapyIIeHHON MMKPOAPXMUTEKTOHMKM KOCTHOJM TKaHM He A0 KOHIIA
IOHSTHO, XOTSI MMEIOTCS JaHHble 00 YBeIMUEHMM YaCTOThl NEPEJIOMOB KOCTEl CcKeleTa Ipu
JIaHHoii matosmoruu [41,54]. OqHAKO TpeOYIOTCS NaabHeIIe VCCIeq0BaHNs.

XPpOHMYECKUIT TUIIOTIapaTHPeO3 TakKKe MOKET ObITh aCCOIMMPOBAH CO CIIOHOMIOAPTPOIATHEN,
XapakTepusyolleiics occudbukanmeil cBI30K 1 obpa3oBaHMeM CUHAE3MOGUTOB [56]. MuonaTus
CKeJIeTHBIX MBIIILL, BbISIBISIeMasT y IMALMeHTOB C XPOHMYECKMM TIUIIONapaTUpPeo3O0M,



XapaKTepu3yeTcs MOBBIIIEHNEM YPOBHS KpeaTHGOChOKMHA3bI B CBIBOPOTKE KPOBU M HAIUUMEM
TUCTOJIOTUYECKUX M3MEHEHMii B OMOIICMITHOM MaTepuaje, M II0-BUAMMOMY, OTHOCUTCS K
MPOSIBJIEHUSM JIJIUTETbHO HEKOMITEHCHMPOBAHHOI TsKeMoN rumnokanbiviemMuu [57]. TlaTomorust
3y60B IMpPU XPOHMYECKOM TUIIONAapaTUpeo3e BKIIOUAET TUITOIIIA3UI0 3yOHOM 3Maju, yKOpoUueHme
KOpHEIA, 'MTIOJIa3uio WK OTCYTCTBME 3y60B [58,59].

OpraHbl 3peHus

IMIonapaTupeos XapakTepu3yeTcs MOBBIIIEHHBIM PMCKOM Pas3BUTHS CyOKATICY/IIPHO KaTapaKThl,
PacIpoCTpaHEeHHOCTh JAHHOTO OCJIOKHEHMSI BapuabeabHa U cocTasisieT 27-55%. IIpenronaraercs,
YTO JOMOTHUTENbHBIMU (DaKTOpaMy PyCKa JaHHOTO OCTOKHEHMWS SIBJSIIOTCS BO3PacT HAa MOMEHT
MaHMbeCcTaun U/WiIn JJIUTeTbHOCTDb 3a60meBanmst [60—62].

V nauueHTOB C XPOHMUYECKMM TIUIIONAapaTMpeo30M OIMCAaHbl peAKye Iydayu IManuIIo3[eMbl
(oTeka [MCKa 3PUTENIbHOTO HEPBA, BBI3BAHHOTO IIOBBIIIEHMEM BHYTPUUEPEITHOTO JaBJIeHMS).
O6paTMMOCTh CMMIITOMOB OTMeuanach Ha GOoHe KOPPeKIMM TUIIOKaIbIieMun [63].

Koxka u ee IIPOM3BOAHbIE

[Tpu ruronapaTupeose pasBMBAETCSI MTOPaKeHME KOXKM U €e MPOM3BOAHBIX, UTO MPOSBISIETCS B
IEePBYI0 OUYepenb CYXOCTbIO KOXKM, XPYIIKOCTbIO HOITEN, OOJIbINeil MX ITOIBEPKEHHOCThIO K
OHMXONU3UCY (OTCIaMBaHMe HOTTS OT MSITKMX TKaHel joska). Pelko B KaueCcTBe OCTOXKHEHMS
XPOHMYECKOTO TUIIONapaTUpeosa pasBUBAETCS TSOKEbIN MyCTYIe3HbI Icopuas, 00yCIOBIeHHbIN,
BO3MOKHO, YydYacTMeM BHYTPMKJIETOYHOTO KajbLMSI B peryisuumu mnponudepauum u
InddepeHIMPOBKY KEPATUHOLUTOB [64,65].



2. IuarHoCTUKA 3a00/1€eBaHUS UV COCTOSIHUS
T'PYIIIIbI 3200/IeBAHUI UJIM COCTOSTHMIT)
MeAUIMHCKME IIOKa3aHus ¥ MIPOTUBOIMOKAa3aHUS K
IMIPUMEHEHNIO METOd0B JMAarHOCTUKU

Kputepun yctaHOBIeHMs quUarHo3a rMIonapaTupeo3a Ha OCHOBAHUY Pe3yIbTaTOB J1ab0PATOPHBIX
MUCCIeNOBAHUI: TUIIOKAIbLIMEMUM (HU3KOTO YPOBHS aJbOyMUH-CKOPPEKTUPOBAHHOTO WU
VIOHM3UPOBAHHOI'O KajblMsi KPOBU) B coueTaHUM €O CHVKeHueM ypoBHS [ITT (wim BbisiBIeHMeM
HeaneKkBaTHO HU3KOro yposH4 I[1TT).

e PexomeHAyeTCsl yCTaHaBIMBATh AMATHO3 TUIIONApaTUPeO3a y MalMeHTOB C IUIIOKalbleMueit
(HM3KOTO YPOBHSI aIbOyMMH-CKOPPEKTMPOBAHHOTO WIX VMOHU3UPOBAHHOTO KaIbIMs KPOBU) B
coueTanuu co cHKeHmneM ypoBHS IITI (wniu BeIsIBIeHMeM HealleKBaTHO HU3KoOro yposHs I1TT)
[1,29,66-75].

YpoBeHb YOeaUTEeIbHOCTY peKoMeHAanuii B (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — 2)

KommeHTapum: Haubonee pacnpoCmMpaHeHHsiM mecmom Ons OudzHOCIMUKU —2UNOKAIbUUeMUU
a6J151emcs uaMepeHue yposHs obuezo kanvyus. Koppekmupoeka Kansyusi Ha ypoeeHs anb0yMuHa Kposu
Heo0X00uMda C YeJiblo UCKIHOUEHUs JIOHHOOMPUYAMEIbHBIX UL JIONHCHONOJIONUMENBbHBIX PEe3yabmanos
KanpyueMul npu UsMeHeHUU KOHYeHMpayuu njadsmeHHblx 6enKos.

@opmyavl 011 pacuema anbOyMuH-CcKOPPEKIMUPOBAHHO20 KANbYUSL:

. O6wuti Kanvyuti naasmel (MMONb/J1) = U3MEPEHHbLI YyPO8eHsb Kanbyus naasmol (Mmoav/n) + 0.02
X (40 - usmepeHHblli yposeHb anvOyMuHa naasmol (2/7))

. O6wuti kansyuti naasmol (Me/0n) = usmepeHHblii yposeHs Kanvyust naasmol (Me/on) + 0.8 x (4 -
U3MepeHHbIll YposeHb anbOyMuHa naasmol (2/01))

. Koagpuyuenm nepecuéma: [kansyuii] me/on x 0,25 ==> [kansyuii] Mmmons/1

Bo3moxHo makxce onpedesieHue YpOGHS UOHU3UPOBAHHOU (Ppakyuu Kaavyusi 8 Cbleopomke Kposu,
Komopelli 8 HopMme Haxodumcs 6 pegpepercHom Juanaszove 1,03-1,29 mmons/n. C yensio
noodmeepm0eHuUs. Haauuus 2UNOKAIbYUEMUU NPU COMHUMENBHBIX pe3ynsmamax (HU3KO0 HOPMAlbHOM
WU HECKOIbKO HUMe peepeHCcH020 duanasoHa yposHe Kanvyus Kposu) peKoMeHA08aHO J8yKpamHoe
onpedeneHue yposHs Kansyus (ans0yMuH-cKoppekmupo8aHHoz0 Uil UOHU3UPOBAHHO20).

Hsmepenue codepycanus ITTT 8 kKposu daem CyuwjeCmeeHHYy UHGOPpMAUUIo, HO, 8 MO Hce 8peMsl, e20
pe3yavmamel 00/HCHbL OblMb KOPPEKMHO UHMEPNPemuposaHsl, Maxk KAk 2UNOKAabUuemus Moxcem
npueodums K KOMNEHCAMOPHOMY OMHOCUMENbHOMY nosbluleHuio cekpeyuu ITTI u mackuposams
ucmuHHwlli zunonapamupeo3. Takum o6pazom, 2unokaibyuemMus Ha poHe HOPMAIbHOU KOHYeHmMpayuu
IITT moxcem Obimb N08000M O OUHAMUYECKO20 HAOI00eHUA U 0000C1e008aHUS hayleHma.



2.1 J)Kano0b1 M1 aHaAaMHe3

Camoti uacmoti »anoboli nayueHmos ¢ 2uUNONApAMupeo3oM Se8asemcs Haauuue cyoopoz u/uiu
napecmesuti 8 MblIUYAX 6EPXHUX U HUMCHUX KOHeuHocmell, oKosopomogoli obnacmu. Ilayuenmol ¢
ONnuUmMesbHbIM AHAMHE30M 2unonapamupeosd npedssiesiom #auodsl Ha «M032080Li MYyMAH», CHUMCEHUe
namsamu u KoHyeHmpayuu eHumaHusl. OCHOBHble Xcanobbl NAYUeHmos8 ¢ 2UunNONapamupeo3om
npedcmaseJieHsl 8 maoi. 3.

Ta6nuua 3. dusnyeckue, KOTHUTUBHBIE Y SMOIMOHATbHbIE CUMITTOMBI TUITOTIApaTUpeo3a [76].

CumnToMm YacroTa, %
dunyeckmne cUMTOMbI

YcranocTtb 82
Bonb B MbllWwLax / MblleYHble cnasmbl 78
MapecTte3unun 76
TeTaHusa 70
Bonun B KOCTAX M cycTaBax 67
PaccTpoicTBa KULWEYHNKaA 46
XpynKocTb / NOMKOCTb HOrTei 44
HenepeHocnMoCTb xapbl 44
FonoBHble 60nn 42
CyXOCTb KOXW U ee MNoBblEHHAs TpaBMaTusaums 40
3586K0CTb 37
BbinaaeHue Bonoc 33
TowHoTa 30
Mpo6nemsbl ¢ 3y6amn 29
Heliponatus 27
YyBCTBUTENBHOCTb K COMHLY 26
OTtekn 23
Mpo6nembl ¢ AblxaHNeM 22
CHuxXeHune cnyxa 11
KOrHUTUBHbIE CUMMTOMbI

«Mo3roBoW TyMaH» / yMCTBEHHas netaprus 72
HeBO3MOXHOCTb KOHLEHTPUPOBaTb BHUMaHue 65
CHuXeHne namsaTu/3abbiBUNBOCTb 61
HapylweHune cHa 57
3MOL{MOHaﬂbeIe CUMITTOMbI

TpeBOXHOCTb/CTpax/BHyTpeHHee 6eCcrnoKkoncTBo 59




CHUXeHWe HacTpoeHus/rpycTb/aenpeccus 53

SMouMOHanbHas YyBCTBUTENBbHOCTb 47

CoumnanbHas nsonaumns 32

o [layueHmam c no003peHueM HA HAuuue 2unonapamupeo3a pekomeHA08aH cb60p aHaMHeCmuueckux
OaHHBIX 0 NpoBedeHHbIX XUPYp2UUeCKUX BMewamenscmeax Ha O0peaHax uleu, a makxxie o
conymcmeyrwujeti namoJiozutl, acCoyuupo8aHHoli ¢ pocopHo-kanvyuedsim oomeHom [1,3,68,77].

YpoBeHb yoeauTeIbHOCTY pekoMeHAanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

KommeHnTapum: credywouwjue (Qakmopsl no3goasiom 3anodo3pumes y nayueHma  Haauuue
2UNOKAILYUEMUU U 2UNONAPAMUpeo3a:

* nposedeHue XUpypeuieckozo sMeuiamenscmea 8 00aacmu weu;

* Hanuuue napecmesuti 8 061ACMU JIUUA, 6EPXHUX U HUMCHUX KOHeUHOoCcmell;

o Hanuuue GuOPULIAPHBIX NOOEP2USAHULL 0MOETLHBIX MbIUUL, CYOOPO2 8 NPOKCUMATIbHBIX MBILULAX;
* gbigeJIeHlUe KANbYUDUKAYUL 20J108HO20 MO32d;

* NpU HAPYWEHUAX CepOeuH020 pumma.



2.2 ®dusuxKajJbHOe 00cjIegoBaHue

e [layueHmam ¢ nodo3peHuemM HA HAAuuue zunonapamupeoda Oas OUeHKU (akma nposedeHust
Xupypeu1eckoz0 8MewamensCmed Ha op2aHax weu peKomMeHO008aHo nposodums ocmMomp nepeoHeti
nosepxHocmu weu [77].

Ypoeens y6edumensHocmu pekomendauuti C (yposeHb docmosepHocmu doKasamenwvcme — 5)

e V nayuenmos ¢ nodo3peHueM HA HAAUuue 2UNONAPAMupeo3d C Ueavio 8bls8JIeHUs KIUHUUECKUX
nposeeHuUll zunokaivyuemMuu pekomeHdyemcs oyeHka cumnmomos Xeocmexa u Tpycco [1,78].

YpoeeHs yoedumensHocmu pekomenHoauuti C (ypoeeHb 00crmogepHoCmu 0oKa3amenscing — 5)

Kommenmapuu: nonoxumensHulti cumnmom Tpycco — nosigneHue cydopoz 8 Kucmu («pyka axkyuepa)
uepe3 1-3 MuHymol nocne coasieHus naeuda MaHiemotl npu usmepeHuu apmepuaibHo20 0dejieHusl.
JauHelli cuMnmom — BblCOKOUYBCMBUMENbHIL U cneyuduuHslli NPU3HAK 2unoKatbyuemuu —
evisensiemcs y 94% nayuenmos ¢ eunoxkansyuemueti u 'y 1% niodeti ¢ Hopmokansyuemueil. Cumnmom
Xeocmeka — cokpawjeHue mMululy JUYda npu NOCMyKUBAHUU 8 Mecme 8bIX00d JULe8020 Heped — MeHee
uygcmeumenvHslil u cneyuguuHslii npusHak. OmpuyamenvHolli cumnmom Xeocmexa Habnwoaemcs y
30% nayuenmos, uMeWUX 2UNOKALbYUEMUI0, NoJoxcumesnvHolli - y 10% niodeli 6e3 OaHHOI
namoznozuu.



2.3 JIabopaTOopHbIe TMArHOCTUYECKIE
UCCIeA0BaAHUSA

JuartHos rumonapaTupeosa OCHOBBIBAETCS HA Pe3y/IbTaTax IabopaTopHOro 06cIes0BaHMS.
Kpurepumn ycranoB/ieHus 3a60/1€BaHNST WJIM COCTOSTHMS :

PekomMeHyeTcsl yCTaHaBIMBATh AMArHO3 CUIIONApaTupeo3a y IMalMeHTOB C IUIIOKajbliieMuen
(HM3KOTO YPOBHS aJbOyMUH-CKOPPEKTUPOBAHHOTO WIM MOHM3UPOBAHHOTO KaJblMsl KPOBU) B
couetaHuu co cHmkeHuem ypoBHS IITT' (mau BbIsIBeHMEM HealekBaTHO HM3KOro ypoBHs IITT)
[1,29,66-75].

VpoBeHBb yOeOUTEeILHOCTY PeKOMeHIanuii B (YypoBeHb I0CTOBEPHOCTHU IOKA3aTe/IbCTB — 2)

KommeHTapum: Haubosee pacnpocmpaHeHHbiM mecmom 0n OUazHOCMUKU 2UNOKAbLYUeMul
S16719€MCs1 U3MepeHue yposHs 00wezo kanvyus. Koppekmuposka Kansyus Ha ypoeeHs anbOyMUHa Kposu
Heo6x00uMda ¢ Yenblo UCKIOUEHUs JIOHCHOOMPUYAMENbHBIX UIU JIOHCHONONONCUMENbHBIX PE3YbIamos
KansyueMuu Npu usMeHeHuu KOHYeHmpayuu niasmeHHbsix 0ekos.

@opmyavl 011 pacuema anbOyMuH-cKOPPEKMUPOBAHHO20 KANbYUSL:

. O6wuti kaneyuti n1asmsl (MMOJIb/J) = UMEPEHHBIL YPOBeHb Kalbyus naasmsl (Mmons/n) + 0.02
X (40 - usmepeHHblli yposeHs anvOyMuHa naasmol (2/7))

. O6wuti kansyuti naasmol (Me/0n) = usmepeHHblii yposeHs Kanvyusi naasmol (Me/on) + 0.8 x (4 -
U3MepeHHblIll yposeHb abOyMuHa niasmol (2/0))

. Koaguyuenm nepecuéma: [kansyuti] me/on x 0,25 ==> [kanvyuii] Mmmosns/n

Bo3moxHO maxkxce onpedesieHue YpPO8HS UOHU3UPOBAHHOU (Ppakyuu Kaavyusi 8 Cbl8opomke Kposu,
Komopelli 8 Hopme Haxoodumcs 6 pegpepercHom OJuanaszove 1,03-1,29 mmons/n. C uyensio
noomeepic0eHuss HAAUYUS 2UNOKANbYUEMUU NPU COMHUMEIbHbIX pe3ybmamax (HU3Ko HOPMAlbHOM
WU HEeCKObKO HUMe pehepeHCcH020 duana3oHa ypoeHe Kansyusi Kposu) peKoMeHO08aHO J8yKpamHoe
onpedeneHue yposHs Kanvlust (anbOyMuH-cKOppeKmMupo8aHHozo il UOHU3UPOBAHHO20).

Hzmepenue codepicanus ITTI 8 kKposu daem cywecmeeHHY UHGPOpMAayuio, HO, 8 MO e 8peMs, e20
pe3ysivmamol 00/icHbL GblMb KOPPEKMHO UHMepNpemupo8aHsl, Maxk KAk 2UnOKaIbyuemust Moxicem
npueodums K KOMNEHCAMOPHOMY OMHOCUMEeNbHOMY nosbiuleHuio cekpeyuu ITTI u mackuposams
ucmuHHwlli zunonapamupeo3s. Takum o6pazom, 2unokaibyuemMus Ha poHe HOPMAIbHOU KOHYeHMpayuu
IITT mozcem 6bims N08000M Ot OUHAMUYECKO20 HAOII00eHUA U 0000C1e008aHUs haylieHma.

e JlammeHTaM C TIOJO3peHMEM Ha HajauMuue TUMoIapaTupeosa IJs MCKIIOUEHUS BTOPUYHBIX
TIPUYMH TUITOKAJIBLIMEMUM PEKOMEHIYETCS, UCCIeIOBaHe YPOBHS HeopraHuueckoro gocdopa
B KPOBU, MICCJIeZIOBAHME YPOBHSI 0GIIEro MarHust B CbBIBOPOTKE KPOBU, UCCIeIOBaHNE YPOBHS 25-
OH ButammuHa [l B KpoBM MCCIIef0BaHye YPOBHS KpeaTyHa B KpoBu ¢ pacueToMm CK® [66-68,79—
82].

VpoBeHBb yoeaUTEeTbHOCTY PEKOMEeHanuii B (ypoBeHb J0CTOBEPHOCTHU JI0Ka3aTEIbCTB — 3)
KommenTapun:

* npu msaxcenoti zunomazHuemuu cHuxcaemces cekpeyust IITI" u nosvtwaemcst peaucmeHmuocmeo K INTI
Kocmeli u nouex;

o maensli depuyum eumamuxa D moxem OGvims accoyuuposan ¢ eunoxansyuemueti. OyeHKa
cmamyca eumamuva D nposodumcss nymem onpedenerus 25(0OH)D, umo sensemcs Haubosee
00CMyNHbIM U HAJeXCHbIM Memodom aabopamopHoli duazHocmuku. Pexomendyemcs nposepka
HadexcHoCmu Ucnosv3yemozo memoda onpedenerus 25(0OH)D omHOCUMENbHO O00UWENnPpUHIMbIX
MexcoyHapodHslx cmandoapmos (DEQAS, NIST). OnpedeneHue ypo8Hsi akmueHoz0 Mmermabdoauma
1,25(0H) 2D He noka3aHo, max Kaxk OaHHsLili Memaboaum umeem KOpomKuii nepuood nosyesviéedeHust
u He ompaxcaem cmamyca eumamuHa D 6 opzaHusme;

e npu ocmpolii eunepocpamemuu pocop akmueHo cesn3viéaem Kanvyuil, 4Umo npueooum K ezo
OMJIONHEHUIO 2JIABHBIM 00PA30M 8 KOCMSX, A MAKMHe 8 OpY2UX MKAHSIX, 8bl3b16a51 2UNOKAILYUEMUIO;



* 2unoKkansyuemus uacmo Habawdaemcs npu CHUXeHUu ckopocmu kaybouxosoti punsmpauuu (CK®D)
u pazgumuu XbII, ocobenHo Ha cmadusx XBII 4 u 5. Tunoxansyuemuss npu XBII sensemcs
cnedcmeuem cHuxeHus cunmesa 1,25(0H);D u conpogoxcoaemcs eunepgochamemueti, komopas 6
c8010 ouepedv npusodum K omJioxdceHur Gochamos Kanvyus 8 MseKuUx MKAaHsIX, mem CamsiM euje
6osiee cnocobcmeys 2UNOKANLYUEMULL.

e Pacuem CK® no EPI npouseodumcsi no ¢opmyne: CK® = a x (kpeamuHuH kposu (m2/on)/b) c x
(0.993) so3pacm. IlepemeHHas a umeem ciedyoujue 3HaueHusl 8 3asUCUMOCmMU Om pacsl U Noaa:
UepHOKONCUEe: HeHWUHbl = 166; MymuuHbl = 164; Genvie/npedcmasumenu opyeux pac: HeHuuHbl
=144; mymcuuHel = 141. Ilepemennas b umeem cnedyioujue 3HaueHus 8 3asUCUMOCMU OM pacsl U
nona: xceHwumsl = 0.7; myxmcuunst = 0.9. [lepemeHHas ¢ umeerm ciedyrujue 3HaueHus 8 3asUcUMocmu
om pacel U U3MepeHUs KPeamuHUHA: MEeHWUHbl: KpeamuHuH 6 kposu <= 0.7 mez/on = -0.329;
KpeamuHuH 8 kpoeu > 0.7 Mz/0n = -1.209; MyxcuuHbl: KpeamuHuH 8 kposu <= 0.7 me/on = -0.411;
KpeamuHuH 6 kposu > 0.7 me/on = -1.209. [https://www.kidney.org/content/ckd-epi-creatinine-
equation-2009]

e [lamyeHTaM C TIOCTEOIEePAlVIOHHBIM TUIIOTIAPATUPEO30M PEKOMEHAYETCSI YCTAaHABIMBATH
XpOHMYECKYI0 (hopMy 3ab60meBaHMsI TPU COXPAHEHUM TUTIOKATbIIMEMUN U HU3KOTO ypoBHS IITT
crrycTs 60siee ueM 6 MecsIIeB T0C/Ie TTPOBEIeHNSI XMPYPrUUeCcKOro BMeIIaTeabCTBa Ha 061acTu
weu [1,29,67-72,75,78,83].

VpoBeHb yoeauTeIbHOCT peKOMeHaanmii B (ypoBeHb 0CTOBEPHOCTH OKa3aTe/IbCTB — 4)

Kommenrapumn: okono 60-70% ciyuaes hnocieonepayuoHHoU — 2unokanpyuemuu  umenom
MPAaH3UmMopHslLli xapakmep U paspeularnmcs 8 meueHue 4—6 Hedesv nocie onepayuu (MpaH3uUMopHoslii
2unonapamupeos). Cmotikas 2unokansyuemus 6 couemauuu ¢ yposHem ITTI Huxe pepepeHcHblX
3HaueHuli cnycms 6 mecayes u 6oJiee NOCie XUpypeuueckozo JieueHusl céudemesibCmeym o paseumuu
XPOHUUECK020 2unonapamupeosad.

e [lauyeHTaM C rumoriapaTMpeo30M PeKOMEeHIOBaH AMHAMMWYECKUIi MOHUTOPUHT ITOKasaTesiei
KPOBU ¥ MOYM )11 OLIeHKM a[leKBaTHOCTY IIPOBOAMMON Tepanuu [67,68,77].

VpoBeHsb yoeauTeIbHOCTU pekoMeHaanuii C (YypOBeHb JOCTOBEPHOCTHU JI0Ka3aTe/NIbCTB — 5)

KommeHTapum: JuHamuueckuili MOHUMOpUHz o6ujezo Kanvyus, anrb0ymuHa (C pacuemom anbOyMuH-
CKOpPEeKmMuUpoB8aHHozo Kanvyus), ¢ocopa, mazHus, KpeamuHuHa ¢ pacuemom CKD e cayuae
KomheHcayuu 3abonesaHus pekomeHA08aHo nposodums ¢ uacmomoli 1 pa3 8 3-6 mecsayes. Ilpu
omcymcmeuu KOMNeHCcayuu 2unonapamupeosa u/unu Koppekyuu 003 cmaHoapmHoli mepanuu
pekomeHdosaH Gosee uacmas oyeHka nokasameeti (oc@opHO-Kanbluesozo 00MeHd, 00 HECKOJIbKUX
pas 6 Hedesio, AJ1s OYeHKU adek8amHuocmu nodo6paHHoli mepanuu.

JuHamuueckutli MOHUMOPUH2 CYMOYHOT IKCKpeyuu Kansyus pekomeHdosano nposodums 1 pas e 6-12
Mecsyes. B cnyuae ewisgneHus eunepkanbyuypuu U/uniu  HA3HAYeHUU Muasudos KOHMPOJIbHOe
uccnedosaxue yposHs Kansyusl 8 CymouHoli Moue peKoMeHA08AaHO 8binoNHUMey uepe3 1,5-2 mecaya ons
OyeHKU adeksamHocmu npogoouUM0o20 JeueHusl.



2.4 THCTpyMEeHTa/IbHbIE JUAarHOCTUYEeCKMe
VICCIeNOBaHUA

PexomeHm0BaHO IIpoBeneHe KOMIIJIEKCHOIO O6CJ'I€,Z[OBaHI/IH C ILeJbl0 aKTMBHOTIO BBISIBJICHMSI
OCJIOKHEHMI1 3a601eBaHMSI.

e [lanyeHTaM C TUIIONIAPaTUPEO30M peKoMeHOyemcs excezo0Hoe npogedeHue YibImpaszeykoe020
uccnedosanus nouex 0sk OYeHKU UX CmpyKmypHoix udmerenuti [67,68,84-90).

Yposens y6edumensrnocinu pekomeHoauuii B (ypoeens docmosepHocmu dokasaimenscme — 2)

Kommenmapuu: y nayueHmos ¢ XpPOHUUECKUM 2UNonapamupeo3om Ha (poHe npuema mepanuu
npenapamamu eumamura D u ez0 npou3eo0HsIMU U Npenapamamu Kaabyus 3Ha4umMo nosbluuaemcs
PUCK passumusi Hegpoaumuasa/HeppoxansyuHodda. PezynapHoe nposedeHue SuU3yanusupyouiux
Memoouk  cnocobcmeyem — paHHeMy — 6blIGJAEHUN)  OAHHBIX — OCAOXCHeHUll.  cnonwv3osaHue
yempaseykosozo uccaedogarus (Y3H) 6onee npednoumumensHo 0ns OudzHOCMUKU MeOYISIPHO20
He(poKaIbyuHo3a y nayueHmos ¢ eunonapamupeo3om. IIpy COMHUTENbHBIX pe3yibraTtax Y3U
BO3MOXKHO ITpOBefieHe KoMIbloTepHoi Tomorpaduu (KT) 3a6pIoMHHOTO TPOCTPAHCTBA.

e JlanMeHTaM C IMIIONAapaTPeo30M C [I003peHeM Ha Halnuye HeQpoauTiasa peKOMeHI0BaHO
MCII0JIb30BATh KOMITBIOTEPHYIO TOMOTPaduIo MoYeK st ero Bepudurauyy [91-93].

YpoeeHs yoedumensHocmu pekomenoayuti C (yposeHs 0ocrmogepHocmu 0oka3amenscime — 5)

Kommenmapuu: nekoHtpactHasi KT sBisercs Hambosiee TOUHBIM METOIOM BU3yaau3aluu
HedponuTrasa Grarogapsi BbICOKOI UyBCTBUTENbHOCTH, CIIEUU(PUUHOCTY, TOYHOMY OTIpeIeeHI0
pa3MepoB KOHKPEMEHTOB M CHOCOGHOCTM K AuddepeHIMaabHOi AMarHOCTKe 00pa30oBaHMii
ToyYeK.

e [laiMeHTaM C TUIIOTIAPATUPEO30M PEKOMEHAYeTCs IepuMoAuMYecKuii OCMOTp Bpayva-
odranbmonora A7 CBOEBPEMEHHOM [AMAarHOCTUKM  OCJAOKHEHWMIT CO CTOPOHBI  IJia3
[39,41,61,62,67,68].

YpoeeHs yoedumensHocmu pekomenHoauuti C (ypoeeHs 0ocrmogepHocmu 0oKa3amenscing — 5)

Kommenmapuu: y nayueHmos ¢ XpOHUUECKUM 2UNONApamupeo3oM nNos8vllieH PUcKk paseumust
kamapakmel.  I[IpodonmcumensHocms  3a0oneeamus, a maxxie OmMCymcmeue KomneHcayuu
eunonapamupeosa paccmampusanmcs 6 Kauecmee npedpacnonazarvwux (akmopos, 00HAKO 8
Hacmoswuil MoMeHm 0mcymcmeyem noOHUMAaHue HNPUYUHHOCIMU pA3eumus Kamapakmsl npu
eunonapamupeo3se. IlayueHmam ¢ OAUMENbHLIM AHAMHE30M 2unonapamupeosa (OGonee 3-5 nem)
noxasax nepuoduueckuii ocMomp y 8paua-opmaivmosnioza ¢ Uyeavlo C80e8pemMeHHOll JuazHOCmuKu
paseumus Kamapakme! u onpedeeHus NompedHOCMU 8 CheyUaIu3upo8aHHoOM ee JeUeHUl.

e [I[py HAIMYMKM  HEBPOJIOTMUYECKON  CUMITOMATMKM  IALUMeHTaM C  XPOHUYECKUM
UIIONAPaTUPEO30M PEKOMEHIYeTCs IIpOBeleHye KOMIIbIOTEPHOI ToMorpaduy roJIOBHOIO
mo3ra [39,41,48,50,67,68,94,95].

VYpoeens y6edumensvnocmu pekomendauyuii C (ypoeeHv docmoseprocinu okasamenscme — 4)

KomMMeHTapum: KIVMHUYECKME TIPOSIBIEHNST KaIbLM(PUKAIMY PA3IMUHBIX OT/AEIO0B I€HTPaJIbHOI
HEPBHOII CUCTEMBI Y TAI[MEHTOB C AIMTEeIbHbIM aHAMHEe30M IMItonaparupeosa Hecrenybuanbl. K
HamboIee pacIpOCTPAaHEHHBIM OTHOCSITCSI ABUTATEeNbHbIe HAPYLUIEHWSI: PUTMIHOCTb MBbIIIII,
MapKMHCOHM3M, TUTIEPKMHE3BI (XOpest, TPEMOP, AVUCTOHMS, aTeT03, opodanyanbHas JUCKUHE3NS);
KOTHUTMBHBIE PACCTPOICTBA; MO3KEUKOBbIE CMMIITOMbBI M HapylleHUs peun. B pspe ciaydaes
OTMEYaloTCsl SMMIENTUYECKMEe TPUCTYIIbI, AeMeHIus. Hepegko HabGmofaeTcss codyeTaHue
PasAUYHbIX KIMHUYECKUX CUMIITOMOB. BOmpoc O HaJiMuyuy IMaTOTEHETUYECKO B3aMMOCBSI3U
MeXKIy HEBPOJIIOTMUECKOM CMMITTOMATUKO 1 06beMOM, JIOKaI3aleit 06bI3BECTBIEHMIT OCTAETCSI
MPOTUBOPEUYMBBHIM. [Ipy BOSHUKHOBEHUM JAHHBIX CUMITTOMOB U/VJIX BBISIBJIEHUY KaabIUUKauum
6a3ayIbHbIX TaHIIMEB 110 JaHHbIM KT roJloBHOro Mo3ra noka3aHa KOHCY/IbTalys Bpaua-HeBpoJIora.

e JlamueHTaM C XpOHMYECKUM TUIIONapaTMpeo30M He PeKOMEeHAYyeTCsl pery/aspHoe MpoBeleHle
DXA nJ1s1 OLIleHKM COCTOSIHMSL KOCTHOI'O TKaHu [41,67,68,96-99].



YposeHs yoedumensHocimu pekomeHoauuii A (ypoeeHb docmosepHocmu 0okazamenscing — 3)

KommeHTapum: IIpy TUIIONIapaTipeo3e KOCTHbI 06MeH 3aMe/ijieH, TaKUM 06pa3oM OTCYTCTBYIOT
MIPEIITOChUTKM K cHIKeHMI0 MIIK ¢ TeueHMeM BpeMeHM B OTCYTCTBME COITYTCTBYIOMMX (PaKTOPOB
pUcCKa, TakKMX Kak Tepamnus [MIOKOKOPTUKOMOaMu. IS OLIeHKM COCTOSIHUSI KOCTHOJM TKaHU
MalyeHTaM C XPOHMYECKMM TUIIOMapaTUpeo30M >KejlaTelbHO IIpOBeieHNe KOMILIEKCHOTO
006cemoBaHMsI, BKIIOUAIOIIETO OIMpene/eHre MapKepoB KOCTHOTO OOMeHa U peHTreHorpaduio
KOCTeJA.



2.5 uble MarHoCcTUYeCcKye UccjaIegoBaHusI

e [lamyeHTaM C TUIIONMApaTUPEO30M HEYTOUHEHHOW 3TUOJIOTUM MOXKET ObITh PEKOMEHIOBAaHO
pacmmpeHHOe 00C/IeloBaHNMe, BKIOYAIOIIee MOAPOOHBII cOOp aHAMHe3a ¥ Kajob MalMeHTa,
reHeTMYeckoe KOHCYJIbTUPOBAHME U TeHeTMUYeCKOe TeCTMPOBaHMe TIpU IIOf03peHun Ha
HawleCTBEHHbIX xapakTep naronorun [1,11,12,67,68,100-104].

VpoBeHb yoeauTeIbHOCT pekoMeHganuii C (YypoBeHb JOCTOBEPHOCTH TOKA3aTeIbCTB — 4)
KommeHTapumn:

® nayueHmam ¢ U30AUPOBAHHBLIM 2UNONAPAMUPE030M HEeSCHOU IMUO002uU, 603HUKWUM Nocae
nepeozo 200a XU3HU, peKoMeHOyemcs NoOpoOHbIli cOOp aHamMHe3da U X anob nayueHmada,
uccnedosaue zeHa AIRE dns uckntouerus AIIC 1-20 muna (ucxodHo oyeHka mymayuu R257X, xak
Haubonee uacmoti Ons poccuiickoli nonyasyuu, 6 Ccayude OmMpuyamenbHozo pesylvmama —
cekgeHuposatue 2eHa). Juazno3 AIIC 1 muna moxem 0blmb YCMAHO8JIEH KAUHUYECKU NPU HAAUYUU
y nayueHma Kax MUHUMYM 08YX U3 Mpex «OCHOBHbIX» KOMNOHEHMO8 3a001e8aHUs («KI1ACCUecKas
ouada unu mpuaoar»), a Makxe Npu HAAU4UU 00H020 U3 HUX 8 CLyude Nnpucymcmeus 3a601e8anus y
podcmeeHHuKa nepeozo nopsdka. C yenvto eepuduxkayuu cuHopoma maxxie moxcem 6bims
UCNOMb308aAHO OhpedenieHue aHmumen K unmepgeporny 1 muna, ocobeHto k MH®-w u xk MH®D-o2,
NpeoNoXeHHbIX 8 Kauecmee OUazHOCIMUUeCKUX Kpumepues 3abonesanusi. OnpedeneHue aumumen K
21-2udpokcunase nojie3Ho 0 NPOZHO3UPOBAHUS pA38UMuUsl HA0NOUeUHUKO80TI HedoCmamouHoCcmu.
Anzopumm 06cnedosanus npu nodo3peHul Ha aymouMMyHHbLl eunonapamupeo3 npedcmasjieH 8
pasdene [lononHumensHoti ungopmayuu (Ilodpasoden 7.4).

* 2unonapamupeo3 He Xupypeudeckoli 3muosioeuu Moxcem Obimb 6bl36aH pSIOOM  PA3NUUHDIX
(axkmopos. Eciu npuuuHa zunonapamupeosd He YCMaHo8aeHd, PeKOMeHO08aH NoOpoOHblli cOop
aHaMHe3a U #ano0 nayueHma, 2eHemuuyeckoe mecmuposavue U/unu cemetiHbili CKpUHUHe.
CmandapmHozo npomokoia 00c1e008aHUs Ha ce200HAWHUl JeHy Hem. [laHHas pekomeHdayus
0COGEHHO 8aXCHA 0711 MONOObIX NAYUEHMO08, MaxK KAk Nnocmavoska oudzHoza mpebyemcs O0ns
NIGHUPOBaHUs. bGepeMeHHOCMU U NOoC/edyuiez0 MOHUMOPUHed 3a 603MOMHBIM pa38umuem
conymcmeywowux 2unonapamupeo3zy KOMnoHeHmos 3a0o/ieéanus (Hanpumep, namosozuu ciyxa u
nouex npu mymayuu GATA3). Tememuueckue opmsl eunonapamupeosa mozym O0bvimb KAk 8
cocmase CUHOPOMANIbLHO20 3a00/ie8aHus, mMak U U30NAUPOBAHHOU IHOOKpuHonamueli - Kax
aymocomMHO-0OMUHAHMHAsA ~ 2unokansyuemusi.  HacnedcmeeHHsle — (opmosl  3a060nesaHust
npedcmasieHsl 8 mabnuye 4. Anzopumm 00c1ed08aHus npu noodo3peHuU HA 2unNonNapamupeo3 8
pamkax HacnedcmeeHHoz0 CcUHOpoma npedcmasneH 6 pasdene JonoaHUMENbHOU UHGopmayuu
(ITodpa3zden 7.5).

Ta6nuua 4. HacnencrBeHHbie popMbl runonapaTtupeosa [70].

3a6onesaHus HacneposaHune JNlokanusauus Fen
CuHApoManbHbIV runonapaTMpeos

Cunapom Anxopmxmn 1 Trna AD 22q11.2 TBX1

CuHapom Au[xopaxu 2 Tuna AD 10p13-14 NEBL

CHARGE cuHapom AD 8g12.2 CHD7

AMC 1 tvna AR 21q22.3 AIRE
HDR-cuHApoM AD 10p15 GATA3
CuHapom KepHca - Celipa MuToxoHAp. NA MutoxoHa. AHK
CuHapom MELAS MuToXOHAP. NA MuToxoHa. AHK
CuHapom gedumumta MTP AR 2p23 HADHB
CuHapom KeHnHun-Kabdu 1 Tvna AR 1g42.3 TBCE

CuHapom KeHHu-Kadbdu 2 Tuna AD 11g12.1 FAM111A
CuHapom CaHbsig, — CakaTtu AR 1g42.3 TBCE
Ancnnasnsa «TOHKUX» KOCTel AD 11qg12.1 FAM111A
AYTOCOMHO-A0MUHaHTHasi r’MMNoKaabLUMemMms

AYTOCOMHO-AOMUHAHTHas runokanbumemma 1 AD 3g21.1 CASR

TUna v cuHapom baptepa 5 Tnna




AyTOCOMHO-AOMUHAHTHasa runokanbunemmns 2 AD 19p13.3

TMna

W30nmpoBaHHbIK ryunonapaTMpeos

AyTOCOMHBII runonapatupeos AD vnn AR 6p24.2 n GCM2 n PTH
11p15

X-CBSI3aHHbIV rMnonapaTupeos XR Xq26-27 S0x3!

AD - ayTOCOMHO-IOMMHAHTHBIN, AR — ayTocOMHO-penieccuBHbIN, NA — He M3BeCTHO. MUTOXOHD.
— MUTOXOHApPUaNbHOe. MTP — MUTOXOHIPUATbHBIN TPUGDYHKIIMOHAIbHbIN GEIOoK.

1 — npmnunHHas posb SOX3 B pa3BuTUy X-CBSI3aHHOTO TUIIONIapaTUpeo3a He OIlpele/ieHa.




3. JleueHne, BK/IIOYaAsi MeAVMKAaMEHTO3HYIO U
HeMeOVKaMeHTO3HYIO Tepalnu, JMeToTepanuio,
00e300/1MBaHNe, MeOUIIMHCKME ITOKa3aHus U
IMIPOTUBONOKA3aHMSA K IPMMEHEHNIO METOIOB
JIeUeHUS

3.1 Ilopgpasgen 1. Llenu 1eueHrss ¥ MOHUTOPUHTIA rMIIonapaTupeosa

OcHogHble Yyenu 00120CpoUHOLi mepanuu zunonapamupeo3a hpedcmasJjieHsl 8 mabauye 5.

Ta6auua 5. OCHOBHBbIE LIV TOJITOCPOYHOII TepAITMU IUIIoNIapaTupeosa.

NMapameTpbl Llenu neueHus LleneBoi agnanasoH
YpoBeHb anbbyMuH- MoAnepXaHUe Ha HWXKHEN rpaHule MM HeCKOoNbKo 2,1-2,3 mmMonb/n
CKOPPeKTVPOBaHHOIO  KanbLus HWXE HWXKHEN rpaHulbl pedepeHCHOro AuanasoHa
KpOBU (2,11-2,65 MMONb/n) y nauneHToB 6e3

KIMHUYECKMX CMMMTOMOB FMMoKaibLueMmum
YpoBeHb CYTOYHOWM 3KCKpeuun MoanepxaHue B npeaenax Lenesoro AvanasoHa My>unHbl: <7,5 MMOnb/CyT
Kanbums (MccnepoBaHWe ypOBHS XeHWmHbl: <6,25 MMonb/cyT

KanbLus B CyTOYHOW Moue)

YpoBeHb docdopa CbIBOPOTKU MoanepxaHue B npeaenax pedepeHcHoro 0,8—1,4 mmonb/n
KpoBu Avana3oHa

YpoBeHb  MarHus  CbIBOPOTKK B npeaenax pedepeHcHoro AnanasoHa 0,7-1,05 mmonb/n

KpOBU

YposeHb 25(0OH)ButammnHa D Kak B 06Lei nonynsauuu 30-60 Hr/mn (75-150 HMonb/N)

ObLee caMouyBCTBUE 4 MepcoHanusnpoBaHHoe fieyeHne

KayecTBO XW3HU

NHdOpMUpoBaHHOCTL/ MHdopMMpoBaHMe naunMeHTa O CUMNTOMax rUMNoKanbUMEMUM W TFUMNepKanbLMeMnn, OCIOKHEHNSX
obpa3oBaHue 3aboneBaHus

e V MalMeHTOB C TIUIONApPaTUPeO30M PEKOMEHIYETCS IIOAIepPKUBATh YPOBEHb KajbLVS
CBIBOPOTKM KPOBM (aIbO0YMMH-CKOPPEKTMPOBAHHBIA WIM MOHMU3MPOBAHHBIN Kajbliil) B
npefenax HIDKHE TpaHMIbl WIM UyTh HIbKe pedepeHCHOro IuarnasoHa IIpyU  YCIOBUM
OTCYTCTBMSI CMMIITOMOB M TPU3HAKOB TMIIOKAIBIMEMUM C IEIbI0 MPOMUIAKTUKMA PA3BUTHUS
oCJIoKHeHuIT 3a6oneBanus [67,68,71,105].

VpoBeHsb yoenuTeIsHOCTU pekoMeHanuii C (YypOBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

KommeHTapum: & Hacmosujee epems He docmuzHymo eJuHo20 KOHCEHCYCd OMHOCUMENbHO
ONMUMAnsHO20 YPOBHSI KANbUusl CblBOPOMKU Kpo8U HA (POoHe mepanuu 2unonapamupeosd.
Ioddepxcarue yposHs Kanvyusi Cbl80POMKU KPOBU HA HUMCHEL 2paHuye pedhepeHcHo20 duana3oHa uiu
HeCKOJIbKO Hue NPOOUKMOBAHO CmpemJieHUeM K npounakmuke 2unepkaibyuypuul U 0C0#HeHUll co
cmopoHsl nouek. Tepaneemuueckue yenu — ypogeHs anb0yMUH-CKOPPEKMUPOBAHHO20 KANbYUs KPOBU 8
npedenax 2,1-2,3 MMOJb/N UIU UOHU3UPOBAHHO20 Kabyus 8 npedenax 1,05-1,15 Mmons/n — 0CHOB8AHDI
Ha noddepxcaruu Gu3uoiozuLeckux npoyeccos 6 opzarusme. Hexomopoie nayuenmot mMozym, 00HAKo,
Hy#damocsi 8 0onee BblCOKUX YPOBHSX KANbYUs CblBOPOMKU KPOBU ONsl YCMPAHEHUs CUMNMOMO8
2unoKansyuemuu.

e V MalMeHTOB C TUIIOMAPAaTUPEO30M PEKOMEHAOBAHO TOAAEePXKUBATh YPOBEHb CYTOUYHOI
9KCKpeUMM KaJbLUsl B TMpefeiax IoM-Crienuduyeckoro IeeBOro Auana3oHa C  Iebio
MPOGUIAKTUKY TOUEYHBIX OCJIOKHEeHMI [47,67,68,86,105].

YpoBeHb YoeauTeIbHOCTY peKoMeHAauuii C (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)

KommenTapumn: 88udy deguyuma ITTI u omcymcmaus ezo apgexkma Ha myoyaspHyio peabcopoyuio
Kansyust 8 NoYKax, O NAyueHmos ¢ 2Unonapamupeo3om XapakmepHa 2UNepKaibyuypus u Kax
cedcmeue nosvluleHue pucka Hegponumuasa/He@pokansyuHosa. [laHHeix 06 accoyuayuu cmeneHu
2unepKansyuypull ¢ puckom passumus namoJiozuul nouex Ha ce200HAWHUL 0eHb HedocmamouHo. Ecnu
npeononoxumes, 4mMo namozeHe3 KamHeoOpAa308dHUs 8 NOuUKax y NayueHmos ¢ 3y- U
2unonapamupeo3om U unepKaivyuypueti aHanozuueH, mo no00epicaHue YpoeHs CymouHol IKCKpeyuu
Kansyus 8 npedenax noji-cneyupuueckozo pegepeHcHozo duandsoHa no3eoaum npeoomepamumo
passumue 0aHHO20 ocnoxHeHusl. Llenesoli duanazoH ypoeHs Kaavyus 6 CymouHOl moue Ot MYHCUUH
cocmasnsem 00 7,5 mmonv/cym (300 mz/cym), 0n1s weHWuH do 6,25 mmons/cym (250 me/cym) unu
MmeHee 0,1 mmonv/ke/cym (4 me/ke/cym) ona auy o6oezo nona. OnpedesieHue KanpUus 8 CyMouHol Moue



Yy NayueHmos ¢ XpOHUUeCcKuUM 2unonapamupeo3om pekomeHoosaHo 1 pas e 6-12 mecaues, a maxxe 8
c/Iyuae nosvluleHUs: KpeamuHuHa u cHuxceHus CK®, ebisi8/1eHHbIX NpU OUHAMUUECKOM KOHMPOJIe.

¢ V MalMeHTOB C TUIIOTIAPAaTUPEO30M PEKOMEHYETCS TOAIEPKMBATh YPOBEHb HEOPTAHUUECKOTO
docdopa kKpoBu B npenenax peGepeHCHOTO AMana3oHa C ejbio MPoGMIaKTUKY BHECKETETHOI
kanbuybukaimm [1,29,47,67,68].

VpoBeHb yoeauTeIbHOCTY pekoMeHganmii C (ypoBeHb JOCTOBEPHOCTH TOKa3aTe/IbCTB — 5)

KomMmenTapumu: noddepxcatue yposHs (ocgopa 8 npedenax pegepeHcHozo ouanasoHa Heobxooumo
0N NpoGuUAAKMUKU BHeCKeemHblx Kansyudurayuti. T'unepocpamemus npu eunonapamupeose
o06ycnosneHa kak omcymcmeuem ocpamypuueckozo deticmeus ITTI, max u nossiuieHHol abcopouuet
(ochama u3 KuuieuHuKa nod ausHUEM mepanuu hpenapamamu sumamura D u e20 npou3eo0HbIMLL

e V MalMeHTOB C TUIIONApPaTUPeO30M PEKOMEHIYeTCsl IOAAEPKMBATh ypOBEHb MarHus B
npepenax pedepeHCHOTO Auamna3oHa [67,68,106,107].

VpoBeHb yoeauTeIbHOCTH pekoMeHaanyii C (ypoBeHb OCTOBEPHOCTH T0Ka3aTe/IbCTB — 4)

KommeHTapumu: npu sunonapamupeose uacmo Haba00aemcs CHUiceHUe YPO8Hs MAZHUS Cbl8OPOMKU
kposu. TunomaesHuemuss cama ho cebe Moxcem OblMmb NPUUUHOL paA3eumusl 2UNOKAIbyueMuu U
(QYHKYUOHAILHOZ20 2unonapamupeosdd, a makie npensmcmeosams 00CMUNCEHUN) KOMNeHcayuu
3abonesarust. TIpuuuHoli 2unOMazHueMul Moxem s6Jmescs mepanust UHzUOGUMopamu npomoHHoU
nomMnsl Wiu MudasudHeiMu ouypemukamu. s HOpMAnu3ayuu ypoeHs MAzHUsl CblBOPOMKU KpPosu
PEKOMEHO0BAHO UCNOIb308aHUE NPenapamos KOMOUHAYUU pPA3iuyHslx conelli mazvus. ITpenapameot
KOMOUHAYUU PA3JIUMHBIX COJIell MAZHUS He 8ce20a XO0pouwo NepeHOCIMest U3-3a paseumust #eayoouHo-
KUWEYHBIX paccmpoticme.

e V MalymeHTOB C TUIIONIApaTUPEO30M PEKOMEHIOBAHO IOMIepsKMBaTh YpoBeHb 25-OH BuTamMmHa
D B ONTMMAaJIbHOM JMarna3oHe, Kak Ajist obuieit momysiuu [1,67,68,75,108-112].

VpoBeHBb yoeauTensHOCTH pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH I0KA3aTeNbCTB — 5)
KommeHTapun:

e B Hacmosiujee gpemsl, 8 853U C OMCYyMcmaeuem cpagHuUmesbHulx uccnedosaHuti, 0o2paHuyeHst OaHHble
0 npeumyujecmeax Ucnoib308aHust KOMOUHUPOBAHHOL mepanuu npenapamamu sumamuua D u ezo
Npou3e8ooHbIMU  (anbpakansyudon™, kansyumpuon**) u HamueHoli Gopmsl eumamuHa D
(konexkanvyugepon**) Hao moHomepanueii npenapamamu eumamuHa D u ez0 npou38ooHsIMU
(ansaxkanvyudon™*, kanvyumpuon**). Tem He MeHee, uacmoma zochumanudayuii ¢ ocmpoti
2unoxkanpyuemueli 3HAUUMO 6blule HA MOHOMepanuu npenapamamu eumamuHa D u ez2o0
NpoU3B800HbIMU (ANbPaKanvyudon™, Kanvyumpuon™*), uem Ha mepanuu HAMUBHBIMU GopMamu
sumamuHa D (konexkansyugepon®*) e cynpagusuonozuueckux 003ax. dmu OaHHsle mozym Oblmb
00BSICHEHbl  PA3NUUHBIMU  NEPUo0amu NorysvlgedeHus npenapamos, Kozda npu 0oCmuxceHuu
adexeamuozo yposHs 25(0H)D konebaHusi KanpyueMuu KpO8U MeHee BblpaXceHbsl, uYem npu
ucnonv308aHuu  Kopomkodelicmeyioujeeo npenapama eumamuHa D u €20 npou3sooHbix
(ansaxkanvyudon ™, kaneyumpuon**).

o JIns 6ONbHBIX C 2UNONAPAMUpPe03oM, makie, Kak u 07 o0weli nonyaayuu, 8 60IbUIUHCIEE CIyHaes8
XxapakmepHo Hanuuue Hedocmamka uau depuyuma eumamura D. B ces3u ¢ uem onst e2o Koppekyuu
1e1ecoobpasHo UCNO0Ib308aHUE HAMUBHBIX popM sumamuHa D (konexkansuugepon™™).

o JIna poccutickoil nonynsayuu onmumasvHele yposHu 25(0OH)D ycmarnosneHs! 8 duanasoue 30-60 He/
M (75-150 umonw/n). Ypoeuu 25(0OH)D 6Gonee 100 He/mn (250 HMOIb/) MOZym Cmams NPUYUHOLL
moKcu1eckozo 6030eticmeus gumamuta D Ha op2aHu3m U He peKoMeHOYMCcs.

e HedocmamouHocmes eumamuva D accoyuuposana ¢ HapywleHuem npoyeccos MuHepanusayuul,
pemodenuposanus kKocmuoli mkaru. O0Hako ¢GyHKyuu sumamura D He 02paHuvuearnmcs monsko
KoHmposem (pocopHo-Kansyuesozo o6MeHa, OH Makxe eausem Ha MHozue Quauonozuueckue
npoyeccol 8 opzaHusme. BHeckenemHole (<Heknaccuueckue») appekmol sumamura D peanusyromcs
3a cuem HaIuuusi 60 MHO2UX Kjaemkax ez2o peyenmopoé sumamuHa D (VDR), kpome mozo 8
HeKomopwIX MKaHsx npucymcmaeyem cobcmeeHnHas 1 anvgpa-zudpoxcunasa onsi BHympuKaemouHozo
CUHmMe3a akmueHoti Yopmbl 20pMOHA.

o Tepanus npenapamamu sumamuna D u e2o npouseodHsiMu (ansaxkanvyudon™, kanreyumpuon**)
He oKa3vleaem 6JUssHUs Ha yposeHsb 25(0OH)D cbl80pomKu KposL.



e PeroMeH[yeTcsl CrielMaiibHOe OOydyeHMe MalMeHTOB C TUIIONAPaTUPEO30M C OOCYXIeHMeM
BO3MOXKHBIX CUMITTOMOB TUIIO- U TUITEPKAIbIIIEMUN VI/UJTU OCJIOKHEHMIT 3a60I1eBaHMsI, 8 TAaKKe
Mep UX TPODWIAKTYKY 17151 TPODWIIAKTYIKM JKU3HEYTPOSKAIOIIVIX COCTOSIHMI [67,68].

VYpoBeHb YoeauTeIbHOCTY peKoMeHAanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

KommeHTapum: pekomeH008aHO OuHamuueckoe HaOnmo0eHue U  pezyssapHblll  MOHUMOPUHZ
OUOXUMUYECKUX NoKasameneli KPO8U U MOUU Y NAYUEHINO8 C 2UNONapamupeo3om, 00HaKo, HeCMomps
Ha pezyNapHblll  KOHMpOAb U a0eKeamHyld mepanulo 2unonapamupeosd, puck paseumus
2UNOKANLYUEMUYECKUX — COCMOSAHUL  coxpausemcs. Takum 00pasom, HeoOX00UMOCMb — OYeHKU
nayueHmom CcoOCMBEHHO020 COCMOSHUS, 3HAHUE CUMNMOMO8 U NposieNieHull 3a00ne6anus,
KOMOPOUOHBIX COCMOSIHULL, NPU3HAKO8 Nepedo3UuposKu JNeKapCmeeHHsIMU CPedCmeamu  A6Jisemcs
BANCHBIM ACNEKMOM 6 JleueHuu u O0ocmuxceHuu 00J120CPOUH020 KOHMpOas Had 3abonesaHuem. B
mabnuye 6 npedcmasieHd KAUHUYECKAS CUMNMOMAMUKA, 0 KOMmopol ciedyem UHGOpMUposams
nayueHmos, umooOsl OHU MO2JIU CAMOCMOMEIbHO 3an0003pums y cebs 2uno- Wil 2unepKaisyuemuio
Ha paxHeli cmaduul.

Ta6nuua 6. KinMHuueckasr CMMIITOMAaTKKa, O KOTOPOW ciemyeT MHGOPMMPOBATH TMAIMEHTOB,
YTOOBI OHM MOIJIM CAMOCTOSITEITbHO 3aII0/I03PUTh Y Ce0sT TUTIO- WJIV TUTIePKATbIIMEMUIO Ha paHHe!

CTagunun.
OpraHbl/cUcTeMbl Fmnokanbunemus FmnepkanbunemMuns
LleHTpanbHas HepBHas [Jenpeccus Cnaboctb
cucrema PasapaxwutenbHocTb [onosHas 6onb
CnyTaHHOCTb CO3HaHWA U Ae30pueHTaums CoHnunBoCTb
Cynoporu CnyTaHHOCTb CO3HaHMA 1 Ae30pueHTauuns
CHmxeHne namsTu 4 KOHLIEHTpaLmm
BHUMaHUs
Helipo-MbilleyHas cucremMa OHemeHMsa ¥ nokanbiBaHus (Mapectesvun) B nanbLax MbiweyHas cnaboctb
PYK ¥ HOTI, OKOJI0pOTOBOM 06nactu
CeppaeyHo-cocyancTas YacTblil, apUTMUYHBIA NYbC YacTblil, apUTMUYHBINA NyNbC
cucrema C/MNTOMbI CepAeYHOIN Hel0CTaTOYHOCTH ApTepuanbHas runepTeH3us
XKenynoyHo-K1LWeYHbI TpakT Bonb B xuBoTe MNMoTeps anneTtuta
TowHoTa, pBOTa
Bonb B xuBoTe
3anopsbl
Moykn MNonunypus
CyX0oCTb BO pTY, Xaxaa
OpraHbl AblXaHus 3aTpyAHeHus AblXxaHus
CeucTsllee AbixaHne
YyBCTBO «CAaBneHWs» B ropse

3.2 ITogpa3snen 2. KoHcepBaTUBHOE jIeYeHUE

JlexapcmeeHHble npenapamel, UCnonb3yemvie 071 JiedeHUus 2unonapamupeosa npedcmasieHsl 8
mabnuue 7.

Ta6auia 7. JlekapCcTBEHHbIE TTperiapaThl [IJIs IeUeHNS TUIIoNapaTupeosa.

MexxayHapogHoe CpepHas EAMHULbI KpaTHocTb npuema
HenaTeHToBaHHOe CyTo4yHas Ao3a usMepeHus

PCTBEHHOrO
npenaparta
Anbdakanbumpon** 1,0-4,0 MKI 1-3 pas/cyTku
Kanbuutpuon** 0,25-2,0 MKI 1-3 pas/ cyTkun
MpenapaTtbl, coaepxalwme Kanbuumsa 1000-3000 mr 1-4 pas/cyTku
kap6oHaT:
Konekanbuudepon** 400-8002 ME 1 pas/cyTku
#Ivppoxnoptnasna**[47,113-115] 12,5-100 Mr 1-2 pas/cyTtku
#XnopTanuaoH 1[115,116] 50-100 Mr 1 pas/cyTkn
KoMbuHaumMm  pasnuyHbIX  conem 300-400 Mr 1-3 pas/cyTku
MarHus

- cynbhanmunaMuHel, IeficTBYIONIMe Ha KOPTUKAIbHbII cerMeHT et/ [eHe.

2 _ mpodwunaktryeckas fo3a Konekanbimbepona**, mokasana npy yposHe 25(0H)D>30 ur/mi (75

HMOJIb/J), B CTy4yae AeduiuTa Uiy HeA0CTaTOUHOCTY BUTaMyHa D MOKeT MoTpe6GoBaThCs GObIIIast
Jlo3a Tperiapara.



5. B TOM 4Ymcjie B COCTaBe KOM6I/IHI/II)OBEIHHOI‘O npemapara <<Kap6OHaT Kaabuusg +

KoJIeKaIbIhepon™*».

- Tperapat BXOOUT B CIMCOK >XV3HEHHO HEOOXOAMMBIX ¥ BaKHEMIIMX JIEKAPCTBEHHbBIX
npenapatos (PKHBJIII).

¢ JlekapCTBeHHAas Teparmys peKOMeHIyeTcsl BCeM IMalMeHTaM C XpOHMUeCKUM IUIIoNapaTupeo30omM
C CMMITTOMaMU TUITOKAJIbIIMEMUY U YPOBHEM aJIbOYMUH-CKOPPEKTUPOBAHHOTO Ka/IbLIUS MeHee
2,0 MMOJIb/JT WJIV MOHM3UPOBAHHOTO KajblLiMsI CBIBOPOTKM KpoBU MeHee 1,0 Mmosib/a. B ciryuae
6eCCMMIITOMHOTO TeYeHMs] XPOHMUYECKOTO TIUIIoNapaTvpeo3a M YPOBHEM  albOYMMH-
CKOPPEKTVPOBAHHOTO Kajablyst Mexmy 2,0 MMOJb/T M HUKHEH TpaHuileil pedepeHCHOTO
Iyaria3oHa peKOMEeHIyeTcs TpOoOHast Tepanus C MOCIeqyIoNeii OlleHKOI 00IIero caMOUyBCTBIS
[1,29,47,67,68,117].

VpoBeHb yoeaquTeIbHOCT pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 3)

KoMMeHTapuu: JeKkapcmeeHHdas mepanus 2unonapamupeo3da y NAyueHmos ¢ 6blPa*eHHbIMU
CUMNIMOMAMU  2UNOKATIbYUEMUU He Bbl3bledem COMHEHUL; 00HAKO HeoOX00UMOCMb JieueHUsl
6eccUMNMOMHbIX NAYUEHMO08 C 1ab0pamopHo nodmeepiOeHHOl 1ezKoli 2unokansyuemueti ocmaemcs
OmKpbIMbIM 80npocom. TouHblli YposeHb Kanvyus Kposu, Npu KOmopom 00JIHHA 6blMb UHUYUUPOBAHA
mepanus, He onpedesieH. Pe3koe CHUMeHUE YPOBHS KAJIbUUS CbIBOPOMKU KpPOBU MOXcem
CnposouUposams pazeumue CUMNMOMO8 2UNOKAAbYUEeMUU Oaxe NPU COXPAHeHUU HOPMOKANbYUEMUL.
C Opyzoli cmoOpoHbl, MeONeHHO pa3eusarwaics u OAUMenbHO Cyuecmaylwas BblpaieHHdas
2UNOKATIBUUEMUS. MONCEM CONPOBOHOAMbC OMCYMCMeuem CUMNMOMO8, Umo cKopee 8Ce20 C83aHO C
adanmayueti 0p2aHu3Ma K XPOHUUECKUM U3MEHEHUSM Kaabluesozo zomeocmasd. Y nauueHmos c
coxpanHotli ¢ynkyueii OILDK yposeHs Kanvuus noddepicusaemcs 8 6ecbma y3KOM pegepeHCHOM
ouanasoHe. Takum o6paszom, nayueHmam ¢ 6eCCUMNIMOMHBIM MeueHUeM 2Uunonapamupeo3a Moxem
0blmb PEKOMEHOOBAHO JieueHUe C Uebl0 B03MONCHO20 YAYUUIEHUS UX cocmosiHus. Ecnu Huxaxux
yyulleHull He Npou3ouL1o nocie 6-12 mecsaues mepanuu, nompe6HOCMb 8 JieueHUU Moxem Obimb
nepecmompeHd, 0C06eHHO eclu 2UNOKAIbYUeMUst MA2Kas.

e [Ipemaparel BuTaMuHA D ¥ ero mpousBoOmHble (aab(akaJbUUOon**, KaJbIUTPUOT**) B
coyeTaHMM C TMpenapaTaMu KaJbliMsl B pa3AMUYHBIX [03aX PEKOMEHJO0BAaHbl B KauyeCTBe
CTaHZApTHOM Tepanuu rurnonaparupeosa [1,29,67,68,77,78,112,118-122].

VYpoBeHb YoeauUTeIbHOCTY peKoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)
KommeHnTapumn:

. Cmandapmuas mepanus 2unonapamupeosa skawuaem 6 ce6s npenapamst eumamura D u ezo
npou3eooHsle (anvgakansuudon™*, kansyumpuon®*) u npenapamst Kaasyus. Kanvyuemuueckuii

A pexm kansyumpuona** npessiuiaem makosoii y anspaxkansyudona™* npumepHo edsoe.

. CpedHemepanesmuueckue 003bl Kansyumpuona™* cocmasasrom 0,25-2,0 mre/cymku, s
ansgpaxansyudona** - 1,0-4,0 mxz/cymxu.

. Zns noddepycanust yposHs Kanvyusi Kposu 8 npedenax yenesoz0 ypo8Hs. peKoMeHAyemcs
mumpayus 003 npenapamos eumamuHa D U ez0 NpoussooHslx, pazdeneHue CyMMApHOL 003bl
npenapama 8 2-3 npuema. Tumpayusi 003sl 06b14HO hpouseodumcs ¢ wazom 8 0,5 (unu 0,25) mxe ons
anvpaxansyudona** u 0,25 mke 0ns kansyumpuona** Boaswiuil waz usMeHeHus 003 Moxiem
nompe608amuvcsl NPU BbIPANEHHBIX 2uNno/eunepKansyuemuu. PekomeHoyemolli 8pemeHHOU UHMepean
ona koppekyuu 0o3 npenapama eumamMuHa D u ez0 npou3BooHvlx (anvakansyudon
Kanvyumpuon**) cocmasnsem 2-3 OHs, umo 00YCN08J1eHO UX (papMakoKuHemuKoli u Kaxk ciedcmaue,
adek8amHotli OyeHKoU nposedeHHvlX u3MeHeHull. IIpu ManocumMnmomMHOM MeueHUuu U yMepeHHbIX
KonebaHusx nokasamesel Kansyuemuu 1a60pamopHas OyeHKa adekeamuocmu cKoppekmupo8aHHbIx
003 Mmoxcem Obimb npousgedeHa uepe3 7-10 Oweli. 1 oyeHKU KAUHUUECKOU 3pgekmusHocmu
n0006paxHoll mepanuu u docmuiieHus cmadulbHblX 3HAUEHUL KanpyueMul Moxcem nompe6o8amocs
0KON0 2-3 Mecayes, 0COOeHHO 011 NAYUEeHIM08 € 8bICOKOU nompeOHOCMbI0 8 hpenapamax eumamuta D
U e20 NPOU3BOOHDBIX.

° H3sonuposanHoe HasHaueHue coneti Kansyus namozeHemuuecku He onpaeaaHo u eol3vleaem
JIUWb KpamkospemMeHHOoe nossluileHue nokasamernet Kansyuemuu Cble0Opomku Kposu.

. IMayuenmam ¢ 2unonapamupeo3om pekomeHoyemcs: Ucnonb3o08ams Ouemy ¢ 8bICOKUM
nompeb6neHuem Kanvuyuticodepycauiux npodykmos.



. Ins neuenus zunonapamupeosd UcnoJib3ylomcs pasiuuHsie npenapamet Kaasyus. Kaxk npasuo
npuMmeHsemcs. npenapamel, cooepicaujue Kansyus kapoonam (40% snemeHmapHozo Kaivyus), 8 nMom
yucne 8 cocmase KOMOUHUPOBAHHO20 Npenapama <«Kaavyus KapOoHam -+Konexansyugepon» 6
cpedHecymouHbix dosax 1-3 2 (mMozym Obimb UCNOb308aHbL U Oosiee 8bicOKUe 003bl). Taxxice mozym
ObImMb UCNONB308AHBI NUlLeBble 000asKu Kanvyus yumpama (21% snemenmapuozo xkanwvyus). Ilpu
HAa3HaueHuu HeoOX00UMO YUUMbI8aAmMb 0COOEHHOCMU (HAPMAKOKUHEMUKU PA3IUUHbIX NPenapamos:
Kanpyus KapOoHam Jiyuule 8Cacsléaemcs 6 KUcjoti cpede ycenyoka, nosmomy 6osnee npednoumumesnen
npuem emecme ¢ nuujeil; Kaavyusi yumpam pekoMeHOO8aH nayueHmam ¢ axiopeudpueli umu
NOJIyUArWUx JieueHue UHZUGUMopamu NpomoHo8020 HACOCA.

. Boicokue 003bl npenapamos Kaasyust MoZym CHU3umes nompeOHocms 8 eumamute D u ezo
NPOU3B0OHDIX U YAYUWUUMb KOHMPOJIb 3 N0JdepxcaHuem yeaesozo yposHs ochopa cvl8opomxu Kposu,
€853b18as1 (pocop 8 KuleuHuxe.

e ]IS MaAlMeHTOB C XPOHMYECKUM TUIIONapaTUpPeOo30M U TUIlepKaJablMypueil peKoOMeHI0BaHO
CHIUDKEeHMe [03 TIperapaToB KajbliMs M HU3KO-ColieBas OueTa OJjs OOCTUXKeHUS 11eJIeBOTO
YPOBHSI 9KCKpenuu kanbuus [1,29,47,67,68,77,78,86,112-114,116,123-128].

VpoBeHsb yoenuTersHOCTH pekoMeHanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0Ka3aTe/NIbCTB — 5)

e JI7s1 MalMeHTOB C XPOHMYECKUM TUIIONapaTupeo30M U TUIIePKajblMypueii peKoMeHAoBaHa
Tepanus  THMasMAAMM  [JISI  JOCTVOKEHMsI  1IeJIeBOrO  YPOBHSI — 9KCKpeIuM  KaJbLIMs
[1,29,47,67,68,77,78,86,112-114,116,123-128].

VpoBeHBb yoeauTensHOCTH pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTU I0KA3aTeNbCTB — 4)
KommenTapun:

. B ceéa3u ¢ paszsumuem 2unepkansyuypul hpu 2unonapamupeose nosbiileH puck noueuHbsx
ocoxcHeHull. Takum 06pasom, yposeHs CymouHoli IKCKpeyuu Kanvyus peKomMeHO08aHo noddepicusams
8 npedenax yenesozo dUanasoHd. JIns yMeHbueHUs 8bIPAXEHHOCMU 2UNEPKAIbYUYPUU PEKOMEHO0BAHO
CHUCeHUE 003 NPenapamos Kaavyus u HU3Ko-coJiesas ouemd.

. IIpu omcymcmeuu agppekma om 8vinoHeHUs duemuuecKux pekomeHoayuli u om Koppexkyuu 003
npenapamos, PeKoMeHO08aHO UChoIb308aHUE mepanuu muasudamu (Hanpumep,
2udpoxnopomuasud™*). ToHuxcas IKCKPeuur Kaavyus ¢ Mo4oti, muasudsl cnocoocmayom yeeaudeHur
YPOBHS KANbYlUsl 8 CbIBOPOIKe KPOBU, A MAKHEe CHUMEHUI0 NompeOHOCIMU 68 npenapamax Kaabyus
sumamuHa D u e20 Npou3eooHbIX.

. AppexmusHocmsb UCNONIL30BAHUS TMUA3UO08 00303ABUCUMA, NpueM 00JHEH COUemamaucs ¢
HU3K0-cosesoli duemoti. PekoMeHO08aAHO UCNO0JIb308AHUE MUA3UO08 08ax0bl 8 0eHb, HAUA/ILHAS 0034
#eudpoxnopomuasuda™* moxcem ocmasnsme 25-50 me e cymxu [47,113-115]. CynshoHamuost
(#X10pmanudoH) Mozym UChoJb308amecs 8 pewume 1 paz e cymku 6 cesa3u ¢ ux 0Oojee
npodomxumesnvHblM npogusem deticmeus [115,116].

. Puck nobounsix a¢ppexmos ygeauuusaemcs ¢ 0030ti npenapamos, NOMeHYUAIbHble NOOOUHBLE
appexmol  cnedyem muiamensHO KOHMPOIUPOBAMb 60 BPeMS JieueHUs, BKAUAs KOHMPOJb
27IEKMPONUMH020 COCMABA KPOBU U APMePUANbHO20 0a6JIeHUS.

e JI7s1 TALMEHTOB C XPOHMYECKMM TUIIONapaTupeo3oM u rurepdocdareMueii peKOMeHIyeTCst
Hu3Ko-ochaTHasg gueta M KOPPEKIMS 03 CTAHAAPTHON Tepanmuyu C Ledbl0 JTOCTVKEHMUS
Hopmodocdharemun 1 MpodUIaKTUKY BHECKeTeTHO Kaabiudukauum [67,68,112,129,130].

VpoBeHb yoeauTeIbHOCTU pekoMeHaanuii C (YypOBEeHb JOCTOBEPHOCTHU JIOKa3aTe/NbCTB — 4)

KoMmMeHTapum: 8b.coKull yposeHs (hocopa 8 cbleopomKe KposU Noewluldem PUcCKU 8HeCKeemHoll
Kansyupuxayuu, Xoms  MexaHusm OaHHblX U3MeHeHuli He u3eecmeH. [Ina  Koppekyuu
2unepgocpamemuu  pekomMeH008aHO Ccobm0eHUe Ouemuueckux peKomMeHoauuli no 0z2paHudeHuio
nompeobneHuss hpodykmos, 6Gozamsix (ocopom. PexkomeH008aHO makxce yeeiuueHue 003bl
npenapamos Kaavyust U YyMeHowleHue 0036l npenapamos eumamuHa D u ezo0 npou3eooHbIX
(anvaxkanvyudon™*, kaneyuumpuon**) Ons CHUMEHUs 6cacvléanus (ocpopa U ysenuueHus e2o
C6513bl6aHUSL 8 KuwleuHuke. B ciyuae omcymcmeust docmudceHuss Hopmogocamemuu Ha ¢oHe
nposedeHHOli KOpPeKYyUU 803MOXCHO 8peMeHHOe Ha3HaueHue GocamoOuHdepos.



e V ManueHTOB C TIUIONAapaTUMPeO30M TMpPU BBISIBAEHUM COMYTCTBYWOIIEro maeduinta/
HeJJOCTAaTOYHOCTY BUTAMMUHA D 117151 ero BOCIIOIHEHMST PEKOMEH/TyeTCsl Ha3HaueHe MPernapaTon
HaTUBHOM (opMbl BuTaMmuHa D (komexkanbiudepon**) B cTaHZAPTHBIX N03aX, KaK JAJisa 001Ier
MOMY/ISIMM, HECMOTpPsI Ha JiedyeHMe TMperaparamy BUTaMMHA D U €ro MpOM3BOIHBIMMU
(anbdakanbrumon™*, kanbuuUTpuon™*) [67,68,77,131,132].

VpoBeHsb yoeauTeIsHOCTU pekoMeHganuii C (YypOBEeHb JOCTOBEPHOCTHU JI0KAa3aTe/IbCTB — 5)

KommeHTapum: y nayueHmos ¢ 2unonapamupeo3om, NOAy4aowjux mepanuio npenapamamu
sumamuma D u e2o npou3geo0HsIMU U hpenapamamu Kanisyusi, nodoepicaque yenesozo yposHs 25(0H)D
no3eossiem peanu3o8ams GHecKeJemHble «HeKaaccuueckue» apgexkmos eumamuxa D, a makxce
obecneuums Oosee cmolikue nokazamenau xansuuemuu. Tepanus npenapamamu eumamura D
(ansaxkanvyudon™*, Kanvuumpuon™*) u ezo nNpou3eooHsIMU He 0Kda3bleaem 6JUSHUS HA YPOBEHb
25(0H)D cvigopomku kposu. HasHaueHue HamusHOU popmosl sumamuHa D (konexansyugepos™*)
Heobx00umo 0Jis1 60choiHeHus: deuyuma/HedocmamouHocmu sumamuHa D npu ezo 8visigneHuu. /Jo3v!
Konexanvyugpepona**, ucnonv3yemole 0na Koppekyuu deuyuma/HedocmamouHocmu sumamura D, a
make noddepxcusaiowjue 003vl He OMAUUAIOMCA OM PEKOMEeHOO0B8AHHbIX 07 06ujeli nonyasyuu.
Iayuenmam ¢ eunonapamupeo3om peKoMeHO08aH KOHMPOJb (POCHOopHO-KanbyLuesozo o00MeHaA 6
nepuod HasHaueHus Hacslujawux 003 Kojaekanvuupepora** ons ceoespemenH020 Bbl8JIeHUs
meHOeHYUU K 2UnepKaibyuemMuu u Koppekyuu mepanuu.

e He pexomeH[yeTCs! MCIIONb30BATh PEKOMOVHAHTHBII UesI0BeYeckuil mapaTupeonIHbIii TOPMOH
JIJIS JIeueHUs TUIIoniapaTupeosa B PyTMHHON KIMHMUYeCKOI IpakTuke [68,70].

VpoBeHsb yoenuTeIsHOCTH pekoMeHaanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0KAa3aTe/IbCTB — 5)

KoMMeHTapum: HOpMOKaIbyueMus y NAYUeHmos ¢ 2unonapamupeo3om moxcem 0vims 0ocmuzHyma
UCNONB308AHUEM Mepanuu NapamupeoudHsIMu 20pMoHamu u ux avanozamu (ko0 ATX: HO5AA). B
Poccutickoli @edepayuu 3apezucmpuposaHHviM hpenapamom oamHoli epynnet seasemcs ITTI (1-34),
#Tepunapamud™¥, cpepHsis pos3a 37£2.6 wmkr/cyt [133-136]. Tepanus #Tepunapamudom™*
conpogoxcdaemcst CHUXceHueM 003 npenapamos Kaavyus U npenapamos eumamuHa D u ezo
npou3sooHsIX (anvpakansyudon™, kareyumpuoan**) u cnocobcmeyem noddepicanuio yposHs Kaavlyus
Cbl80pOMKU Kposu 8 npedenax yenesoeo yposHs. Tepanus #Tepunapamudom™* moxcem yayuwumso
noxasamesnu CymouHou KCKpeyuu Kanisyus U Kauecmeo HU3HU NayueHmos, a makie CHU3Ums pucku
noueyHslx 0cn0MHeHull. OOHAaKO Ha Ccez00HAWHULl JeHb He HAKONAeHO 00CMAamouHo 3HAHUL O
007120CPOUHBIX  Pe3ylbimamax Ucnons308anusl 0axHozo npenapama. Takum o6pa3om, mepanus
#Tepunapamudom** moxem 6bimb peKoOMeHO08aAHA 0MOENbHBIM 2PYNNAM NAYUEHMO08 N0 NOKA3AHUSIM.
B Poccutickoli @edepayuu npenapams! u3 zpynnsel «IlapamupeoudHsie 20pMOHbl U UX aHanozu (Koo
ATX: HO5AA)» He 3ape2ucmpupo8aHs! N0 NOKA3AHUIO JieYeHUsl NAYUeHmos C 2unonapamupeo3om.
ITodpo6Hoe onucaxue npumeHeHus mepanuu #Tepunapamudom** npedcmasneHo 8 JJononHumenbHoti
uHpopmayuu, noopasden 7.3.

3.3 Ilogpasgen 3. Xupypruueckoe jeuyeHue

Xupypeuueckux Memodos jieueHus 0aHH020 3a001e8aHUs He pa3pabomaHo.

3.4 Iloapasgen 4. Hoe 1eyeHMe

HHoe neuenue He npumensemcsi.



4. MeaunHcKas peaouanTanms, MegUIMHCKUe
IMOKa3aHUs U IIPOTUBOIIOKA3aHUS K IIPUMEHEHUIO
METOI0B peaoVInTanumn

Cnennduueckast peabuanTanys He pa3paboTaHa.



5. ITpodmnakTuKa U AUCIIaHCEPHOE HAO/II0deHMe,
MeIMIMHCKNE IIOKa3aHUA U IPOTUBOIIOKAa3aHMUA K
IMIPUMEHEHNIO METOLO0B MPOPMIAKTUKA

e [lamyeHTaM T1epe[ IUIAHUPYEMBIM XMPYPTMUECKMM BMeIIATeIbCTBOM Ha 0067acTv 1eu
pPeKOMEeHJI0BaHO orpepeneHue ypoBHs 25-OH Butamuua D u kommneHcauus ero geduiura c
1IeJbI0 TTPOPWIAKTUKY DPa3BUTHUSI IMOCIEOTIEPAIIMOHHOTO TPAH3UTOPHOIO TUIOTAapaTupeo3a
[73,130,137-144].

YpoBeHb YoeauUTeIbHOCTY pekoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)

KoMMmeHTapum: passumue nocieonepayuoHH020 mpaH3umopHozo 2unonapamupeo3a accoyuuposaHo
€ Hanuuuem npedonepayuoHHozo depuyuma/vedocmamourocmu 25(0OH)D.

e Bo wu3bexkaHue moBpexgenuss wu/wm neBackyispusanuu  OIIDK He pekomeHmoBaHa
obs13aTebHAs MX PEBU3MS BO BpeMsI Ollepalluy Ha opraHax meu [145-147].

YpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)

KommeHTapum: govinonHeHue eusyanuzayuu OIDK 60 8pems onepayuu c6s3aHO C puckamu
noepexcdeHus: KpoBOCHAOMEHUS. Jcesle3, a MAaK#e MOoxem CyujecmeeHHo yeeauuums 0umensHOCMs
onepamusHoz0 B8Mewamenscmaa, umo seaaemcss He3asucuMviM (Gakmopom pucka pazeumust
2unonapamupeosa. /Ins udenmupukayuu OIIDK, a makixe Ons OYeHKU UX HU3HeCnoco6HOCMU 80
8peMsi onepayuu B803MOXCHO UCNONb308aHUe (BI0OPeCYeHMHOL aHeuozpaguu ¢ UHOOYUAHUHOM
3eJ1eHbIM.

e B mepBble CYTKM TIOCJE XMUPYPrMUECKOIO BMeIIaTeNbCTBA B 00JACTM IIeM DPEKOMEHIYEeTCs
ompenenenue ypoBHei IITT M ambOyMMH-CKOPPEKTMPOBAHHOTO W/WIM MOHM3VPOBAHHOTO
KaJbIMsl KPOBM JUIsl [AMATHOCTMKM TUIIOTIApaTupeo3a U OIpeneneHuss TOTPeOHOCTH B
Ha3HAueHUM IIperapaToB KalbLMs U IIperapaToB BuTaMmyHa D 1 ero mpousBogHbIX [73].

VpoBeHb yOequTeIbHOCTU peKoMeHAaIMii B (ypoBeHb JOCTOBEPHOCTH TOKAa3aTeTbCTB — 2)

KommeHTapum: HecMompsi Ha mo, Umo 8 Hacmosiujee 8pems He paspabomawsl Uemkue 8pemMeHHble
Kpumepuu 0na 3abopa Kposu Ha IITI u nokazamenu Kanpyus 8 NOCAEONePayUOHHOM nepuode,
nposederHble UCCNEA08aHUS 0eEMOHCMPUPYIOM YeHHOCMb U3mepeHus OaHHbIX NApamempos 8 meueHue
nepewvix 24 uacos nocjie onepayuu Ha opeavax weu. Ypogeus IITI meHee 15 nz/mn 8 nepswlii deHb nocne
onepayuu paccmampuseaemcss Kak npeoukmop paseumusi nocieonepayuoHHoz20 2unonapamupeosa
(uyscmeumenvHocms 97,7%, cneuuguunocms 82,6%). IocneonepayuoHHas oyeHKa 1abopamopHbix
noxaszameneti (pocgpopHo-Kanvyuesozo obmeHa - HeoOXodumoe ycnosue 071 CB0EBPEMEHHO20
Ha3HaueHusl npenapamos sumamuHa D u e2o npou3sooHbsIX U npenapamos Kaasyusl.

e [laumeHTam, TMepeHeCHIMM TOTAJIbHYI0 TUPEOUIIKTOMMUIO, DPEKOMEHIOBAHO PYTUHHOE
MpUMeHeHe TepopaIbHbBIX IMPerapaToB KalbIMs B TeUeHMe TIepBbIX 2 Heflelb [oc/e orepanun
L7151 TPOUIAKTUKYM OCTPO TUTIOKaablemun [148,149].

VpoBeHb yOequTeIbHOCTU peKOMeHAAIMii A (YpOBEHb JOCTOBEPHOCTU A0KA3aTENbCTB — 1)

KommenTapum: MuHumansHoli pekomeHdyemas CymouHas 003 nepopansHelX Npenapamos Kanabyusl
cocmasnsem He meHee 3000 mz Ha cpok He meHee 2 Hedesib ¢ nocaedyrwuieli oyeHKoli nokazamenet
pochopHo-Kanvyuesozo obmMeHa u onpedesieHuemM NomMpebHOCMU 8 NPOJONNEHUU Mepanuu.

e [lauueHTaMm, epeHeCcUIM TOTAJIbHYI0 TUPEOUIIKTOMMIO, C IOBBIIIEHHBIM DUCKOM Pa3BUTUS
MOC/Ie0NePalMOHHON IMITOKA/IbIMeMIUY PEKOMEHJOBAHO PYTMHHOE Ha3HaueHMe MepopaibHbIX
IpernapaToB KalblLMsl B COUETAaHMM C MpenaparamMyu BuUTaMuHa D ¥ e€ro IHpoM3BOAHBIMU
(anmphaxkanbyAon™*, KATBIUTPUOT**) B TEUeHNe TIePBBIX 2 HeJleNlb MOC/Ie Olepalyy Ha OpTaHax
ey 1y1st IpOGMIAKTUKY OCTPOI rumokanbimemuu [148-150].

VpoBeHb yOeauTeTbHOCTM peKoMeHAaIMii A (YpOBEeHb JOCTOBEPHOCTH J0KA3aTelIbCTB — 1)

KoMMeHTapum: K He3asucumviM Npeoukmopam nocieonepayuoHHoll 2unoKaisyueMuu OmHocam
mupeoudIKmMomu, 0COOEHHO C UEHMPAAbHOU Uu/uiu 6oKogol Jaum@oduccekuyueli, NOBMOPHYIO



onepayulo Ha opeaHax weu, uHmpaonepayuoHHoe nospexcderue OIDK, a maxxice HU3Kuli uHmpa- u
nocneonepayuoHHulll yposeHs ITTT.

MuHumanvHoli pekomeHdyemass cymouHasi 003 NepopaibHulx Npenapamos Kanapyusi cocmasssiem He
MeHee 3000 mez 8 couemanuu ¢ mepanueii npenapamamu eumamuva D u ezo npou3eoodHbix
(#ransyumpuon™** 1 Mke 8 Cymku) Ha cpoK He MeHee 2 Hedesb ¢ hocnedyioujeli oueHKoll nokazameneti
ocgopro-kansyuesozo o6MeHa u onpedesieHuem nompebHocmu 8 npodomxceHuu mepanuu [148].

e [lauueHTam B XOJe XMPYPrMyeCcKoro BMeIlaTelbCTBa Ha OpraHax Liey Ipy JeBacKyaspusannumn
OIIDK peKOMEHAOBAaHO TMpPOBemeHMe WX AayTOTPaHCIUIAHTAMM JIST  MPOQWIAKTUKA
TOC/Ie0TIEPAIIMOHHOTO THUIToNIapatupeosa [151,152].

VpoBeHb yoeaquTeIbHOCTY PeKOMeHJanmii B (ypoBeHb J0CTOBEPHOCTH JOKA3aTe/IbCTB — 3)

Kommenrapumu: aymompaucnaaumayus OIDK, desackynapu3zoeaHHoii 8 Xode Xupypauueckozo
emeuiamenscmea Ha obnacmu weu, sensemcs dppexmusHsiM  MemodoM NpoGuAAKMUKU
nocneonepayuoHHozo zunonapamupeosda. Hopmanvhsie OIDK kak npasuno mpaxHcnaanmupyomcs 8
2PYOUHO-KIHOUUYHO-COCUEBUOHYI0 MbIUUYY, M020ad KAK U3MEHEHHble, 2UNepnaasuposaHHble Hcee3bl
6osiee npednoumumensHo MPAHCNIAHMUPOBAMb 6 NJeUenyuesyio Mbullyy He O0OMUHAHMHOZ20
npeonJieuss.



6. Opranmsauysi oKasaHus MeIUIIMHCKOM IMTOMOII

AMOYIaTOPHBIN 3Tl OKa3aHMST MEIUITMHCKO ITOMOIIN:

1) npoBeneHMe ga6O0paTOPHOTO OOGCAENOBAHMSI C OIpeneseHMeM OGMOXMMMUYECKUX IOKasaTesei
dochopHO-KaIbLIMEBOrO O6MEHA B KPOBM 1 B MOYE;

2) TpoBeieHMe MHCTPYMeHTaIbHOrO o6cnemoBanus - Y3U rnouek (mo mokasanussm KT mouek), 1o
nokaszanusM KT ronoBHoro mosra;

3) KOHCY/NbTAlMM CMEXKHBIX CITEIIMaJNCTOB — Bpada-odrasbmosiora, Bpada-yposora (Io
TOKa3aHusIM), Bpaya-Hedposora (110 moKa3aHUsIM), Bpaua-Kapauoora (1o MoKa3aHUsIM), Bpaua-
HeBPOoJIora (110 [I0Ka3aHUsIM);

4) KOppeKkuMs MpernapaToB CTAaHLAPTHONM Tepanuy TruUiornapatupeosa s JOCTUKEHUS 1eJIeBbIX
rmokasareseit hochopHO-KaIbIMEBOTO OOMEHA.

[TokazaHus 11 IJIAaHOBOM TocOMUTaAN3alUM B MeIULIMHCKYI OpraHm3annio:

1) Heo6GXOAMMOCTh KOPPEKIMM TIPernapaToB CTAHIAPTHONM Tepamuy TUIIONapaTupeosa st
IIOCTVKEHUS 1eJIeBbIX MTOKa3aresneit pochopHO-KalIbIMeBOro 06MeHa;

2) HEBO3MOKHOCTb IOCTMKEHMS LIeNeBbIX Tokasareneii hochopHO-KaabIMeBOro o6MeHa Ipu
MCIIONb30BAHMM CTAHAAPTHON Teparuy rumnonapaTupeosa.

IMokaszaHus AJ1s1 SKCTPEHHOM rOCTIUTANMU3aLUN B MEAVULIMHCKYI0 OpraHU3aluio:
1) ocTpas runoxkanbLIeMus;

2) pa3BUTHE XXU3HEYTPOXKAIOUIMX OCTOXKHEHUI, CBSI3aHHBIX C OCTPOJ TMIIOKaJ/IbIIieMUeit (TapuHTro/
OPOHXOCITa3M, HapyIIeHUs PUTMa CepAlla, TeHepaM30BaHHbIe CYIOPOTH);

[TokazaHus K BbIMMCKe NalieHTa 13 B MeAUIIMHCKOI opraHmsanuum:

1) cToiiKkoe yydllieHMe COCTOSTHUSI, KOT/Ia MMaIeHT MOXKeT 6e3 yiiepoa [jisl 30POBbs TPOLOKUTD
JleueHye B aMOy/IaTOPHO-TIOMUKIMHNYECKOM YUPEXKIEHUN WY JOMAIIHUX YCIOBUSIX;

2) Ipy HEOGXOAVIMOCTY IepeBoJa GOILHOTO B IPYTYIO OPTaHMU3aIMI0 34 PaBOOXPAHEHNS;
3) rpyboe HapylIleHye TOCIUTaIbHOIO PEXMMa;

4) 10 MMCbMEHHOMY TPeGOBaHMIO 6ONBHOTO 60 ero 3aKOHHOTO MPEeICTaBUTENS, €CIM BBIMTMCKA
He yrposkaeT >KM3HM OOJMBHOTO M He OTacHa JJisi OKPYKAIoIMX. B 3TOM c/yyae BbITIMCKA MOSKET
ObITh TIPOM3BEIEHA TOMBKO C paspelleHius IJIaBHOTO Bpaya GOTbHUIIBI MM €r0 3aMeCTUTENST 10
neue6HOT pabore.



7. JononmHuTenbHasa HGopmauus (B TOM 4ucie
¢dakTOpHI, BANSIONIIME HA UCXOJ, 3a00/IeBAaHUS U
COCTOSIHUS)

7.1 JleueHue OCTPOVi TUNOKAIbIVIEMUN

[nsi KynoupoBaHMSI OCTPOI TUIIOKAJIbLIMEMUM PEKOMEHIIYeTCs YCTAHOBKA IIEHTPAIbHOTO
BEHO3HOTO KareTepa, YTO IMO3BOJIUT MPEJOTBPATUTH CKIEPO3UPOBaHUE Mepudepuyecknx BeH
BotencTBME MHQY3UM Kanbiyst. [IpeImoUTUTENTbHO UCITO/Ib30BaHMe KaIbIMS TMIIOKOHATa™ ™, Tak KaK
KaJIbLIVST XJIOPUJT, UMEET Cepbe3HbIe OCJIOKHEHMSI B BUJIe HEKPO3a MITKUX TKaHel, B CJlyyae BbIXOAA

pacTBOpa 13 COCYyAUCTOrO pycia.

[t KymMpoOBaHMS OCTPOIL TUIIOKAIbLMEMUY UCIIONb3YETCSI BHYTPUBEHHOE BBEJleHMe MIPenapaToB
Kanbius B 2 sTama: 1-2 ammynbl 10% pacTBOpa KaiblMs IIIOKOHaTa™**, comepskamiue 90-180 mr
3JIeMEeHTApPHOTO KaJIbLMsI COOTBETCTBEeHHO, B 50 My 0,9% pactBopa Hatpus xnopuna™* (NaCl) (mim
B 5% pactBopa JIekcTpo3bI**) B Teuenne 10-20 MUHYT; MOCIeAyIOllee MeJjIeHHOe BHYTPUBEHHOE
BBeZleHMe Kajablius miokoHarta** 100 mut (10 ammyim) co ckopoctbio 0,5-1,5 mr/kr/gac B 1000 mut
0,9% pactBopa NaCl** (mnm 5% pacTBopa IeKCTPO3bl) B TeueHue, B cpegHem, 8—10 yacos.

B 3aBucumocTu ot cuTyaumum MOryT OBITH MCITOTb30BaHbI dIeaymoume BapmMaHThI IIapEHTEePaIbHOI'O
BBEICHMS IMpernapaToB KaJIbIINA:

o BBemeHue KaJbLius [TIOKOHATa** BHYTPUBEHHO 60JIOCHO B KojmyectBe 20-60 MJI - OBICTPO
6e3 passemenust 0,9% pacrBopom NaCl** (umm B 5% pacTBOpa OeKCTpo3bl). MeTof
MCITONIb3YeTCST TP BBIPAKEHHBIX CMMIITOMAX TMITOKAIbLeMUM (MalYieHThl C KIMHMYECKOi
KapTMHOI «CTpaxa CMepTu» My B 6€CcCO3HATeIbHOM COCTOSIHMM). [I03a BBOAMMOIO KaJIbLIVs
OTIpEeNesISIeTCSI TT0 MOSIBJIEHNIO OMCITENICUUYECKIX SKajI00.

o BBemeHye MOJOBMHBI JO3bI KaJbIMs IIIOKOHATA** BHYTPMBEHHO OGOJIIOCHO 6€3 pasBemeHMs
(40 — 50 M1 10% pacTBOpa KajabLMs ITIOKOHATA™*), ocTasbHas m03a Kaablys (50 — 60 M 10%
pacTBOpa Ka/lblvsl IJIIOKOHATa**) BBOAUTCST BHYTPUBEHHO MeEIJEHHO B pa3BeJeHHOM
cocrositunu (0,9% pactBopa NaCl** unu 5% mekcTpo3sbr**) co ckopocTbio njs nHdysomarta 0,5
- 1,5 MKr/kr/uac. JIaHHBI/ CITOCOO BBeIEHUS SIBJSIETCS CAMBIM YaCThIM JJISI KYITMPOBAHMS
OCTPO#i TUIOKA/IbLIEMIM, TO3BOJISIONIMM GbICTPO HOPMAaIN30BaTh KIAMHUUECKOE COCTOSTHME
MalyeHTa.

o BBeneHMe Bcelt 103bl MapeHTepanbHbIX MpenapatoB Kaabius (80 — 100 mu 10% pactBopa
KaJbIlMsl TTIOKOHATa**) pasBemeHHOro B pactBope (0,9% NaCl** mam 5% mekcTpossr™™).
MeTo[ MCITO/Ib3YEeTCs MIPeMMYILeCTBeHHO /IS MOAAepyKaHmMs aJleKBaTHOIO YPOBHS KaJIbLIMs C
L1eJIbI0 MPOGMUIAKTUKI PA3BUTHUS OCTPOJ IMITOKAIbLIEMUMN.

[TapeHTepanbHOEe BBeleHME IIperapaToB KalblMs BCerga IpeKkpallaeTcss IpU IOSIBJIeHUU
IVICIENTTUYECKUX K00 (TOITHOTA, PBOTA).

BHyTpuBeHHOEe BBefeHME KajblMs TpeGyeT OCTOPOXKHOCTM Yy OGOJbHBIX C TUIOKAIMEMMEN U Y

MaluyeHTOB, MPMHMMAIOIINX TUTOKCUH**) B CBSI3U C TTOBBIIIEHHBIM PUCKOM apUTMMUIA.

OIHOBpeMeHHO Ha3HavaloTCs llepopasibHble MperapaThl KaJIbLMs M IpenapaTsl BUuTaMuHa D u ero
MPOU3BOJHBIX (aabhaKkaJbIUAON**, KaTbIUTpUOn**). llesb Tepanuu — KymupoBaHME CUMIITOMOB
OCTPO¥1 TUTIOKAJIBIIMEMUN M HOPMAaIMU3aIysl 1oKasareseil o6IIero u MOHU3UPOBAHHOTO KaJIbIUS
Ha HVWKHEN rpaHuile pedepeHCHbIX 3HAYEHMUI UM HECKOJIbKO HIDKE B OTCYTCTBME KIMHUYUECKUX
CUMIITOMOB TMIIOKaJIbLIieMMM. 11 KOPPEKIUM Teparnuyu Heo6XOOMM YacCThlii KOHTPOJIb YPOBHS
KajablMsl KpoBM (Kakmble 6—12 vacoB B Havaje JieueHus, IOCIe CTabWIM3aluu COCTOSTHMSI
nanyeHTa — Kaxkabie 24 yaca).

CTOUTb OTMETUTh, YTO TPU HAJIUYUM Y TIAI[MEHTA BBIPAXKEHHOI T'MIIOMArHMeMMM IMOKa3aHa ee
KOPpPEeKIIMsl C MCIOAb30BaHMEM KaK TI€pOpaJbHbIX IIpernapaToB (Mpernapatbl KOMOMHAIUU
pasauyHbIX mperapaToB maraus 300-400 Mr/cyT), Tak M BHYTPUBEHHBIX (GOPM — BHYTPUBEHHO
CTpyiiHO 2 rpamMma MarHus cynabdata™* B TeueHme 10-20 MMHYT, BHYTPUBEHHO KarejibHO 25%
pactBop maruus cyinbdara** 2-4 rpamma B 150-200 Mt pusmonorndeckoro pactsopa NaCl**,

A)'[I‘OpI/ITM KynMpOBaHUS OCTpOﬁ TUIMOKAJIbIIMEMUN
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1) Kampruusa rmrokonat™* 20-60 mui B/B 6omrocHO, m/vun 1-2 ammynbl 10% pacTBopa KasibLyst
rmroKoHaTa** (90-180 Mr 3/1eMeHTapHOr0 KajbIys COOTBeTCTBEHHO) B 50-100 mut 0,9% pacTBopa
NaCl** (mnm 5% BogHOTO pacTBOpa AEKCTPO3br**) B/B B TeueHue 10-20 MUHYT ¢ OJHOBPEMEHHBIM
Ha3HaueHMeM IIperlapaToOB Ka/lbIMsl ¥ TIperapaToB BUTaMMHAa D U ero MpoM3BOAHBIX
(anbpdaranbIUI0N**, KATbIUTPUOT ).

[Ipy HEOOGXOAMMOCTM MOKET ObITh MPOMO/IKeHa MH(OY3MOHHAS Teparusl Kaablus TIIOKOHATOM™**
o cxeme: 10 ammyn 10% pactBopa Kanblys rarokKoHaTa** (900 Mr 3/1eMeHTapHOTO KasbIMs) B
1000 mi 0,9% pactBopa NaCl** (mau 5% pacTBOpa mEKCTpPO3bl**) co ckopocThio 50 mi/yac (B

cpenHeM B TeyeHue 8—10 yacos).

2) IlpemapaTsl BUTaMMuHa D 1 ero mMpou3BOAHBIX - AMbdakaabIUA0N** B cpegHeM 3-3,5 MKI/CYyT
wiu Kanpiurpuon™* 1,5-2 MKr/cyT rnepopanbHo. [Ipy coXpaHeHUM TUIIOKAIbLMEMUM MOTYT OBITh
TpUMeHEeHbI 60Jiee BBICOKVE AO3bI MOl KOHTPOIEM Ka/lbIVisi KDOBY M MOYM.

3) IlpemapatTsl, comepskale Kaiblusg KapboHaT (B CpemHeM), B TOM 4MCJe B COCTaBe
KOMOMHMPOBAHHOTO TIIperapara <«KapOoHAT Kajablmsl + Kojekambiudepoa», 3000 mr 1o
3JIeMeHTapHOMY KajbI[MI0 BHYTPb Ha 3-6 MPUEMOB B CyTKM BO BpeMs MM Cpa3y Iocjie mpuemMa
TIATIA.

7.2 BemeHnue 6epeMeHHOCTHU PV TUIIOIIapaTHpeos3e

@uU3MOMOTUYECKIE ACTIEKThI PETY/ISIIIUY MIHEPAIBHOTO 0OMeHa BO BpeMsi 6epeMeHHOCTH

K omHOMY 13 OCHOBHBIX KOMITEHCATOPHBIX MEXaHM3MOB, 06eCIeunBaIoNMX IO, JOCTATOYHBIM
KOJIMUECTBOM KajibllMsl BO BpeMsl OepeMeHHOCTM, OTHOCUTCS YyCuUIeHMe ero abcop6iuu B
KUIIEYHMKe MaTepu. B mepnop akTalyu ageKBaTHas KOHIIeHTPalMs KaJbLys B IPYAHOM MOJIOKe
IOCTUTAeTCsl, B OCHOBHOM, 3a CUET yCUJIeHMs Pe30pOTMBHBIX ITPOLIECCOB B KOCTHOM TKaHM. DTU
M3MeHeHMsI CBSI3aHbI C YBeIMUYEeHEeM MTPOAYKIMIM TaKUX KIHOUEBbIX TOPMOHOB KaK KaJIbLIUTPUON U
ITTT-mtomo6HbIi ety (ITTTll).

VBelueHue CUHTe3a KaablUTpuona Habmopaercs: ¢ [ TpuMecTpa U K KOHIy 6epeMeHHOCTM €ro
YpPOBEHb COCTaB/ISIeT 00 2-3 HOpM. Perynsums merabonmsma BuTamuHa D y GepemMeHHOI
SKEHLIVHBI B OCHOBHOM 3aBUCUT OT aKTMBHOCTM lo-TMAPOKCWIA3blI MOYEK, HaxXOASUIeNcs IOf,
KOHTPOJIEM 3CTPOT€HOB, MPOJAKTMHA M Yel0BeUeCKOro IIalleHTapHOro JakToreHa. IIpm stom
ypoBeHb 25(OH)D ocraeTcsl cTabWJIbHBIM, HECMOTPSI Ha YCUJIEHME €r0 KOHBEpPCUMM B aKTUBHYIO
opmy. Bo MHOTMX TKaHSIX OpraHM3Ma, BKIIOUAsT MOJIOUHbIE KeJe3bl, NelUAyalbHYyI0 000I0UKY,
IUIALEeHTy U Ap., yBennuuBaercs: cuHTe3 IITTnll. Yposens ITTTnII Bospactaer ¢ 3 o 13 Hepeinto
recrauyu, 1 60jiee 4eM BTpOe MPEBbINIAET [T0KA3aTeNb 10 6epeMeHHOCT. IMEHHO B 3TU ITePUOAbI
[ITTall peiicTByeT KakK SHAOKPUHHBIA (AKTOP, PEryIMPYIOIIVii MMUHEPAIbHbIA M KOCTHBIN
romeocta3s He3zaBucumo oT IITT. ITTImlIl Tak ke, Kak u I1TT, crioco6eH CTUMY/IMPOBATh Pe30POINI0
KOCTHOJ TKaHM, peabcopOLMIo KalblMs B IIOUKAX, YTO B KOMILIEKCe 0b6eclieunBaeT HaChIIeHMe
IPYIHOTO MOJIOKA HEOGXOAVIMBIM IS HOBOPOKIEHHOTO KOJTMYECTBOM KasIbIIVsI.

IMpopykius ITTT OLK mepskuUTCsS B HU3KO-HOPMAaJIbHOM OMaria3oHe ¥ MOKET ObITh Jaske HIDKe
TIOMYJISIIIMOHHBIX pedepeHCHbIX IToKasareneit B I TpumecTpe 6epeMeHHOCTM, UTO CBSI3aHO C
recTalIOHHBIM TOBbIlIeHNeM mponykiiuy ITTTall u KanbiuTpuona, Koropoe Gurcupyetcs ¢ 3-eit
Henenu 6epemeHHOCTM. TakuMm o6pasom, ITTT, kak perynsTop (ochopHO-KalbleBoro ob6mMeHa,
TepsieT CBOK NOMMHMPYIOLIYIO POJIb B 3TOT IepUOL M TONbKO K KoHLy III-ro Tpumecrpa ero
MPOIYKIIVS BOCCTAaHABIMBAETCSI.

Kanbuyronuu — ropmoH-anTaronuct I1TT, npogyuypyembiii C-KiieTKaMy LMTOBUIHOM >KeJle3bl, a
B Mepuoabl 6epeMeHHOCTM M JIaKTalMy - MOJIOUHBIMM >Keje3aMy ¥ IUIalleHTOii. IIoBbIlIeHe
YPOBHSI KaJbLIMTOHMHA BO BpeMsi 6€peMEHHOCTM M JIAaKTallyM OTMEYEHO TaKKe y MalMeHTOK,
paHee MepeHeClIX TOTATbHYIO TUPEOUIIKTOMMIO. YBeJIMYeHre CMHTe3a 3TOro ropMOHa BO BpeMms
6epeMeHHOCT peann3yeTcst 3a cueT 3 (EeKTOB 3CTPOTeHOB (3CTPaaMosia, 3CTPOHA U ICTPUOIA) U
HarpaBjaeHo Ha MojaB/ieH/e aKTUBHO TeMyHepanu3alum ckeaeTa MaTepu.

Bo BpeMmsi 6epeMeHHOCTM ¥ JaKTaluy 3a CYeT YBelMdyeHMusl o0beMa IMPKYIMPYoLIeil KpOBU U
reMOAVJTIOIMY CHUKAeTCSI yPOBEHb OOIIero KalblMs ChIBOPOTKY KPOBU, B TO BpeMsl KaK YPOBHM
anbOyMMH-CKOPPEKTMPOBAHHOTO ¥ VIOHM3MPOBAHHOTO KaJbIVSI OCTAIOTCSI HEM3MEeHHBIMMU.



VpOBEHb KaJlbMda KpPOBUM IIJIOAd, KdK IMPaBMJIO, OKa3bIBA€TCA HECKOJIbKO BbIIIe nokasaresieit
KaJIbIIMeMIIM y MmaTepu.

PekoMeHIaiy 110 BeIeHNIO GepeMeHHOCTH y TTAlMeHTKM C XPOHMYEeCKMM TUITONapaTUupeo30M:

. peKOMeHiyeTcs ToAJepskaHle YpPOBHEl MOHM3MPOBAHHOTO M aJbOyMUH-
CKOPPEKTUMPOBAHHOIO KaJbLMsI KPOBM B IIpefeiax HIMKHEe-HOPMaJbHOIO JuarnasoHa (OJs
aIbOYMMH-CKOPPEKTMPOBAHHOTO KayibLiMs B npenenax 2,1-2,3 MMOJb/J, [JIT MOHM3MPOBAHHOTO
Kanblus - B mpenenax 1,1-1,25 MMosb/a1) BO u3bekaHyue HeGIaronpusiTHOTO BO3MECTBUSI Ha
pasButme OIDK mioma. [ pacyeta YpPOBHSI aabOyMMH-CKOPPEKTMPOBAHHOTO KaJIbIIMS
MMPUMEHSIIOT (GOpPMY/Ty: OOIIMI KaJbluii IIa3Mbl (C TOMPAaBKOW) (MMOJb/JI) = M3MEPEHHbI
YPOBEHb KaJIbILIMS I1a3Mbl (MMOJb/) + 0,02 x (40 - M3MepeHHbIi YPOBEHDb aJIbOYMMHA TUIa3MbI (T/

m);

. B TIEPUOJ TrecTalyuy peKOMEHIYeTCsl TPOBOANTh MOHUTOPUHT ToKa3aTeneit dochopHo-
KaJbI[MeBOTO0 OOMeHa ¢ dactotoit 1 pas B 3-4 Hemenu [ TPOGUIAKTUKY TUIIO- U
TUMepKaIbLMeMUN;

. B C/Tyyae M3MeHEeHMs NO3MPOBOK IpernapaToB KaabliMs M IMperapaToB BuTaMmuHa D u ero
MPOU3BOJHBIX (a/b(aKkambIUION**, KaJbLIUTPUON**) peKOMeHIyeTcss 60jiee YacThiii KOHTPOJIb, B
cpenHeM 1 pa3 B 7-14 nHeii 10 AOCTMKeHMS LieJIeBbIX MTOKa3aTeseil KaiblyeMiun. PekoMeHyeMblit
MHTepBaJI [JIs1 OLEHKM ITPOBOAMMON KOpPpPEeKIUM Tepanuy, OCHOBAH HAa TOM, YTO Iepuof,
TIONTYBBIBEJIEHMST KaTbIIMTPUONIA™* cocTaBisieT OKOMO 4-6 4YacoB, a yCTOWUMBASI KOHII@HTPAIMSI
KaJIbLIVST TOCTUTAETCS 3a TIePUOJ, SKBUBAIEHTHBIN 5 Mepuoam rmosypacnaga KaabIMTpuoaa

. peKoMeHIyeTcs o IepskuBaTh ypoBHM hocdopa, maraus, 25(0H)D 1 KanbIus B CyTOUHOI
Moue B mpefiesiax peGepeHCHOro A1arnasoHa;

. pPEKOMEeH/IyeTCsl MPEeKPaTUTh JiedeHre TUA3UIHbIMU OUypeTUKaMiu Ha Mepuop
6epeMeHHOCTH U JTaKTallUM;

o PEKOMEHOYETCA IMPEKPATUTD JIEUEHME IIpernapaTaMy MmapaTupeonagHbIX TOPMOHOB U UX
dHaJIOraMM Ha IIepuoz 6ep8MEHHOCTI/I M JIaKTallUNn;

. peKkoMeHyeTcsl oOyueHMe TIAI[MeHTOK, HaIlpaBJeHHOe Ha TIOBbIIIeHNe
MHGOPMUPOBAHHOCTY O CUMITTOMAaTHKe I'MIIO- Y TUTIePKaIbIIMeMUN.

7.3. PeKOMOMHAHTHBIN yesioBeueckuii ITTT

K mperapatam u3 rpyrmsl «[lapaTrpeoniHbie TOPMOHBI U UxX aHamoru (Kog ATX: HO5AA) oTHOCAT
Ha ceropgusinunit neHs [ITT (1-34) (#Tepumapatum**).

sk

#Tepunapatup, 3aperucTpupoBaH B Poccuu g JledeHMs TSDKeJIOTO  OCTeOIlopo3a, He
3aperucTpupoBaH B KayecTBe JIEKAPCTBEHHOTO CPeNCTBA IJIS JIeueHUsl IUIIolapaTtupeosa Kak B
crpanax EBpornbl u CHIA, Tak 1 B Poccun.

BrnepBble B KauecTBe IaTOr€HETMUECKO} Tepammyu XPOHMUECKOTOo TuIomnapaTupeosa
#Tepunapatun** mpuMeHeH B 1996 romy B IMIOTHOM IlepekpecTHOM ucciaenoBauuu Winer KK u
coaBT. ITo pe3synbratam paboThl B rpyiiie #Tepumapatuma™* nmpu MoAgKOKHOM BBemeHuu 1 pas B
CYTKM YHANOCh 3HAUMUTENbHO CHMU3UTH 103l IperapaToB KadabliMs M BuTaMuHA D, mpu 3Tom
oTMeuasach  CTOMKasi  HOPMOKaJIbLIMEMMUS M  HOPMOKaJbLMypus. B  mociemymooiem
pPaHIOMM3MPOBAHHOM  MCCJIEOBAHMM  TIPOJEMOHCTPMPOBAHO MPEMMYIECTBO JIBYKDPATHBIX
nHbeKIMiT #Tepunapatuma™* (mo 25 * 15 MKr) B Tepammu TUIIONIapaTypeo3a IO CPaBHEHUIO C
pexkuMoM mosupoBaHmsi 1 pas B cyTku (58 * 28 MKr), 4TO MPOSBISIIIOCh OOiee ObICTPHIM
IOCTVKEHMeM HOPMOKaIbIIIEMUM TIPY MCITOMb30BAHMM MEHbIIEe CYTOUYHON 03Bl Iperapara.
[TpoBOOMANCH WMCCTAENOBAaHUSI C TPUMEHEHNEeM MeTO[a TIOCTOSTHHOM TIOAKOXHOV WHDY3UM
#Tepumnapatuga** ¢ mpuMeHeHMEM TOMIIbI C JOCTVDKEHMEM HOPMOKAIbIIMEMUYM U CHVKEHVEM
9KCKPEeLMM KaJIbLIVSI C MOUOit Ha 59% 10 cpaBHEHMIO ¢ MpuMeHeHueM #Tepunapatuna™* B pesxume
JIBYKPATHBIX MHbEKIIUIT B CYTKMU.

B koctax #Tepumapatumg**  CIoCOOCTBYET IIPEAOTBPAIEHMIO  aroNTo3a, YBEJINYEHUIO
MIPOAOKUTENBHOCTHM KU3HY OCTE06IACTOB MTPY MPUMEHEHWM B PEXXUME MHTEPMUTTHUPYIOLUIUX 03.
Ha cdonHe manHOi1 Tepanuu HaGIIOMAETCsS HOPMaIM3alysi MapKepoB KOCTHOTO OOMeHa, a TakkKe



cHskenne MIIK B MOSICHUYHOM OTHesie Mmo3BoHOUHMKA (-1.8%) u 6empe (-1.6%) 6e3 pasHUIIBI B
npearvieube. #TepurapaTum** BO3meiiCTBYsI Ha KOCTHYIO TKaHb, HECMOTPSI Ha CHIKeHue MIIK,
MOBBIIIAeT IIPOYHOCTb KOCTHOV TKaHM, 3@ CUET CTOMKOTO M3MEHEeHMSI TeOMeTPUM KOPKOBOIO CJIOST
KOCTH, a TAaK’Ke MUKPOAPXUTEKTOHVKM TPAOEKY/ISIPHOTO BELECTBA KOCTH.

[lo pesympraTam 3-X JIETHMX MWCCIEAOBAHUII MO oOleHKe 3(deKkTuBHOCTMY U 6e30macHOCTU
UCTIONb30BaHus #Tepunapatuaa** y namyeHToB ¢ XPOHUUECKUM TUITOTIapaTPeo30M He BbISBIEHO
CYIIECTBEHHBIX PA3/IMUMii MO YaCTOTe BO3HMUKHOBEHUS IMOOOYHBIX 3(D(PEKTOB C TpyImoi Ha
CTaHAAPTHOI Tepanuu. B MyJbTUIIEHTPOBBIX PAHAOMMU3UPOBAHHBIX MCCIEAOBAHUSIX C YUACTHEM
KaK SKEeHIIVH, TaK ¥ MY>XKUYMH He 6bIIO BBISIBJIEHO HU OFHOTO C/TyYasi OCTe0CAPKOMBI, TAKXKe He 6bI0
BBISIBJIEHO YBEJIMYEHMUS] YaCTOThl OHKOJIOTMYECKUX 3ab60JeBaHMil Jpyroil Jokajiusauuu y
MaIyeHTOoB, MOAyJaloIux #Tepunapatum**, o cpaBHEHMIO C TPYIIIIO KOHTPOJIS.

IMokazaHusIMM K HasHAUeHMIO Tepanuy MapaTUPeOUAHBIMM TOPMOHAMM UM MX aHajJoraMu IO
Koncencycy EBpomnerickoii Acconmanyy OHIOKPUHOIOTOB SIBJSIIOTCS :

1. OTCYTCTBME KOMITEHCAIIMM Kaabluii-dpochopHOro obMeHa C YaCTbIMM SIHU300aMU
TUITOKAIbIIEMUM, HEYCTOMUMBbIE TTOKA3aTeNM YPOBHS KalbliMsl KPOBU — UEPEMOBAHUSI TUIIO- U
TUIEePKAIbIIMEMUY TIPU CTAHAAPTHO CXeMe JIeUeHST;

2. BBICOKME J03bI TIPENapaToB, HEOOXOAVIMbIE /ISl TTOALEePKaHMsI 1[eIeBbIX IOKa3aTesnei
KaJbIIMEMMIA: IJISI TIPENapaToB Kanblys 6omee 2500 Mr B CyTKM, IJi TIpernapaToB BUTaMuHa D u
€ro MpOM3BOIHBIX — albdakanbIUmor** 6oee 3,0 MKT B CYTKM, KaJIbIIUTPUOA** 6omee 1,5 MKT B

CYTKU;

3. Ha/lMuue TUIepKaabuuypun, HepokanbiinHosa, HepponuTmasa min cHuskeHre CKOD
(menee 60 Mui/M1UH/1,73M2) Ha CTAHAAPTHOI CxeMe JIe4eHus;

4. runepdocdaremMus Ha CTAaHJAPTHO CXeMe JIeUeH NS,

5. PacCTpOIICTBA KETYJOYHO-KUIIEYHOTO TPAKTa WM COCTOSTHME TOCIe GapuaTpuyeckoit
oTiepalyu, MIPUBOJSIIINE K CUHIPOMY MaibabcopOIn;

6. CHIDKEHME KaueCTBa JXKU3HM Ha (OHe CTaHIapTHOI CXeMbI JIEUeHMSI.

7.4. AyTOMMMYHHBIN r'UnonapaTupeos

AyTOMMMYHHBIN TUIIOMapaTUpeo3 - BTOpasi M0 pacrpocTpaHeHHOCTH dhopMa IUIonapaTupeosa,
00YC/IOBIIEHHAs] VIMMYHO-OIIOCPEIOBAaHHbIM pa3pyumieHueM KiaeTok OLIK. OH MoskeT ObITH
M30MMPOBAHHBIM  3a60jieBaHMEM, OIHAKO 3HAUMTENbHO Yalle BCTPEYaeTcss B paMKax
HacnencrBeHHOro AIIC 1-ro Tuma, Takske M3BECTHOTO KaK KaHIM[0-3KTOIepMasbHasT IUCTPodust
(Autoimmune Polyendocrinopathy with Candidiasis and Ectodermal Dystrophy — APECED) [10].
PacrpocTpaHeHHOCTh JTaHHOTO 3abonmeBaHust oreHeHa B 1:100 000 HacemeHUST B OOJIBIIMHCTBE
cTpaH, OOJIbIasl PacIpoOCTPAHEHHOCTh OTMeUeHa B TaKMX CTpaHax Kak OuuasHaus (1:25000) u
Capauuus (1:14000) u cpeny mepcuackux eBpees B M3pauie (1:9000) [153].

AIIC 1-ro TuIa — MOHOTeHHOe ayTOCOMHO-pellecCMBHOe 3a00ieBaHne, B OCHOBE KOTOPOTO JIEKUT
HapylleHMe CTPYKTYpbl reHa ayTOMMMyHHOro perynastopa (AIRE). I'en AIRE pacmonaraeTcs Ha
IJVHHOM Tuteue 21-71 XpOMOCOMBI, KOOMPYET SIAepHbI GaKTOp TPAaHCKPUIILIUYM Y UTPAET OOHY U3
KJIIOUEeBBIX pojeit B (HOPMUPOBAHMM MMMYHOTOJIEPAHTHOCTM. B OCHOBe MaToreHesa JIEKUT
ayTOMMMYHHAsI JTeCTPYKUMSI Pa3IUYHBIX SHIOKPUMHHBIX >Kene3 [154]. Ina AIIC 1-ro Tumna
XapaKTepHa Kjaccuueckas Tpuaga: CIM3UCTO-KOXKHBIN KaHIUI03, TUTIONIapaTUpPeos, XpOHUUecKas
HAJIIOYEYHMKOBAs HENOCTAaTOYHOCTh. 3aboseBaHue OebGITHUPYeT, KaK IPaBUIO, B [EeTCKOM
Bo3pacte. bonee uem y 80% nauuneToB ¢ AIIC 1 Tumna runonapatupeos sSB/sSeTCs eqMHCTBEHHbIM
9HIOKPMHHBIM MpOsiB/IeHMeM 3a6oneBanms [154].

B mopasiisionieM OOJBIIMHCTBE CIyYaeB IEPBBIM ITPOSIBIEHMEM CTaHOBUTCS CIM3MCTO-KOXKHBIN
KaHIMI03, pasBUBaOIIMiicsa B nepBblie 10 jeT KMU3HM, Yallle B Bo3pacTe okojao 2 jeT. Ha ¢one
CIIM3UCTO-KOKHOTO KaHAMA03a y 84% MalyeHTOB TOSBJISIETCS TUIloNapaTupeos, mpu 3ToM B 88%
oryyaeB OH fAebiotupyeT B Bosdpacte n0 10 jer. K gpyrMM KOMIIOHEHTaM CMHIPOMA OTHOCSITCS
caxapHbIii guabeT 1-ro Tuma, TUpeOUAUT XalIMMOTO, IeIUaKus, BUTUIUTO, ayTOMMMYHHbI
renaTuT, IMIIOTOHAaAN3M U Apyrue [12].



KommonenTs! AIIC 1 Tuma:

. [maBHbIE KOMIIOHEHTHI:

o CJIV3UCTO-KOXKHBIM KaHIUI03;

o TUITOIIapaTUpPeos;

o) MepBUYHAs HAITIOUEUHMKOBASI HEIOCTATOUHOCTbD.
. Ilpyrue BO3MOKHbIE ITPOSIBJIEHMSI:

o KepaTur;

o ayTOMMMYHHBbI reraTuT;

0 TepBUYHAs OBapyaabHas IUCHYHKITS;

o TUTIOTLIa3us 3y6HOI aMain;

o) SHTEpPOIaTHs C XpPOHMYECKO nuapeeit uau 3aropaMmiu;
o dborodobus;

0 TepuoAMYeCcKIii kap C ChIMbIO;

o ITHEBMOHMUT,

o HebpuUT;

o MaHKpeaTuT;

o caxapHblit quabet 1 Tuma;

0 (yHKIIMOHATbHAS aCTUIEHUS;

o] LeJIMaKus;

o TUPEOUINT;

0 PEeTUHUT,

o aruTasysl KpacHOIO POCTKAa KOCTHOT'O MO3Ta;
o TTOTAPTPUT.

B Hacrosiiiee Bpemsi OCTaeTCsl HEM3BECTHBIM, UTO BBICTYIIaeT MMUIIEHBIO [JiI ayTOMMMYHHOTO
noBpexaenuss kinetok OIDK. B ureparype paccMaTpMBAeTCsI HECKOIbKO aHTUTEHOB,
ayTOAHTUTEJIA K KOTOPBIM MOTYT ObITh OTBETCTBEHHBI 33 pa3BUTHMeE IUIonapaTupeosa. B 1996 romy
Y. Li u coaBT. BIlepBble BBISBUIM aKTUBUpYIOIMe aHTuTesna K CaSR. B ucciemoBaHue ObLIU
BKJIIOUEHBI 25 MalyeHToB, Cpeay KOTOPbIX Y 17 mpuunHoii rumomnapaTupeosa 6but ATIC 1-ro Tuma,
a y 8 4enoBek OTMevajoCh COYeTaHMe TUIIONapaTUpeo3a M ayTOMMMYHHOrO Tupeouauta. B
pesynbrate y 56% TalMeHTOB C IMIIONApaTUPeO30M OIpeAessINCh BBICOKME TUTPBI aHTUTEN K
CaSR, Torma Kak B TPyIIIie KOHTPOJISI 3TU aHTUTesIa He ObITM HaliZleHbl HM Y OJJHOTO yesnoBeka [155].
OmHako B psiie OpYyTMX paboT KOppensuuy MeXTy aKTUBUpyIIumu aHtutenamu K CaSR u
rUIonapaTupeo3om y rnanyeHToB ¢ ATIC 1-ro Tumna BbIsIBIeHO He 6bT0 [156]. AHTHTena K CaSR, HO
obnapmarwiie 6IOKUPYOIIE CIOCOOHOCTbIO, TaKKe ObUIM OOHApPYKEHbI TMPU AYyTOMMMYHHO
TUTIOKAIbIINYPUYECKOii TUItepKaibiyieMum [157].

NALP5 — My/lIbTUIIPOTEMHOBBII KOMILUIEKC, aKTUBUPYIOMINIT BHYTPUKIETOUHbIE KMHA3bl U CUHTE3
MMPOBOCITAJIUTENIbHBIX LIMTOKMHOB, BKIoUaeT B cebss: NACHT (neuronal apoptosis inhibitor
protein), C2TA (MHC class 2 transcription activator), HET-E (incompatibility locus protein from
Podospora anserina) u TP1 (telomerase-associated protein), BmepBbie O6GHapykeH M.
Alimohammadi 1 coaBT. B KauecTBe crenuduueckoro auturena OIIK. Bcero 6b110 06C/1e10BaHO
87 nmaumenTos ¢ AIIC 1-ro Tmna, 13 KOTOPBIX Y 73 oTMeyvascs runomnapatupeos. Cpeay nauyieHToB
¢ runonapaTupeo3om aHTuTesna K NALPS naeHTubMUIMPOBaHbI B 49% HaGII0€HNA, Y TTallIeHTOB C
ATIC 1-ro tmma 6e3 cHpkenust GpyHkumyu OIIDK maHHbIe aHTUTENa He GbUIM OOHAPYKEHbI HU Y
omHoro nanyenTa [158]. [Tomo6GHbIe pe3y/bTaThl IONTyYeHbl B paboTe A. Meloni 1 coaBT., B KOTOPOit



antutena K NALP5 BoIsiB/ieHbI y 64,3% TAIMeHTOB C TUTIONAPAaTUPEO30M U He ObLTM OOHAPYKEHBI Y

MaiKeHToB 6e3 rumomnapatupeosa [159]. Pasnuunbie GopMbl ayTOMMMYHHOTO I'MIIONapaTUpeosa
MIpeJiCTaB/IeHbI B Tab/MIIE 8.

Tao6nuiia 8. AyTouMMyHHbBIe (DOPMBI TMITOTIApaTUPEO3a.

Bospact AccoummpoBaHHble FeHeTuka AHTHTENna 3a6oneBaHusa/
MaHudec- 3aboneBaHun CUHAPOMbBI
Tauum
5-20 net CrU3NCTO-KOXHbIA KaHaAnaos u/ MyTtauun B NALP5Abs, IFN®@Abs, AMNC 1 Tuna
vunu 6onesHb AAANCOHaA AIRE TPHAbs, AADC, THAbs,
ACA, 21-OHAbs
B3pocnble AYTOVMMYHHblE 3abonesaHus HLA (?) CaSRAbs (?) AMNC 3 tuna
LUK
B3pocnble Nobble apyrne ayTOMMMYHHble HLA (?) CaSRAbs (?) AMNC 4 tuna
3aboneBaHuns (nckntovasn
CNIM3UCTO-KOXHBbIM KaHanao3,
6onesHb AnavcoHa "
ayTOMMMYHHble 3abonesaHus
XK
B3pocnble Het HLA (?) CaSRAbs (?) M3onunposaH.
AYTOMMMYHH.
FvnolT

XapakTepucTMKa OCHOBHBIX CUHAPOMOB B paMKax

TUIIOIIapaTUpeO3 IMpeacTaB/JI€Had B TaGJ’[I/IHe 9.

Ta6mua 9. Knaccndurauys u xapakrepucrmka AIIC.

KOTOPBbIX BCTpPEYAeTCS] ayTOMMMYHHBIN

C/IN3UCTO-KOXHbIWM KaHANA03

XapakTepucruka AMnc1 AMC 2 IPEX
OCHOBHblE NMposBAEHUS BonesHb ADAnCoHa, BonesHb AnAncoHa, AYTOMMMYHHasi aHTeponatus,
runonapaTMpeos, XpPOHWUYECKWUin | ayTOMMMyHHble  3aboneBaHus HeoHaTaJbHbli caxapHblit

LK, caxapHblii avabet 1 Trna

anabet 1 Tuna, ak3ema

NMHEBMOHUTE U KepaTuTte

[Opyrue, accounnpoBaHHble MepBuryHbIA rMnoroHaaunsm, AYTOMMMYHHbI racrTpwr, AyTOMMMYyHHble  3abonesaHus
nposiBNeHns ayTOMMMyHHble  3aboneBaHus anoneuus, BUTUNINTO, LK, remonuTuueckas aHemus,
LK, caxapHbiit gnabet 1 Tuna, uennakus, NepBUYHBIN TpombouuToneHus
racTpur, SHTEpUT [« rMnoroHaansm
Manbabcopbumert, renaTur,
naHkpeaTur, MHEBMOHMUT,
HedpWUT, BUTUIUrO, anoneuus,
anctpodusa HorTew,
runonnasus  3y6Hoi  3manu,
KepaTuT, PETUHUT
TUNWYHBIN Bo3pacT | [eTtcTBo, MNOAPOCTKOBbIN MoapocTKoBbI nepuvoga, MnageHuyecTBO
MaHudecTaummn nepvoa B3POC/bIN
PacnpocTpaHeHHOCTb 1:100 000 1:1000 1:1 000 000
JNeveHne 3amecTutenbHan 3aMecTuTeNbHas ropMoHasbHas 3amecTuTeNbHas ropMoHasnbHas
ropMoHanbHas, Tepanus Tepanus, TpaHcnnaHTaums
npotusorpnbkosas, KOCTHOrO MO3ra
MMMYHHOCYMpeccuBHas
Tepanus npu renatute,
mManbabcopbuun, HedpuTe,

OcnoxHeHWs1, BK/OYas cMepTb AZpeHanoBblit " ALpeHanoBblii Kpu3, NHbekumnn
rMnoKanbLUMEMUYECKNA KpUsbl, | OCNOXHEHUS caxapHoro
pak  poTOBOM  MOMOCTM U Anaberta
nvesoaa

[eHbl 1 TUN HacneaoBaHUs AIRE, ayTOCOMHO-peLeccMBHO MonureHetTnyecknin: MHC un FOXP3, X-cBA3aHHbIW
M JOMUHAHTHO apyrue

WUMMYHHBI cbeHoTMN AyToaHTUTEeNna K UHTepdepoHy- AyToaHTuTENa K 21- AyToaHTuTENA K GAD65,
W ¥ uHTepdepoHy-a (>95%), rmapokcunase, GAD65, IA-2, nnumdounTos, 3031HODUINS,
opraH-crneundunyeckme TUPOTPOMMHOBOMY  peLenTopy, rMNepnpoayKunst  LUTOKMHOB,
BHYTPUKIIETOUHbIE 6EeKK runep IgE

IPEX — X-CBSI3aHHbII MMMYHOOVCPEryISITOpHAsl MOAMIHAOKpUHONATUsI U sHTeponaTtus, MHC -
IJIaBHBI KOMIUIEKC TMCcTOcoBMecTuMocT, GAD65 — glutamic acid decarboxylase 65; IA-2 - islet

antigen 2; TPO — TupeouaHas mepokcugasa.

VuTepdeponsl (VMOH) BriepBbie 6bLIM OTKPHITBI B 1957 I. KaK areHTbl, 3alUIIAIONME KIETKU OT
BUPYCHOI MHMeKMn. Boigensior npe rpymmsl UOH: k rpynme U®H 1-ro tuna orHocstTesi: UOH-a,
V®H-B, UPH-¢, UOH-«, UDPH-0, UDH-5, UPH-1, a kK UOH 2-ro Tumna tonsko MOH-y [160]. IIpn
IIPOBeLEeHNN MCCIeJOBaHys Ha IPYINax MalMeHTOB C FeHeTUYeCKY I[IOATBEePKIEeHHbIM I1arHo30M
ATIC 1 tuna, a taxke AIIC 2 TMna M M30IMPOBAHHBIM aYTOMMMYHHBIM IMOpPakeHMEM OpPTraHOB-

MUILIeHe ObLIo IIOJIYy4€HO, YTO Yy MalMEHTOB C ATIC 1 Tuma ObLIM BBISIBJIEHBI BBICOKME TUTPbI

QHTUTEJ K 60MbIIMHCTBY ToATUIoOB VIOH-0, ocobenHo K UDPH-a2 n UDH-w» (y 100% mainnueHTOB).

Hu Y OOHOro M3 IIaIMEHTOB C AIIC 2-ro Tuna win M30JIMPOBAHHBIMM aYTOMMMYHHbBIMU

3a001eBaHMSIMM 9TM aHTUTeNa OOGHapysKeHbl He ObulM. Takum o6pasoMm, aHTuTena K MH®-w

0KasaJmch BbIcOKOCTeNMDUUHbIMM Ajid cuHApoMa AIIC 1-ro Tuma He3aBMUCUMMO OT CIIEKTpa
MaHMbecTUpoBaBIIMX KOMIOHeHTOB [101].

IMpucyrcrBue antuten Kk NUOH-o saBiasercsa puarHoctuyeckum kpurepuem AIIC 1-ro Twuma.

CEKBEHI/IIJOBB.HI/IE reHa AIRE IIO-TIpEXKHEMY OCTae€TCd Ba’XHbIM 3TallOM OUATHOCTUKM 3TOrO

CUMHOPOMA, ITOCKOJIbKY ITO3BOJISIET ITPOBOAUTD F€HETUMUECKOE€ KOHCYJIbTMPOBaHME M OCYLIECTBJISATh



IVIaHMPOBAaHME CeéMbMu. AJ'[I‘OpI/[TM OMAarHOCTUKAN Pa3/IMYHbIX Cl)OpM dyTOMMMYHHOTI'O
TUIIOIIapaTUpeo3a IIpeacTaB/IieH B 65oKk-cxeme 1.

Biok-cxema 1. AITOpUTM IMArHOCTUKY Pa3INIHBIX (OPM ayTOMMMYHHOTO TUIIONIapaTpeo3a.

XpoHuueckunid lnoNT

!

CAM3MCTO-KOMHBIA KaHaAMA03
w/nnu Bonesns Agamcona ufman it
myTauma AIRE wfuan nosuTueHbie
NALP5Abs, IFNAbs, TPHAbs,
AADC, THAbs

a
+ ANC-1

v
v ﬂa
AyToMmMMyHHbie 3abonesaHma
WHTOBHAHON Meness

. ANC-3

v

NMioBoie APYTHE AYTOMMMYHHBIE 'qa
3360neBaHHA (KpOME Gonesnn . ANC-4
ALAMCOHD M YT OMMMYMHBIX
sabonesarnn LK)

— Het ~

leHeTu4eckHe Gopmbi
ManoMT
[(H3I0AUPOBAHHBIE AW
CHHAPOMANBHBIE)

H30NHpOBAHH B
AYTOMMMYHHBIA
TunonT

| Her
*

Wamonatiy.
ManoNT

7.5. TunmonapaTupeo3 B paMKax HaCJIe€ACTBEeHHbIX CUHIPOMOB

Cunnpom NullKOpIKA

Cungpom OuJIXOpIOXKU SIBISIeTCS CAeACTBMEM HeNpaBWIbHOTO Pa3BUTUSI OPraHOB-IIPOM3BOIHBIX
TPEeThero M YeTBEpPTOro kabepHBIX KapMaHOB. Bcrpeuaercss oH y 1 u3 4000 - 5000
HOBOPOXXIEHHBIX, M B OGOJbIIMHCTBEe ciyuaeB (70-80%) SIBNISIETCSI CIENCTBMEM TeTE€PO3UTOTHOI
mukpomenenyu B 22q11.21-q11.23  yyactkax. XoOTs OGOJBIIMHCTBO CJIy4aeB  SIBJISIIOTCS
CIIOpaANyeCcKMMMU, OTIUCAHBI U SIIEPHbIE CEMbY C ayTOCOMHO-IOMMHAHTHBIM TUIIOM HacaeL0BaHUS
cuHgpoMa. Knmamuecku cuHapoM Ou]I>KOpIsKM MPOSIBJISIETCS 3aeP’KKOI B pasBUTUM, «BOTUYbBUM
He6oM», arutasmueil uam runoruiasueir OIDK u Tumyca, mopokaMy CepAla M XapaKTepPHbIM
BHEIHMM BMAOM (KBaJApaTHbII KOpeHb Hoca). CuHApom [duJl>Kopiku — Benylias NOpUUMHA
MePCUCTUPYIOLIEN TUIOK/IbIIMEMUM Y HOBOPOKAEHHBIX, IPM 3TOM MPOSIBUTHCS TMIIONIapaTUpPeOs
Yy TakuxX MalyeHTOB MOXeT KaK B HeOHAaTaJbHOM Iepyuoje, TaK M I03[Hee B TeueHMe KU3HU.
Cpeny Bcex JIIOfei ¢ 9TUM 3ab01eBaHMEeM IMITONIapaTpeo3 BeTpeyaeTcs y 60% malyeHToB.

Cungpom HDR gBnsetcs cienctBueM myTtanyu B reHe GATAS3, JTOKaJIM30BaHHOTO B KOPOTKOM
mede 10 xpomocombl (10p14-15). Cam GATA3 sBiseTcsS TPaHCKPUIIIMOHHBIM (HAKTOPOM,
SKCIPEeCCUPYIOIIMMCS Y MO3BOHOYHBIX B Moukax, OIIK, Tumyce, BHyTpeHHeM yxe, [IHC. OnucaHbl
olydyay KakK —ayTOCOMHO-AOMMHAHTHOTO, TaK U ayTOCOMHO-PEeLIeCCMBHOIO HawIeOBaHUS
cuHgpoMa. OCHOBHBIMM TPOSIBJIEHMSIMM 3a007I€BaHMS SIBJISIIOTCSI AMUCIUIA3Us TIOYEK, IyXOoTa U
runonapatupeos. Tarke nayueHTsl ¢ HDR-cMHIpOMOM yalie BCero HeBbICOKOTO POCTa, YTO MOXKET
OBITb CBSI3aHO C AeUIMTOM COMATOTPOITHOTO TOPMOHa.

Cunnpom Canbsn—Cakatu u cuaapom Kennu-Kaddwu 1 Tuna

Cungpom Caubsn-Cakatu u cuHgpom Kennm-Kabdm 1 Tuma xapaKTepu3yIOTCS CXOXUMU
KIVMHUYECKVMM TPOSIBIIEHUSIMU: BPOKOEHHBIM TUIIONapaTUPEe030M, BBIPa’KEHHON 3aAepKKOii
pocTa, OTCTaBaHMEM B YMCTBEHHOM pa3BUTUM, MUKpoIledanueil u JULEeBbIM IUCMOPHU3MOM.
Cunppom Canbsii—CakaTy yaie BCero BCTPeuaeTcst y JTIoIeii ¢ apabckuMy KOPHSIMU. Y TIal[MeHTOB
¢ curapomoM Kennu-Kabdnu, momMmMMo oOmNMMCaHHBIX HaApyIIEHM, Takke HAOMIODAIOTCS
ocreockiepo3 u MMmyHomepuiut. O6a 3aboseBaHUS SIBJISIOTCSI CIEICTBMEM MYTallMM B TEHe
TyOyMH-crenyduuHoro nmanepona E (TBCE) B JIOKyce, KOTOPbIi KOAUPYET 6eJIOK, OTBEUAIoLnii 32
CBSI3bIBaHME TYOY/IMHA.



Cunnpom Kennu-Kadhdu 2 tuna

Cungpom Kennu-Kaddu 2 Tumna — reHeTMueckoe 3abosieBaHue, ITOpakawllee MpeyMyIeCTBeHHO
CKeJleT, I71a3a, 4aCTO BCTPeYaloTCs pa3/iMuHble MATOJOTMM OPTraHOB TOJMOBBI U weu. OOHUM U3
YacTbIX TMPOSIBIeHMi  3abomeBaHmst  (BcTpewaercs vy 30-79%  maumMeHTOB) — SIBJISIETCS
rumnonapatupeo3. 3aboneBaHMe  TMPOSIBASETCS  YACTBIMM — TUIIOKQJIbIIMEMMSIMU, a  €ro
HeIOCPEeICTBEHHOM IIPUUMHON SIBJSIIOTCS pas3jiuuyHble mMyTanuu B reHe FAMI11A (family with
sequence similarity 111 member A). HaciemoBaHue CMHApPOMa ayTOCOMHO-IOMMHAHTHOE.

W30nupoBaHHbIN TUIOOAPaTUPEO3

I'uronapaTMpeos MOXKET BCTPeUYaThCsT M30JIMPOBAHHO M HACIENOBAThCSI KaK ayTOCOMHO, Tak U X-
CLeILIEHO.

AyTOCOMHO-peLecCBHBIV  M30AMPOBAaHHBIN rumonapatupeo3. Ha cerogHSmHMI [OeHb B
JuUTepaType  MMeeTCs ~ OMNMCaHMe  HeCKOIbKMX  ceMeifi ¢  ayTOCOMHO-peleCCMBHBIM
runonapaTupeo3om. OCHOBHOI MPUYMHOI 3TOro 3abojeBaHMsl SIBJIIETCS TOTepss QYHKIUU reHa
GCM2 (glial cells missing), Takke wu3BecTHOr0 Kak GCMB B Jsokyce 6p23-24. GCM2
SKCIIpeccuUpyeTcsi B OCHOBHOM B pasBuBawomuxcs OIDK. Tumonapatupeo3 KIMHUYECKU
MPOSIBJISIETCS YK€ Y HOBOPOKIEHHbIX AeTelt mo npuuuHe areHe3duu OIIDK. CambIMM 4acThIMU
BapuaHTaMu MyTtauuii GCM2 SBASIOTCS AOMMHAHTHAasT WMHTMOMpYIOIIAass WM pereccuBHast
VMHAKTUBUPYIOIIAs. B TO ke Bpemsi, reTepo3uroTHbie Mytanyu B GCM2 He MPUBOIAT K KAKUM-TUG0
HapymeHusm opmupoBanus 1 GyHKIoHMpoBaHus OIK.

X-CclLeTUIeHHbIVT M30IMPOBAHHbBIN TUIONapaTupeos. Henermu/uHcepuu B JIoKycax Xq27.1 and
2p25.3 ¥ BO3HMKIINII BCIECTBME 3TOTO X-CILIEIIEHHbI TUIIONIapaTUPeo3 ObIIM OIMMCAHbI B JBYX
DOACTBEHHBIX CeMbsIX. Y MYKYMH C OTMM CHHAPOMOM C JeTCTBA BO3HUKAIOT
TUIIOKAIbIIeMIYeCKe TIPUCTYITbI BUIECTBYE M30IMPOBAaHHOTO fedexTa B pa3Butum OLIK.

CHmkeHHBbI cuHTe3 min cekpernys I[TTT

AyTOCOMHO-AOMUHAHTHAS TUMTOKAJIbIIVIEMUST

AyTOCOMHO-ZOMMHAHTHas runokanbuyemusi (AII) 1 Tuma xapakTepusyeTcs akKTUBUPYIOLIE
myTtainueii B TeHe CASR. CaSR CTaHOBSITCS CBEpPXUYBCTBUTENbHBIMM K ChIBOPOTOUHBIM
KOHIIEHTpaUusIM Kanblusi, a cuHTe3 u cekpenusi I[ITT mopmaBiasiioTCs, HECMOTpPS Ha
HOpMOKaIbIeMuio. TakuM 06pa3soM, BO3HMKAET QYHKIMOHAIbHBIN runonapatupeos. AT 2 Tura
BO3HMKAET IpM HaJIUUMM aKTUBUpYIOIIeil myTaiuu B reHe GNAI1I (guanine nucleotide-binding
protein alpha 11). GNAII xomupyer anbba-cyobenquunily G-6enka G11, KOTOpbI sSIBsIeTCS
KIoueBbiM  MenuatopoM CaSR-omocpesoBaHHOrO CUTHaJIbHOrO IyTuM. Mytauuss B GNAII
TIPUBOAUT K M30BITOUHOMY TTofiaBieHuto cekperuu ITTT maske nmpu rurnokanbuyeMun. Y ManyeHToB
¢ AIT pazBuBaeTcsl yMepeHHas TUIIOKaIbIIMeMMsI, TsiKeslasi TUIlepKaableMusl MOXXeT BO3HUKHYTh
B ycimoBusiX crpecca. IToueunass peabcopOuyst Kambiivsi ipu AJII 1 Tuma cHMKeHa BCIEACTBUE
mytauum CaSR B TOUKax; y TakuMX MaALMEHTOB pasBMBAeTCsl TrurnepKaibluypus. [loueuHas
peabcopbiiys Kaabiys npu AJl 2 TUIla He CTpajaer.

OmHuM wu3 pemkux BapuaHToB MaHudecrauuu AJIl  sBiasieTcss cuHApoM baprrepa ¢
runokanbiuemueii. OH  XapakTepu3yeTcs — TUIIOKaJdbLueMuel, TI'MIIOMarHueMuein u
TUIIONapaTupeo3oM, a Takke TIpuM3HaKamu AucHyHKUMM meTin [eHne (monuypueit,
TUMOKAJIMEMMYECKMM aJKaJIO030M, TOBBIIIEHMEM KOHLIEHTpAUMM DPEHMHAa U ajIbJOCTepOHa B
mwiasme, HU3kMM AJl M pe3sUCTEHTHOCTbIO COCYHOB K aHruoreH3uHy II. IIpuumHO pasBuUTHS
CUMHApOMa SIBJISIeTCSI MyTalys B JoKyce 3gq21.1, orBevaroiiem 3a CaSR.

Myranuu B rese ITTT

B nuTtepaType onmMcaHO HECKOJbKO pelkux MyTauuii B reHe [ITI, Hapylmamouux ero CUHTE3 U
cekpenyio. Hampumep, ayTOCOMHO-ITOMMHAHTHAs MyTallsl B CUTHAJIbHOM MOC/Ie0BaTebHOCTHU
npenpoll Tl HapylIaeT HOpMaJIbHBIN MTPOIIECCHMHT MOJIEKYIIBI U, CJIeIOBaTeIbHO, 00pasoBaHue I1TT.
Takke OmMcaHbl CEMbU C M3OJMPOBAHHBIM TMUIIONAPATUPEO30M, OOYCIOBIEHHBIM ayTOCOMHO-
pelnieccMBHOI myTauueii B rene I17T.

AnTuTena Kk CaSR

Ilpy mo3gHeM pPAa3BUTUM TUTIOTIApATMPEO3a BO3MOXKHON MPUUYMHON MOTYT  SIBJISITHCS
LMPKYIMPYIOIIMe aKTUBMUpYoOIIe anTuTena K CaSR. DTu aHTUTeNna He MPUBOAST K HE0OpaTUMoit



nectpykiuyu OIIDK, mosToMy cCyllecTByeT BepOSTHOCTb CIIOHTAaHHON pemuccuu. B nuTepaType
OIMCaHbI KaK M30MPOBaHHbIE (OPMBI TUIIONAPATHMPEO3a, BRBI3BAHHOrO aHTUTeaaMu K CaSR, Tak u
oryyau, acCOIMMPOBAHHbIE [PYTMMM  ayTOMMMYHHBIMM  3a0607€BaHMSIMU  (TMPEOUIUTOM
XammnmoTo, 60/1e3HbI0 AIIMCOHA).

CuHApPOMBI pe3ucTeHTHOCTH K [TTT

PesucreHTHOCTb oOpraHoB-muieHeir K IITT, Takke wu3BecTHas KakK TIICeBIOruIoapaTupeos
(iceBmOITIT), sIB/IsSIeTCSI TPYIIIIOBBIM ITOHSITMEM [IJISi HECKOJIbKMX TIeTepOTreHHbIX 3abojieBaHMUiA,
XapaKTepU3YIOIINXCSS HEYYBCTBUTEIbHOCTBIO Iepudepuueckux TkaHeil K IITI. Ilo maHHBIM
JIabOpaTOPHBIX MCCIEMOBAHMIT Y TaKuX IIallMeHTOB oOOpamalT Ha cebsi BHUMAaHMUE
runokanbivemusi, runepdocdaremus, nossimeHne yposHst [ITT. Huske mpuBemeHO omucaHue
OCHOBHBIX (hopM 11ceBmolTIT.

ceBmoITIT 1 Tna

[ceBmolTIT 1 Tuma sBAseTCS CAeACTBMEM MyTanuu B reHe GNASI, xomupymomem anbga-
cyOobeavHUIly cTUMY/Mpyonero G-6eka, acComuMMpoBaHHOTO ¢ pererntopoM IITT. Dtu myTaium
TIPUBOAST K Hecrtoco6HocTu G-6eyika akKTMBMPOBATDb aleHWIaTIMKIa3y rnocie cBsa3biBanust IITT ¢
€ro peuenTopoM, YTO B UTOre NMPUBOAUT K HEBO3MOKHOCTM TPAHCAYKLMM CUTHAJA B OpraHax-
MumieHsx. Y Jjogeit B rumodmse, roHamax u IIDK mpeumyiecTBeHHO 3KCIIPECCUPYeTCs
MaTepUHCKMII ajuiejib 9TOr0 TeHa. B CBSI3M C 3TUM, KIMHUYECKMEe IPOSBIeHMusT 3aboieBaHUs
3aBUCAT OT JOKAIM3AIMMU MyTallMM B MaTePUHCKOM MJIM OTLIOBCKOM ajuiejie. Ha oCHOBaHUM 3TUX
pa3nanunii BbIAEISIOT HECKOMbKO moaBuaoB [1ceBgol TIT 1 Tuna.

IMceBaoI'TIT Tum la. 3tot Tum nceBmolTIT — ayTOCOMHO-IOMMHAHTHOE 3a00/ieBaHMe, BbI3BAHHOE
MyTauueii, npuBonsieir K morepe @yHKiuu GNAS1. Ilepemaercst mcepmolTIT la Tuma 110
MaTepuHCKON nuHuun. IIpu 3toii myranuu mnocne cesasbiBaHusl [ITT ¢ peuenTtopom akTuMBanuu
aIeHWIaTIMKIa3bl M TPAHCAYKIMU CUTHaIa He TipoucxoguT. KnmuHudecku rceBgolTIT la Ttuma
yaile BCEro IIPOSIBISIETCSI KOMILJIEKCOM CUMMIITOMOB, WM3BECTHbIX KaK HacjleCTBeHHas
octeomuctpodust Onbpaiita: HU3KUM POCTOM, OKMPEHMEM, KOPOTKOI Ieeil, OKPYIJIBIM JIUIIOM,
TMOJKOKHBIMM Ka/TbLIMHATAMM, YKOPOUEHHBIMM YETBEPTHIMM U IISITBIMM MeTaKapraJabHbIMU U
MeTaTap3aJIbHBIMM KOCTSIMM M OTCTaBaHMeM B pasBUTUK. [loMMMO 5TOro, y nauueHTOB C
rcepnol'TIT 1a Tuma MoskeT HaGIIOHAThCsI Pe3UCTEHTHOCTD K APYTMM TOpMOHaM, 3¢ deKT, KOTOPbIit
peanmusyetcs uyepe3 G-0eaKM: TOHAOOTPONMMH-PWIM3MHT TopMmMoHy, OCI, JII' u TII. B
O6MOXMMMUYECKOM aHa/liM3e KpOBM 00palaloT Ha cebs BHMMAaHME TIMUIIOKAJbLMEMUS C
rutniepdocdaTemueit, pa3BuBawIMecs: B pe3yabTaTe Pe3UCTEHTHOCTU Mouek K meiictBuio 11T, u
BTOPMYHBIN ruIeprnapatvpeos. [IoMMMO 3TOro, y MalMeHTOB MOXKET pa3BUBATHCS (UOPO3HBIN
OCTeUT, OCKOJIbKY Pe3UCTeHTHOCTH K IITT He 3aTparmBaerT CKeJer.

IMceBpo — mceBpolTIT. [Ipy HacnemoBaHMM MHAKTUBMDYIOLeil myTauuu B reHe GNASI no
OTILIOBCKOJ JIMHUM TaKKe pasBuBaeTcs (eHOTUI HaclaeICTBEHHOI ocreomucTpoduu Onbpaiita.
OnHako, Mpy yCJIOBUM HaAMUMSI HOPMAJIbHOTO MaTepUHCKOro ajensi GNAS1 HeuyBCTBUTENbHOCTh
royek Kk aeiictBuio IITT He Bo3HMKaeT. ChIBOPOTOUHBIE YPOBHM Kambius, pocdopa u ITTT y Takmx
MalyeHTOB OCTAlOTCS B MpeAenax HOpPMbI. Takoe COCTOsSIHME TMOAYyYMJIO Has3BaHMe IICEeBIO-
nceBaolTIT.

[Tporpeccupytoniast KOCTHas reteporviasus. YHacaeqOBaHHAs 110 OTILOBCKOM JMHUM MHAKTUBALMS
GNAS1 Takke MOXeT BBbI3bIBATh MPOTPECCUPYIONIYI0O KOCTHYIO reteporuiasuio. JlaHHOe
3aboseBaHMe [eOIOTHpPYyeT B  paHHEM [JeTCTBE U  XapaKTepu3yeTcsl  SKTOMUUECKUM
KOCTe0oOpa30BaHMEM B IepMe, MBIIIIIAX ¥ COeAMHUTEIbHOM TKaHN. B KIMHNYECKOI KapTUHE MOTYT
HAOMIOmaThCSl TPU3HAKM, XapaKTepHble [JIT HaClIeICTBEHHOI ocTeomucTpoduu Onbpaiita, He
COTIPOBOKAAIONIVECS M3MEHEHMEM KOHIIeHTpaIus Kaablyst v [TTT B CbIBOPOTKE KPOBY.

TceBmolTIT Tuma 1b. ITceBgoITIT Tuma 1b — pegkoe ayTOCOMHO-AOMMWHAHTHOE 3abojieBaHUe,
rneperapolleecss MO0 MaTepUHCKOV AMHMM. Ero NpuumMHONM 4BjsleTCs MyTauusl, IOpaxarolas
perynsiTopHbie 3neMeHTbl reHa GNASI, a He cam reH. B aTom wiydyae pesucteHTHOCTb K IITT, 1o
BCell BUIMMOCTH, Pa3BMBAETCS TOJMBKO B TKAHM MTOUYEK, TOITOMY Y TAKMX MMAIIeHTOB HAOII0IAI0TCsT
rumnokanbieMusi, runepdocdhareMuss M BTOPUUHBIM rumeprnapatupeos 6e3 Kakux-1mnbo
MIPOSIBJIEHNIT HAaCIeICTBEHHOII ocTeomucTpodbum Onbpaiirta.

IceBmolTIT Tuma 1lc. DTo 3a6ojeBaHMe SIBISIETCS CAEACTBMEM MyTallMy, HapyIIaoIiei
cBsasbiBanne G-6enka c¢ perernropom IITI. Takum o6pasom, G-6el0K croco6eH aKTMBUPOBATh
aIeHWIAaTUMKIIa3y, HO 9TOT MPOILecC He CBg3aH ¢ akTtuBauuen peunenrtopa IITI. deHoTunmyeckun



Takyue TAIMEHThl CXOAHbI C GOMbHBIMM C TiceBAOITIT la Tuma M MMEIOT BCe MPU3HAKMU,
XapakTepHbIe [Jist octeonuctpodum Onbpaiita.

HceBnolTIT Tuma 2

YV mauueHToB ¢ TmceBmolTIT 2 Tuma HeT KIMHUYECKUX TIPOSIBIEHUH, XapaKTepPHbIX [JIsSt
HacJaeACTBeHHOI ocTeomuctpodum OnbpaiiTa. [Ias HUX XapaKTepPHbI IOBbIIIeHMe KOHIEHTpaLn
IAM® B Moue, He compoBO(kHatolieecss runepdocdarypueit B OTBET Ha BBeAeHMe 3K30T€HHOIO
ITTT.

PesucrenTHOCTh K IITI' Takke MOXKET OBbITb BbI3BaHA PEIECCUBHON MMCCEHC-MyTalyeil B
nocienoBaTtenbHocTH, Kommupywoiein IITT (1-84), koropass nOpUBOOUT K HEBO3MOXKHOCTU
CBSI3bIBAHMSI TOPMOHA C PELieNITOPOM.

Jpyrue NpmMumHbI rUIonapaTupeosa
MuToXOHIpUATbHbIE 3a60I€BaAHUS

[MnonapaTupeo3  SIBASETCST KOMIIOHEHTOM  MHOTMX  MUTOXOHAPUAIbHBIX  3a00JeBaHUIA,
BO3HMKAWIIMX BUIEACTBUE nenenuii B MutoxoHapuanbHol THK. Huske mpuBOAMTCS KpaTkoe

omnucaHue HEKOTOPBIX MUTOXOHZ,PUATBHBIX 3a6oyeBaHMiA, COIIPOBOKAAIOLINXCS
UIIONapaTUPEO30M.
Cungpom  Kepnca-Ceiipa -  MWUTOXOHApMAAbHAsI  LUTOMATUSI,  XapaKTepU3YIOIAsCs

3Huec])anonaTMe171, OCbTaHbMOHJ'IerMef;I, NMUTMEHTHBIM PETUMHUTOM U Kap,[[V[OMV[OHaTV[eVI.

MELAS cuHIpoM — coueTaHMe MUTOXOHIPUAIbHOM MMUoNaTuu, sHIedaronaTuu, JakraT-anum03a
M MHCYJIbTOIONOOHBIX  SMM3040B. BO3HMKAeT  BCIEOCTBME  TOUEYHON  MyTaluuu B
MuToXoHApuanbHo TPHK 1 HacmemyeTcst 1o MaTepMHCKOI aHnn. Yalne Bcero MaHU(peCcTUpyeT B
JIeTCTBe, [T0C/Ie OTHOCUTETHHO 61arOMOMYYHOT0 TIEPUOA PAHHETO Pa3BUTHUS.

Heduut MUTOXOHAPUAIBLHOTO TpUDYHKIMOHAAbHOTO 6enka (MTPDS) — HapylleHue OKUCTeHUs
SKUPHBIX KUCJIOT, MaHMbecTupyoljee HeKeTOTUUeCKO TIMIOIMIMKeMMUiA M COIMpOBOXKIaoleecs
Kapauomumonarueit, nucyHKIel reueHy, CKeJeTHOM MuoraTueit 1 3aiep)kkaMy B pa3BUTuu. B
HEeKOTOPBIX CJTydastx y MaTepeii geteit ¢ MTPDS B xome 6epeMeHHOCTY OTMEYAJICS 330/, OCTPOTO
TeYeHOYHOro oBpexaenus [43,70].

IaHHble 00 OCHOBHBIX MPUUYMHAX HACAEICTBEHHOTO TMIIONapaTHpeo3a, KIIUeBbIX KIMHUYECKUX
TIPOSIBJIEHMIT ¥ Ta6OPAaTOPHBIX M3MEHEeHMSX MpecTaBieHbl B Taduie 10.

Ta6aua 10. OCHOBHbIE MPUYMHBI HACTEICTBEHHOTO TUITONIapaTupeosa [68].

3a6oneBaHue KnuHuueckue ] MonekynapHbin Heo6xoaumbie
na6opatopHbie AaHHble, cy6ecTpar reHeTuyeckme w
nossonsloWMe 3anoao3putb | sabonesaHus WUHble
3aboneBaHue uccnenoBaHvsa

AYTOCOMHO-/IOMUHAHTHbIA runonapatpeos 1 u 2 | Yalle acMMNTOMHbIA, pexe — ¢ | AKTuBMpyloLas CekBeHMpoBaHue

TMNoB yMepeHHOW runokanbumvemmnen, MyTaumsa CASR (1 tun) CASR wnun GNA11
BO3MOXHa runepkanbunypus vwnu Gall (2 Tvn) (11 cy6bbeauHuua

6enka Gall)

AYTOCOMHO-[JOMUHAHTHbIN runonapaTupeos c Mnokanbunemuns, CaSR CekBeHVpoOBaHue
cuHapoMoM bBapTepa 5 Tvna rmnomMarHmemus, CASR
runokanvemus, ankanos,
runepkanbLUmypus,
rmnokanunemums n

rmnoHaTpuemusa,
o6e3BoXMBaHME B 3aBUCUMOCTHU
OT TskecTn 3aboneBaHus

N30n1poBaHHbIV runonapaTnpeos MpeobnapaloT KIMHWYeEckue u rTr, GCM2
nabopaTopHble CUMMNTOMbI CeKBeHWpoBaHue B
runonapaTupeosa 3aBUCMMOCTMN oT

KJIMHUYECKOMn
KapTVHbI

AYTOCOMHO-peLecCUBHbIN ATr nnn GCM2

AYTOCOMHO-ZJOMUHAHTHbI ATr unn GCM2

X-CBSI3aHHbIV peLeccuBHbIN Nokyc SOX3 (y

MY>XYUH)

HDR-cuHapom (rmnonapaTtupeos, rnyxora, CeHcoHeBpanbHaa TYroyxocTb, FeH GATA3 CekBeHnpoBaHue

Ancnnasns noyek) aHaToMmyeckne  0cobeHHOCTM reHa G,
pasBUTUA MOYEK W HapylleHus CNyxoBble  TecThl,
nx PYHKLMOHNPOBaHMS, BU3yanu3auus
AyTOCOMHO-IOMWHAHTHBIN  TWM noyek
HacneaoBaHus

CuHapom An[bxopaxu AHOManuu cepaeyHo- PasnuyHble aedekTbl, B
COCYAMCTON CUCTEMbI, B T.4. | T.u. neneuun 4

TeTpana ®danno, nedekTbl



MEeXOKey04KoBON MuKpoaeneumm B
neperopoaku, truncus 22q11.2 xpomocome

arteriosus, natonoruu  Ayrun
aopTbl (BCcTpeyatoTcs y ~80%);
MMMyHOAedUUUT (4yacTble
MHMbEKLMOHHble 3aboneBaHus,
a- uau runonnasus Tumyca, T-
KneTouyHas numdonexHus),
runonapaT1peos, aHomanuu
CTPOEHUsi TNIOTKU W TopTaHu,
BONYbA MacTb, NoBeAeHYeckue

" ncuxvaTpuyeckune
HapyLueHus,
odTanbmonornyeckme

HapyLueHusi, noTeps cnyxa

Cunapom KeHnHun-Kaddu

Tun 1 wan cuHapom CaHbsa-Cakatv HU3KUI pocT, 3aAepxka pocTa, l'en TCBE CekBeHupoBaHue
(ayTOCOMHO-peLecCuBHbI) ManeHbKuii pasMep KUcTen u reHa TCBE
cron, KOpTuUKanbHOe

uncrToweHune n Me,CLyJ'IJ'IﬂprII;I
cTeHo3  TpybuaTbix  KOCTeW,
OT/IOXEHHOE 3aKpbiTHE

POAHNYKOB, AMCMOPdU3M nua,
aHomanmu rnas,
rurnonapatupeos
Tvn 2 (ayTOCOMHO-A0MUHAHTHBI) Avcnnasus  KoCTel,  HU3KWIA e FAM111A CekBeHVpOBaHue
pocT, KOpTUKanbHoe reHa FAM111A

UCTOHYeHne wn MeﬂyﬂﬂHprIj;I
CTEHO3 Tpy6uaThIX KocTewn,

OT/IOXXEHHOE 3aKpbiTne
POAHUYKOB, AMCMOPdU3M NnLa,
aHomanmu rnas,
runonapaTupeos
Mmnonapatupeos, accoLMMpPOBaHHbIi c MyTauun B CekBeHnpoBaHue
MWUTOXOHAPWanbHbIMK 6one3HaMK MUTOXOHAPVanbHOM MWUTOXOH/ZPWaNbHOM
reHome AHK
CuHapom OdTanbmMonnerns, HapyleHus KpynHas neneuns CneunanbHble
KepHca-Celipa nurMeHTaumm ceTyaTKmn 4 MUTOXOHAPUanbHOM KJIMHUYeckne
BHYTpUCepaeyHom AHK obcnenoBaHusa, B
NpoBOAMMOCTY, NPOKCUMasbHas 3aBUCMMOCTMN oT
" 6ynbbapHas cnabocTb, nopaxeHus
BO3MOXHa aTakcus OpraHoB U cucTeM
CuHapom SHuedanomMmonaTvsa,  nakraT- MyTtauusa B
MELAS auuaos, VHCYNbTONOAO06HbIE MUTOXOHAPUANbHOM
3NU304bI, odTanbMoneHus, reHe TPHK
nnaber, noteps cnyxa,
MUrpeHn " KOHUTWBHbIE
HapyLeHus
CuHapom Hapylwenus B OKWCNEHUN MyTauun B
MTPDS KUPHbIX Kncnot, MUTOXOHAPUANIbHOM
accouMmnpoBaHHble [« reHome
HeliponaTtuen, peTuHonatnen un
OXUPEHNEM MeYeHU

GNAL11 - G protein alpha subunit 11, GATA3 - GATA-binding protein 3, FAM111A - family with
sequence similarity 111 member A, GCMB - glial cell missing gene, HRD - hypoparathyroidism
retardation dismorfism, SOX3 - sry-related HMG box, GNA11 - G protein subunit alpha 11, TBCE -
tubulin folding cofactor E, MTPDS - mitochondrial trifunctional protein deficiency



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM

IIOMOIIM

Ne Kputepum kauectsa YpoBeHb YpoBeHb
AOCTOBEPHOCTU ysenwrenbuoc;m
AOKa3aTesnbCTB pekoMeHAauun
1 BbinonHeHo wWccneaoBaHMe YpOBHE MNapaTUpPeoWAHOro ropmoHa, obuiero 2 B
Kanbuns v anbbyMunHa (c pacyeToM anbbyMWH-CKOPPEKTUPOBAHHOIO YPOBHS
Kanbuus KpoBu)
> BbinonHeHO v3MepeHne YpoBHS KpeaTuHuHa (c pacyetom CK® no EPI), 3 B
obLero MarHusi, Heopranuyeckoro doccopa, 25-OH sutammnHa D kposu
3 BbINOMHEHO MCCNIeA0BaHME YPOBHS KasbLUsi B CyTOYHOM Mouye 3 B
4 BbinosHeHo ynbTpa3ByKoBOe MCCeAoBaHMe noyek 2 B
5 MposeaeH npuem (OCMOTP, KOHCy/bTauus) Bpadva-odransmonora B caydae 5 C
OTCYTCTBUSI KOHCY/bTalMW Ha [OrocrnutanbHOM 3Tane [Ansi CBOeBPEMeHHOM
AVArHOCTVKM OCIOKHEHWI CO CTOPOHBI a3
6 BbinonHeHa KoMMbloTepHasi ToMorpadus rofoBHOrO Mo3ra mnpu Hanuuum y | 4 C
MauueHTa HEeBPOJIOrMYECKON CUMMTOMATUKM U OTCYTCTBMM  BbIMOJIHEHNS
TaKoBOW Ha AOrocnuTasbHOM 3Tane
7 BbinonHeH cbop aHamMHe3a M xanob, reHeTMyeckoe TeCTUpOBaHWe u/unu 4 C
CeMeiHbIl CKPUHWHF  MpU  MOAO3PEHUM Ha HaCNeACTBEHHbIi XapakTep
naTonornu
8 [oCTUrHyThbI LiesieBble NnokasaTenu anbbyMUH-CKOPPEKTUPOBAHHOIO KanbLUus U 5 C
HeopraHuyeckoro cdocdopa CbIBOPOTKN KPOBU
9 JoCTUrHyTbI LieneBble nokasaTenn o6Lero MarHus CbiIBOPOTKM KPOBU 4 C
10 JOCTUrHYThI Lienesble NokasaTtenu Kanabuus B CYTOYHON Moye 4 C
Npa o _ofyuyeHue OAIMEHTA PACOQ. UK CUMOTOMOR  [UOQ- U Y C
11 rynepkanbLmemMum
N2 Kputepum kauectsa YpoBeHb YpoBeHb
AOCT P ™ ybeantenstocTn
AOKa3aTesnbCTB pekoMeHAaunn
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ITpunoskeune Al. CocTaB pado4deri rpyIibl IO
pa3padoTKe ¥ MepecMOTPY KIMHUYECKUX
peKoMeH al it

PykoBoguTenn:

Ienos UN.! - IMpesunpent Lentpa, Unen IIpe3uanyma PAH, akagemux, [IpesumeHT Poccuiickoit
accouMalyum SHIOKPMHOIOTOB, IVIAaBHBIM BHEIITATHbBIN CIIeNMaanuCT SHAOKPUHOIOT MUHMUCTEPCTBA
30 paBooxpaHenus Poccun.

Menbanuenko LAl - akamemmk PAH, Buue-Ilpe3umenT Poccuiickoit —accoumainum
SHIOKPUHOJIOTOB, J[JupekTop WHCTUTYTa KIMHUYECKOV SHAoKpuHonoruu @IBY «HMUIL]
SHAOKpMHOMOTUM» MuH3apasa Poccuu.

MoxpsimieBa H.T. 1 - no. Iupekropa LleHTpa, JOKTOp MeOULUMHCKUX HaAyK, YyieH-Kopp. PAH, wien
Poccuiickoli accouyanyy 3HOOKPMHOJIOIOB, HAy4HbIi PYKOBOOUTENb OTHEIeHUS IaTOJOIUNU
OKOJIOIIMTOBUAHBIX JKeJle3.

Pa6ouas rpymia:

AnpmpeeBa E.H.! - Jokrop MemuuMHCKMX Hayk, mpodeccop, [upekrtop HHCTUTYTA
PenpoAyKTUBHO MeIUL/HbI, 3aBefyolas OTae/leHeM SHIOKPUHHOV ITMHeKOIOTUHA.

BenbiueBnu ,[[.1“.1 - JOKTOp MEeIMIIMHCKMX HayK, mpodeccop, IIpesmmeHT Accoluannm
SHIOKPUHHBIX XMPYProB, INIABHbII HAYUHBI COTPYIHUK OTAEea XUPYPTUN.

Epemkmua AK.! - kaHZMpaT MeIMIVHCKMX HayK, 3aBefyloliasl OTHeJeHMeM IaTONOTMK
OKOJIOIIMTOBUIHbIX 3KejIe3.

Kaponosa T.JI.* - [OKTOp MegMIIMHCKMX HayK, mpodeccop Kadeapsl BHYTPeHHUX GonesHeil,
pykoBoauTtenb HUJI kKnMHMYeCKO S9HAOKPUHOIOTUN.

Kum M.B.! — KaHAMIaT MeAMIMHCKIX HAYK, YWieH ACCOIVAIMY SHIOKPYHHBIX XMPYProB, BeIyIIMil
HayYHbII COTPYOHMK OTAENa XUPYPTUN.

Kosasnesa E.B.! - HayuHbI1 COTPYIHMK OT/eeHMS TTATOMOTUM OKONOIIMTOBUHBIX JKefle3.
KpymHoBa 0.A.! - Hay4HbIiT COTPYIHUK OTIeNe s aTOIOTMM OKOIOIIMTOBUAHBIX JKeles.
Kprokosa UB.3- KaHOUIAT MeIUIIMHCKUX HaYK, JOIeHT Kadeapsl sHIOKpuHOMorny OYB.

Kysnerop H.C.! - mOKTOp MeOMIMHCKMX HayK, 4ieH ACCOLMAlMM SHIOKPUHHBIX XMUPYPIOB,
rpodeccop, 3aBeyIONINii OTIeI0M XUPYPTU.

Mwupnas c.cl- KaHOMAAT MEeIULMHCKMUX HayK, wieH Poccuiickol acconyauum SHIOKPUHOJIOTOB,
CTapIluit HAyYHbIV COTPYIHUK OTAeeHMS aTOMOTUY OKOJIOMIUTOBUIHBIX JKeJles.

MynyHOB AM.2 - IOKTOp MeOMIIMHCKMX HayK, mpodeccop PAH, IIpesmment Poccuiickoro
006111ecTBa CIIENaJIMCTOB I10 OITyXOJISIM TOJIOBBI U I, 3aBeAYIOIMiT OTAeJI0M OITyX0Jieii TOJIOBbI U
en.

1- ®T'BY «<HMUL], sHmokpuHomorun» MuH3sapasa Poccun

2 - ®I'bY "HMUL], oukonoruu um. H.H. Broxunna" Munsgpasa Poccnn
3-TIBY3 MO MOHUMKU nm. M. @. BraguMmumnpckoro

4 - OT'BY «<HMUL] um. B. A. Anma3zoBa» MuusapaBa Poccun
KoHQMMKT MHTEpecoB:

s OKOHUATeNbHOI pemaKuuyu ¥ KOHTPOJISI KauvecTBa peKOMeHAAluMy ObUIM ITOBTOPHO
MpOaHaIM3MPOBAHbl WieHaMM DPaboyeil TPYIMIIbl, KOTOpble MPUIUIM K 3aK/IIOYEHMI0, UTO BCe
3aMeuaHMs ¥ KOMMEHTapUy SKCIePTOB MPYHSITHI BO BHUMAaHME, PUCK CUCTEMATUYECKUX OIMIMOOK
Mpy pa3paboTKe peKOMEeHAAINI CBeIeH K MUHUMYMY.



V aBTOPOB ¥ OKCIIEPTOB He ObUIO KOH(QUIMKTA WMHTEPECOB TPU CO3HAHUM KIMHUYECKUX
peKOMeHIaluiA.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu

KIIMHNYECKNUX PEKOMEHIall N

MeTopsbl, MCITO/Ib30BaHHbIE IJISI cOOpa /CeIeKIMM TOKa3aTeabCTB: MOWUCK B 3JIEKTPOHHBIX 0a3ax

JAaHHBIX II0 K/IIOUE€BBIM C/JIOBaM, CBSA3dHHbBIM C THUIIOIIApATUPEO3OM UM COOTBETCTBYIOIIMMMU

pasmenaMy KIMHUUYECKMX pekoMeHpainuii. OlleHKa KadeCcTBa M peJeBAaHTHOCTM HalJeHHbIX
VICTOYHUKOB (Agree).

OmnucaHne MeTOIOB, MCITOIb30BAHHBIX JIJISI COOpa/CeTeKIINY OKA3aTeIbCTB: TOKa3aTeTbHOM 623071

IJIT PEeKOMEHIALNil SIBJSIOTCS ITyOnuKaiuy, Bolenne B KoxpaHOBCKYIO OMOMMOTEKY, 6a3bl
nmanHbix EMBASE u MEDLINE, e-library. ['ry6uHa mmoucka coctaBiisiia 6ojee 15 jeT.

MeToppl, MCIIONIb30BaHHbBIE IJIST OLIEHKM KaueCTBa U CUJIbI IOKA3aTeIbCTB:

» KoHceHCyc 9KCIIepToB

OlLleHKa 3HAQUMMOCTM B COOTBETCTBUMU C

YPOBHAMM OOKa3aTEeJIbHOCTM ¥ KiaacCaMM

peKoMeHgauuii (MPUIaratTCcs).

LeneBas ayauTOPUs JAHHBIX KINHUYECKUX PEeKOMeHIaIuii:

1. Bpau-3HA0KPUHOJIOT;

2. Bpau-Xupypr;

3. Bpau o011eii TpaKTUKY (CEMeIHbIN Bpay);

4. Bpau-TeparesT;

5. Bpau-yposor;

6. Bpau-Hedposior;

7. Bpau-HEBPOJIOT;

8. Bpau-KapauoJor;

9. Bpau-aKkyIiep-ruHeKosor.

Ta6auma 1. IlIkaja OLEHKM YpPOBHEH [OCTOBEpPHOCTM mokasatenbcTB (VII) s MeTomoB
IVArHOCTUKM (AMarHOCTMYeCKUX BMeIIaTeabCTB)

yan PacwundpoBka
1 CucteMaTnyeckme 0630pbl  WCCNEAOBaHW C  KOHTponeM pedepeHCHbIM  MEeTOAOM  UAWM  cucTeMaTuyeckuii  063op
PaHAOMU3NPOBAHHBIX KIMHUYECKNX VICCﬂe,ElOBaHVIVI C NpUMEeHeHneM MeTa-aHanmsa
2 OTLle}'IbeIe nccnegosaHna € KOHTpPONEM pecbepeHCHblM METOAOM WUNWM OTAENIbHblE PaHAOMU3UPOBAHHbIE KJIIMHUYECKUE
unccneaoBaHnsa U cucteMatTunyeckue 0630pbl MCC}'IE,D,OBaHI/Iﬁ nwboro ,qmaal?ma, 3@ WCKNKYEeHMEM paHAOMU3UPOBAHHbIX
KNNHUYECKNX Mccneuoaanﬁ, C NpMMeHEHNEM MeTa-aHanunsa
3 WccnenosaHus 6e3 nocnenoBaTenbHOro KOHTPONs pedepeHCHbIM MEeTOAOM WU UCCIeAoBaHWUs C pedepeHCHbIM MeTOAOM, He
ABMANWNMMCA He3aBUCMMbIM OT MUCCNeayeMoro Metoda Win HepaHAOMU3UMPOBaHHblE CpPaBHWUTEJ/IbHblE UCCNEfOBaHWA, B TOM
4Yncne KOropTHble nccnenoBaHusa
4 HeCpaBHMTeﬂbele uccnegosaHnsa, onmcaHne KIMHNWYeCcKoro cny4das
5 NmeeTcs nuwb 060CHOBaHWE MexaHU3Ma ﬂeﬁCTBMﬂ WU MHEHWE 3KCNepToB
Ta6muma 2. Illkajia OLIEHKM YPOBHEN TOCTOBEPHOCTM nOokaszarenbcTB (V) mjis MeTOmoB
MpOMDWIAKTUKHA, JIEUEHUS Y peabuinTanuy (MpoduiakKTUIeCKUX, JeUeOHbIX, peadMINTALIIOHHbIX
BMeIlaTeabCTB)
vaan PacwndpoBka

1

CucTtemaTnyeckmii 063op PKU ¢ npuMeHeHneM MeTa-aHanunsa

2 OTaenbHble PKU 1 cuctematuyeckune o0630pbl MccnenoBaHuii No6oro Av3aiHa, 3a uckatodeHnem PKU, ¢ npuMeHeHueMm MmeTa-
aHanusa

3 HepaH.qommawposaHHble CpaBHUTENbHbIE UCCeA0BaHUS, B T.4. KOFTOPTHbIE UCC1ea0oBaHUA

4 HeCpaBHVITe}'IbeIe nccnenoBaHusd, onucaHne KIMHMYEeCKOoro ciydas unm cepun cny4yaes, nccnegosaHusa <<C}'IyHaI71-KOHTpOI'Ib>>

5 NmeeTcs nuwb 060CHOBaHME MexaHu3Ma AeVICTBVIﬂ BMeLWaTenbCcTBa (,CLOK}'II/IHVIHECKI/IE VICCJ'le[:\OBaHI/Iﬂ) WUNN MHEHNE 3KCNEPTOB




Ta6muma 3. Illkaja OlLIeHKM YpOBHEN ybemuTenbHOCTM pekoMmeHmanuii (YVYP) nojs MeTomoB
MpOOWIAKTUKHA, IUATHOCTUKY, JTIeUeHUs U peabuantanuu (IpoPpuaakKTUIeCKNX, IMarHOCTUIECKHUX,
JIeUeOHBIX, peadMIUTALIIOHHBIX BMEIIaTeIbCTB)

yyp Pacwudposka

A CunbHasi pekoMeHzauusi (Bce paccMaTpuBaeMble KpuTepun 3dhdeKTUBHOCTU (MCXOAbI) SABASIOTCS BaXKHbIMU, BCe
VUCCNef0oBaHUS  WMMEIT BbICOKOE WU  YAOBNETBOPWUTENIbHOE METOAOMOrMYeckoe KauyecTBO, WX BbIBOAbl MO
VNHTEPECYIOLWMM NCX0AaM SBASIIOTCS COrNacoBaHHbIMU)

B YcnosHasi pekomeHaauus (He Bce paccMaTpuBaeMble Kputepumn 3PpheKTUBHOCTM (MCXOAb!) ABNSIOTCA BaXHbIMU, He BCe
MNCCNefoBaHNA MMEelT BbICOKOE WU y[OBNETBOPUTESIbHOE MEeTOAO/I0rMYecKkoe KavecTBO W/WAM WX BblBOAbI MO
VHTEpEeCYOLWNM UCXOAaM He ABSIOTCA COrnacoBaHHbIMU)

C Cnabasi pekoMeHzauus (OTCyTCTBME [OKa3aTeNbCTB HaAnexallero kavectsa (BCe paccMaTpuBaeMble KpuTepuu
9¢¢eKTVIBHOCTVI (VICXO,ClbI) ABIAKOTCA HEBaXHbIMWU, BCE UCCNeA0BaHUA MMEKT HU3KOE MeToAosiIormvyeckoe KavyectBo U
MX BbIBOAbI MO MHTEPECYLWNM UCX04aM He ABNATCA COI'J'IaCOBaHHbIMI/I)

HOpﬂ}]OK OOHOBJIEHVS KIMHNYECKUX peKOMeHI[aHI/Iﬁ

MexaHM3M OOHOBJIEHUMSI KIMHMYECKMX PEKOMEHOAlMi MpeaycMaTPUBAET UX CUCTEMAaTUUYECKYIO
aKTyaaM3aluio — He vaile, yeM 1 pa3 B 6 MecsleB, WIN IIPY MOSIBJIEHUM HOBOJ MHOOpPMAIIUK O
TaKTUKe BeIeHMs MMal[MeHTOB C JaHHbIM 3a0ojieBaHMeM. PellieHne 06 06HOBIEHUN TIpUHUMAaeT M3
PO Ha OCHOBe MpPENJIOKEHMI, IIPeACTaB/J€HHbIX MEOULIMHCKMMMY HEKOMMepUYeCKMMU
npodeccroHaabHbIMU OopraHu3auysiMu. ChopMupoBaHHbBIE TPEAJIOKEHUS TO/DKHBI YUUTHIBATH
pe3yJbTaThl KOMIUIEKCHOJ OII€HKM JIEKAPCTBEHHBIX MperapaToB, MeOULIMHCKUX U3IEINiA, a TaKKe
pe3y/bTaThl KIMHMYECKOH arpobariyin.



IIpninosxkenmne A3. CripaBo4YHbIe MaTepyuabl,
BKJ/IIOYAsi COOTBETCTBYE IIOKa3aHUM K
IMIPUMEHEeHUIO U IMIPOTUBOIIOKAa3aHui, CIIOCOO0B
IPUMEHEeHMS U 103 JIeKapCTBEHHBIX IIperapaTos,
VHCTPYKIUM 110 IIPUMEHEHUIO JIeKapCTBEHHOI'O
npemnapara

ARTyasbHbIE WHCTPYKIMM TI0 TMPUMEHEHMIO JIeKapCTBEHHBIX IpernapaToB pacoIoKeHbl Ha
obuLMaTbHOM caiite MuH3gpaBa Poccun http://grls.rosminzdrav.ru/Default.aspx
(http://grls.rosminzdrav.ru/Default.aspx).

IMpUHUINIIE JedeHus U TpoPMIaKTVKM deduilnTa/Heg0oCTaTOYHOCTY BUTaMMHA D y MalleHTOB C
TUIIOTaPaTUPEO30M COOTBETCTBYIOT MPUHITUIIAM, U3JIOKEHHBIM B KIMHUUECKUX PEKOMEHIALIMSIX
«JEOULNT BUTAMWHA D V B3POCJIbIX: IVUATHOCTUKA, JIEHEHUE U TTPODOUIAKTUKA»
(Konnektus aBTOpoB: IIuraposa E.A., Poxxunckas JI.4., benasa JK.E., [I3epaHoBa JI.K., KapoHoBa
T.JI., Wnpun A.B., Menbuuuenko I'A., emoB M.M.) doi: 10.1185/03007995.2013.766162,
https://minzdrav.gov-murman.ru/documents/poryadki-okazaniya-meditsinskoy-
pomoshchi/D%2019042014.pdf).

Hcnonszosarue IITI (1-34) (#Tepunapamud**) onsa neueHus zunonapamupeosa

ITTT (1-34) (#TepumapaTug**) He 3aperMCTPMPOBAH B KauyecTBe JIEKAPCTBEHHOTO CPeNCTBa JIs
JledyeHMs TUIonapaTupeosa Kak B crpaHax EBpornbl u CIIA, Tak 1 B Poccun, ogHaKko UCTIOIb3yeTCs
JLJISI JIe4eHUs] TSKeIOro, HeKOMITEHCMPYyeMOro Ha CTaHILAapTHOM Tepanuu, rmrolaparmupeosa Kak y
B3POC/BIX, TaK U Y IeTell B paMKaX HayYHbIX UCCIeL0BaHMUIA.

ObderTUBHOCT, ¥ 06€30TacHOCTh MCIoNb3oBaHusT Teparmyu IITT  (1-34) [t jedeHust
rUIIoNnapaTypeosa MPOLEMOHCTPMPOBAHO B OTKPBITOM PaHIOMM3MPOBAHHOM MCC/IeJOBAaHUN,
MPOAO/DKUTENBHOCTBIO 3 roma (n=27, Bospact 18-70 sert). IlauyeHTBI € XPOHUUYECKUM
TUTIONaPaTUPeO30M ObUTM PAHAOMMU3MPOBAHBI HA 2 TPYIIMBI: MOTYYAIOIIe CTAHIAPTHYIO TePATTNIo
(cpemusisi mo3a KampiuTprona** 0.91£0.2 mkr/cyT) u tepamnuio ITTT (1-34) 2 pasa B CyTKU (CpemHsis
nmosa 37%2.6 mMkr/cyT (0.5 MKr/Kr)). [Io ucTeueHuu 3-JeTHEro mepmonma MCCAeNOBaHMUSI B 00emx
rpyimax ObUla JOCTUTHYTa KOMIIEHCAllMsl TUIlonapaTupeosa, Ha ¢oHe jeuenus ITTT (1-34)
OTMEUYEHO TaKKe CHVDKEHME BhIPAKEHHOCTY IUIepKaablmypun. Takum obpasom, Tepanus IITT (1-
34) nokasasa cBo10 3GHeKTUBHOCTD ¥ 6€30MaCHOCTD IPY JIeUeHU ! ruronapaTupeosa [133].

[MpenmyiectBo mcnonb3zoBauus tepanuu I1TT (1-34) B pexxuMe IBYKPATHBIX MUHBEKLVIA B TEUEHNE
CyTOK TII0 CpPaBHEHMIO C OAHOKPAaTHOM MHBbEKLUMell IPOAEeMOHCTPUPOBAHO B IPyrom
pPaHAOMM3MPOBAHHOM McciaenoBauum (n=17, Bodpact 19-64 ropa). Bce yyacTHMKM OOCTUIIU
KoMIIeHcaluy 3a6ojeBaHus (MOAJEepKaHMe IeJIeBOTO YPOBHSI KaJbIUsI ChHIBOPOTKM KpOBU),
O[HAKO TPU MCIIOAb30BAHUM ABYKPATHOTO DPEXMMAa AO3MPOBAHMSI ITOrO yOAJIOCh OOCTUYb Ha
MEeHBIIMX CYTOYHbIX Jo3ax mnpemnapata — [T (1-34) 46+32 mkr/cyt no cpaBHenuto ¢ ITTT (1-34)
97+60 MKr/cyT cooTBeTcTBeHHO (P < 0.001) [134].

Jpyroe paHIOMM3MPOBaHHOE MCCAeAOBaHMe TakKe I0Kasajao IPeMMYLIeCTBO MCIIONb30BaHUS
aBykpatHoi mHbekuuu IITT (1-34) B TeueHMe CYTOK IO CPaBHEHUIO C OLHOKPATHON MHBEKIUU Y
MauMeHToOB C rumnomnapatupeo3om (n=14, Bo3pact 4-17 ner). NJIUTENbHOCTb MCCIE€IOBaAHUS
cocraBuia 28 Hegenb. [Io uToram ycTraHOB/IEHO, UYTO Ha (oHe nBYKpaTHON MHbeKuyy I1TT (1-34) B
TeueHMe CYTOK yIaeTcs JOCTUUDb U MOAAepKaTh 1ieleBble NToKa3aTeny Kalbliys B TeUeHNe CyTOK, a
TaKke YMEHBIIUTb BapuabGeNbHOCTh CYTOYHOTO MpoWis KaJblLieMuy, C WCIIOJb30BaHNEM
MeHbIlIeli CYTOYHOM A03blI MpernapaTra no cpaBHeHUIO ¢ pexxumoM B 1 mabekuuio IITT (1-34) B
CYyTKM (ZO3a IpermapaTta IpM pekuMe OBaXKIbl B CYyTKM 25%15 MKr/cyT; IpM OIHOKPATHOI
uHbeKIM - 58 + 28 mkr/cyt; P < 0.001) [135].

B Hacrosiee Bpems MakcuManbHbI nepuop, tepanuu [ITT (1-34) y neTeit ¢ HeXUPYpPruuecKMmMm
dbopmamu rumonapatupeosa cocrasisiet 6,9+3.1 roma (1,5; 10), B cpengHeit mose 0,75+0,15 MKr/Kr/
cyT. Ha ¢oHe eueHnss oTMevaeTcst 3HaUMMOe CHYDKEHMEe TTOTPeOHOCTM B Kaabl[MM U TIperapaTax
BUTaMMHA D, TOIOKUTENbHASI [UHAMUKA MapKepOB KOCTHO pe3opoium [136].

Hcnonvzosarue eudpoxnopomuasuda™™, x10pmanudoHa 07s KOppekyuu 2unepraisyuypuu


http://grls.rosminzdrav.ru/Default.aspx

PekomeHpanusi o MCII0b30BaHUIO TUOPOXJIOPOTMA3Uaa™" M XJIOPTAIMUAOHA Y IIallMEeHTOB C
TUIIOIIapaTUpeOo30M OCHOBAHA Ha pe3yjabTaTaxX I/ICCJ'[E,ZLOBB.HI/IVI, OJEeMOHCTPUPYIOIIMX CHIMKEHUE
YPOBHSA 3KCKpeluM KaJIblMs Ha d)OHe X IpyuMeHeHN .

O beKTUBHOCTh THA3UIOB (TMAPOXJIOPOTHAZUO**) B KauyeCTBe IIPerapaToB, CHIKAIOIINX
CYTOUYHYIO 9KCKPEIMI0 KaJIbLMSI B MOYE U PUCKM Pa3BUTUSI KaTbIMGUKAIMS MTOUEK TOKA3aHbI B
HECKOJIbKMX PaHAOMMU3MPOBAHHBIX KIVMHUYECKUX WCCIeOBAHNSIX, HA OCHOBAHUM KOTOPBIX
BBITIONTHEH MeTaaHaim3 (n=571) (P < 0,0001) [113].

B uccnemoBanum Santos F. 1 COaBT. TPy MCIOIb30BAHUYM IMAPOXJIOpOTHA3MIa** B gose 1-2 mr/Kr/
CyT y TallMeHTOB C XpPOHUYECKUM TUIIONapaTupeo30M CHIKeHMEe CyTOUHOM SKCKPelu Kaablivs U
KaJIbIIMi1/KpeaTMHMHOBOTO COOTHOIIEHMS Habmoganoch ¢ 3,2+0,8 mr/kr/cyT un 0,19+0,04 oo 1,3+0,6
mr/kr/cyt u 0,05+0,02 coorBercTBeHHO. Takum 06pa3oM, MPUMEHEHMe TUAPOXIopoTHasuma™™
I03BOJISIET CHU3UTD CYTOYHYI0 S5KCKPELIVIO KaabLys C MOYOM Y JaHHOM KOTOPTHI NaneHToB [128].

IMoka3zaHO, YTO WCIIOJNIb30BaHME XJOPTAIMUAOHA Y TMAalMEeHTOB C TUIIONapaTUpeo30oM TakKe
MIPUBOOUT K CHIDKEHMIO SKCKpeluy Kanabliyusl. B umccmemoBanum Porter R.H. M coaBT. ObIIO
MMOJIy4eHO, UTO Ha ¢GoHe IMpueMa XJIOPTINAOHA CHICKEHME CYTOUHOM SKCKPeIMM KalbIvs
coctaBuio co 179 mo 88 mr/cyt (P <0,001), mpu 3TOM CpegHMIi YPOBEHb KaJbLiMisl KPOBU HAOCTUT
pedepencHoro muamnasoHa (c 8,2 mr/m o 9,3, P < 0,05) (n=7, Ipoao/IKUTETbHOCTh MCCIeIOBAHMS —
25 mecsieB) [116].

Hcnonv3osarue kansyumpuosia™* ons npopunakmuxku nocaieonepayuoHHotll 2unokaisyuemuu

Ilo pmanubiM MeraaHaiamsa (Alhefdhi A. m coaBt, 2013 r1.), BK/IIOUalOIero B ceds 9
PaHIOMM3MPOBAHHBIX KOHTPOIMPYEMBIX WMCCIeNOBaHUII C BKJIIOUEHMEM CcymMmapHo 2 285
ManyeHTOoB, UCIIONb30BaHMe IIPernapaToB Kalblusl B MUHMMAIbHOM J103e 3 I/CYyT B COUETaHUU C
KabIUTPUONOM™** B m03e 1 MKI/CYT y MaIMeHTOB, IIePeHeCInX XUPypruuyeckoe BMenlaTelabCTBO
Ha Illee ¥ VMEIOMNX TOBBIIIEHHbIX PUCK Pa3BUTHUSI TOCIEOINepalOHHON TUIMOKaIbIIMEMUN,
SIBJISIETCST HEOOXOIMMBIM JJ1s1 ee MPOodUIaKTUKY. [JaHHOe JledeHre PeKOMEeHJOBAaHO K Ha3HAUeHUIO
B paHHEM IIOCTEeONepalyiOHHOM Iiepuofie B TeueHue 2 Heleldb C 00S3aTeNbHON OIEeHKOI
ocdhopHo-KanbLIVIEBOTO OOMEHA U pellleHreM BOIPOCa O KOPPEeKUMM Teparuy Mo 3aBepIieHun
3TOTO CcpoKa [148].



IIpunoxenue b. Airopurmsl JeCTBUIL Bpaya
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IIpunoxenue B. UHdopmanus ajis mauyeHTa

Y10 Takoe okonomuToBuAHbBIe sKkee3bl (OIJK) 1 kak ouu paGoraoT?

B opranusme uenoBeka uaine Bcero umeroTcs 4 OIIDK — 2 BepxHue U 2 HYCKHME. DTO HeGObIIIe
KeJIesbl, pa3sMepoM C pucoBoe 3epHo. Pacronoxkeds! OIIXK B 06acTyt e psimoM € MUTOBUAHOM
keye30ii, Mo ee 3agHeli moBepxHocTu. OIIPK BeipabatbiBator IITI. IITT perynupyetr ypoBeHb
Kanblust B KpoBu. Ecim OIIDK BeipabarbiBaor masio IITT wiyM OHM yOaleHbl, pa3sBMBAeTCS
COCTOSIHME C HU3KMM YPOBHEM KajbIMs B KPOBU — TUIIONapaTupeos.

Yro Takoe I'mnmonapaTupeos?

JTo penkoe 3abosieBaHMe, TIPU KOTOPOM B pe3yiabTaTe ymeHblneHust cekperuu IITI cHUDKaeTcst
YPOBEHb KAJIbLIVS B KDOBHU.

KakoBs! npuunusl ['MnionapaTupeosa?

st 6obIIMHCTBA GOMBHBIX OCHOBHOV MPUYMHOI TUIIONMApaTMpeo3a SIBISIETCS XUPYypruveckoe
BMeIIaTeIbCTBO B 06GJIACTH IIeM — yaajieHue IUTOBUIHON skeje3sbl, 6o OIK. Tak kak OILIPK
pacIio/io)KeHbl PSIOM C LIMTOBUAHONM >Keje30i, ymaaeHue IIOCaeqHell MOXeT TPUBECTU K
TOBPEXAEHUIO UM HellpeJHaMepeHHOMY yaaneHuio OIK.

II1TOBUAHAS Kejie3a MOKET ObITh yIajieHa I10 CIeYIOIIM IPUUMHAM :

. TunepTupeos (IUTOBUIHAS Kejle3a MPOAYLIMPYET OOJIbIIIOe KOJIMIECTBO TOPMOHOB);
. Paxk IMTOBUIHO Keje35bl;
. 3006 (yBesMueHue MUTOBUIHOI JKele3bl B pa3mMmepax).

V miomeit ¢ 6onesHpio OIIDK, mpuBomsmieii K BbICOKOMY VPOBHIO KaJbLiMSI KpPOBU
(rumepriapaTmMpeos), 4acTo TPebyeTcs] XMPyprudeckoe BMeIIaTebCTBO 10 YAATIEHUIO M3MeHeHHOI
OIIIJK, 06bIYHO OHOIL. B cimydae eciu TpebyeTcs ymaneHue 6osee ueM 1 skejie3bl, MOKET Pa3sBUTHCS
TUIoNapaTupeos.

IloueMy KaabIiuii TaK BaXkeH?

Kanbuuit — Haumbosee pacrnpoCTpaHEHHbBII MMWHEpaJ OpraHu3Ma YeJoBeKa ¥ MMEEeT BaskHOe
3HaUeHue ISl Pa3jIMYHbIX MIPOLIECCOB B HEM Tpoucxomsmmx. Kanbiyit Heo6Xxoqum ajis KOCTeil u
3y60B, & TaKkKe AJIs1 paboThI CepAIla, MBIIIII, HEPBOB M IPYTUX OPTAHOB.

'MronapaTMpeo3 Takske MOXKeT ObIThb CIeICTBMEM Te€HEeTUUeCKUX, BPOKIEHHBIX 3a60eBaHMil U
ayTOMMMYHHOTO nospexxaeHust Tkanyu OIIDK. Eciay npuunHa runomnapaTmupeosa He U3BeCTHA — Bam
u Bameil cembe pPEKOMEHAOBAHO IIPOMTU TeHeTMYeCKOe TeCTMPOBAHME ISl MCKIIUEHMUS
reHeTUUYeCcKOi MIPUUYMHBI (KTTOJIOMKIU» TeHa).

Kakue cumnromsl y 'mnonapatupeosa?

CuMIOTOMBI TMIIONIApaTupeo3a pPa3BMBAIOTCS ¥M3-32 HU3KOIO YPOBHS Kalbliyd B KpOBU
(TUTNOKaNIbIVEMUN).

CHUMOTOMBI TUTTOKAJIbLIMIEMUM OUEHb p83H006p3.3HI)I U BKJTIOUAIOT B CeOs:

¢ [loxkanbIiBaHMeE ¥ OHEMeHMe BOKPYT PTa, a TAKKe B pyKax M HOTaXx;
e Cymoporu, mofiepruBaHus Wiy CKOBAHHOCTD MBIIIILI;

e OmrylleHe «<BHYTPEHHEN TPOXN»;

e YcTanocTs U €1aboCTb;

e CnyTaHHOCTb CO3HAHMUS («<MO3TOBOM TYMaH»).

Bam HeO6X0,ZLI/IMO 3HATb CMMIITOMBI TUIIOKA/JIbIIMEMUN €CJIN

e V Bac paHee 6GbUla orepauys IO yOAJIEHUIO HIMTOBUAHOI JKelesbl 10 MOBOLY TUIIEPTHPEeO03a,
306a My paka IMTOBMUIHOM skejie3bl, uin yaaaeHue OIDK;

¢ Kro-nmb60 B Bamreit cembe 60sten vty 60eeT 3TUM 3a00/ieBaHMEM C HU3KMM YPOBHEM KaJIbIIVsI B
KPOBM.



K APYTMM CMMIITOMaM OJIMTEJIbHOTO T€UEHMS TUIIOIIapaTupeo3a OTHOCAT:

e Jlempeccuio;

CHIKeHMe MaMsTy ¥ KOHIeHTPal Y BHUMaHMUS;

IMTaTosmoruio rmovyex (06pa3oBaHye KaMHelf);

IMTaTosorMio 3yOHOI aMasIu MU IIpo6IeMBI CO 3peHreM (KaTapakTa).

B cnyyae, eim Bel mpuHMMaeTe IipemnapaThl ISl JieYeHMsI TUIIONapaTtupeo3a — KaJbUuii U
BUTAMMH D - Tpu uX mepemso3npoBKe BO3MOXKHO Pa3BUTHE UPE3MEPHOTO IOBBIIMIEHMUS KabIVs
KPOBMU (TUITePKATBbIIMEMUN) Y TIOSIBJIEHUST CJIEAYIOIINX CUMITTOMOB:

¢ CyXOCTb BO PTY, Kak7ia 1 4aCTOe MOYEMCITyCKaHNe;
e TonoBHAas 60ib;

e VYCTaloCTh;

e [loreps ammeTuTa, TOIIHOTA, PBOTA.

Kaxk ycranaBiauBaeTcs suarios I'mnomnapartupeosa?

IMpu Hammuuy y Bac CMMMOTOMOB TMITOKQJbLIIMEMMM OOKTOP HampaBUT Bac Ha yabopaTopHOe
obcrenoBaHMe C OMpefeneHeM YpOBHEN Kambiiust KpoBu, docdopa u IITI. B cryuae BbISIBIEHUS
HM3KOTO ypoBHS Kanbiyst u [TTT, BbicoKOTo ypoBHS hocopa Bac HarpaBsIT K SHAOKPUHOIOTY.

CUMIITOMBI TUITOKAJIbLIMEMIHM, PA3BUBaIOLIe B IepBble JHM IOC/Ie Oolepalyuy Ha OpraHax Iiewu,
KaK TIPaBWJIO, TIO3BOJISIIOT GBICTPO YCTAHOBUTD AMATHO3. B ciiyyae mpyrux ¢hopm rumornapaTupeosa
JI7IST IX UArHOCTUMKY 4acTo TpebyeTcst pacuimpeHHOe 0bcieoBaHme.

Kakwue uenu B neuenuu M'mnomnapatupeosa?

Llenpio JleueHMs SIBJSIETCS INOALepKaHMe YPOBHSI KaJbLMsl KPOBU B IpelesiaXx HVKHelN rpaHuULibl
HOPMAaJIbHOIO Omana3oHa (2,1-2,3 MMO/b/I) WIM 4YyTh HIMOKe, eC/IM 3TO BO3MOXKHO, a TakKe
cBefieHMEe K MMHUMYMY WIN MTPeNOTBpalieHl e CUMITTOMOB I'MITOKaIbIIieMU. [ TpodUIakTUKI
OCJIO’KHEHUIT 3ab60sieBaHMsI HeOOXOAMMO AMHAMMYECKoe 00cae[oBaHe Co coayveii 1abopaToOpHbIX
aHa/IN30B KPOBU U MOYN.

KakoBo neuenne I'mnonapatmupeosa?

JleyeHne XpOHMYECKOTO (IIOCTOSIHHOTO) TUIIONapaTupeo3a noxkusdHeHHoe. CTaHAAPTHOI Teparnueit
TUIIONApaTUpe03a SIBJSIETCS Ha3HAueHMe IMpernapaTtoB BuUTamMuHa D U ero IPOU3BOIHBIX
(anbdaranbIUIOT**, KaTbIUTPUOT ™) M MpenapaToB KalblMs. AKTMBHas ¢opma BUTaMuHa D
HeobXofMa i1 BCAChIBAHUST KaJIbIMS U3 SKETYIOUHO-KUIIIEYHOTO TPAaKTa — KakK M3 MPOIYKTOB
NUTaHUsT (MOJIOYHbIE TPOAYKTHI), TAK UM U3 JIEKAPCTBEHHBIX IIPerapaToB Kamblusi. 03bl U
KPaTHOCTb IpMEMa MPEerapaToB B CyTKU 3aBUCST OT BBIPAKEHHOCTY CMMITTOMOB TMITOKQ/IbLIIEMUM
M OT YPOBHS Kajbliusi KpoBu. [[jsi mombopa Tepamuyu M KOMIIEHCAMM 3a00eBaHUS TaKkKe
HeOOXOAMMBIM Oy[eT aHaauM3 KpOBM IJis ompeneneHus: ypoBHs ¢ocdopa, marHus u 25(0OH)
BuTaMyHa D, a TaK)Ke KaIbLMs B CYyTOYHOI MOYe.

MoryT 1 gpyrye JeKapCcTBa MOBIUSATh HA YPOBEHb KAJIbIVISI KPOBU?

HexkoTtopsle lekapcTBa MOTYT MOBIMSITh HA YPOBEHb KaJIbLIVSI KDOBY U YXYALIMTD Balie cocTosiHue,
MO3TOMY HEOGXOAMMO COOOLIaTh CBOEMY JeyalleMy Bpauy O BCeX TPUHMMAeMbIX Bamu
JIeKapCTBax, OCOOEHHO CPEeNCTB [Jsl JIeYEHUS W3KOTM W JUCIIETICUM, a TaKXkKe IUYPETUKOB,
CTePOUIOB U CPEJCTB, BAUSIOMINX HA KOCTHYIO TKaHb.

Ha ypoBeHb KajibI[Msl TaK)Ke MOTYT IOBJIMSITH IMeTa, aJIKOroJib, CTpecc, GusudecKme yrupaskHeHMs,
MHOGEKINS ¥ aHeCTe3us.

BepeMeHHOCTb U JIaKTaluus

anor{apaTMpeos He ABJISIETCSA ITPOTUBOIIOKA3aHMEM K 6ep8MEHHOCTI/I IIp1 YUIOBUM HAJIMUUA Y Bac
KOMITeHCalIumn 3aboeBaHusI.

Ecnu Bel utanupyeTe 6epeMeHHOCTb MY KOpMJIeHMe TPYIbI0 BasKHO TIIATeTbHO MOHUTOPMPOBATh
YDPOBEHb KalbIMs KPOBM [JIs1 TIpeIOTBpAIleHus] CUMIITOMOB M OCJIOXKHeHuit. Bo Bpems
6epeMeHHOCTM HeOOXOIMMO OIpeNeNsTh YPOBEHb MOHM3MPOBAHHOTO KaJbLMSI KPOBU JIMGO
MCIIONb30BATh PACUYETHBIN IOKa3aTelb albOyMWH-CKOPPEKTVMPOBAHHOTO KajbIMsI ChIBOPOTKU
KPOBHU, TaK Kak OHM 60jiee TOUHO OTPAXKAIOT COfepskaHMe Kalblusl B KPOBU, UeM YPOBEHb OOIIIETO



KaJIbL . I/ISMEPEHI/IH ypOBHeﬁI MOHMU3NPOBAHHOI'O UJIN aJ'IIJ6YMI/IH-CKOpI)EKTI/IpOBaHHOI‘O KaJIbII M
KpPOBUM OO/DKHDBI ITPOBOAUTBHCS C yacToToit 1 pa3 B 2-3 Hepenu B 3aBUCUMOCTHU OT HOTpeﬁHOCT]/I )41
IJIaHa JieueHus.

Kakue crienyaancTbl HeOOXOOMMbI?

Bam MoskeT HOTpe6OBaTbCH H8.6HIO,EL€HI/I€ HECKOJIbKMX CIIeMaiMCTOB B 3aBUCHMMOCTU OT
CUMIITOMOB ¥ Ha/IMUMS OCJIOKHEHMI 3a60/1€eBaHMS.

e OHJOKPMHOJIIOT — OCHOBHOJ Bpay JJjsl JiedeHMsI TUIIONIapaTupeosa, CKOppeKTupyer Bamry
Teparuio, a TaK)ke Ha3HAYUT Heo6xomuMoe 06cieoBaHme I KOHTPOJIS HaJ, 3a60/1eBaHNEM

¢ Hedposor — Heo6XoauM MpyY HapyIIEeHHOM (QYHKIUY ITOYEeK;

e VpoJor — Ipy HaJIMUMM KaMHeli B TTIOYKax;

e Odranbmosior — [Jis PErylIsspHOro o6cieqoBaHMs 3PEHUS U BBISIBJIEHUST KaTapaKThbl
(ToMyTHeHMe XpyCTa/lMKa I71a3a).

Kaxk yacTo Heo6X0oaMO IIPOXOAUTh 00C/IeTOBaHMUA?

BoMpIIMHCTBY  IMaIMEHTOB C  JJIMTETbHBIM TEUEHMEM TIUIIONapaTupeosa  HeoOXOmVMO
JabopaTopHOe 00C/IeToBaHNe C YaCTOTOi 1 pas B 3-6 MecsieB. PyTMHHOe 1ccieJoBaHMe BKITIOUAeT
B cebsT aHA/IM3 KPOBM Ha KaybLuii, anbOoymuH, pocdop, maramii, 25(0H) Butamud D 1 KpeaTUHUH,
a Takke €XKerogHoe OIpereleHMe KajlbllMsl B CYTOUHOI Moue. OOCIemOBaHME TAaKXKe MOXKET
BK/IIOUAaTh B cebst exxerogHoe Y3U mouek, npu HeobxomumocTu KT mouek, a Takke OCMOTP
0¢TaTIbMOJIOTA C IeJIeBO JTaMIIOA.

Bam MoskeT moTpe6oBaThCs Gosee YacThlit KOHTPOJIb JIAO0OPATOPHBIX ITOKA3aTeseit, 10 HeCKOTbKUX
pa3 B HeJesio, B Hauajie JeueHus] MU MPU HeOOXOAMMOCTHU ero KoppeKuyu. [Ipy BOSHUKHOBEHUN
CUMIITOMOB KaK THUIIO- TaK WM TUMEPKATbIMEMUM HEOOXOAUM BHEIUIAHOBbBINi KOHTPOJIb
roxasareseii KpOBU.



ITpunoskenue I'l1 -I'N. llIkanbl oieHKM, BOIPOCHUKU
U Jpyryie OUeHOYHbIe MHCTPYMEHTbI COCTOSIHUSI
IIAlVieHTa, IIpUBeJeHHbIe B KIIMHUYEeCKUX
peKOMeHOaIUsIX

Crieniuuueckrie OTPOCHUKY He pa3paboTaHbl, He UCTIOTb3YIOTCS.



