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KiaioueBsbie CJioBa

QHTUMHTUOMUTOPHBIN KOATyASTHTHBIV KOMIIJIEKC
reMopparmyeckuii CMHIPOM
reMocTaTu4yecKue cpeacTBa

nedunuT GakTOpPOB CBEPTHIBAHMS KPOBMU,
KOaryJionaTus

KOHIIEHTpaT MPOTPOMOMHOBOrO KOMILJIEKCa
KOHIIEHTPaThI (PaKTOPOB CBEPThIBAHUSI KPOBU
TJIa3MEeHHbI reMOoCTas

rpenapaThbl IYHTUPYIOIIEro AeiiCTBUS
peliKue HapylleHIsI CBepTbIBaHMSI KPOBU
CBepTbhiBaHME KPOBU

CIIOHTaHHbIE KPOBOTEUEHMUS

YKOpOUYeHMe MPOTPOMOMHOBOTrO MHIEKCa
dakTop cBepThiBaHMS KpoBU I

dakTop cBepThiBaHMS KpoBU VII

dakTop cBepThIBaHMS KPOBU X

SIITaKor ajbda (aKTUBMPOBAHHBIN)



CIIMCoOK CoKpalleHun

AUTB - akTMBMpPOBaHHOE YaCTMYHOE TPOMOOIIACTMHOBOE BpeMs
AVKK - aHTUMHTMOUTOPHBIN KOATYISTHTHBIV KOMIIEKC

BK - BpemMs KpoBOTeUeHUM

JKKT - kenyIoYHO-KUIIEYHbIA TPAKT

KIIK — KOHIIeHTpaT IIPOTPOMOMHOBOTO KOMILIEKCA

HIIBII - HecTepougHbIe IIPOTUBOBOCIIAINTE/IbHbBIE TIpeIiapaThl
[1B - mpoTpoMOMHOBOE BpeMs

PHCK - penkue HapyllieHUsI CBePThIBAaHMS KPOBU

C3II - cBexke3aMOpOKeHHas I1j1a3mMa

T® - TkaHeBOJ paKTOp

TB - TpoMOGMHOBOE BpeMsi

ITHC - ueHTpasbHass HepBHas cucreMa

FII - akTop cBepThiBaHMS KpoBM 11

FVII - dakTop cBepThiBaHMS KpoBU VII

FVIII - dhakTop cBepThiBaHMs KpoBu VIII

FIX - dakTop cBepThiBaHMS KpoBU IX

FX - (pakTOp cBepThIBaHMSI KPOBU X

ISTH - MexxmyHapogHoe O6miectBo 1o Tpom603y 1 ['emocTa3sy

rFVIIa - pekoMOMHAHTHBI (aKTOp CBepThiBaHUSI KpoBu VII

aKTUBUPOBAHHbIN



TepMMUHBI U onIpeae/IeHUs

Bbone3sup Crioapra-Ilpayspa - nmedpunut daxkrtopa cBepTbIBaHUS
KpoBu X.

FEMaprOB — KPOBOU3JMAHME B ITOJIOCTb CYCTaBa.

TemaToMa - OrpaHMYEHHOE CKOIJIEHME KpPOBU IIpU 3aKpbITBIX U
OTKPBITHIX MOBPEXIEHUSIX OPTaHOB U TKaHel C pa3pblBOM COCYIOB, B
pe3y/ibTaTe 4ero oOpa3yeTcsl MOJIOCTb, COAepsKaliasi >XKUIAKYI0 WU
CBEPHYBIIYIOCS] KPOBb.

TemaTypuss —  HaJaMumMe  SPUTPOIIMTOB B  MOUYe  CBepx
dbusnomornyeckux HopM.

I'emocTaTueckas Tepanua — Tepalnus, HaIlIpaB/JIe€HHasd Ha
OCTaHOBKY KPpOBOTeUEeHMAI.

T'mmonpokoHBepTMHEeMMS - TeULUT HaKTopa CBEPThIBaHUSI KPOBU
VII.

TunmonporpomMouHeMust — neduuutT GakTopa CBEPThIBAHUS KPOBU
II.

OucnporpomOHeMusi —  (QYHKIMOHA/JIbHASA  HEZOCTAaTOUHOCTD
dakTopa cBepThIBaHMS KPOBMU II.

Koarysmorpamma — ucciegoBaHyue CBepThIBAOIIEl CUCTEMbI KPOBM.
KoarysnonaTus — HapyllieHie B CBepThIBalolleii CcTeMe KPOBMU.

@dakTop CBepTHIBAHMSI KPOBU - 0O€JIOK, comepykaliuiics B IlJIa3zMe
KPOBM ¥ TPOMOOIINTAX, YUACTBYIOLIMIL B CBEPTHIBAHIUM KPOB.



1. KpaTrkasa mHopmMmanus

1.1 Onpenenenue

HacnencrBennsbiii gedbunur ¢dakropa cBepTbiBaHMSA KpoBu II
(runonpoTpoMOMHeMMsI) - TemMopparuueckoe 3aboseBaHMue,
XapaKTepu3yioleecsi CHUKEHMEM aKTUMBHOCTM IIPOTPOMOVHA B
Ila3Me, BO3HMKAWIIMM BCIEACTBME TeHeTUu4Yeckux edeKToB,
00yC/IaBAMBAIONINX KOJMYECTBEHHbIE (TUIIOMIPOTPOMOMHEMMUST) WU
KayeCcTBeHHbIe  (OMCIIpOTpOMOMHeMMSsI)  HapylieHus:  dakKropa
ceeprbiBaHMs KpoBu II (FII).

HacneacrBenHsbiii gepunurt dakropa cBepTbiBaHUSI KpoBu VII
(TMIIONMPOKOHBEPTUMHEMMSI) - TremMopparmueckoe 3abosieBaHue,
BO3HMKalOlllee BCIeNCTBME TeHeTMUeCKu OOYCIO0BIEHHOTO CHMKEHUS
akTUBHOCTYU (pakTopa cBepThiBaHMs KpoBu VII (FVII) B mnasme.

HacneacrBeuHsbiit nedunur dakropa cBepTbhiBaHUS KpPoBU X -
reMopparmyeckoe 3abosyieBaHue, BO3HMKallIIee BCJIeZICTBYUE
reHeTUYeCcKM 0O0YCIIOBJIEHHOTO KOJIMYECTBEHHOTO MJIM KaueCTBEHHOTO
nedekra FX, mpuBoAsiiero K CHMKeHUI0 akTMBHOCTU FX B 1asme.

1.2 OTHonorusa U rmaToreHes

K penkum HapyimieHusiMm cBepTbiBaHuss KpoBu (PHCK) oTHoOCST
MOHOT'€HHbIe KOaryjaoIiaTuy, BbI3BaHHble MeUIMTOM ILIa3MEeHHbIX
0eJIKOB, Y4YacTBYIOIIMX B TreMocTa3e, He OTHOcCSIIMecs K Ooyie3HU
Bumne6panga u remoduamm A wam B, PHCK Bximougaior
Hac/leACTBeHHble  AedUIIMTBl MAM  aHoManuu  (UOpMHOTeHa,
nporpombuHa (dakropa II), bakropoB cBepThiBauus kKposu V, VII, X,
XI, XII, XIII. Bce Tu HapyleHus] B IMOOABJSIONIEM OOJbIIMHCTBE
cJydaeB IPUBOIST K HapyIieHUsIM ¢hopmupoBaHus pubpuHa.

ITpuunnamu passutusi PHCK sBisieTcs, Kak IIpaBuUjIO, pelecCUBHOE
Hacjaeg0BaHMe YHMKAJIbHOTO WM PeOKUX HYKIeOTUIHBIX M3MeHEeHUI
B reHax, KOAMPYIOIIMX KOaryjasiyoHHble (aKTopbl, MAM B OejKax,
HEOOXOOMMBIX JISI TOCTTPAHCISIIMOHHBIX MOAMMUKAINIA JTaHHbBIX
dakropoB. PHCK Hanbojee pacrpocTpaHeHbl B STHMYECKNUX TPYIINaX,
B KOTOPBIX HPUHSITHI ONM3KOPOACTBEHHBIE Opaky, BCIEACTBUE
00JIbIIIE} BEPOSITHOCTY TOMO3UTOTHOTO HOCUTEIbCTBA AedeKTa reHa.



OnybonukoBanHble omnucanus PHCK g0 HemaBHero BpeMeHHU
UCTOPUYECKNM COCTOSUIM M3 WCCAeSOBAHUM CAy4ya-KOHTPOJIb WIIU
MaJIOUMCJIEHHBIX KOTOPTHBIX McciaemoBaHuii. OmHako, B TedyeHUe
nocienHux 10 JieT MosIBUJIOCh HECKOJIbKO crielu@uueckux perucTpoB
(European Network of Rare Bleeding Disorders, Peyvandi et al, 2012;
the North American Rare Bleeding Registry, Acharya et al, 2004; RCD-
Registries: Herrmann et al, 2006, 2009; Ivaskevicius et al, 2007;
Bernardi et al, 2009), mo3BonuBmNuX yaydminuTh noHuManme PHCK.
Cosmanme  MexkgyHapomHoit  6aset PHCK  crmoco6cTBOBaio
OIpeneNeHMI0  YeTKUX  JabopaTOPHBIX  KPUTEPUEB  TSKECTU
o6onpmmHcTBa PHCK, KOTOpbIe ObLIM pa3paboTaHbl IIOH, STUIONM
MesxxayHaponHoro O6iectBa o Tpom6o3y 1 'emoctasy (ISTH) B 2012

rofy.

HecMoOTpsT Ha OOCTUTHYTBIE YCII€XU, KIMHUYECKME XapaKTePUCTUKU
OGOIBIINHCTBA PHCK OCTaKTCHI HeJIOCTaTOYHO
IOKYMEHTUPOBAHHBIMM, TIPUHLMIIBI BeJleHUs MaleHToB
paspaboTaHbl HA OCHOBE PEe3Yy/IbTAaTOB OTKPBITHIX HAOII0ZaTeIbHBIX
ucciieqoBaHuii. BBuay peikoCcTy JaHHO IaTOJIOrMM BO BCEM MUpPeE He
IIPOBOAWIOCHh HUM OOHOrO PAHAOMM3UPOBAHHOIO KOHTPOJIUPYEMOTO
KJIMHUYECKOro ucciaegoBaHus. I1osTomy B COOTBETCTBUM C TUIIOM
UCII0JIb30BAHHOM IloOKa3aTeJIbHOM 6a3bl OOJBIIMHCTBO
pa3paboTaHHbIX pekoMeHaaLnin uMeeT II-1V YPOBEHbD
IIOKa3aTeJIbHOCTU CO CTerneHblo rpagauum B mnm C.

IlaHHble KIMHMUYECKMe peKoOMeHIaluy Obliyu pa3paboTaHbl C 1e/1bI0
0003HaUeHMsI OCHOBHBIX HaIlpaBJIeHUI OUATHOCTUKU U BeIeHUS
naiyeHToB ¢ geduunuToM (pakTopoB cBepThiBaHMUs KpoBu II, VII u X B
Haubosiee TUIIMYHBIX ClleHapusx. TeM He MeHee, HEOOXOAVMMOCTb
MepcoHUUIIMPOBAHHOTO TMOAXOAA K JIEUEHUIO KaXKIOro IallieHTa
IO3BOJISIeT KIMHULUCTY MoauGULIMPOBATh IpenJiokKeHHbIe
peKoMeHIalMM C yYeTOM MHAMBUIYATbHOTO (heHOTHUIa 3a00IeBaHMs
1 0COOeHHOCTe OTBeTa IaliieHTa Ha MPOBOAMMYIO Teparmio.

HacneacrBeunsiii medunur dakropa cBeprbiBaHus KpoBu II
(IpoTpOMOMHA) - ayTOCOMHO-peILeCCUBHOE 3abo0/ieBaHMe.
Xapakrtepuctuka: FII - miukompoTeua, obpasyeTcsi B IleueHU B
npucytctBuyu  ButammuHa K. [log BausiHMEeM aKTMBMPOBAHHOTO
dakropa cBepTthiBaHusi KpoBu X (FXa) B uHUIMUpYOIIEH ¢ase
KOary/JsiliMOHHOTO Kackajaa M MpoTpoMOMHA3HOTO KoMIuiekca (dasa
amMIuiM@ukaium) rmepexoauT B TpoMouH. TpoMOVUH, B CBOIO OYepe[ib,
aKTUBMpPYET Ipyrue IIa3MeHHble O€JIKM CBepTBhIBAHUSI KPOBU U



TPOMOOLIUTHI C KOHEUHbIM (popmupoBaHueM (pUOPMHOBOIO CIYCTKa.
Kpome TOro, TpoMOMH yuyacTByeT B aKTUBAllUM WMHTUOUTOPOB
CBepPTBIBAHMS KPOBU U B perynsiuyu guoépmHoansa.

Hedbunut FII obycnosieH Bapuanusimu B F2 reHe, KOTOpbIit KOAMPYET
nporpoM6buH. He cyliecTByeT IIpsiMOii Koppensiiuu Mexny F2
reHoTuriom ¥ QeHorunom  3aboneBaHus. leMocTaTuMuyecKu
mocrtaTouyHblii  ypoBeHb FII  cocraBisier okomno 40%. Ilepuon
nonyBbiBemeHus FII — okono 60 yacos.

HacneacrBenHsbiit nedunut gakropa cBeprbiBaHus KpoBu VII -
ayTOCOMHO-pelieccBHOe 3aboneBanne. dusmonornveckass posib FVII
3aK/JII0YaeTCsd B MHMIMALUMM Tpoliecca CBEpPTbIBAHMSI KPOBU B 30HE
TOBPEXIEHMSI COCYOMCTON CTeHKU. B KOMIUIEKCE C TKaHEBBbIM
dakropom, FVIIa aktuBupyet FX u FIX, yuacTBymwIiue B reHepauiumu
TpPOMOMHA.

ITepnop nonyseiBeneHust FVII cocraBisieT 4 — 6 4acoB. [JOCTaTOUHBIN
remMoCTaTu4YeCKuii ypoBeHb — He MeHee 10%. [Ipu TsKenbIX TpaBMax,
KJIVMHUYECK/ 3HaUMMOe KPOBOTEUEeHMEe MOKET pPa3BUTLCS IIPU YPOBHE
FVII 6omnee 20%.

HacnencrBennbiii gedbunur dakropa cBepTbhiBaHMsA KpoBu X
ayTOCOMHO-pellecCMBHOe 3ab01eBaHme.

AxtuBanusi FX npoucxoauT B MHUUMMUpPYIOIIEl da3e CBepThIBAHUS
KPOBM IIPM y4acTMM KoMILIekca TKaHeBoit daktop - FVIIa u B ¢ase
amMIuiM@uKanuM C TeHa3HbIM KOMILUIEKCOM. AKTUMBMpPOBaHHbIN FX
(FXa) u ero ko-dakrop, paktop cBepThiBaHMs KpoBu V (FV), BXoAsT B
COCTaB IPOTPOMOMHA3HOTO KOMILJIEeKCa, KOTOPbIi aKTUBUPYET
MIPOTPOMOMH.

ITepuop nmonyBbiBemenus FX cocrasiset 30 - 50 yacos.

IloCTaTOUHBINI TeMOCTAaTMYECKMII YpPOBE€Hb: KpPOBOTEUEHMSI He
HaO6JII0AAIOTCS Y JIUIL C aKTUBHOCTHIO FX >40%.

1.3 nuaemMmnoJaorus

PacmpocTpaHeHHOCTh HacaeACTBeHHOro nedunura ¢akropa
cBepThiBaHMA KpoBu II (mporpomOmMHA) B OOJBIIMHCTBE CTpPaH
cocrasiser 1 : 2 000 000 HacenleHUS.



PacripocTpaHeHHOCTh runmonpokouBeptuaemMun — 1 : 300 000 - 500
000 naceneHus.

bopm
HacjieacTBeHHoro naedunura dakropa cBepThIBaHMSI KpoBu X
coctasiseT 1 nmauuent : 1 000 000 HaceneHus.

Cpenusist pacIpoCTpaHeHHOCTh CIIOpagNIeCcKuUX

1.4 KonupoBanue 1mo MKb 10

D68.2 — HawtenCTBeHHBIN me@uinUT Apyrux (PakTOpPOB CBEPTbIBAHMS
KpPOBU

1.5 Knaccuduranus

CymiectByeT 3 ¢opmbl TsiskecT PHCK B 3aBUCHMMOCTM OT aKTUBHOCTU
FII, FVII, FX, onpenensieMoii m1abopaTopHo (Tabs.1).

Tao6nuua 1. ®opmsr PHCK

®aKTop CBEpPTbIBAHUS
KpOBMU

dopma 3aboneBaHus

(no akTUBHOCTK (haKTOPOB CBEPTbIBAHUSA KpoBU, %)

TaAXenasa

cpegHen TsxecTu

nerkas

FII

HE onpeaenseTcsa

<10%

>10%

FVII

< 10%

10 - 20%

>20%

FX

< 10%

10 - 40%

>40%

Tsorensiit geduuut @axkTopos,
BO3HUKHOBEHMEM

KaK IIpaBMWJIO, aCCOLIMMPOBAH C

TSDKEJIbIX CIIOHTAHHBIX KPOBOTEUEeHUI/

KPOBOU3JIUSIHUNA.

Vmepenuslit aedunur ¢GakTOpoB O0OBIUHO acCOLMMPOBAH C

BO3HMKHOBEHIMNEM JIEI‘KI/IX/YMEpEHHbIX CITOHTAaHHbIX "n

HOCTTpaBMaTMHECKMXBHMBOAOBKpOBOTequMﬁ.

Jlerkue ¢dopmbl gedunura (GakToOpoB B OONBIIMHCTBE CIyyaeB
MPOTEKaT 6eCCUMIITOMHO.

1.6 Knuuuueckue nmpusHaku

Tunnuaeimu it PHCK g9BASOTCS KPOBOTEUEHMS/KPOBOUIIUSIHUS B
MBILIIbI/MSTKME TKaHU (TeMaTOMbI), U3 CJIM3UCTBIX POTOBO ITOJIOCTH,
HOCa, MOYEBBIJEIUTEIbHON CUCTEMBI, peXe — KPOBOU3IUSIHUS B



CyCTaBBbI (reMapTpO3bI). [aHHbIe BUIbI KPOBOTEUEeHUI/
KPOBOU3JIUSIHUIM  SBASIOTCSI  TsoKeabiMu. Kpome  Toro, mnpu
3HAUUTE/bHBIX Aebuuutax (akTOPOB Y MNAlMEHTOB OTMeYaloTCs
SKM3HEYTpOoXKarolye KPOBOTeUEHMSI, K KOTOPbIM OTHOCSITCS

® KPOBOTEUEHMSI/KPOBOU3IUSIHUS B LIEHTPAJIbHYI0O HEPBHYIO CUCTEMY

(LHC)

® KPOBOTEUEHMS/KPOBOU3IUSHUS B >KEyJOYHO-KUIIEUYHBI TPaKT
(PKKT)

* KPOBOTEUEHMS/KPOBOM3IMUSIHNS B II€10/TOPJIO
e 3a0pIoIIMHHAS reMaToMa.

K nerkum/ymepeHHbIM reMOpparnv4eckum IPOSBIEHUSIM OTHOCUTCS
TOSIBJIEHME 3KXMMO30B, TOBEPXHOCTHBIX ITPOBOKALIMOHHBIX FeMaTOM,
IeCHeBbIX KpOBOTeUeHMix [5].

OcHoBHoOe mnposiiienue nedumnura FII (runmomporpoMmobuHeMun) —
KPOBOTEUEHUSI M KPOBOMUSIUSHMS, BO3HMKAIOIUME CIIOHTAHHO WU
BC/IE[ICTBME TpaBMbl. I'eMopparnueckuii CMHAPOM Haubojgee 4YacTo
MpeicTaBieH  KPOBOTEUEHMSIMM M3  CJIM3UCTBIX  000JI0YeK,
reMaToMamu MSTKMX  TKaHeiu pas3/IMUHBIX  JIOKAJIM3aLMIA,
reMapTpo3aMiu, KPOBOTEUEHMSIMM BO BpeMS U IOC/Ie XUPYPIUUECKUX
BMeUIATeJIbCTB UM TSDKEIbIMU MEHCTPYaJbHbIMM KPOBOTEUEHUSIMU,
BHYTPUUYEPENHBIMM  KPOBOUSIUSHUSIMM. MeHee  XapaKTepHbI
KpoBoTeueHusi u3 JXKT, remarypus, axkyuiepckue KpPOBOTEUEHUS U
KpPOBOTEUEHMSI U3 TIIYIIOYHOM paHbl. Y 4YacTU IIAallMEeHTOB
peructTpupyrorcs kposousnusaaus B LIHC.

[Tpu runomnpoTpoMbuHemMun ¢ akTuBHOCTbIO FII < 10%, Kak mpaBuio,
OTMeualoTcsi 0osiee TspKelable KPOBOTEUEHMsI II0 CpPaBHEHUIO C
KPOBOTEUEHMSIMM, BO3HMKaAWOIMMMM Mpu akTuBHOCcTU FII > 10%. B
IocjaegHeM CJIydae Hamubosiee TUIIMYHBI JIETKME UM yMEpeHHbIe
KPOBOTEUEHMS U3 CJIM3UCTHIX 000I0UEK.

ITaiyeHThI ¢ akTUBHOCTHIO FII MeHee 4% He onyMcaHBbl.

11 IUCIIPOTPOMOMHEMMM XapaKTepHa ¢jiabasi B3aMMOCBSI3b MEXKIY
KJIMHUYECKUM U JIabopaTOPHBIM (peHOTUIIaMU 3a00JIeBaHMSI.

V reTepo3suroTHbIX HocuTesei gedpuimra FII B 60MbIIMHCTBE CTyyaeB
omnpenensietcss akTuBHOCTh FII B mpemenax 40-75% ¢ acMMIITOMHBIM
TeueHMeM 3ab0yieBaHMS.



OcuoBHoe mnposiBiaeHune pedpunura FVII - KpoBoTeueHus u
KPOBOU3IUSIHMS, BO3SHUKAIOIME CIIOHTAHHO UJIN BCIEeACTBYE TPAaBMBI.
lemopparnveckuii  cMHOAPOM  Hambojee  4YacTo  IIpeACTaBjIeH
KPOBOTEUEHMSIMM M3 CIAMU3UCTBIX O0OO0JIOUEeK, B TOM UNC/Ie U3
cmmsucteix  JKKT, remaromamMyu MSITKMX TKaHe  pa3/IMYHBIX
JIOKaJIM3aluili, TreMapTpo3amMu U TSDKeIbIMU MEHCTPYaJIbHbIMU
KpoBoTeueHussmu. Kposousnusauus B LIHC perucrpupyrorca y 3-10%
nauyeHToB ¢ gedunurom FVII.

[TpubmusutenbpHo B 60%  coyyaeB  TeueHMe  3a00/IeBaHMS
aCMMIITOMHOe, ¥ TIOBOAOM /ISl UAeHTUdUKALMMU AMarHo3a SIBISeTCS
cirydaiiHoe o6Hapy>keHue yBenndenus [1B.

Tsskepie KPOBOTeUEHMST Hauboee xapakTepHbl Tpy aKTUBHOCTY FVII
< 1%. V nauueHToB ¢ akTuBHOCTBIO FVII > 1% oTmeuaroTcsi, Kak
IPaBWIO, YMeEpeHHble U Jierkue KpOBOTEYEeHUSI U3 CIU3UCTHIX
000j104eK MJIM aCMMIITOMHOE TedeHMe 3aboneBanus. Tem He MeHee, B
psze clyyaeB PeruCTpUPYOTCS TSIKeJIbIe IIPOSIBJIEHUS
reMopparmyeckoro CMHIApoma y Jaul, ¢ akTuBHOCTbO FVII > 20%,
yKa3bIBasi, TakKMM o00pa30M, Ha OTCYTCTBME MPSIMOI KOppessiuu
MEXKIY KIMHUYECKUM U JIabopaTOPHBIM (PeHOTUIIOM 3a00J1eBaHMSI.

VYV reTrepo3uUroTHbIX Hocuteneit nedbunmra FVII B 60bIIMHCTBE
ciyyaeB omnpepnensercss akTUBHOCTb FVII B mipemenax 40-60% c
aCMMIITOMHBIM Te4eHMeM 3a00j1eBaHus.

OcHoBHOoe mposiBaenue pebunura FX - KpoBoTeueHus U
KPOBOM3JIUSHMS, BOSHUKAIOIIVe CIOHTAHHO MJIM BC/I€ICTBYE TPAaBMBbI.
lemMopparmyeckuii  CMHAPOM  Haubojee  YacTo  IIpe[CTaBjIeH
KPOBOTEUEHUSIMM U3 CIAU3UCTBIX 000JIOUeK, B TOM UKCIe U3
cmmsnucteix  JKKT, remaromamMyu MATKMX TKaHeil  pas3IMUYHBIX
JOKaIM3aluii, TemMapTpo3aMM U TSDKeJbIMM MEHCTPYyaJIbHbIMU
KpoBoTeueHussmu. Kposomsnusuus B ILHC ormeuvarorcss y 20%
nauyeHToB ¢ gedumnurom FX.

Tsokenmple KpOBOTeUeHMS Hambosiee XapaKTepHbI IJIST IalMIeHTOB C
akTuBHOCTBIO FX < 10%. V nmaumeHToB ¢ akTuMBHOCTbIO FX > 10%
OTMEYaloTCsl, KaK IPaBuj0, YMEpPEeHHbIEe U JIeTK/e KPOBOTEUEHUS U3
CIM3UCTBIX  OOOJIOUEK, KPOBOTEUEHUS II0CTe  XUPYPIUUeCcKuX
BMeIIaTe/JbCTB WM aCUMMIITOMHOe TeueHMe 3abosieBaHMs. TeM He
MeHee, B psAe CIy4aeB PErucTpPUPYIOTCS TsDKesble IIPOSIBJIEHMS
reMopparmyeckoro CMHApoMa y Jull ¢ akTuBHOCTbIO FX 0 - 39%,
yKa3bIiBasi, TaKMM 0Opa3oM, Ha OTCYTCTBME IIPSIMOII KOppesiun
MeXIYy KIMHUYEeCKUM U JIabopaTOPHBIM (PeHOTUIIOM 3a00JIeBaHMsI.



Kposomsnusamusa B ULHHC, &KpoBoreueHmss wu3 im3nucTbix JKKT,
reMapTpO3bl OTMEUaloTCs Y MallMeHTOB C aKTUBHOCTHIO FX < 2%.

V reTepo3suroTHbeIX HocuTesnei nedpuimta FX B 60IbIIMHCTBE CJTydYaeB
akTuBHOCTb FX cocraBisieT okoso 50%, v mposiBaeHMit 3abo0meBaHMs
HeT.



2. IuarHocTuka

2.1 JKanoOsl 1 aHaAMHe3

e PekoMeHAyeTcs oOOpaliaTh BHMMaHMe Ha HaJudMe KOKHOTO
reMopparnyeckoro CMHApPOMa Pa3jMYHOM BBIPA)KEHHOCTU B BUJE
MHOXECTBEHHBIX S5KXMMO30B M TIeMaTOM I[IpU 3HAYUTEIbHOM
CHIDKEHUM  aKTUBHOCTM  (aKTOpPOB  CBepThIBAaHUSI  KPOBMU.
BrisiBieHMe TIPU3HAKOB MMOPaKeHUs CYyCTaBOB — MaJIOBepOSTHO.[11,
13, 17].

VpoBeHb YyOeaAUTENIbHOCTM peKoMeHaauuii B (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB — III)

KOMMEHTapI/IM: no3soJjisiem onpeaeﬂumb msaxcecms COCMOsIHUA
nayueHma u Heob6xodumMocmeo I’lpOGCaeHUH 2emocmamuyecKoti
mepanuu.

2.3 JlaGopaTopHas

e PexkomMmeHpayeTcs O MIOATBEPXKIEHMSI HAIMUMS reMOpparmuyeckux
MIpOsIBJIeHUI (MU UX TIOCTeCTBUIA).[19, 45]

VpoBeHb yOemuTeIbHOCTM perkomeHmauuii C (YypoBeHb
JOCTOBEPHOCTM A0Ka3aTeabCTB — IV) .

KommeHnTapumn: 110 nokasaHusim 603MOMXHbl KOHCYIbmayuu:

1. mpasmamonoza-opmoneda
2. Xupypza

3. yponoza

4. HespoJio2a

5. omopuHonapuHzonoza

6. cmomamosoza

7. 2uHeKos02a

Ilossonsitom onpeaeﬂumb HapyuwleHus pa3jiudHbslX Op2aHOo8 U cucmem
gcnedcmaue cocmosi8ulezocs (nepeHeceHHoeo paHee) Kp060m€H€Huﬂ/
Kpo8ou3JustHuUs.



2.6 [IomoIHUTEeIbHbIE UCCIeJOBaHUS

e PekomeHpayeTcCs [Jis1 BBISIBJ€HUS M MOHMTOPMHIA HapyIIeHUI B
CBepThIBalolleli cucTeme KpoBu.[5, 24, 27, 50].

VpoBeHb yOeauTeIbHOCTM perkomeHmauuii C (YypoBeHb
JOCTOBEPHOCTU aoKa3aTeabCTB — IV-V)

KommeHnTapuu: VY uacmu 607bHbIX MO2ym Oblmb  8bINONHEHDI
UHMezpaibHble mecmsl OYeHKU

e Pexkomendyemcsa scex nauuenmos ¢ PHCK 3apezucmpuposams u
Habarwdams 8 cneyuanu3uposaHHom yeumpe.[19, 45]

YpoeeHb yoedumensHOCMU pekomeHOauuii B (YypoeeHb
docmoeepHocmu dokazamenscme — III) .

Kommenmapuu: Y nauyuenma unu 8paueii, K Komopsim OH 00pauiaemcs,
00/4CHA OblMb B803MOMXHOCMb KOHMAKMA C 2eMamojlozoM, UMEeWUM
onsim :

e PexomedoeaHo npu  ycmaHoske  OJudzHo3d  UCNOb308aMb
kpumepuu: [12, 13, 16, 19, 25, 26, 31, 38]

1. omcymcmeue  OJaHHblx 3a  NpuobpemeHHoe  2emMoppazuuecKoe
COCMosiHue

2. cHuxerue akmugHocmu FII, FVII, FX nuxce 50%

3. Hanuuue 2eHemuueckux mymauvuti FII, FVII, FX.

Yposenv  ybedumenvHocmu  pekomeHoauuii A (YypoeeHb
docmoeepHocmu dokazamenvcme — III-1V) 3%%



3. Jleuenue

3.1 KoHcepBaTuBHOE

e PekomMeHAyeTcs IIpy HacjeacTBeHHOM neduiute FII, mpoBeneHue
crienpuUYecKoil 3aMeCTUTENIbHOM Tepanuy HeaKTUBUPOBAHHBIMU
npenaparamu, cogepxkamumu  FII.  CTporo pekomeHAyeTcs
UCII0/Ib30BaHMe IUIa3MaTUYeCKUX OYMILEHHBIX
BUPYCUMHAKTUBMUPOBAHHBIX  KOHIIEHTPATOB  IIPOTPOMOMHOBOTO
komiuiekca (KIIK). [7, 13, 19, 23, 25, 32, 33, 36, 44].

VpoBeHb YOEOAUTEIbHOCTM PpEKOMeHIanuii A (YpoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB — III)

Kommenrapum: KIIK 88odsmcs eHympuseHHo. Mcnonws3yemcs
0os1l0CHas umgysus co CKOPOCMbH0, peKomMeHJ08aHHOl
npoussodumenem. AkmusHocms KIIK, 00biuHO, yKa3vieaemcs hno
aKmueHoCMu cooepxauiezocs 8 HUx (pakmopa ceepmsl8anusi Kposu IX
(FIX). IToamomy, Heo6x00umo omadenbHO ymouHame codepxcarue FII,
Komopoe yka3vieaemcsi 8 uHcmpykuuu. Kak npasuno, KIIK codepxcam
npubnusumenvHo pasHoe kKoauuecmeo FIX u npu pacueme 003vl U
CXeMbl 3amecmumenibHOU mepanuu Heo6Xo0umo Yuumosl8amo, umo
ggederue 1 ME FII Ha 1 k2 maccel meaa nauueHma noswiuiaem
akmusHocme FII, 86 cpedHem, Ha 2% (8occmaHos/eHUE AKMU8HOCMuU
FII — mecm e6occmanosneHuss = 2). Ilepuod nonysvigedeHus FII
cocmasnsem okono 60 uacos. Takum o00pasom, cmavdapmuas
mepanesmuueckas do3a KIIK** 20-30 ME/kz maccel mena nayueHma
(3decwv u danee pacuem no FIX) nosviuiaem akmugHoCmov NJ1A3MeHHO20
FII do 40-60%. Y nauueHmos ¢ akmueHbM Kpo8omeueHuem 3mom
nokasamesb Moxcem Oblmb MeHblUE.

IIpu msaxenvix KposomeueHusx uau OONbLUIUX XUPYP2UUECKUX
emeuwiamenscmeax y nauyueimos ¢ decpuyumom FII KIIK nHa3Hauaemcs
8 cmapmosoll Hacviwawueti doze 20 - 60 ME/ke maccel mena
nayueHma c¢ nocaedyrnuumu n08MopHsIMU UHGY3UIMU npenapama 8
do3e 10 - 30 ME/kz maccel mena nauueHma ¢ uHmepsaiamu 8 24 - 48
uacos ona docmuxceHus u noddepxcarHus akmusrocmu FII > 20%.

e PekoMeHAyeTcsl MpoBeleHMe IPOGUIAKTUUECKOTO JIeUeHUsI C
BBegeHueM KIIK B mo3e 20 - 40 ME/Kr macchl Teja IainmeHTa C
MHTEPBAJIOM B 5 - 7 IHEJ C 1e/bI0 JOCTVKeHusT akTuBHocTu FII >



10%, ¢ uUenpi0 NOpemoTBpallleHMs pPa3BUTUSL TeMOpPparmyeckoro
CUMHIpOMA IIPY HAJIMUUU TIEPCOHATIBHOTO WIY CeMeilHOr0 aHaMHe3a
TSIKEJIOTO KJIMTHUYECKOT0 dbeHoTUIIa TpeJIecTBYIIINX
KPOBOTEUYEHUI MU TIpU CHWKeHUM akTuBHOCTU FII < 1%.[19, 23,
32, 48]

VpoBeHb yOeguTeNbHOCTM peKomeHzanmuiti C (YpoBeHb
JOCTOBEPHOCTM noKa3aTeiabCcTB — III).

KommeHTapumu: B ciyuae HedocmynHocmu KIIK  803MOXCHO
ucnoniv3oeamue xkapaHmuuusuposaumoii C3II e do3ze 15-25 mi/ke
Maccsl mesia nayueHma, nosgviularowel NaasmeHHyrw akmueHocms FII
0o 30-40%. Hcnonv3dosarue C3II 803MOMCHO 8 UCKIOUUMENbHBIX
CIyUasx u He O0JIHCHO 518J11MbCsl NOCMOSIHHOLE NPAKMUKOoLl.

PexomeHayeTcst 111 KyIMPOBaHUS JIeTKUX KPOBOTEUEHUI WM B
clyyae TIIpOBeNeHMs Majioro XUPYpPrM4yeckoro BMellaTelbCTBa
Ha3HaueHMe TpaHeKCaMOBOJ KMUCIOTHI B mo3e 15-20 Mr/Kr Macchl
TeJsa nauyeHTa win 1 r x 4 pasa B CyTKu. [19].

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

KommeHTapumu: CgedeHuli 0  B803MOMCHOM  B03HUKHOBEHUU
annoaumumen K FII He umeemcs. B Hacmosuwee epemsi 8 PD
3apezucmpuposatsl 2 npenapama KIIK, codepxcawue FII: KIIK**,
codepxcawjuii gaxkmopst ceepmoiearus kposu II, VII, IX, X &8
KomobuHayuu (npompomburossiti komnnaekc) u KIIK, codepxcawjuli
pakmopuwl ceepmuiearus kposu II, IX u X 8 kombuHayuu.

PekoMmeHayeTcss [ KyOMPOBaHUS WIM  [penyrpexieHust
KPOBOTEUEHUII MPU TUIIOIPOKOHBEPTUHEMUM [IpOBeJeHue
crielipuUecKoii  3aMeCTUTENIbHOM  Tepanuu  CAegyIIIuMu
rperapaTaMu: I1a3sMaTU4YeCKuM KOHIIEHTPATOM FVII
(HeaKTMBMPOBAHHBIM), I3MTAKOT ajbda (aKTMBUPOBAHHBIM)** —
peKOMOMHAHTHBIM akTuBupoBaHHbIM FVII (rFVIIa) u KIIK,
copepskawmu FVIL[18, 22, 29, 33, 39, 40, 41, 43].

VpoBeHb YOeOUTENBLHOCTM peKoMeHZammuit A (YypoBeHb
JOCTOBEPHOCTHU OoKa3aTeiabCTB — III)

KommeHnTapum: Iemocmamuueckass mepanus KOHUEHMpPAmom
nnasmamuueckozo FVII nposodumcsi npu passumuu KpogomeueHus/
kposousausiHus 8 dose 20-30 ME/kz maccel mena nauyueHma kapicovle
4-6 uacos 0o Kynuposamusi zemoppazuueckozo cuHopoma. C yenvto



npedynpexcdeHuss ~ 803HUKHOBEHUSI ~ KPOBOMEUEHUsT  BO3MOMNCHO
nposedeHue 3amecmumenvHoli mepanuu KoHyeHmpamom FVII 6 do3se
10-30 ME/k2 maccot mena nayuenma 3 pasa e Hedeaw [39, 40, 48].

AnbmepHamugoti KoHueHmpamy naasmamuueckozo FVII ons neueHus
nayueHmos ¢ 2unonpokoHeepmunemuetl siensiemcs rk'VIila [13, 14, 40,
41].

JInsa  ocmavosKu J1ezkoz0 KpogomeueHuss npenapam 8800umcs
o0HOKpamHo 8 do3e 30-50 mxkz/ke maccel mena nayueuma. Ilpu
B03HUKHOBEHUU YMEPEHHO020 UU MSIHEN020 KPOBOMeUeHUsl, A MAakice
8 Clyudae 8bICOK020 PUCKA pa3sumus 2eMoppazuyeckux 0Cl0#cHeHull 80
gpemMss U hocie npoeedeHus  XUpypeuueckux —8meulamesnbCcme
PEKOMEHOYIomcs no8mopHbole ggedeHust  INMakoe anvpa

(akmusuposarHo20)** @ doze 15-30 MKz/Ke maccel mena nayueHma c
uHmepsanom 6 4-6 uacoe (00viuHo He MeHee 3-x uHgy3suii) [13].

Ilpu 6bINOMHEHUU MAMbIX XUPYPUUECKUX 8Meuamenscms Uil
UHBA3UBHbIX npouedyp MUHUMAIbHAS 0034 3nmakoz anvpa
(akmusuposaHHo20)™* dosxHa cocmasnsame 15 mke/ke maccel mena
nayueHma 00 nposedeHuUss MaHUNyasyuu U 6600UmMcs, Kak MUHUMYyM,
08ax#c0bl NOC/IE OKOHUAHUSL NPOYEdypbl ¢ UHmMeps8aniom 6 4-6 uacos [29,
40, 41].

IIpu nposedeHuu xupypauueckozo JeueHus uacmoma 66e0eHUsl
npenapamog  onpedensemcsi  OAUMENbHOCMbI0  UHBA3UU U
8bIPAMEHHOCMBI0O Kpogonomepu. PexomeHdyemcsi KOHMpPOAUpPO8amay
I1B He pexce 1 pa3a 6 uac u npogodums 3amecmumensHyr mepanur
npu cHuxceruu MHO menee 1,5.

PekomMmeHnoBaHO npoduiakTuueckoe BBemaeHMe IpenapatoB FVII
IIPY MOBTOPHBIX KPOBOU3IUSIHUAX B CYCTaBbl, PeLUAVBUPYIOLINX
KPOBOU3IUAHUAX M KPOBOTEUEHMSIX IOPYrom JOKaau3auuu, Mpu
YUIOBUM, YTO reMOpparvyeckuii CUMHIAPOM OIlpenessieT IIPOTrHO3
U1 300POBbS M KM3HM MallieHTa ¥ 3HAUMMO HapyllaeT KauecTBO
ero >XusHu. [19, 43, 48]

VpoBeHb YyOEOAMTEIbHOCTM PEKOMeHIanuii A (YpOBeHb
JOCTOBEpPHOCTM noKa3saTeiabCcTB — III).

KommeHnTapumu: Yacmoma e8eedeHuli npenapamos nodbupaemcs
UHOUBUODYA/IBHO C YUemoMm KAUHUYECKOU KapmuHsl 3a00/1e8aHusl.
IIpounaxmuueckoe 88edeHue npenapamos moxem Obimb Kak
KpamkoCpouHuiM, (Hanpumep, nNpu MAmoUyHblX KpOBOMeEUeHUsIX:
rEVIIa e do3ze 20-40 mkz/ke maccel meaa nayueHmku 3-4 uugysuu c



uHmepsaiom 8 4-6 uacos 0o docmuxeHusi KAUHUYECKO20 omeema),
Mak u OnumenvHoIM (Hanpumep, npu peuudusupyrouux 2emMapmpo3ax
- 8gedenue naasmamuueckozo koHyenHmpama FVII 6 do3ze 20-30 ME/kz
Maccel mena nayueHma 3 pasa 6 Hedeso).

PekoMeHayeTCcs Yy HOBOPOXOEHHBIX, He MMEIINX CeMeinHOro
aHaMHe3a HaJUuYUs TSDKeIbIX KPOBOTEUeHUI, HO C aKTUBHOCTBIO
FVII < 1%, npoBeneHne KPaTKOCPOUHOI IMPOPUIAKTUKMA SIITAKOT
anbda (aKTMBUpPOBAHHBIM)** B mo3e 20-40 MKI/KT Macchl Teja
rnanyueHTa 3 pa3a B HeHOenw 00 OOCTMKeHUsS 6-12 MecsyHOro
BO3pacra.[8, 9, 23, 43, 48]

VpoBeHb YyOeaAUTENIBHOCTM peKoMeHaanuii B (ypoBeHb
JOCTOBEPHOCTM OoKa3aTeabCTB — IV) .

KommenTapum: d¢pdekmusrocms mepanuu koHuenmpamom FVII u
anmakoe anvga (akmusupo8aHHsIM) ** udeHmuuHa.

PekomeHpayercst B ciaydae orcyTcrBusi rFVIIa™ u koHIileHTpaTa
iasMmatuyeckoro FVII g OCTaHOBKM KpPOBOTEUYEHMST [IpU
mebunmre FVII OmHOKpaTHO MPUMEHSTh IIPOTPOMOMHOBBIN
KomrIuiekc™* B mose 20-30 ME/kr (FIX) macchI Tena maiueHTa. [13].

VpoBeHb YyOeaAUTEIBHOCTM peKoMeHaanuii B (ypoBeHb
JOCTOBEPHOCTH J0Ka3aTeabCTB — IV)

KoMmmeHTapumu: B (853U C NhOBbIUEHHbIM PUCKOM pa3eumusi
mpom60308 npu UCNOJIL308AHUU IMUX Npenapamos nos8mopHas
UHBEKYUS1 B03MOMCHA He paHee 48 uacos nocne npedvldyuiezo 86e0eHuUs
npenapama. Ilpu 803HUKHOBEHUU 2eMOPPAUYECKO20 CUHOpoOMA paree,
Heobxodumo ucnoswv3osams C3I1.

PekomeHAyeTCA [J1s1 KYIIMPOBaHMSI reMOpparmueckoro CMHIpoMa
npu TUIIONIPOKOHBEPTUHEMUM UCII0/Ib30BaHNe
AHTUMHTMOMUTOPHOTO KOoaryasiHTHOTO kKoMruiekca (AVUKK**).[13, 43].

VpoBeHb YyOeaAUTENIbHOCTM peKoMeHaauuii B (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB — IV)

KommeHnTapum: 8 dose 20-40 Ed/ke maccel mena OOHOKPAMHO 8
cymku 00 NOJIHOLI 0CMAaHO8KU KPo8omeueHusl.

PekomeHpayeTcsi, B ciydyae HemocTtynmHocTu rFVIIa, KoHileHTpaTa
masmatudyeckoro FVII, KIIK u AWMKK** kapaHTMHMU3MPOBAHHO
C3I1 B mo3e 15-25 mi/Kr Macchl Tena nanueHTa.[13, 32].



VpoBeHb yOeguTeNbHOCTM peKomeHzanuit C (YpoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — V)

KOMMeHTapI/II/IZ Hcnonv3osarue C3II 803MOMCHO 8 UCKIIOUUMETIbHBIX
ayuasx u He 00JIHCHO A8711MbCS NOCMOSAHHOT npakmukoﬁ.

PekomMmeHAyeTCs [IJI1 KYIIMPOBAHUS JIETKUX KPOBOTEUEHUIN WIM B
cly4dae TIPOBENEeHMSI Majioro XUPYpPruuyeckoro BMeIlaTeabCTBa C
BBICOKMM PUCKOM pPa3BUTUS KPOBOTEUYEHMS, a TaKKe BO BCeX
CIy4asix  HU3KOTO  pUCKA  pPasBUTUS  MOC/IEONepalMfOHHOIro
reMopparnyeckoro CHMHApPOMa MOHOTepanuu TPaHEeKCaMOBO
KUCIOTOM B mo3e 15-20 Mr/Kr Macchel Tena manueHTa i 1 r x 4
pasa B cyTku [19].

YpoBeHb YOeOUTENbHOCTU pekoMeHaanuii D (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — V)

KommenTapumn: FHmewomcs cgedeHUss O B03MOMCHOM NOSIBJEHUU
annroaumumen k FVII npu nposedeHuu 3amecmumenvHol mepanuu.
IIpu ycnosuu pasHoli 3gppekmusHocmu u y00871emMeopuUMenbHOL
UHOUBUAYANIbHOLL NepeHOoCUMOCMU 8b100p JIEKAPCMBEHHO20 cpedcmea
0N 3amecmumesnvbHOll mepanuu 3asucum om 803MOMCHOCMU
OecnepeboliH020 0becneueHus NauueHma 3mum npenapamom.

PekomeHnoBaHa [jis JjeueHus IauyueHToB ¢ gedpunmurom FX
crietiuduueckas 3amectutenbHas tepanus KIIK codeprcawumu [7,
13, 20, 23, 28].

VpoBeHb YOEOUTENBHOCTM peKoMeHZammuit A (ypoBeHb
JOCTOBEPHOCTU JOoKa3aTelabCTB — III)

PEKOMEH,Z[YETCH UCIIOJIb30BaHME IINIa3MATUUYECKUX OUUITEeHHbIX
BUPYCMHAKTMBMPOBAHHBIX KOHLIEHTpPAaTOB l'[pOTpOM6I/IHOBOI‘O
xomruekca (KITK)[13, 19, 20, 32, 34, 42, 44, 48, 49]

VpoBeHb YOEOUTEIBHOCTM peKoMeHZammuit A (YypoBeHb
JOCTOBEpPHOCTU JOKa3aTelabCTB — III) .

KommeHTapumu: KIIK 8800smcsi eHympugenHo. Hcnonv3yemcs
OonoCcHas UHpy3us co CKOpOCMbio, pPEKOMEHA0BAHHOTI
npousgodumenem. AxkmueHocms KIIK, 00biuHO, yKa3vieaemcsi hno
akmueHocmu codepxcauiezocs 8 Hux IToamomy, He06X00UMO 0MOebHO
ymouHamo codepxcavue FX, komopoe yKkasvléaemcsi 8 UHCMpPYKYuu.
KIIK codepywam FIX u FX npubau3umenbHo 8 3IKBUBAJIEHIMHOT
akmueHocmu. Ilpu esedeHuu KIIK 6 do3e 1 ME/ke maccel mena



nauueHma akmueHocms FX noeviuwaemcs, 8 cpeoHem, Ha 2%
(60occmarosnieHue akmusHocmu FX — mecm 80ccmaHo8/eHUst = 2).
Taxum obpaszom, cmandapmuas mepanesmuueckas do3a KIIK 20-30
(FIX) ME/ke wmaccol mena nayueHma noseviuiaem akmugHoCmo
nnasmeHHoz20 FX do 40-60%.

IIpu msaxcenvix KposomeueHussx Uuau OONbLUIUX XUPYP2UUECKUX
emeuwiamenscmeax y nayueHmos c deuuumom FX KIIK nasHauaromcs
8 cmapmosoii Hacviwarwuweli doze 20-30 (FIX) ME/xke maccel mena
nayueHma c¢ nocaedyrnuumMu n08MOpHsIMU UHGY3UsIMU npenapama 8
do3e 10-20 (FIX) ME/xz maccel mena nayueHma c unmepsaiamu 8 24
uaca ona docmuxceHus u noddepxcarus akmusHocmu FX > 20%.

C yenvio npedomepauieHusi pa3sumus 2emMoppazuieckozo CUHOpomda
npu HAAUYUU NEePCOHAIbHO20 UIU CeMeliH020 AHAMHEe3a MSHen020
KJIUHUYEeCK020 (heHomuna npedulecmgyruwux KposomeueHuti uiu npu
CHuxeHuu axkmueHocmu FX < 2% pexomeHdyemcsi npoeedeHue
donizo8pemMeHH020 hpogunakmuueckozo yeueHus ¢ 8gedeHuem KIIK 8
dose 20-30 (FIX) ME/kz maccel mena nauueHima 2-3 pasa 8 Heoemw ¢
uenvo noddepxcanusi akmusHocmu FX > 1% y e3pocnvix u > 2%y
demeli. AbmepHamueHolli 8apuaHm npoeeodeHus
NpoguaaKmu4ueckozo JieueHust Moxem Oblmb  UCNONb308AH Y
nayuenmos ¢ 6asosoti akmusHocmoto FX < 5%: KIIK e dose 20-70
(FIX) ME/x2 maccel mena nayueHma egooumcs 1 pa3 e Heodeio.

PexomeHnpayercss B cinyuyae HemoctynHoctu KIIK mcmonb3oBaHue
KapaHTuHusupoBaHHoi C3II B mose 15-25 MI/Kr Macchl Tena
ralyueHTa, MOBbIIIAI0IIEeN TJIa3MeHHYI0 aKTUBHOCTh FX no 30-40%.
[32, 49]

VpoBeHb yOemuTeIbHOCTM pekomeHmauuii C (ypoBeHb
JOCTOBEPHOCTM A0Ka3aTejlIbCTB — V).

KommeHnTapun: lcnonv3zoearue C3II 803MOMHO 8 UCKIHOUUMETbHbBIX
CIYyuasx u He 00JKHO A651MbCsl NOCMOSIHHOU NPAKMUKOLL.

PexomeHpayeTcst 111 KyIMPOBAHUS JIeTKUX KPOBOTEUEHUI WMIN B
cyyae TMIpOBeNeHMs Majloro XUPYpPrMyeckoro BMellaTelbCTBa
MpoBeJleH)e MOHOTepanyy TpaHeKCaMOBOJ KMUCIOTO B go3e 15-20
MTI/KT MacCChl TeJia nauueHTa uian 1 r x 4 pasa B cytku [19, 21].

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



CBefeHM1 O BO3MOXHOM BO3HMKHOBeHUM M30aHTUTen K FX He
nMeeTcsd.

KommeHTapum: 6 Hacmosuwee spems 6 PD 3apezucmpuposaHst 2
npenapama KIIK, codepxawjue FX: KIIK, codepxcawjuti ¢paxmopwi
ceepmoiearus kposu II, VII, IX, X 8 komouHayuu (npompomOuHoswlli
komnaekc) u KIIK, codepxcawuti pakmopwl ceepmuigarus kposu II, IX
u X 8 KomouHayuu.



4. PeaOunuranms

e PekomenpoBaHo manueHtraMm ¢ PHCK 1mocie KpoBOMU3IUSIHMI B
HOHC, ¢ nmnopakeHuMeM  OIIOPHO-IBUTaTe/JbHOIO  almapara
CAHATOPHO-KYPOPTHOE JIeUeHMe B CAHATOPUSIX OOIIEero Impouis.
[28, 29, 32]

VpoBeHb yOeguTeNbHOCTM peKomeHzanmuii C (YpoBeHb
JOCTOBEPHOCTH noKasateiabCTB — III) .

KommeHnTapum: Pa3spabomka peabuiumayuoHHuIX Meponpusmuii
00JIXCHA nposooumaucs COBMECMHO cneyuanucmamu no
peaduaumayuu, Kypopmoaozuu u 2eMamosiozamu, UMenwumu onsim
JleueHUs NauueHmos8 ¢ HapyweHUsMu ceepmol8aHust Kposu. JleueHue
MOMCHO NpoB800UMb 8 CAHAMOPHO-KYPOPMHBIX Op2aHU3ayusax 8
KAUMamuueckoll 30He NpoXUedHus nayueHmd, a makme Ha
OanvHeonozu4ueckux Kypopmax.

Llenecoobpa3Ho npoeedeHue WKON ncuxonozuieckoli adanmayuu Ons
nayuenmoe ¢ PHCK.



5. IIpodpuaaxkruka

e PekomeHaOBaHO IIpoBeJieHNe poduUIaKTUUECKOiA
3aMeCTUTe/IbHOW Tepanuy IPU [OBTOPHBIX KPOBOU3IUSIHUSAX B
CYCTaBbl, PeUUAUBUPYIOIIUX KPOBOU3IUSIHUAX U KPOBOTEUEHMSX
Opyroy JjoKanusauuy, IMpu YCIOBUM, UTO TreMopparmdyeckuii
CUHJPOM OIlpefiensieT IPOTHO3 AJ1S1 340POBbS U SKM3HU IMallieHTa U
3HAUMMO HapyllaeT KaueCcTBO ero kusHu.[19, 43, 48].

VpoBeHb YyOEAMTEIbHOCTM PpEeKOMeHzanuii A (YpoBeHb
IOCTOBEpPHOCTHU NoKasaTeabCcTB — III)

KomMmeHTapumn: OcHogHble NPUHUUNBL npedomepaueHus
B03HUKHOBEHUSI 2eMOppazuyvecKux 3nu30008 s675emcsi NposedeHue
C80EBPEMEHHOLl  3amMeCmumensHoli  mepanuu  KOHYyeHmpamamu
depuyummuix pakmopos.

IIpounakmuueckas mepanust Moxem OCYyWeCmensamscs nocie
noonucaHusi UHQOPMUPOBAHHO20 CO2NACUSL NAYUEHMOM UNU €20
3aKOHHbIMU npedcmasumensmu. Ilpounakmuueckoe neueHue moxiem
npoeoodumcst Ha oMy nayueHmom uiu e20 poocmeeHHUKAMU.

¢ PexoMeHZ0BaHO OCMOTp IallMeHTOB I'eMaTOJI0IOM, OPTOIIeOM U
CTOMATOJIOTOM IIPOBOAUTL He MeHee 2-X pa3 B IOJ; OCTaJlbHbIMU
creLMaaucTaMmu - mo HeobxogumocTn.[28, 29, 32].

YpoBeHb YyOeoUTEIbLHOCTHM peKoMeHmauuit B (ypoBeHb
JOCTOBEPHOCTU JOKa3aTelabCTB — III)

KommeHnTapuu: Ilenecoobpa3Ho nposedeHue oducnavcepusayuu
nayuermos 1 pas 6 200 8 cneyuanu3upo8aHHOM UeHmpe 2emopuiul,
ecau uyeHmp pacnosnazaem 0oCMAMOUYHOU KAUHUKO-1A00pamopHoli
6a30ii.

ucnancepuoe HaobnwodeHue 3a nauuenmamu ¢ PHCK 0JoscHO
8KJIIUAMb:

1. o6s3amener OuHamuuecKuii MOHUMOPUHZ COCMOAHUS nayueHma c
OUEHKOUl Hanuuus HexenamenvHslX se6JeHull npu nposedeHUU
3amecmumensHoli mepanuu: nossjieHue uHzubumopa K (axkmopam
c8epMmul8aHUs Kposu, UHOUBUAYAIbHAS HenepeHoCUMOoCmb



npenapamos, gUpyCcHas KOHMamuHayus, U3MeHeHUs
NCUX0JI02UYEeCK020 UAU COUUANIbHO20 CMamyca nayueHmd, OueHKd
COCMOsAHUS hepugepuueckoli 8eHO3HOL CLuCmeMbl.

. leyeHue ocnoxcHeHuti PHCK: «koppekyusi Oepuuuma xcenesa,
UH2UOUMOpPO8.

. 8bld8JIeHUe U JleueHue conymcmayowux 3abonesaHuli, 0c0OEHHO
3abonesaHuti 3y608, nonocmu pma, KKT, JIOP-opzanos, namosozuu
cepdeuro-cocyducmoti cucmemol u 0p.



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00/IeBaHUS

Oo6mue pekoMmeHganuy Begeaus naneHTos ¢ PHCK.

OcHOBHBIMM 3aauamMu JeueHus nanueHToB ¢ PHCK aBasioTcs:

e coxpaHeHMe  (U3NUYECKOTO  3IO0pPOBbSI  IIALIMEHTOB  MyTeM
NpoPUAAKTUKM U JIedeHUSI 3HAUMMBbIX TremMopparmuyeckux
IIPOSIBJIEHU ;

e oOecrieueHue  MEOUIMHCKMUX  YCIOBUII Ot (QU3NIECKOI,
TICMXOJIOTMYECKOM M COLMAJIbHOM amaIiTaln.

JIJis1 BBITIOJIHEHUS 3TUX 3a/1ay HE00XOAVMO CO34aTh CAeAyIouiye

YCIOBUS:

1. B ocHOoBe jeueHus: manueHToB ¢ PHCK nexut cnemmuduueckas

3aMeCTUTe/IbHasid Tepalini [IperiapaTaMu, cogeprKammnMun

nedbULIUTHBI  (CHWOKEHHBbII WM  OTCYTCTBYIOIIMI)  akTop
cBepThiBaHMS KpoBU. OOecrmeueHue 3STUMM I[penapaTamu U
oOyueHMe MUX MPUMEHEHUIO MallMeHTOB U YIeHOB ceMeli O0IbHbBIX
PHCK 4gBAgOTCS TNPUHLUUIIMAIBHO BaXHBIMM  3aJadyamMu
opraHmsauuu romoiny 6onbHeIM PHCK;

2. B otHomieHuM nauyeHToB ¢ PHCK, Torma, Korma BO3MOXKHO, JO/DKHA
IIPOBOAUTHCS CTpaTteruss moMallHero JieueHusi. OCHOBHBIMU

JJIeMeHTaMM  CTpaTermm  ABJAIOTCA: HaluuymMe 'y IIallMeHTa

reMoCTaTMUYeCKMX IIpelapaToB (MIperapaT HaxXxOAMUTCS TaM Ke, Te
MalMeHT), pelleHne 0 IPUMEeHEeHUM reMOCTaTUUYECKOro Impernapara

NpMHMMaAeT MallMeHT WM €ro pOoACTBEHHUKNM B COOTBETCTBUM C

pekoMeHJalusIMM  remarojiora, IauuMeHT u  (WIKU)  €ero
POICTBEHHUKM,

3. Bce mauyeHTbl ¢ PHCK [o/MKHBI ObITh 3aperucTpUpOBaHbl U
HaOJII0IaThCSl B CHELMAIM3UPOBAHHOM IieHTpe. Y MalieHTa WU
Bpayeil, K KOTOPbIM OH 00paliaeTcs, KpyIOCYTOYHO TO/KHA OBITh

BO3MOXHOCTb KOHTAKTAa C reMaToO/JIOTOM, MMEIOIIMM OIIbIT JIEUEHWI

O0JIbHBIX C HapymeHsaIMNU CBEPTbIBAHUA KPOBU;



4. HabmoneHue u gedenue nauyeHToB ¢ PHCK go/mKHO ITPOBOAUTHLCS
TPYINON CHelMaJIMCTOB pasjMyHOro IMpoduisi, BKIIOUAOIIEN
remMaroJjiora, reguatpa, opTomnena, CroMmaTosora, husuorepanenTa,
Bpaua JIOK, rcuxojora, MMeOIMX OIBIT PabOThl C OOJbHBIMMU C
HapylIeHUSIMU CBEPTbIBAHUS KPOBU;

5. 0cMOTp MalMeHTOB TIeMaToJOrOM M CTOMAaTOJOIOM OOJDKEH
MIPOBOAUTBLCSI He MeHee 1-T0 pasa B TOJ; OCTaJbHBIMU
CrelMaauCcTaMy - 110 HeOOXOIMMOCTM.

IIpu nedyeHuM KpPOBOTEYEHUII HEOOXOAMMO IPUAEPKUBATHCS

CIenYIONIVIX MIPUHIIUIIOB:

1. pns OCTaHOBKU KPOBOTEUEHMU1 IOJDKHA IIPUMEHSThCS
3aMeCTUTe/IbHas Tepanusi KoHIleHTpaTamMmy (aKTOpPOB CBEPThIBAHMUS
KpoBu. IIpu mpoBemeHuyu crenuduyeckoir 3amMeCTUTETbHOM
Tepanuy TMpefrouTeHre IO/DKHO OTHABAaTbhCS MCIIOAb30BAHUIO
PEKOMOMHAHTHBIX 178)01 BBICOKOOUMIIIEHHBIX
BUPYCUMHAKTUBUPOBAHHbIX IIa3MaTUYeCKUX KOHIIEHTPATOB
(akTOpOB CBepPThIBaHMS KPOBM 1O OTHOIIeHMIo K C3I1;

2. HeOOXOAMMO Cpa3y MPUMEHSTh 3 (GEeKTUBHbIE N03bI KOHIIEHTPATOB
dbakTOpoB cBepThiBaHMs. Tepalius HeZOCTAaTOUHbIMM [d03aMU He
IO3BOJIUT OCTAaHOBUTH KpPOBOTeUeHMue, IIpuUBeOeT K [oTepe
BpeMeHM, HapaCTaHUI0 TreMOopparuyeckoro CUHApOMA U
He0OOCHOBAaHHOMY PacX0/y TOPOTOCTOSIIEro Mpernapara;

3. reMOCTaTUYeCcKyl0 Tepaluio HeoOXOAMMO HauuMHATh KaK MOXKHO
paHblle (10 BO3MOXHOCTM B TeueHMe IEepBbIX 2-X 4YacoB IIOCIe
TOJIly4YeHUs TpaBMbl, Ha4yajJia KpPOBOTEUEHMSI WU I10SBJIEHUS
MePBbIX CYOBEKTUBHBIX MPMU3HAKOB KPOBOMSBIUSHUS), II03TOMY
OCHOBaHMeM [Jjis1 Hadaja Teparuu MOTYT ObITh CyObeKTUBHbIE
ONIYIeHMS MalyeHTa uian Gaxkt TpaBMbl. JKelaTeJlbHO OCTAHOBUTD
KPOBOTEUEHME WM KPOBOMU3IUSHME [0 Pa3BUTUS 3HAUMMBIX
KJIMHUYECKUX IPOSIBJIEHUIA;

4. 1eyeHye JIETKUX U CPeIHUX KPOBOTEUYEHMUI OOIKHO MPOBOAUTHLCS
Ha JOMY IALMEHTOM WU e€ro POACTBEHHMKAMU B COOTBETCTBUM C
peKoMeHIalusIMuU remMarToJiora. [Tpn pa3BUTUU
KM3HEYTPOsKAIIero KpOBOTeUeHMs Tepanusi Jo/ikHa ObITh HauaTa
KaK MOXXHO paHbIlle (Ha IOMY) M IPOAO/IKeHa IIof, HabmogeHeM
reMaTojIoTa CTallMOHAPHO WJIM aMOY/IaTOPHO;

5. K/II0UeBbIM acCeKTOM YIy4IlleHMsI COCTOSTHUSI 3M0POBbs 1 KauecTBa
kusHu npu  jgedenum PHCK gBasgerca  mpemoTBpallieHue
KPOBOTEUEHMI: TeEMAapTPO30B, YIPOXKAIOIINX KU3HU KPOBOTEUEHUM
M KPOBOM3JIMSIHMII (B LeHTPa/JibHYI0 HepBHYIO cucremy (LITHC),
kenynoyHo-KueyHslin TpakT (KKT), op.).



HpI/IMEHeHMe HGCHEI.H/L(I)M‘IECKI/IX reMoCTaTUYECKUX IiepriapaTosB.

[ToMymo crieuupuUYeCcKoil TreMOCTaTUUeCKOi U 3aMeCTUTEIbHOM
Teparuy Bpady-reMaToJor MOXET WCIO0JIb30BaTh [OIIOJHUTEIbHbIE
JIeKapCTBeHHbIe cpencTBa B jeueHuu naumeHToB ¢ PHCK, Hanpumep,
TOPMOHAJIbHYI0O Teparmuil VY JKeHIIMH C peuuauBUPYIOIIMU
TSIKEJIBIMM MAaTOYHBIMM KPOBOTEUYEHMSIMMU.

TpaHekcamoBasi KucjaoTa WM [Apyrue aHTUQUOPMHOIUTUUYECKME
CpeacTBa MOTYT TPUMEHSITbCSI OJI KYNMPOBAHMUSI MeEHOpparuii u
JIETKUX KPOBOTEUEHMI M3 CIU3UCTBIX 00OO0JIOUEeK, 3a MCKIIOYeHMEeM
TIOYEYHBIX KPOBOTEUEHMIA. AHTUOUOPMHOIUTHUECKME IIperapaTsl
MOTYT WCIIOJIb30BaThCsI B MOHOTEpamuMyu WM B [OIOJIHEHMEe K
KOHIIEHTpaTaM (aKTOpOB CBEPTHIBAHMSI KPOBM. B ciayuae BBICOKOTO
pMCKa BO3MOXXHBIX TPOMOOTUUECKMX OCJIOXKHEHUII IpUMeHeHMe
aHTUOUOPUHONIUTUYECKUX rpenapaToB HeJOITyCTUMO. Ins
MIpenynpexXaeHns] XUPYPIrUUEeCKUX MIM aKyIIepCKUX KPOBOTEUEHUIt
TpaHeKcaMoBasl KMUCJIOTa AO/IKHA ObITh Ha3HAaueHa IepopasibHO MU
BHYTPMBEHHO He M03/IHee, ueM 3a 2 yaca A0 Orepanyy Win pogoB IJIsI
OOCTVDKEHMSI TMKOBBIX 3HAUeHMiI B IUIa3Me BO BpeMsl IPOBEIEeHMUS
MaHUITYAIIMY. TpaHekcamoBasi KMCJIOTA JOMKHA C OCTOPOSKHOCTDIO
MCITOJIb30BAThCS OTHOBPEMEHHO C KOHIIeHTpaTaMu
MIPOTPOMOMHOBOIO KOMILIEKCA M3-3a BBICOKOTO pUCKA pPa3BUTUS
TPOMOOTUUECKMUX OCTOKHEHMIA.

Jdpyryue npUMHIMIOKWAIbHbIE aCIIeKThl BeJeHUs IalVeHTOB C
PHCK:

1. manyeHTaM C TIOpaXeHMeM 3JIeMEeHTOB OIIOPHO-ABUTaTeIbHOTO
afmapara: HeoOXOOMMO [IOJTOCPOUYHOEe JieueHMe TOBPEXIeHMIA
CYCTaBOB ¥ MBbIIII, ¥ QYHKIMOHAJbHAS peaduaInTaLus;

2. 06s13aTe/IbHO BBISIBJIEHME U JIEUeHMe COIMYTCTBYIOIIMX 3a00IeBaHM!iA,
ocobeHHO 3aboeBanmii 3y6oB, rmojgoctu pra, XKKT, JIOP-opraHoB u

Ap-;

3. 10 Hayasia JII00bIX MHBA3MBHBIX IPOIeNyp HEOOXOAMMO BBeIeHMe
KOHIIEHTpaTa (aKTopa CBEPTHIBAHMSI KPOBU WM IPUMEHEHUe
HecrnenM@uueckux IpenapaToB (MHTUMOUTOPOB (GMOpMHOIM3A) B
3aBUCUMOCTM  OT  BBIp&XKeHHOCTM  gedwurura  (HaKTOpOB
CBEpTbIBAHMS KPOBU;

4. cmemyeT wu30eratb BHYTPUMBIIIEUHBIX WHBEKUMIA W ITYHKLIUU
apTepuii;



5.

10.

11.

12.

clelyeT  TOOWIPSITh  peryiasipHble  3aHITUSI  QU3UUECKUMU
VIpa)KHEHUSIMU, CIIOCOOCTBYIOIIMMM Pas3sBUTUIO MYCKYIaTypbl,
3all[UTe CyCTaBOB U YIYUYIIeHUIO (U3UUECKOTO COCTOSTHUS
(HarpuMep, JieueOHasI ITMMHACTHMKA, TIJIaBaHye, TePPEHKYP);

. IalIMe€HTbI OOJIDKHDbI n3beraThb CI/ITyaLU/Iﬁ, CBSI3aHHBIX C BBICOKUMM

PUCKOM TpaBM, B TOM UMCIe 3aHATUS KOHTAKTHBIMM BUIAMM
eIMHOOOPCTB, UT'P C TSDKEJIbIM MSUOM, 3aHSITUII Ha CIIOPTUBHBIX
cHapsigax, u T.O. I[Ipy pelieHuy BOIpoca O BO3MOXKHOCTY 3aHSITHUS
TeM WM MHBIM BUOOM (PU3NUECKON HesITeTbHOCTY HeoOXOIVMO
YUUTBIBATD TSKECTh 3a001€BaHMS ;

. o1t 60ompHBIX ¢ PHCK BaskHO cOOJIOmeHMe TUTMEHbI TTOJIOCTU PTa,

YTO IIOMOTAeT IPeIoTBPaTUTh pa3BUTHME MApPOJOHTO3a M Kapueca.
1T 9MCTKM 3yOOB HEOOXOAMMO MCIIONb30BaTh MSTKYIO 3YOHYIO

LeTKY;

. INTaHOBbI€ CTOMATOJIOTMYECKME OCMOTPbI OO/DKHBI ITPOBOOMTBLCSA

exxerogHo. OOBIYHBIE OCMOTPbBI CTOMATOJIOTA M UMCTKA 3yOOB MOTYT
IIPOBOAUTHCS 6€3 3aMeCTUTeIbHOI Tepanuu ¢pakTopaMu;

. IIpM CTOMATOJIOTMUECKMX MAHUITYIIAIOMAX MECTHasd aHeCTe3ud Yy

TALIMEeHTOB C TSKEJIBIMU M CpeTHeTsKeIbIMU hopMaMiu TeUIIMTOB
FII, FVII, FX po/mkHa MPOBOOMUTBLCS TOJBKO II0C/Ie BBEIOEHMS
crienpuIecKoro KoHleHTpaTa ¢akTopa CBepThbIBaHMUS;

IIpY OKa3aHMM CTOMATOJIOTMUECKOI TIOMOINM BaXXHO TeCHOe
B3aMMOJIeliCTBME XMUpypra-cToMaTosiora ¥ Bpada TreMaToJiora.
VnoaneHnme 3yba WIM XUPYpPTUYECKMEe TIPOLeAYPbl  TOKHBI
BBIITOJIHSTBCS IIOfA, CTPOTMM KOHTPOJIEM TIeMOoCTa3a M IIoCiIe
KOHCY/IbTallMM TeMaTojIora;

Mpy TIpOBeJeHUM CTOMATOJIOTMUECKUX TpolieAyp BO3MOXKHO
NIpUMeHeHMe TpaHeKCaMOBOIA WU OPYyTUX
aHTU(DUOPUHOMUTUUECKMX [IPeIapaToB C IeJbl0 YMeHbIIeHUS
HeOOXOAMMOCTM B 3aMECTUTENbHOM Tepanuu KOHIEHTPATOM
dbakTopa. Bo3MOKHO MCIIO/Ib30BaHME MECTHBIX TeMOCTaTUUEeCKUX
TpernapaToB Ioc/ie yaajieHus 3y00B;

IIpY  OOIIMPHBIX CTOMAaTOJOIMUYECKMX Mpolenypax (HaJIosKeHMe
IIIBOB, MHOXXECTBEHHAsI 9KCTPaKIMSI 3yOOB) MOKET MOHALOOMUTHCS
TOCIIMTAIM3aLM TTallMeHTa B CTaloHap;



13. mauMeHTamM @IenyeT Bo3aepkaTbcss OT mnpumMeHeHusi HIIBII,
0COOEeHHO alleTUICATUIIMIOBOI KMUCIOThI. C 1ie/1bi0 00€300/IMBaHNS
BO3MOSKHO IIpUMeHeHue rapalieTamMoria/amnerTaMmuHodeHa/
dbaynupTHHa.

Oco6enHoctu gedunura FII y nereii.

Manudecramueit gebuiinta FII y geteii MOryT ObITb ITyIIOUHbIE
KpoBoTeueHus: miau KpoBousausaHus B [IHC. BaxkHO MOMHUTB, 4YTO Y
IeTeil B MEepBOM IIOJYTOAMM >KU3HU HOPMa/IbHasi aKTUBHOCTb FII
cocrasJisieT 26—70%. B3pocibiX 3HaUeHNUI aKTUMBHOCTb FII jocturaer K
6 MecsuHOMY Bo3pacTy. Heob6xoaumMo IpoBefieHNEe HeOIHOKPaTHbIX
TOBTOPHBIX 0OCAemOBaHMII MalMeHTa IIoCIe JOCTUMKeHUS 6-
MeCSYHOro Bo3pacra. I[lo3ToMy, TOYHO VYCTAaHOBUTb [OMArHoO3
nedunuta FII moxkHO y meteii crapiie 1 roga. B moboMm ciiyuae, rpu
ouarHoctuke ymivHeHusa [IB y pgereir B 3TOM BO3pacTe ITOKAa3aHO
Ha3HaueHue npemnapatoB Butamuua K [(8, 9, 10, 36].

Benenne xeHmyH ¢ gedpunmurom FII Bo Bpemss 6epeMeHHOCTU U
poooB.

B TeyeHMe HOpMaJIbHO IIpOTEKalOlIell 6epeMeHHOCTY aKTUBHOCTh FII
CYILIIeCTBEHHO He MeHSIeTCS U, 0ObIYHO, OCTAeTCS HeOOCTaTOUHOM s
HEOC/IO)KHEHHOr0  pofopaspelieHuss Y JKEeHIIMH C  TSKeJabIM
neduiutom mporpombuHa. Ilpu aktuBHOCTM FII < 20% cC 11enbio
IpefoTBpalleHus] pa3BUTUS reMopparmyeckux OCIOKHEHUI B pomax
HeooxonuMo BBemeHue KIIK B mosze 20-40 ME/Kr maccel Tesna
MalMeHTKM OOHOKPATHO IIpM Hauvajie PONOBOM [eSTeIbHOCTU WU
repeq KecapeBbIM CedeHMeM Jisl OOCTVKeHMs akTuBHOCTU FII 20-
40%. IToBTOpHBIE MHPY3UM TIperiapaTa IIPOU3BOISITCS C MHTEPBAIOM B
48 yacoB B go3e 10 - 20 ME/Kr macchl Tejna MHalMeHTKM C IIeJIbIO
nongepxkanus aktuBHocTH FII > 20% B TeueHMe, KaK MUHUMYM, TpeX
IHe! T1iociie ponoB. IIpyM OTCYTCTBUM KIMHUYECKUX TIPOSIBJIEHUI
3a001eBaHMs BO BpeMsl bepeMeHHOCTH 3aMecTtuTenbHas Tepanms KITK
He TIPOBOOUTCS, B CJiyyae pPas3sBUTUSL KPOBOTEUEHUS Tepamnus
MIPOBOAUTCS T10 06ITMM mpuHLuIam [30, 47].

OCOOEHHOCTY TeYeHMSI TUIIOIIPOKOHBEPTUHEMMUHN V TE€TEIA.

YV HoBOpokaeHHbIX ¢ nedunutom FVII cyiiecTByeT OIacHOCTb
BO3HMKHOBEHMS CIIOHTaHHBIX KpoBOM3AMsAHUM B LTHC miu myrnouyHbIx
KpOBOTeUeHMi1. [lpyrue IpOSIBJIEHUSI TeMOopparn4eckoro CUMHApoma
HexapaKTepHBbI.



®dusmonornueckass aktuBHoctb FVII npu poxkmeHum cocrasiser 28-
104% w mocturaeT HOPMaJIbHBIX 3HAUEHUN K 6-MeCI4YHOMY BO3pacTy.
[TosTOMYy, OKOHYATe/IbHBLIN [OUarHO3 YCTAHABIMBAETCS B BO3pacTe
nocie 6 — 12 mecsues [8,9].

BeneHnue J>KeHIIMH C TIUIIOIIPOKOHBEPTUHEMMEN BO BpeMms
0epeMeHHOCTU ¥ POIOB.

B TedyeHMe HOpPMAaJbHO IIPOTEKawIleii OepeMeHHOCTM aKTUBHOCTb
FVII  ¢usuonorunyecku moBbimiaeTcs. JKeHIIMHBI C  JIETKUM
neduiutom FVII MOTYT TOCTUTHYTh K MOMEHTY POIOB HEOOXOIMMOTO
reMOCTaTMYeCKoro YypoBHS akTuBHOocTM FVII 6e3 mpoBemeHUs
crieli(puyecKoit 3aMeCcTUTe/IbHONM Tepanum.

BepemenHblie ¢ TsKeabiM gedunmuToMm FVII yrposkaembl 110 pa3BUTUIO
reMopparmyeckux OCJI0KHeHUN B ponax. JKeHIIMHAaM C aKTUBHOCTBIO
FVII < 20% mnepepn npoBeaeHMeM KecapeBa CeUeHMS WM C HavyajIoM
POIOBOI JIeITeJIbHOCTM HeOoOXOOMMO ITPOBEIeHMEe 3aMeCTUTEeTbHOI
TepanuyM SITakor ajbda (aKTMBMPOBAHHBIM) B mo3e 15-30 MKI/KT
Macchl Tejla MalMeHTKM KaxXable 4-6 4acOB B TeUueHMe He MeHee 3-X
oHel. JIjs1 Bcex OCTaJbHBIX sKeHIMH ¢ Aedunurom FVII snrakor
anbda (aKTMBMPOBAHHbBINA) Ha3HAuaeTCs TOJbKO B Ciaydyae pa3BUTUS
KpoBoTeuyeHus comiacHo FVII o6uimm npuHumnam tepanuu [14, 30].

Ocob6ennoctu Teueuns nepunura FX y mereii.

Y  HOBOpOXAeHHbIX ¢ gedpurmurom FX  MOryr BO3HMKATh
kpoBom3nusausi B IHHC  wmam  1mymoyHble  KPOBOTEUYeHMSI.
dusmonornuyeckass akTMBHOCTb FX 1ipu poskaeHuu cocrasisieT 12-68%
M TOBBINIAETCS K 6-MecsIsuHOMY Bo3pacty. [TosTomy, BepubuKraiys
nuarHosa gedunura FX y HOBOPOKIEHHBIX TpebyeT 00s13aTeIbHOTO
CpaBHEHMS IIOJYUYEHHBIX Pe3yabTaTOB JIA00OPATOPHOIO MCCIeAOBAHMS
c pedepeHCHbIMM MHTEpPBAjJaMM JOOMYCTUMbIX B HeOHaTaJbHOM
repMoge 3HaueHUii U TTOBTOPHOTO OOCAemOBaHMS IallMeHTa IOCIIe
OOCTVXKeHUs1 6 MeCsIUHOTO Bo3pacra [8, 9, 20, 21, 28].

[Ipy BbIIBJIEHUMM Y [eTeil IIepBOrO MOJAYroAUS CHUKEHHOM
akTUBHOCTU FX moKasaHO HasHayeHue rnperapaTtoB BuTamuHa K.

Benenmne xeHmyH ¢ nedpunmuroMm FX Bo Bpemss 6epeMeHHOCTH U
pOIoB.

VY XkeHIIMH ¢ aKTUBHOCThIO FX meHee 30% BO3MOKHBI IPOOJIEMBI C
3ayaTtveM. bepeMeHHOCTh OCIOKHSETCS PaHHUMM BBIKMIBIIIAMMU B
IIepBOii TpPUMECTpe, TreMopparuyecKMMy TPOSIBJIEHUSIMM (Yale



reMopparM4eckuM IMCTUTOM) BO BTOPOM M TpPETbeM TPUMECTpE.
Heobxomumblit ypoBeHb FX 1o ¥ BO BpeMsi 6epeMeHHOCTH [TOJIKeH
ObITh He MeHee 30%.

HecmoTpss Ha Gusmosoruueckoe IIOBbIIIIeHME aKTUBHOCTM FX B
TeueHUe HOPMAaJbHO IIPOTEeKawIeii O6epeMeHHOCTM, Y JKEHIIMH C
TsokenpiM geduuyrtom FX ypoBHu FX K pomam, 0ObIYHO, OCTArOTCS
HeIOCTaTOUYHbIMM [JIs obeclieueHMsI HOPMa/IbHOTO TemMocCTasa.
JKenmmaam ¢ aktuBHOCTBIO FX < 30% B TpeTbeM TpuMecTpe
0epeMeHHOCTM C aHaMHE30M Ha/JIuMuusl KpPOBOTEUEeHMIT [0
6epeMeHHOCTM, a TaKXKe Ilepe]l IMpOBeIeHMEeM KecapeBa CeUeHUs C
HA4yajJOM pOAOBOI  NeATeIbHOCTM HEeOoOXOAMMO  IMpoBedeHMe
3amectutesnbHOM Tepanuu KIIK B nose 20-40 (FIX) ME/Kr maccel Tena
MalMeHTKU [Jjid OOCTVKeHus1 akTuBHOCTU FX > 40% (YpoBeHb
nokasarenbHocTu III B). HanbHeitmne nHbpy3mumu KIIK npoBogsTcst ¢
uHTepBasiom B 24 4vaca B pgose 10-20 (FIX) ME/kr maccel Tena
MalMeHTKM B TeuyeHue, KaK MUHUMYM, 3-X [HeM C 1LeJNblo
nogaep>kanus akTuBHocTy FX He meHee 30% [15, 44, 49, 50].

IIpoBeneHye 1a00PATOPHBIX UCCITETOBAHMIA.

JIabopaTopHble aHAIN3bI JIEXXKAT B OCHOBE AMArHOCTUKM U KOHTPOJIS Y
naiyeHToB ¢ PHCK. TpeboBaHMsi K yCIOBUSIM M TexHMKe OTOOpa
00pasioB ¥ BBIIIOJHEHMS MCCAeJOBAaHMII He OTIMYAIOTCS OT
CTAaHIAPTHBIX. Ba)kKHBIM acHeKTOM JabopaTOPHBIX MCCIeIOBaAHMIA
SIBJISIETCST y4acTue B CUCTeMe KOHTPOJsI KauecTBa. IIpu auarHocTuke
PHCK onTumasibHO y4aCTBOBATh HE TOJIbKO B rOCYZapCTBEHHOM, HO U
B MEXIYHApPOMHONM CUCTEMe KOHTPOJIS KauecTBa JIaOOPaTOPHBIX
MCCIeIOBaHMII, OXBaTbhIBalOlle/i OCHOBHbIE  KOAryJOJOrMUecKue
napamMeTpsl [1, 2, 5, 26].

Bakuuuanusi.

[TaumenTtsl ¢ PHCK moryT 6bITh BakLMHMPOBaHbI. OCOOGEHHO BaskKHO
IpoBeeHMe BaKUMHALMM OT Trematuta B. IIpu BakumuHauuUu
IpeAriouTeHNe OTOAEeTCS OpaJlbHOMY WMIM TMOAKOKHOMY BBEIEHWUIO
Iperiapara, 10 CpaBHEHMIO C BHYTPVMbIIIEUHbIM WU
BHYTPUKOXHBIM. Eciu pjis1 OAaHHOM BaKIUMHBI [OOCTYIIEH TOJIBKO
BHYTPMMBIIIEUHBIN ITyTh BBeIEeHMSI, HeOoOXOmyMa 3aMeCTUTe/bHasI
Teparus [Jisl TpefoTBpallleHns pa3BUTHUSI TeMaTOMbl. B aToM ciydae
HeoOXOIMMO IIPOBOAUTDL 3aMeCTUTEeIbHYI0 Tepaluio 3a 1-2 IHS 10 U
yepe3 1-2 mHs mowie BakuyHauuu. Henb3s MpoOBOAUTH BaKIMHALIMIO
BO BpeMms KpoBoTeueHus [13].

OG6yueHMe MaeHTOB M YIEHOB UX CeMeI.



OO6yueHMe MalMeHTOB M WIEHOB UX CceMeil — HeoOXOouMOoe YCIOBHUe
obecrieueHus: agekBaTHOI momoiyu 6onbHbBIM ¢ PHCK. O6yueHue
HauMHAeTCs Cpa3y IoC/ie YCTaHOBIEeHMS MMarHo3a U MPOBOAMUTCS Ha
TTOCTOSTHHOV OCHOBE BpayaMy M MeIVILIMHCKMMM CeCTpaMU IIeHTpa, B
KOTOpOM  HabmiojaeTrcs  mainueHT.  OOyuyeHMe  TMPOBOAMUTHCS
VHAVMBUIYAJIbHO TIpU TIOCEIIeHMM IeHTpa M B paMKax IIKOJIbI
nanyenTta ¢ PHCK.

OCHOBHbIE HaIIpaB/ieHUSI OOyUeHMS MaliMeHTa UM WIEHOB ero CeMbMU:
yto Takoe PHCK, ocobeHHOCTM 3a00/eBaHMSI B JIETCKOM BO3pacTe,
HaBbIKM OLIEHKM COCTOSIHMSI pebeHKa, HaBbIKM OLIEHKM CUMIITOMOB,
XapakTepa ¥ TSKeCTM KPOBOTEUeHMs, XpaHeHMe ¥ MCIIOIb30BaHNe
KOHIIEHTPATOB (PAKTOPOB CBEpPThIBAHMSI KPOBM, ITOKA3aHUS ¥ [O3BI
3aMEeCTUTENbHON Tepamuy, HaBbIKM MpoBedeHUs UHPy3uu B
OOMAIllHMX VCIOBMSIX, YXOHI 3a BeHaMM, IIpMMEHeHue OPYyTIux
reMOCTaTUUYeCKUX IIperaparos, dbusnueckas aKTUBHOCTb,
IICUXOJIOTMYEeCcKass ¥ CoLMa/lbHas ajanTauus, IpodeccruoHaIbHas
OpMEeHTAaLVis, OPUINUYECKNe aCIIeKThI.

[TomuMo Bpaudeil 1 MefcecTep K 0OyUeHUIO MALMEHTOB U YWIEHOB UX
ceMeil HeoOXOOMMO IIPUBJIEKAThb IICMXOJIOTOB, IOPUCTOB M UJI€HOB
00IIeCTBEHHbIX OpraHM3aluii, MpeaCcTaBsSIOIMX MHTepechl 00JbHbBIX
C HapylLIeHUSIMU CBEPThIBAHUS KPOBMU.



Kpurepumn orieHKM KayecTBa
MeIUIIMTHCKOM IMOMOIIM

nauneHTa

Ne Kputepun kauyecTtsa YpoBeHb YpoBeHb
[OCTOBEPHOCTU ybeauntenbHocTy
AoKa3aTesnbCTB pekomMeHaaumm

1. BeinonHeH cbop »xanob, aHamHe3a (B TOM uucne v B
cemMenHoro), ob6bbekTUBHbIN  cTaTtyc  60/bHOro
(Hann4une reMmopparm4yeckoro cuHapoma)

2 BbinonHeH o6wuWii aHanu3 KpoBM C MOACYETOM III B
TpoMbouunToB

3 BbinonHeHa koarynorpamMma (OCHOBHble TeCTbl: II1 A
AYTB, NTAN, TB, BK, ¢pnbpuHoreH)

4 BbinonHeHO onpeaeneHne akTUBHOCTU (aKTOpOB III A
CBepTbiBaHMSA KpoBu*

5. BbinonHeHo onpegeneHne BonuaHouHoro 111 A
aHTuMKoarynsaHra*

6 lMpoBeneHa MOJIEKY/IIPHO-FreHeTnYecKas III A
AVarHocTuka Hapywenun FII, FVII, FX*

7 [MpoBeneHa 3aMecTuTenbHas Tepanus II1 A
KOHLeHTpaTaMn ¢aKToOpoB CBEpPTbIBAHUS KpOBU B
COOTBETCTBUM C BbiSIBE€HHbIM AedULUNTOM

8 BbinonHeHO onpefeneHne NoBbllEHUS aKTUBHOCTU II1 A
AedUUNTHBIX (aKTOpOB CBepTbiBaHWSA KpOBM Mpu
AVMHaMMYeCKOM KOHTpoOJie NpoBOAMMONM Tepanum*

9 BbinonHeHo KynupoBaHue remopparmyeckoro II A
CUHApPOMa.

10 MpoBeaeHa reMocraTmyeckas Tepanus II1 C
KOMMOHEHTaMn KPOBM (npwm OTCYTCTBUMU
cneundunyeckmnx nekapcTBeHHbIX NpenapaToB)

11 JocTturHyTa NnonoXuTtenbHas ANHaMKUKa II1 A
KINHNYECKNX nposiBNEHUN reMopparmyeckoro
CMHApOMa Yy nMnauueHTa B TedeHue 24 4acoB OT
Hayana Tepanuu

12 JOCTUrHYTO KJIMHUYECKOe Yyry4yleHue COCTOSAHUSA II1 D

(*) mpum Hamumumu J1a6OPAaTOPHBIX BO3MOXKHOCTEIA
pacxomos 1o OMC

N IIOKPBITUA
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IIpunoxeuue Al. CocraB padbouerii
I'PYIIIBI

ABTOPCKMI KO/IJIEKTUB:

3o3yaa Hagexaa VIBaHOBHA, OOKTOp MEOMIMHCKMX HAyK, Bpad-
reMaToJIOr, 3aB. HAYYHO-KOHCYJAbTATUBHBIM OTHEJIOM KOaryaomnaTui
OI'bY I'emaTonornuecknit HayuyHbin LeHTp M3 PO, r. Mocksa.

KymckoBa Mapuss  AjnekceeBHa, Bpau-remMaTo/Jol  HAy4dHO-
KOHCYJIbTaTUBHOTO OThena koarynonatuy OI'bY lemartonormyeckuin
Hayy4HbI HeHTp M3 PO, r. Mocksa.

CBupuH IlaBen BsuecsiaBoBuu, Bpau-remartosior I'bY3 Mopo30BCKoii
OTKB II3M r. MoCKBbI, acCUCTEHT Kadeapbl OHKOJOTUM U JIy4eBO
Tepanuu neguarpmuueckoro gaxkyabrera [6OY BIIO PHUMY um. H.U.
[Tuporosa Mun3npasa Poccun.

JKCIIePTHBIN COBET:

MamaeB AHapeii HukomaeBu4, ITOKTOP MEOULIMHCKUX HayK,
CTapiiuii HayuyHbI/i COTpPymHMK AJsraiickoro ¢uanana @IBY
'emaTosornyeckuit Hay4YHbi HeHTp M3 PO, r. bapHayn

Momor AHppeit IlaBioBuUY, [OKTOP MEOULMHCKUX  Hayk,
rmpodeccop, IVPEKTOP AurTaiickoro dbunmana @®I'BY
I'emaTosniornuecknii HayuHbii LeHTp M3 PO, r. bapHayn

IlerpoB Buktop IOpbeBuu, OOKTOpP MEIUIMHCKMUX HAYK, 3aB.
remartoyiornyeckuMm otneneHnuem I'bY3 Mopo3sosckasa HI'Kb [13M, r.
MockBa

PymsaHueB Anexkcanap I'puroppeBuu, akagemuk PAH, moxkrop
MeIULIMHCKUX HayK, mpodeccop, aupekrop PI'BY ®HKII petckoii
reMaTo/JIOTUM, OHKOJIOTUM M MMMYHOJOTUM UM. [ImMutpus Porauesa
M3 PO, r. Mockaa.

CaBueHko Banepuit I'puropseBuu, akagemuk PAH, poxkrop
MeIULIMHCKUX HayK, Ipodeccop, T'eHepanbHblii aupektop DPIBY
I'emaTtonornueckuit HayuHbii LeHTp M3 PO, r. Mocksa.

KoHGIUKT MHTEpPecoB: aBTOPbI He UMEIOT KOH(MIMKTA MHTEPECOB.




IIpunoxeuue A2. MeTomoiorusa
Pa3padoTKY KIMHUYECKUX
peKOMeHaalumn

IleneBast ayAUTOPYSI - BPAM:

« remaronoru

e nemuarph

« TeparnesTbl

* XUPYypru

e cromatoory

« oTONApUHTONOTH

e OpTOMEABI-TPABMATONOTH

e rMHeKoNOTY

MeTobl, MCIIO/Ib30BaHHbIE AJIS1 C60Pa/CeeKIMM JOKA3aTe/lbCTB:

e [loMck mnybomuKaluii B CHELMaJM3UPOBAHHBIX TMEPUOINIECKUX
TevyaTHBIX U3AHUSIX C UMIIAKT-pakTopom > 0,3.

e JIouCK B 3JIEKTPOHHBIX 0a3ax JaHHbIX.

ba3spl OAHHBIX, MCIOJB30BAaHHBIX IS COOpa/ceeKuun
JOKa3aTe/lIbCTB:

IlokasaTe/nbHOM 6a30it Ajis1 peKoMeHAaluit SIBASIIOTCS My6GaIMKaluu,
Bomenmue B 6asel gaHHbix PUBMED, MEDLINE, KokpaHOBCKOJ
6m6moTexn. ITouck mpoBogmMIcs Ha IIyouHy 6ojee 20 JieT.

MeToapl, MCIIOIb30BaHHbIE /IS aHAJIN3a J0Ka3aTelbCTB:

e 00630pbl MeTa-aHaAM30B, PAHIOMU3UPOBAHHBIX MPOCIEKTUBHBIX
KOHTPOJIMPYEMBIX MTEPEKPECTHBIX KIMHUYECKUX UCCTeT0BaHMIA.

e OO630pbl OMyOIMKOBAHHBIX MCCIAEOOBAHMII CJIYUaii-KOHTPOJIb WV
KOTOPTHBIX UCCIIeqOBaAHMIA.

e CucremaTtuyeckye 0630pblI C TAOIUIIAMHU TOKA3aTe/IbCTB.



MeToapbl, HUCITIO/Ib30OBaHHbIE AJIs1 KauyecTBa nu CHUJIbI
JOKa3aTeJIbCTB:

® KOHCQHCVC JKCIIepPTOB;

e OumeHKa 3HAYMMOCTM [JOKa3aTeJbCTB B  COOTBETCTBUU  C
PEMTUHTOBOM CUCTEeMOM yoenuTeIbHOCTHU JOKa3aTe/IbCTB
(mpunoxenue 1).

MeTomosiorust pa3padOTKM peKOMeH Al Mii:

Onucanue MemoOuku aHanudd 00Ka3amenbcme u pa_3pa6om1<u

pexkomeHoayuii

[Ipy orbope ImyOoNMKALMii, KaK MOTEHUMAJbHBIX MCTOUHUKOB
IIOKAa3aTeJbCTB, MCIIOJAb30BAaHHAsI B  KaKIOM  MCCIeLOBaHUU
METOIOJIOTUSI O/DKHA ObITh M3y4deHa IJisl TOro, YToObl yOemuThCs B
COOTBETCTBUM €e MPUHIINUIIAM J0Ka3aTeJIbHOM MeguIMHbI. Pe3ynbTar
M3yYeHUs] BAMSIET HAa YPOBEHb [10Ka3aTeJIbHOCTM, MPMCBAMBAEMBbIi
ITyOMKalMM, YTO B CBOIO OYepellb BAMSET Ha CUIY BbITEKAIOIMIUX U3
Hee peKOMEeHIaLl Ui,

MeTtogosnornueckoe u3ydyeHue GOKYCUpPYeTCsSI Ha OCOOEHHOCTSIX
ou3aitHa  UCcIeqoBaHMUs, KOTOpble OKa3biBajiu  CyIeCTBEHHOE
BAMSIHME Ha KaueCTBO Pe3y/lbTaTOB U BbIBOZOB.

C 1e/lbl0 MCKIIOUEHUSI BAUSIHUSI CYObEKTMBHBIX (PaKTOPOB KaskIoe
UCCIeN0BaHMe OLIEHMBAETCSI, KAK MUHUMYM, IBYMS HE3aBUCUMbIMU
YyjJIleHaMJ aBTOPCKOTr'O KOJJIEKTMBA. Pas3jimunsi B OLleHKe 00CYKIaI0TCS
Ha COBelIaHMSIX paboueii I'PYIIbl aBTOPCKOTO KOJUIEKTMBA TaHHBIX
peKoOMeHOalNIA.

Ha ocHOBaHMM aHaiAM3a [0Ka3aTeJbCTB pas3paboTaHbl pasiesbl
KJIMHUYECKUX PeKOMeHJAlMii C OLIEHKOI CUJIbI B COOTBETCTBUU C
PENTUHIOBOM CUCTEMON Ipadaluii JOKa3aTeJIbHOCTU PeKOMeHIalui
(mpunoxkeHue 2).

MeToapbI1, MCITOJTb30BaHHbIE TSI dopmynupoBaHusa
peKOMeHalMIii:

e KOHCeHCYC 3KCIIepTOoB.

e OuleHKa 3HAUMMOCTM peKOMEHIAluili B  COOTBETCTBUU C
PENTUHIOBO CUCTEeMOM rpaganuin IOKa3aTeJIbHOCTU
pekoMeHaaLnin



Hnoukamopwsl  dobpokauecmeeHHoll KauHuueckoii npakmuku (Good
Practice Points -  GPPs): pob6pokauecTBeHHasi  IpaKTHKa
peKOMEHJALMiII OCHOBBIBAETCS Ha KBAIMPUKALIUU M KIMHUIECKOM
OTIbITE aBTOPCKOTO KOJIJIEKTUBA.

MeTomosiorusi BaJIMau3auum peKoOMeH ariii:

Memoodul sanudusayuu pekomeHoayuii:

e BHellIHss 3KCIIepTHAs OLleHKa.

° BHYTpEHHHH JKCIIepTHa4d OlLl€eHKa.

Onucanue memoduku sanudusayuu pekomeHoayuii:

PekomeHpauuu B [OpegBapUTENbHON BepCUM  PelLeH3UPYIOTCS
HEe3aBUCUMbIMM 3KCIIEpTaMM, KOTOPBIX MPOCAT IIPOKOMMEHTUPOBATD,
HACKOJIbKO KayeCTBEHHO MHTEPHpPeTUPOBAHbI [OKa3aTeabCTBA U
paspaboTtaHbl peKoMeHmaluu. Takke IIPOBOAUTCS 3SKCII€pTHas
OLleHKa CTWJIS M3JIOKEeHUS peKOMeHAAUui U UX OOCTYITHOCTU OJIs
TIOHVMAaHMSI.

[IpegBapuTenbHble BepCcUM peKOMEHIOAlM IPenCcTaBISIOTCS [JIs
00CYXKImeHMSI Ha HAyyHBIX TIeMaTOJOTMUYeCKUX KOH@epeHLMsIX
HalmoHaabHOTO TIeMaTOJOTMUYeCcKOro OOINecTBa M 3acedaHUsIX
[lpobunbHOIt Komuccumu 1o I[ematonoruu, Paboueit Tpymibl MO
pa3paboTKe KIMHMUECKMX peKOoMeHjauuii I'eMaToI0rmueckoro
HAy4YHOrO I1I€HTpa, BEeOYIIMMMU CIEeLMaJIMUCTaMyu  MIPOMUIbHbBIX
®enepalibHbIX IEHTPOB PO U mpakTUUYeCKMMM BpayaMMu.

M3yyaioTcss KOMMEHTapuM CO CTOPOHBI  Bpadeii-remMaToJIOroB
aMOyJIaTOPHOTO ¥  CTalMOHAPHOIO  JTallOB B  OTHOIIEHUMU
OOXOMUMBOCTU U MX OIleHKM BaXXKHOCTM peKOMeH[aliuii Kak paboyero
MHCTPYMEHTa ITOBCeAHEBHOV MPAKTUKMA.

3aMeyaHMss ¥ KOMMEHTapuu, MoJaydeHHble OT 3KCIIEPTOB, TIATEIbHO
CUCTEMATU3UPYIOTCSI U 00CYKIAIOTCS aBTOPCKUM KOJuleKTuBOM. [Tpu
HeOoOXOOVMOCTY IIPOBOANUTCS BHECEHME M3MEHEHMI M JOIOJTHEeHI B
TEKCT PEKOMEeHIALIMIA.

OkoHuaTe/IbHas1 pegaKIus:

JIJIST OKOHYATENbHOM pemaKUuyuy M KOHTPOJISI KauecTBa peKoOMeHIallun
IIOBTOPHO AHAIM3UPYIOTCSI WIEHAMM aBTOPCKOTO KOJUIEKTUBA, IS
TOATBEPKIEHNUSI TOTO, UTO BCe CYIIeCTBEHHbIe 3aMeuaHUsi U



KOMMEHTApuUyM  SKCIIEPTOB  IPUHSTBI BO  BHMMAaHME, PUCK
CUCTeMaTUUYeCKMX OIIMOOK Mpy pa3paboTke CBeAeH K MUHUMYMY.

OKkoHuaTebHas penaKkius KJIMHUYECKUX peKoMeHIaL i
paccMaTpMBAIOTCS M YTBepKIAIOTCS Ha 3acemaHuu IIpoduibHO
Komuccumu 10 Iematonorum, Paboueit rpymibl 1O  pas3paboTKe
KJIMHUYECKUX peKoMeHJalui ['eMaTo/sormyeckoro HayyHoro eHTpa,
U B 3aKJIIOYEHUM, HAa KOHIpecce (Cbe3pe, IUVIeHyMe) HalMOHAJIbHOIO
reMaToJIOTMUYeCKOTro O0IIecTBa.

IIpunoxkenue I11. YpoBHM AOKa3aTeIbHOCTU PEeKOMEHOAAL M

(B COOTBETCTBMM CO IIIKaJaMM, pas3pabOTaHHBIMM AMepPUKAHCKUM
001IecTBOM KIMHMUecKoii oHKoimoruu (ASCO) u  EBpomeickum
00111eCTBOM MeaUIMHCKO oHkonoruu (ESMO)

YpoBeHb Tun gokasaTenbHOCTU

[OoKasaTenbHOCTH

I [okasaTenbCTBa MoNy4yeHbl B pe3ysbTaTe MeTa-aHanmsa 60nbloro yucna
XOpOLLO CNAAHUPOBAHHbIX pPaHAOMU3UPOBAHHbLIX nccneaoBaHun.

PaH,EI,OMVI3VIDOBaHHbIe nccneaoBaHna € HASKUM ypOBHEM JTOXXHOMO3UTUBHbBIX
N NOXXHOHEeraTUBHbIX OWMOOK.

II [Joka3aTtenbcTtBa OCHOBaHbl Ha pe3ysbTaTax HE MeHee OJHOro XOopoLlo
cnJiaHMpoBaHHOIo paHAOMU3NPOBAHHOIO nccneaoBaHud.
PaHpoMn3npoBaHHbIE NCCIIEA0BAHUSA C BbICOKMM YPOBHEM JIOXXHOMO3UTUBHbIX
N NOXXHOHEraTUBHbIX OWMOOK.

III [okasaTenbCTBa OCHOBaHbl Ha pe3ynbTaTax Xopowo ChJaHMPOBAHHbIX
HepaHAOMU3NPOBAHHbLIX WUCCefoBaHMn. KOHTponmMpyeMble uccnenoBaHus C
oAHOM rpynnor 60nbHbIX, WCCNeaoBaHWUS C  TPYNMnor  WUCTOPUYECKOro
KOHTpONS 1 T.A4.

v JokasaTenbcrBa NOoNy4eHbI B pe3synbTaTte HEPAHAOMU3NPOBAHHbIX
uccnenoBaHuin. HenpsiMble cpaBHUTESbHbIE, ONMCaTENbHO KOPPEAUMOHHbIE
nccneaoBaHna U nccneaoBaHna KNMHNYECKUX Cny4daeB.

V Joka3zaTtenbCTBa OCHOBaHbI Ha KJIMHUYECKUX CyYasX u npuMepax.

IIpunokenue II2. CremeHM M TrpaganuM OOKa3aTeIbHOCTU
peKoMeHaaL i

(B COOTBETCTBUM CO IIKajgaMM, pas3padOTaHHBIMMU AMepPUKAHCKUM
001IecTBOM KIMHMYecKoii oHkoimoruu (ASCO) u  EBpomeickum
00111eCTBOM MeaUIMHCKO oHkonoruu (ESMO)

CreneHb Mpapauuns

A [okasaTtenbctBo I ypoBHSA MM yCcToumMBble MHOro4YMCNeHHble AaHHble II, III wan IV
YPOBHS AOKa3aTesIbHOCTH

B [okaszatenbctBa II, III wnm IV ypoBHSA, cuyMTalowMecs B LEJIOM YCTOMYUBLIMU
OaHHbIMU
C [okasatenbcrea 11, III, IV ypoBHS, HO Aa@HHbIE B LIe/IOM HEYCTOMUMBbIE

D Cnabble nnu HecuctemaTnyeckmne SIMNUPUYECKMNE AOKa3aTeNIbCTBa




IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI



IIpunoxeuue b. AIropmMTMBbI
BeOeHN MaleHTa

B.1 AnropuT™ BeJeHHA MALKHEHRTA ¢ Jeduuuronm FII

FIIE

acin Hpnmmra Teparme KIIE

TpENEPaTE

B.1 AnropuT™ EeTeHHA ManHeHTa ¢ JedpumaTron FVIT




B.3 AnropHT™M BeTeHHA MALHEHTA ¢ JeduunTom FX

FIIE




ITpunoskenne B. Undopmanmsa nisa
IanyieHTOB

NHPOPMHNPOBAHHOE COIVTACHE bOJIBHOI'O HA
ITPOBEJAEHUVE ITPOPUIAKTUYECKOTI'O JIEHEHV S
KOHUEHTPATAMU ®AKTOPOB CBEPTBIBAHUS KPOBA

A,

S1 cornmaceH, 4TO MoOe ydacTue B IporpamMme MpoduaakKTUyeCcKoro
JedeHMs] HAK/IaIbIBaeT Ha MeHS CIeyloliye 00sI3aHHOCTH:

[TpoxoauTh Bce HEOOXOAMMbBIE JTabopaTOpPHbIE 0OCIeIOBAHNS.

[TpodunakTyeckoe JieyeHue MPOBOAUTH CTPOro IO peKOMEHAluMn
Bpaua.

ExeMecsSYHO 3amofHSTh M CAABaTh IIPOTOKOJIBI BHYTPUBEHHOTO
BBeleHNsT PaKTOPOB CBePThIBaHMSI KPOBI.

B oryyae HaCTyIIeHMS OCIOXKHEHWUI MM OTCYTCTBUSI KIMHUUYECKOTO
a¢pdexTa HEMeIeHHO 00palaThCs

B £

B cayyae HEBBINOJIHEHMSI MOMX O00SI3aHHOCTEN, BpadyeOHbIX
peKoOMeHJanuii uau o0C/IegoBaHMII MOe ydacTue B IIporpaMMme
MpOo(PUIaKTUUECKOTO JIedeHnsI OyIeT IpeKpalleHo.

«»T.
(TIoomuCh)

* Ha3BaHMe MeOUIIMHCKOJ OpraHu3alum, ee aapec 1 TeaedoH.

JOBPOBOJIbHOE NHPOPMHNPOBAHHOE COITTACHE
POIUTEJIEM (BAKOHHBIX TIIPEJICTABUTEJIEN) PEBEHKA HA
ITPOBEJAEHUE ITPOPUIAKTUYECKOTI'O JIEYUEHUSA

KOHIEHTPATAMU ®AKTOPOB CBEPTBIBAHUMS KPOBU
H’ b
(®.1.0. moMHOCThIO, CTeIeHb POACTBA UJIM CTATYC)

COI/IaCeH Ha ydacTme MOero pe6eHKa



B IIporpamMme IpoGMIaKTUUECKOTO JieueHUsI KOHIleHTpaTaMu
dbakTOpoB cBepThIBaHMSI KPOBU. O BO3MOXKHBIX ITOOOUHBIX PeaKLMSIX U
pesyibTaTax JeueHus IpenymnpexaeH (a). O Heob6XOmZMMOCTU
cobmonath rpaduK HaOMIOOEeHMUS] U JIabOpaTOPHBIX 0OC/IeTOBaAHMIA

rpenyIpexneH (a).

Sl Mero BO3MOXKHOCTb BBOAUTD 3TOT IIperiapar o MeCTY XUTEeIbCTBA
1 O3HAKOMJIeH (a) c mpaBujaaMu ero BBemeHus. S mHpopmupoBaH (a) o
HeoOXOAMMOCTH:

CBOEBpeMEHHO ITPOXOAUTH BCe HeoOXomuMble J1abopaTOpHbIE
obciiemoBaHmMsl.

[IpodunakTuyeckoe jedeHue IPOBOAUTL CTPOTO IO PeKOMEeHAALUM
Bpava.

EskemMecsITUHO 3aro/JHITh U COABaTh ITPOTOKOJIBI BHYTPMBEHHOI'O
BBeeHWd (l)aKTOpOB CBepTbIBAHMS KPOBU.

B ciyyae HACTYIUIEHMST OCJIOKHEHMIA MJIM OTCYTCTBUS KIMHUYECKOTO
s¢pdexTa HeMenIeHHO 00paIaThCs

B

S uudopmMupoBaH (a), UTO B cTyyae HeBBITIOTHEHUST 3TUX TpeboBaHMIk
MMeeTCsI 3HAUMTEIbHbBIM PUCK Pa3BUTUSI Y MOEro pebeHKa TSDKeIbIX
OCJIOKHEeHUN.

«»T.
(TIOAIINCB)
IleHTpsl 1O 1eyeHuto nauueHTos ¢ PHCK:

®I'BY T'ematonornyeckuii HayyHblii ULeHTp M3 P®, HayuyHO-
KOHCY/JIbTaTUBHBINA oOTAesn. HoBblii 3BIKOBCKMI IIpoe3n, n. 4, T.
MockBa, 125167. Ten +7 (495) 612 29 12.

I'bBY3 Mopososckasa AI'Kb [OI3M, r. MockBa, reMaTo/JIOrM4ecKoe
otaenenue. 4-pii JIoOpbIHMHCKMIA miep., n. 1/9, r. Mocksa,
119049. Ten. +7 (499) 236 15 87.

Topoackoit mentp mo JjaedeHuro remobmwnuu CII6. TBY3
«T'opoackas nmonukanHuka N2 37». l'opoxosas yi., a. 6, r. CaHKT-
ITetepOypr, 191186. Ten. +7 (812) 315 48 71.



HUWU rematonoruu u tpaHchysmonorumn. 2-asa CoBerckas yiI., I.
16, r. Cankr-IleTepoypr, 191186. Ten. +7 (812) 274 56 50.

®I'BY KupoBCcKMiiI Hay4YHO-MCCIE€JOBATEJIbCKUIL  MHCTUTYT
remMaToJIorMy U nepenuBaHusi Kposu. KpacHoapmeriickas yiu., A.
72, r. Kupos, 610027. Ten. +7 (8332) 67 9197

Anraiickuit ¢unuan ®I'BY lemaTonmormueckuii HayIYHbI HEHTP
M3 P®. KpaeBoil LeHTp IIaTO/JOrMu remocrasa. JIanmuaeBCKOro
yi1., o. 1, r. BapHaya, 656024. Ten. +7 (3852) 68 98 80.



IIpunoskenue I.



