LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

Peakue koarynonatuu: HacneacTBeHHbIN AePULUUT HaKTOpPOB
cBepTbiBaHUA kKposwu ll, ViI, X

KnuHnyeckune pekoMmeHdaumm MuHsapasa Poccuu - B3pocnble, AeTh - pefakuma 2023 ., ctaTyc «[pumensieTcsa» Ha 04.11.2026 - MKB-10:
D68.2 - HaumoHanbHoe remaTtonornyeckoe obLecTso, HalmnoHanbHoe 06LWeCTBO AETCKUX FreMaToNoroB, OHKOMOr OB

Penkve HacnencTtseHHble koarynonatum Fll, FVII n FX — ayTocoMHO-peLLeCCrBHbIE HApYLUEHWS, NMPW KOTOPbIX
CHWXEHa aKTUBHOCTb WM M3MEHEHbBI CBOMCTBA COOTBETCTBYIOLLEro hakTopa CBepPThIBaHWA. PekoMeHaaLms
NoCBSLLEHa NOATBEPXAEHNIO BPOXAEHHOIO AedULIUTA, OLIEHKE THXECTU KPOBOTEUYEHNIA, 3aMECTUTENBHON
Tepanuu 1 npodunakTuke OCNOXHEHWN.

naBHoOe

« TAxecTb onpenenstoT No akTMBHOCTKU dakTopa: Ans Fll Taxenas dopmMa — GakTop He OnNpeaenseTcs, CpeaHdaa —
<10%, nerxkasa — >10%; onsa FVIl — cootBeTCcTBEHHO <10%, 10-20% 1 >20%; ond FX — <109, 10-40% n >40%.
Tsaxenbit AedUUMT 0BbIMHO COMPOBOXAAETCA TSHXENbIMU CMOHTaHHBIMU KPOBOTEUYEHUAMU/KPOBOUINUAHUAMN,
NErkum 4acTo npoTekaeT 6eCCUMMTOMHO.

[MarHos HacneacTBeHHOW Koarynonatim yCTaHaBNMBaoT MPW HanMYnm Kak MUHUMYM OBYX KPUTEPUEB 13 TpeX:
NCKNIOYEH NPUoBpeTEHHbBIN AePULNT, akTUBHOCTL FII/FVII/FX Hxe pedepeHCHbIX 3Ha4eHNI, BbigBNeHa MyTauums
COOTBETCTBYHIOLLEro rexHa.

KnuHnueckas TaxeCTb He BCeraa COOTBETCTBYET aKTUBHOCTUN GaKTOpa: THXe ble KPOBOTEUEHNS BO3MOXHbI Mpu
akTmBHOCTM FVII Bbiwe 20% v FX B anana3oHe 0,1-39%. Hanbonee onacHbl KpoBonanusaHusa B LIHC 1 XXKT,
KpoBOTeuUeHWs B 06/1aCTU e 1 ropna, a Takxe 3abpiollHHas remMaToma.

Y naumneHTOoB C NoJ03peHNEM Ha reMopparm4eckoe CoOCTOAHME HaunHaoT C OBLLErO aHann3a Kposu u
Koarynorpammbl; npu ysennueHu A4TB n/vnu MNB npu HopMarnbHbIX TB 1 ubprHOreHe onpeaenstoT akTUBHOCTH
(HaKTOPOB 1 UCKIOYAIOT NPUOBPETEHHbIE MPUYMHBI.

OcHOBY neyeHnst CoOCTaBNseT 3aMeCcTUTE NbHas Tepanns KOHLEeHTpaTaMu aeduumnTHoro daktopa nnv KIK;
NPeanoYTUTENBHbI N1a3MaTUYECKNE OUULLIEHHbIE BUPYCUHAKTUBUPOBaHHbIE NpenapaTsl. [Jo3y noaéupatoT
WHOMBMAYaNbHO C Y4eTOM MacChl TeNa, COAEPXaHMs HY>XXHOrO hakTopa B NpenapaTe v KMMHUYECKON CUTyaLmm.

MpodunakTnYeckyo 3aMeCTUTENbHYIO Tepanuio MPOBOASAT NMPW MOBTOPHbIX rEMapTPO3aX, PeLMANBUPYHOLLMX
KPOBOTEUEHMSX UMW CYLLECTBEHHOM BIMSIHWUN FreMOpParnyeckoro CMHAPOMa Ha MPOrHO3 U KaYeCTBO XMU3HU.
OcMOTpbl reMaTonora, TpaBMaTonora-opToneaa M CTOMaTonora NPOBOAST HE MeEHee ABYX pa3 B rof;
crneLvannsnMpoBaHHas AncnaHcepmsaLms LLenecoobpasHa exeroiHo.

MnaHoBas rocnuTanM3aLms nokasaHa nepes nnaHoBoW onepaumei, 3KCTPEHHas — NPu XU3HEYT POXaIOLLEM
KPOBOTEYEHMM UM HEOBXOAMMOCTM IKCTPEHHOT O BMELLATENBCTBA. BbiNncka BO3MOXHa NOC/e NOMHOM OCTaHOBKM
KPOBOTEYEHMWSI.

OunarHocTuka

1. CobpaTb NNYHBIN U CEMENHBIN aHAMHE3: YTOUYHUTb SKXMMO3bl U FEMaTOMbl C AETCTBA, CMIOHTaHHbIE UMW ANNTENbHbIE
NOCTTPaBMaTUYECKME KPOBOTEUEHUS, KDOBOTOUMBOCTb NOCHE ONnepaLLnit, HeOHaTanbHbIe KPOBOUSUSHNA U
MOBTOPHbIE KPOBOTEUEHMS NMOCNE NEPBUYHON OCTAHOBKM.

2. [TpoBECTM OCMOTP KOXM U MAFKUX TKaHeW, OLLEHUTb 3KXMMO3bl MU FEMATOMbI, TAXECTb TeKyLero CoOCToAHMNA U
HEe0b6X04MMOCTb FreMOCTaTUYEeCKON Tepanun; BbipaxXeHHOoe NnopaxeHmne CyCTaBoB A1A 3TUX KO&I’ynOI’IaTMVI
ManoBepoOATHO.

3. BbINONHWUTbL OBLLIMIM aHanM3 KpoBM C MOACHETOM TPOMOOLIMTOB M Koarynorpammy: A4TB, IMB, TB, pubprHOreH no
Knayccy, cTaHOapTU30BaHHOE BPEMS KPOBOTEYEHUSA 1 NoAcyYeT TPOMOOoLMTOB No OoHWO.

4. OpreHTMpOoBaTbCH Ha NPOGWIb CKPUHWHIa: Npu feduumTe Fll ysenmndeHsl AYTB 1 MB, npu geduumnte FVII
yBenuyeHo Tonbko B, npun aeduumte FX yBenndeHsl AYTB 1 TMB; TB 1 GubpuHOreH 06bl4HO HOpMarbHbIE.

5. MNpu HapyLweHun remocTasa onpedenntb aktnsHocTU FlI, FV, FVII, FVIII, FIX 1 FX, a Takxe BbINOMHWUTL TECT Ha
BOMYaHOYHbIN @HTUKOAryNsaHT; NPy YATMHEHUN BPEMEHW KPOBOTEYEHWA UCCNeaoBaTb QYHKLMIO TPOMOOLIMTOB U
dakTop BunnebpaHana. OQHOBPEMEHHO UCKIIOUNTL NaTONOMMIO NEYEHN, MEXaHWNYECKYIO XENTyXy, AePpuunT
BUTaMuHa K, NnpremM aHTaroHUCTOB BUTaMuHa K v Apyrue nprobpeTeHHbIe MPUYmHLI.

LLikona CeyeHoBa - WkonaceyeHoBa.pd/cr/149 - yuebHas BbixXMMKa, CBEPANTECH C oduLManbHbiM TekcToM KP 113



6. [Mpu cHWxXeHun akTnBHOCTM FII, FVII nnm FX npoBecTn MONeKynapHO-reHeTU4ecKoe ccneoBaHmne ans
NOATBEPXOEHNA BPOXAESHHOW Koarynonatum 1 UCKIoYeHUs NpuobpeTeHHoro AepuumTa.

7. MHCTDYMGHTaﬂbeIe ncenengoBaHUA BbI6VIpa}OT Mo NOoKa3aHNAM Ona BU3yann3aunm KpoBoTe4veHNa Unm
KPOBOU3NMNAHNA PA3NTUYHbBIX nokanumaaumm 1 BolABNEHUS UX NMOCneacTBUN.

NeueHue

« [pu oeduumTe Fll nCNonb3ytoT BHYTPUBEHHO Ma3MaTUyecKme OUnLLEHHbIe BUPYCUHaKTUBMpPOBaHHbIe KIK. Mpu
TAXENOM KPOBOTEUEHUN UM BOMbLLOW OnepaLLmm cTapTosas fo3a coctasngeT 20-50 ME/kr, 3atem 10-30 ME/kr
Kaxable 24-48 yacos ANd nognepxaHus akTuBHocTu Fll >20%.

Ona npodunaxktnkm npu geduumnte Fll KMNK BBoaaT no 20-40 ME/Kr kaxdble 5-7 AHe Npu Hanuyimm nepcoHansHoro
WM CEeMENHOro aHaMHe3a, TAXEOoro KIMHUYECKOro GpeHoTUMa, NPEedLLECTBYIOWMX KPOBOTEHYEHNI UM aKTUBHOCTH
FIl <1%; uenesasa aktnBHOCTL FIl — =10%. MNpw Nerkom KpoBOTEYEHUW UM MaNow OrnepaLLmm TpaHeKCaMOBYHO
KUCMOTY NpUMeHAIOT B fo3e 15-20 Mr/kr unu 1,0 T 4 pa3a B CyTKU.

Mpu pedpuumTe FVII Ans 0CTaHOBKM KPOBOTEUYEHUS NpUMeHsAoT ¢pakTop FVII no 20-30 ME/Kr kaxable 4-6 YacoB 4o
KynvpoBaHusa remMopparmyeckoro cuHgpoma. lNpogunaktnyeckaa cxema daktopa FVII —10-30 ME/kr 3 pa3a B
Heferno.

AnbTepHaTuia dakTopy FVII — anTakor anbda akTMBMPOBaHHbIN: NMPW NTIEMKOM KPOBOTEYEHUM 0AHOKPaTHO 30-50
MKI/KT, MPY YMEPEHHOM UMK TAXENOM KPOBOTEUEHMM 1 BbICOKOM XMPYPrudeckomM pucke 15-30 MKr/Kr kaxable 4-6
4acoB, 0BbIYHO HE MeHee Tpex MHGY3UK. [Tpr Manon onepaumm MMHUMasbHaa [o3a — 15 MKr/Kr 4o npoueaypb! 1
MWHUMYM [1Ba BBEEHWA NOCNE Hee C MHTEPBarnoM 4-6 4acos.

Mpu peduumnTe FX ncnonb3ytoT KIMK: npu 60nbWOM X1pyprudeckoM BMeLatensctase 20-30 ME/Kr nepen
onepauyen, 3atem 10-20 ME/kr kaxable 24 yaca; npu kposoTeueHun — 20-30 ME/Kr € LLeneBon akTMBHOCTbIO FX
>40%. [py TAXENOM KPOBOTEUEHUM UK BObLLIONM onepaLmm nocne cTapToson Ao3bl 20-30 ME/KIr BO3MOXHbI
NoBTOPHbIe BBeAeHMA 10-20 ME/Kr kaxable 24-48 yacos And nogaepxanHus FX >20%.

Ona anutensHom npodunakTrki npn gepuumte FX KK HasHavaroT no 20-30 ME/Kr 2-3 pa3a B Heaemno npu
TAXENOM PEeHOTUMNE, KPOBOTEUEHMAX B aHaMHE3€e UM akTUBHOCTH FX <2%; Lienesas akTMBHOCTb — >1% Y B3POCbIX
n>2%y neten.

Mpu HEOOCTYNHOCTM aMTakora anboa (akTMBMPOBaHHOIO), hakTopa cBepTbiBaHKUA kKposK VII, KMK 1
AHTUMHIMBUTOPHOIO KOAarynsgHTHOro KOMrnekca kKapaHTUHU3NpoBaHHYO C3l NPUMEHSAIOT B UCKMTIOUNTENBHbIX
cnyyasx B o3e 15-25 Mi/Kr; NOCTOAHHOM MPaKTUKOW 3TO BbITb HE AOMXKHO. [Py Nerkmx KPOBOTEYEHUAX 1 MarbIX
onepaLmax BO3MOXHa MOHOTepanusa TpaHekcamMoBom KncrnoTtom: 10-15 Mr/kr unn 1,0 r 3-4 pa3a B CyTkv Npw
neduumte FVIIn 15-20 mr/kr unn 1,0 1 4 pa3a B cyTku npu gepuumte FX.

AHTUPUOPUHONUTUKM MPUMEHSIIOT NPU MEHOPPArmnsaX U Nerkux KPOBOTEUYEHUAX U3 CNIN3UCTbIX, HO He MPU NOYEYHbIX
KPOBOTEYEHMSAX 1 BbICOKOM pUCKe TPOoM603a. [1pn 0OHOBPEMEHHOM Ha3Ha4YeHUn TpaHekcaMoBoW KncnoTsl 1 KIMK
TpebyeTcst OCTOPOXHOCTb 13-3a pUcka TPOMOOTUUECKMX OCNIOXHEHWUN.

Korpa HanpaBuTb M Kak HaénopaTb

. HaﬂpaBl/ITb Ha NNaHOBYIO rocnnTanmM3aumnio 4na noarotoBkn 1 nposegeHnd NIaHOBOW onepaunn.

« OKCTPEHHO rOCNUTaNM3MPOBAaTbL MPU XMU3HEYT POXaLWEM KPOBOTEUEHWN MU HEOBXOANMOCTUN SKCTPEHHOIO
onepaTuBHOIrO BMelaTeNnbCcTBa.

« [MaumeHTaM € BbiiBNEHHbIM fiedUUMTOM GakTopa NokasaHbl KOHCYNbTaLmu TpaBMaTonora-opToneaa, Xmpypra,
yporsora, HeBposora, OTOPUHONAPUHIONora, CTOMaTosora 1 akylwepa-ruHeKosnora Ans OLeHKM KpOBOTEUEHWI U UX
nocnencTBun.

- LlenecoobpasHo NpoBOANTL ANCMAHCEPU3aLLMIO NaLLMEeHTOB 1 pa3 B rO4 B CNeLMann3npoBaHHOM LLEHTpe
HapyLLeHW reMoCTasa, eCnu LLeHTP pacnonaraeT AOCTaTOYHOW KITMHWKO-abopaTopHOM 6a30M; reMaTonor,
TpaBMaTOoNor-opTonen 1 CTOMaTonor OCMaTpMBalOT NaLMeHTa He MeHee ABYX pa3 B rof, OCTalbHble CreunanucTbl
— MO HEOHBXOANMOCTM!.

YacTble BOnpochl

Kakne nameHeHunsa koarynorpamMmbl xapaktepHbl ans geduumta Fll, FVIIn FX?

Mpn geduumte Fll ygennueHsl AMTB 1 B, npu aedpuumte FVIl ysenmyeHo NB npun HopManbHoM AYTB, a npu geduumTe
FX yBenuueHbl 06a nokasatens. TB 1 GubpuHOreH ob6bl4HO OCTaOTCHA HOPMabHBIMM.
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MOXHO N1 NOCTaBUTb HacNeACTBEHHbIN AUarHO3 TONbKO MO CHMXEHWUIO aKTUBHOCTH dakTopa?

HeT. [InarHo3 ycTaHaBNMBAaIOT NPY HANUYMM MUHUMYM OBYX U3 TPEX KPUTEPUEB: UCKITIOYEH MPUOBPETEHHDIN AEDULINT,
CHWXEHa aKTUBHOCTb (GaKTOpa W BbiiBIEHa MyTaLLMA COOTBETCTBYIOLWEro reHa.

Kak neunTb TAXXENOE KpOBOTEUEHHNE Npu geduumte FII?

KIMK BBOAAT BHYTPUBEHHO B cTapToBOW J03e 20-50 ME/Kr, 3aTem no 10-30 ME/kr kaxable 24-48 yacoB ang
noaaepxanHus aktmeHocTu Fll Bbilwe 20%. [1o3y paccunTbIBaIOT C y4eTOM cofepxanus Fll B KOHKpeTHOM npenapaTe.
Kakasi 3aMecTuTenbHasa Tepanua npeanovTuTenbHa npu aeduumnte FVII?

Mpw FMNOMPOKOHBEPTUHEMUM MPUMEHSIOT dakTop FVII, anTakor anbda (akTMBMPOBaHHbII), a Takxe KIMK. ®akTop FVII
npumMeHsoT nNo 20-30 ME/Kr kaxaple 4-6 4acoB [0 KYNMPOBaHWS reMopparuyeckoro CMHAPOMa, a anTakor anbda —

no 15-30 MKr/Kr kaxable 4—6 4acoB Npu YMEepPeHHOM UM TAXENOM KPOBOTEYEHUI. [py OTCYTCTBUM 3MTakora anbda v
dakTopa FVII KK nprMeHsaoT oaHoKpaTHO B fo3e 20-30 ME/kr (FIX).

Korga nauueHTac penKoﬁ KoarynonaTMeVl HY>XHO I'OCI'IVITaHVI3MpOBaTb?

OKCTPEHHasi FOCNUTaNM3aLLms HyXHa NMpu XU3HeYrpoXatoLLEM KPOBOTEUEHWM MW SKCTPEHHOW onepaLmn. MNnaHoBYio
roCnMTanm13aLmio NPOBOAAT Nepes NnaHOBbIM ONepaTUBHBIM NIeYEHNEM.

BbIXu1MKa caenaHa no TeKCTy pekoMeHOaLUmMmn U He 3aMeHseT ero. MonHbI opULManbHbIA TEKCT, KabKyNATOPbI U COKPaLLEHHaa BepCus:
https://iukonaceyeHosa.pd/cr/149-redkie-koagulopatii-nasledstvennyj-deficit-faktorov-svertyvaniya. OpuumanbHbin UICTOUHKK: https://
cr.minzdrav.gov.ru/preview-cr/149_2
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