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daKTopbl N1a3MEHHOr0 remocTasa
|. PnbpuHoreH
II. MpoTpombuH
[Il. ®akTOp cBEPTbIBAaHMA KpoBM Il (TpombonnacTunH)
IV. MoHbI Ca++
V. ®akTop cBépTbIBAaHUA Kposu V (MpoakuenepunH)
VI. ®akTop cBEPTbIBAHUA Kposu VII (MpoKkoHBEPTHH)
VII. ®akTop cBEpTbIBAHUA KpoBK VIII (AHTUremodunbHbI TNo6YNH)
VIII. ®akTop cBEpPTbIBaHUA KpoBU IX (daKkTop Kpnctmaca)
IX. ®akTop cBépTbiBaHUA KpoBU X (pakTop CTioapTta — lMpayap)
X. ®aKkTop cBépTbiBaHMA Kposu Xl (bakTop PoseHTans)
XI. ®aKkTop cBEépTbiBaHMA KpoBu XII (bakTop XaremaHa)

XIl. TpaHcrnytammnHasa (PnbpuH-ctabunusmpytowmin paktop, daktop Jlakn — JlopaHaa)
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HacnepcteseHHas apubpuHoreHemma

PacnpocmpaHeHHocmb 3aboneBaHua coctasaseT 1:1 000 000. YacTtoTa pa3suTtuA 3abosieBaHmA
yBenunyeHa B 8—10 pa3 B permoHax, A5 KOTOPbIX XapaKTepHbl poACTBEHHbIe 6paku (UpaH, KOxkHan
NHaua). AOGTE umeeT ayTOCOMHO-PELLECCUBHbIN TN HacneAoBaHWs. OnucaHo okoio 80 myTauuii,
npmBoaAWwmMxX K AOTE

BblaenatoT KonnyecTBeHHOE M KayeCcTBEHHOEe HapyLleHue obpasoBaHunsa dpubpuHoreHa. K
KONIMYECTBEHHbIM OTHOCAT runopubpuHoreHemuto (yposeHb pubpurHoreHa meHee 1,8 r/n) un
apmnbpuHoreHemnio — ADTE (yposeHb pnubpuHoreHa meHee 0,1 r/an — cneppl). KauectBeHHble HapyLeHMA
XapaKTepusyTca MU3MEeHEHNEM CTPYKTYPbI MOJIEKYbl PUOPUHOreHa U Ha3bIBAKOTCS
ancdmnbprnHoreHemmen. Kpome Toro, BblAeNAOT rMnoaAncoubpruHoOreHemuto, Npyu KOTOPON N3MEHEHMUA
CTPYKTYPbI MONeKyNbl PUOPUHOreHa COYETaOTCA CO CHUMKEHMEM €ro cogepKaHus B Naasme.

®PyHKUMOHaNbHaa ponb GubpuHoreHa B opraHMame mHoroobpasHa. OH yyacTByeT B npoLeccax
KOarynaummn KpoBu, ABNAACL Cy6CcTpaTom PpaKkTopoB cBepTbiBaHMA Kposw |l u XIIl. B3aumogeiicteume
¢nbpuHoreHa c peuentopom GUbpPMHOreHa Ha aKTUBMPOBAHHbIX TPOMbBOLMTaX NPUBOAMUT K arperauunm
TpombounToB U GOPMUPOBAHUID TPOMOOLUTAPHOTO CrycTKa. CBA3bIBAACH C TKAHEBbIM aKTUBATOPOM
NIa3MMHOreHa W NN1a3MMHOreHOM, OH onocpeayeT npoueccbl GMbpMHOAM3a, NPENATCTBYA
Tpomb0oo6pazoBaHuio. OH TaKkke obecneymBaeT 3axkuBAeHMe paH, GOpMUPYA OCHOBY A POCTa
¢nbpobnacTos u rmcTMoLMTOB; ABNAETCA Benkom ocTpodasosoro oTeeTa.

KnuHuyeckue cumnmomsl 3a60neBaHNA MOTyT Ae60TUPOBaThb KaK C MOMEHTa POXKAEHMA
(KpoBOTEUYEHMS M3 NYNOBMHHOIO OCTaTKa Y 85% 601bHbIX), TaK U B 6o/1ee no3aHeM Bo3pacTe.

KnnHuuyeckunit peHoTnn 3aboneBaHns NnpeacTaBieH NoCTTPaBMaTUYECKUMM KPOBOTEUYEHUAMMU, KOXKHbIM
remopparnyeckum CUHAPOMOM, NAOXUM 3aXKUBNEHUEM XUPYPTUYECKUX PaH («3UAHME» paH), XKeNyao4Ho-
KMLLIEYHbIMM KPOBOTEYEHUAMM, FTEMAPTPO3aMM, CNOHTAHHbIMM Pa3pPbiBaMMN CENE3EHKU, KPOBOU3NUAHUAMMU
B LLEHTPANIbHYIO HEPBHYIO CUCTEMY (YTO CNYXKUT OCHOBHOW NPUYMHON CMEPTU STUX BONbHbIX).

AKyLLEPCKO-TMHEKOoI0rMYecKnmm nposieieHnamu ASTE senatoTca meHoMmeTpopparun/ meHopparuu,
CNOHTaHHble abopTbl (MpenmyLLecTBEHHO B | TpumecTpe 6epeMeHHOCTH), reMOoNepUTOHeyM BCeacTBMe
Pa3pbIBa }KeNToro Tena/boNNnKyna BO BpEMA OBYNALUMN.

K Hanbonee napagoKcanbHbIM KAMHUYECKMM NPOSABAEHUAM OTHOCATCA Cly4am Tpombo3os npu ADTE.
Tpomb603bl MOryT 6bITb KaK apTepuasibHble, TaK U BEHO3HbIE, U UMETb PA3/IMYHYIO IOKaNn3aumto. B
nuTepaType onucaHbl cMHApPoM baaaa—Kuapu, Tpomb03 MmeseHTepUanbHbIX COCyA0B, TPOM603
NoAB3A0LWWHOM apTepumn, NOYEYHbIX apTEPUA.

JuazHocmuka

e  UcknoumTb NpuobpeteHHbIn aeduunt dubpuHoreHa (3abonesaHne neveHn U UHIMOBUTOPDI
¢nbpuHoreHa)

e HopmanbHble NAK CAerka CHUXKEHHbIE TPOMBOUUTBI

e YanuHeHMe BpeMeHUs cBepTbiBaHMA B TecTax AYTB, npotpombuH (MNT) n TpombuHOBOE Bpemsa (TB)

e Hopmanusauyma AYTB, MT n TB B TecTax co CMeLIMBAHMEM NAa3Mbl NALMEHTA C HOPMAbHOM NN1A3MOA
A OHOPOB

e OnpepeneHne KOHUEHTPaLUN GUBPUHOreHa B PasNMYHbIX MMMYHONOTMYECKUX TECTaX

OCHOBHbIM NPUHYUNOM siedeHus 6onbHbix APTE aBnaeTca 3amecTUTeNbHas reMmocTaTuyeckasn
Tepanua KoHUeHTpaTamn puUbpuHOreHa, KPMONPELMNUTATOM, CBEXKE3AMOPOXKEHHOM NAa3Moi. HKeHLWmHam
C LeNbio peryiaumm MeHCTpyanbHOMo LIMKAA HA3HAYaAlOTCA 3CTPOreH-nporectareHHble npenapaTol.

lMoKa3aHMAMM K 3aMeCTUTENIbHON reMOCTaTUYECKOM TePanMm CYKaT CNOHTAHHbIA reMopparM4eckmi
CUHAPOM, NPeAONePaALMOHHAA NOATOTOBKA M NOC/e00NepaLMoOHHOe BeageHNe, bepeMeHHOCTb.



FemocTaTMyeckan Tepanma MOXKET NPOBOANTLCA B NPODUIAKTUYECKOM PEXKMME UK NO TpeboBaHMIO.

HacneactBeHHbIN gedumumt dakTopa cBepTbiBaHUA Kposu Il (runonpoTpombuHemms)

- remopparuyeckoe 3aboneBaHne, xapakTepusytoLLeecs CHUXEHMEM aKTUBHOCTU NPOTPOMOMHA B Niasme,
BO3HMKAOLWMM BCNeACTBME TeHEeTUYEeCKnX aedeKTos, 06ycnaBINBaOLWMNX KONNYECTBEHHbIE
(rmnonpoTpombuHemmsa) K KavyecTBeHHbIE (AMCNPOTPOMOMHEMUA) HapyLLeHMA daKTopa CBEPTbIBAHUA
kposw Il (FII).

HacnepgyeTca no ayTOCOMHO-peLLeCCUBHOMY TUNY. PacnpocTpaHeHHOCTb B 60/1bLUMHCTBE CTPaH COCTaBAAEeT
1:2 000 000.

FIl — 3To rnnkonpoTena, KoTopbii obpasyeTca B NeYeHu B NpucyTcTBumM ButammHa K. Mo BavaHnem
aKTMBMpPOBaHHOrO pakTopa cBepTbiBaHUA X (FXa) B MHMLMMpYtowen pase KoaryNaLMOHHOIO Kackaza u
NPOTPOMbMHA3HOro Komnaekca (pasa amnandukaummn) NPoTPomMOUH NpeBpaLlaeTca B TPOMOUH. TpoMbUH,
B CBOIO oyepesb, aKTUBUPYET Apyrne nnasmeHHble GaKkTopbl CBEPTbIBAHUA M TPOMBOUUTLI C KOHEYHbIM
dopmupoBaHmem pubpPUHOBOTO cryctka. Kpome Toro, TPOMOMH y4acTByeT B aKTUBALMN MHTUOUTOPOB
CBepTbIBaHMA U B peryasumnmn pubpmHonmnsa.

Oednumt Fll obycnosneH mytauuamu reHa F2, Kogampytolero npoTpomb6mH. He cyliectsyeTt npsamoi
Koppenaunmn mexay reHotmnom F2 n ¢eHotTnnom 3abonesaHumaA. F[eMocTaTUYECKN A0CTAaTOYHbIN ypoBeHb Fll
coctaBnsaet okono 40%. MNMepuog nonyebisegeHus Fll — okono 60 yacos.

KnuHu4ecKue nposseneHus.

OcHoBHoe npossneHue aedpunumTta Fll — KpOBOTEYEHMA N KPOBOU3NIUAHUSA, BOSHUKAIOLLME CMOHTAHHO
NN BCNeACTBUE TPABMbI.

reMOppaFMHeCKMﬁ CMHOPOM Hambonee yacto npeacrasaeH Kposote4eHNAMNM N3 CAN3NCTbIX o6onoqu,
remaToMamm MATKUX TKaHEN Pa3NNYHbIX ﬂOKaﬂVI3aLI,VIl7I, remapTpo3amm, KpoBoTEYEHNAMU BO BpEMA U
nocne Xmpyprm4eCKknx BMeLlaTesibCTe U TAXKe/IbiIMU MEHCTPYa/IbHbIMU KPOBOTEYHEHNAMMN,
BHYTpM4epenHbiMnN KPOBOU3TUAHNUAMMN.

MeHee xapaKTepHbl KpoBoTeyeHuA 13 KT, remaTypusa, akyepcKne KPoBOTEYEHUA U KPOBOTEYEHUSA U3
MYMOYHOM pPaHbl. Y YacTU NALMEHTOB PErUCTPUPYIOTCA KpoBOoM3nuaHua B LIHC.

Mpu rmnonpoTpombuHeMmnn ¢ akTuBHOCTbIO Fll < 10%, Kak npaBunao, oTMeYatoTcs bonee Taxenble
KPOBOTEYEHMA MO CPABHEHUIO C KPOBOTEYEHUAMM, BO3HUKAIOLWMMU NP akTUBHOCTM FIl > 10%. B
nocnegHem cnydyae Hambonee TUNUYHbI NETKME U YMEPEHHbIE KPOBOTEUYEHUA N3 CIN3UCTbIX 060N104EK.
MaumeHTbl C aKTUBHOCTLIO FIl meHee 4% He onucaHbl.

Ona pucnpotTpombruHeMmnmn xapaktepHa cnabasn B3aMMOCBA3b MEXKAY KIMHUYECKMM M 1abopaTOPHbIM
deHoTMnamm 3abonesaHuA. Y reTepo3nroTHbIx HocuTenen aeduumta Fll B 6onblUMHCTBE cnyyaes
onpegensaetca aktTuBHocTb Fll B npegenax 40-75% ¢ acMNTOMHbIM TedyeHUem 3aboneBaHuA.

HuazHocmuka.

Kputepuun anarHosa:
® OTCYTCTBME AaHHbIX 32 NPUOBpeTEHHOe reMopparmyeckoe CoCToaHme.
® CHUXKeHue akTuBHocTK @.II cBepTbiBaHUA KpoBK HMKe 50%.

[NarHocTMKa HauMHaEeTCA C BbIABAIEHMA KIMHUKN FEMOPPArM4yeckoro CocTosiHmuA, NMbo (Npu oTcyTCcTBUM
NPWU3HAKOB U36bITOYHOM KPOBOTOUMBOCTM) C BbIAB/IEHUA U3MEHEHUIN MPU CKPUHUHTOBOM 06CN1e40BaHNM
(Hanpumep, Npn NOArOTOBKE K XMpYypruyeckomy nedeHuto). Koarynonorunyeckoe obcnesosaHme
NpPoBOAMUTCA NO3TAMNHO:



MepBblit 3Tan. Koarynonormyecknin CKPUHUHT NPy NOA03PEHUM HA reMOpPpParnMYeckme COCTOAHUA BKAOYaeT
aKTMBMPOBAHHOE YaCTUYHOEe TpombonnacTHosoe Bpems (AYTB), npoTpomburHoBoe Bpems (MB),
TpombuHosoe Bpemsa (TB), KoHueHTpaumto pubpuHoreHa (no Knayccy), Bpems kposoTeyeHusa (BK)
CTaHAAPTU30BaHHbIM MeTOA40M (Hanpumep, No AMBM UK C NpUMeHeHnem aHannsatopos PFA-100, PFA-
200) n noacyeT KonmnyecTsa TpomboumnTos. Ana aeduumnta Fll xapaktepHo ysennyeHne A4TB u MB npu
COXPaHEHWUM A PYrMX BbileyKa3aHHbIX NOKa3aTenen B npeaenax HopMasibHbIX 3HAaYEeHUM, MO0 B coYeTaHMM
C yanuHeHuem BK.

BTopoii aTan. BbinoAHAETCA TECT KOPPEKLUK, onpeaeneHme aktnsHoctu ¢pakropos I, V, VI, IX, X, VIII, Tect
Ha BOJIYAHOYHbIN aHTUKOArynAHT. MNpun yannHeHnn BK — aHanns GpyHKLMM TPOMOOLMTOB M aKTUBHOCTU
¢dakTopa Bunnebpanaa. AMarHo3 cuMTaeTca yCTaHOBAEHHbIM NPW BbISIBAEHUM U30/IMPOBAHHOTO CHUMKEHUA
akTmsHocTy Fll, oTpnuatenoHom nHrnbutope Fll, nonoKntenbHOM TecTe KoppekLumn (Koppekums
NPOUCXOAMUT), OTCYTCTBUM NPU3HAKOB BONYAHOYHOTO aHTUKOArynaHTa. Haamumne npmMsHakos
cneundmyeckoro namn Hecneumduyeckoro MHIMOGUTOPA, OTPULLATENIbHBIN TECT KOPPEKLUKN TpebytoT
npoBeAeHMA JONONHUTENbHbIX UCCIEA0BAHUI ANA UCKAOYEHMA NN NoaTBepKAeHUA aeduuymTa Fll:
(reHeTMueckunit aHanm3, Heog4HOKpaTHOE NOBTOPHOE 0bcnenoBaHue, cemenHoe obcnesoBaHue, aHaNN3
aHTMdochonnnuaHbIX aHTUTEN).

CnepnyeT MmeTb BBUAY BO3MOXKHOCTb HaiMuMA NpuobpeteHHoro aeduumta Fll npu aHTudocponmnuaHom
CUHAPOME C BbIpabOTKOM aHTUTEN K NPOTPOMBUHY M ApyrMMm 6e/lkam B KPOBW, KOTOPbI OTANMYAETCA OT
HacneacTBeHHoro aeduumnta Fll o KAMHUYECKOMY TEYEHUIO U NPUCYTCTBUIO aHTUHOCHONUNUAHBIX
aHTUTeN, Npu 60NE3HAX NEYEHM U KeNYEBLIBOAALWMX NyTen, Npn aedmnunte ButammHa K, a Takke npu
npueme aHTaroHMCToB BUTamMuHa K.

Cneyucguueckas 3amecmumensHas mepanus. 3amectutenbHasa Tepanua npu aedpuuymte Fll gonkHa
NPOBOANTLCA HEAKTUBUPOBAHHbIMM NPenapaTamm, CoaepKawmmm 37oT pakTop. CTporo pekomeHgyeTca
MCNONb30BaHME NN1a3MaTUYECKMX OUYULLLEHHbIX BUPYCUHAKTUBMPOBAHHbIX KOHLEHTPATOB NPOTPOMOUHOBOrO
kKomnnekca (KMNK) (YposeHb gokasaTtenbHoctu |). KIMNK BBoAATCA BHYTpuBEHHO. Ucnosb3yeTca 6otocHas
MHPY3MA CO CKOPOCTbIO, PEKOMEHA0BAHHOM NponssoguTenem. B HacToAwee Bpema B PP
3aperncTpupoBaHbl 2 npenapara, cogeprawmx Fll: KMNK, coaepkawmii paktopbl cBepTbiBaHUA Kposu I, VII,
IX, X B KOMOBUHaumm (npoTpombuHoBbii Komnnekc) n KMK, coaeprkawwmin pakTopbl cBepTbiBaHMA KpoBM I,
IX 1 X B KOMBUHAUUN.

UcnonezosaHue C31 BO3MOXKHO B UCKNOYUTENBHbBIX CIY4aAX N He A0MKHO ABNATLCA NOCTOAHHOM
NPaKTUKOW. AKTMBHOCTb NpenapaToB, 06bI4HO, YKa3bIBA€TCA MO aKTUBHOCTU COAEPKALLETOCA B HUX
¢dakTopa ceepTbiBaHMA Kposu IX (FIX). MoaTomy, He06X0AMMO OTAENBHO YTOYHATL coaepKaHue FlI,
KOTOpOE yKa3blBaeTca B MHCTPYKLUMKU. KaK npasuno, KMK cogeprkat npubansntenbHO paBHOE KOAMYECTBO
FIX v FIl. Mpu pacyeTe A03bl U CXEMbI 3aMECTUTENIbHON TepanmMmn He0bXo0AMMO YYMTbIBATb, YTO BBEAEHUE 1
ME FIl Ha 1 Kr maccbl Tena NauMeHTa NoBbiWwaeT akTMBHOCTL Fll, B cpeaHem, Ha 2% (BoccTaHoBNEeHME
akTMBHOCTU FIl — TecT BoccTaHoBNEeHUsA = 2). Mepuog nonysbiBeaeHus Fll coctaBnaeTt okono 60 4acos.
Taknum obpasom, cTaHAapTHaA TepaneBTUYeckan Ao3a KMK 20-30 ME/Kr maccbl Tena nauneHTa (3gech u
Aanee pacyet no FIX) nosblwaeT akTMBHOCTb Na3meHHoro Fll 4o 40-60%. Y NaLMEHTOB C aKTUBHbIM
KpOBOTEYEHMEM 3TOT NOKA3aTeENb MOXKET ObITb MeHbLUE. [pn TAXKeNbIX KPOBOTEUYEHUAX UM BONbLUNX
XUPYPruyecknx BMeLaTenbCTBax y nauneHTos ¢ gepuumtom Fll KMK HasHavaeTcs B cTapToBOM
Hacbiwatowei aose 20 - 60 ME/Kr maccbl Tefia NauyeHTa ¢ Noc/ieAyoLWmMmM NOBTOPHbIMU MHDY3MAMM
npenaparta B go3e 10 - 30 ME/Kr maccbl Tefa naumeHTa c MHTepBanamu B 24 - 48 4acoB ANA AOCTUKEHMUA U
noagepaHma aktueHocTu Fll > 20%.

C uenbto NpeaoTBpPALLEHMA PA3BUTUA FTEMOPPArMYECKOro CMHAPOMA NPU HAZIMYMKN NEPCOHANBHOIO UK
ceMmenHOro aHaMHe3a TAMKEeI0ro KAMHUYecKoro ¢peHoTMNa NpeaLecTBYOLWMX KPOBOTEYEHUI N NPU
CHUXXeHUN akKTUBHOCTU Fll < 1% pekomeHayeTca npoBeaeHne NPodUIaKTUUYECKOro Ne4YeHns ¢ BBeAeHUEM
KMK B po3e 20 - 40 ME/Kr maccbl Tefla NaumeHTa C MHTEPBANOM B 5 - 7 AHel C ueNbio A0CTUNKEHUA
aktmsHOCTU FIl 2 10%. B cnyyae HegoctynHOCTM KIMK BO3MOXKHO MCNO/1Ib30BAaHNE KaPaHTUHU3MPOBAHHOM
C3MM B po3e 15-25 mA/Kr maccbl Tena naumneHTa, NoBbIWatoWen Naa3MeHHY akTMBHOCTb Fll Ao 30-40%.
Ona KynnpoBaHUA NErKMX KPOBOTEYEHMIN UK B C/Iy4ae NPOBEAEHUA MaIOr0 XMPYPrMYecKoro



BMeLIaTe1bCTBa BO3MOXHO Ha3HayeHMe TpaHeKCaMoBOM KUCOTbl B Ao3e 15-20 mr/Kr maccbl Tena
nauweHTa uam 1 r x 4 pasa B cyTkn. CBegeHMM 0 BO3MOXKHOM BO3HUKHOBEHWUM annoaHTuTen K Fll He
nmeetca.

OcobeHHOocmu meyveHus 3ab6onesaHus y demed.

Manudectaumen gedpunuymta Fll y aeteit moryTt 66ITb NyNOYHbIE KPOBOTEYEHUA UM KpoBoM3nmaHuA B LLHC.
Ba*KHO NOMHUTb, YTO Y AieTel B MEPBOM NOAYFrOANM XKU3HM HOPMAJIbHAA aKTUBHOCTL FIl coctasnaeTt 26—
70%. B3poc/ibix 3Ha4YeHUM akTUBHOCTL FIl gocturaeT K 6 mecsyHomy Bo3pacTty. Heobxoaumo nposegeHue
HeOoAHOKpPaTHbIX NOBTOPHbIX 06CcNeA0BaHMI NAUMEHTa Noc/e A4OCTUKEHMA 6- MeCAYHOro BO3pacTa.
MosToMy, TOYHO YCTaHOBUTL AnarHos geduumta Fll moxkHo y aeTent ctapie 1 roga. B ntobom cnyyae, npu
ANArHOCTUKe yannHeHuaA MB y aeTelt B 3TOM BO3pacTe NOKA3aHO Ha3HAYeHWe npenapaTos BUTAMMHA K.

HacnepctBeHHbI geduunt paktopa ceepTbiBaHMA KpoBu VIl (rMnonpoKoHBEPTUHEMMUA)

-remopparunyeckoe 3abonesaHne, BO3HMKaloLee BCAeACTBUE FeHETUYECKM 00YCNOBAEHHOIO CHUMKEHNA
aKTUBHOCTW pakTopa cBepTbiBaHuA Kposwu VII (FVII) B niasme.

AyTocomHoO-peLieccnBHoe 3aboneBaHune. CpeaHAsa pacnpoCTPaHEHHOCTb B 60NbLUIMHCTBE CTPaH COCTaBAAEeT
1:300 000 - 500 000 HaceneHwus.

dusnonormnyeckas poab FVII 3aKkntouaeTca B MHULMALMK NPOLECcca CBEPTbIBAHUA KPOBU B 30HE
NoBpeXKAeHNA COCyaANUCTON CTEHKN. B KomnneKce ¢ TKaHeBbim pakTopom, FVIla aktuBmpyet FX u FIX,
y4acTBytoLLME B reHepaLnmn TpoMbmHa.

MNepwnoa nonysbiBeaeHus FVII coctasnaeT 4 — 6 yacoB. [JOCTaTOUHbI FEMOCTaTUYECKUIA YPOBEHb — HE
meHee 10%. Mpu TAXKenbIx TPaBMax, KAMHUYECKN 3HAUMMOE KPOBOTEYEHME MOXKET Pa3BMUTbLCA NPU YPOBHE
FVII 6onee 20%

KnuHuyecKkue NpoAesieHuUA.

OcHosHoe nposasneHue gedumunta FVII — KpoBoTeUeHNA U KPOBOU3NNAHUA, BOZHUKAIOLLME CNOHTAHHO
WNn BCNeacTBue TpaBMbl. Femopparnyeckuini CMHAPOM Hanbosee YacTo NPeACcTaBNeH KPOBOTEYEHUAMM U3
CAN3UCTbIX 060/104EK, B TOM Yncae n3 camsnctbix KT, remaTomamm MATKMX TKAHEW PasinUYHbIX
NIOKaNM3auum, remapTpo3amMm 1 TAXKENbIMU MEHCTPYaNbHbIMK KpoBoTeveHMAMKU. Kposonsnmanuma B LUHC
pernctpupytotca y 3-10% nauneHtos ¢ gedmuntom FVII. MpnbamnsmtenoHo B 60% cnyyaes TevyeHme
3aboneBaHNA aCUMNTOMHOE, Y MOBOAOM A5 UAEHTUUKALMM AMArHO3a ABNAETCA CAyYalHoe
obHapyrKeHue yBennyeHus MNB.

TAa)kenble KpoBOTeYEHNA Hanbonee xapakTepHbl Npu akTMBHOCTU FVII £ 1%. Y naumMeHTOB C aKTUBHOCTbIO
FVII > 1% oTmeuatoTcA, Kak NpaBuiIo, yMepPEHHbIe MU IerKMe KPOBOTEYEHUA U3 CIN3UCTbIX 060N0YEK Unn
acMMnNToMHoe TeyeHue 3abonesaHnA. Tem He meHee, B pALe C/ly4aeB PErMCTPUPYIOTCA TAXKeNble
NPOABNEHNA rTEMOPPArMYecKoro CMHAPOMaA Y nL, € akTMBHOCTbIO FVII > 20%, yKa3biBas, TakMm o6pa3om, Ha
OTCYTCTBME MPAMOIN KOPPENALUNN MEXKAY KNMHUYECKMM 1 nabopaTopHbiM deHOTUNom 3abonesaHus.

Y reTeposunroTHbix HocuTenen aedpuumnta FVII B 60nblLIMHCTBE C/lyvyaeB onpeaenaeTca akTMBHOCTb FVII B
npeaenax 40-60% ¢ acMMNTOMHbIM Te4eHMem 3aboneBaHuA.

HuazHocmuka.



Kputepun gnarHosa:
® OTCYTCTBME AAHHbIX 32 NpMobpeTeHHOoe remopparnyeckoe cocToaHMme.
® CHUXeHUe akTuBHOCTM FVII cBepTbiBaHMA KpoBU HUKe 50%.

[ONarHoCTMKa HauYMHaeTCA C BbIIBAEHUA KIMHUKU reMOoppParm4eckoro coctoaHua, anbo (npum
OTCYTCTBMM NPU3HAKOB N3ObITOYHON KPOBOTOUMBOCTU) C BbISIBAEHUA U3MEHEHUI NPU CKPUHUHTOBOM
obcnepoBaHum (Hanpumep, NpU NOArOTOBKE K XMpPypruyeckomy neveHuto). Koarynonorunyeckoe
obcnepoBaHne NPoOBOAMTCA NOSTAMNHO:

MepBbli 3Tan. KoarynonorMyecknini CKPUHUHT NPy NOA03PEHUM HA reMOpPpParnMYeckme COCTOSHUA BKAOYaeT
onpenenenue AYTB, MNB, TB, KoHUeHTpaymto ¢nbpurHoreHa (no Knayccy), BK ctaHaapTM3oBaHHbIM
MeToZOoM (Hanpumep, No AMBKU UK C NPUMeHeHneM aHannsaTopos PFA-100, PFA-200) n noacueT
KonuyecTtsa TpomboumTos. Ana aedpuumta FVII xapaktepHo ysenmdeHue MB npy HOPpManbHbIX 3HAYEHUAX
AYTB, MB, TB 1 ¢ubpnHoreHa. BK morKeT 6bITb HOpMabHOE UIN YAJIMHEHO, KOJIMYECTBO TPOMOOLMTOB — B
npegenax HoOMbl.

BTopoli sTan. BbinonHAeTca ansa sepudnkaummn Hannumsa aepuunta FVII npn obHapyeHnm
NpPosiIoHrMpoBaHHOro MNB. BoinonHAeTCA TeCT KoppeKuuun n onpegeneHme aktmsHoctn FVIL. Mpu yannHeHuu
BK — npoBoguTCca aHanu3 GpyHKUMM TPOMBOLMTOB M aKTUBHOCTM daKkTopa BunnebpaHaa.

Mpu nto6om ygnmHeHnu MNB gonKHbI 6bITb UCKAOYEHBI BCE BUAbLI NpuobpeTeHHoro aedpuumTta pakTopos
NPOTPOMBMHOBOrO KOMMNAEKCA, B NePBYI0 o4epenb 00YCNOBAEHHbIE TAXKE/IOM NAaTONOTMEN NEYeHHU,
MEXAHMYECKOM KENTYXON, TOKCUYECKUM AEeNCTBMEM aHTUKOArYAAHTOB HEMNPAMOrO AENCTBUA, SHAOTEHHbIM
K runoButammnHosom. M30nnpoBaHHbI NpuobpeTteHHbin aeduumnTt FVII, Kak npaBuno, obyciosneH
MMMYHHbBIMW HapyLWEHUAMM, MOXKET HabNtoAATbCA NPU CUCTEMHOM aMUAOMA03€e U HePPOTUYECKOM
CMHApOMme.

CﬂeL{Ud)U‘IECKGFI 3amecmumersibHaA mepariuA.

ONa KynMpoBaHUa UK NpeaynpexKaeHna KposoTeyeHuii npu aeduumte FVII moryT ncnonb3osaTbea
cneayrolime npenaparbl: N1a3MaTUYeCcKUin KoHUeHTpaT FVII (HeakTMBMPOBaHHbIN), aNTaKor anbda
(akTMBMPOBAHHbIN) — peKOMBWHAHTHbIM akTMBUpPOBaHHbLIN FVII (rFVIla) n KMK, coaep:kawme FVII. UmetoTca
cBeAEeHUsA 0 BO3MOXKHOM NOoSBAEHUM annoaHTuTen K FVII npu npoBeaeHUM 3aMeCcTUTEIbHOM Tepanum

OcobeHHocmu meyveHus 3ab6onesaHus y oemeli.

Y HOBOpOXAEeHHbIX ¢ aedmumnTtom FVII cywecTByeT onacHOCTb BO3HUKHOBEHWUA CNOHTAHHbIX
KposomznnaHuin B LUHC nam nynoyHbix KpoBoTeYeHUI. [pyrne nposaBaeHUA reMopparmyeckoro CMHAPoOMa
HexapaKkTepHbl. Pnsnonornyeckasa aktmueHocTb FVII npu poxxaeHnu coctasnaeT 28-104% u pocturaet
HOPMa/bHbIX 3HAYEHWUI K 6-MecAYHOMY BO3PaCTy. [103TOMY, OKOHYATENbHbIN AMArHO3 YCTAaHABAMBAETCA B
BO3pacTe nocne 6 — 12 mecaues.

HacnepctseHHbIN aedumumT PpakTopa CBEPTbIBAHUA KPOBU X

— remopparmyeckoe 3aboneBaHune, BO3HMKaKOLWEE BCNEACTBUE FEHETUYECKM 00YCN0BAEHHOIO
KO/IMYECTBEHHOIO UM KayecTBEHHOro aedekTa FX, NpMBOAALLETNO K CHUXEHMUIO aKTUBHOCTM FX B niasme.



CpeaHnasa pacnpocTpaHeHHOCTb cnopaanyeckux ¢opm 3abosieBaHma coctasnneT 1 nauneHT : 1 000 000
HacesieHuA.

dusmonornyeckan ponb: akTuBauma FX nponcxoant B MHUUMMpPYOLen ¢dase CBepPTbIBAHUA KPOBU Npu
y4acTmm KomnaeKkca TkaHeBon dpakTop - FVIla n B pase amnandumkaumm c TeHasHbIM KOMIMIEKCOM.
AkTMBMpOBaHHbIN FX (FXa) n ero KodakTtop, pakTop ceepTbiBaHUA Kposu V (FV), BXoaaT B cocTas
NPOTPOMOBMHA3HOIro KOMMIEKCA, KOTOPbIN aKTUBUPYET NPOTPOMOUH.

Mepuog nonyebiBeaeHuna FX coctasnseT 30 - 50 yacos. OCTaTOUHbIN reMOCTaTUYECKUIA YPOBEHb:
KpOBOTEYEHUA He Habto4akTCa Y UL, C aKTUBHOCTLIO FX >39%. CneayeT NOMHUTb, YTO M30/IMPOBAHHOE
npuobpeTeHHoe CHUXKEHUE aKTUBHOCTM FX MoXKeT HabntogaTbcA y NauMeHToB C aMUIONL,030M.

KnuHu4yecKue npoaeneHus.

OcHoBHOe nposBfeHne gednumta FX — KpOBOTEUEHUS U KPOBOU3NUAHUA, BO3SHMKAIOLWLME CNOHTAHHO
WX BCAeacTBMe TpaBMbl. F[emopparnyecknini cuHapom Hanbonee 4acTo NpeacTaB/ieH KPOBOTEYEHUSMN U3
CM3UCTbIX 060/104EK, B TOM Yunciie U3 can3ncTbix KKT, rematomamm MATKNX TKAaHEN Pa3INYHbIX
JIOKaNU3auUmm, remapTpo3amm U TAKEbIMU MEHCTPYaIbHbIMKN KpoBoTeUYeHUAMMU. KpoBonsnuanua B LLHC
otTmeyatoTca y 20% naumeHToB ¢ aepmnumtom FX.

TAa)Kenble KPOBOTEYEHUS HAMBONee XapaKTePHbI A5 NALNMEHTOB C aKTUBHOCTbIO FX < 10%. Y nauneHToB C
aKTMBHOCTbIO FX > 10% oTmeyvatoTca, Kak 26 NpaBuao, yMepPeHHbIe U Nerkue KPoBOTEYEHUA U3 CAU3UCTLIX
060/104€eK, KPOBOTEYEHUA NOCE XUPYPITUYECKUX BMELLATENbCTB UM aCMMNTOMHOE TeYeHMe 3aboneBaHums.
Tem He meHee, B pALe CyHaEB PErUCTPUPYIOTCA TAXKENbIE NPOABAEHUA reMOPParn4eckoro CUHAPoOMa y
L, € akTUBHOCTbIO FX O - 39%, yKa3biBasA, TaKMm 06pa3om, Ha OTCYTCTBME NPAMON KOPPEeNAaLUN MexXay
KAMHUYECKUM N nabopaTopHbiM dpeHoTUnom 3aboneBaHuma. Kposomsnmanuma B LUHC, kpoBoTeyeHuMA U3
cnnsnctoix KT, remapTpo3bl OTMEYAOTCA Y NALMEHTOB C aKTUBHOCTbIO FX £ 2%.

Y reTepo3unroTHbix HocuTenen gedmumnta FX B 6oNbLUMHCTBE CNyYaeB aKTUBHOCTb FX cocTaBasieT okono
50%, n nposABneHnii 3abonesaHnsa Het

Kpumepuu duazHosa:
® OTCYTCTBME [AHHbIX 32 NPUOBPETEHHOE reMopparMyeckoe CoCTOSHMUE;
® CHUXKEeHMe aKTMBHOCTU FX cBepTbiBaHMA KPOBU HUKe 50%.

[narHocT1Ka HauYMHAETCA C BbIABNEHUA KNMHUKM FeMOopparMyeckoro cocTosHma, inbo (npu oTcyTcTeum
NPU3HAKOB U3BbITOYHOM KPOBOTOUMBOCTM) C BbISIBAIEHUSA U3MEHEHWUI NPU CKPUHUHTOBOM 06Cnea0BaHMM
(Hanpumep, Npu NOATOTOBKE K XMpPYypruyeckomy neveHunto). Koarynonornyeckoe obcnegosaHme
NPOBOAMTCA NO3TANHO:

Mepsbii 3Tan. Koarynonormyecknin CKPUHUHI NPy NOA03PEHUM HA reMOoppParMyeckme CoOCTOAHNA BKAOYaeT
AYTB, MNB, TB, KoHUeHTpauuto dnbpuHoreHa (no Knayccy), BK ctaHaapTM3oBaHHbIM MeToa0M (Hanpumep,
no AMBKM AN C NpUMeHeHMeM aHanusaTopos PFA-100, PFA-200) 1 noacyeT Konmyectsa TpomboumTtos. [ns
aedunumnTa FX xapakTepHo coyeTaHHoe yBeanyeHue MNB n AYTB npm HopmanbHbIx 3Ha4YeHusx MB, TB n
¢nbpuHoreHa. BK moxeT 6bITb HOPMaANbHOE AN YANIMHEHO, KONMYECTBO TPOMOOUUTOB — B Npeaenax
HOMBbI.

BTopoli aTan. BbiNoAHAETCA TECT KOPPEKLUKN N onpeaeneHme akTnsHoctn paktopos Il, V, X, IX, VIII. Mpwu
yannHeHun BK — npoBoaumTca aHann3 GpyHKUNM TPOMOOLMTOB U aKTUBHOCTU pakTopa BunnebpaHaa.

MpuobpeTeHHbIM aAednumnT FX moxkeT BCTpedaTbeca B 9 - 14% cnyvaeB Npu CUCTEMHOM amnaonaose, nocne
TAXKENbIX MHDEKUUIA, Y OHKONOFMYECKUX BONbHBbIX.



Cneyuduyeckas 3amecmumesibHAs Mepanus.

B ocHoBe fieyeHmna nauneHTos ¢ gednumtom FX nexut cneunduyeckan samectutenbHan tepanma KMK
(YpoBeHb goKkasaTenbHocTu lll). B HacTosawwee Bpems B PO 3apermctpmpoBaHbl 2 KMK: dakTopbl
csepTbiBaHMA Kposwu ILVII, IX, X B KOMBMHaUMKM (NPOTPOMOBUHOBBIN KOMMEKC) U PpaKTopbl CBEPTLIBAHMUA
KpoBwu Il, IX n X B KoMOMHauumn. CBeaeHMN 0 BOSMOXKHOM BO3HMKHOBEHUWN M30aHTUTEN K FX He nmeeTcs.

OcobeHHocmu meyveHus 3ab6onesaHusa y demel.

Y HOBOpOXAEHHbIX ¢ AednumTom FX moryT BO3HMKaTb KpoBomsanaHma B LLHC nam nynoyHole
KpoBoTeuyeHuA. Pusnonornyeckas akTMBHOCTb FX npu porxkaeHumn coctaBnaeTt 12-68% v NoBbIWaeTcA K 6-
MeCcAYHOMY BO3PacCTy.

MoaTomy, Bepudmkauma guarHosa geduumra FX y HOBOPOXKAEHHbIX TpebyeT 0653aTeIbHOro CpaBHEHUA
NONy4YeHHbIX Pe3yNbTaToB 1abopaToOPHOro UccaeAoBaHUsA ¢ pedpepeHCHbIMU MHTEPBANAaMM A0NYCTUMbIX B
HeoHaTa/IbHOM Mepuoe 3Ha4YeHM U NOBTOPHOro 06c/1eA0BaHNA NaLMeHTa NOCAe AOCTUXKEHUA 6
MeCAYHOro BO3pacra.

Mpw BbIABNEHWUN Y AeTel NepBOro NosyroAmns CHUMKEHHOM aKTUBHOCTU FX NOKa3aHo Ha3HayeHue
npenapaTos BUTamuHa K.

fremodunnms

— HacneacTBeHHoe 3aboneBaHMe CBEPTbIBAOLWEN CUCTEMbI KPOBM, BO3HMKalOLLee B pe3ynbTaTe aepuunta
daKTopa ceepTbiBaHua Kposu VIII (FVIII) — remodunus A, nnm daktopa ceepTbiBaHma Kposu IX (FIX) —
remodunms B.

Femodunns nepegaerca no X-cLUenneHHOMY peLeccMBHOMY NyTU HacnenoBaHuA. NMpumepHo y 70%
60NbHbIX UMEETCA NONOMKUTENbHbIN CEMENHbIA aHaMHe3 o 3abonesaHuto. NMpuunHon remodunnm

ABNAIOTCA MyTaLuK reHa, Kogupytowero FVIII (Xq28), nnu reHa, koaupytouwero FIX (Xg27). B 30-35%
CNly4aeB BO3MOMKHbI Copaguyeckne myTtaumm 6e3 Hanmuma ceMeHoro aHamHesa 3aboneBaHus.

PacnpocTpaHeHHOCTb remoduanK NO HaceNeHuo B Les oM oLeHmBaeTca Kak 1:10 000. Fremodunma A (TA)
BCTpeyaeTcs Yalle, yem remoodunms B (FB) n coctaBnsetr 80—85% obuiero ymcna cnyyaes. Mogasnsiowee
601bWMHCTBO 601bHbIX FeModuanet — MyKUMHbl. M3BECTHbI e ANHUYHbBIE CYYaU TEMODUNUM Y KEHLLNH
Npu Hacnego0BaHUM reHa O4HOBPEMEHHO OT OTUa (6onbHOro remoduanen) n ot matepu (HocuTena rexHa),
NMBO Y KEHLMHbI C MyTaLMel reHa Ha O4HON XPOMOCOME, KOFAa FreH Ha ApYroit XPOMOCOME HeaKTUBEH
(6onesHb LepewesckoroTepHepa 1 Ap.). Y HEKOTOPbIX KEHLLMH, ABAAOLMNXCA HOCUTENbHULLAMW MyTaL Wi
reHoB FVIII nnn FIX, Takke moryT HabaoaaTbCca KAMHUYECKUE NPOABAEHUA remodunmmn.

Knaccuounkayma remopuanm no cTeNEHM TAXKECTM OCHOBaHa Ha onpeaeneHmn aktueHoctu FVIIL u FIX

dopma AkTuBHOCTb FVIII/FIX KnnHunyeckue npoasneHms
(Hopma 50-150%)

Taxkenasn <1% [ebioT 3aboneBaHnAa B paHHEM AETCKOM BO3pacTe:

CpegHei 1-5% Peuyansupyowmii remopparm4eckmin CUHA,POM

TAXKECTH MpenmyLLecTBeHHO reMaTOMHOro TMNa
(NnpeumyLLecTBEHHO CNOHTaHHbIE KPOBOTEYEHMUA)

Nerkan >5% KpoBoTeuyeHnA BO3HUKAIOT Nocae TpaBm Uan npu
npoBeaeHNN MHBA3UBHbIX BMELIaTeNbCTB




KnnHnyeckune npoasneHma remodmuanm

Buabl KpOBOTEUYEHMIA/KPOBOU3NNAHMI YactoTa, %
TunnyHble

FemapTpo3bl KPYMNHbIX CYCTaBOB 70-90

FeMaTombl (KPOBOM3NUAHMA B MbILULbI/MATKME TKaHK) 20-40

KpoBoTeueHuns U3 cansmncTbix (HocoBble, AeCHEBbIE, TIYHOYKOBbIE) 10

Fematypum 5-10
KusHeyrpoxatwouime

B UHC 5

B KT

B o6bnactv weun/ropna

3abplolWIMHHbIE TeMaToOMbI

Ona taxkenon popmbl reModUINM XapaKTEPHO NOABJIEHNE FEMOPPArn4YeCcKoro CUHAPOMA Ha NepBoMm
roly *M3HM C Hayana akTUBHOTIO nepuoaa y pebeHKa (remaTombl MATKUX TKaHel, NoCcTTpaBMaTUYeCKMe
KPOBOTEYEHMA U3 CIM3UCTbIX, FeMapTPOo3bl). [lopakatoTcs B OCHOBHOM KPYMnHble CyCTaBbl: KONEHHble,
ro/IEHOCTOMHbIE, /IOKTEBbIE U Ta30beapeHHble.

Femoduana cpeaHen TAXKECTU MMeeT CXoAHble NpoaBaeHus. NepBble NPU3HAKK, KaK NPaBuo,
pa3BMBalOTCA Nocae roga. Y naumeHToB C akTUBHOCTbIO haKTopoB Bonee 2% peske BO3HUKAIOT
KPOBOU3/INAHUA B CYCTaBbl, 3abpIOLINHHbIE FeMaTOMbl, remaTypuun. Hanbonee TMNmnYHbI
NOCTTPaBMaTUUYECKME FeMaTOMbl U ANIUTENbHbIE KPOBOTEUYEHUA, 0COBEHHO NPU TPaBMax CAU3UCTbIX
obonouek.

Jlerkas remopuansa MoXKeT HUKAK He NPOABAATLCA Ha NPOTAXKEHUU BCEW XKU3HU. F[eMopparnieckuii
CUHAPOM 06bIYHO BO3HUKAET BC/IEACTBME 3HAUNTENbHBIX TPABM U NPU XUPYPTUYECKOM JIEYEHUMN.
MopakeHne onopHO-ABUraTeNbHOrO annapaTta BCTPEYaeTca YpesBblyaiHO peaKo.

AnarHocTtunka
AHamHes

an c6ope aHamHe3a 3aboneBaHUA U ceEMeHOro aHaMHesa nauneHTa pekomeHAayeTCA BblIACHATb
Haan4yune I'IpOﬂBl'IeHMﬁ remopparm4eckoro cMHgpoma: ¥anob Ha nerko noAasaAroWMNeCA SKXMMO3bl U
rematombl B paHHEM OETCTBE, BO3SHUKHOBEHWE CMOHTAHHbIX KpOBOTe‘-IeHM[;i (0CO6€HHO B CyCTaBbl, MblLULbI
n MATrKne TKaHM); ANUTENbHbIX KpOBOTe‘-IeHMVI nocne TpaBm Unn XmMpypru4eCcKkoro BMmeLlaTesibCraea.

[aHHble cemeiHOoro aHamHesa NPUMepHo y 2/3 60/IbHbIX CoAeP KaT YKa3aHUA Ha remopparnyeckme
NPosBAEeHUN Y 6AU3KUX POACTBEHHUKOB MO MAaTEPUHCKOM IMHUN (Y MY}KUMH, PeXKe Y KeHLWNH). [laHHble
NepcoHaNbHOro aHaMHe3a MOTyT CoAepPKaTb MHGOPMALMIO O reMOpPParMYecknx NPoABAEHUAX Yy NaLMEHTa.

TaKKe HeO6XO,CI|MMO o6pau.|,aTb BHMMAHUMNE Ha HaIM4ne remopparm4ecKkmx I'IpOﬂBI'IeHVIl‘;I B
HEeOHaTa/IbHOM nepnoae B snae Kecbanore:v\aTo:v\, BHYTPUYEPENHbIX KpOBOVI3J'IVIﬂHVI17I, KPOBOTOYMNBOCTUN U
ANNTENDbHOM 3aXXKUBTEHUN I'IYI'IO‘-IHOVI PaHKWU; Y TPyAHbIX AeTeVI — 3KXMMO30B, HE CBA3aHHbIX CO 3Haunmonm
TpaBMOl\/‘I, reMaTomM MATKUX TKaHeN Nocsie He3HaUNTEeNbHbIX \/LLIVI6OB WM CMOHTAHHbIX. Y HEKOTOPbIX p,eTe171
KpoBoTe4YeHnA MOryT OTCYyTCTBOBATb Ha NEPBOM rogy XM3Hm 0o Tex nop, NoKa pe6eH0K HEe Ha4YHEeT Xo04UuTb.

BaykHO 0b6palLaTb BHUMaHWE Ha HECOOTBETCTBME BbIPaXKEHHOCTU FEMOPPArMYecknx NPoaBAEHUIA
TAXKECTM NpeaLLecTBOBaBLUEN TPABMbI, Ha PELUANBbLI KPOBOTEYEHMI NOC/Ie NEPBUYHON OCTAHOBKM, He
CBAA3aHHbIE C NOBTOPHOW TPAaBMOM, MacCUBHbIE U (MIN) MHOXKECTBEHHbIE reMaTOMbl, CUCTEMHOCTb
remopparmyeckmnx NpoABAeHUI (NPoABAEHMA Pa3IMYHOM I0KAIN3aLMK), KCNOHTaHHbIEe remopparnyeckme
NPOABAEHUAY,



Mpun nerkoit popme remodUINM KPOBOTEYEHNA MOTYT OTCYTCTBOBATL A0 NEPBOM TPAaBMbl UN
XMpypruyeckoro smeluaTtenbctea. Coop *anob v aHamHesa NO3BOAMUT onpeaenntTb ob6bem obcnesoBaHms
naumeHTa.

®dusnKanbHbIN OCMOTP

PekomeHayeTca 06palaTb BHUMaHME Ha HaIMuMe KOXKHOI0 reMOoppParMyeckoro CUHAPOMa Pas3INYyHOM
BbIPAY*KEHHOCTU B BUAE MHOMKECTBEHHbIX 3KXMMO30B U reMaTOM, BOSMOXKHbIX NPU TAXKENON U
cpepgHeTaxenon popme remodpunnu.

BbICOKOBEPOATHO BbIABNEHME NPU3HAKOB MOPAXKeHMA CyCTaBoB B BUAe AebopmaLmm, oTeka U1
NNOKa/IbHOTO MNOBbILWEHUA TEMNEPATYPbI KOXKM (OCTPbIA reMapTpo3) U/Uam NPMU3HAKOB HapyLIEeHUs
NOABWUKHOCTU, 06BEMA ABUKEHUIM CYyCTaBOB, TMNOTPOPUM MblLLL, KOHEYHOCTM HA CTOPOHE NOPAXKEHHOrO
CyCTaBa, HapyLleHMe NOXOoAKM (aedopmumpytowan apTponatus).

NabopaTopHan ANarHoCTMKa

PekomeHayeTcs npoBeaeHne No3TanHoro 1abopaTopHOro Koaryao10rM4eckoro nccaienoBaHma ¢
Lenblo BepudurKaLmm AMarHo3a u UCKNoYeHUA npruobpeTeHHbIX geduumTos FVIII/FIX, a TakKe
NcKNtoueHna gedununta Apyrnx GakTopoB CBEPTbIBAHUA KPOBU.

B KauecTBe nepBOro sTana peKkomeHayeTcA NpoBOAUTb Koarynonormqecxmﬁ CKPUHWHT, B Xo4e
KOTOPOro onpeaendaeTca cnegywouwee:

® aKTMBMPOBAHHOE YacTMYHOe TpomboniacTuHosoe Bpemsa (AYTB);

e npoTpombuHoBoe Bpems (MNB);

e TpombuHoBoe Bpems (TB);

e KoHUeHTpauwuio pnbpuHoreHa (no Knayccy);

® BpemsA KpOBOTEYEHUA CTaHAAPTU30BAHHbIM MeTOA0M (Hanpumep, No AIBU, UK C MOMOLLBIO
aHanu3aTopoB GyHKLUUM TpombouuTos PFA-100 n PFA-200);

® noacyeT Konmyectsa TpomboumToB No PoHKO.

Ona remodpunnm xapaktepHo ysenmyeHune AYTB, yanmHeHWe BpeMeHM CBEPTbIBAHMA KPOBM MpU
COXPaHEeHUU APYyrMx NoKasaTenen B npeaenax HopMasbHbIX 3HaYeHUI. Heobxoanmo nmeTb BBUAY, YTO Npw
npoBeAeHUN CKPUHWUHIA Y MALUMEHTOB C erkoi Gopmoii reModuanm BO3MOMXKHbI HOPMasibHblE 3HAYEHUS
AYTB.

BTopoii 3Tan AMarHOCTMKM PEKOMEHAYETCS BbIMONAHATL NPU BbIABNEHUN U30IMPOBAHHOIO YAJIUHEHUS
AYTB, NM60 NpU OTCYTCTBMU U3MEHEHWUI B XO4E CKPUHWMHTA Y NALUMEHTOB C KNMHUYECKMMM NPU3HAKaMMU
nerkom popmbl remodmnmmn. Ha gaHHOM 3Tane onpeaenator:

® aKTMBHOCTb GaKTOPOB NAasMeHHoro remoctasa — FVIII, FIX,
e ¢akTopa ¢oH Bunnebpanaa (VWF),
e dakTopoB cBepTbIBaHUA Kposu XI u XII.

Mpw BbIABNEHHOM CHUXKEeHUU akTUBHOCTU FVIII naum FIX TpeTbum 3Tanom ANMAarHOCTUKN peKkomeHayeTca
BbINONHATL onpeaeneHune cneumdPmuueckoro HIMbUToOpPa K CHMXKEHHoOMY GaKTopy. Mpu CHUXKEHUU
aKTUBHOCTU HECKONbKUX GAKTOPOB CBEPTbIBAHWUA KPOBU U/UAK yanmHeHun pocdhonmnma-3aBUCcUMbIX
TectoB (AYTB c Y4yBCTBUTENbHBIMU PEAKTUBAMM) MPOBOAUTCA OnpeaeneHne Hecneundpuyeckoro
NMHIMBUTOpPA (BONYAHOUYHOrO aHTUKOAryAHTa).

Ona ncknoveHns npmobpeteHHbix gednuymtos FVIII, FIX pekomeHayeTca MonekyAspHOreHeTU4ecKas
AnarHoctuKka Hapywenui FVIII, FIX.



Y 4yactv 601bHbIX MOTYT NPOBOAMUTLCA MHTErPasibHble TECTbI OLEHKM reMocTasa: uccaea0BaHMe CBOUCTB
CryCTKa KpoBu (TpombogunHamumKa), Tpomboanactorpadus, TectT reHepaumumn TpombuHa. NposeaeHne
MHTErpanbHbIX TECTOB LLeNecoobpa3HO, eCIN HET BO3MOXKHOCTM NPOBECTU NOJTHOLLEHHYIO TPEXITAMNHY0
KOary/a10/10rMYeckyto OLLEHKY, @ TaKXKe B HEKOTOPbIX CIy4asaX ANA KOHTPOAA 33 NPOBOAMMOM Tepanuen.

Kputepun anarHoza remodunmm (Mpm Ha M4 reMmopparmyeckoro CMHAPOMa B aHaMHese 60/1bHOro
NN CEMEMHOM aHaMHe3e): OTCYTCTBUE NPUOBPETEHHbIX KOary/ionatuii; CHU»KeHue akTnsHoctu FVIII/FIX
Huxe 50%; Hannune myTtaunii reHos FVIII uam FIX. JmarHo3 ycTaHaBAMBaeTCA NPU HAIMUYUKN KaK MUHUMYM
OBYX U3 TPEX KpUTEpMUeB.

UHCTpymeHTaNbHaA AMarHoCTUKa

- NO3BONAETCA BU3YaIM3NPOBATb KPOBOTEUEHUA/KPOBOU3NMAHMNA PA3INYHbIX IOKAU3ALMIA, @ TaKXKe
BbISIBUTb OC/IOXKHEHWA, Pa3BUBLUMECA BCNEACTBME FEMOPPArMYeCcKmUX NPoABAEHUN.

Mo noKasaHWAM NPoOBOJATCA caeayowme obcnenoBaHumA:

e 330¢aroracTponyoneHoCKonus;

e y/bTPA3BYKOBOE UCCNEA0BAHME CYCTaBa;

® y/1bTPA3BYKOBOE UCC/ieL0BaHNE OpraHOB BPOLWHOM NONOCTY;

® y/NbTPA3BYKOBOE UCC/IeL0BAHME MOYEBLIBOAALLMNX NyTEN;

® y/NbTPa3BYKOBOE UCC/ieA0BaHME 3abPHOWMHHOMO NPOCTPAHCTBA;
®  MarHMTHO-pe30HaHCHana TomorpaduaA cyctaBa, MArKUX TKaHeEN;
®  MarHMTHO-pe30HaHCHasa ToMorpaduma roN0BHOrO MO3ra;

® peHTreHorpaduaA cycTasa;

® KOMMNblOTEPHAA TOMOrpaduma OpraHoB rpyLHOM KNEeTKY;

® KOMNblOTEpPHaAA TOMorpadpma rof0BHOrO Mo3ra.

[na noaTBepXKAEHUA HAIMUNA TEMOPPATUYECKUX NPOABAEHUN (MNM UX NOCNEACTBUIA) TaKKe
pPeEKOMeHAYeTCA NPoBeAeHNE KOHCYNbTalMK cneumnanuncTos. Mo NnoKasaHMAM BO3MOMKHbI KOHCY/1bTaLuK:
e TpaBmaTo/NOra-oproneaa
e Xupypra
e yponora
e HeBposora
® OTOPWHONAPUHIONOra
e CcTOMaTonNora

NeyeHune

OCHOBHbIM NPUHLMNOM NeYveHua remodunmm agnaetca cneymdunyeckan 3amectTuTeNbHaa Tepanuma
KOHLEeHTpaTamMmu GaKTOpPOB CBEPTbIBAHMA.

HeobxoaMMO UCNob30BaTb OUYULLLEHHbIE, BUPYCMHAKTMBUMPOBAHHbIE NpenapaThl, U3rOTOBNEHHbIE U3
AOHOPCKOM Nnasmbl Yenoseka (KoHueHTpaT FVIII, koHueHTpaT FIX, KoHueHTpaT FVIII + dpakTop doH
BunnebpaHaa, aHTUMHIMOUTOPHbIN KoaryaHTHbIN KomnaeKke [AUKK]) nanm peKkombuHaHTHbIE KOHLEHTPaTb!
dakTopoB cBepTbiBaHMA (OKTOKOTr anbda, MopokToKor anbda, HoHakor anbda, InTakor anbda
(akTMBMpPOBAHHDIN), CUMOKTOKOT anbda, TYpOKTOKOr anbda).

B HacTosLee BpemMA HET OCHOBAHWUW AN1A NpeanoYTeHMA APYT APYrYy Naa3MaTUYeCKUX (Coaep KaLymx
WK He copepawmx dakTop GoH BunnebpaHaa) nam peKombUHaAHTHbIX PaKTOPOB CBEPTbIBAHUA.
lMoCKo/IbKy YacTas CMeHa TOProBbix HaumeHoBaHM npenapaTos FVIII 1 FIX moxkeT npuBectu K
NOBbILEHMIO PUCKA NOABAEHUA MHIMBUTOPA, KenaTeNbHO co34aTb YCN0BUA A1A ANUTENBHOTO (Ha
NPOTAMEHUN MHOTUX N1€T) MPUMEHEHUA NALMEHTOM 04HOro TUNa npenapatos no MHH.

KoHueHTpaTbl GaKTOpOB CBEPTbIBAHUA KPOBU BBOAATCA BHYTPMBEHHO. Yalle BCero ncnosbyerca
6ontocHasa MHPY3UA CO CKOPOCTbIO, PEKOMEHA0BAHHOM Npon3BogMTENEM. B peaKMx cnyvasx BOSMOXKHO
npPUMeHeHne HenpepbIBHOM MHPY3UM NPU HaNMYMmM NOAOOHOro onbITa y eyallero Bpaya.



CoBpemeHHasa Tepanua remodpuanmn 6asmnpyeTtca Ha NPUHLNUNE « 4OMALLHEro NeYEHUN».
0O6s3aTeNbHbIMU YCAOBUAMU AN NPOBEAEHUA «AOMALLHErO IEYEHUA» ABNAIOTCA:
® Ha/MyMe y MauMeHTa reMoCTaTUYECKMX NpenapaTos (NpenapaTt HaXxo4MTCA TaM XKe, I4e NAUUEHT),
® peleHue 0 NPUMEHEHUM reMOCTAaTUYECKOro npenapaTta NPUHUMAET NALUMEHT UAN ero POACTBEHHUKN B
COOTBETCTBUM C PpEKOMEHAALMAMM remaTosiora,
® MauMeHT u/Unn ero PoACTBEHHUKN 0ByYeHbl MPaBUAaM XPaHEHUA U UCMOb30BaHUA NpenapaTos.

Mcnonb3oBaHWE HEOUYMLLEHHbIX NMPENapaToB — KOMNOHEHTOB KPOBM (CBEXE3aMOPOXKEHHOWN NAa3Mbl
NN KpUOMpeuunuTaTa) — PEKOMEHL0BaHO TONbKO B UCKHOYMUTE/bHbIX C/TYYasAX U HE AOMKHO ABAATHCA
NOCTOAAHHOM NPaKTUKOWN.

CywecTByeT gBa BuAa cneunduyeckomn tepanmm — nedeHne no GpakTy BOSHUKHOBEHUS KPOBOTEUYEHUI
(no TpeboBaHUIO) M NpodunaKTUYECKan Tepanus.

MpodurnakTnka n ancnaHcepHoe HabaoaeHne

Mpn HaNNYMM NOKa3aHWUI (peumanBupytowmMe KPOBOU3NUAHUA B CYCTaBbl, ApYrMe yrpoxKarowme
KpPOBOTEYEHMA, NPeACcToALEee MHBA3MBHOE IeYeHne 1 Ap.) NaLMeHTaM CO CPeLHETANKENOM U Nerkomn
dopmamm pekomeHaoBaHa NpodunakTueckan Tepanma KoHueHTpatamm FVIII nnn FIX, a Takxke
npenapaTtamu «LYHTUPYIOLLEro AeUCTBMA» - OCHOBA BeAEHWUA NALNEHTOB C TAXKenon dopmor remobunmu.

MpodunakTnyeckoe nevyeHne NPOBOAUTCA HA AOMY NALUEHTOM WU ero POACTBEHHUKAMMU.
KntoueBbiMM NOKa3aTeNnAMM yayyLlleHUA COCTOAHMUA N KauyecTBa *KM3HM 60bHbIX C remoduanert ABNAKTCA
npeaoTBpaLleHne passBUTMA reMopparmyeckoro CMHAPOMa, perpecc Man OCTaHOBKA NPOrpeccMpoBaHmA
KOCTHO-CYCTaBHbIX, MbILUEYHbIX AereHepaTUBHbIX U3MEHEHMIA N OTCYTCTBME CMOHTAHHbIX KPOBOU3NAHUN.

Bcex naumeHTOB € remoduanet peKkoMeHA0BaHO PErUCTPUPOBaTL U HabAaTb B
cneunann3npoBaHHOM LeHTpe. Y NauneHTOB UM BpaYel, K KOTOPbIM OHWU 06paLLatoTCa, KPYra0CyTOYHO
[O/IKHA 6bITb BO3MOMKHOCTb KOHTAKTa C FeMaTO/I0roOM, MUMEIOLLMM OMbIT IedeHnA BONbHbIX C HApyLEHUAMM
remocrasa.

BegeHune n neyeHne nauneHToB ¢ remodpuanen NpoBoANTCA rPyNnon CneLmanmcToB pasiMyHOro
npodunsa, BKAKOYAKOLWEN remaTonora, negmatpa, optoneaa, ctomatonora, pusmortepanesta, spada JIOK,
NCUX0N0ra, UMEHLLMX ONbIT PaboTbl ¢ 60NbHBIMU remodunmnen.

OcmoTp NauMeHTOB remMaToI0oroM, opToneaA0M U CTOMATO/IOTOM A0/1)KEH NPOBOAUTLCA HE MeHee ABYX
pa3s B rof,; OCTa/IbHbIMWU CNELNANUCTAMU — NO HEOBXOAMMOCTMU.

LlenecoobpasHo nposeaeHue 1 pa3 B roa ANCNaHCEPM3ALUMN B CMELMANN3MPOBAHHOM LIEHTPE, eCu
LLeHTP pacnonaraeT AOCTaTOYHON KANHUKO-NabopaTopHoW 6a30M.

OuncnaHcepHoe HabaoaeHWe 33 NauneHTaMu ¢ remoduanen BKAKYaeT: OLEHKY HaNN4mA
HeXkenaTebHbIX ABAEHUIA NPU NPOBEAEHUM 3aMECTUTENIBHON TEPANUK: NOABNEHUE MHIMBUTOPA K PpaKTopy
CBepPTbIBaHWUA KPOBU, MHAMBMAYANbHAA HENEPEHOCMMOCTb NpenapaTta, BUPYCHAA KOHTaMMHALMA; OLEHKY
N3MeHEeHMA NCUXONOMMYECKOrO UAU COLMANBHOrO CTaTyca NauMeHTa; OLLEeHKY COCTOAHUA nepudepuryeckon
BEHO3HOM CUCTEMbI; IeYEHUE OCAOKHEHNIN remoduanmn: Koppekuns aepuumTa Kenesa, MHIMOUTOPOB;
BbIAB/IEHNE W IeYEHME CONYTCTBYOWMX 3aboneBaHMin, ocobeHHO 3aboneBaHuii 3ybos, nonoctu pta, KT,
JTOP-opraHoB, NaTo/0rMKU cepAeYHO-COCYANUCTOMN CUCTEMDI U Ap.

BakuuHauma

MauneHTbl c remodpuanen moryTt 6bITb BaKUMHMPOBAHbI. OCOBEHHO BaXKHO NpoBeaeHMe BaKLMHALMK
oT renatuTa B. Mpwu BakyuMHaLMm npeanovTeHMe OTAAETCA OPA/IbHOMY WU NOAKOXKHOMY BBEAEHUIO
npenapaTta No CPaBHEHWUIO C BHYTPUMbILWEYHbBIM MW BHYTPUKOXKHbIM. ECM ANA AaHHOM BaKUUHbI A0CTYNeH
TO/IbKO BHYTPUMbILWEYHbIN NYyTb BBEAEHMA, TO HEOOX0AMMA 3aMeCcTUTENIbHAA Tepanna GakTopamum
CBepPTbIBaHWA KPOBU ANA NPeAOTBPALLEHMA PAa3BUTUA FEMATOMbI. B 3TOM cnydae 3aMecTUTENbHYIO Tepanuio
NPOBOAAT HAaKaHyHEe BaKUMHaLMKU. B AeHb BaKLMHAUUKM BBeAEHME NpenapaTa He pekomeHayeTca. Henb3a
NPOBOANTb BaKLUMHALMIO BO BpEMA KPOBOTEYEHMA



HACNEACTBEHHbIN AEGULINT PAKTOPA CBEPTIBAHUA KPOBU V:

HacneactseHHbI gedmumt FV OTHOCUTCA K peaKMM KoarynonaTuam, pacnpocTpaHeHHOCTb
3abonesaHus coctasnaet 1 :1 000 000 HaceneHua. O4HAKO B permoHax, rae pacnpocTpaHeHbl
6/1M3KopOACTBEHHbIE BpaKu, YacToTa 3aboneBaHunsA Bo3pactaeT Ao 1:70 000 HaceneHus. Peakue
HacneACTBEHHbIe KOary/ionaTum CoCTaBnAoT okono 10 % Bcex HacneacTBeHHbIX AedpuumToB pakTopos
CBEPTbIBaHMA KPOBM.

KnnHunueckue npoAasaeHnA

CneKkTp KAMHUYECKNX nposasieHunit aepuunta FV pasHoobpaseH 1 N0 NCTOYHUKY KPOBOTEYEHMUSA, U MO
€ro UHTEeHCMBHOCTU. [TpeBannpyroWwymmn ABNAKOTCA HOCOBbIE, AeCHEBbIe, MOCTTPaBMaTUYeckue,
nocTonepaumMoHHblie KpOBOTEYEHUA, reMaTOMbl, SKXMMO3bl. [emapTpo3bl — HeYyacToe K/IMHUYecKoe
npoasneHune aepuumnta FV, B oTanumne ot HacneactseHHoro geduunta FVIII. *KusHeyrpoxkarowmmm
cocTostHuAMK nNpu gedunumTte FV aBnatoTca KeyaodHo-KulleyHble KpoBoTedeHus (HKK), KpoBonsnumaHums B
LeHTpa/bHyto HepBHYto cuctemy (LUHC).

CornacHo AMepMKaHCKOMY PErncTpy peaKkux HacseACcTBEHHbIX KOAryaonatuiA, CNeKTP KAMHUYECKUX
NPOABNEHWUI CeayoLWMnit:

44 % Bcex anNn3on0s KpOBOM3I'IMﬂHI/II‘/J1 — KOXHbI reMOppaqueCKMH CMHOPOM, HOCOBbIE KPOBOTEYEHNA U
KpPOBOTOYMBOCTb A€ECEH,

23 % — KPOBOM3NMAHUA B CYCTaBbl M MblLULbI,
19 % — mo4enosioBble KPOBOTEUEHMUS,
6 % — KK,

8 % — KkposomznunaHua 8 LIHC.

NabopaTtopHan AnarHocTuka

XapakTepHbIMM NabopPaTOPHLIMU NPU3HAKAMM HAcNeACTBEHHOTO geduumTa PY ABNAIOTCA CHUMKEHUE
npoTpombuHa no KBMKY MM cOYETAHHbIE U3MEHEHUA: CHUXEHWE NPOTPOMOUHA NO KBUKY 1 yaUHEHWE
aKTUBMPOBAHHOIO YaCTUYHOro TPoMbonnacTMHOBoOro spemeHn (A4YTB).

[OnarHo3 AOCTOBEPEH B C/y4ae M30/IMPOBAHHOIO CHUXEHMA akTUBHOCTM PY meHee 70 % v npu
OTCYTCTBMM UHTMBMTOPA K PY. B 3aBMCMMOCTU OT aKTUBHOCTU PY B Nnasme BblAENAIOT TAXKENY0 popmy
aeduumta PY (PY meHee 1 %), cpegHtoto (PY 1—5 %), nerkyto (PY 6onee 5 %). /lerkue popmbl gednuymrta PY
MOTYT CONPOBOKAATbCA U3MEHEHUAMM TO/IbKO NPOTPOMBUHA no KeuKy, AYTB npu 3Tom ocTaeTca B
npeaenax HoPMaabHbIX 3HAYEHUN.

JleyeHune.

FemocTaTnyeckan Tepanma 60bHbIM C HAaCNeACTBEHHbIM AedUUUTOM FV Ha3HAYaeTcs C Uenbto NeYeHuns
remMopparMyeckoro cMHAPoOMa (CNOHTaHHOro UK BCAEACTBUE TPABMbI), NEPUONEPALLMOHHOM NOATOTOBKM,
BeAeHMA bepeMeHHOCTU U PoAopa3peLLEHNA, PErYAALMN MEHCTPYAIbHbIX KPOBOMNOTEPD.

3amecTutenbHoM cneunduyeckon Tepanmm B HacToALLLee BPEMSA He CyLecTByeT. [emocTaTuyeckas
Tepanusa MOXKeT OCYLLECTBAATLCA HECKONIbKMMM NpenapaTamu.

CerkesamoporkeHHada nnasma (C3M) asnseTca AOCTYNHbIM CPEACTBOM, coaepKawmm FV. [lo3nposkKa
BapbupyeT B npegenax 5—20 ma/Kr maccbl Tena 60/1bHOro, MHTepPBan BBeAEeHUA — Kaxable 12—24 4 B
3aBUCMMOCTU OT MHTEHCUMBHOCTM FreMOpPParn4eckoro CUHAPOMa U UHANBUAYANbHOrO OTBETA.



Hepoctatkamu ncnonbsosaHma C3MM ABAAIOTCA BOSMOXKHOCTU Neperpyskn o6vemom, pucku
MHOMUMPOBAHMA, NOABNEHMA NHTMBUTOPA K FV, pa3BnTmMa annepruyeckom peakumm.

Ncnonb3oBaHMe peKOMBUMHAHTHOIO akTUBMPOBaAHHOTO dhakTopa ceepTbiBaHMA VI (anTakor anbda
aKTMBMPOBAHHOIO) ABNSAETCA NPUMEHEHMEM NO HEYTBEPKAEHHbIM NoKasaHuam (off-label), n nogbop Ao3bI
npenapaTa npeacTasnset coboi onpegeneHHyo TpyaHOCTb. MpenmyLLecTsa MCNONb30BAHMA 3NTaKor
anbda (aKTMBMPOBAHHOIO) — 3TO OTCYTCTBME PUCKA MHOULMPOBAHMA U NEPETPY3KN 0OBEMOM.

NHrmbuTopbl GMbprHOAM3a MOTYT ObITb MCMOIL30BAHbI KaK B BUAE NepopasibHOM GOpMbI, TaK U
BHYTPMBEHHO M MNO3BONAOT 60NIbHBIM NPOBOANTL FEMOCTATUUECKYHO TEPANUIO B AOMALLHUX YCIOBUAX NPpU
MaJIONUHTEHCMBHOM FreMOPPArnM4yeckom CMHAPOME (NPU HOCOBbIX, AECHEBbIX KPOBOTEYEHMAX,
MeHopparmax). MeHopparmmu ABAAKOTCA OCHOBHOW Npobaemon y KeHLWMH ¢ gedmuntom FV 1 Tpebyrot
COBMECTHOrO HabtoaeHus ¢ TMHeKosioroM. HeaddeKkTMBHOCTb Tepanum MHrMbutopamm pubpuHon-3a
ABNAETCA NOBOAOM A/1A pPeLleHns BONPOCa O Ha3HAYeHUM rOPMOHa/bHbIX NpenapaTos.

OnucaHbl cnyvam apeKTUBHOIO NCMONb30BAHUA KOHLLEHTPATa TPOMBOLUMTOB Yy 601bHBIX ¢ AedUumTOM
FV 1 TAXKeNbIMN KPOBOTEYEHMAMM, KOTOPbIE HE OTBeYanu Ha TpaHchysum C3M.
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