LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

freMopunua

KnuHnueckune pekomeHdaumn MnHsapasa Poccuu - B3pocnble, AeTH - pefakums 2023 ., ctaTyc «[pumensieTcs» Ha 04.11.2026 - MKB-10:
D66, D67 - HaumoHansHoe reMaTonornyeckoe obLwecTBo, HalmoHanbHoe 06LWeCTBO AETCKUX reMaTo10roB, OHKOMOrOB

[eMopunnsa — HacneacTseHHoe X-CLeneHHoe HapyLleHve rnna3mMeHHoro remMocTasa 13-3a gepuumnra pakropa
VIl (remodunma A) unm IX (remodunus B). PekoMeHOaLms NoCBALLeHa AMarHOCTUKE, paHHEMY NeYeHUIo
KPOBOTEYEHWI, MPOPUNAKTUKE N BEOEHNIO OCMTOXHEHWI Y AeTEN 1 B3POCTTbIX.

naBHOe

 TaxecTb reModunumn onpenenstoT no aktuBHOCTU FVIII nnu FIX: Taxenas ¢opma — MeHee 1%, cpegHeTaxenaa — 1-
5%, nerkas — 6onee 5%. [Npu Txenon Gopme TUMUYHbI CNOHTaHHbIE KPOBOTEYEHWS, Npexae BCero reMapTpOo3bl 1
remMaToMbl.

[rarHos ycTaHaBNMBaloT NPW HANUUUK Kak MUHUMYM ABYX U3 TPEX NMPU3HaKOB: UCKIOYEHbI MPUOBPETEHHbIE
Koarynonatuu, aktuBHoCTb FVIII/FIX Huxe 509, BbisBneHa MyTaums reHa FVIIEvnm FIX.

Mpy NOAO3PEHMM Ha KPOBOTEUEHWE NEYEHNE HaUNHAIOT HEMEANEHHO, OPUEHTUPYSICb YXe Ha NepBble
CYObEKTMBHbIE NN O6bEKTUBHbBIE MPU3HAKM; XenaTeNbHO B TEYEHUE NEPBbIX 2 YaCOB NOCe TPaBMbl UK
NOSIBNEHWSI CUMMTOMOB.

BceM nauneHTaM nokasaHa crneunduyeckas 3aMecTuTenbHas Tepanvs GakTopamy CBEPTbIBaHNS; GakTopbI
BBOAAT BHYTPUBEHHO. PEXMM — NPOGUNaKTUHECKUI NK MO TPEBOBAHMIO — BLIBUPAIOT MO KITMHUYECKOMY
deHoTUMy.

MocTosAHHasA NPodUNaKTUKa NoKasaHa Npuy TAHXENOoW reMopuvm, a Takxe npu cpeaHeTaxenon GopmMe nocne xotd
6bl OIHOrO reMapTPO3a U/ BbIPaXeHHbIX KPOBOTEYEHWI. [pn akTUBHOCTH akTopa He MeHee 5% anuTtenbHas
npodunakTmKa HyxHa npu1 NOBTOPHbLIX reMapTPOo3aXx, CUHOBUTE, apTPOMNaTUM UM YaCcTOM MOTPEBHOCTHN B pakTopax.

Mpu CHKEHUM 3DDEKTUBHOCTU 3aMECTUTEIbHOW Tepanum Npu BBEAEHUM afeKBaTHbIX 403 UK NOSABNEHNUN
KPOBOTEYEHMIN Ha NPOPUNAKTUKE HYXHO UCKITIOYaTb MHrMeuTOp K FVII/FIX. H13kui TUTp — MeHee 5 BE, BbiCOKM — 5
BE n6onee.

OunarHocTtuka

1. CobepuTe NUYHBIN M CEMENHBIN aHaMHE3: YTOYHUTE 3KXMMO3bl M FfeMaTOMbl C LETCTBA, CMOHTaHHbIE KPOBOTEUEHUS
B CYCTaBbl, MblLULLbI M MArKWE TKaHW, AMTeNbHOE KPOBOTEUEHWE Nocne TpasM 1 onepaLmn, a8 y HOBOPOXAEHHbIX —
KedanoremMaToMbl, BHyTPUUEPENHbIE KPOBOUINUAHUA 1 ONUTENbHOE 3aXuBreHne nynodHom paHku. YYP C, YOO 5.

2. Ha kaxgom npreme ocMOTpUTE 1 NponanbnmpymTe KOXY U CYCTaBbl: NWUTE 9KXMMO3bl, FeMaTOMbI, AedOopMaLLMio 1
OTeK CYCTaBOB, /TOKasbHYO FMNePTEPMUIO, OrpaHUUEHNe OBUKEHWI, MbILLEYHYIO FTMNOTPOPUIO U HapYLLIEHNE
noxoakn. YYPC, YOO 5.

3.TNaLmneHTaM C NOAO3PEHNEM Ha FreMOPUIINIO BbINMOTHUTE OBLLIMIM aHanM3 KpoBM C MOACHETOM TPOMOOLIMTOB.
MaureHTaM C NoJo3peHneM Ha reMoUNnIO, a TakXe NaumneHTam C YCTaHOBNEHHOM reModUnneit Npm Kaxaom
BM3UTE K Bpayy-remMaTtonory BbiNonMHUTe Koarynorpammy: A4TB, NpoTpOMBUHOBOE BpeMs, TPOMBUHOBOE BPEMS U1
dubpuHoreH. ina reMopunmm TUNUYHO N30IMPOBaHHOE yannHeHne AYTB, Ho nNpu nerkon Gopme AYTB MoxeT
BbITb HOpManbHbIM. YYP C, YO 5.

4. Tpu reMopparmyeckom CMHOPOME U N30IMPOBaHHOM yanuHeHun ANTB onpedenute aktMBHOCTb dpakTopos VI, IX,
XIn XIl, a Takxe akTUBHOCTb, CBOMCTBa M aHTUreH GpakTopa BunnebpaHpa. YYP C, YOO 5.

5.TloaTBepanTe AMarHo3 no COBOKYMHOCTU KPUTEPUEB: UCKTIOUEHWE MPUOBPETEHHOW KOarynonaTum, akTMBHOCTb
FVIII/FIX Huxe 5096 n/vnu MyTaums COOTBETCTBYIOLLErO MreHa; AMarHo3 TpebyeT He MeHee ABYX 13 TPEX KPUTEPHEB.

6. Onpepenante nHrnéutop K FVII/FIX MeTooom BeTesna B Moandukaumm HumereHa: y getem — kaxable 5 gHen B
nepsble 20 AHel BBeAeHWA, 3aTeM kaxable 10 aHen ¢ 21-ro no 50-7 feHb 1 He MeHee AByX pa3 B rof Ao 100-ro AHs;
nocne 100 gHewn — oauH pa3 B rof W AOMONMHNUTENBHO NMPY CHUXEHUN 3DOEKTUBHOCTH 3aMECTUTENBHOW TEpanum
afeKBaTHbIMM [O3aMU, MOABNEHWUN UMW YBENUYEHWIN KPOBOTEUEHUI Ha MPOPUNIaKTMKE, OTCYTCTBUM JOCTAaTOYHOrO
NOBbILLEHNS aKTUBHOCTU akTopa Nocne BBEAeHWS Npernaparta, nepes ornepawmen n nocne onepawmm npu
OTCYTCTBMM aAeKBaTHOMO MOBbILLEHMA aKTUBHOCTM PaKTOPa, a TakxXe uepes 4 Hefenu Nocrne UHTEHCUBHON
Tepanun. YYP A, YOO 3.
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7. MNpv NOJO3pEHUN Ha KPOBOU3MUSAHWE UCTMOMb3YMNTEe UCCNefoBaHMe, COOTBETCTBYIOLLEE NoKanm3aLmm: npu
kpoBoTeueHun n3 XKT — a30¢paroractpoayoneHOCKONMIO U/Un BUAEOKAMNCYbHYO SHOOCKOMUIO TOHKOM UMK
TOMCTOM KULLKM; NMPW KPOBOU3NNSAHUK B cycTaB — Y3W, peHTreHorpaduio nnn MPT cycTasa; npu KpOBOTEYEHUN B
OPIOLWHOW NOMOCTH UM 3a0PIOWMHHOM NPOCTPaHCTBE — Y3W; MpY KPOBOTEUEHWM B MOYEBBIBOAALLMX NYTAX — Y3W;
npw KPOBOTEYEHUN B rpyaHON kKneTke — KT, npy KpoBOU3NUSHWUKM B ronoBHOM Mo3re — KT unu MPT. YYP C, YOO 5.

INleueHue

« [Ina KynupoBaHUs KPOBOTEYEHWSA pacCunTbiBaUTE O3y MO Macce Tena, TpedbyeMom 1 6a3anbHOM aKTUBHOCTU
dakTopa. ina FVIIl y naumeHTos cTapiue 1roga: nosa (ME) = macca Tena x (Tpebyemas akTUBHOCTb - 6a3anbHas
aKTUBHOCTb) x 0,5; B NepBbI rof Xun3Hu KoagoduumeHT paseH 1. [Ana FIX: nosa (ME) = macca Tena x (Tpebyemast
aKTUBHOCTb - 6a3anbHas akTMBHOCTL). YYP C, YOO 5.

Mpv BBEAeHUM 1 ME/KI akTUBHOCTL FVIII NoBbIWaeTca NpUMepHO Ha 2% y naLMeHToB cTaplle roaa, FIX — npumepHo
Ha 1%; y oeTen nepBoro rofda npupocT FVIII MOXeT cocTaBnsaTb 0KONo 1%. 3aMeCTUTENbHYIO Tepanumio
KOHTPOVPYIOT KIMHUYECKM U NPU HE06X0AMMOCTU nabopaTopHO.

Mpw reMapTpO3e Nn KPOBOUINUSHUM B MbILLLLbI 3aMECTUTENBHYIO TEPanuio HauMHaKT cpasy nocne 60K, 4yBCTBa
pacnupaHus, AMCKoMPopTa Unn orpaHnueHns GyHKLMW. B nepBble CyTKM NokasaHa MecTHasa runotepmus Ha 15-20
MWHYT Kaxable 4-6 yacos; JIOK HaumHatoT nocrne npekpatleHus 6onu.

MocTosiHHasA NpoduNakTUKa nokasaHa nNpu TEXENoN reModunn, Npu CpeaHEeTAXeNon Gopme nocne XoTs obl
O[IHOrO reMapTPO3a UMK BbipaxXeHHbIX reMopparnyeckmx NPosiBAEHWN, a Npu akTMBHOCTU GakTopa He MeHee 5% —
NPV NOBTOPHbIX KPOBOU3MUSHWUAX B CYCTaBbl, CUHOBUTE, apTPONaTUM UMW BbIPAXEHHBIX FEMOpPparniyeckmnx
NPOABMNEHNSX, TPEBYIOLWMX YaCTbIX BBEAEHNN PaKkTOPOB. PekoMeHayembln pexum ana remopunum A: FVII 25-40
ME/Kr oavH pa3 B 2 OHs unu 3 pa3a B Hepento; ana remoounum B: FIX 25-40 ME/kr oAnH pa3 B 3 AHA Unn 2 pa3a B
Hepeno. YYPC, YOO 5.

Mpu Txenon reModunmm A BO3MOXEH aMULIM3YMab: Harpy3ouHas 4o3a 3 Mr/Kr NOAKOXHO YeTbipe pa3a C
WHTepBanoM 7 AHewn, 3atem 1,5 Mr/Kr oavH pa3 B Heaeno nnv 3 Mr/kr oavH pa3 B 2 Hepgenun. YYP B, YOO 2.

Mpy reModUIMmn ¢ UHFIMBUTOPOM BbICOKOIO TUTPa KPOBOTEUEHME NeyaT TOMbKO NpenapaTamMu WyHTUPYoLWero
OEVNCTBUSA: aHTUMHIMBUTOPHLIN KOarynaHTHbIN koMmineke 30-100 Ea/kr kaxable 12-24 yaca, Makcumym 200 Ea/kr/
CYT, @y NaLMeHTOB, NonyYalowmx amMnumn3yma, — He 6onee 100 Ea/kr/cyT, nMbo anTakor anbda akTMBUPOBAHHbIN
90-120 MKr/Kr kaxable 2-4 yaca; BO3MOXHa OHOKpaTHasa CyTouHasa fgo3a 270 mkr/kr. YYP B, YO 2.

Mpu MHTMBUTOPHOM reModUnnKM A NepBoOn NIMHWEN AN YCTPaHEHNSA UHIMBUTOPA CNYXUT UHOYKUMS
UMMYHOIOrMYECKOW TONepaHTHOCTW. [1pu BbICOKOpearnpyoLwem MHrimbutope HaunHatoT ¢ FVIIF100-150 ME/kr
Kaxable 12 yacos, npu H13Kopearmpyoulem — 50-100 ME/Kr exeHEBHO UK Yepes feHb.

« Jio6yto onepaLmio N MHBasMBHY!IO NpoLeaypy NPOBOAAT MO NPUKPLITUEM 3aMEeCTUTENbHOW Tepanum C
KOHTPONEM KOarynorpammbl, akTUBHOCTU GpaKTopa 1 MHrMbuTopa. MNpn NMpopunakTke aMmLmn3ymMabom npenapat
HEe OTMEHSAIOT; NPW MHFMBUTOPHOM remModunnmM A MpenapaTom BbiIbopa A5 onepaLmm ABNSeTCd anTakor anbda
aKTUBUPOBAHHbIN.

Korpna HanpaBuTb U Kak HabnoaaTb

« OKCTPEHHO rOCIUTaNmU3npymnTe Npu Xn3HeyrpoxaroLemM KPpOBOTEUYEHWUU UMM HEOBXOANMOCTH AKCTPEHHON
onepaLmu.

Mpw YepenHO-MO3roBOW TPaBME N MOHBOM NOA03PEHUM Ha KpoBOM3NusHME B LIHC 3aMecTUTeNnbHYO Tepanuio
HaUMHalOT He3aMeaNUTENBHO, 40 NPOBEAEHNS ANarHOCTUKK. Y feTel NepBbiX MeCALLEB XU3HN KPOBOU3NMUAHWSA B
LIHC MOryT MeTb MMHUMambHbIE MV OTCYTCTBYIOLLME CUMMATOMbI; AaXe MUHUMAbHOE KPOBOU3NUSAHWE TpebyeT
3KCTPEHHOW rocnuTann3auumn, MUHTEHCUBHOM 3aMeCTUTeNbHOM Tepanuu v HemeaneHHon KT nnu MPT ronosHoro
MO3ra.

KpoBoTeueHue n3 XKT TpebyeT aKCTPEHHOW rocnuTann3aumm, HeMeaneHHoN 3aMeCTUTENbHOM Tepanumu,
AHTUGUOPUHONUTUYECKNX CPEACTB U CPOYHOMO MOUCKA MCTOUHMKE KPDOBOTEUEHNS.

HﬂaHOBy}O rocnmnTanmn3aunio NpoBOOAAT A4 N1aHOBOIro onepaTmnBHOIro IeveHa; BbinNnCKa BO3MOXHa rnocne NosiHom
OCTaHOBKN KPOBOTEYEHUNSA.

Mepen nobon onepaumen NaLumMeHTa HanpPaBAStoT Ha KOHCYbTaUMIO B LLIEHTP NeYeHns reMopunmm;
BMeLLaTeNbCTBa NPU UHMMBUTOPHOM reMOpUNUM NPOBOASAT TOMbKO B CNeLnann3vpoBaHHOM CTaLMoHape.
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YacTble BOonpochl

Kak 3anofno3putb reModunuio y pebeHka?

HacTopaxuBaloT reMaToMbl NOCNe He3HAYNTENBbHbIX TPABM, CMOHTaHHbIE UMW ANUTENbHbBIE KPOBOTEYEHMS,
remMapTpO3bl, @ y HOBOPOXAEHHbBIX — KedanoreMaToOMbl, BHYTpUYEPENHbIE KPOBOUINMUSAHWUS U ANUTENBHOE 3aXMBNEHNE
nynoYHom paHku. OTCYTCTBME KPOBOTEUEHWI B MEPBLIN FO4 XU3HW HE UCKNOYaeT 3abonesaHue.

Kakoi nabopaTopHbI TECT NEPBbIM YKa3blBaeT Ha reMopunnio?
Yalue BbISBIAOT M30NMPOBaHHOE YANMHeHWe AYTB npu coxpaHeHWW Opyrmx nokasaTtenen koarynorpammbl. [pu

nerxkovn remodunumu A4TB MOXeT oCcTaBaTbCH HOPMarbHbIM, MO3TOMY HEOOXOAMMbI ONpeaeneHnsd akTuBHoCcTH FVII n
FIX.

Korpga HaunHaTb neyeHne remapTposa?

3aMeCTUTENbHYIO Tepanuio Ha4YMHAIOT He3aMe A IMTENbHO MPU NePBbIX CYObEeKTUBHbLIX CUMMTOMAX — 601U,
pacnpaHunu, AMCKOMPOPTE UM Or PaHUYEHNUM QYHKLIMK, HE AOXUOAACH BbIPAKEHHbBIX OBGbEeKTUBHbIX NPOABNEHWI.
Kak noHsITb, UTO pa3BuICa UHIM6UTOP?

OCHOBHble MpK3HaKun — OTCYTCTBME KIIMHWYECKOr 0 OTBETA Ha CTaHAAPTHYIO Tepanuio GakTopoM UK NosiBNeHne

KpOBOTEeYeHUN Ha npodunakTuke. TUTp onpenendiot Metofom betesna B Moandukaumm Humerena: meHee 5 bE
HW13KMI, 5 BE 1 6011ee — BbICOKUN.

Kakne npenapaTbl HENb3A NPUMEHATb Npur FeMOCpMHVIM?

He pekoMeHO0BaHO MpYMEHEHVe NpenapaToB, yXyALatloWwmnx QYHKLMIO TPOMBOLMTOB UM CBEPTHIBAHWS KPOBY.

BbIXMMKa caenaHa no TeKCTy pekoMeHAaLmMm U He 3aMeHseT ero. MonHbIN 0PuLIManbHbIN TEKCT, KanbKyNaTopk! 1 COKpaLLEHHas Bepcus:
https://iukonacedeHoBa.pd/cr/127-gemofiliya. OpuumanbHbI MCTOUHKMK: https://cr.minzdrav.gov.ru/preview-cr/127_2
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