LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

Bone3Hb BunnebpaHpa

KnuHuueckune pekomeHdaumn MiHsapasa Poccuu - B3pocnble, AeTu - pefdakums 2026 r., ctaTyc «[pumeHseTcs» Ha 04.11.2026 - MKB-10:
D68.0 - Poccuinckoe 06LLeCTBO AeTCKUX OHKONOroB U reMaTonoros, ACCoLmMaLmsa COAENCTBIA Pa3BUTUIO FeMaTonornm, TpaHCPy3nonornm
1 TpaHCcnIaHTaLmMm KOCTHORO Mo3ra “"HalroHanbHoe reMaTonornyeckoe obLecTso”

bonesHb BunnebpaHoa — camasn YacTtaa HacneACTBEHHad reMopparnyeckas KkoarynonaTtms, CBa3aHHasa ¢
KONMMYEeCTBEHHbBIM AePULIMTOM UK QYHKLIMOHANbHBIM AiedhekToM PakTopa BunnebpaHaa. PekoMeHaaLms
OMMUCbHIBAET AMArHOCTUKY MO aHaMHE3Y KPOBOTOUMBOCTH, CEMENHBLIM JaHHbLIM U CieLnpu4eckmM nabopaTopHbIM
TecTaM, a Takxe NnevyeHne KpoBOTEUEHUI, MepuonepaLmMoHHyo NPodunakTuky, BeaeHne 6epeMeHHOCTH U
HabnoaeHue.

FnaBHOe

» KnnHnyecku 3HaummMble dopmbl BB BcTpeyatoTed y 1-2 Ha 10 000 yenosek; okono 70% nauneHToB UMetoT Nérkoe
TeyeHue, ocTalbHble — CPeaHEeTAXEN0e UNN TAXENOE.

Tun 1 — YaCTUYHBIA KONMYECTBEHHbIN AeduumnT VWF, Trn 2 — KayeCTBeHHble fedeKTbl, TUM 3 — NoYTu NonHoe
otcyTtcTeue VWF ¢ Hu3kon aktnBHoCTbIO FVIIL; TMR 3 — Hanbonee Taxénasa Gopma.

OCHOBHble MPOSABMEHUSA MPK TUMaX 1-2 — 3KXMMO3bI, KPOBOTEUEHWMSA N3 CIN3NCTBIX, MEHOPPAarnK, KPOBOTEYEHNS
nocne onepaum 1 MHBa3MBHbLIX NPOLLeayp; NPY TAXKENOM TeUYEHUN BO3MOXHbI FeMapTpOo3bl, FfeMaTOMbl MAMKMX
TKaHew 1 3a6pIOLLNHHbIE FEMaTOMb!.

XKunsHeyrpoxatoLLime KpoBOTEYEHUA BO3MOXHbI Mpu MioboM Tune BB, Ho 0COB6eHHO XapaKTepHbI Ans Tuna 3:
kposouanuaHua B LIHC, XKT, weto/ropno 1 3abplollnHHasg remMatoma.

[lnarHoa ycTaHaBnNMBaloT NPU HanNMunn NabopaTopHOro KPUTEPUS U MUHUMYM OHOMO U3 ABYX KIMMHUYECKMX
KpUTEPUER: 2 reMopparmn4ecknx anu3ona, NoTpeboBaBLMX TEPaNnUK, U 3 aNM304a OQHOM NoKanu3aumm; nméo
KPOBOTOUMBOCTb Y POACTBEHHUKOB 1-11 CTEMNEHMW.

INeyeHune HauMHaOT He BCeM nauyeHTaM ¢ BB, a npy yMepeHHbIX/ TAXENbIX CIOHTaHHbIX UMW NMOCTTPaBMaTUYECKUX
KPOBOTEUEHMSIX, Nepes XMpypruei oo Npy PELLUANBUPYIOLMX KPOBOTEUEHMSIX, YXYAWAIOLLMX KAYECTBO XM3HMU.

OcHoBHas 3aMeCTUTENbHaA TePanma — OUULLEHHbIE BUPYCUHAKTUBMPOBaHHbIE npenapaTts FVIIF+ VWF; pexuMbl: no
TpeboBaHMIO A5 OCTAHOBKM KPOBOTEYEHUN nnn npodunakTndeckun. YYP C, YO 4.

OunarHocTuka

1. CobepuTe NMUYHBIN U CEMENHBIV aHAMHE3 KPOBOTOUYMBOCTU: SKXMMO3bl, HOCOBbIE 1 IeCHEBbLIE KPOBOTEYEHNS,
reMaToMbl C EeTCTBA, CMOHTaHHbIE KPOBOU3NMUSAHUS B CIM3UCTbIE/CYCTaBbl/MbILLLBI/MArKWE TKaHW, MeHopparuu,
ANUTenbHbIE KPOBOTEYEHWS Nocne TpasMm v onepaumn. YYP C, YOO 5.

2. 3anono3pute BB npun KpOBOTEUEHMAX U3 HE3HAUUTENBHbBIX MOPE30B UMW PaH ANUTENbHOCTLIO 6ornee 15 MUHYT 1/
MM OTCPOYEHHO BO3HMKAIOLLMX B TEUEHWe 7 AHeW NOoCre TpaBMbl; ANUTENbHOM WK MOBTOPHOM, B TOM YKcne
OTCPOYEHHOM, KPOBOTEYEHWUM MOCIE OMNepaLmm N aKCTpakumm 3yba B nepsble 7-10 AHEN; HOCOBOM
KpoBoTeueHun 6onee 10 MUHYT HECMOTPS Ha KOMNPECCUIO; OBUIbHBIX MaTOUHBIX KPOBOTEUYEHUAX ONIUTENBHOCTbLIO
6onee 7-10 gHewn; XenyaoyYHO-KMLWEYHOM KPOBOTEYEHM, HE OBbACHVUMOM A3BaMU UMW MOPTanbHOM rMNepTeH3nen;
HanMuMn B aHaMHe3e reMapTPO30B UM 3a0PIOLLMHHBIX FEMaTOM.

3. OLeHnNTE KPOBOTOUMBOCTb MO LWKanam C y4ETOM Mnosa 1 Bo3pacTa: HOpMarbHble 3HaYEHNS — MyXUnHbl 0-3,
XeHLWunHbl 0-5, netn 0-2. HopMarnbHbIn 6an, 0COBeHHO Y AeTen, He UCKNoYaeT HEOBXOANMOCTb TabopaToOPHOro
obcrnefoBaHus.

4. Mpu nopgo3peHun Ha BB HanpasbTe NaLmneHTa K reMaTonory Ang sepudukaumnm amarHo3a v sbiloopa taktnkn. YYP C,
YOAOS.

5. MNepBrYHbIN NabopaTOPHbIN CKPUHMHT: OBLLMIK aHanu3 kposu, AYTB, MB, TB, pnbpuHoreH. N3onvposaHHoe
yonuHeHuve NMB, cHuxeHre nokasaTend no Keuky, ysennyeHvne MHO, nsonvposaHHoe yanvHerve TB nnu AYTB,
N30NMPOBaHHOE CHXEHME PUBPUHOreHa, a TaKkXe UX COUeTaHne TPebyIoT UCKITIOUEHNA OPYr1X Koarynonatum u
npeaHanuTuyeckmx ownbok. YYP C, YOO 5.

6. Anga noateepxaeHusa bB BoinonHuTe VWF:Rco, VWF:Ag, cooTHoweHne vVWF:Rco/vWF:Ag, FVIII:C n arperaumio
TPOMBOLLMTOB, BKMOYAA CTaHAAPTHbIE N HU3KME KOHLLEeHTpaumin puctomuumHa. YYP C, YOO 5.
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7.Mpwv BB 2 Tvna ons noaT1na Mcnonb3ytoT pacLUMPeHHYIo ANarHOCTUKY: arperaLmio C pUCTOMULIMHOM B ABYX
KoHLeHTpaumsx, VWF:CB, TecT ceasbiBaHnsa VWF ¢ FVIII, aHanu3 MynsTtuMmepos VWF, MONeKynspHO-reHeTudeckme 1
apyrve metodbl. YYP C, YOO 5.

NeueHue

« [py 3aMecTUTENBHOW Tepanuu cnonb3ynTe npenapatsl FVIIF+ VWF; 003y paccunTbiBanTe No akTMBHOCTM GakTopa
Bunne6paHaa, conepxallerocs B npenapate (FVIII:C unn vWF:RCO). Y B3pOC/biX 0XMAaeMoe BOCCTaHOBNEHNE MO
VWF:RCo cocTaBnseT npumepHo 1,5-2% Ha BeefeHne 1 ME vVWF:RCo/«r; nosa 40-50 ME vVWF:RCo/kr
pekoMeHoBaHa nauyeHTam ¢ HM3Kom 6a3o0Bom akTBHOCTLIO VWF:RCo.

KoHTponb 3aMecTuTenbHom Tepanum Bkntovaet VWF:Ag, akTBHOCTb M cBoncTea VWF, FVIII:C; npu
HeynoBNeTBOPUTENbHON 3PPEKTUBHOCTU OLLEHMBAIOT HapMaKOKMHETUHECKYIO KPUBYIO MX NapameTpos. [na
OPUEHTUPOBOYHOWM OLLEHKN 3PPEKTUBHOCTU MOIYT MCMOMb30BaTbcA AYTB 1 TpomboanacTorpadus/
TPOMBO3M1aCTOMETPUS.

MpodunakTnyeckyto 3aMecTuTenbHyo Tepanumio FVIIL+ vVWF Ha3HauatoT Npu CIOHTaHHbBIX UMK
NMOCTTPaBMaTUYECKNX KPOBOTEUEHWAX, BbI3bIBAIOLLMX OCTPYIO/XPOHNYECKYIO MOCTreMopparnyeckyto aHemuio,
CYLLECTBEHHO YXYyALLAKOLWMX KAYEeCTBO XMN3HW UK TPEBYIOLWMX MOBTOPHbLIX rocnutanusaumnn. YYP C, YOO 5.

Mpwu TaxénoM peHoTune BB kposoTeveHus nevar FVIII + vVWF B MOHOTEpanuu unm B COMeTaHUM C TpaHEKCaMOBOW
KMCNOTOM: BHYTPb 15-25 Mr/kr kaxdble 8~12 yacoB, MpoTMBOMNOKa3aHa AeTAM [0 3 neT; BHyTpuBeHHo 0,5-1r
Kaxable 8-12 yacos, NpoTuBonokasaHa Aetam go 1roga. YYPC, YOO 5.

MpW HETSXXENOM hDeHOTUMNE N KPOBOTEUYEHMAX U3 XOPOLLO KOHTPONMPYEMBIX CIM3UCTLIX 30H — HOCOBbIX, JECHEBbIX,
MaTOUYHbIX — MPUMEHSIOT TPaHEKCaMOBYIO KUCIOTY B TEX e [03aX; NPW KPOBOTEUYEHUAX 13 MITOXO
KOHTPOMMPYEMbIX 30H U HE3DOEKTUBHOCTH TEPanuu TpaHekCaMoBOW KMcrnoton npumeHatoT FVIIE+ vWE YYP C,
yons.

Mepen onepaumsamMm U MHBa3WBHbLIMU NPOLLEAYPaMU HY>XXEeH reMaTonor A4 nrnaHa reMocTasa; npu BMeLaTenbCTBax
npumeHatoT FVIIF+ vVWF: Harpy3ouHas fosa 40-60 ME/kr, 3atem 15-30 ME/Kr kaxable 12-24 yaca, 4nnTenbHOCTb
3aBMCUT OT 06bEMa onepaumn. YYP C, YOO 5.

Mpw onepaumsx, 0COHEHHO Ha MapeHXMMaTO3HbIX OpraHax, yaaneHun 3yba 1 neyeHnr paH, pekomeHayeTcs
Tepanusa TpaHekcaMoBOW KMCNOTOW BHYTpMBEHHO 0,5-11; AeTam Ao 1 roaa npoTnBonokasaHa. MNpu noveyHbIX
KPOBOTEYEHUAX TPaHeKCaMOBYIO KUCNOTY MCMNOMb3oBaTb Henb3d. YYP C, YOO 5.

[Mpy MeHOppParmnax NaLMeHTKy HanpaBnsioT K akyLepy-rmHeKonory Ans Ha3Ha4yeHs CUCTEMHbIX TOPMOHasIbHbIX
KOHTpaLenTneoB: rectareHoB GO3AC 1 cnHTEeTUYECKMX acTporeHoB GO3CB; X MOXHO MPUMEHSITb AUTEeNbHO AN
YMeHbLUEeHNA 06bEMa N ONUTENBHOCTU MEHCTPYanbHbIX BolgeneHnn. YYP C, YOO 5.

Korpa HanpaBuUTb U KakK Ha6bnoaaTtb

- [naHoBas rocnuTanuaaumsa nokasaHa 4nsg nnaHoBoro onepaTmnBHOro feyvYeHus.

+ OKCTPEHHO rOCIUTaNU3NPYINTE MPU XN3HEYr POXaIoLLEM KPOBOTEYEHNM U HEOBXOAMMOCTU SKCTPEHHOWM
onepaumu.

« Bbinncka BO3MOXHa Mocne noiHOm 0CTaHOBKM KpOBOTEYEHNA.

- MauneHTaM ¢ BB HyxeH ancnaHcepHbI OCMOTP reMaTonora; LenecoobpasHas yactoTta — 1pa3 B rof 415 OLeHKM
Tepanuu, HexenaTenbHbIX ABNeHU U NabopaTopPHOro MOHUTOPUHIa Npu HeobxoanmocTu. YYP C, YOO 5.

. ﬂpM O6LIJVIprIX CTOMaToONnornyecknx eMelaTenbCTBax, BKOYaA HanoxXxeHre WBOoB 1 yaaneHe MHOMOKOPHEBbLIX
3Y6OB, MOXEeT I'IOTpe6OBaTbCF| rocnntanndauna; yoaneHme 3y6a M CTOMaToNnornyeckmne Xxmpyprmyeckmne
npouenypbl BbINOMHAKOT MNOCNe KOHCYNbTauly remMaTtonora.

YacTble BOnpochl
Kakne cneumduueckme nabopaTtopHble TECTbl pEKOMEHAYIOTCH AN NoATBepXaeHUsa 6onesHn BunnebpaHga?

[na noareepxaeHuns bB pekomeHaytotca vVWF:Rco, vVWF:Ag, cooTHowweHne VWF:Rco/vVWF:Ag, FVIII:C n nccnenosaHve
arperaumy TpoMOOLIMTOB, BKTOYasA MPOHBbLI CO CTAHOAPTHOW Y HU3KOW KOHLLEHTPaLMAMKU pUCTOMULIMHA. [put
HEBO3MOXHOCTM BbINOMHEHNS 3TUX CCNEAOBaHWN NaUMeHTa crneayeT HanpaBuTb B yUYPEXOEHWe, re OHW OCTYMHbI.

Korpga anarHo3 BB MOXHO cuMTaTb YCTaHOBIEHHBIM?
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[dnarHo3s ctaBaT npu Hanuynn na6opaTopHoro Kputepmnd " MUHUMYM OHOIO KIMHUYECKOIro KpUuTepua: 3Ha4nMMoro
aHaMHe3a KPOBOTOUMBOCTHM UM KPOBOTOUMBOCTU Y POACTBEHHUKOB 1-1 CTeneHn. ECnn eCTb KNMHKMKa U CEMENHBIN
aHaMHe3, HO HeT N1abopaToOPHOIro NOATBEPXAEHWS, ANarHO3 BbICOKOBEPOSATEH U HYXEH ANHaMUYecKui nabopaTopHbIit
KOHTPO/Mb Yepes 3-6 MecsLEB.

YeM neunTb KpoBOTEUEHME Y NaLmeHTa ¢ THKENbIM deHoTunom bB?

OcHoBow asnaetcs FVIIL+ vVWF; ero MOXHO codeTaTb C TpaHEKCaMOBOW KUCNOTON. TpaHeKkcaMoBas KNCNOTa: BHYTPb
15-25 Mr/kr kaxgble 8-12 yacoB nnu BHyTpmBeHHO 0,5-1T kaxable 8-12 4acoB C yKa3aHHbIMW BO3PaCTHbIMU
NPOTUBOMOKa3aHVUAMM.

Hy>xHa nn npodunakTnka TPoM6030B rnpu onepaumm y nauneHTta c bB?
PYyTWHHO €& He NpoBOAAT. PelleHne NpuHUMatoT MHANBUAYaNbHO C Y4ETOM OCOBEHHOCTEN XMPYPrnyecKoro
BMeLLaTeNbCTBA, BbIPaXEHHOCTU KPOBOTOUMBOCTU, OObEMa 3aMECTUTENBHOW Tepanum 1 GakToOpPOB pUcKa TPOMB03a;

aHTUTPOMBOTMYECKas NPOdUNAKTIKE MOXET BblTb Ha3Ha4YeHa Npu NOBbILLEHHOM PUCKe TPOMB03a NaLMeHTaMm,
nosnyu4atoLLmMm Beicokune Ao3bl FVIII+ vWE ¢ y4eTomM KOMOpBUAHOCTH.

Kak BeCcTu pofibl y XeHLuHbI ¢ BB?

Mpwv ponopa3pelueHnn BceM 6epeMeHHbIM C yCTaHoBNeHHoW BB HasHauvatoT FVIII + vVWF no cxeme ang ectecTtBeHHOro
WM ONepaTUBHOIO POLAOPA3PELLIEHNS; CNOCO6 POAOPA3PELLEHNS BHIOUPAIOT MO aKyLLUepCKMM nokasaHusam. MNMocne
POOOB NaLMeHTKy HabnogatoT B CTalmoHape 7 AHeN.

BbIXu1MKa caenaHa no TeKCTy pekoMeHaauUmmn 1 He 3aMeHseT ero. MonHbI oduLManbHbI TEKCT, KabKyNATOPbI 1 COKpaLLEéHHaa BepCusa:
https://wkonaceveHosa.pd/cr/123-bolezn-villebranda. OdpuLmanbHbI ICTOUHWK: https://cr.minzdrav.gov.ru/preview-cr/123_6
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