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PekomMmeHpauum no guarHoctuke 6onesHu BunneébpaHaa (bB), paspaboTaHHble
AMepUKaHCK1UM 06LwecTBOM remaTosioroB, Me>xxayHapoaHbIM COO6L,eCTBOM
no npo6aemMam TpoM603a U remocTtasa, HaumoHanbHoM accoumnaymen
remodunumn n BcemmnpHon pepepaumen remopunum

COJAEP>XAHUE * Hay4Ho 060CHOBaHHbIe PyKOBOAALLME NPUHLNbI, HAaNPaB/IEHHbIE Ha Yy4lleHUe TOYHO
AnarHocTuku 6one3Hn BunnebpaHnga (BB), cokpallieHne KonmyecTsa HeLesiecoobpasHblx
aHann30B v NpefoTBpaLleHne Bpeaa OT runepamarHoCTUKN.

Ijz:Lr) 3HAYEHUE * BB ABnAeTcA Hanbonee pacnpocTpaHeHHbIM Hac1eACTBEHHbBIM HapyLLIEHNEM CBEPTbIBaA-
€MOCTW KpOBU, O4HAKO ee TOYHas 1 CBOEBPEMEHHAA AMarHOCTNKA B HAaCTOsALLEee BpeEMSA
3aTpygHUTENbHA.
* BHacToswwee BpemMa NpenAaTCTBMAMM Ha MY TU K TOYHOM AnarHocTuke bB asnsaloTCA:
OTCyTCTBME NOHUMAHWA Pa3HULIbI MEXAY OTcyTCcTBME AOCTYNHOCTM / OrpaHnyYeHHas
CMMNTOMaMu HOpMasibHOro n natosaorunye- AOCTYNHOCTb U He,ClOCTaTOLIHbIIZ onbIT NpumMe-
CKOro KpoBOoTe4YeHus. HEeHWA cneynann3anpoBaHHbIX na6opaTopr|x
nccnenoBaHui.

* Ba)KHO yNy4LlwnTb TOYHYIO ANArHOCTUKY, YTOObI 06eCcneynTb AOCTYN K MeANLMHCKOM MOMO-
N1 1 cBECTN K MUHUMYMY NpoBeAeHne HeuenecooépaaHblx aHanM3oB M Bpen OT rmnepanarHOCTUKK.

% Ll,El'IEBAFl AY,D,VITOPMH * FemaTonoru, Bpauun ob6uen NPaKTUKKN, TepaneBTbl, akylwepbl, TMHEKO/I0A

MeanumnHCcKne paboTHUKM, KOTOPblE MPOBOAAT 06CeA0BaHNE NALUMEHTOB A1 TOYHOW MOCTaHOBKM
avarHo3sa bB.

¢ Jluua, y KOTOpbIX MOXXET Hab1l0AaTbCSA NAaTOIOrMYECKOE KPOBOTEYEHUE, KOTOPbIX
cnepyet ob6cnegoBathb Ha bB

OCO6EHHO CU/IBHO CUMNTOMbI MOTYT OTPa)XaTbCA Ha XEHLMHAX, Y KOTOPbIX MOTYT HabtoaaTbCs
MEHCTpPYyaJsibHble N MOC/IepOA0Bble KDOBOTEYEHUA.
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A - * [1p13bIB K NOBbILLIEHNIO OCBEAOMIEHHOCTM O LEHHOCTU U UCMOIb30BAHUN LLKabl OLEHKN
L OCHOBHBIE MOMEHTBI KpoBoTOUMBOCTH (Bleeding Assessment Tool, BAT).

BAT pekomeHayeTCA B Ka4eCTBE MHCTPYMEH- BAT HE pekomeHAayeTCA B Ka4eCTBE MHCTPY-
Ta ANA NepBUYHOro o6cnefoBaHna NnaumeH- MeHTa 415 06CNeA0BaHNA NPU MPUHATUN
TOB C HN3KOW BEPOATHOCTbIO pa3Butuns bB pelweHnsa o TOM, CeayeT /v 3akasblBaTb
(HanpvMep, B yCN0BUAX NEPBUYHON MEANLINH- onpefeneHHbll aHan3 KpoBM ANA NauneH-
CKOW momMoLyn). TOB CO CpeAHEN/BbICOKON BEPOATHOCThLIO

pa3sutua BB (Hanpumep, Tex, KTO HanpaseH
K remMaTosIory, Wan Tex, y KOro ecTb 6avkai-
LuMe POACTBEHHWUKN C MOATBEPXKAEHHbBIMU
cuMnToMamum).

* HoBble pekoMeHAauny npegnaraioT pacumpuTb Knaccudpukaumio 6B v Bko4MTb B Hee
NI, C KPOBOTEYEHMEM, MOA06HbIM BB, HO y KOTOpbIX ypoBHU dakTopa BunnebpaHaa (OB),
ncnonb3dyemble A4N5 NOATBEPXKAeHWs AuarHo3a BB Tuna 1, He COOTBETCTBYIOT paHee npea-
NOXXEeHHOMY AnarHocTunyeckomy nopory 30% wam meHee.

* [lpeanoxeHne N3MeHUTb NOAXO0A K nauneHTam ¢ bB Tuna 1, y KOTOpbIX CO BpEMEHEM HOP-
Manusosancs ypoBeHb ®B, BuacTHOCTU, NnepecMaTpuBaTb AMArHO3, a He CHUMAaTb ero.

¢ PekomeHaauum no nCcnosib30BaHUIO LLe/IEBOO FrEHETUYECKOro UCCief0BaHMs 4151 AnarHo-
cTukun bB Tvna 2B.

O6Luiee KOIMYECTBO PeKOMeHAAaL M paboyeli rpynnbl aKkcnepToB: 11 pekoMeHaauni

CnpaBoyHble maTepuanbl: James PD, Connell NT, Ameer B, et al. ASH ISTH NHF WFH T-T+ Guidelines on the Diagnosis of von Willebrand Disease. Blood Adv [include details
when published]

JononHutenbHas nHpopmaumsa o KnnHnvecknx pekomeHgaumax ana 6onesHn Bunnebparnaa (bB), paspaboTaHHbIX AMEPUKAHCKMM O6LLECTBOM reMaTos1oros,
MexayHapoaHbIM co06LecTBOM No npo6aemam Tpomb603a M remocTasa, HaunoHanbHom accounaumer remopunmm n BcemmpHon peaepaumnen remodunnnm pasmelleHa
Ha Be6-caviTe https://ashpublications.org/bloodadvances/pages/vwd-guidelines.



