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CocTosiHue BonesHb Bunnebpanaa (BB) npeactaBnaeT co6omn Hanbonee pacnpocTpaHeEHHOE BPOXAEHHOE HapyLleHme
remMocTasa y 4yesioBeka. ToyHasi M CBOEBPEMEHHas AMarHoCThKa ConpsieHa C pAAoM Npobiem.
npo6nembl Y P A P PAAOM NP

Uenb 3TO OCHOBaHHOE Ha foKa3aTe/IbCTBax PyKOBOACTBO AMepUKaHCKOro obLecTtsa rematonoros (American Society
of Hematology, ASH), MexxayHapoaHoro obLiectsa TpoM603a 1 remocTasa (International Society on Thrombosis
and Haemostasis, ISTH), HaunoHanbHoro ¢oHaa remodpunum (National Hemophilia Foundation, NHF) n BcemupHori
denepaummn remoodumnum (World Federation of Hemophilia, WFH) npegHa3HaueHo 4158 NOMOLLM nauneHTam, Bpadam 1
crneuvanmMcTaM CUCTEMbI 34PaBOOXPaHEHUS B MPUHSATAM PeLLEHNiA 0 AnarHocTuke BB.

MeToapbl O6wmmm yeunmamm ASH, ISTH, NHF n WFH 6bi1na cosgaHa MynstuancumnavHapHasa paboyas rpynna ans
$opmMmnpoBaHMA pekoMeHaaLmMIi PyKOBOACTBA, KOTOpasa BK/IKOYMAA 4 NnpeAcTaBUTeNs NauMeHToB 1 6bin1a
cbanaHcmpoBaHa 415 MUHUMMU3aLMU NOTEHUMAIbHBIX CUCTEMATUYECKMX OLLUMOOK, CBA3AHHbBIX C KOHPIMKTaMU
MHTEepeCcos. OT,CleJ'I N3y4eHna ncxoaoB sieveHna 1 BHegpeHna Me,EI,VILl,VIHCKOFO LUeHTpa yHVIBepCVITETa wiTata
KaHnsac (The Outcomes and Implementation Research Unit at the University of Kansas Medical Center, KUMC)
nogaepxan npouecc pas3paboTkv PyKOBOACTBA, BK/KOYaa NpoBeAeHVe N 0OHOBIEHME CUCTEMATUYECKMX 0630pOB
[oKasaTenbHOM 6a3bl (Mo 8 sHBaps 2020 r. BKAUYNTEBbHO). Paboyer rpynnor paccTaBieHbl NPUOPUTETDI
KIMHNYECKMX 3anpoCcoB N NCXOA0B B COOTBETCTBUM C UX BaXXHOCTbLIO A4 Bpaqeﬁ M nauneHToB. Pabouei
rpynnov NPYMMEHeH NOAXo B COOTBETCTBUM C CUCTEMOW KnaccudmrKaLmm, OLEHKM, pa3paboTKy U SKCNEPTU3bI
pekomeraaumii (Grading of Recommendations Assessment, Development and Evaluation, GRADE), Bkto4yasi cxembl
«AokasaTenbcTBO — peweHne» GRADE, Ans oueHKun gokasaTesibCTB M GOPMUPOBaHMA PEKOMEHAALNIA, KOTOpble
3aTeM 6bln npeacTtaB/ieHbl ANA O6IJ.|,eCTBEHHOFO KOMMEHTUPOBaHUA.

PesyanaTbl Pa6ouen rpynnow cornacoBaHo 11 peKkomeHaauui.

BbiBOAbI KntoueBble pekOMeHAaLUMN aHHOTO PYKOBOACTBA BKJIOYAKOT POJIb MHCTPYMEHTOB OLIEHKM KPOBOTEYEHUS MPU
OLIeHKe NaLMeHTOoB C Noao3peHneM Ha BB, AnarHocTmyeckme aHanm3abl M MOPOroBble 3Ha4YeHMs TabopaTOPHbIX
nokasatener ansa bB tTvna 1 v Tvna 2, noaxoa K nauneHtam ¢ BB Tnna 1, ypoBHM LeneBbIxX NoKa3aTenen y KOTopbIX
HOPMa/IM30Ba/IMCb CO BPEMEHEM, @ TaKXKe POJib FEHETUYECKOro TECTUPOBAHNSA MO CPaBHEHUIO C GEHOTUMUYECKOM
OLIEHKOW Y MauMeHTOB C Tunamu 3aboneBanns 2B 1 2N. YCTaHOBNEHbI TaK)Ke BaXXKHbIE MPUOPUTETLI ByayLLmnx
nccnenoBaHuin.

MaTtepuanbl nogaHbl 3 ceHTA6pst 2020 r., NpUHATHLI 23 okTA6Pst 2020 r., ony6mMkoBaHbl oHaH 12 saHBapst 2021 . DOI 10.1182/
bloodadvances.2020003265. [laHHble CXeM «A0Ka3aTeNbCTBO — peLleHne» 6yayT ny6/M4HO AOCTYMHbI B BUAE IHTEPHET-CChIIOK B
OHNaNH-BEPCUN JOKYMEHTA.

MonHOTEKCTOBasA BEPCUA AaHHOM CTaTbM COAEPXKUT AOMNOHUTENbHbIE AaHHbIE. © AMeprKaHCKoe 06LwecTBO remMaTonoros, 2021
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O630p pekoMeHaauun

JaHHOoe pyKOBOACTBO OCHOBaHO Ha OOGHOB/IEHHbBIX U CUCTEMATUYECKNX 0630pax AOKa3aTesilbHON 6a3bl,
npoBefeHHbIX nog ynpasneHnem KUMC. Pa6o4as rpynna ncnosb3oBasia NporpecCrBHbIe MEeTOAbI
pa3paboTKn pyKOBOACTB, PEKOMEHAYEMbIX IHCTUTYTOM MeAnLMHbI 1 MeXxayHapOoAHOM CeTbio pa3paboTku
pykoBoacTs (Guidelines International Network, G-I-N)'-3. Pa6ouas rpynna ucnosnb3osana cuctemy GRADE ans
OLEHKM YPOBHS JOCTOBEPHOCTYM 10Ka3aTeIbCTB M GOPMYIMPOBaHMA PEKOMEHAALMIA O,

MaumneHTbl C NOAO3peHnem Ha bB

|

MHCprMeHT OLEeHKN KpoBoTeYeHna o

l

MonoxutenbHbin UK / OtpuuatenbHbIit/
BbIAB/IEHbl OTK/IOHEHWA OT HOPMbI @ HopManbHbI UK
|
OAK, MB/YTB (aononHuTenbHo — Yckn. BB

dubpuHoreH, TB)

e VWF:Ag, 3aBucrmasn ot @

TpombouuToB akTnBHocTb VWE, FVIII:C

I EVIII < VWF — VWEF:FVIIIB
NN reHeTUyeckoe
\L i' *L TeCTUpoBaHue
Yposhu VWF > 50 YposHu VWF 30-50 e YposHu VWF < 30 |
MoptBepanTb BB Tina 2N
OTcyTcTBUE CooTHollleHne 3aBUCHMON OT
Vit (13 KpoBOTEUEHNA pEEeTEE TPOMGOLINTOB aKTUBHOCTN
VWF n VWF:Ag
>0.7 <0.7
Tun 1 BB Tun 2 BB

\
e Mpobuoe e VWF:(l.‘,B/Ag e

npuMeHeHne
DDAVP vnu mynstumep VWF
Hopmanusauua yposHeit
MEPEEETPETTS AT 0 Ry VWEF ¢ Bo3pactom 7 l’+ OTKnoHeHne Hopma
Tun 1C BB OT HOpPMbI
Tunbl 2A, B BB Tun 2M
BB
e leHeTnyeckoe MopTBepXaeHne
TecTupoBaHue BB T1na 2B

PucyHok 1. O6wumit anropuTm gmarHocTuku BB. Yvcna B Kpyrax COOTBETCTBYHOT KOJIMHECTBY BOMPOCOB,
paccMaTpurBaeMbIX Npw co3aHumn pykoBoacTea. YposHu VWF oTHocATes k aHTureny VWF (VWF:Ag) n/wnm
3aBMCMMOWN OT TpoMboLmMTOB akTuBHoCcTM VWF. [1ns ynpolleHus B anroputme yposeHb VWF ykasaH kak 30-50;

370 cooTBeTCcTBYET ypoBHAM VWF 0,30-0,50 ME/MA, ¢ OrOBOPKOW, YTO CrieayeT NPUMEHSTb HUXKHIOK FpaHuLy
OMana3oHa HopMaJsibHbIX 3HaYeHWUIA, onpeaeneHHy MecTHOW nabopaTopuel, ecav oHa cocTasnsieT < 0,50 ME/mA.

* My>X4YMHbI M A€TK, HanpaBJ/IeHHble K remMaTosory, /v poacTBeHHMKM NauneHTa ¢ BB nepBoii ctenern poactea. UK
— nHaekc kpoBoToumBocTr; OAK — o6Lwmin aHann3 kposu; DDAVP — gecmonpeccuH; FVIII— dakTtop VIII; FVIIEC —
KoarynaumoHHas aktmeHocTb dakTopa VIli; NMB — npoTtpombuHoBoe Bpems; YTB — yacTuyHoe TpoMb6oniacTMHoOBOE
BPEMSI; UCKJ1. — UCKOUUT; TB — TpombuHoBoe Bpems; VWF:CB/Ag — oTHoweHne VWEF, cBsi3biBatoLLEro KosinareH, K
aHTureHy vVWF; VWF:FVIIIB — cBsasbiBaHue FVIII ¢ nomowbio VWF
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BonesHb BunnebpaHga (BB) npeacTtaBnaseT coboi pacnpoCcTpaHEHHOE BPOXXAEHHOE HapyLLeHme
remocTasa. CoBpeMeHHas Knaccudurkauma 3aboneBaHns BKIYaET TvMbl 1 1 3, xapakTepuayoLumecs
KO/IMYeCTBEHHbIM Aeduumntom dakTopa Bunnebparnaga (von Willebrand factor, VWF), a Takxke Tunbl 2A, 2B, 2M
1 2N, npeacTtaBnstowme cobor KayecTBeHHble BapuaHTbl. KnnHnyecku nauneHTol ¢ BB xapakTepuaytoTcs
N36bITOYHBIMU KPOBOUSIMAHUAMM B KOXKY 1 CIM3UCTBIE 060/104KK, BK/IHOYAA 06U/IbHbIE MEHCTPYa/IbHbIE
KPOBOTEYEHMSA, HOCOBbIE KPDOBOTEYEHMUS, IeErkoe 06pa3oBaHme KPOBOMOATEKOB, MPOAO/IKUTE/TbHOE
KPOBOTEYEHME U3 MEJIKUX PaH, KDOBOU3JIMAHNSA B MOIOCTb PTa M XXeTyA0YHO-KMLLIEYHBIN TPaKT, @ TakXke
KPOBOTEYEHMSA MOCE CTOMATOIOMMYECKNX BMELLATENBLCTB, POAOB, XMPYPruyecKmx onepauuii; B Haubonee
TSXKENbIX C/y4asx HabroaaTCA KDOBOU3INSAHNA B KOCTHO-MbILLEYHbIE CTPYKTYPbI. JleueHne BKaYaeT
aAbIOHKTUBHYIO TEpanuio (HanpumMep, TPaHEKCaMOBYHO KMC/IOTY) Y METOAbI JIEYEHMSA, HEMOCPEACTBEHHO
HanpaBJ/ieHHble Ha noBbileHne ypoBHel VWF (Hanpumep, aecMonpeccuH n koHueHTpaTtbl VWF). TouHas
CBOEBpeMeHHas avarHocTuka BB octaeTcs npo6iemon Kak Ans Bpaven, Tak 1 418 NaumMeHToB.

O6Lwmr anropntm anarHocTnku BB cm. Ha puc. 1.

UHTepnpeTauuns CUibHbIX U YCNOBHbIX (Cnabbix)
peKkoMeHaauui

Cwuna pekoMeHaaumi MOXET OblTb «CUNBHOMY («paboyen rpynnor N0 CoO34aHM0 PYKOBOACTBA
PEKOMEHAOBAHO...») NN KYCNIOBHOM» («paboyen rpynnor N0 CO3aaHVI0 PyKOBOACTBA MPea/1araetcs.. . »).
[Janee npvBeneHa nHTepnpeTaums.

CunbHas pekomeHgaums

e [1na nauneHTOB: NofaBnstoLlee 60/1bLUMHCTBO JINL, B AaHHOM CUTYaUMW NPeanoYTy T
peKOMeHAYEMbIE AENCTBUSA, U /IULLb HE3HAYUTEIbHAA [0/151 OTKAXKETCS MX BbIMOHATD.

e [1ns Bpayen: 60/bLUIMHCTBO NnL, 6yAyT BbINOHATbL PEKOMEHAYEMbIE AeNCTBMA. ManoBepOAaTHO,
4YTO NOoTpPebytoTcA dopMasibHble CPeacTBa MOMOLLM B MPUHATAM PELLEHMS, YTOObI MOMOYb
OTAENbHBIM MauMeHTaM NPUHATb PELLEHWS, COOTBETCTBYHOLLME UX LEHHOCTAM U NPEANOYTEHNAM.

11 HOPMOTBOPYECKUX OPraHOB: PEKOMEHAALMA MOXKET 6bITb NMPUHSTA B BUAE NpaBuia B
60/IbLLMHCTBE CUTYaLMI. BbiNnosIHEHWE 3TOW peKoMeHAaLmMmn B COOTBETCTBUN C PYKOBOACTBOM
MO>XET 6bITb UCMOJIb30BAHO B KAYECTBE KPUTEPUS KauyecTBa UM MHAMKaTopa 3bdEeKTUBHOCTM.

» [lnsaunccnepoBaTtenen: pekoMeHaaums NoA4ep>KnMBaeTCca BHyLLAOLWNM AOBEPUE UCCIEA0BaHNEM
nnn Apyrumm 4OCToBEPHbIMK 3aK/TIDHYEHNAMMU, B CBA3U C KOTOPbIMW AONOJ/IHUTENIbHbIE
nccnefoBaHusa BpAS /i UIBMEHAT pekoMeHZauuto. B onpeaeneHHbIx cnyyasx cuibHas
peKkomMeHaaunsa 0CHOBbLIBAETCA Ha HU3KOWM MM O4EeHb HU3KOM AOCTOBEPHOCTN AOKa3aTeNbCTBa.
B Takmx cutyaumuax B xo4e AOMOSHUTENbHbIX UCCIef0BaHWA B 6yayLLEeM MOXET 6biTb NoyYeHa
MHdOpPMaLMsA, KOTopas NOBAUAET Ha PeKOMeHAALNN.

3arpy»xeHo no ccbuike http://ashpublications.org/bloodadvances/article-pdf/5/1/280/1796783/advancesadv2020003265c.pdf
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YcnoBHas pekomeHgauus

* [1ns naumeHToB: 60NLLUMHCTBO /UL, B AaHHOW CUTYyauun NPeanodTyT NpeaaraemMble AeNCTBUS,
HO MHOIMe OTKaXKyTCSA UX BbINOAHATL. CpeacTea NMOMOLM B MPUHATUN PELLEHUS B 3TOM CUTYaLun
MOFYT 6bITb NO/1E€3HbI, YTOObI NMOMOYb NaLMEHTaM NPUHATL PELLEHNS, COOTBETCTBYOLLME NX
WHAMBUAYANbHBIM PUCKAM, LEHHOCTAM U NPEANOYTEHNSAM.

* [1ns Bpayen: pasnnyHble BapmaHTbl Bbibopa 6yayT NoAXOANTb Pa3HbIM
nauveHTam; Bpauu LO/HKHbI MOMOYb KaXKAOMY MauMEeHTY NPUATY K MPUHATUIO PELLEHNS B
OTHOLLEHWUM JIEYEHWSA, COOTBETCTBYIOLLEMY EMO LLIEHHOCTAM M NpeanoyTeHuamM. CpeacTea
MOMOLLM B MPUHATUM PELLEHMSA B 3TOM CUTYaLMM MOTYT 6biTb NOE3HbI, HTO6bI MOMOYb
OTAENbHBbIM NaLUMeHTaM NPUHATb PELLEHUS], COOTBETCTBYHOLUME UX UHAMBUAYASIbHBIM PUCKaM,
LLEHHOCTAM 1 NMPEAMNOYTEHUAM.

* [1nAa HOPMOTBOPYECKNX OPraHoB: GOPMMPOBaHME COOTBETCTBYHOLLMX NpaBuna notpebyer
CYLLECTBEHHOIO 06CYXXAEHUS 1 BOB/IEYEHNS Pa3HbIX CTOPOH. EC/in cooTBETCTBYHOLLMIA MpoLiecc
NPUHATUA PELLEHNSA HaA1eXallMM 06pa3oM AOKYMEHTMPOBaH, creayeT chOKyCcMpoBaTbCS Ha
Kputepuax adpdeKTUBHOCTM BbIbpaHHOIrO MeToAa.

» [nsaunccnepoBaTtenen: cmna AaHHOW peKoMeHaaunm, BePOATHO, yBEINUNTCA (B x0m€ 6yayLmx
O6GHOBIEHWUI NI MOACHEHWI) 3@ CHET pe3ynbTaToB AOMNOAHUTE IbHBIX UCCEA0BaHNNA.
OueHka YCNOBWUIA N KPUTEPUEB (a Tak>ke cBA3aHHbIX OLIEHOK, A0KAa3aTeIbHOCTN NCCNEA0BaHNSA
W LOMONHUTENBbHBIX 3aKJTHOYEHWN), onpeaenieHHaaA Kak ycsioBHadA (@ He cunbHas) pPeKomMeHgauu,
MOMOXET ONpeAeNTb BO3MOXHbIE NPO6esibl B UCCNeA0BaHUAX.

UHTepnpeTaymns nono>keHu Hagnekawyem npakTUKm

Kak onuncaHo pa6ouein rpynnoii GRADE, nono)eHust Hagnexkalen npakTUKK BK/IKOYaoT BMeLLaTelbCTBa
WM METOAbI, KOTOPble paboyen rpynnor No CoO34aHNI0 PYKOBOACTBA COrlacoBaHHO NPM3HaHbl UMELLMMUN
04YeBMOHOE MPENMYLLECTBO, XOTSI OHN MOTYT He 6bITb LUMPOKO M3BECTHLIMU UM NCMOJIb3yeMbIMU ™,
[MonoxkeHns Hagnexalluen NpakTUKM B LaHHOM PYKOBOACTBE HE OCHOBbLIBAKOTCA Ha CUCTEMATUYECKOM
0630pe AOCTYMNHbIX 4OKa3aTENbCTB. TEM HE MEHEE OHW MOrYT OblTb MHTEPNPETUPOBAHDI, KaK CU/bHbIE
peKoMeHgaumm.

PekomMmeHpauum

UHCTPYMEHTbI OL{e HKM1 KPOBOTEYEHMUS.

PEKOMEHAALMA 1.

[Ns NaumMeHTOB ¢ HU3KOW BEPOSATHOCTLIO BB (HanpumMep, B y4peXxaeHUsx NepBMYHOro 3BeHa
3[lpaBoOOXpaHeHus), paboyel rpynnoi JaHHOro PYKOBOACTBA PEKOMEHAYETCS Bbi6paTb MPUMEHEHNE
Ba/IMAMPOBAHHOIO MHCTPYMEHTa oLeHKM kpoBoTeueHus (MOK) B kKauecTBe MCXOAHOMO CKPUHMHI-TECTa

ANA onpeaeneHns NL, HY>XXAALNXCS B aHaM3e cneundunyeckmx napaMeTpoB KpoBK, U NpeanoYyecTb
BblLLIEYKa3aHHbI BapuaHT HECTaH4APTU3MPOBAHHOM K/IMHUYECKOW OLIEHKe (CU/IbHas pekoMeHaaLums,
OCHOBaHHas Ha YMepPeHHOM AOCTOBEPHOCTM [OKA3aTeIbCTB U3 UCCeA0BaHNI ANarHOCTUYECKOM TOYHOCTH

SDBO).
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MpumMeyvaHus

* [aHHasa pekomMeHAauma KacaeTcsa NPemMyLLEeCTBEHHO B3POC/IbIX XEHLUMH, MOCKO/bKY AaHHbIE,
nogaep>xmsatone ncrnonb3osaHne NOK B kayeCTBE MHCTPYMEHTA CKPUMHUHIA, XapaKTepU3yroTCA
HanbOobLLEW CUION B JAHHOW rpynne nauMeHToB.

+ KayecTBO NpoBefeHVst HeCTaHAaPTU3NPOBAHHOW KIMHUYECKOWM OLIEHKN MOXKET BapbypOBaThb
cpeav nosib3oBaTesiei JaHHOro PyKOBOACTBA.

* Cneuundnyeckme aHannabl kpou npu BB oTHocATcsa K anTureny VWF (VWF: Ag), 3aBncrumon ot
TpoMb6oumnToB akTMBHOCTM VWF (Hanpumep, rmunkonpoTtenHa IbM VWF (VWF.GPIbM)), a Takxxe
KoarynaunoHHom aktueHocTu paktopa VI (FVIII:C).

PEKOMEHAALINA 2.

[ns naumMeHToB CO cpeaHel BepoATHOCTbIO BB (Hanpumep, HanpaB/IeHHbIX K reMaTosiory), paboyen
rpynnovi npeasiaraercs He rnosaratbes Ha MOK ana npuHATUS peLlenHms o NpoBeaeHnn cneumbruieckoro
aHanusa KpoBw (yCnIoBHaA peKkoMeHAaLMs, OCHOBaHHasi Ha YMEPEHHOW AOCTOBEPHOCTN AOKa3aTeNbCTB U3
ncenegoBaHuii auarHocTmyeckom TodHocTn DB O).

MpumMevaHus

* [laHHasA pekoMeHaaums KacaeTcs MaLMeHTOB CO CpeaHe BEPOATHOCTbIO BB 10 BbINOHEHMS
aHann30B (~ 20 %), 06bIYHO HanpaB/IAEMbIX Ha 06CeA0BaHME K FeMaTosiory B CBSI3N C
Ha/JIM4YMEM B IMYHOM aHaMHe3e NnaumMeHTa aHOMasIbHbIX KDOBOTEYEHWI U OTKJIOHEHWUIA
WNCXOAHbIX TabopaTOpHbIX MOKa3aTesnien (Hanpumep, yBeIMYeHHOE aKTBUPOBaHHOE YaCTUYHOE
TpomMbonacTnHoBoe BpeMsi (AYTB), BKOYAA MY>XUMH 1 AETEN).

* [TOMMMO NPUMEHEHMS B KAYECTBE CKPUHMHI-TECTA B YUYPEXKAEHUAX MEPBUYHOIO 3BEHA
34PpaBOOXpaHeHnn, MOK MOryT UCNoJZib30BaTbCA NPK HanpaBaeHUN NaunMeEHTOB A1 OLEHKA
M JOKYMEHTMPOBAHWNA TAXKECTU KPOBOTEYEHMSA, @ TaKXKe B KOMOMHALNKN CO CreumpunyecKknmm
aHaM3aMun KPpoBU KakK KOMMNOHEHT NCXOAHOIro AMarHoOCTM4eCKOro noaxoaa.

* Cneuundnyeckme aHannabl kposu Npu BB oTHocaTca kK VWF:Ag, 3aB1ucrvMon OT TpoM60LUTOB
akTmBHocTn VWF (Hanpumep, VWF:GPIbM), n FVIII:C.

PEKOMEHAALMA 3.

[na naumMeHTOB C BbICOKOV BEPOSATHOCTLIO BB (Hanpumep, npu Hannymm 3a6oseBaHns y POACTBEHHUKA
nepBoOli CTEMNEHM POACTBA) paboyel rpynmnon peKkoMeHayeTcs He rnosaratbcs Ha MOK gna npuHATUS peluenHms
0 NPOBEAEHNM CNeLNPUYECKOro aHaIM3a KPoBU (CUIbHaa pekoMeHaaLmMs, OCHOBaHHasA Ha YyMEPEHHOW
[OCTOBEPHOCTW A0OKAa3aTeIbCTB U3 UCCNeaoBaHUI AnarHocTnieckon TodHocT D P Q).

MpuMeyaHusa

* [laHHasa pekoMeHaaums KacaeTcsi MaLUMeHTOB C BbICOKOW BepOATHOCTLI0 BB Ao npoBeaeHus
nccnenoBaHus (~ 50 %), 06bI4HO HanpaBAsieMbIX Ha 06CiefoBaHNE K reMaTos10ry B CBA3M C
Hann4meMm 3abosieBaHns y PoACTBEHHMKa NePBO CTENEHM POACTBA, HE3aBUCMMO OT HaIMuns
CUMMTOMOB KPOBOTEYEHUS UM UCXOAHbIX J1TabopaTOPHbIX MOoKasaTenen (BKroYas My>KUmnH 1
neten).
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* [TOMMMO NPUMEHEHMSA B KAYECTBE CKPUHMHI-TECTA B YUYPEXKAEHUAX MEPBUYHOIO 3BEHA
34PpaBOOXpaHeHuA, MOK MOryT UCNoJZib30BaTbCA NPK HanpaBieHN NauneHTOB A1 OLEHKA
M JOKYMEHTMPOBAHUA TAXKECTU KPOBOTEYEHMSA, @ TaKXKe B KOMOMHALNKN CO creumduyecKknmm
aHaM3aMun KPpoBU KakK KOMMNOHEHT NCXOAHOIro AMarHoOCTM4eCKOro noaxoaa.

* Cneuudnyeckme aHannabl kposu npu BB oTHocATca kK VWF:Ag, 3aB1UCMMON OT TPOM6G6OLUTOB
aktuBHocTn VWF (Hanpumep, VWF:GPIbM), n FVIII:C.

OnpepgeneHune akTuBHocTH cBsa3biBaHus VWF ¢ TpoM6oumntamu

PEKOMEHAALNA 4.

Pabouyewn rpynnor npeanaraeTcs MCrnosib3oBaHne 60nee HOBbIX METOAOB aHan3a aAns onpeaeneHuns
akTMBHOCTK cBA3biBaHWA VWF ¢ TpomboumnTtamm (Hanpumep, VWF:.GPIbM, VWF:GPIbR) BmecTo onpeaeneHus
kodakTopa puctouetmHa (VWF:RCo) (aBTOMaTM3NPOBAHHOE UM HE aBTOMaTU3MPOBaHHOE onpeaesieHne)
ANns anarHocTukn BB (ycnoBHas pekomeHgaums, OCHOBaHHaA Ha HU3KOM 4OCTOBEPHOCTM AOKa3aTebCTB U3
ncenegoBaHuii guarHoctmnyieckom TodHocTn @D O0).

MONIOXEHWE HAOJIEXKALLEEA MPAKTUKW. Onpenenenue aktmBHocT VWF 40OMKHO NPOBOANTLCS B
COOTBETCTBYHOLMM 06pa30oM aTTecToBaHHOW labopaTopuu.

Hopmanunsayusa yposHein VWF ¢ Bo3pacTom

PEKOMEHAALIMA 5.

Pa6o4en rpynnoi npegsiaraercs nepecMoTp AnarHo3a, a He CHATUE AMarHo3a y naumneHToB C paHHee
noaTBepxxaeHHon BB Tvna 1, y KoTopbix B HacTosLwwee Bpemsa yposHu VWF ¢ BO3pacToM HOpManM3oBaamch
(ycnoBHas pekoMeHaums, OCHOBaHHas Ha O4eHb HU3KOWM JOCTOBEPHOCTM JOKa3aTe/IbCTB U3 UCC/Ie0BaHNI

adpodekTmBHOCTU BOOQ).

MpumMevaHus

* B oTHOWeHWMM aaHHOM pekoMeHadauumn paboyas rpynna ncxoguna na NnpeanonoxXeHus, 4to
HavasbHbI AnarHo3 BB Trna 1 6bi1 TOYHbIM.

* I3BECTHO, YTO CTapeHMe 1 CONyTCTBYIOLLME 3aboneBaHns noBbiwakoT yposHu VWF. [Mpu aTom
B3aVMMOCB#A3b Mexay noBbiweHnem ypoBHs VWF n cuMnToMamMmm KpOBOTEYEHNS HE YCTaHOB/IEHa.

* PelleH1si 0 NepecMoTpe UK CHATUM AMarHo3a 4O/KHbI YYUTbIBaTb LEHHOCTU U MPEeanoYTeHUs
naumeHTa, KOTOpbI AO/MKEH 6bITb MPOMHGOPMUPOBaH 06 3TOM U AOMYLLEH K Y4acTUIO B NMpoLecce
MPUHSTUA PELLEHUS.
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BB Tuna 1.

PEKOMEHAALINA 6.

Ons noareepxkaenHns anarHosa bB tmuna 1 paboyen rpynnov peKkoMeHayeTcs1 y4nTbiBaTb YPOBEHb
VWEF < 0,30 ME/Mn He3aBMCMMO OT Ha/IMuMsi KPOBOTEYEHMS, a AJ1A NaLUMeHTOB C aHOMaJslbHbIMM
KpoBoTeyeHusamn — yposeHb VWF < 0,50 ME/Mn (cunbHas pekoMeHaaums, OCHOBaHHasi Ha HA3KOM
[0CTOBEepHOCTU foka3aTenbeT adpdekTmBHOCTU DD OQ).

MpumeyvaHusa

* KypogHto (-Ham) VWF oTHocaTca VWF:Ag n/vnm 3aBnucrumas ot Tpomo60oumToB akTuBHOCTb VWF
(Hanpumep, VWF.GPIbM).

* CnepyeT NPUMEHATb HUXKHIOK rpaHuLy Ananas3oHa HOPMasbHbIX 3HAaYEHUI, ONPeaeneHHYHO
MecCTHOW nabopaTopuein, ecnm oHa coctasnseT < 0,50 ME/mn. AnddepeHumpoBaHme anana3oHoB
pedepeHCHbIX 3Ha4YEeHUIN B 3aBUCUMOCTM OT rpynmbl KpOoBKM o cucteme ABO He TpebyeTcs.

* VWF OoTHOCUTCA K Mapkepam OCTpoW ¢pa3bl BOCNANEHMSA, T. €. €0 YPOBEHb MOBbLILLAETCA Npu
peakumm opraHM3ma Ha pas/iM4Hble CTUMY bl (HanpyUMep, KPOBOMOTEPS, TpaBMa, 6EPEMEHHOCTD).
[uarHoctnyeckoe onpegenerHne VWF cnegyeT npoBoAnTb, KOrga y naumMeHTa HET OCTPbIX
COCTOSAHWI.

BB Tuna 1C.

PEKOMEHAALMA 7.

Pabouen rpynnov npegiaraeTca He ncrnosib308aTtb oTHoweHue nponentnga VWF k antureny VWF (VWFpp/
VWF:Ag), a BMECTO 3TOro NPOBOAUTbL NPOHGHOE BBEAEHNE AECMONPECCHMHA C MPOBEAEHMEM aHaIM3a KPOBU
yepes 14ac n 4 yaca nocne nHby3nmn Ansa NOATBEPXKAEHMS NOBbILWEHHOro kavpeHca VWF y nauneHToB

c nogo3peHneM Ha BB tnna 1C (ycnoBHasa pekomeHpaums, OCHOBaHHasA Ha HU3KOW AOCTOBEPHOCTHU
[oKasaTeNnbCTB U3 nccnenoBaHuii gnarHoctuydeckom TodHocTn AP O0).

BB Tuna 2.

PEKOMEHAALINA 8.

Ons noareepxkaenns BB tuna 2 (2A, 2B nnv 2M) paboyeri rpynnow npegsaraeTcs He UCrosib30BaTh
NMOPOroBOE 3Ha4YEeHME OTHOLLIEHMA 3aBUCUMOM OT TpoMboumToB akTuBHoCcTM VWF Kk VWF:Ag < 0,5, a
NCnosb30BaThb 60/1e€ BICOKOE MOPOroBoe 3HayeHne < 0,7 y NaumeHTOB C OTK/IOHEHNEM OT HOPMbI
pe3ynbTaToB CKpMHMHIa Ha BB (ycnoBHas pekomeHgauus, OCHOBaHHas Ha O4€Hb HU3KOW OCTOBEPHOCTH
[okKasaTenbcTB 13 anarHoctuyeckmx nceneaosaHnin OOQ).
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lNaumeHTbl ¢ Nogo3peHuem Ha bB Tnna 2B

[eHeTnYecKoe TecTu POBaHKE

!

l

OTpuuaTenibHble B OTHOLLUEHNN MonoxuTenbHble B OTHOLLEHUN
BapuaHToB bB Tuna 2B BapuaHToB bB Tma 2B

l

PUAT

MonoXxntenbHo

l

OueHKa Ha npeameT 3aBUCUMOW
OT TPOMOOLMTOB aKTUBHOCTM
VWEF (GPIb) n/wnn gpyrux
HapyLleHWI remocTtasa

OTpuuaTenbHo
IunarHo3 bB [wnarHo3 bB
Tnna 2A Tnna 2B

PucyHok 2. Anroputm gnarHoctukm BB Trna 2B GPIb — raunkonpoTteuH Ib; PUAT — puctoueTuH-nHAYyLUMpoBaHHasn

arrrnTUHauma Tp0M6OLlVITOB

MpumeyvaHue

* Y HekoTopbIx NaumeHToB ¢ bB Tuna 2 yposeHb VWF:Ag 1 3aBucrMasn 0T TPOMOOLMTOB aKTUBHOCTb
VWEF aBnstoTca HopMasibHbIMUY, HO OTMEeYaeTCs HU3KOE OTHOLLEHME 3aBUCMMOMN OT TPOMOOLNTOB

aktTmsHocTn VWF Kk VWF:Ag.
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PEKOMEHAALINA 9.

Pabouewn rpynnov npegsiaraetcs aHanusa mynstumepo VWF nnv onpeaenerve otHoweHns VWE,
cBsaA3biBatoLlero konnaret, (VWF:CB) k antureny VWF (VWF:Ag) ansa gnarHocTtukm BB Tna 2 y naumeHToB ¢
nogo3peHneM Ha Tvn 2A, 2B nnn 2M B ciydae He06X0ANMOCTM NMPOBEAEHMSA AOMNOJHUTE/IbHBIX NCCIeA0BaHNN
(ycnoBHas pekomeHaaums, OCHOBaHHasA Ha O4eHb HU3KOM AOCTOBEPHOCTUN A0KA3aTeNbCTB U3 UCCIeA0BaHNN

anarHocTtuyeckon Tod4HocTM BOOO).

MpumeyvaHue

* BonblMHCTBO NnabopaTopuii, NpoBoasAwmx nccnegosaHma VWF:CB, ncnonesytoTt konnareH | ninnm
Il Tuna, KOTOPbLIV ABNSETCA CyppPOraTHbIM MapKepPOM NPUCYTCTBUS BbICOKOMOseKynsapHoro VWE.

PEKOMEHAALUA 10. Paboyen rpynnovi npeg/siaraercs BblbpaTh LieneBoe reHeTUYecKoe TeCTupoBaHme

1 NpeAnoYecTb BbilleyKa3aHHbIN BapyaHT HU3KO4030BOW PUCTOLETUH-MHAYLMPOBAHHOWM arritoTUHALNK
TpombouunToB (PUAT) ans yctaHoBAeHMs anarHo3a bB Tuna 2B y nauneHToB ¢ nogo3peHmeM Ha Tin 2A nnm 2B
B CJly4ae HEOH6XOAMMOCTH AOMOHUTESbHBIX UCCNEA0BaHWN (puc. 2) (ycioBHas pekoMeHaauums, OCHOBaHHas
Ha HU3KOW AOCTOBEPHOCTM AOKa3aTeIbCTB U3 UCCIeAoBaHuiA agnarHocTudeckomn TouHocTn @D OQ).

PEKOMEHAALMUA 11. Pabouewn rpynnon rnpegsiaraerca ncnonb3oBaHue ceasbiBaHua VWF ¢ nomoLubio

FVIII (VWF:FVIIIB) nnn ueneBoro reHeTM4eCKOro TeCTMpoBaHus (Mpy BO3MOXXHOCTW) A4J/1A MaLMEHTOB C
nogo3pennem Ha BB Tna 2N B caiyyae Heo6xoaMMOCTY AONONHUTENBHBIX UCCNeaoBaHul (puc. 3) (ycnoBHas
pekomMeHaaumns, OCHOBaHHasA Ha HU3KOW 4OCTOBEPHOCTU AOKa3aTeIbCTB U3 UCCIe[0BaHUIA ANAarHOCTUYECKOMN

TouHOCTM D O0).
MaymneHTbl ¢ Nopgo3peHnem Ha bB Trna 2N
J s
CansbisaHue VWF c daktopom VIII (VWF:FVIII) leHeTnyeckoe TecTpoBaHne
OTKNoHeHne Hopma MonoxutenbHble B MonoxwuTenbHble OTpuLaTensbHo
OT HOPMblI OTHOLLEHUN B OTHOLUEHUN
i\ J BapwaHToB 6B HOBbIX FeHETNYeCKNX N
mina 2N BapUaHTOB
[eHeTnyeckoe YposeHb FVIII "
cKnouNTL
TecTMpoBaHe Ha BB Tna 2N
npeAmMeT BapuaHTa | |
(-o8) BB Tvna 2N OiaEHEie W e VWF:FVIII
OT HOPMbI
| | v | |
[eHeTnyeckoe
MonoxuteneHo  OTPULATENBHO  1ocrypopatime lMonoxutenbHo  OTpuLaTenbHO
l/ Ha npegmeT F8
[wnarHo3 BB \—> Mpeanonoxutb QnarHos MpennonoxuTb
mmna 2N apyrve noatunsl bB APYTYie MOATMMbI
nnm remodunmio A BB Tuna 2N i

remopunuio A

PucyHok 3. Anroputm auarHoctuku BB Tuna 2N
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LleHHOCTH M npeano4YTeHMs. B COOTBETCTBUM C AaHHbIMU PEKOMEHAAUMAMM Hanb o bLlas LEHHOCTbL COCTOUT
B TOM, YTOObI HE MPONYCTUTb ANarHO3 y NauneHTOB C AaHHbIM 3a60/1EBaHMEM A1 06eCcneYeHns nx 4ocTyna K
MeauLMHCKOM nomMoLum. Paboyen prI'II'IOVI NMPWU3HaHbI Kpa|71He Ba>XHbIMW B KJIMHNYECKOM rnpouecce NpuHATUA
peLLeHMs cneayroLme Ncxoapbl: 3Ha4nMMble KpOBOTEYEHUS, MPOBEAEHNE TPaHCHY3MM N MeaKaMeHTO3HOoe
JNiedyeHune, XXenygo4Ho-Kue4dyHoe KpoBoTeYeHME, NOTeEPA KPOBU, TAXKECTb CUMNTOMOB, HE3Ha4YMMOoe
KpoBOTEYEHME, CMEPTHOCTDb, MpoOBeAEHNE nccnenoBaHui 6e3 HeobxoanmocTu. Ha HYaCTOTY YKa3aHHbIX
MCXOA0B BANAET TOYHOCTb AMAarHOCTUKM pasinyHbiX nogTunoB BB, a Takxke nsbexkaHme HETOYHOW NOCTaHOBKM
AnarHo3ay nauneHToB.

PasbsicHeHUs u gpyrue y4TeHHble ¢pakTopbl. B faHHbIX pEKOMEHAALMAX YYTEHbI pacxombl U 3dbEKTUBHOCTb
pacxonoBaHua, TpeboBaHMSA K pecypcam, BMAHNE Ha 06ecneyeHns paBeHCTBa B OKa3aHU MeAULMHCKNX
ycnyr, npueMnemMocCTb U BbIMO/THUMOCTb. MHorue BKIOYEHHbIE ncecnenoBaHUA XxapakTepn3oBasinCb BbICOKMM
PUCKOM CUCTEMATUYECKON OLUMOKM BCNEACTBME OTCYTCTBUA YETKNX CTAHAAPTOB CPaBHEHMA U NPO6aeM npu
oT6OopEe NauneHToB.

3arpy»xeHo no ccbuike http://ashpublications.org/bloodadvances/article-pdf/5/1/280/1796783/advancesadv2020003265c.pdf
nonb3oBaTesniem guest 5 pespansa 2021 . 10



