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Bonesns Bumnebpanna (bB) — HaciencTBeHHas reMOCTa3HONATHsI, BO3HUKAIOMIAS B Pe3ylbTaTe JedeKTa
(daxtopa ¢on Buinedpanga (VWF) u xapakTepu3yromiascs CMEIIaHHBIM THIIOM KPOBOTOYMBOCTH. BB sBisiercs
OIHUM W3 Hanbollee pacIpOCTPaHEHHBIX BapHaHTOB HACIIEACTBEHHOH remocrasuonaruu (1% nacenenus). Ilpn
9TOM, PacHpOCTpaHEeHHOCTh bB 3HaUnTENBHO MPEBHINIAET KOJIUYECTBO JHArHOCTUPYEMbIX CiIydaeB (IUarHOCTH-
pyetcs Tonmsko 10%). Tak, B Pecrry6nuke bemapychk Ha nucnancepHoM ydere coctouT 248 manueHToB. C yueToM
HaceJeHHs CTPaHbl, TAKUX MallMeHTOB npexmnonaraercs a0 95 teicsia (Kabaesa E.H., 2023r). BB siBisiercs mex-
JUCIUIIIMHAPHOH Mpo0IeMOoH, MOCKOIbKY Bpad JI000H CIIeIMaibHOCTH MOXET CTOJIKHYTHCS C HEH BIIEpBBIE: He-
OHATOJIOT, MeINaTp, aKyIIep-THHEKOJIOT, Bpay 00IIeH MpakTUKU, XUpypr, cromarosor, JIOP-Bpad, remarosor.

[IpoGnema cBOeBpeMeHHOH TuUarHoCcTuku bB cBs3aHa ¢ HEZOCTATOUHOM OCBEIOMIICHHOCTBIO HACETICHUS O
3a00JIeBaHUH, Pa3HOOOPa3ueM CUMITOMOB M Pa3INYHON TSDKECTBIO UX MPOSIBICHUM. 151 HOSIBICHNS HACTOPOXKEH-
HOCTH y Bpauei B oTHoeHn# BB tpebyercs onbiT. Kpome Toro, auarnocruxa bB 310 c10KHBIH, ocneoBares-
HBII ¥ TTOBTOPSAEMBII Mporiecc, TpeOyIOmUi TPUMEHEHHST PA3IHYHbIX JJAOOPATOPHBIX TECTOB, YTO OIPEICICHO
pasnmunbiMu THIaMu BB. IToBbIlIeHe 0CBEAOMIIEHHOCTH Bpayeii-He reMaTosIoroB U 00pa3oBaresibHble HHHULUA-
THBBI MOTYT CIIOCOOCTBOBATh CBOEBpEeMeHHOH ArarHocTike bB. C 3Toi 11erbio MexX TyHapOAHBIMH SKCIIEPTaMH 110
HapyUIEHHUSIM CBEPTHIBaeMOCTH KpoBH U bB Obu1 pa3paboTaH 11o0anbHbIH MPOEKT MO HOBBIIEHHIO 0CBEIOMIICH-
HOCTH W yiydlleHHio auarHoctuku bB. I[TomumMo mpenocraBienns o6pa3oBaTeNbHBIX PECYPCOB, MOCBSAIIEHHBIX
BB, BeO-caiiT BkitouaeT B cebst onnaiH-uHCTpyMeHT (VWD test.com) ist CaMOCTOSATEILHOM OLIEHKH KPOBOTE-
YEeHUH W IpeuIaraeT TUarHoCTHIECKyIo MOAJICP)KKY MAIlMeHTaM U UX JIeHalluM BpadaM, y KOTOPBIX €CTh OajuIbl,
yKa3bIBalolIre Ha HapymeHue cBepTbiBaeMocTr KpoBH (Fernando F Corrales-Medina, 2022r.).

Lens: pazpaboTars JOPOXKHYIO KapTy JUIs IuarHocTuku bB u nmocnenyomiero BeieHus alMeHToB B o011ie-
BpaueOHON IPAKTHKE.

JluarHoctuka ¥ MEJUIMHCKOE COIPOBOXKCHNE NMaNMeHTOB ¢ bB M31I0keHbI B COOTBETCTBUU C KIMHUYE-
CKHUM MPOTOKOJIOM «OKa3zaHue MEIUIIMHCKON ITOMOIIY MAIlieHTaM (B3pOCIIOe B IETCKOE HaceleHue) ¢ O0JIe3HbIO
Bunnebpanna», yTBep>KA€HHBIM MOCTaHOBIeHHEM MUHHCTEpCTBA 37paBooxpaHenust Pecrryonuku bemapyck ot
29 mromst 2022 1. Ne 80. B kauecTBe caMOCTOSTEIHHOTO CKPHHWHTA /TS TAIlMeHToB Mpeiaraercss VWD test.com.

[IpencraBnena nopoxHas KapTa npu auarHoctuke bB u mocnenyromniem BeneHnn nanuenTa B o0mieBpaueo-
HOM MPaKTHUKE.
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[lepBuuHBIil KOHTAaKT — Bpau oOuiel npaktuku. OOpalieHne Mo MoBOAY: HOCOBBIX KPOBOTEUEHHH, aec-
HEBBIX KPOBOTEUECHUH, MOJIKOKHBIX KPOBOM3IIHUSHUM, JUIMTEIbHBIX KPOBOTEYCHUH OCIIE OBITOBBIX paH, MacCHB-
HOTO KPOBOTEUCHUsI MOCIE yAaJeHus 3y0a, IOCTONEPAMOHHBIX KPOBOTEUEHUH, reMapTpo30B. JlefcTBus Bpaya:
IepBUYHOE OOCIIeIOBaHNE: MCTOPHS KPOBOTCUCHUH, ceMeifHblii aHamue3, VWDtest (aHkeTHpOBaHUE), OICHKA
pHCcKa HapyleHui cucTeMbl reMocTasa. OOBEKTHBHBIN OCMOTpP (3KXMMO3bI, IETEXUH, TeMaTOMBbI, TEMapTPO3bI).
KommiekcHast TMarHoCcTHKa MPUYHH HOCOBBIX KpoBoTedeHue coBMecTHO ¢ JIOP-BpadoMm u HeBposorom. Jlabo-
paropHbIe uccienopanus: oomuil anamu3 kposu (OAK) ¢ Bu3yasabpHOIT OIleHKOM KomruecTBa TpoMboImToB (Tr) +
PETUKYJIOLUTHL; KoaryjiorpaMma; OMOXUMHUYECKUI aHalli3 KPOBU + CHIBOPOTOUHBINA (epputuH. JlelictBue: eciu
PHCK TIOBBIIIEH — HAIPABICHUE K TEMATOJIOTY.

JuarHoctuka — remaronor. Ob6mactHON ypoBeHb: OAK ¢ BH3yambHOW OIEHKOH KoimdecTBa Tr; koary-
JorpamMma (aKTHBHPOBAHHOE YaCTUYHOE TpoMOoruiacTuHOBOe Bpems (AUTB), mporpomouroBoe Bpems (I1TB),
tpombuHoBoe Bpems (TB), ¢ubpunoren; arperarorpamma (c AJlD, agpeHaIMHOM, KOJUIAareHOM M JIp.); Koary-
msiumonHast aktuBHocTh FVIIL (FVII:C); xonmmuectBenHoe conepxkanne VWF (VWF-anturen, vWF-Ag); koary-
nsrronHas aktuBHOCTh VWF (VWF:C). Pecniyonukanckuii ypoBeHb: puctoneruH-kodakTopras (VWE:RCo) u
KoJutareHcBs3pBatoniast aktuBHOCTE VWF (VWF:CB); pucronietnn-naxynupoBansas arperanus Tr (RIPA); rene-
THYECKOE TECTUPOBAHNE; aHAIN3 MYJIBTUMEPOB. POk remMarosora: mocTaHOBKa OKOHYATEIBHOTO JHArH03a U THIIA
BB, oueHka prcka KpOBOTEUEHUMN.

CoBMecTHOE IUTaHUpoBaHue Teparuy. CIIM3UCThIE KPOBOTEUCHHUS: aHTH(HUOPHHOINTHYECKHE TIPEnapaThl
(TpaHekcaMoBasi 1 aMUHOKAIpOHOBas KUCJIOTa); MECTHBIE KPOBOOCTAHABIMBAIOLINE CPEICTBA; MEXaHUYECKUH
reMocTas; JeCMOIPECCHH (U1l HHTPaHa3aJbHOTO, MOJKOXKHOTO/ BHYTPUMBIILIEYHOT/BHY TPUBEHHOTO BBEACHHIA);
3aMeCTHUTeNbHas Tepanus KOHIleHTparaMu ¢akropa cBepThiBanus kpoBu VIII, coneprxkamumu vWF mpu BEICOKOM
pHCKE KPOBOTECUECHHUS. XUPYypPrUIeCKNEe BMEIIATENbCTBA, B T.4. yaJeHHE 3y0a: COBMECTHOE IIAHUPOBAHHE C Te-
MaroJIOTOM; 3aMECTHUTEIIbHAS Tepanus KOHIEeHTpaTaMu ¢akropa ceepreiBanus Kposu VIII, coneprkamumn vWF B
MIPOQUIAKTHUECKOM PEXUME (IS TPEAOTBPAIECHHS BOSHUKHOBEHHUS! FeMOPparuueckoro cuuapoma). I'emaromno-
THYECKHE OCIIOKHEHHS: TocTreMopparudeckas JK/IA: Ha3HaueHne SHTEpaTbHBIX TPENapaToB XKeje3a B CyTOUHOH
no3e 100-200 mr/cyTku 10 HOpMaIH3aluy reMorioouna (4-6 Heaens), 3areM 50-100 Mr/CyTKH € 1EIbE0 BOCIIOIHE-
HUS JeTo jkere3a B opranusme (1-3 mecsmes). JlaTeHTHBIN neununT jxkese3a: Ha3HaueHUe SHTEPATbHBIX Tperapa-
TOB kene3a B CyTo9HOH mo3e 100 mr/cyTku B TeueHue | Mecsma rBa pasa B rof. [Ipodunaktuka nedummra xemesa:
Ha3Ha4YeHHE SHTEPaJIbHBIX NIPENaparoB jkesie3a B CyTouHoH no3e 30-60 Mr/cyTKH B TeueHHE 3 MECSIIEB €KETOIHO.
MoHHTOPHHT — Bpad 00IIeil MPaKTHUKK: KIMHUYECKUI KOHTpPOIIb, okazarenu OAK, ceiBopoTouHOro heppuTHHa,
oleHKa 3((EKTUBHOCTH TEPAIMK; TeMaToJIor: 1abopaTOpHBIH KOHTPOJIb TOKa3arelied rTeMOCTa3norpaMMBL; Kop-
PEKTUPOBKA JICYCHUSI; COBMECTHAs OLICHKa HEOOXOAMMOCTH U3MEHEHUsI cTpaTeriu JedeHus. OOyueHue naiyueHra:
CaMOKOHTPOJIb KPOBOTEUCHHUH; CBOEBPEMEHHOE 00paIlleHHE PU OCIOXHEHHUAX; HHPOpManus 0 NpoUIaKTHKE U
TUTAHUPOBAaHWHU XUPYPTHUECKUX/MHBA3HBHBIX MTPOLIEAYP.

BoiBozbl. YunThIBast TOT (aKT, YTO SMHMIEMHUOIOTHYECKUE JaHHBIE YKA3bIBAIOT Ha CYIIECTBEHHBINH Pa3phIB
B narHocTHke BB, nerecoobpa3no BHepeHNE JOPOXKHOM KapThl ManuenTa pu quarsoctuke bB B oOmmespaueo-
HYIO NMPAKTHKY IS YITy4IlIeHUs BBISIBIICHUS cilydaeB 3a0oneBaHus. Brimtouenue recta VWD test.com. mo3BoiuT
NalMeHTaM CaMOCTOSITENIbHO JMarHOCTUPOBATh CUHAPOM IOBBIIIEHHOW KPOBOTOYMBOCTH. BBeneHne cKpuHUHTa
Ha bB MOXeT CymecTBeHHO YCKOPHUTh MPOIECC MOCTAHOBKH JUArHO3a, YTO B AajbHEHIIEM [TO3BOJIUT YIy4IIUTh
KaueCTBO MEIUIIMHCKON TIOMOIIY, OKA3bIBACMOM TaKHM MAI[ICHTaM.
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