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1. MonexysipHO-TeHETUYHI MeXaHi3MU MaTOreHe3y i MIJISIXM ONTHUMI3allil iarHOCTUKY, JIIKYBaHHS Ta IPOQPiIaKTUKU

I10sIBU iHTibiTOpPY Y XBOPUX Ha reModiiito



2. Molecular genetic mechanisms of pathogenesis and ways of optimization of diagnosis, treatment and prevention
of inhibitors in hemophilia patients

Pedepar:

1. Mera: I1inBumuTy e(eKTUBHICTb HAAHHS MEOUYHOI JOMOMOTY XBOPUM Ha reMo(ijIilo, yCKJIaHEHY iHri6iTOpOM;
yIOCKOHAJIATY JiarHOCTUKY, IPOrPaMU JIiKyBaHHS i IPOQINAKTUKY y IUX XBOPUX. [IpemeT noCIiIpKeHHS: ClIaIKOBi
i MOJIEKYJISIPHO-T€HETUYHI YMHHUKMU CXUJIbHOCTI O PO3BUTKY iHIi6ITOPY; XapaKTepUCTHKa iHTibiTopy i slikyBaHHS
XBOPHUX Ha HabyTy remo@imiio A i B. BusHaueHoO 4acTOTy pO3BUTKY iHTiGITOPIB cepen, XxBOpUxX Ha remodiiio B
YkpaiHi, sika cknagae 16,7% npu remodinii A i 3,9% npu remodinii B, nogano xapakTepuCTUKy TUIIB iHribiTopis. Ha
OCHOBI MHOKMHHUX JIOTiT-perpeciu yzaraabHeHO (aKTOPH PUBKKY I1051BU iHTiOITOPY y XBOPUX Ha reMoitiio, 1m0
IO3BOJINJIO i€ HTU(PiKyBaTH Nalli€HTIB 3 BUCOKUM PU3MKOM PO3BUTKY iHTiOITOPY, CTBOPUTU MOJIEJIb [1J1s
nepenoadyeHHs Moro MOsIBY i 3alIPONOHYBATU UIJIIXU NPOPiNaKTUKKU. 3AiICHEHO KIIiHIYHY OLiHKY MOHOTepaIlii
npenaparamu rFVIla i aPCC y xBopux Ha reMmodiito 3 iHriGiTOpOM NMPOTITOM TPUBAJIOrO Nepiofy Ha MifCTaBi
CTaHJAPTU30BaHUX KPUTEPIiB Ta OOIPYHTOBAHO TaKTHKY JIiIKyBaHHS KPOBOTEY i 3a6e3leuyeHHs reMoCcTasy Iif yac

onepaliiiHuX BTPy4aHb Y XBOPUX Ha reMO(ijlilo 3 HU3bKUM TUTPOM iHTi6iTOpY Ta c1abKolo peakiiero. MeguiyHa.

2. Objective: To increase the effectiveness of providing medical care to hemophilia patients with inhibitors;
improve diagnostics, treatment and prophylaxis programs in these patients. Subject of research: molecular genetic
factors of predisposition to the development of an inhibitor; the characteristics of the inhibitor and the treatment
of patients with acquired hemophilia A and B. On the basis of clinical and coagulation studies, the rate of inhibitors
to FVIII(IX) in hemophiliacs in Ukraine is estimated to be 16.7% for hemophilia A and 3.9% for hemophilia B,
presented characterization of types of inhibitors. On the basis of multiple logit regressions, the risk factors for the
appearance of an inhibitors in hemophilia patients have been summarized, which made it possible to identify
patients at high risk of developing inhibitors, to create a model to predict its occurrence and to propose ways of
prevention. Clinical evaluation of hemostatic effectiveness of monotherapy with rFVIla and aPCC in hemophilia
patients with inhibitors during bleeds and hemarthrosis for a long period was performed on the basis of
standardized criteria. The programs of the treatment of the bleeds and providing hemostasis during surgery in
hemophilia patients with low titre of inhibitors and low responders are substantiated. Medicine.
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