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I. 3arasibHi BimOMOCTI

Jep>kaBHUH 00J1iKOBHI HOMeP: 0215U000353
Jlep>KaBHHH peecTpaliliHui HoMep: 0112U001373
Oco06J1uBi TO3HAYKHU: Binkpura

JaTa peecrtpaunii: 10-02-2015

II. Etran BukoHnauus JiP
Homep erany: 3

Ha3ssa eramny: IIposectu aHasi3 KOpeLiitHAX B3a€MO3B'SI3KiB 1Ja6OPATOPHUX Ta KIIIHIYHUX [TOKA3HUKIB 3 METOIO

IIPOTHO3YBaHHS €(PEKTUBHOCTI FTeMOCTATUYHOI Teparii y XBopux Ha reMoQiIiio 3 iHri6iTopom
IToyaTok eramy: 01.2014
3akiH4YeHHs eTamy: 12.2014

Buz 3BiTHOrO AOKYMEHTA: OCTaTO4HMIA 3BiT

I11. BizomocTi npo BukoHaBus JIiP

IloBHe HaliMEeHYBaHHS IOPHAHYHOI 0coou (a6o ITIB piznyHOi 0cO6H): lepkasHa ycraHoBa "[HCTUTYT

naToJiorii KpoBi Ta TpaHcdysiitHoi Menuunay HarjionanbHoi akagemii MeguuHux HayK YKpainy"
Kog, 3a €IIPTIOY: 02012088

Micue3Haxoa KeHHS:

dopma BaacHoOCTI:

Cdepa ynpaBiriHHS: HaujoHnanbHa akajieMis MEIMYHUX HayK YKpaiHu

InenTudgikarop ROR: He zacrocosyerscs

Poamip opranisarii:

Tenedon: (32) 238-32-47, (032)238-32-47

IV. BimomocrTi nnpo criiBBUKOHaBIIiB [IiP



V. BimomocrTi npo 3amoBHHKa [IiP

IloBHe HaliMeHyBaHHs IOPHIAHYHOI 0ocoou (a6o ITIB pizuyHO0i 0co6H): HanjonanbHa akapemis

MeJMYHUX HayK YKpaiHu

Kopg, 3a €EIPIIOY: 00061125

Micue3HaxoaKeHHS: ByJI. ['epueHa, 12, M. Kuis, KuiBceka 0671, 04050, YkpaiHa
dopma BaacHOCTI:

Cdepa ynpaBiriHHS: HaujoHanbHa akazemist HayK YKpaiHu

ImenTudikarop ROR: He zacrocoyerbcs

Poamip opranisanii:

Tenedon: 380444893981

VI. I>kepeJia, HanpsiMHu Ta oocsiru pinaHcyBaHHs JIiP

IlincraBa ojist npoBeaeHHs [iP: 34 - norosip (3aMOBJIEHHS) 3 IEHTPaTbHUM OPraHOM BUKOHABYOI BIajy,

akazemielo HaykK (TOJIOBHUMM PO3NOPSIHUKAMU OI0pKETHUX KOWITIB Ha TposefeHHs HIIJIKP)

Hampsam (l)iHchyBaHHﬂ: 2.1 - pyHIaMeHTabHI JOCIIIPKEHHS
I>kepesia piHaHCYBaHHS

7713 - KOWTH ep>KO0I0A KeTy

Kopg, nporpamuoi kinacudikarnii BuzaTkis i KpeagurysBaHHs (KITKBK): 6561020

dakTHyHHi 06car ¢piHaHCYBaHHS (THC. IPH.): 650




VII. BizomocrTi npo IiP
Ha3sBa po6oTH yKpaiHCBHKOIO:

BuBunTH MeXaHi3Mu BIUIMBY Ha FeMOCTa3 in vitro Ta in vivo npenapariB KOHIEHTpaTiB aKTOPiB 3CinaHHs KPOBi Ta

iX JiKyBaJIbHY [il0 Y XBOPUX Ha reModiiio 3 iHri6iTopoM

Ha3sBa po60oTH aHIJIiHCBHKOIO:

To investigate the mechanisms of influence on hemostasis in vitro and in vivo of clotting factor concentrates and
their therapeutic effect in patients with hemophilia with inhibitors

Pedepar yKpaiHCBKOIO:

O6'eKT nociiykeHHs -57 XBopux, Ha reMo@isito A Ta B Bikom Bif, 1 1o 64 pokiB, sIKi 3HaXOUINCS HA CTalliOHAPHOMY
JIiKyBaHHi B KJIiHiLli 260 criocTepiranaucs B AUCIIaHCEPHO-METOIUYHOMY BifgineHHi remodinii Ta koarysonartiit Y
"[HCTUTYT NATOJIOTii KPOBi Ta TpaHCy3iitHOI MenuuHu HAMH Vkpainn" (M. JIbBiB). MeTa IpOEKTY: HAa OCHOBI
IOCJIiIKeHHSI KOarysoJIoriYHUX IMOKa3HUKIB in vitro Ta in vivo po3po6uTy MeTOAM IPOrHO3yBaHHS TSIKKOCTI
nepeb6iry remopariyHux NposBiB Ta 3'1CyBaTH e(PEKTUBHICTb IIpenapaTiB KOHLeHTpaTiB ¢pakropa VIII, akTnBoBaHOro
pexkombinanTHOTrO pakropa VII, ¢pakropis 3cimanns kposi II, VII, IX, X i ix kom6iHawii y xBopux Ha remodinito A Ta B 3
iHribitopom. Kininiko-ysa6opaTopHi focimKeHHs BKIIOYaIH KiIiHiYHE OOCTeXEeHHs, KOaryJIoJOoridHi, reMaToJIoTiuHi,
6ioximiuHi mocigpkeHHs. BukoprcToByBaiyu reMaTosIoriyHui aHanizatop Micros 60 T N2 81473, 6ioximiuyHuit
anasizarop Point+180, SR 1907.1674, nanniBaBTOMaTU4HMi1 KoaryjsomeTp Helena-C4 N2 C4-2489. V pesysbrarti
IIPOBENEHUX JOCiIKeHb BUSBIJIEHO, 10 BUBYEHHS (PapMaKOKiHETUKH € HEOOXiIHUM [1J1s iHAUBiAyaapHOTO NMigbopy
ONTMMAJIbHOI JIiIKyBaJIbHOI 103M, YaCTOTU BBEJEHHS 3 METOIO PalliOHAJIbHOTO BUKOPUCTAHHS NIPEMNApaTiB i
3/leleBIIeHHs JIiKyBaHHS. JlocinKeHHs riepiony BifHOBIEHHS BBegeHoro ¢akropa VIII (IX) mosxe 6yTu
PEKOMEH0BAaHU SIK CKDUHIHTOBUH TECT JJIs1 NiarHOCTUKHU iHTi6iTOpy pu remo@iii A Ta B. Infekc BigHOBIEHHS
(IB) moxe 6yTH pEKOMEHI0OBAaHUM [J151 iHIMBiIyaJbHOTO PO3PaxyHKYy 03U BBeleHoro npemnapary ¢gakropa VIII ta IX.
BusBieHo, o papMaKkoKiHeTUYHi IOKa3HMKU 3ajleXXaTh, B OibIIill Mipi, Bif, iHIWBINyaIbHUX OCOGIMBOCTEN
nanjeHTa, a B MEHIIN - Bif TUIy npemnapary ¢axkropa 3cifanHs kposi VIII(IX). ¥ xBopux Ha remo@inito 3 iHribiropom
Ta 6€3 HbOrO €X Vivo/in vitro BUBYasM BILIMB Ha 3CiIaHHS IIpPenaparTiB LIyHTOBOI [Iii: HEAKTUBOBAHOTO
nporpomM6inoBoro kominekcy (PCC), akTHBOBaHOTO IIPOTPOMOIHOBOTO KOMILJIEKCY (AHTUIHTIGITOPHOTO KOMILJIEKCY ~
aPCC) ra pexombinanTHoro aktusosaHoro ¢axropa VII (rFVIla). 3mogenboBanuil ex vivo/in vitro nocin
IIPOBOJIAJIA HA OCHOBI TECTY aKTMBOBAHOTI'O MapLiaJIbHOr0 TPOMOOIIIACTUHOBOTrO Yacy (AYTY). Y xBopux Ha
remoisiio A 3 iHri6iTopom iHzekc BKopodeHHst AYTY npu noganHi 10 M1a3Mu KPOBi ex vivo /in vitro npenaparis
aPCC ra rFVlla 3B'13aHui CUJIIbHMM [TO3UTMBHUM KOPEJISITUBHUM 3B'SI3KOM 3 KJIIHIYHOIO BiZTIOBiAAI0 IIPU JIIKyBaHHI.
JyHaMika iHribiTopy y XBOpMX Ha reMo@ijito mif 4ac npoBeeHHs Teparlii 6yJia iHIMBifyanbHOIO, i He 3ajexkasna Bif,

IIOYaTKOBOTO TUTPY iHribiTOpa, TUIY iMyHHOI peakuii, 03U Npenapary Ta BULy JiKyBaHHS.

Pedepar aHIJIiHCBKOIO:

Object of study were 24 patients with hemophilia A and B, ages 1to 75 years who were hospitalized in a clinic or
outpatient department of SI " Institute of Blood Pathology and Transfusion Medicine, Academy of Medical Sciences
of Ukraine" Aim. To develop methods for predicting the severity of hemorrhagic manifestations and determine
efficacy concentrates of factor VIII, recombinant activated factor VII, coagulation factors II, VII, IX, X, and their
combination in hemophilia A patients with inhibitors based on coagulation test in vitro and in vivo. Methods.
Clinical and laboratory studies included clinical examination , coagulation tests, hematology, biochemical research.
It used Micros 60 hematology analyzer T number 81473 , biochemical analyzer Point +180, SR 1907.1674,
coagulometer Helena- C4 C4- number 2489. Results. pharmacokinetic study is necessary for the individual
selection of the optimal dose, frequency of administration for the purpose of rational use of drugs and reduce the
cost of treatment. Investigation of the recovery period introduced factor VIII (IX) can be recommended as a
screening test for the diagnosis of inhibitor hemophilia A and B. The recovery index (Ir) can be recommended for



individual dose calculation administration of the drug factor VIII and IX. Revealed that the pharmacokinetic
parameters depend to a greater extent on the individual patient, and to a lesser extent of the type of preparation
of coagulation factor VIII (IX). In patients with haemophilia with or without inhibitors ex vivo / in vitro studied the
effect on clotting by-passing agents: non activated prothrombin complex (PCC), activated prothrombin complex
(Anti-Inhibitor Coagulant Complex - aPCC) and recombinant activated factor VII (rFVIla). Modeled ex vivo / in
vitro experiment was carried out on the basis of a test of the activated partial thromboplastin time (APTT). In
patients with haemophilia with inhibitors index shortening APTT when added to plasma ex vivo / in vitro
preparations APCC and rFVIla associated strong correlative connection with the clinical response to the
treatment. Dynamics inhibitor in patients with hemophilia during therapy was individual and did not depend on
the initial titer inhibitor type of immune response, the dose and type of treatment.

Ingexc YIK: 616.15; 615.38, 616.151.514-092: 612.017.1

Koau TeMaTHYHHX PyOPHK: 76.29.33

KepiBHHUKH po6OTH

Biacue IlpizBuuie Im's I10-0aTbKOBI: JloriHcbkuii Bosopumup €BcraxoBny
HayKkoBu# CTYIiHB: 1. mef. H.

BueHe 3BaHHSI: npodecop

InenTudikarop ORCID ID:

JoparkoBa inHdpopmamnist:

VIII. HaykoBa (HayKoBo-TexHiuHa) npoaykuist (HTII)
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Lissitchkov, O. Stasyshyn et al Efficacy and safety of a recombinant factor IX (Bax326) in previously treated
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prospective, open-label, uncontrolled, multicentre, phase III study//Haemophilia. - 2014. - N220. - P.651-658.
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