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I. 3arasibHi BimOMOCTI

Jep>kaBHHH 00J1iKOBHI HOMep: 0216U000345
Jep>kaBHUH peecTpaniliHUI HOMeP: 0115U000127
Oco06J1uBi TO3HAYKHU: Binkpura

JaTa peecrpamnii: 29-01-2016

II. Etran BukoHnauus JiP
Homep eramny: 1

HasBa €Tamy: Bus4ynTy 4yTIAMBICTh Ta CrIeUivyHICTL 1a60PaTOPHUX METO/IiB iarHOCTUKU, BCTAHOBUTU TUII
[IATOJIOTIYHOrO iHTiGITOPY Ta OLIHUTU 4aCTOTY, TSDKKICTb, XapaKTeP KPOBOTEY i €(DEKTUBHICTb Pi3HUX

reMOCTaTUYHUX METOJIiB y XBOPUX Ha reMOQiilo 3 pi3HUMU TUIIAMU iHTiGITOPIB
IToyaTok eramy: 01.2015
3akiHyeHH4 eTamy: 12.2015

Bup, 3BiTHOr0 JOKYMEHTA: [IpoMiXHMIA 3BiT

I11. BinomocTi npo BukoHaBus JIiP

IloBHe HaliMeHYBaHHS IOpUAUYHOI 0coou (a0o ITIB ¢izumyHOi 0c06H): JlepxaBHa ycraHOBa "[HCTUTYT

naToJiorii KpoBi Ta TpaHcdy3iiiHoi MenuuHYu HajjonanbHoi akagemii MeguuHUX HayK YKpainyu"
Kopg 3a €IPIIOY: 02012088

Micue3Haxoa KEeHHSI:

dopma ByracHOCTI:

C(l)epa yIIpaBJIiHHﬂ: HaujonasnbHa akageMiss MEIUYHUX HAYK YKpaiHU

InenTudikarop ROR: He zacrocosyerscs

Poamip opranisanii:

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

IV. BizomocrTi npo cniBBUKOHaBLiB JIiP



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.). 670




VII. BizomocrTi npo IiP
Ha3sBa po6oTH yKpaiHCBHKOIO:

BuBumMTH TUII NATOJIOrYHUX iHTi6ITOPIB 3CifaHHS KPOBi Ta iX IaTOreHeTHYHE 3HaYEHHS Y XBOPUX Ha reMoisito,

iMyHHY KOAaryJIonarito Ta 3 aHTUPOCPOJIIIIHUM CUHIPOMOM

Ha3sBa po60oTH aHIJIiHCBHKOIO:

To investigate the type inhibitors of coagulation and their pathogenesis in patients with congenital and acquired
hemophilia, and antiphospholipid syndrome

Pedepat yKpaiHCBKOIO:

O6'exT mochimxkenHs -101 xBopuii Ha remoditito BikoM Bif 3 1o 62 pokiB, cepel HUX 96 xBOpPUX Ha remodiiio A, 5
XBOPHX Ha remoiito B, sIKi 3Haxo[MInCs Ha CTallioHAPHOMY JIIKyBaHHi B KJIiHilli ab0 criocTepiranucs B
IVCIIAaHCEPHO-METOAUYHOMY BiffiseHHi remodiii Ta koarysnonariit 1Y "IHCTUTYT naToJsiorii KpoBi Ta TpaHCPy3iiHOI
mepunyHu HAMH Ykpainu'. Meta mpoekTy: Ha OCHOBi BUBUEHHSI KIHETHUKY IIATOJIOTIYHUX iHTIGITOPHUX aHTUTIN
CHCTEMHU 3CiJJaHH4 Yy BiiTIOBiJb HA HEUTPali3allilo HOPMaJIbHOIO 1J1a3MOI0 BCTAHOBUTH THII iHTi6iTOPY Ta i10ro
[IaTOr€HETUYHE Ta IPOTHOCTUYHE 3HAYEHHS Y KJIiHIYHOMY I1epebiry 3aXxBOPIOBAHHS Ta €(PEKTUBHOCTI JIiKyBaHHS
XBOPUX Ha reMoQiilo, iMyHHY KOarysomnaTito Ta XBopux 3 antudocdomninigaum cugpomom (APC). Kniniko-
J1abopaTOPHi JOCiIKEeHHS BKJIIOYAM KJliHiYHe 0OCTeXXeHHs, KOaryJloJIoriyHi, reMaTosIoriuHi, 6ioXimMiuHi
IOCTiIKeHHs. BUKOpuCTOBYBaM reMaTosIoriyHui aHasnizarop Micros 60 T N¢ 81473, 6ioxiMiuHMI aHani3aToOp
Point+180, SR 1907.1674, naniBaBToMaTUyHuUi KoarysomeTp Helena-C4 N2 C4-2489. Y pesysbTati NpoBegeHUX
IOCJIiIKeHb BUSBJIEHO, L0 Ha IIePIIOMY eTalli AiarHOCTUKU iHri6iTOpHUX aHTUTLN 7o ¢gakropa VIII(IX) y xBopux Ha
remodisio CKpUHIHIOBUH TeCT € iH(pOpMATUBHUM Ta Or0 BUKOHAHHS € JOLiJIBHUM. Y pa3i IO3UTUBHOIO
Pe3yJIbTaTy HEOOXiHO MEePENTHU KiJIbKICHOTO BU3HAYEHHS iHTi6iTOpPiB. TecT Kopekiiii MogoBXeHOro akTUBOBAaHOTO
napLiaJbHOrO TPOMOOIIACTUHOBOTO YaCy HOPMaJIbHOIO TJIa3MOI0 Y 3POCTal0vill KOHLEeHTpalii [0 i mics inkyo6arii
npotsrom 1 roz y XxBopux Ha remoisito no3BoJisie BinpisHuTy gediuut pakropa i BUSBUTUA aKTUBHICTb
crienpivyHOro HEUTPasi3yIouoro pOrpeCUuBHOrO iHribiTOPY N0 AedinuTHOro ¢akropa 3cigaHHs [ Tuny ta
HEeranHOTO ayTOIMyHHOTO iHribiTopy cuctemu 3cifaHus I Tumy. BctanoBneHo, mo Ha I, 1T ta III eTanax
IIOCJIiJOBHOTO aJITOPUTMY BUSIBJIEHHS] BOBYaKOBOTO AHTUKOATYJISIHTY (BA) y xBopux Ha remo@iito TecTy, sKi
XapaKTepU3yI0Tb aKTUBHICTb IPOTPOMOIHOBOTO KOMILJIEKCY € iHPOPMaTUBHUMU Ta NPUIATHUMU JJIs1 iarHOCTUKH,
3aBJSKU IX BUCOKIM iarHOCTUYHIN YyTIUBOCTI Ta cietnigyHOCTI. ¥ XBOpUX Ha reModiiio, yCKIagHEeHOIO ITOSIBOIO
iHri6iTOpHUX aHTUTIN O AePiIUTHOrO PakTopa 3CiZaHHS, KiJIBKICTb CyIJ106iB-"MillleHe" HanpsIMY TO3UTUBHO
3B's13aHa i3 TUTPOM iHTi6ITOPY, YACTKOIO CIIOHTAaHHUX KPOBOTEY Ta CIIO>XKUBAHHSIM IIperapary akTHBOBaHOTo ¢akropa
3cimanns VII (FVIIa). BctaHoBIEHO NIPSIMY KOPEJISILiIO BEIMYMHU TUTPY iHTI6ITOPY Ta 4aCTOTU KPOBOTEY 3 HASIBHICTIO
anTudocdomninigHoi akTuBHOCTI (BA). ¥ xBopux 3 BA 4acTka CIIOHTaHHUX KPOBOTEY Ta KiJIbKICTb CYT106iB-

"MillleHeN" 3MEHIIYEThCS.

Pedepar aHr1iliCbKOIO:

Object of study were 101 patients aged 3 to 62 years, including 96 patients with hemophilia A, 5 patients with
hemophilia B, who were hospitalized in the clinic and outpatient department of SI "Institute Blood Pathology and
Transfusion Medicine of NAMS of Ukraine ". Aim: To set the type of inhibitor and its pathogenetic and prognostic
value in the clinical course of the disease and the effectiveness of treatment of patients with hemophilia, immune
coagulopathy and patients with antiphospholipid syndrome (APS) by investigation the kinetic of inhibitory
antibodies in response to adding normal plasma. Clinical and laboratory studies included clinical examination and
tests of coagulation, hematology, biochemical. We used Micros 60 hematology analyzer T number 81473,
biochemical analyzer Point + 180, SR 1907.1674, semi-automatic coagulometer Helena-C4 S4-2489 number. Results:
screening test as the first stage of diagnosis factor VIII (IX) inhibitors in patients with hemophilia informative and
its perform is appropriate. In case of a positive result must perform Bethesda test. Test of correction APTT by



normal plasma in increasing concentrations before and after incubation for 1 h in patients with hemophilia allow to
distinguish factor VIII (IX) deficiency and identify specific neutralizing activity progressive inhibitor type I and
autoimmune immediate inhibitor type II. It was established that the I, Il and III stages of sequential algorithm for
detecting lupus anticoagulant (LA) in patients with hemophilia tests that characterize the activity of prothrombin
complex are informative and suitable for the diagnosis, thanks to their high diagnostic sensitivity and specificity.
The amount of "target” joints in inhibitory hemophilia patients positive correlated with inhibitor titer, annual
spontaneous bleeding rate (AsBR) and FVIla consumption. The direct correlation between inhibitor titer and
frequency of bleeding was established in patients with LA. AsBR and quantity of "target joints " were decreased in
patients with LA.

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

Koau TemaTHYHHUX PYOpPHK: 76.29.33

KepiBHUKH po6OTH

BiacHe IlIpizBuie Im's I10-6aThKOBI: Jlorincekuii Bosogumup €BcTaxoBuy
HayKkoBuii CTymiHB: 1. mef,. H.

BueHe 3BaHHS: npodecop

InenTudikarop ORCID ID:

JoparkoBa iHdpopmamnist:



VIII. HaykoBa (HayKoBo-TexHiuHa) npoaykuist (HTII)

Ha3zga HTII yKpaiHCBKOIO: CKpMHIHTOBHII METOZ AiarHOCTHKM {HTiGITOPHUX aHTHUTIN 10 GAKTOPIB 3CiTaHHA Ha
OCHOBI TECTY aKTUBOBAHOTO YaCTKOBOTO TPOMGOIIJIACTUHOBOTO 4acy (AUYTY) y xBopux Ha reMmodisiio 3

PE3UCTEHTHICTIO 0 TEMOCTAaTUYHOI Teparii

Hassa HTII aHr/1ificbKOIO: Screening method for diagnosis of inhibitory antibodies to coagulation factors
dough based activated partial thromboplastin time (APTT) in hemophilia patients with resistance to hemostatic
therapy

HTII, aKy nepenba4asiocss CTBOPHTH:
IIpuunnu, yepe3s saki HTII ne 6ysio cTBOpeHoO:
OTpuMaHi pe3yJIbTaTH: nosinueHHs eHEKTUBHOCTI JiarHOCTHUKY Ta JIiKyBaHHS XBOPUX

l'asmy3b 3acTocyBaHHs: 85.11.1 [lisbHICTb JTiKyBaJbHUX 3aKJIa/iB FeMaToJI0ri4HOro podimo 85.12 MeudHa

[IPaKTUKa
PeecTpariifiHuil HOMep KapTKH Te€XHOJIOT1i:

Omnuc HTII: Ockinbku y xBopux Ha remodisito A Ta B 3 pe3UCTEHTHICTIO 10 FeMOCTATUYHOI Tepartii npu
CKPUHIHIOBOMY (SIKiCHOMY) BU3HAU€HHI HasIBHOCTI iHTi6iTOPY HAa OCHOBI TE€CTY aKTHBOBAHOT'O YaCTKOBOI'O
TPOMOOIIACTUHOBOrO Yacy (AYTY) BCTaHOBIEHO BUCOKY JJOCTOBIPHICTb Bi]MiHHOCTI 10r0 MOKa3HUKIB y rpynax
XBOpPUX 3 iHribiTopoM Ta 6e3 iHribiTOPY i TICHMI KOPesSUiliHU 3B'SI30K 3 TUTPOM iHTiGITOPY TeCT MOXe OyTH

3aCTOCOBAHUI NPU JIiarHOCTUL iHri6iTOpHUX aHTUTIN 0o PakTopis 3cimanns VIII (IX) y uniei kaTeropii nauieHTiB
ConiaibHO-€KOHOMIYHA cnpsamoBaHicTe HTII:
BnyiuB HTII Ha moBKiJjjis:
BnpoBanykenHss HTII: Boposamxeno
ITpakTuyHa peasnizanis HTTI
IToyaToK eramy: 2014-2015
3aKiHYeHHs eTamny:
Crnio>KuBavi MPOAYKILii: ikyBasibHi 3aK1a/11 reMaToIOr9HOrO TPOdimo
IlepcnekTHBHI PUHKH: Vkpaina
XapakTep cniBpoOiTHHIITBA 3 iHBECTOPOM
IToTpiOHMUI 00CAT iHBECTHILiH, THC. TPH.:
IIpaBa, 0 HaJAIOTHCS iHBECTOPY IIiCJIsI 3aBepIIeHHs POOOTH:
HasaBHicTb Oi3Hec-1JIaHY:
TexHiKO-€eKOHOMiYHe OOrpyHTYBaHHSI:
IloTeH1iaIbHUE 0OCAT IIPOJASKY, THC. TPH..
OuikyBaHHI TepMiH OKYIHOCTi (pPOKiB):

JopaTtkoBa iHdpopmanist:
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X. 3aKJII0YHI BiZOMOCTi
KepiBHHK I0pHAHYHOI 0COOH
IlepeJtik 0Cci0O-BHKOHABIIiB
I3ice P.II.
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BignoBigasibHuUI 3a MiATOTOBKY

00JIIKOBHX JOKYMEHTIB
Tenedpon

PeecTpaTtop

KepiBHuKk Bigginy YKpIHTEI, mo €
BiZIIOBiZaJIbHUM 32 peecTpallilo HayKOBOIi

OisiIBHOCTI
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