O6J1ikoBa KapTKa [IiP

I. 3arasibHi BimOMOCTI

Jep>kaBHHH 00J1iKOBHI HOMep: 0218U000572

Jep>kaBHUH peecTpaniliHUI HOMeP: 0115U000127

Oco06J1uBi TO3HAYKHU: Binkpura

JaTa peecrtpaunii: 02-02-2018

II. Etran BukoHnauus JiP
Homep erany: 3

Ha3sBa eramny: Busuntu 4yT/IuBiCTb i CrienndiyHiCTb Ta BCTAHOBUTHU THII [IATOJIOTIYHOTO HIiGITOPY Y XBOPUX 3

A®C Ha ocHOBI BUBYEHHS KiHETHKHU iX BifIIOBiNli HA HEUTPai3alilo HOPMaJIbHOIO 1J1a3MOI0
IToyaTok eramy: 01.2017
3akiHyeHHs eTamy: 12.2017

Buz 3BiTHOrO AOKYMEHTA: OCTaTO4HMIA 3BiT

I11. BizomocTi npo BukoHaBus JIiP

IloBHe HaliMeHYBaHHS IOpUAUYHOI 0coou (a0o ITIB ¢izuyHOi 0c06H): JlepxkasHa 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

dakTuyHHi 06car ¢piHaHCYBaHHS (THC. IPH.): 630




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

Pedepar yKpaiHCBKOIO:

O6'exT gocimkeHHs - 395 xBopux (BiKOM Bif, 6 MicsLiB 10 79 pokiB), 3 HUX 61 XBOpuUIl 3 reMOpariyHUM CUHIIPOMOM,
101 xBopuit Ha remo@iito (96 - remodinist A, 5 - remodinis B), 233 nauienTtu 3 nigo3poio Ha AQC. Bei xBopi 6ys1u
obcTexxeHi Ta gikyBanucs B Y IIIKTM HAMH VYkpainu (m. JIbBiB). MeTa: Ha OCHOBI BUBUEHHS KiHETUKHU
[IATOJIOTIYHUX iHTIGITOPHUX aHTUTINI CUCTEMH 3CilaHHS y BifIIOBib HA HEHUTPAaIi3allilo HOPMaJIbHOIO [1J1a3MOI0
BCTQHOBUTH TUII iHTi6ITOPY Ta MOro naToreHeTUYHe Ta IPOrHOCTUYHE 3HAYEHHs y KJIiHIYHOMY nepebiry
3axXBOPIOBaHHS Ta €(PEKTUBHOCTI JIIKyBaHHS XBOPUX Ha reMo@isiio, iMyHHy Koarysonariio Ta xsopux 3 AOC.
KiniHiko-71a60paTOpHIi JOCTiAKeHHS BKIII0YaIy KJliHiYHe 00CTeKeHHS], KJIiHIKO-reHealoriyHi, MOJIeKyJIsIpHO-
reHeTHYHi, LUTOJIOTiUHI, [UTOreHeTUYHi, TOPMOHAJIbHI, FeMaTOJIOri4Hi, iMyHOJIOTiYHi, 6i0XiMi4Hi Ta 3arasbHi
KOaryJoJIOTiuHi AOCiIpKeHHs. BUKopucTOByBaM reMartosioriyHuit aHasnizatop Rybu N2 36688BG, 6ioximiuHuiA
anasizarop Pentra -400, N2 807P4-2012, HaniBaBTOMaTn4yHUI KoarysomeTrp Helena-C4, N2 C4-2489. V pesysbrari
IIPOBENIEHUX NTOCiIKEHb 61 XBOPOro 3 reMOpariYHUM CUHAPOMOM Ta i30J1bOBaHMM NOJ0BXKeHUM AYTY y 34,4%
niarHocroBaHo remodiriio A, y 11,5% remodinito B, y 13,1% remodisnito A 3 inriiropom OVIII, y 6,5% HabyTy
remodimio A, y 1,6% HabyTy remodiniio B, y 4,9% xBopoby Binnebpanna, y 27,9% AOC. Po3pobieHo aaroputm
J1a60paTOPHOI AiarHOCTUKY IOPYLIEHb T€MOCTa3y Y XBOPUX 3 i30JIbOBaHUM MOAOBKeHUM AUTY, siknii BKiII0Yae
KOPEKLIiiiHi TeCTH ABOX BUJIB Ta YTOYHIOIOUi TECTH, 10 [103BOJISIE fiarHOCTyBaTu Aediuut pakTopis Ta
IvdepeHLioBaTU IPOrPECUBHUN alJIOIMyHHUM iHTi6iTOp [ TUMY 3 HErallHUMM ayTOiMyHHUM iHribiTopoMm II Tuny. ¥
XBOPUX Ha remoisito 3 iHribiropom OVII(IX), KiNbKicTh Cyra06iB-"MillleHeN" HAIPSIMY IO3UTHUBHO 3B's13aHA i3
TUTPOM iHTI6ITOPY, YaCTKOIO CIIOHTAHHUX KPOBOTEY Ta CIIO>KUBaHHSM Mpermnapary rEVIla. Y xsopux 3 BA
BCTAHOBJIEHO IIPSIMY KOPEJISILII0 3 TUTPOM iHTi6iTOpPY Ta 4aCTOTOIO BCiX KPOBOTEU Ta 0OEPHEHY 3 YaCTKOIO
CIIOHTAaHHUX KPOBOTEY Ta KiJIbKIiCTIO Cyr06iB-"mimeneii". Cepen, 233 nauieHTis 3 mino3poto Ha ADC y 104 mauieHTiB
(44,6%) BctaHoBEeHO AiarHo3 ADC, 3 Hux nepBuHHUN y 89 (85,6%) xBopux, y 15 (14,4%) - BTOpunHuUit AOC.
JiarHocTrKy BA MO>XKHa BUKOHYBATH y 2 eTany, Haibinbia iHpOpMaTUBHICTb OCATa€TbCS Y Pasi KOMOiHYBaHHS

TECTiB.

Pedepar aHIJIiHCBKOIO:

The subject of the study - 395 patients (aged 6 months to 79 years), of which 61 patients with hemorrhagic
syndrome, 101 patients with hemophilia (96 - hemophilia A, 5 - hemophilia B), 233 patients with suspected AFS. All
patients were examined and treated in the SI IBPTM NAMS of Ukraine (Lviv). Aim: based on the study of kinetics of
pathological inhibitory antibodies in the system of coagulation in response to neutralization of normal plasma, to
establish the type of inhibitor and its pathogenetic and prognostic importance in the clinical course of the disease
and the effectiveness of treatment of patients with hemophilia, immune coagulopathy and patients with AFS.
Clinical and laboratory studies included clinical examination, clinical-genealogical, molecular genetic, cytological,
cytogenetic, hormonal, hematological, immunological, biochemical and general coagulation studies. Hematology
Analyzer Rybu, No. 36688BG, Biochemical Analyzer Pentra 400, No. 807P4-2012, Semiautomatic Coagulometer
Helena-C4, No. C4-2489 were used. As a result of the studies,61 patients with hemorrhagic syndrome and isolated
prolonged APTTT in 34.4% were diagnosed with hemophilia A, in 11.5% of hemophilia B, in 13.1% of hemophilia A
with the inhibitor of FVIIL, in 6.5% of acquired hemophilia A, in 1.6% acquired hemophilia B, in 4.9% Willebrand



disease, in 27.9% AFS. An algorithm for laboratory diagnosis of hemostasis disorders in patients with isolated
elongated APTT has been developed, which includes two types of correction tests and refinement tests, which
allow to diagnose factor deficiencies and differentiate progressive alloimune inhibitor type I with an immediate
autoimmune type II inhibitor. In patients with hemophilia with an inhibitor of FVIII (IX), the number of "target”
articulations is directly related to the titre of the inhibitor, the proportion of spontaneous bleeding and the
consumption of the preparation rFVIla. Patients with LA have a direct correlation with the titre of the inhibitor and
the frequency of all bleeding and reverse with the proportion of spontaneous bleeding and the number of "target”
joints. Of the 233 patients with AFS suspected in 104 patients (44.6%), were diagnosed with AFS, of which primary -
in 89 (85.6%) patients, and 15 (14.4%) - secondary AFS. LA Diagnosis can be performed in 2 stages, the most
informative is achieved in the case of combination of tests.

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)

Ha3zga HTII yKpaiHCBKOIO: [[BoxeTanHumii alropuTm J1abopaTopHOi AiarHOCTUKY BOBYAKOBOTO aHTUKOATYJISHTY
(BA) y nanienTis 3 nigo3poto Ha aHTudochomninigauit cunapom (APC) i3 3acTocyBaHHSIM KOMILIEKCY pocdoinia-

3aJIE)KHUX TECTIB, SIKi XapaKTepU3YIOTh Pi3Hi JJAHKW CUCTEMU reMOCTa3sy.

Hazpa HTII aHrifcbKOIO: A two-stage algorithm for the laboratory diagnosis of lupus anticoagulant (LA) in
patients with suspected antiphospholipid syndrome (AFS) using a complex of phospholipid-dependent tests that
characterize different parts of the hemostasis system

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: V xBopux 3 nigosporo Ha autudochominiguuit cuaapom (APC) mporoHyeTbCs ABOXETAHMIA
aJITOPUTM JIiarHOCTUKY BOBYaKOBOTO aHTUKOATYJSHTY (BA) i3 BUKOHAaHHSIM [BOX 6A30BUX TECTIB - 4acy 3CifjlaHHS 3
po3BeneHoo ¢pocdoinif-3aneskHoo OTPyTolo 3Mii rop3u (JIY oci1.) Ta aKkTUBOBaHOTO YaCTKOBOTO
TPOMOOIITIACTUHOBOTO 4acy i3 uyTinuBuM 1o BA pearenTom (AUTY BA-4yTi1.), IONIOBHEHU! T€CTaMU

IIPOTPOMOIHOBOTrO Yacy 3 po3seseHuM TpomboriacTuHoM y 50 ta 500 pasis (ITH 1:50 ta T4 1:500).
ConiaibHO-€KOHOMIYHA cnpsamoBaHicTe HTII:
BnyiuB HTII Ha moBKiJjjis:
BnpoBanykenHss HTII: Boposamxeno
ITpakTuyHa peasnizanis HTTI
IToyaTok eramy: 2016-2017
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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