O6J1ikoBa KapTKa [IiP

I. 3arasibHi BimOMOCTI

Jep>kaBHHH 00J1iKOBHI HOMep: 0219U004641

Jep>kaBHUH peecTpauiliHUI HOMeP: 0116U001017

Oco06J1uBi TO3HAYKHU: Binkpura

HJaTa peectpaunii: 17-09-2019

II. Etran BukoHnauus JiP
Homep eramny: 1

HasBa €Tamy: Po3po6uTu METOIM PaHHbOI [IiarHOCTUKHU, MTPOMIIaKTUKH, JIiKyBaHHS i peabinitanii namieHris 3

XBOpo6010 BinbcoHa-KoHoBanoBa
IToyaToK eTamy: 01.2016
3akiHyeHHs eTamy: 12.2018

Buz 3BiTHOrO AOKYMEHTA: OCTaTO4HMIA 3BiT

I11. BizomocTi npo BukoHaBus JIiP

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

HeBpoJIorii, ncuxiarpii Ta Hapkosorii HAMH Vkpainn"

Kopg 3a €IPIIOY: 02012148

Micue3Haxoa KeHHS:

dopma BaacHoOCTI:

Cdepa ynpaBiriHHS: HaujoHnanbHa akajieMis MEIMYHUX HayK YKpaiHu
InenTudgikarop ROR: He zacrocosyerscs

Poamip opranisarii:

Tenedon: (057) 738-33-87, (057)725-58-10, 738-33-87

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: 2.2 - IpUKJIaHi AOCTiIKeHHS i po3pOOKU
I>kepesia piHaHCYBaHHS

7713 - KOWTH ep>KO0I0A KeTy

Kopg, nporpamuoi kinacudikarnii BuzaTkis i KpeaguryBaHHs (KITKBK): 6561040

dakTuyHHi 06car ¢piHaHCYBaHHS (THC. IPH.). 528.5




VII. BizomocrTi npo IiP
Ha3sBa po6oTH yKpaiHCBHKOIO:

Po3pobuTy MeToau paHHbOI AiarHOCTUKY, NPOQiIaKTUKY, JIIKyBaHHS i peabinitalii nauieHTiB 3 XBOpo6o1o BinbcoHa-

KonoBasnoBa

Ha3sBa po60oTH aHIJIiHCBHKOIO:

To draw out the methods for early diagnosis, prevention, treatment and rehabilitation of patients with Wilson's
disease

Pedepar yKpaiHCBKOIO:

O6'eKT nocCiyKeHHs: NallieHTU 3 xBopoboto Binbcona-Konosanosa. XBopoba Binbcona-KoHoBasnosa (XBK) - ogHe 3
HebaraTbOX CIaIKOBUX 3aXBOPIOBAHb, SKe MifJaeThCs JIIKyBaHHIO. 3 OQHOTO OOKY, II0Ka3aHOo, 110 IIPU pPaHHil
IiarHOCTHUL € MOXKJIMBICTD yCHillTHOI Mogu@iKalii nepe6iry 3axBOpIOBaHHSI i TPMBAJIOrO 30€piraHHs akKTUBHOTO
CIIOCiOY XXUTTSI XBOPOro. 3 iHmoro 60Ky, nojaimopdizm Gopm i CUMIITOMATHKY [Tepebiry XBOpooU yCKIIALHIOITh
PaHHIO iarHOCTHUKY, 110 YaCTO IIPU3BOAUTD [0 ii 3alli3HEHHS Ha KijlbKa POKIB, a, OTKE, 1 BiZICYTHOCTI B LIeH Iepiof,
4yacy NaTOreHeTUYHO OOrpyHTOBAHOI Tepamnii. Kpim Toro, Hemae 0HO3HAYHOI BiflIOBii, SIKUI Ipernapar
[aTOreHeTUYHOI Teparlii CJ1i BAKOPYCTOBYBATHU B I[IEPLIY YEPTY, HA SKii CTaii 3aXBOPIOBAHHA Ta B AKUX J03aX.
HesBakatouu Ha Te, 1110 10 CBOIM CYTi, 1Je KOMOPOiiHE 3aXBOPIOBAHH, SIKE [TOTPeOye KOMILJIEKCHOTO JIiKyBaHHS
IIPOTSITOM BCbOT'O XKUTTSI, HA JAHUI Yyac Maiike HeMae pooiT, sIKi 6 BUCBIT/IIOBAIM LI}0 CTOPOHY IIpo6jieMu. Y 3B'SI3KY 3
IIM, METOI0 POBOTH OYJI0 KOMILJIEKCHE BUBYEHHS JUHAMIKU KIIiHIKO-HEBPOJIOTIYHUX, KJIiHIKO-TICUXiaTPiYHUX,
dyHKUIioOHANIBHUX Ta 6iOXIMIYHUX 0CcObIMBOCTEN XBOopobu Binbcona-KoHoBanoBa, aHTpor1oMopdosIoTiuHux
XapaKTEPUCTHUK Ta 0COOINBOCTEN PYHKIIOHAJIbBHOI aKTUBHOCTI TOJIOBHOI'O MO3KY Y Malli€HTiB 3 11i€l0 [1aToJIori€el0, i
Ha 11ill OCHOBi pO3p0O0Ka METOIiB PAaHHBOI AiarHOCTUKY Ta JIIKyBaHHS Ha BCiX eTarnax rnepeobiry 3axsoproBaHHs. B
OCHOBY PO0OTH 0YyJI0 NOKJIaZleHe 6araToyjaHOBe 0OCTEXEHHS i KOMIIEKCHE JIiKyBaHH$ 121 nauieHTiB 3 XBOPOOOIO
Binscona-KoHoBasosa. Ls Bubipka € ofHi€lo 3 Hanbinpmux B CBiTi i Han6inbmow0 B Ykpaini. Ha mimcraBi orpumaHux
HaMU JaHUX OyB po3po6JIeHUI alrOPUTM PaHHbOI AiarHocTuky XBK. AJIropuTM ckiagaeTses 3 Tppox eramis. Ha
[epHIOMY €Talli HaBeJEHO Ti CUMIITOMU ab0 CMHIPOMH, SIKi JAIOTh MifiCTaBy JiKapio JyMaTy Mpo MOXIUBICTb XBK.
Jpyruii etarn - 11e MOXKJIMBUY 1iarHO3, KOJIM € OJUH i3 TaKMX [IOKa3HUKIB, SIK LjepyJoma3MiH < 0,2 r/J1, eKcKpeLis
Migi 3 cedero > 60 MKr /106y, abo HasiBHICTb Kineup Kaitzepa-@reitmepa. Ocraroynuil giarHo3 XBK ctaBuThCs npu
HagBHOCTI BCiX TPbOX IOINIEPEAHIX NIOKa3HMKIB. Ha nifmcrasi ananisy jlikyBaHHS, IPOBEIEHOIO 3 YpPaxyBaHHAIM yCix
JIAaHOK raroreHe3y i kKomop6inHocTi XBK, 6y710 3a11ponoHOBaHO alrOpyUTM BeIeHHs LIUX XBOpUX. Po3pobieHi metonu
peabimniTariii Ta coliasbHO-TICUXOJIOTIYHOI afjanTailii J03BOJISIIOTh OKPAIIMUTH SIK SIKiCTh, TaK i TPUBAJICTD JXUTTS IIUX

XBOPHX.

Pedepar aHIJIiHCBKOIO:

Object of the investigations: patients with Wilson's disease. Wilson's disease (WD) is one of the few treatable
inherited diseases. However, on the one hand it have been demonstrated that, if it is diagnosed early, there is a
possibility to modify the course of the disease successfully and to maintain an active way of life of patients. On the
other hand, a polymorphism of forms and symptoms of the course of the disease complicate an early diagnosis,
resulting frequently in its delay for several years and, therefore, in an absence of pathogenically well-grounded
treatment. Besides, there is no an unequivocal answer for questions of which medication should be used primarily,
on which stage of the disease, and in which doses. Despite of the fact, that WD is a comorbid disease requiring an
integrated life-long treatment, now there are practically no studies elucidating this aspect of the problem. Thus,
the aim of the investigation was an integrated research of dynamics of clinical-neurological, clinical-psychiatric,
functional, and biochemical features of Wilson's disease, phenotypic characteristics and peculiarities of the brain
functional activity in patients with this pathology, and, on this basis, development of methods for early diagnosis
and treatment in all stages of the course of the disease. The study was based on a comprehensive examination and



an integrated treatment of 121 patients with Wilson's disease. This sample is biggest in Ukraine and one of the
biggest ones worldwide. On the basis of data obtained, it was worked out an algorithm for early diagnosis of
Wilson's disease. The algorithm consists of three stages. The first stage provides symptoms and syndromes, which
give reasons to consider a possibility of WD presence. The second stage is a probable diagnosis, if there is one of
such parameters as ceruloplasmin < 0.2 g/L, urine excretion of copper > 60 mcg per day, or presence of Kayser-
Flescher rings. A final WD diagnosis is produced if there are all the three parameters mentioned above. On the
base of analysis of the treatment taking into account all the links of WD pathogenesis and comorbidity, an
algorithm of management for these patients was proposed. Methods, developed by us for rehabilitations and
social-psychological adaptation, enable improvement both quality of life and life expectancy of these patients.

Inpekc YIK: 616.8, 616.831:616.36-07-084-036.66

Koau TemaTHYHHUX PYOPHK: 76.29.51

KepiBHUKH po6OTH

BiacHe IIpizBuie Im'sa I10-6aTbKOBI: Bosomuna Harania Tletpisua
HayKoBHI CTyIiHb:

Buene 3BaHHs:

InenTudikarop ORCID ID:

JoparkoBa iHdpopmamnist:



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

Hazsa HTII ykpaiHCBKOIO: CrioCi6 MOHITOPUHIY a[ieKBaTHOCTI /e(DEKTUBHOCTI Tepariii Ta podinakTuky

NOTipLIE€Hb KOTHITUBHUX Ta MOTOPHUX (PYHKIiH MALi€EHTIB 3 OPraHiYHUMU YPLKEHHSIMUA MO3KY

Ha3zpa HTII anrsi#icbKor0: Method of monitoring of the therapy appropriateness /efficacy and prevention of

deterioration of cognitive and motor functions in patients with brain organic lesions
HTII, sixy nepen6a4asiocsi CTBOPUTH:

IIpuunnn, yepe3s aki HTII He Gysi0 cTBOpeHO:

OTpumaHi pe3yJIbTaTH:

FaJIy3b 3aCTOCYBaHHS: MeuinHa, HEBPOJIOTis

PeecTpaiifiHuii HOMep KapTKH T€XHOJIOT1i:

Onuc HTII: Crioci6 moHiTopuHry i ouiHKYM afeKBaTHOCTI/epeKTUBHOCTI Tepatii Ta NpodiIaKTUKY NOTipLIEHb
KOTHITUBHUX Ta,/ab0 MOTOPHUX (PYHKLiM ITPX OPraHiyYHUX YPAXKEHHSIX MO3KY Nlepedadyae IpPOBeAEHHS
IIOCJIiIOBHOT'O €TAIIHOTO IIPOBEIeHHS KIIiHiYHOTO, 6ioxiMiyHOTO, (isiosoriunoro (Y3, EET) o6¢cTexxeHs i
KOMIT'IOTEpPHOr0 HelpoKorHiTuBHOro TectysanHs (KHT) 3a gornomoror po3pobsieHux HabopiB TeCTiB 1J1st
naHueTHoro [1K 3 ceHCOpHUM eKPaHOM, SIKi JO3BOJISIIOTh MIBUIKO i TOYHO BUBHAYUTHU KilbKiCHI /SKiCHI TOKa3HUKHU

KOTHITUBHOTO i MOTOPHOTO (PYHKLIIOHYBaHHS Ialli€HTa.

CouiasibHO-eKOHOMIYHA cipsimoBaHicTh HTII:

Bnius HTII Ha moBKiJj1s:

BrnpoBaaykenHss HTII: Bnposamxeno

ITpakTnyHa peasnisanis HTII
IToyaTok eramy: 2018
3aKiHYeHHs eTamy:

Cno>xkuBaui npo,uyKuii': JIiKapi-HEBPOJIOTH

IlepcneKTHBHI PUHKH: YkpaiHa

XapakTep cniBpOOIiTHHIITBA 3 iIHBECTOPOM
IToTpiOHUI 06CAT iHBECTHILLiH, THC. TPH.:
IIpagBa, 10 HaAAIOTHCS iIHBECTOPY MicJIsA 3aBEPIIEHHS POOGOTH:
HasaBHicTb Oi3Hec-IJIaHY:
TexHiKO-€eKOHOMiYHe OOrpyHTYBaHHS:
IToTeHUiaILHUM 00CAT IIPOJAAKY, THUC. TPH.:
OuiKkyBaHHI TepMiH OKYIHOCTi (POKiB):

HopaTrkoBa iHdopmamist:

IX. Bi6siorpadiuyHuii onuc
3asBka Ha nateHT N2 u 201807393. Cnioci6 MOHITOPUHTY aZleKBaTHOCTi /e€(pEeKTUBHOCTI Teparii Ta NpodisakTuku

HOTipIIeHb KOTHITUBHUX Ta MOTOPHUX (PYHKLiH NallieHTiB 3 OpraHidy-HUMHU ypakeHHIMU MO3Ky / KyTikos 1. O.,



Hikimkosa I. M., KyTikoB O. €., Bonomun-T'anoxos I. K., Bosnomuna H. I1. / 3asBHuK Ta nateHtosnacHuk Y IHITH

HAMH VYkpainu. - 3agsn. 02.07.2018
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BiZNOBiZaJIbHUM 32 peeCTpallilo HayKOBOi
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