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1. ETaniy BUKOHAHHS
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2. BukoHaBeupb

HasBa oprasisanii: [Jep>kaBHa ycraHoBa "IHCTUTYT HeBposiorii, ncuxiatpii Ta Hapkosorii HAMH Vkpainn"
Kop, €IPIIOY /IITH: 02012148

IliznopsakoBaHicTk: HanioHanbHa akaieMis MEIUYHUX HayK YKpaiHu
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4. JI>kepesia Ta HanpssMU piHaHCYBaHHA

IligcraBa aJ1 NpoBeAeHHs POOiT: 34 - JOroBip (3aMOBJIEHHS) 3 LIEHTPAJIbHUM OPTaHOM BUKOHABUOi BIaJi1, aKaZieMielo HayK

(ro;10BHMMU PO3NOPSIAHMKAMU OI0IKETHUX KOIITIB Ha TpoBeaeHHs HIIKP)

KIIKBK: 6561040



Hampsm ¢inancyBaHHS: 2.2 - IPUKJIATHI JOCIiAKEHHS i pO3po6KU

J>kepesia piHaHCYBaHHS

I>xkepedio dinancyBaHHS: 7713 - KOIITU JEP>KOIOAKETY

daxTHynmii o6csar GpinaHcyBaHHS 3a 3BiTHHH eTat: 528.5 THC. IPH.
5. HaykoBo-TexHi4Ha poooTa

Hasga po6oTH (YKp)

Po3pobuTty MeTony paHHbOI iarHOCTUKY, TPOQiNaKTUKY, JiKyBaHHS i peabiniTauii namjeHTis 3 xBopo6oto BinbcoHa-KoHoBanoBa

HasBa po6oTH (aHrJ1)

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

Pedepar (yxp)

O6'eXT IOCTHIIKEHHS!: NallieHTH 3 XBOpo6oio BinbcoHa-KoHoBasnoBa. XBopoba Binbcona-KoHoBasnoBa (XBK) - omHe 3 He6araTbox
CIIaZIKOBUX 3aXBOPIOBaHb, SIKE MiAJIA€ThCsl JiKyBaHHIO. 3 OJHOro OGOKy, MOKa3aHO, WO MPU PaHHIl [AiaTHOCTULI € MOKJIMUBICTb
ycnimHoi Mopudikanii nepebiry 3axBOpIOBaHHS i TPUBAJIOro 30epiraHHsI aKTUBHOTO CIIOCIOy SKUTTSI XBOpPOro. 3 iHIIOro 6GOKY,
nosiMmopdiam popM i cUMNTOMATUKMU MeEPebiry XBOpPOOU YCKJIA[HIOIOTb PAHHIO [ialHOCTHKY, IO 4acTO IPU3BOAUTH 1O i
3ali3HEeHHsI Ha KiJlbKa POKIB, a, OTKe, i BiICYTHOCTI B 1ieil nepiof, yacy naTOreHeTUYHO OOrpyHTOBaHOI Teparii. Kpim Toro, Hemae
OIHO3HAYHOI BiANOBiLi, SKMI Mpenapar NaTOT€HETUYHOI Tepamii CJifl BMKOPHUCTOBYBATM B IEPINY 4Yepry, Ha sKill cragii
3aXBOPIOBAHHS Ta B SIKAX [M03ax. He3pakaiouum Ha Te, MO IO CBOIM CyTi, Ijle KOMOpPOiZHE 3axXBOPIOBAaHHS, SIKE IOTpedye
KOMIUIEKCHOTO JIIKyBaHHSI IIPOTSTOM BCBOTO JKWUTTS, Ha HAHWM 4Yac Maike HeMae POOIT, SIKi 6 BUCBITIIOBAJIM II0 CTOPOHY
npo6semu. Y 3B'SI3KY 3 LIKAM, METO POOOTH Oy/0 KOMIUIEKCHE BUBYEHHS MAWHAMIKA KIIiHIKO-HEBPOJIOTIYHUX, KJIHIKO-
ncuxiaTpivHuX, QYHKIiOHANBHUX Ta 6iOXiMiYHMX oco6imBOCTENl XBOpo6M BinbcoHa-KoHOBasoBa, aHTPONOMOPQOJIOTIYHMX
XapaKTEPUCTHK Ta OCOOIMBOCTEN (PYHKIIOHANIBHOI aKTUBHOCTI TOJIOBHOTO MO3KY Y MAl[iEHTIB 3 Iji€l0 MaToJIori€lo, i Ha 11ill OCHOBI
pO3po6Ka METOAIB PaHHBOI [IiarHOCTUKY Ta JIIKyBaHHS Ha BCiX eTarnax nepebiry 3axBopioBaHHs. B 0CHOBY po6oTu 6yJi0 NoKIafeHe
GaraTorIaHoBe OOCTeXXKeHHsI i KOMIIeKCHe JiKyBaHHA 121 manieHTiB 3 xBopo6o1o Binbcona-KonosasoBa. s Bubipka e onHielo 3
Hal6inbmUX B CBIiTi i Hai6inbmol B YKpaiHi. Ha mifcraBi oTpuMaHMX Hamu JaHAX OyB pPO3POOJIEHMI aNrOPUTM PaHHbOI
ngiarHoctuku XBK. AZITOPUTM CKJIaiaeThCsl 3 TPhOX eTariB. Ha mepiomy eTani HaBeieHo Ti CUMIITOMU ab0 CUHAPOMH, SKi Jal0Th
MiZICTaBy JIiKapio OymaTy Ipo MOXJMBiCTb XBK. [lpyruil eran - Le MOXJIMBUAN [iarHO3, KOJIMA € OOUH i3 TaKUX ITOKA3HUKIB, SIK
uepysonnasmin < 0,2 /71, ekckpelis Mmigi 3 cedeo > 60 MKr/moby, abo HasBHICTb Kineup Kaitzepa-Oaerimepa. OcTaToyHuUit
giarHo3 XBK cTaBUTLCA IPU HAsABHOCTI BCiX TPbOX IOMNEPEJHIX NOKa3HMKIB. Ha mimcrasi anamidy JiKyBaHHS, NPOBEJEHOTO 3
ypaxyBaHHSAM YycCix JaHOK maToreHesy i komop6inHocTi XBK, 6ys10 3apONOHOBAHO aJrOPUTM BEJIEHHS LIUX XBOPUX. Po3pobieHi
MeToau peabimniTalii Ta coliasbHO-TICUXOJOTiYHOI afanTalii 03BOJSIOTh MOKPAIUTH SIK SKiCTh, TaK i TPUBAJICTb SKUTTS LUX

XBOPUX.
Pedepar (aHrI)

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

Kozau tremaruynux py6opuxk HTI: 76.29.51
6. HaykoBo-TexHiyHa npoaykuis (HTII)

HTII 1

Hassa npoaykii (ykp): Crioci6 MOHITOPUHTY aJleKBaTHOCTI/€(EeKTUBHOCTI Teparlii Ta poQiNakTUKY NOTipIieHb KOTHITUBHUX Ta

MOTOPHUX (PYHKIIi1 NAli€HTiB 3 OPraHiYHUMU yPAKEHHIMU MO3KY

Hassa npoaykuii (aurJi): Method of monitoring of the therapy appropriateness/efficacy and prevention of deterioration of

cognitive and motor functions in patients with brain organic lesions
OuiKyBaHi pe3yJIbTaTH:
Tanysp 3acTrocyBaHHs: MenuunHa, HEBPOJIOTis

Omnuc npogykuii (ykp): Crioci6 MOHITOPUHTY i OLIIHKY aleKBaTHOCTi/e(deKTUBHOCTI Tepamii Ta podisakTUKY NOTipIIeHb
KOTHITUBHUX Ta,/a60 MOTOPHUX (YHKILIN NIPY OPTaHIiYHUX YPAKEHHSIX MO3KY Ilepei6adae IPOBeIeHHS OCIiOBHOTO €TAITHOTO
MIPOBEJIEHHS KJIiHIYHOTrO, 6ioximMiuHOTO, Piziosoriynoro (Y3]], EET) o6cTexkeHb i KOMIT'IOTEPHOTO HEMPOKOTHITHBHOTO TECTYBaHHS
(KHT) 3a moniomoroio po3pobiieHrx HabopiB TeCTiB 17151 mraHmeTHoro [1K 3 CeHCOpHUM €KpaHOM, SIKi JO3BOJISIIOTH MIBUIKO i

TOYHO BMU3HAYUTHU KiJIbKiCHI /SIKICHI TTOKa3HMKHM KOTHITMBHOTO i MOTOPHOTO (PYHKI[iOHYBaHHS Malli€HTa.
ConianbHO-eKOHOMiIYHa cipsimoBaHicTs HTII:

Cragis 3aBepmenocri HTII: 3git o HIJKP

Bruposagskenns HTII: BnposagkeHo

Crpoxu BrnpoBazyKeHHs: 2018

Bupo6uuk npoaykuii: 1Y "[HcTUTyT HeBpoJiorii, ncuxiaTpii Ta Hapkosorii HAMH Ykpainu"
Cro>KuBayi MPOoAYKLii: ikapi-HeBposoru

IlepcnieKTUBHI pUHKHU: YKpaiHa

IpaBa iHTesIeKTyaIbHOI Bj1acHOCTI: [0aHO 3asBKy Ha BUa4y OXOPOHHOTO JOKYMEHTY

®opmu Ta ymoBH nepepaui npozykuii: [Ipopax sinensii
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