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IHATOT'EHE3 XBOPOBHU NTAPKIHCOHA

Macuiii Bira I1aBjiBHa,

K.MEJI.H., JOIICHT

Jdemko Anacracis OJsiekcaHapiBHA,
CrynenTka

BHMY im. M. . ITuporosa

M. Binnuns, Ykpaina

Beryn. XBopo6Oa ITapkiHCOHa — TOmMMpEeHU HEHPOIeTeHEPATUBHUN PO3JIAL,
AKUW XapaKTepU3yeTbCsl TPIaJlol0 MOTOPHUX CHUMIITOMIB: PHUTIAHICTh, TPEMOD,
OpaJauKiHe31d 13 MOCTYpalbHOI HECTAOUIbHICTIO. OKpIM MOTOPHHX MPOSIBIB, XBOpPOOa
[lapkiHCOHa Tak0X CYIPOBOKYETbCI HEMOTOPHOIO CHUMIITOMATHKOIO, SIKa MOXKE
PO3BUBATUCS paHille MOTOPHOI Ha JEKUIbKa pPOKIB YW JAecATWIITh. Jlo Takux
CUMIITOMIB HaJIe’KaTh OlIb, PO3JIaJd CHY, BEr€TaTUBHA JUCQPYHKIISA, MOPYLIEHHS
HIOXY, KOTHITUBHI Ta MICUXIYHI PO3JIAJIH.

e pob6orn. OCHOBHOIO METOI JOCHIDKCHHS € BHCBITJICHHS JIAHOK
MaTOreHe3y JAaHOTO 3aXBOPIOBAHHS ISl PO3POOKH CYYaCHMX METOJIB JIIarHOCTHUKH,
JiKyBaHHS Ta npodigakTuku xBopobu [lapkiHcoHa.

Marepiaau Ta Meroam. Y nAaHiii poOOTI ISl BUCBITJIEHHS MaTOT€HE3y
xBopoOu IlapkiHcoHa Oyno 3IIHCHEHO aHalli3 Cy4acHOI HAyKOBOI JITEpaTypH,
HAayKOBUX JKepen Ta 6a3 manux, takux sk PubMed, Medscape, Scopus. OcHOBHY
yBary Oyso npu/IijeHO BUBYEHHIO TAKUX NMATOTEHETHYHUX JIAHOK:

1) sropTaHHIO Ta arperarii o-CHHYKJICTHY;

2) MITOXOHIpiaIbHIN TUCHYHKIIIT;

3) Helipo3anaibHUM MPOIeCcaM Y CTPYKTYPi FOJIOBHOTO MO3KY;

4) nucyHKIIOHATPHUM CHCTEMaM OYHMIICHHs OilKa: yOIKBITHH-IPOTEACOMHA
cucrtema, ayro(arojii30cOMHa CUCTEMA.

Pe3ynbratn Ta 00roBopeHHsi. bylio BCTAHOBJIEHO, IO HENPAaBUIbHE
3TOpTaHHS 1 arperaiisi O-CHHYKJIETHY € KIFOYOBOIO JIAaHKOI PO3BUTKY XBOpPOOH
[lapkincoHa. Buau o-cMHYKJEiHY, IO 3HAXOAATHCS B MO3KY: PO3UYHMHHI OJITOMEPH,

PO3TOPHYTI MOHOMEPH, TPOTODIOPIIH Ta BUCOKOMOJIEKYJIIPHI HEpO3unHH1 (piOpumH.
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Haii6inpm TokcM4yHOIO (OPMOIO 11i€] PEUOBHMHH BBa)KAIOTh PAHHIO OJIITOMEPHY
dbopmy, siKa TPHCKOPIOE aHOMalbHYy arperaiito Oinka. bimok B cBolo uepry
HAKOMUYY€ThCI B TOJIOBHOMY MO3KYy Yy TATOJIOTIYHUX (opMax Ta YWUHUTH
HEHPOTOKCHUYHUN BIUIMB Ha HOTO CTPYKTypH. Y martoreHe3i xBopodu Ilapkincona
BXXJIMBE MiCIIe 3aiiMae MITOXOHAPIAIbHUI KOMIUIEKC-1, IKHil € )KUTTEBOHEOOX1THIUM
KOMITOHEHTOM Y TPaHCIIOPTI €JIEKTPOHIB. Y 3B’S3KY 31 3HUKEHHSIM HOTO aKTUBHOCTI
MOPYIIYETbCA ~ €NEKTPOHHUN TPAHCHOPT, IO NPU3BOJUTH JO EHEPreTUYHOIrO
BucHakeHHss DA-xmitun. Ilig yac mocmepTHOro aHajizy TKaHMH MAIll€HTIB OYJI0
BCTAHOBJICHO POJIb HEHpO3amadbHUX TPOIECIB Y pO3BUTKY XBopobu [lapkincona. ¥
YOpHIM cyOCTaHIli Ta CMyracToMy Tull OyJIO BUSIBJIEHO MiJABUIIEHY KOHLEHTPAIIIO
€JIEMEHTIB 3amajbHOro Tmpoiecy: iHbUIbTpamis T-miMbonuTaMu, MiIBHUIIECHA
KUIBKICTh ~ MpO3alajbHUX LUTOKIHIB, AaKTHUBAIlll CUCTEMU KOMIUIEMEHTY Ta
MIKpoOTJliajibHa akTuBalis. B pe3ynprari 111 3MiHHM OPHU3BOJIWIIN JI0 JIETEHEPAaTUBHUX
nporieciB 'y DA-kimiTuHax. Y po3BuUTKy XxBopoou IlapkiHcoHa HeaOusika poJib
HaJICXKUTh CUCTEMaM OYUIIeHHs Olyika. [CHye /1Bl TOJIOBHI CUCTEMHU, K1 BIAMOBIJAIOTh
3a BUJAJICHHS JUCHYHKIIOHATBHUX OUIKIB: YOIKBITUH-TIPOT€ACOMHA CHCTEMa Ta
aytodaroJiizocoMHa cucrema. B cBoro depry yOiKBITHH-IIPOTEACOMHA CUCTeMa Oepe
y4acTh B PO3IICIUICHHI OUIKIB aHOMAJbHOI CTPYKTYpH. YOIKBITHH i1IeHTU(DIKYyE
aHOMAaJIbHI OUTKY 3 TIOJIAJIBIINM iX TPAHCTIOPTYBAHHSM JI0 IIPOTEACOM, Ha SIKUX O1IKH
3a3HaIOTh Jerpajaiii. AyrodariyHo-1130COMHa cucTeMa 3abesneuye 31HCHEHHS
TPHOX OCHOBHHUX TPOIECIB: MakpoayTodarito, MikpoayTtodariro Ta ayrodarioo. Y
naimieHTiB 3 XBopoOoro IlapkiHcoHa OyJ0 BHUSIBICHO 3HIDKCHHS KaTaTITUYHOT
AKTUBHOCTI YOIKBITHH-TIPOTEACOMHOI CUCTEMU. B pe3ynbTaTi 4Ooro CHoCTepiraeThCs
nopyuieHHss oOMiHy OUIKYy Ta HaKONWYEHHsI arperamiii o-CHHyKJeiHy, Skuil Oepe
y4acTb B PO3BHUTKY JAaHOi marojorii. /Jfo maTorene3y xBopoOu IlapkiHCOHa Takox
HaJIe)KaTh HACTYIHI MPOIECH: HAKOMHMYEHHS ayTo(dariyHUX BaKyoJied, MOpPYIIECHHS
GyHKIIT J1130COM Ta T€HETHUYH1 MyTalii. Y HelpoHaX YOpHOiI CyOCTaHIIT BUSBISIOThH
MiABUILEHUNA piBeHb Mapkepa ayrodarocomu LC3-1I. Onpnak pasom 3 TuMm
criocTepiraetscst Aedinut mizocomansuux OinkiB (LAMP1 i LAMP2A) i myrarii B

renax ATP13A2 (PARK9), (PARK2), PINK1 (PARK6) ta GBAI, mo 30imbIrye
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pU3HK pO3BUTKY XBopobu [TapkiHcoHa.

BucHoBKH. XBopobOa [TapkiHcona SIBJISIE co0oro CKJIQTHUHT
HEHpOJeTeHEpaTUBHUN TMPOIEC, B OCHOBI PO3BHUTKY SIKOTO JIKaTh OiJTKOBI
MOpYIIEHHS, HeHpo3anaabHi MPOIECH, MITOXOHApiaabHI TUCHYHKINI, MOPYIICHHS B
CUCTEMax OUHUILEHHs OLTKa Ta 1€ HU3KAa MEXaHI3MIB, K1 3aJIMIIAIOTHCS HEIOCTATHHO
BuBYeHUMH. OTpaIfoBaHHs, BHBYCHHS Ta PO3YMIHHS BCiX MAaTOTEHETHYHUX JIAHOK
1€ XBOpOOUW € HeOOXITHUMHU JIsl TIOKpAIIEHHs e(DEeKTUBHOCTI JIIKyBaHHS, PO3POOKU

HOBITHIX 1 JII€BUX METOJIB JIarHOCTUKU Ta IIONEPE/KEHHSI PO3BUTKY XBOPOOU

[TapxkincoHa.
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