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KHUPUII (10KTOPJIMK AUCCEPTANMICUH AHHOTAUSICH)

Juccepranuss MAaB3YyCHHUHI A0J3ap0uauru Ba 3apypatu. llapkuncon
KacaJuIITH Ba  WKKWIAMYM  TApKUHCOHM3M  HEBPOJIOTMSIHMHT  JI0J13ap0
MyamMMoJIapuaan oupu OYiub, OyryHTH KyHIa Kekca €Imgard axod opacuaa dHT
Kyl y4paWJWraH TypTTa HEUPOAECTECHEPATHB KACAUIMKIAP >KyMJIACHTa KHPAJH.
Maskyp maronorust OytyH nyné 6yitnaa xap 100 000 kummagan 120—-180 nadapuna
yupaiiau. IlapkMHCOHMU3M CHUHAPOMHUHHUHT Oapya Typjlapu oOpacuaa 3HI KEHT
tapkasiranu [lapkuncon kacammru (I1K) Ba Backymsap mnapkunconusm (BII)
6ynu6, ynap moc paBuiga /5-80% Ba 2,1-7% Hu tamkui 3taau. [lapkuHconnsm
MYaMMOCUHUHI WXTUMOUN axaMHUSITH KacCaJUIMKHM ydypall 4YacToTacu Ycud
OOpHIlIM, TPOrpPEelIUEHT KEYMIIHM, JaBOJIAll CaMapaJopiurd MacTIUTHIaTup.
Hatmxkana xaér cudatu mnacaiimmm Ba OeMopiap opacuja HOTHPOHIIUK
JapaXaCUHUHI  OLIMIIM  Kaia  STwiMoKna.  «llapKMHCOHM3MHHHI  3pTa
MaHudecTalusICH, alHUKCa, «MOWWI TeHIAPHUHT HOKYJIal ajlie]l BapuaHTIapura
sra Oynradn maxciapaa opTu® Gopuin >XTUMonU IoKopw»'. Typnu momymsius
Bakmiapuaa [1K puBoxiiaHummaa HOM30/I TEHIAPHUHT MOTMMOP(PU3MHU yUpaIl
4acTOTACH Xap XHUJITHP.

MamnakatuMu3ga MYCTaKWJUIMK Huiapuaa axoiura cudatin TuOOuii
XU3MaT KYypCaTUIIHU TyO[aH SXIIMIam 0opacuaa KEHI KaMpOBIM MaKCa Il yopa—
TaAOMpiap amMaira OIIMPWIAHM, KAaCAUIMKIAPHU caMapaid  J1aBOJAITHUHT
3aMOHABUN MOJEIUIApU TATOMK ATHIINO, MXKOOMM HaTwKanap Kyiara KUPUTHUIIM.
Vpra Ba Kekca éurmard axonu OpacHia HEBPOJOTHMK KAacAUTMKIAPHU Y3 BaKTHIA
aHUKJAlll Ba JaBOojlalll YOpaJapUHU KYJJlall HAaTWKachAa KacaJUIMKIapHU
TalIXucnam  cupaTH  SXIIWIAHAM,  NATOTEHETHK  JaBO  MPUHLMILIAPU
TAaKOMWIJIAIITUPUIIIN Ba OFUP acopaTJIapHH OJIIMHM OJIMIIra 3pUIIWiIaAu. byryHru
KyHJa pecnyOnMkamu3ia axoid Vypracuia KacaJUIaHMII — KypcaTKudJjiapu
NacailMIMHy Ba yMp y3alUIIMHA TAbMUHIJIAII YA9yH «IIEHCHOHEpIap, HOTUPOHIIAp,
€1Fr3 Kekcajap Ba axoJid OOLIKA 3XTHEKMAHI TOM(ATAPUHUHT TYJAKOHIH XaET
(aonuMATHHM TabMUHJAII YYyH yjiapra THOOWM-MKTUMOMN €paaM KypcaTuil
TH3MMMHH SHAJIA PUBOKIAHTUPHIN Ba TAKOMUILIANITHPHUII» 3apyp2.

XKaxon mukécuna [lapknHCOH Kacaluru Ba MApKUHCOHWU3M CHHIPOMUHHUHT
[IAKJUIAHUIINA Ba KEYHUIINA MOJICKYJISIP-TEHETHK Ba TAIlIKU MyXHT OMHJUTAPUHUHT
VPHUHM aHUKJAll; ymly KacaJUIMKHU JaBOJlalll Ba OJIIMHU OJIMILJA camMapalid
Hymiapau  uouiadl  YMKMAII  (03acHJaH  Typid XWI JTHUK TrypyxJjapia
NAapKUHCOHM3MHHMHT ~ MOJIEKYJSIp-TEHETHUK  aCOCIApUHU  TaJKUK  KHJIUII,
KAaCaJUIMKHUHT TYpJIH IIaKJIJIapU Ba HOMOTOP CUMITOMJIAPUHUHT PUBOXKIIAHUIIHIA
yJIapHUHT aXaMUATHHU OaxoJiall; KaCAJJIMKHUHT KEUKHU JaBpUa PUBOKIAHYBUU
MOTOpP Ba HOMOTOpP (IIyKTyauusjiap Ba IWCKUHE3USUIADHUHT OJIIMHU OJUII Ba
JaBoJlalll CaMapacHUHM OIIMPUINTa KapaTHIraH TaJKUKOTIap MYyXHM axamHsTra
ara.

! Mnnapuomkun C.H. TIapkuHCOHM3M C paHHMM HadanoM //Atmocdepa. HepsHble Gonesnu. — Mocksa, 2006. —Ne3.
— C.14-20.
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V36ekucron Pecny6iuxacu IIpesupentunuur 2011 #iun 28 Hos6paaru
I[IK-1652-con  “CofauKHH cakjalml TH3UMHHH HCJIOX KWIWIIHA  SHaja
YyKypJAIITHPUII dYopa-Tagoupiapu Tyrpucuaa’ ’ra, 2017 #mn 20 wuoHmarua
[IK-3071-con “Y36exucron PecmyGmukacu axomucura 2017-2021 immiapaa
UXTUCOCTAIITHPUITaH THOOUH EplaM KYpCaTUIIHY STHAa/Ia PUBOXKIAHTHPHUII 4Opa-
tanoupiapu Tyrpucuaa’tu Kapopimapu xamma Ma3kyp (aoausTra TeTHILIn OOIIKa
MEBEPUN-XYKYKHI XyxoKaTiaapaa OenrwiaHraH Bazv(alapHA aMalira OLUMPHINra
yily auccepranus TaAKUKOTH MyalsiH Japakajia Xu3Mat KUIau.

TagKMKOTHUHT pecny0JuKa dban Ba TEeXHOJIOTHSJIAPH
PUBOKJIAHUIINHUHI ACOCHI yCTYBOp HYHaJMUOLIapura OorjukJaura. Maskyp
TaJKUKOT peciyOiiMka (paH Ba TEXHOJIOTHUsIIAp PUBOXIAHUIIMHUHT V «TuOOuET Ba
(dapmakoiorus» yCTyBOp HYHAIMIIN JOUpacuia Oakapuira.

JAucceprauMsiIHUHI MaB3yCH OyiM4Ya XOPMKMH WIMHH-TAAKUKOTIAP
mapxu®.  [lapkuHCOH  KacayIuTd  Ba  NAPKMHCOHU3M  CHHIPOMHHHHT
ATUONATOTeHE3H, IUPdepeHINAN-TAIXUCUM ME30HJIapU, MOJICKYISP-TCHETUK
TaMOWWJIJIapU Ba JaBoJjialliura OaFvIlJIaHTaH WIMHN HW3JIaHUIUIAD >KaXOHHUHT
€TaKul WIMHUM-TEKIIMPUII MapKazjiapu Ba OJIMM TablUM Myaccacajlapu,
xymianan, National Institute of Neurological Disorders and Stroke, Epidemiology
Branch, National Institutes of Health (AKIL), King’s College Hospital (byroxk
bpuranus), Carlos III Institute of Health (Mcnanus), Oslo University Hospital and
University of Oslo (Hopserus), CSS-Mendel Institute, San Giovanni Rotondo
(Utanus), Chinesse Academy of Medical Sciences (Xwutoit), HayuHbiii 1ieHTp
HeBposiorun 1npu  Poccuiickod — akageMuu ~ MEIMIMHCKHAX — Hayk, LleHtp
AKCTpanupamMuaHbix 3a0oneBanuil, Muctutyr MonekynspHoi reHetuku (Poccus
Oenepanusacu), TomkeHT THOOMET  aKaJAeMUsICU (BV’36eKI/ICT0H))1a 0JIn0
OOpUIIMOK/Ia.

[TapkuHCOH KacalJurud Ba MapKUHCOHU3M CUHIPOMHUHU MOJICKYJISIP-TEHETHK
XYyCYCYCHUSITIIapH, dpTa TallIXKCIIalll, JaBoJjall Ba npoduiiakTukacu Oyitnya Katop,
Kymianas, Kyiunaru wimuid HaTmwkanap onmaran: EUROPAR and the IPDMDS
non-Motor PD Study Group (2014) TankukKOTH HaTIKalapuaa KaCaUTMKHUHT
Oapua Typnapuna 57,7% xonatna spTanaOku cyHuin (Y4UuIi) JaBpu HOMOTOPIIH
cumritomatuka Owmran 6oraukauriau acocnarad (King’s College Hospital, byrok
bputanus); XuroiiHuHr 42 Ta yHUBEpcUTET KiuHHKamapuna [lapkuHcon
kacayuurura danuaran 901 L-moma Owiran jgaBojilaHraH Oemopiiap opacuia
KaCAJUTMKHUHT  KJIMHUK  Oelruiapu, Ke4WIM, acopaTjiapd Ba JaBOJIall
camapaJIopJiury OaxoJaHTaH Ba XapaKaTiIaHUII acopaTiiapy KaMm XoJuiapia y4uparii
anukynanrad (Chinese Academy of Medical Sciences, XwuToit); cropaauk
NapKUHCOHU3MIa YaJIMHTaH CJaBsH Muwuiatura mMaHcyo OemopiapHuHr 10%7a
NapKUHCOHU3M TEHJIapuJa HacHJaH-Haclra YTyBUM MyTalusjap aHUKJIAHTaH,
ynapaan 6,5% Oemopna PRKN renupma rerepo3uror 5Kk30H KailTa KypUIIUIIH,
LRRK2 Ba GBA rennapuaa maxop mytamusiap 3ca 5% OeMopaa TONMWIIH.

3 Iuccepramuss MaB3ycu OyiiMua Xankapo MIMHH TaakukoTiap mapxu Www.pdf.org, www.epda.eu.com,
www.karger.com, www.pub.med.com, www.thelancet.com, www.movementdisorders.org,
www.healthcommunities.com, www.neurology-asia.org, www.bcmj.org, https://academic.oup.com,
www.neurology.ru Ba 6omka Man6agap acocuia aMmara OLUPHIIH.
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PRKN renumga myranusi pHUBOXKIJIAHTAHJA, MAapKUHCOHU3M KAacaJJIUTU 3PTapOK
OOLUIaHUIIM, TYPAU MyTauusigap KOMOWHAIMACHAA 3Ca KACAJUIMKHUHT OFUP
keuuin aHukianran (Hay4unelii neHTp HeBposoruu npu Poccuiickoil akagemun
MEIUIIMHCKHUX HayK, Poccust denepanuscu).

Hynéna IlapkMHCOH KacCaJUIMTMHUHI 3pTa JIMAarHOCTUKACH Ba JaBOJIaIl
Oyinmya KaTop, ~OKymjaJaH, KyWujard yCTyBOp HYHalIMIUIapja HJIMHI
TaIKUKOTIAp OJMO OOpMIMOKAA: KACAIUIMKHUHT KIWHUK OeNruiapu Mainmo
OYIMUIINIAH OJANH KacaJUIMK PUBOMIIAHUILIIMHU MPOTHO3JIAIT MaKCcaau/ia HOMOTOP,
MOJIEKYJISIp-TEHETUK Ba OMOKMMEBUM HUIIOHJAPUHM 3pTa aHUKJIAII, HOKOPH
napaxkanu  XaB( TypyxXJapuHU  IIAK/UIAHTUPUII; MOTOP Ba  HOMOTOP
baykTyanusiap, JUCKUHE3USJIAPHUHT OJIMHHM OJIMIN Ba JABOJIANl YOpaJapUHU
TaKOMUJUTAIIITHUPHIIL.

MyaMMOHMHI  ypraHwjira’jauk  jgapamxacu. CyHrrm — Hwiapna
MapKUHCOHU3MHUHT TYPJM acCHEKTIApUHU AaHUKJIalira OaFullUIaHTaH WIMUN
TaJKUKOTIIAp YTKA3WIMOK/IA Ba YJIAPHUHT HaTH)KaJIapy WIMUN afaduETnapaa KeHr
éputmiran (Chunlei Li et al., 2014; Zhao Jing et al., 2015; Deng H.Wet et al.,
2015; Chen Y. et al., 2017; Fahn S., 2017). [lapkuHCOHHM3MIa MOWUJUTMKHHHLT
MIAKJUTAHUIIKAA TYpJId TOJUMOP(] TEHIAPHUHT MINTUPOK OSTUIIU XaKUJa KEHT
xaxmin Mabiaymotriap tyrutanran (barsieBa I'.X., 2009; llagpuna M.U., 2011;
Wnnapuomnikun C.H. Ba 6omk., 2014; Langston R.G. et al., 2014). Illagpuaa M.1.
Tagkukotuga PARK?2 reHMHUHr 53K30HIapuia JAelienusuiap Ba AyIUIMKaLHsiap
Poccust deneparusicu axonucuaa [[apkMHCOH KaCaJUNTMTUHUHT CIOPAJUK TYpH
PUBOXIIAHUIIINIA MYXUM VPUH TYyTHIIM HWCOOTIaHTaH. YOy reHja Jenenusiap
Ba JAyIUIMKauusuiapu Mapxyd oxamiapia [IKHunr puBoxiianumm xaBpu 8,53
O6apobap ommmu kypcarwirad. Unnapuomkun C.H. ToMonugan onu6d OGopuiiran
TagKUKOTAa [lapkKMHCOH KacajulMrura YajluHTaH pyc MOMYJSIUACUTa MaHCYO
o6emopiiapaa GBA renuna ukkuta Maxxop mytarus anukiaaaaud (N370S Ba 1L.444P),
ynap Oemopnapna 4,3%, Hazopatr rypyxuna 0,5%HuM Tamkuna Kuiaguiaap. Ymoy
Kypcarkuuiap Oomika nomyJssinus Bakuiuiapuaa N370S Ba 1L444P myranusuiapu
naio Oynuin gactoracura Moc keu. IlapkiuHCOH kacammmrura yajauHarad 192 ta
o6emopuunr JIHK namynacuma GBA renunuHr Oapua 11 sk30HMHM TapTHOra
COJIMIIJIA OJITUTA MyTauus aHUKIaHAu. KIIMHUK-TEHETHK TakKKocHaluiap LIyHU
kypcatnuku, GBA TreHMHMHr Typiau XwWwi MyTalusulapu Yy3ura xXoc Oyirad
(EeHOTUNHK XyCyCHUSTIapUra Jra.

GSTTI Ba GSTMI1  TEHJApUHUHT  «HOJ  aUleJulapu»  OujaH
HEUPOJIETCHEPATUB KaCAJUIMKIIApTa MOWWUIMK YpTacHJaru ajokKa TYFPUCHIATH
XOPWKHUM TaAKUKOTUYWJIADHUHT MabJIyMOTIapu Oup-Oupura 3uza. IlapkuHcon
KacaJuurd OujiaH OelTa reH-HOM3OJJIAPHUHT ajloKach OYIUIIN MYMKHHJIUTHHU
anukamra kapatuiarad Nicholl D.J. Ba xammyanuduiapu TagkukoTiapuaa OyHaan
aJlloka aHuKIaHMaaun. AMMo, Bywok bpurtanusmuk omum Stroombergen M.C.
YyTKa3raH KeHT KaMpOBJIM M3JIaHUIILIap/ia Kyduaaru Oup KaTop KOHyHUSTIAp Kaiid
stunau: [IKaunr rokopu xaBpu GSTT1 renununr 0/0 reHoTUNH OWSIaH OOFIIMK;
GSTMI1 reHuHHHr JeneuuoH ayienu Oyinya romosuromiuru Ounan I1Kru
Vpracuma amoka OOpiuTH aHWKIAHAW Ba ymoOy anoka ¢akaT >3pKakiapiaa
Ky3atunuiny Kaig stwiau. Farrer M.J. Ba Xxammyammudnapu ¥3 u3aHUIIIapua
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GSTM1, GSTT1 nomumopdusmiapuHudr [lapkMHCOH Kacaulurd  OuJiaH
AJIOKACHHM YpraHuil OYViinda Kelarycua siHaja KeHT KYJIamiid TaaKUKOTIap OJr0
OOpHIII JTIOZUMITUTUHHU KypcaTraniap.

PecryOnmukamuzna MapPKUHCOHU3M MyaMMOJIapura OaruIIaHTaH
tankukotnap Ilerenun JI.C., AtamxkanoB M.A., Kymapuna I'.JI., OxynoBa /I.I".,
XamumoBa X.M., MarmyponoB P.OK. cunHrapu onumiiap TOMOHHMAAH OJUO
oopuinran. Ilerenmn JI.C., AtamkanoB M.A. wsnanunuapuna IlapkuHcon
KacaJUIUTUra YajauHran OeMopiapHUHTr 3—4 aBJIOAM Iakapacu Ypranwirad. Yoy
miakapajap TaxXJWIM KacallIMK JOMHHAHT Typlla CYCT TEHETpaHTJIUK OujiaH
HACJUIAHHUIITA ATAMTH Ba Iy cababiM KacajulMK TYpJid aBJOJjia Y3UHU Typiuya
HaAMOEH ATHUILMU Xam/1a 0ab3u aBlIoAJIapAa Ky3aTUIMACIUTY aHUKJIAHTaH.

Onau6 OopunraH WiIMUNA anabuériap Ba TAaJAKUKOTIApP Tax/IMJIWTa TasHUO
alTUII MyMKUHKH, peciyOnrkaMusaa [lapkuHCOH KacaluIury nmaToreHe3u acocuaa
MyXHM VPHUH OJTaH MOJCKYJISAP-TEHETHUK Y3rapullIapHA Ba KaCALTUKHUHT
KCUHIITUHA ce3umapiu MYypaKKaOIalTHPyBIH baykTyanusuiap Ba
JTUCKUHE3USJIAPHA YPraHWITa KapaTWiIraH WIMHN HW3JaHUILIAp KEHT KaMmpoBIa
VTkazuil Tanabu Mamxkyn. by ¥3 HaBOaTuaa, Ma3kyp macajiara WyHaaTUPUITaH
TaIKAKOTIIAPHU TaBOM STTUPHIII 3apYPJIUTHHU KypcaTaI.

Juccepranuss MaB3yCHHMHI JUCCEPTANMS 0a:KapPWIAETIaH OJIMH TABJIUM
MyaccacaCMHMHI MJIMHUI-TAIKHUKOT MIIApH OWJIaH OoFaMKInru. J{uccepramnus
TaIKUKOTH TOIIKEHT JaBilaT CTOMATOJIOTHSI MHCTUTYTUHUHT WIMUN-TAIKUKOT
uiniapu pexacu (Jlasnar pyiixar pakamu 03-227, 2212.14), myununraex, ®ECC-
005 «VY30ek mHOMyJISAIMACHIA MAPKHHCOHM3M  PHBOXIIAHHINNIA T'€HETHK
nomMMOpGU3MUHUHT ~ YpHMHM  ypramum»  xamaa WMTCC-31.16  «Y36ek
NOMYJISIUACA ~ BaKWwUIapuaa  TMapKUHCOHWU3M  PUBOXIIAHUINK  TPOTHOCTUK
KpUTCPUIIApUHA WNUIA0 YMKHWIN, TaIIXHWCIall Ba JaBojall dYopajlapuHU
ONTUMH3AIMSIIAIID JIOWUXAJIapu Joupacuaa Oa>kapuiras.

TagKuKOTHHHI MakKcaau Y30ek MuuiaTura MaHcyO OYiaraH HMHCOHJIapja
[TapkMHCOH KacaJUIMTH Ba  BacKyJsip TMAapKUHCOHU3MHHUHT  KJIWHUK  Ba
muddepeHnran-1MarHocTUK  XyCcycusiTiapuan  oun0® Oepuin Xamja yJapHUHT
PUBOMIIAHUIIINIA MOJIEKYJISP-TEHETUK MOIUMOP(PU3MHUHT POIMHU aHHUKJIAIIIaH
noopar.

TaagKuKOTHUHT Basudaapu:

y30ex musutatura mancy6o maconnapaa PARK1 renunaru Ala53Thr, PARK2
renugaru T240M, LRRK2 rennparu G2019S myrauusuiapyHUHT CHOpavK Ba
WUPCHUI TAPKUHCOHU3M PUBOXKIIAHUIIUIATH POJIMHHA aHUKJIAIIL;

II-paza nerokcukamusi reHmapu: TIyTaTuoH-S-TpaHcdepaza GSTT1 Ba
GSTMInapuunar peneuuoH mnoauMopduamnapuau, Nat2 reHuHuHr C282T
myTanuscu 11K Ba BII 6wian OOFIMKINTUHY aHUKJIAII;

PARK1, PARK?2, LRRK2, GSTT1, GSTM1, Nat2 rennapuma aHuUKJIaHTaH
nosmMmopdusmiapra 6ornuk xonaa, [IK Ba BII kiaumHukacu, keuummjaard ysura
XOCITUKIIApHU aHUKJIaIl;

ITK puBoxIaHUIIMAA SKOJIOTHK Ba KaCOMI OMIIIIAp aXaMUSTHHU OaxXoJal;

TQAKAK  OTWIAETraH TeHJap TNOoJMMOpPU3MIAPH  Xamjaa  KacaJlTUuK
PUBOMIIAHMINIATA OJIMO KENWUIIM MYMKHH Oynran cudar xaBd omwmIiapu
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opacujarv OOFJIMKJIUKIAP TaXJIUIMHU YTKA3HUIIL

¥30ek MusiaTura MaHcyo uHconsapia IlapkMHCOH Kacayuluru Ba BacKyJsip
MAapKUHCOHW3MHM  KUECHMU  TaIIXWCIaIga YJIAPHUHT KOMIUIEKC  KIWHUK-
HEBPOJIOTHK XaMJla MOJICKYJISIP-TEHETHK XYCYCHUSITIIapUHU OaxoJan,

KEYKH MOTOpP Ba HOMOTOP (IYKTYalMsUIADHUHT KIMHUK HAMOEH OYIuIn
CIEKTPJApUHM, YJIAPHUHT KYJUIaHWITaH J0GaMUHIPTUK Tepamusi OuiaH
OOFIMKIUTUHA OaxOoJIarl.

TagkukoTHUHT 00beKkTH cudatuaa [lapkuHCOH Kacamaurura yaauHrad 153
Hadap, BaCKyJsAp MMAPKUHCOHM3MIa 4dYaJiuHran 69 Hadap, NapKUHCOHU3M
Oenrunapu OyiMmaran CypyHKaidu Mus umiemusicura danuuran 80 Hadap OGemop
OJIMHTaH.

TagkuxkorHunr npeamern PARK1, PARK2, LRRK2, GSTT1, GSTM1,
Nat2 renmapunn renorumiamtupuml yuyH [IK Ba BII, Hazopar rypyxu
Oemopiiapuian omHraH BeHo3 koun Ba UPDRS, Hoehn &Yahr, MMSE, PDQ-39,
HADS, AIMS, ESRS, NMSS-PD mikananapu acocugaru aHKeTa MabIyMOTJIapH
XUCOOJIaHAIN.

TaakuKOTHUHT ycysuiapu. TagkKuKOTHH OakapuIaa KIMHUK-HEBPOJIOTHK,
HEWPOICUXOJIOTHK, HelpoBu3yan, MoJjekysap-renetuk (IHK renomunu axpartu0
OJIUIIT Ba TEHJAP MOIUMOP(PH3MHUHUA TEHOTHUIUIAIITHPHUIN) Ba CTATHCTHK TaXJIUI
KaOu 3aMOHABUM TAJKUKOT Ba TaXJIWJ YCYJUIApU KYJJTAaHUJITaH.

TagKMKOTHHUHT WJIMHUI SHIWJIMITY Kylu1aruiapjad uoopar:

wik 6op y30ek muwmiatura mancyo kummmiapaa PARKI reaunaru AlaS3Thr
Ba PARK?2 reamnparu T240M wmytauusuiap IlapkuHCOH Kacajuiura Ba BacKyJisp
NapKUHCOHU3M PUBOKIIAHUIINA XaB() OMUIIJIAPU SMACITUTH UCOOTIAHTaH;

wik Oop y30ek Muiutatura MancyO kumuiapaa llapkuHCOH Kacamuruaa
LRRK2 renuga G2019S MyTaiusi reTepo3UroTaIMK X0JaTUra rajiuK KacaJJIuKKa
TAlIXUC KYyHHUIIIa FOKOPW axaMmMHusaT KacO OTUIIM Ba Ym0y MyTallusHA
KaCaJUIMKHUHT apajiall Makiu Xamaa 10haMUHIPTUK TeParusSHUHT I0KOpHU caMapa
Oepuiy OUIaH aJIOKAI0P YKAHIUTY UCOOTIIaHTaH;

unk Oop y30ex mwmmatura MancyO IIKra uganmunaran Gemopnapna GSTMI
reHu 0/0 renotunu Ba GSTTI renu 0/0 reHOTHNM Ba yJapHUHI KOMOMHAUUSACU
KYI yupalu xamaa ymoy myTtauusuiapu Oyiamaran 6emopiapra HUICOATaH «HOJIbY
TeHOTUIIapu OynaraH OemopJyiap TypyXHMJa KacaUIMK »JpTa OOIIUIaHUIIIH,
KAaCAJUTMKHUHT TapKOK-apaJialll MIaK/UIapy yCTYBOPJIMK KWJIMIIN Ba KACATTTUKHUHT
*Kajay pUBOKIIAHUIITY UCOOTIAHTaH;

uik Oop ¥306ex wmwmiatura Mancy0 [IKra uammnran Oemopnapma Nat2
reHuHUHr C282T MyTauMsiCMHM aHUKJIAll MPOTHOCTHK axXamusiTra 3rajiurd Ba
KACANTMKHUHT ~ aKWHETUK-PUTHJ IIAKIM  Xamjaa oJKaJal  PUBOXIJIAHUIIWHU
Oenruiiamniy ucOOTIaHTaH;

HOKYyJIall TalllKu MYyXUT OMMWJUIAPU KACAJUIMKHUHT 3pTa OONUIAHUIIM, >KaJajl
PUBOXIIAHMINY, KACATTMKHUHT EWHK IIAKIM YYyH IOKOpH XaB( oMuiiapu OYiuimm
MYMKHUHJIUTH acocyiad Oepuiiras;

y30ek MuJIIaTura Mancy0 kummiapnaa [lapkMHCOH Kacalliuru Ba BacKyJsp
NapKUHCOHU3MJIA  KOMIUIEKC  KJIMHUK-HEBPOJOTHK Ba  MOJICKYJISIP-TEHETHK



muddepeHnran-1MarHocTUK TEKIIUPYBJIAPHU JUAarHOCTUK axaMUuATH
HCcOOTIaHTaH,

MapKUHCOHU3MHUHT  KEYKWM  JIaBpjlapujard  MOTOp Ba  HOMOTOP
baykTyanusiap KIMHUK OCNTHIapyd Ba YJIApHUHT OpacHUIard Y3apo OOFIUKIHK
aHUKJIaHTaH.

TagKUKOTHUHT aMaJIMil HATHKACH KyWuaaruiapjaH noopar:

[TapkrHCOH KacayuTMTy Ba BACKYJISp MapKUHCOHW3MHH dpTa auddepenmman
Talmxuciamga MoTtop Oenrwiap OunaH Oup KaTopia HOMOTOp OenruiiapHu
aHUKJIAIl MyXUM aXaMHsTra 3rajiird aHUKJIaHTaH;

LRRK?2 reaugaru G2019S myranuscuan, GSTT1 Ba GSTMI1 rennapuHuHr
0/0 momumopdusminapuan Ba Nat2 renununr C282T nonumopdu3zMUHH
ckpuHuIam y30exk mwuiatura Mmancyo kunmmiapaa [MK puoxxnanummra 0yiraxn
MOMWITUKHU MOJICKYJIIP-TEHETUK JTUArHOCTUKACUHU YTKA3UII 3apypIIUTH acociiad
Oepwiirasx;

[TapKUHCOHM3MHUHI AKX Ba OOCKUYMHU HWHOOATra oOJraH XoJjja
naBojaniaa auddepeniman yopa-ragoupiap unuiad YuKuiraH.

TagKuKOT HATHKAJAPUHUHT UIIOHYIMJIMIM UIIJA KYJJITAHUITaH Ha3zapui
€éHaalyB Ba ycyiuiap, ojJu0 OopuiraH TEKIIUPYBIAPHUHT YCIyOUH >KUXATAaH
TYFPWINTH, OEMOpJIap COHUHHMHT €Tapjiud DJKAHJIWIH, KIMHUK-HEBPOJIOTHK,
MOJIEKYJISIP-TCHETUK, CAHUTAP-TUTUCHUK Ba CTATUCTUK TAJKUKOT YCYyJUIapuIaH
doiinanann®d ONMHTaHIWTH, Ha3apui Xamja aMajuil HaTwKajaap MOHAHIJIUTH
XaMJla ~ OJMHTaH  HATIWKAJIAPDHUHI  BAaKOJATIM  Ty3WIMalap TOMOHHUJIaH
TaCAUKJIAHTaHU OUJIaH U30XJIaHA U,

TaagKUKOT HATHXKAJIADMHUHT WIMMH Ba aMaJIMid aXaMHUATH.

TagKUKOT HATWKUIAQPUHUHT WIMHM axaMusiTh [lapkMHCOH kacaaruaa
TaJKUK OSTWIraH TEHJIAPHUHT MYyTaluWsJlapd aHUKJIAHUIIA YHUHT MabiyM
IAKJJITADUHUHT PUBOKJIAHUIIM, KEYUIIWHU TMPOTHO3JAIIra, J1aBO camMapacHuHU
OlIMpHUIIra, OeMOpJapHUHT Xa€T CcU(pATUHU AXIIWIAIra, IIYHUHTACK, Yoy
OeMOpJIAapHUHT OuWJia ab30japHjaa KacaIMK PUBOXJIAHWIN XaBPUHU Oaxosarira
nMkoHuAT gpatnmm  xampa [IK LRRK2  rewmma G2019S  wmyranusicu
n0haMUHAIPTUK  TEPANUSTHUHT IOKOpY  caMapaJopJuTrvuHu  Oalropatiiaiira
MMKOHHUST OepuIlIM OUjIaH U30XJIaHA U,

TagKUKOT HaTHKATAPUHUHT aMaJIMi aXxaMUSITH IIYHJIaH UOOPaTKU, TAJKUKOT
HaTwkKacuaa wmniad uwmkuiarad TtaBcuwsutapaan I[IK Ba BII  guddepeniman
JUAarHOCTUKA YCYJUIapUHU TaKOMWUIAIITHPHUILIA, JaBOJall Myaccacajlapujia
a7IcKBaT JaBO 4YOpaJapUHU TaHJAIAa Xamjaa TETHIUIM HyHanmunuiap Oyinda
TaBJIMM Ba WIMHK (paonuariaa GhoilaianuIll MyMKHUH.

TaagKUKOT HATHKAJIAPUHUHI KOPUHM KuJuHMmM. [lapkuHCOH Kacamuru
Ba MAPKWHCOHU3M CHHIPOMH KIMHHUK TOJUMOP(PUMUHHUHT MOJICKYJSP-TCHETHK
acociapu OViirua OJIMHTaH WIMHI HaTHXajlap acCoCHIA:

[TapkuHCOH ~ KacaJyIurd  Ba  MAPKUHCOHM3M  CHHJPOMHU  KIHUHHK
NOJIMMOP(PU3MUHUHT MOJIEKYJIAP-TEHETUK XYCYCHUSTIapuHU Oaxosam Oyinya
OJIMHTAaH WJIMUWA  HaTWXxkajgap acocujga unuwiad yukwiran “IlapkuHcon
KACAJUIMTUHUHT ~ MOJIEKYJISIp-TEHETUK  acCleKTIapu»  MaB3yCUJaru yciyOoui
KymnanMacu TtacaukianraH (CornvkHM —cakjam  BasupJurdHudr 2010  #un
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3 wronmarn  8H/106-con; 2016 #wmn 13 cenrssOpmaru  8J1-3/75-con
MabIyMOTHOManapu). Maskyp ycnyouid KymmanMa IlapkuHcoHn kacamiuru OuiiaH
KacaJUIaHraH OemopiapJa KaCaJUIMKHUHI  MOJIEKYJSIp-TEHETUK  aCOCIIApUHU
aHUKJIAII, Kelaxakna ymoly KacaUIMKKa MOWMJUIMKHM Y30€eK axoiucuaa spTa
Oaxonanl Ba MpoHUIAKTUK Yopa-TaaOupIapHu oiud OopuIra UMKOH Oepaniu;

Taxnmud >TrATaH MTAPKMHCOHU3MHHU KOMITJIEKC TAlIXKCTIAI Ba aBOJalll yopa-
tapoupnapu “TIapKMHCOHM3MHUHI TYpJIM XWI IIAKJUIAPUHUHT JTHATHOCTHK
KpUTEpHilIapy Ba JaBOJIAINl ONTUMHU3ALMICH MaB3yCUJAru yciayOud KyJulaHMacu
acocH/ia COFJIMKHU cakjiam amanuérura >xopuil kuinuHrad (COFJIMKHM cakJiamn
BasupiuruauHr 2010 #mn 18  maptmarm 8H/31-con; 2016  ¥iun
13 ceutsopaaru 8/1-3/75-con MabaymMoTHOManapu). Maskyp yciayOuii KyjuiaHMa
[lapkMHCOH KacayUIMTd Ba TMAPKUHCOHU3M CHUHAPOMU OWJIaH KacaJllaHTaH
O6emopap/a KacaUIMKHY 3pTa nuddepeHiran Tamxuciall, JaBojaml YopalapuHu
mudepeHnran Tap3na YTKazull Ba OXHP HWHBAIMAM3ALUUSHUA OJIUHU OJMILIA
MMKOH Oepany;

[TapkMHCOH KACAJUTMTMHUHT KEUKH OOCKHYJIapHjla PUBOKIIAHAIUTAH XapaKat
JUCKUHE3UsIapH Ba (PIIyKTyalUsJIADUHUHT OJIMHH OJIMII Ba J1aBOJIAII YOPAJTIAPUHT
AXIWIam Oyin4ya OJIMHraH WIMHA Hartwkanap «l[lapkMHCOH KacalIMTMHUHT
Keukru Oockuuiapujia JaBoyialira €HJIAUIyBIap»  MaB3yCHUIAru  yciayOui
KYJIJTAaHMAacH acOCHJIa COFJIMKHU CakJiall aManueéTura »opuil KuinHrad (CorIMKHA
cakiam BazupiauruHUHT 2012 #twn 31 saBapgaru 8H/24-con; 2016 iwmn 13
cenrsopaaru 8J1-3/75-con MabiymMoTHOManapu). Maskyp yciyOui KyiiaHMma
[TapkuHCOH Kacayuurd OuWjiaH KacajulaHraH OeMopiiapia KaCaJUIMKHUHT KEYKHU
OocKUWIapuaa pPHUBOXKJIAHAIUTAH MOTOP JUCKUHE3WsIap Ba (QUIyKTyarusiiap
npo(HUIaKTUKACHHUA Ba JABOJIAN ONTHUMHU3AIMSICHHU camMapaliyd TaIlKWI KHJIAII
UMKOHUHU Oepajiu;

[lapkMHCOH  KacasIMrd  Ba  NApKUHCOHU3M  CHUHAPOMHU  KJIMHHK
MOUMOP(U3MUHUHT MOJIEKYJIIP-TEHETUK acociapy Oyiinuya OJMHTaH HaTWXKaiap
amMajauil COFJIMKHM Cakjalml TU3WMWra, Iy Karopaa TolukeHT THOOMET
aKaJIEMUSCUHUHT |-KIMHUKAacu HeBpoJiorus OYynumu, TOIIKEHT maxap S5-COH
maxap KIMHUK [MU(OOXOHACUHUHT 1-COH HEBPOJIOTHUS OYJIMMUHUHT KIMHUK
daonuarura xamjaa TOIIKEHT J[AaBiaT CTOMATOJOTHUS MHCTUTYTHHUHT YKYB
apaéHura TaTOMK STHiraH (V36ekucton Pecny6nmkacu COFIMKHM - CakJIann
Basupiuruauar 2016 #iun 13 cenrsopmaru 8/1-3/75-coH MabIIyMOTHOMACH).
[TapkMHCOH KacayuIMTd Ba MApKUHCOHW3M CHHAPOMHUHHUHT 3pTa TAIIXUCIAHUIIN
KaCALIUK OFUpP JapaKaJapUHUHT OJJIMHW OJIMINTa MWYHaNTUPWITaH dYopa
TapOupIapHU YTKa3UIIra WUMKOH SIpaTAu Ba Oy OeMOpJIapHUHT SIIaml Tap3uHU
axmrald, y3ura-y3m Xu3MmaT KWIAIL HWMKOHUSTAHU OIIUPAA Xamja Mui
MOOailHMa CTaIlMOHAp IIAPOWTNA JIaBOJAHUINTAa MYXTOXIUTUHU  §,6%rTa
KaMauTUPIM, YTKA3WIIAETraH JaBOJIall TAMOWWJUIAPUHUHT KYJUIAHWIUIIA MOJJIUI
Xapaxkatjap MUKJIOPUHHM aHbaHaBUN Typyxra HucOatan 11%ra kamaiummra oauo
KEJH.

TaagkMKOT HATHXKAJAPUHUHI anpodamusicu. Ma3Kyp TaJKUKOT HaTHKa-
mapu 9 Ta xanmkapo Ba 8 Ta pecnyOiuMKa WIMHM-aManuid aH)XymaHiIapuaa
MYyXOKaMaJaH YTKa3uiIraH.
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TagKMKOT HATHXKAJAPUHUHI 3bJOH KWJIMHMIIM. J[Mcceprauus MaB3ycu
6yiinua xamu 40 Ta WIMMA WII YON OSTWITAH, IIydapAaH Y30eKHCTOH
PecriyOnukacu Onwmii atTecTarusi KOMUCCHSICHHUHT JOKTOPJIUK TUCCEpTalUsIapu
acoCUM MIMHM HaTW KaJapWHU YOIl 3THUIL TaBCUS dTUJITAaH WMWK Hampiapaa 12 ta
MakoJia, ynapaan 10 tacu pecnyOnauka Ba 2 Tacu XOPHXKHM KypHajulapAa Haup
ATHUIITaH.

JluccepTallMsIHMHT XaKMHU Ba Ty3wamiu. Jluccepramusi TapkuOu KUPHIL,
oituta 000, Xynoca, QoipanaHwiran agaduériap pywxaru Ba uiOBajapAaH
noopar. JluccepraiistHUHT XXM 179 GeTHU TaIlIKUI 3TN,

JTNCCEPTAIIMSTHUHT ACOCHUN MA3ZMYHHU

Kupum xucmuna yTkaswirad TaAKAKOTIAPHUHT JO0J3apOJIMTY Ba 3apypaTu
acoCllaHraH, TAJKUKOTHUHT MakcaJ Ba Basudanapu, Oo0BEKT Ba MpeaMeTIapu
TaBcU(IIaHTaH, pecnyOnKa (aH Ba TEXHOJIOTUSIIAPU PUBOKIAHUIITUHUHT YCTYBOP
WYHAJIUIUIAPUIa MOCIWTHA KypCAaTWITaH, WIIHWHI WIMHN SHTWJIWTH Ba aMajud
HaTWxanapu Oa€H KWIMHIAH, OJIMHIaH HaTWKaJapHUHT Ha3apuil Ba amaiuid
axamMHuATH 04uO OepuiraH, TAAKUKOT HATHOKAJIAPUHU aMalIMETra KOPUWM KHJIUII
XamJia UIIHUHT anpoOamusacu, dbJIOH KWJIMHTAH HILUIAp, JUCCEPTALMS TY3WIWLIN
Oyiinya MabIyMOTJIAp KEJITUPUIITaH.

Hucceprauustiuar  «llapkMHCOH  Kaca/uIMIM  Ba  NAPKMHCOHHW3M
CHHAPOMUHMHI KJIHMHHMK Ba  MOJIEKYJSIp-TEHeTHUK  NoJauMoppusmMura
3aMOHABHIl Kapamuiap» 1e0 HomJaHraH OupuHuUM O00MIa Ma3Kyp MacajaHu
YpraHuIIHUHT  XO3UPrd  XOJIATU  TaXJWJd  KWIMHTaH,  [MapKUHCOHU3M
PUBOMIIAHUIIIMHUHT DHT MYXUM TaTOT€HETUK OYVFuHiapu TaBcuianran. Unmuit
agabuérnapna KENTUPWITaH MablIyMOTIapJaH Kenud YuKuO, CHUHYHUKIIA0
YpraHuiiHu Tajad »dJTyBYM Macajajap Joupacud OeNrwiIaHraH, WITHUHT
J0J13apOJIMTY Ba TaHJIAHTAH MAaB3YHU UIIUIA0 YMKUII 3aPYPJIMTH ACOCJIAHTaH.

JuccepranussHUHT «beMOpJapHUMHI KIMHUK TaBcM(u Ba KYJUIAHWITaH
ycayoaap» 1e0 HOMJIAHTaH HUKKUHYM O00uja TaJKUKOT MaTepuajijiapu Ba
ycinyOnapu, (GoipaHWwiIraH ycyulap Xamaa OJMHTaH MablyMOTIapHU KaiTa
MIUTAIA KYJUTAHUITAH CTATUCTUK YCYJUTAPHUHT 0a€HU KEITUPUIITaH.

NnMuit TaakuKoT nouwpacuaa Kyiuiran Bazudanapau xain Kumil yayH 2007—
2014 fiunnap naBomuaa V36ekucTon Pecniy6nukacu COFIMKHM CaKJIalll Ba3UPIUTH
1-con Pecny0Oinka KIMHHMK IIM()OXOHACH HEBPOJIOTHUS OYJIMMHU, peadMIMTALMOH
HEBPOJIOTHK Mapka3u Ba noJukiauHukacu; TTAuuHr 111 kIMHMKAacH HEBPOJOTHS,
KapJUOJIOTHs, KapJAuOpeaHuMaIllvs, yMyMHH Tepamus Oynumiiapu Oazacuja
naBonanaétran 222 wHadap MApKUHCOHM3M OWJIaH XacTajaHraH Oemopiapaa
KIMHUK TeKIUpyBIap onaub Oopunrad. bemopnap yura rypyxra Oymau0
YpraHWJIraH:

153 nadap (oupunum rypyx) — [lapkMHCOH Kaca/UIMIHra YajldHIran oeMopJiap;

69 wnadap (ukkuHUM TypyX) — Backynsp mNapKMHCOHM3Mra YaluHTaH
o6emopuiap;

80 Hadap (yuuHuu rypyx) — IlapkMHCOHU3M Oenrunapu OyiaMaraH CypyHKaiaIu
MUS HIIeMusicu Oyiran oemopJap.
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[IKra yanunaran 144 nadap, BacKyJsip MapKUHCOHU3MIa YaJMHTaH 63 Hadap
Ba CypyHKaiu Mus umemusicu Oynran 80 Hadap OEMOpPHUHT KamMHIa y4Ta aBJIOAU
V36ekncTon PecryGmukacn Xymymuna siaraH OWIaiapiaH Oyimb, XaM OHACH,
XaM OTacH ¥30eK MUJIaTUTa MaHCyOTup.

Kyiinnran BasudanapHu amalra OIIMPHUIINIA KOMIUIEKC paBUIIAA KIWHUK-
HEBPOJIOTHK, AHAMHECTHUK, MOJIEKYJISIP-TEHETUK Ba CAHUTAP-TUTUEHUK YCYJIapaaH
doitmananuan.

KIiMHUK-HEBPOJOTUK TaJKUKOTIAp Kyiluaaruiapaad uoopar OYJiau: cOMaTUK
Ba HEBPOJIOTHMK XOJaTHM OaxoJjail, J1adopaTop YMYMKIMHUK Ba OHOKUMEBUM
TEKIIMPYBIIAp, 3apyp xoiuapaa oomr must KT éku MPT kunuHTraH.

[TapkMHCOHM3MHUHT  HO30JIOTUK  jAuarHoctukacu  “byrok  Bpurtanus
[lapkMHCOH KacaJUIMTU >KaMUSITH HUHT MM OaHKM KJIMHHUK JIHMarHOCTHK
mesonnapunn (A.J. Hughes et al., 1992) kymiaran xosa amaira OmyapuiIIi.

Hesposoruk paepunutr orupaurn UPDRS (ITapkuHCOH KacaJNTUTUHUHT
yHU(ULMpIAHTaH PEUTUHT wKanacu) €paamuaa Oaxonanau (S.Fahn, R.Elton,
1987), xacauk 6ocknun XeH Ba Sp mkananapu OVitnda anukimanaya (M. Hoehn,
M. Yahr (1969), Lindval Ba xammyammdapu Moudukanuscua, 1989).

Monekynsap-renetuk Tekmupysiapaa PARKI renununr Ala53Thr, PARK?2
reHUHUHTr T240M wmyrtammsicu, LRRK2 renununr G2019S myramusicu, GSTTI,
GSTMI1 rennapuHuHr paeneuroH nomumop¢usmu, Nat2 renuHunr C282T
MyTauusacu TaakKUK 3Tunau. Tupcak BeHacuHuHT 1 mut xaxxmujaru kouu JJHK yuyn
matepuan cudaruaa xuzmar Kuwigu. Axmaut xkongadn JIHKuu axpatu® omum
Diatom™ DNA Prep 200 pearentnap TYIUIaMMHHM KyJUlaraH XoJjjaa CTaHIapT
nporokon Oyimua Diatom™ DNA Prep 200 (“Jla6opatopus Nzol'en” MUK
Maxcynotu, Mocksa, Poccust) Tymmamuna amanra ommpuingu. [P raxmumu JTHK
GenePak™ PCR Core ammmdukanusgaru [P yuyn pearennap tyrmmamu
épnamuna amanra omumpwian (“Jlaboparopus Mzol'en” MUX wmaxcynoru,
Mocksa, Poccust denepanusicu).

CaHHMTap-TUTMEHUK TAIKUKOTJIAp Maxcyc MIUIad YMKUITaH Ba TACAUKJIAHTaH
aHKETa-CypOBHOMAa-UHTEPBBIO EpAamMuia YTKA3UIIH.

OnuvHraH HaTWXKaJapHUHT CTAaTUCTHK TaxXJIWJIM BapUallMOH CTAaTHUCTHKA
ycynuaa — aMaira — ommpwiad.  HomapaMeTpuk — TakCHMIIaHMIN — OWIIaH
MabIyMOTIApHHA Taxjiui Kuiaunaa CoupMad Koppensiius Ko3(QpQGUUHUEHTH yCYyIu
KYIMaHWIOH. Ypraua (GapKIapHUHT MIIOHWIMIMTH HINOHY HMHTepBamd 95%
oynran xoana CTeIOZACHT Me30HHU acocuaa 0axosanaau (p<0,05).

HMucceprauustHuHr «llapkuHCOHM3M OWJIaH XACTAJAaHTaH OeMOpJIApHHU
KJIMHUK-HEBPOJIOTHK TEKIIMPYBJAPH acOCHIAa OJIMHIAaH HATHKAjIap» 11e0
HOMJIaHTaH YYMHYM OoOuja TEeKIIMPYBAAH YTKa3WIraH OEeMOpPJIapHUHT KIUHUK
taBcudu kenrupuiran. Kuécuii acnexktna [1K Ba BITaunr HeBponoruk 6enrumimapu
Ba yJIAPHUHT XPOHOJIOTUSACH YPTaHUIIH.

1-wansanna IIK Ba BII HuHr pemorpaduk Kypcarkuwiapura Kypa
rypyxJjap/a spKakjap KYMUWJIUKHM TalIKWJ 3Tca-lla, aMMO >KMHC Ba KaCaJJIMK
ypTacuaa anoka Kaiig stunmarad (p=0.81); ¥praya € Ba ypraya OouuiaHUI E€1Id
BII rypyxuna nmonwin pasuiaa rokopupok. [IK rypyxuaa sca ypra €mnparunap
kynpok (50,3%). KinuHuk-aHaMHeCTHK Taxjwira kypa kynuHua [IK TrHYINK
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TpemopHu (65,3%), HucOaTan KaMpoK XoJaa Kymuiap Kotub konummuaad (19,6%) Ba
xapakariap cekunnamryBuaas (13,1%) 6omnanau.
1-skanBaJ.

IIK Ba BII 0yaran 0emopaapHHMHT AeMOrpaguk KypcaTKUu4JIapu

Kunc Ba &mn ITIK (n=153) BIT (n=69) Kamu (n=222)
DpKakiap 83(54,25%) 42 (60,9%) 125(56,3%)
Aénnap 70 (45,75%) 27 (39,1%) 97(43,7%)
Vpraua ém 57,5115 66,98+9,57* 60,5117
Kacannuk OonutanumuHuHr yprada émm | 52,9+11,4 63,13+9,37* 56,1+11,7
VYapnan: n (%)
Vemupiuk émr (11-25 émr) 4 (2,6%) 0 (0%) 4(1,8%)
Kuunk ém (2544 &) 27 (17,65%) 2 (2,9%)* 29(13,1%)
Vpra ém (44-60 émr) 77 (50,3%) 23 (33,3%)* 100(45%)
Karra &ur (60—75 ém) 44 (28,75%) 37 (53,6%)* 81(36,5%)
Kekca &mr (75-90 ém) 1 (0,7%) 7 (10,2%)* 8(3,6%)

N3ox: *~P<0,05; Takkocnanaérran rypyxiapaa (IIK sa BII) kxypcatkuunap ypracumaru
(hapk UIIOHYIH.

BIl «xynpok oéxmapuunr Kotud komumu (43,5%) Ba XapakaTiap
cekunnamysuaan (34,8%) OomnuiaHraH, KamMpoK XxoJuiapjia OupuHYM Oenru
Kantupam Ooyaran (11,9%). IIKna xynruHa xojuiapia KacaJUIMKHUHT JacTiIaOKu
Oenrunapu acocad 6up ToMonnama (94,1%), kynuHYa KyJa Ba o€KAa Ky3aTuJaau
(90,2%). BII 3ca pgacTiabku Oenrwiap KyNuMHYa MKKajda TOMOHJIaMa CUMMETPHK
oynanu (65,2%) Ba akcapusT XoJuiapJa o€kiiapjaan oonuianrat (79,7%).

[IK Ba BlInu kentupu® yvkapyBud OMUJUIAPU TAXJIWII KUIMHTAHJIA, TICUXUK
Kapoxar xojaTiaapu Moc pasumaa 78,4% Ba 37,7% a kacauiauk pUBOXKIIAHUIIIUTA
onu6 kenrannuru anukiadrad. BII uncyntnan (n=11) xeiinH, Konaran 6emopiapaa
CypyHKaJi MUs UllieMusicu (poHua pUBOKIIAHTaH.

BIlna kmuauk 6enrmiap 53,6% OeMopaa kajaan cypbaTiapaa opTud Gopasu.
[IKma 57,5% G6emopaa 6y 6enrunap ypra reMaa Kyumb HaMOEH Oy aau.

KacanmnukHuHr KIMHUK makuapy kypud uywukuiaranna, [IKaga apamam
(41,2%), Bllga akuHeTuk-puruj Typu Kynpok ky3atuinanu (47,8%). Kacamnmmk
KEUUIIU OFUPJIUTUHU Oaxonaranna, Bllna xacammmk HucOaTaH OFUPPOK Keyasu:
Moc paBumga 43,5% Ba 39,1% pa II Ba III Oockuwiapu yctyBop. Bllna
HUTpocTpuap Wymnap naereHepaunusicu cypbaiapu [IKra HucOatan mmanatiu
Oyyica Kepak, YyHKM KAaCaJUIMKHUHT JaBOMUMIUTK MoOC paBuiiga 3,6+2.6 Ba
4,7+4,08 WMIHHA TAIIKUIT KAIIH.

bemopnapuunr kyn mobGaitHuaa Qaosmuru tekmmpuwiragaa Bllra yanunran
o6emopiapaa I1K rypyxunmarunapra HucoaTaHn KyH1y3 KyHU KYpcaTKUWIapyu KECKUH
nacaiam: mMoc pasumga 22,5+5,3, 52,4+8,6 Ba 18,2+3,8, 64,8+11,6 6amn. Bllra
gaymaran 6emopinapaa [1Kra auc6atan UPDRS mkanmacununr Il xucmu 6yitnaa
KUJIIUHPOK HEBPOJIOTHUK AShHUIIMT aHUKJIAHIW: MOC paBuiaa 51,5+6,2 Ba 39,1+8,3
Oas.

Acocuil MOTOPJIMK XyCyCUSITJIap (PUTHJIMK Ba TUIIOKWUHE3MS) Ky3aTHUIIUIIU
TaxJIWJI KWIMHTaHJa WKKajda Typyxaa aespiau oup xwui, ammo [1Knma tundunmmk
TPEMOPUHUHT Ky3aTWJIMIIM ce3wnapian pasuiiaa rokopu 91,5% (Bllxa 17,4%;
P<0,001). Xwun Owmmin KOOWJTUATUHUHT  OYy3WJIWIIW, TUIIOMUMHUS KaOu
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napkuHcoHusmra xoc Oenrwmiap [1Kra yanunran 6emopinap rypyxujia yCTyBOpPJIUK
Kuiaau: moc pasuiiga 88,2% Ba 78,4% (BIlxa moc pasumiaa 28,9% Ba 30,4%).

[Toctypan Oysmmunuiap IIK Ba Bllma monanpg pasumpa 45,7% Ba 84%
Ky3aTuiaad. AUWTHII >KOW3KH, TOCTypal OeKapopiuK Ba y OujaH OOFIHK
WUKATUILIAD  MTapKUHCOHU3MHUHT  3HT  IOKOPU  HOTHPOHJIAIITHPAAUTaH
XoJaTiapura Kapaad Ba OeMOpiapHUHT Xa€éT cu(aTUHU Ce3WIapiad pPaBUIIIA
nacaiTHpaay, KacaJuIMK MPOTHO3WHU >KUIMIIAIITUPA/IH.

bour mus Maiia Y9oKIM KOH TOMHUPIIU IMUKACTIAHUITUHUHT TICEBIO0YIB0ap,
MUsSYa CHHIPOMH, Tupamuaan cumTomarukacu Bllra xoc. VYmapaan
nceBno0ynsoap cungpom (72,5%), uykyp pednekciap acummerpusicu (69,6%)
KYIIPOK YUpANIK.

Homorop Oenrmmapau kuécuit Oaxosmamia BeretatuB Oy3uiunuiap [IKra
yanuaradn Oemopiapaa Bllra HucOGatan 2,5 mapra KympokK XoJjaraa ydpaiid
anukaaHan (Moc papumga 85% Ba 30%). I1IKnma BereratuB Oy3wIUIILIApAaH
ymymuil runepruapo3s (78,4%), nemo6 ynkapum Oy3zunumu (71,9%), vy koTuim
(52,3%), cynak oxumm (45,7%) xy3zarunau. Bllma ynap cesmnapnu paBuiijga
KaMpOK Ky3aTWwiniuu: moc pasumaa 5,8%; 20,3%; 10,1% Ba 8,7% xomarma
aHUKJIaHAU. AMMO OPTOCTATHK TMITIOTEH3MUA Ky3aTuinumu Ba orupiuru Bllxa [1Kra
yajMHraH OeMopJiapra Kaparasjaa aHda IoKopu: Moc pasuniaa 26,1% Ba 12,4%. by
¢apk Bllga ropak-KOH TOMHUP TU3MUMHHUHI OupiamMuu JUCPYHKIUsCH OuWiaH
OOFTTUKJIHD.

AddextuB Oy3mnmunuiap opacuga jaenpeccuB cuHiapoM [IKaa kympok
(58,8%), Bllna nespnu 2 6apobap (30,4%) xampox ky3zatunagu. HADS mkanacu
épaamuaa O€30BTANMK, ACNPECCUsl KYPUHMILIAPU TaxJWil KWIMHCA, Jenpeccus
napaxxkacu [IKma Bllra nuc6aran anuda rokopu (P<0,001): cyOKIMHHMK KEeCKUH
nenpeccus (24,8%) 1,7 Ba kimHUK KeckuH nenpeccus (34%) 2,1 MapTta KYIpoK Kau
STWIIU. Be30BTallaHWITHUHT KECKMHIMK JapakKach Ba ydpall YacToTach HWKKaja
TaxXJIWJI TypyXuja UIIOHYWIN CTaTUCTHK (apkianmanu (P<0,2).

I[IK Ba Bllra yanunran Oemopiapaa KOTHUTHB (QYHKIMS Oy3WIMIILIapU
aesipu oup xun (ITK 84,9% Ba BII 86,9%), ammo yHuHT ndomananum gapaxacu
Bllga anua rokopu — MMSE moc pasumiga 22,9+0,7% Ba 20,1+£0,5% (P<0,05).
Ma3kyp XoJlaT HWHTEIEKTyal-MHeCTUK (QyHkuusnapHudr Bllna nucOaran
KECKMHPOK Y3rapuiuiapujaH Aapak Oepaiu.

HuccepraiustHuHT  «MoJieKyJsip-TeHeTUK TeKIIHPYBJIAp HATHKAJIAPW)
ne0d HOMIJIAHTaH TYPTHUHYM O00MAa MApPKUHCOHU3M KAacaJUIUTUra MOWWJUTMKHU
aHUKJIAITa WYHAITUPWITaH TEHETUK TAJAKUKOTIAp HATIKaJapud Ba TaXJIWJIH
kentupunrad. YHra kypa, PARKI renununr Ala53Thr myraumscu Bllmm
aKMHETHK-pUruj] (opmMacu Ba dpTa KOTHUTUB Oy3wmnuiapu Oynaran daxat
ourraruHa 6emopza Ky3atuinau, koarannaapaa PARK1 renununr ymoy MyTamusicu
Ky3aTuiMaau. Jlemak, nyHénaru Oomka kymiaad momynsiusiiap kabu y30ekmapra
OupJaMyu CUHYKJIEMHOIATHsJIap XOC dMac.

PARK2 renupma T240M wmytamusicu IIK, BII Ba Hazopar rypyxuaa
aHUKJIaHMaIW. YOy MyTalUsSHUHT TEKIIUPYBUMU3IA aHUKJIAHMAraHiuru y30eK
axoJucuaa MapkKUHCOHMU3M PUBOXIIAHUIIM OMJIaH OOFJIMK 3MACIUTMHU KypcaTaiu.
[y Ounan Oupra,TabKUIJIANI dKOW3KH, OM3HUHT OHWpJlaMud MaTepuaslapuMH3/a
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NAapKUHCOHU3MHMHI FOBEHWJI IAKIWAard OeMopiap HHCOATaH KaMm TaxJIui
KWIMHTaH Ba MYTalUSHUHT Oy IMIaKJIMHU OemopiapAa TEKIIUPHUIIHU JaBOM
STTUPHIL JO3UM.

LRRK2 renmma G2019S myTanusicCHHH TeTEpO3UTOTAIMK Tallud FOPHUIIT
XO0JIATH aHUWKJaHIU. Ma3kyp MyTallusHUHT KaMu 4YacToTtacu 5,5% HHM TalIkui
stau (n=11). Ymapaan maskyp myranusra sra ¢akar Ita 6emop (1,4%) Bllra,
konran 10 madap Oemop (7,1%) IIKra uwanmnran. Maskyp MyTalus 4acToTacu
[IKHuHr cnopanuk typuaa 5,7% HH, KaCAJUIMKHUHT Upcuil maknmuaa 17,6% Hu
tamkua 3TAu. Hazopar rypyxuma LRRK2 remmma G2019S  wMyrtanusicu
Ky3aTUIIMaJIH.

XKaxon craTHCTHKacM MabiIyMOTiIapu OuWJaH, OJMHTaH HaTWXXKaJlapHU
comumtupcak [IKra wanunran ¥y30exk MuuiatTura MaHcyO KuIIWIap opacuia
LRRK2 renmnnunr G2019S myraumsicu cropaauk typaa 5,7%, upcuil Typla
17,6%, nopryranmusumkiapaa moc paBumijga 4% Ba 14%, sabHM OU3HUHT
KypcaTkuuwiapumusra akuH. by  wHatmxamap  [umommii  Adpuxanaru
apabmapuukugan (39% Ba 36%) Ba AmikeHazuil sxyguinapuHukuaan (10% Ba
28%) aH4a macT; aMMO eBpOTaIMKIapHUKKIaH aHda rokopu (0-4% Ba 0-4%).

LRRK?2 renununr G2019S wmyramusicura sra Oyiaran Ba OyiamaraH
oemopnapaa I[IKHMHT KIMHMK HaTWKalapyd Ba KEYMIIM TaKKOCJIaHTaHJA,
MYTalUsUIM TypyXJa 3pKakjap KYMUWIMKHA Tamkuil Kwirawaura (p=0,04) Ba
KaCAJUTMKHUHT apajalll MakIi KYyIpoK ydpaiiu aHukjanau (Moc pasumiaa 60% Ba
31,5%) (2-xamBan).

2-KaaBaJl.
G2019S myranusicu 6yJran Ba OyJmarad 6eMopJiapaa KINHUK
OeJrMJIAPHUHT KMECHH TaXJIWIH

Knunauk 6enrunap G2019S myramusicu 6ynran| G2019S mytanusicu 6yiamaran
(n=10) (n=130)

Dpkakiap/aémiap 7/3 (70%/30%) 67/63 (51,5%/48,5%)*

Kacamnuk oomanummanAr| 52,2+11,2 (32 gan 80 rava) | 53,1+13,1 (12 nan 74 raua)

yprauda éum

Kacamuk typu:

Kanrupam 3 (30%) 40 (30,8%)

AXKUHETHK-PUTH] 1 (10%) 49 (37,7%)*

Apana 6 (60%) 41 (31,5%)*

Kacamnuk 6ockuun

I 2 (20%) 43 (33,1%)

I 5 (50%) 69 (53,1%)

Il 3 (30%) 17 (13%)

1\ 0 (0%) 1 (0,8%)

JleBopomarepanus n=8 n=70

camapaJiopJIuru

IOxkopu 6 (82,5%) 28 (40%)*

MybTanun 2 (17,5%) 25 (35,7%)

TascupHUHT HYKIUTH 0 (0%) 17 (24,3%)*

JleBoomaTepanusHUHT apTa

3apapiy TabCUpH 3 (37,5%) 12 (17,1%)*

N3ox: *— dapk nmonwm (P<0,05) kypcarkuaiapHy Ha30paT TypyXHra TaKKOCIaraHa.
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Mytanust 6ynMaran OeMopiapia aKWHETHK-PUTHI Typu KYIpPOK yupaliu
anukimaHau. JleBomomaTtepamusi camapaaopiiurd  OaxolaHTaHaa y OWpHHYA
MyTarusin  6emopiap rypyxuaa (n=8; 82,5%) 2-myranuscusra (n=70; 40%)
HUCOATaH IOKOPUPOK SKAHIUTHHU Kypcatnu. Mkkuaum rypyxaa 24,3% xonatna
neBojmonarepanusi Hatwka Oepmagu. G2019S  wmyramuscu Oynran Oapua
o6emoprapaa maBo camapanu 0ymau. AMmo G2019S myrtammsicu Ky3atwirad 3 Ta
o6emopna (37,5%) neBomomnarepanus 3pTa 3apapiu acopatiiap 6epau.

[lapkunconusmra yanudran Oemopnap rypyxuga GSTT1 rewun 0/0
noMMopU3MUHUHT yupaill yactotacu 52% uu; GSTM1 rennna 60% Hu; cornom
kummnap rypyxuaa sca 0/0 momumopdusmununr yupam yactotacu GSTT1 Ba
GSTM1 rennap yuyn wmoc pasumaa 25% Ba 42,5% HU TalmKWwi 3TAU
(1, 2 pacmnap).

MMOJ‘ICKyJBIp Mapkep; -- — peaklusi KOHTpoiIH; 26—39 — 6eMOpHU Ky3aTULI HaMyHaJlapH;
26, 27, 28, 30, 31, 32, 34, 36, 37, 38, 39 — GSTMI1(0/0) renorunu; 29, 33, 35 —
GSTM1(+) renotumnu.

1-pacm. ¥Y30exk MuiIaTura Mancy0 NapKHHCOHU3MIA YaJIMHIaH OemopJiapaa
GSTMI1 renm 0yiinuya TaXJIWJ1 HATHKAIAPU

GSTT1/GSTM1 xoMOuHamusIaHTaH TEHOTUILIAD TaKCHUMOTH  TaXJIUJIA
koHtpon Typyxuga GSTT1(+/+)/GSTMI1(+/+) reHoTumiapu KOMOWHAIUSCH
ycryBopauru, GSTT1(0/0)/GSTM1/(0/0) renoTuruiapu KOMOWHAIASICH 3Ca aCOCHUN
rypyXJa IOKOPHUPOK DJKAHJIWTUHU Kypcarau. Acocwid TypyX Oemopiapmaa
GSTT1(0/0)/GSTM1/(0/0) TeHoTMH KOMOWHAIMSCUHUHT YCTYBOPJIWTH HKKHATA
MYTAIUSTHUHT Ma3Kyp TaTOJIOTHS PUBOXJIAHHWINNTA OYJITaH aJJIuKTHB TabCHUPUHU
HaMOWMHIII dTaau.

10 11 12 13 14 15 16 G el Ty

M — MOJIeKyJIsIp MapKep; -- — peakIusi KOHTpoii; 6—18 — GemopiapHH Ky3aTHII HAaMyHaJlapH;
6,7,8, 10,11, 12, 14, 16, 18 — GSTT1(0/0) renoTwumny;
9,13, 15,17 - GSTT1 (+) reHoTHIIH.

2-pacm. Y3bex Mui1aTura Mancy® napKMHCOHM3MIa 4aJIMHIaH 6emMopJaapaa
GSTT1 renu 0yiin4a TaxJuJ/J HATHKAJIAPH
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[TapkuHCcOHM3MHUHT HO30j0TUK (opmacura kKapadb GSTT1 Ba GSTMI
TCHOTHUILIAPUHHU TaKCHMJIAIN HaTIKajgapu ukkana reHHuHr 0/0 mommMopdusmiapu
dakar [IK Oynran Oemopiiapaa HazopaT TypyXHAaH CE3WIapiad paBumaa (apk
KWJIIH. Bllna 3ca YIAPHUHT Oupo3ruHa OIIUIIN KY3aTHJIJIH.
GSTT1(0/0)/GSTM1(0/0) reroturmap komoOuHarusicu xam [IK Gynran rypyxmma
KYIPOK yupaau (3->xaaBa).

3-kaaBaJl.
GSTT1 Ba GSTMI1 renJiapuHUHT OJTUMOP(PUZMIAPUHA TAPKUHCOHU3MHHUHT
HO30JIOTMK IIAKJIUTra 0OFJIHK X012 TAKCMMJIAHUIIH

Hasopar K BII
TypyXu _ _ = =
(n=80) (n=140) (n=60) % %
I'enotumnnap = =
F eHOTI/Il'IJ'Iap yqpam gqacroracu % §-<
i &
n % n % n %
GSTT1 (0/0) 20 | 25 | 78| 557 |19 | 317 | ,2-1gq +=0,46
P=0,001 P=0,5
GSTT1 (+) 60 | 75 | 62| 443 | 41| 683 | OR=38 OR=0,7
P=0,008 P=1,0
GSTML (+) 46 | 57,5 | 53| 37,9 | 34 | 56,7 | OR=22 | OR=0,96

x°=16,0 v?=0,4
GSTTL(0/0)/GSTM1(0/0) | 8 | 10 |50 | 357 | 9 | 15 | P=0,001 | P=0.5
OR=5,0 OR=0,6

v?=0,5 v%=5,5
GSTT1(0/0)/GSTM1(+/+) 12 | 15 |28 | 20 |10 | 16,7 | P=0,46 P=0,02
OR=0,7 OR=0,35

v%=0,64 v?=0,1
GSTT1(+/+)/IGSTM1(0/0) 26 | 325 | 37| 26,4 | 17 | 28,3 P=0,4 P=0,7
OR=0,7 OR=0,8

v2=14,5 | y2=0,01
GSTTL(+/+)/GSTM1(+/+) | 34 | 425 | 25| 17,9 | 24 | 40 | P=0,001 P=0.9
OR=0,3 | OR=0,9

N3ox:1-kputepuii-nazopat rypyxu Ba IIK rypyxu opacunaru ¢apk; 2—KputepHii- HazopaT
rypyxu Ba BII rypyxu opacunaru dapk,cemus mpudt 6uiaH UIIOHYIN GapK KypcaTHIITaH.

[IKaunar knuauk  Oenrmwnapunuar  GSTT1 Ba  GSTMI  moaumopd
BapuaHTIapu OujaH OOFIMKJIUTMHU TaxJui KWwirasjaa, oemopnap 2 rypyxra
axpatuaan: 1 rypyx — GSTT1(0/0)/GSTM1(0/0) reHoTHIIIapH KOMOWHAIUACHTA
yuparat (n=50); 2 rypyx — Oy reHyapja MyTtamusra yapamaran oemopiap (n=25).
bynna xacamnmmkHuHT HHcOaTaH spTapok €mga Oonutanumu (P<0,001), &huk-
apanam TypuHuHT ycTyBopimK Kuymmu (P<0,01) GSTT1 u GSTMI rennapuna
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MyTalusi OynmaraH Oemopiapra Kaparahjaa yml0y TeHJIapHUHT ‘“HOJra TEHT
TreHOTUIJIapU KOMOMHAIUsACHIA KYNpoK yupamm Ky3atwigu. Kacammuk
Keuninuaa puBoxJIaHUIIHUHT nacT cypbatd GSTT1 Ba GSTMI rennapuaa
MyTaius OynMaran Oemopiap Typyxuaa yctyBopiauk kKwiau (p<0,03), xaman
cypvatu 3ca GSTT1 Ba GSTMI rennapuna myTarus Oynraniapaa Ky3aTHIAU
(32% Ba 12%), OUpOK KYypcaTKUWIap CTATUCTHK axaMUATIIH Japaxara Oopmaiu.

Mytantr amremnap Oyiinya Nat2 rean C282T MyTauusCUHU KUIUPHUIIT
Oyitnuya onub Oopwiran TaJKUKOTIAp HaTWKacuia MNapKUHCOHU3MHU OYirax
oemopnap rypyxuaa 15% xomatma yupaau, Hazopar rypyxuaa sca 6,25%
(P<0,05) (3 pacm).

M — MonekyIsip MapKep; -- — peakiiusi HazopaTtH; 1-8 — OeMopIiapHH Ky3aTHII HAMYHAaJIapH;
1, 2, 4-7 — renorun wt/m; 3 — resorun Wt/ wt; 8 — rerorurr m /m.

3-pacm. 13 6emop IHK namynanapu acocuna IIK 6emopaapaa Nat2 renu
Oyiin4a TaXJIMJ1 HATHXKAJIApH

Nmronustnap nuc6atu (OR) kypcatkmumuu ypranum Hatuxacuna OR>1,
abHU Nat2 reaununr C282T myramusacuga OR=2.8 (95% AU 1,01 nan 8,7raua)
Ba Nat2 renununr C282T wmytanuscu OYyiraH KulIWjgapaa MapKUHCOHU3M
pUBOXITaHUII XaBhu 2,8 MapTa IOKOPHU IKAHIUTH aHUKJTAH/IH.

[TapkuHCOHM3MHHMHT KJIWHHUK ¢popmanapura Kapad C282T momumopduzmu
TypJii TEHOTHIUIAPUHHUHT ydpaml dYacToTacuHW Tankuk oHtum [IK oOynran
OeMopiapia m/m TEHOTUNMHUHT Yyypalluja Ha3zopaT Typyxura Kaparasja
cesuwnapau apknap OopauruHu kypcaraau (moc pasumga 17,98% Ba 6,25%).
KTII 6ynran 6emopnap rypyxuaa Nat2 renu C282T noiumMopOU3ZMUHUHT TypJIu
FEHOTUIJIADMHUHT yYpalll 4acTOTAacu Ha30paT TypyXHIa Kaparanjaa CTaTUCTHK
cesmnapin dapkiapHu kypcarmanau (4 xxaasan).
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4 :xanBad.
IIapKUHCOHM3MHUHI KJIMHHMK (popmasiapura Kapad Nat2 renu
NOJIUMOP(PU3MJIIAPUHUHT TAKCUMJIAHULIN

IIK ra BII ra
Hazopat JaTMHTaH YJaJIMHTaH
Tenorun (n=80) oemopiap 6emMopiap P1 P2 Ps
(n=140) (n=60)
n % n % n %
wt/wt 45 | 56,25 | 45 32,1 33 55 0,001 | 0,2 | 0,005
wt/m 30 37,5 70 50 22 36,7 0,09 0,1 0,1
m/m 5 6,25 25 17,9 5 8,3 0,02 09 | 013

N3ox: Wt — €BBoiM TUIAArK ajied, M — MyTaHT TUILAArd amien, P1 — Ha3opar rypyxu Ba
[IK 6ynran Gemopnap Typyxu ypracuaaru (hapKIapHUHT WIIOHWIMIINTH, P2- Hazopar rypyxu
ounan BII 6ynran 6emoprnap rypyxu ypracunaru QapkiapHunr umonHwiwury, Ps- TIK Ba BII
Oynran Oemopnap Vypracumard QapKJIapHUHT MIMOHWIMIMTH, KAJIWH IIPUPTAA HUIIOHWIN
KypcaTtkuuiap Oepuiras.

[IKHUHT aKWHETUK-PUTH] IMAKIM Ba KaCaJUIMK PUBOMKJIAHUIIIHUHT >Kajal
cypbatiapu M/M reHorumnu Ounan 0orauk: MoHaHa 60 Ba 48%1a Kaiia STHIIN.

HucceprauustHuHr  «IIapKMHCOH KaCAJUIMIM  PUBOXJIAHUIIMAA XaBg
OMMJJIAPHU yYypam d4acroracw» Je0 HomiaHran OemuHun 6o6uaa [IK
PUBOMUIAHHIT XaBOWHUHT DSKOJOTMK Ba KacOWMW oOMWIIapura OOFIMKIUTHHH
ypranum HaTwkanapu kenatupuwiarad. Kummok axomucupa IIKHuHT — €luK
dbopmanapu KYIpPOK ydpalau; Kaca/ulMK AeOI0TH 3pTapoK OViaaaum Ba OFUPPOK
kedaau. KacOra myHoca0ar TeKIMprIIraHaa: acoCuil TypyxJa KHUILIOK XY KaTHK
XOMUMIIAPH KYMUWIMKHU Tamkuia 31ad  (65,3%), kumME€ caHoaTH XOAMMIIApH
HucOatan kamMpok (16%); sur xam ykutyBuminap (5,3%), MabMypuil xogumiiap
(4%), Tuoomeér xomumuapu (4%). Hazopar rypyxuma KUIUIOK XYKalUTH
xonuminapu 46%, kum€ canoatn xoaumiiapu 6%, ykuryuunap 10%, Mabmypuii
xonumiap 18%, Tnoouér xomumnapu 12% Hu Tamkua 3TaU. ACOCUil TypyxJaaru
78% Oemop wuin >kapa€Huja MECTULUJJIAP Ba MHCEKTUIMIUIAp OWJIaH alloKaja
oynran. Hasopar rypyxuma TOKCMK Mojjmanap OuiaH anoka (axkat 32%
OeMopIiapja KaiJ1 dTUJTaH.

CypoB Oyiinua acocuii TypyxjJa Oemopiap YTMHIIIA OYUK XaB3ajapaaru
cyBman (68%), HazopaT Trypyxuaa 3ca KYIOpOK BOIOMNPOBOJI cyBuiaaH (62%)
doiinananras.

[ynunr Hatwxkacuaa [IK ganuaummaa Tokcuk moananap (P=0,005), ouuk
cyB xa3anapu cyBujan doigananum (P=0,001) xamaa kumE caHoaTua MIILIAIT
(P=0,04) sur myxum xaB@ oMusIapu XUCOOJaHIM.

3apapnu oMwIiap TabCHUPH KACAIUIMKHUHT KJIMHWK MaH3apacHHU XaM
Vy3raptupud r00oprad. AHKeTaap TaxXJWwik Oyinda, KUIUIOK axoJIMCUra MaHCYyO
oemopnapuuar yprada Emm 53,0849,14, maxapnukmapauku  58,5+10,7;
maxapiaukKiapra Kaparahja KUIIUIOK aXOJHCH oOpacuja KacaJUIuK dPTapoK
OOIUTaHUIIINTAa MOWIIIITUK Ky3aTwinu (Moc paBuiiia 48,8+9,9 Ba 53,6+9,9 €m).
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KacanmukHUHT OFUpIMK Japa)kach Xam sIlaml Kovura OOFIMK: IIaxap
axoJIUCHJIA EHTUIPOK KeuuO, kacamukHuHr 1 (46,1%), II (50%) Oockuunapu
ycTyBOpauK Kwica, kunutokaa I (50%), 11T (25,5%) Ba IV (3,1%) 6ockuum 6yiaran
OemMopiap KYMUUIWKHHW TAIIKWI STHUIIA aHUKIAHIA. By KUIUIOK axOJMCHHWHT
THOOMET XOomMMIIapUTa KEUpPOK MYpO’kaaT KWJIWINHM OWiIaH sMac, Oajnkud canOui
OMIJIJIap TabCHPU HATIKACHIA KacaTMK HHCOATaH OFUPPOK KEUMIW OWjIaH
Ooormukaup. by OemopnapHM WKKana TYpyxXuJa KacaJUTMK JaBOMUIIATH JESPIH
Oup XWJI PKAHJINTU OWJIaH TacauKiIaHaau (Moc paBuiaa 6,35+3,0 Ba 6,4+3,4).

[IK kIMHUK WIAKUIAPUHUHT YacTOTaCH TaXJWil KWIMHTAHJA, KUIUIOK
axonucuaa €mk-apanam typu (55,1%), maxapaukinapia 3ca KYNpoK aKMHETHK-
purun typu yupaau (44,2%). by xam I[IKuHMHT KUIUIOK axoiucH opacuja
HUcCOaTaH OFUPPOK KEUUIIUIAH Aa0JIaT Oepaiu.

Kacora kapad IIK OomnutaHuimm TaxJIMId KUME CaHOATH XOJUMIIApHa
(47,848,4 €mpma) xXamaa KUIUIOK Xykanmurd xoaumiapuna (50,24+7,8 é&mna)
SpPTapoK OOIUIAHUIIMHU KYPCATIU, ShbHU KACANIMKHUHT APTapoK OOILIaHUIINATA
HOKYJIall SKOJIOTMK-Ta0OUUM MIApOUTIAp KaTTa TabCUP KYpCATUIIMHU siHa Oup Oop
ncbotinabd oepau.

I'enoTun Ba Tamku MyXWT y3apo TabcupuHu Taxymin Kuiragaa GSTTI1 Ba
GSTMI1 rennapyuHUHT HOJTA TEHI TE€HOTUIUIAPU YUFYHJIAIITAaH Ba MECTULIUIJIAP
TabCUpUTra ydparan Oemopiiap Trypyxuja Ma3Kyp MyTalusra ydpamarasiapra
HUcCOaTaH Kaca/UIMK OeNTHIIapu 3pTapoK HAMOEH OYIJIMIIN Ky3aTUIIIH.

JuccepTaudstHUHT «ITapkuHCOH KacaJJINTH Ba BACKY.JIsSIp
NAPKMHCOHU3MHHUHI JPTa Ba Ke4d OOCKHWIAPHIATH KYPHHUILIAPWUHU
AaBoJam TaMoiinsIapuw» 1e6 Hominanrad ontuHur 6060u I1K Ba BII HuHT 3pTa Ba
K€U KYpUHUIIUIAPUHU KOPPEKIUs KWIHII ycyiuiapura Oarumnvianrad. CyTkacura
ypraua 475 =75 mr (cytkama 125 mr gan 3-4 maxai) JieBojona JOpU BOCUTaIapu
(maxomMm, tugomet-popre; I rypyx, n=39) Ba cyrkacura 300+50 mr mukaopuaa
amantaaud cynbdar (II rypyx, n=50) Ounan YTKa3wiraH TepanussHUHT KuEcui
TaxJIWIM KEJITUPUIITaH, KacaUIMK OONUIAHUIIUHUHT WIK JaBpjapuia HKKalacu
XaM IOKOpH Jlapaxkaja camapajop XyCYCHUsITra 3Tallurd aHWKJIaHId. AMaHTaJIuH
cynbdatau onaran 6emopiapauHr 20 (40%) Hadapuaa okopu nxoouil HaTuxka, 24
(48%) nma yprada wxoOMI HaTWXa Ky3aTWIaW; A0(QaMUHEPruK Tepamnusi OJIraH
o6emopiapga 3ca moc paBuiiga 18 (46%) Ba 20 (51,3%) nadapuna wxobuit
Hatwka omuHnau. llly tapuka, 1-rypyxnma xapakarnanumgaru daosmuk 26%ra
(UPDRS -III mikamacu OVitmua Oammap 32,8+5,7 man 24,3+59rava macaiiam) Ba
ku€cnam rypyxuna aca 25% ra (33,9+6,3 man 24,6+8,3 Ganraua) sIXIIUIaH/IH.
JlaBomamian CYHT WKKajga Typyx OeMopiapuaa XaMm KacalUuTMK OOCKUYJIapUHUHT
nacaiumm (XeH Ba Sp 6yitnua) moc pasumiga 1,8+0,44 nan 1,2+0,37 Ba 1,79+0,8
nan 1,1+0,6raga. Mxkana rypyx 6emopriap/a TaAKUKOTHHHT OOILIAHHUII JaBpHIA
KyHJTuK (haouIMK UMKOHUSTIIApY XaM aH4a TacT dKaHauru ky3atuiaau (LBad Ba
WNurnann mkanacu Oyiimda Moc paBumga 67,9+12,1 Ba 68,5+11,1 OGammap).
JlaBonam VTkazuiaraHjaH CYHT yiap KyHIJIWK (DAOJTMKHUHT SXIIUIAHUIIUHU
Kaiia atnunap (75,1€13,5 Ba 78,3+16,5 Gannap).

Ukkana rypyx (1-n= 21; 2-n= 19) naru 40 nadap O6emopHU y30K BakT (3 Ba
yHAAH OPTHUK WWII) Ky3aTWITaHaa, UKKUHYU TypyxJa (OJIMH aMaHTaJauH CyibQar
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TEepanuscu YTKa3WIraH) JIeBoJONAa MpenapartiapuHu KEeUpoK OelrujaHraHuIId
JOpH  JWCKUHE3WSCH Ba MOTOp (IyKTyalHsJIapHUHT Talao OYIuIIMHU
KEYUKTHUPAU Ba PUBOMIIAHUII MUAATUHN CE3UIApIN PaBUIIIA CeKUHIAIITHPIH.

JlopamuHepruk Tepanuaga OOpW JTUCKUHE3MSUIApH HHT KYN yuypalaura
(40%) acopatmap 6ynu0, xa€t cudarn Ba KyHIaTuK (AOJTUTHHUHT CE3UIIApIIv
paBumia mnacaimmmura omu0 kemaaum Ba  [IKma nenpeccusi, O6e30BTanmuk
XOJIaTIAPUHUHT PUBOKIIAHUIINTA cabad Oymaau.

Maskyp acopaTiapHud maigo Oynumn  cabGabmapu, Myjajaatiapu  Ba
PUBOXIIAHMII MIAPTIAPUHM SHANA YYKYppPOK TaXJWi KWIMII YYyH KaTTapok
KyJaMJa TaaKUKOT oJu0 Oopuiam0d, yHra aodaMuUHEpPruK Teparus ojiraH Oapua
oemoprnap xan6 stwigum ([IK-n=102; BII-n=38). VYnap opacupgan mneBojona
Tepanus acopamiapd (MOTOp Ba HOMOTOp (UIyKTyanuss Ba JAUCKUHE3USIIApH)
oynran [1K (n=50), BII (n=20), kacamauru 5 wungan 10 (7,5+1,9) ftmnraya naBom
3Tran  OeMopJyiapHu  capajiald, MNapKUHCOHM3MHUHI CYHITH OOCKH4YJIapHaa
baykTyanus Ba AUCKUHE3WSUIAp KIWHUK KYPUHUIUIAPUHUHT CHEKTPH, yJIapHUHT
HaMOEH OYJHIN BaKTW, TepaNUsSHU OCNTWIalll MYAJaTd, 1032 Ba JaBOMHUIIATHIA
OOFJIMKIIUTH, yIApHU KOPPEKIIUIIAIl MMKOHUSTIAPUHN aHUKIIAIUK.

Motop, HOMOTOp  (prmykTyanmus Ba  JAWCKUHE3WsIapu  OyiamaraH
napkuHconusmra yanuarad 40 nadap 6emop (18 Ta spkak Ba 22 Ta aén) Ha3opar
TYPYXUHU TalIKWI 3TAHW; YJIApHUHT Yyprada €mm  66,7+5,3, KacaJIMKHUHT
naBomuiuru 5 wunaan 12 (9,8+2,1) itmnraya.

MoTop daykTyanus Ba AMCKUHE3UUIAp Opacua KyHuaaruiap Ky3aTuiiau:

1. opan runepkunesnap 30 (42,9%) nadap 6emopaa;

2.7pta ToHr akuHesusicu 15 (21%) nadap 6emopna;

3. no3a nukuaaru quckuHesusmap 29 (41,4%) nadap 6emopaa;

4. uxku ¢azamm nuckunesusmap 36 (51,4%) nadap 6emopna;

5. off-nasp mucronuscu 17 (24%) nadap 6emop/a,;

6. bamopatnad Oynmaiinuran muckuHesusuiap («on-off»-muckunesusiiap) 18
(25,7%) nadap 6emopaa.

Homotop duykryanusinap xartopuma: BereratuB (90%), mCHUX0->MOIMOHAT
(80%) Ba cencop (37%) Oy3ununuiap Ky3aTwiay.

BereratuB QaykTyauusnap kyn xoJjuiapAa MKKU (pasaiyd IUCKUHE3UsIap Ba
off-naBp mucronusicu poHuma puBOKIaHYBUU THIIEPruapo3 (74,3%); HUKTYpUs Ba
T€3-T€3 CHUUHUINTA SXTHUEKIWINK KYpUHHIIAArd cuiuim Oy3umunuiapu (77,1%),
OpTOCTATUK TUNIOTEH3US (25,7%) KYpUHHUILIA Ky3aTUIIIH;

[lcuxo-smormonan  Oy3wnmwnmiap — YKy Oy3ununuiapu — (KyHAY3TH
VUKy4aHJIMK Ba TyHrd auccoMmumsuiap) 50%, xaBOTHpAWK Eku  Kandust
TYWKYHIUTH 57%, KYpyB rajuntonuHanusiapu 5,7% xoJuiapaa Ky3aTuiiau;

Cencop Oy3wmnuiap Oenja Ba 0€Kla, KaMpoK XoJuiapaa KyJjaard OFpukKiap
(28,6%) Ounan udomanaHau Ba yjap Kyn Xosuiapja Y4uIl JUCTOHMSCH (DOHHUIA
Ky3aTHIIIH.

OnykTyanusiap Ba TUCKUHE3UsIapra y4dparas oemopriapaa
Ha3zopaTdaruiapra HuUcOAaTaH KacalUIMK OJPTApOK Ky3aTWiau (MOC paBHIIIA
51,2+6,5 Ba 59,649,5 €mr); neBogoTepanus aCoCHil rypyxja y30KpOoK JaBOM ITTaH
(moc paBumga 7,8+0,9 Ba 5,2+1,2 #un; P<0,05), orupnuk mapaxkacu Hazopar
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rypyxujaa HucoataH eHrwipok OyiaraH, aMMo UIIOHWINA (hapku UyK. XaéT cudartwu,
KyHIATUK (PaoJUTMK KypcaTKuwiapu KaOW MeE30HJIap acocuil rypyx Oemopriapria
aHua mact. by oaca (¢aykryamusuiap Ba  JUCKUHE3WSJIAPHUHT  Oemopiiap
MOCJIallTyBUTa aH4a CaJIONil TabCUP STUIIMHU KypcaTau.

HADS mikanacu taxmm O0yiinda 0€30BTaIMK Ba Aenpeccus (QIyKTyamusiap
Ba JIUCKUHE3UsIIAp OYIraH akcapusaT Oemopiapia IOKOpH Japakalalurd, KIMHUK
HaMOEH OyIuIm KypcaTKAwiapyu OajaHApOK SKAHJIWTK aHUKJIAHIW; Ha30par
rypyxuja sca 0€30BTaJIMK Ba JEMPECCUsl ajloMatTiapd IOKOPH KIMHUK Japakaja
Ky3aTUIIMaIH.

JleBosona ypTada CyTKaluK jgo3acu OYirda KUECUI TaxIuil KWIMHCA, aCOCUIN
rypyxga Oemopnap Maskyp mnpenapatiapHu 750+125 Mr mukgopaa cyTka
MoOaifH11a KaOyJl KWJITaH; Ha30paT rypyxJia 3ca ce3usapiu paBuliia rnact 103a1a
(450£125 wmr, P<0,05).

Motop Oy3ununuiap Kymanok Ky3aTuiaranga (Oup MapTaauk J03aHUHT
TabCUpP BAaKTU TYyTalllkM Xamja Ji03a aBXW JUCKUHE3UsCM Oupra pyi Oeprania)
XapakaTJaHUIIard Oy3WwiIuIUIap aHda Kywid Ba Xa€éT cudard aHya mnacaind
ketumm Kauna stwiad. UPDRS mkamacu OViinua Oy Oemopiiapia KyHIaIUK
(aOJNTMKHUHT KECKMH OY3WIMIIM Ba CE3WIAPJIM PpAaBUILArd XapaKaTiaHWII
nepuuntn ky3arwigu (II Ba III kucmmap moc pasumga 32,4423 Ba 49,2492
Oaynap). JuckuHe3us puBOXKIIAHMII YACTOTACH JIEBOJIONIAHU aHYa KATTa CYTKAJIHUK
MUKJIOp/1a KaOysl KUJIraH/ia MIIIOHYWIH 1apaxajia KaTTapok Oymanu.  Acocuid
rypyxaaru 65% O6emopia NUCKUHE3UsUIap Ba TYpJIM MOTOp (DIyKTyaruslapHUHT
KOMOUMHAIUsIApU aHUKJTaH]IH.

NMSS-PD mkanacu Oyiimya HOMOTOpP CHUMITOMJIAPHHM OaxoJjall MIyHU
KYpCcaTauKy, YIapHUHT Japakacu MOTOp (PIIyKTyarusiaapy 1apa)xacu OWIaH TYFpu
KOPPEJUISIIIMOH ajioKkara sra Ba acocwil rypyxuaa Oy amoka 1=0,76 (p<0,05)
KypcaTkuura TeHr. Hazopat rypyxujia HOMOTOp CUMIITOMJIAp €HIWJI Iapakara ara,
Ba yJapHUHr napaxacu 11-18 Oamn guanmasoHuga Bapuanus Kuiaau. Acocuit
rypyxjaa Homotop anomatiap 14 (20%) nadap 6emopna enrun, 21 (30%) nadap
o6emopaa ypraua; 27 (38,6%) nadap 6emopaa orup Ba 8 (11,4%) nadap 6emopaa
KyJla OFUp Japarkara ara.

Motop Ba HOMOTOpP (QIyKTyauusiap Ba TUCKUHE3USJIAPHU KOPPEKIUS KUTUIIT
acoCui MMPUHUHNIUIAPY KyWHIarnya:

1. HodamuHepruk TepanmusHd TAKOMMIIAIITHPUIIL: TpenapaTtHu Kalyll
KWIKIT TapTUOMHM Y3rapTUpPUIN — OY KOPWHTA, KYHIJAIMK MHKIOPUHU
KaManTupuO, KabyJs KHIUIIT MapOTa0aCHHU KYTaW THPHIIL

2. Mebaa xapakaTHHU SXIIAJIARIUTaH penapatiap, MacaiaH, TOMIEPHUIOH
(IOMIPOKHH ))HU KYJLIAILL

3. OBKaTJaHUII TApTUOWHU Y3rapTHPHUIL: OKCUJI TaOMATIM OBKaTHU (hakaT
KYHHUHT UKKUHYH SPMHJIA KYJUTAIIL.

AMMo Ky Xonatiapaa Oy TagOupiap erapiau OViamanau Ba yHIa AopaMUHIN
JIOpU BOCUTAJIap TAabCUPUHM KOPPEKIMS KujaaguraHiap, OupuHUM HaBOatna,
amanTaguH cyiasdar (ITK-Mepu) kymnanunam.

Motop Ba HOMOTOp GIAyKTyanusuiap Ba JAUCKUHE3WSUIAPHUHT TYpJIu
KypuHuIuiapura yaauiran 50 nagap 6emopra oup cyrkaga 300+75 Mr amaHTaauH
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cynbar TalumHnanau. JlaBomamr cxemacura amaHTaAWH CyJab(aT KYIIUII
GuykTyanuss Ba IUCKUHE3WSUIAPHHM CE3WJIApiid paBHIIAa KaMaTUpAW, YHHHT
tapcupuaa UPDRS mkanacununr IV kuemu kypcarkuunapu 23% ra kamaiiau
(moc paumma 7,8+£3,1 Ba 5,8+1,5), xapakar ¢daommrn sxumwraaau (UPDRS
mkanacunu Il xkucmu kypcarkuunapu 28,8% kamaiinn) Ba KyHIANMHUK (HaoJITHK
20,4% ommmu (5 >xagBai).

5-xansaJ.

IIKra yaguHran 6eMOpJapHUHT AMAHTAAMH CyJdb(aT Tepanusicu (poHUIa
JIEBOJONAUHAYIUSIJIATAH TUCKUHE3USIJIAPHU M(OAATaHMII TaPaKacH

[Ixananap JlaBonanuiraya JlaBoslanui nauTua

UPDRS mkamacu, |l kucm 49,6+9,1 38,5+7,8**
UPDRS mxkamacu, |V kucm 7,8+3,1 5,8+1,5*
AIMS mkanacu 17,5+4,6 13,9+3,2*
ESRS mikanacu 80,5+£10,3 60,6+1,2*
I1IBa6 Ba Murnanyg mKamgacu 60,8+7,8 73,2+7,5*

PDQ-39 mikanacu 122,6+18,9 111,4+12,2
NMSS-PD mikanacu 61,7£3,9 47,7+£3,9*

N3ox: * — p<0,005, **—p<0,001

Xapakar (aoaaurd omwumy Xa€T cU(pAaTHHUHT OPTUILNM OWJIaH MKOOMI
koppensiuus kypcarau (PDQ-39 mkanacu OViinua 122,6 6ann naBoJiaiijiaf
onnud, 111,4 Gann maBonamgad keinH). OuykTyanus Ba AUCKUHE3UsIIap KyH
MoOaiftHu1a HAMOEH OYIUIIN XaM KaMauIu.

[ynnait kunmu6, [TKauAT Oomumanrud mgaBpuja OemMopiapHU aMaHTaIuH
cynbdpar (IIK-Mepn) Ounan maBonam Makcaiara MyBoGUK: Oy ce3miapiu
napaxanga xapakar (aoJUIMTMHU  OIIMpPaaAW, MOTOp (QIyKTyamusiap Ba
IUCKUHE3UsUIap  PUBOXIIAHUIIMHN ~ KEYUKTHpaau. MOTop Ba  HOMOTOP
¢GaykTyarus Ba AUCKUHE3WsIIAp Aapakacu A0(PpaMUHEPTHK JOPU BOCUTACHHUHT
KYHJQJIMK J03aCH, JaBOJIalll JABOMHUIIUTU OusiaH OOFfIMK. MOTOp Ba HOMOTOpP
GaykTyanuss Ba IHUCKUHE3usap Xa€T cudarura Ba OEMOpIApHUHT KYHIAIHUK
daonmusaTura canOuii Tabcup HITagu. AMaHTaAuH cyiabdaT KYUIaHUIULIU
GaykTyamuss Ba JANCKUHE3WSJIADHUHT JapaXaCMHM Ba  JaBOMUWIUTHHU
KUCKapTUpaAW Ba HATWKala KyHAaIWK (aouIMKHA Ba Xaér cudaTtuHu
ce3myIapiy Japaxkaaa OUIMpaIu.

XVYJIOCA

«ITapkMHCOH  KacallIMTH Ba  MAapKUHCOHU3M  CHHAPOMHU  KJIMHHK
MOJTUMOP(OU3MHUHUHT MOJICKYJISIPD-TEHETUK acOoCliapuy MaB3yCHUJIard JTOKTOPJIUK
aucceprarusacu Oyinda oiaumb OopuiraH TaAKUKOTIAp HATWKAcHUa KyHujaru
XyJiocayiap OJUHIIN:

1. PARKI reangaru Ala53Thr, PARK?2 renunaru T240M wmyTtanusinapu
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y30ex musatura mMaHcy0 uHconnapia llapkuHCOH Kacamuru Ba BacKyJsIp
MMapKUHCOHMU3M OWJIaH OOFJIMK 3Mac.

2. LRRK2 renmmaru G2019S wmyrtamus yactoTacu NapKUHCOHU3MTIa
yajguHTaH Oemopiap opacuna 5,5% uu , ynapaan BII rypyxmma 1,6% Ba [1Kra
yaguHraH Oemoprnap rypyxuna 7,1% uHum tamkwma stagu. Cropaguk IIakjiaard
[IKra ganuaran 6emopiap rypyxunaa 5,7%, KaCalLIMKHUHT ayTOCOM-TTOMHHAHT
xomatmapuna 17,6% xaitg stungn. LRRK2 remmparm G2019S myraunusicu
KACaJUIMKHUHT apaliail Typy Ba JIEBOJAOMATEPANUSIHUHT IOKOPU camapajopiuru
OunaH OOFJIUKIUD.

3. Ilapkunconusmra yanuHran 6emopiapaa GSTMI1 renuna 0/0 reHoTunu
Ba GSTT1 renuna 0/0 reHOTUNH, ITYHUHTICK, yIap KOMOMHAIIMSICUHUHT I0KOPU
yactotacu Ky3zatwiau. GSTT1 Ba GSTMI1 renorunnapununr I1K Ba Bllga Ba
Ha3opar rypyxJa TapKUIMIIUHUHT TaxXJIMJIK IIyHU KYpcaTaJuKd, HUKKala
reHHUHr 0/0  nmomumopdusmnapu  ¢axkar IIKra yanmunran Oemopiap
IrypyXuJaruHa Ha3opaT rypyxujaan cesunapiau ¢gapk kuiaau Ba IIK HuHT 3pTa
OOILIJTaHWIIM, aJajl PUBOXKIAHMO OOpHIIM Ba E€MMK-apajiall MIAKId YCTYBOP
Oynuiy OWIIaH XapaKTepaaHaIH.

4. Nat2 reHu  NOATUMOPOU3MHUHUHT  MYTaHT  auienu  Oyinda
rOMO3UTOTaNUK, yMymMaH onranja, [IK OwnaH, MIyHUHTI€K, YHUHT aKUHETHUK-
pUTrH IIAKJJIapyd Ba Te3JalllraH cypbaTiapd OuigaH OofiaHaIu. BII
KacaJuiurura  4vaiauHran  Oemopnap  rypyxuzma  Nat2  reamm  C282T
NOTMMOPGU3MUHUHT TypJIM TEHOTUIUJIApU yYpalld Ha3opaT Typyxujaru
KypcaTKuuiaapaaH aeapiu Gapk KuiMaam.

5. IlapkuHCOH KacajsIuru, XyCyCaH, YHUHT TapKokK (EHHK) IIakuiapH,
KaJajl PUBOXKIIAHUIIYN IIaxXapiuKiapra HUcCOATaH KHUIIIOK axOoJHCHIa KYIPOK
Ky3aTUJIa]IH.

6. IlapkuMHCOH KacaJJauTrH PUBOXKJIAHUIINAA MECTUIHANAD OUlaH KOHTAaKT,
OYMK XaB3aJlapJlaH CYB HMCTEMOJI KWW, KUMEBUU CaHOATAA WIUIAII FOKOpU
napaxaja xaB( TyFAUPYBYM OMUJ OYIaiu.

7. Kummok xVyKalurv UIuuiapu, KUME CaHOATH XOJIUMJIApH, KHUIIIOK
axonucu [IK puBOXJIaHUIIMHUHT IOKOpU XaB( Typyxura Kupub, Makcaiiu
KJIMHUK-TUATHOCTUK, MPEBEHTUB Myojaxanap YTKa3uil 00bEeKTH XUCOOIaHUIIN
npoduiakTUka caMapaJopJUTMHM OLIMPUIIl HWMKOHUHU Oepaau, Kacaluluk
OamopaTt Ba YHUHT KEUUIIUHY SXITUIANIN.

8. busuwmar xyaymaa 1K Ba BII HUHT 3THOMAaTOTeHE3M, KSUMIITH, KacaJlJIUK
ne0r0TH, KIMHUK KYPUHHIILUIAPU, BETETATHUB, TNICUXO-dMOIMOHANT Ba KOTHUTHB
Oy3unuimnap Japaxacu Oup-Oupuman KeckuH ¢apk Kwiaau. I[lapkuHCOH
Kacayuura ypta €maa nebrotu, Oup ToMoHIamMa OONUIAHUINU YCTYHJIMTH, YpTa
TeMIJa PUBOXKJIAHUIIIH, apajam Iakiau Xamjaa BeretatuB, addexTuB
Oy3wnunuiap »ajxain cypbaTiapjaa opTuO Oopuiiu OujaH XapakKTepJiaHaIu.
Backynsp napkuHCOHU3M Kekca €mijia 1e010TH, CAMMETPUK OOIITaHUILIN, JKadall
cypbaT/ia pUBOXJIAHUIIN, aKUHETUK-PUTH] IIAKJIM, TTOCTypajl HOTYPFYHJIMK Ba
KOTHUTHUB Oy3WJIMIILIAp 3PTa PUBOKIIAHUIIYN OuiIaH (apKiaHay.

9. IIK O6¥ynaran OemopyiapHU JaBoJialll CXeMacuJa KaCaJUIMKHUHT »pTa
OockHUuJlapua aMaHTaAuH cyadaTHU KYJUIall XapakaTiaHuil (aoJIJIMTMHA aHYya
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AXIIUIaiA, MOTOP Ba HOMOTOp (piIyKTyalusi Ba JUCKMHE3UsUIap Maigo Oyaui
MYJJATUHU KEYMKTHPAAHW, KEHUMHIM OOCKUWIapAa KYyJlaml 3ca  YyJapHUHT
ajoMaTIapUHU KaMauTupaau.
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HAYYHBINA COBET DSc.27.06.2017.Tib.31.01 MO MPUCYKJIEHUIO
YUYEHBIX CTENEHEHA MPU TAINIKEHTCKOM MHCTUTYTE
YCOBEPUHIEHCTBOBAHUSI BPAUEH

TAINIKEHTCKUHU T'OCYJAPCTBEHHBI CTOMATOJIOT'MUECKHN
UHCTUTYT

PAUMOBA MAJIMKA MYXAME/T/KAHOBHA

MOJIEKYJIAPHO-TEHETHYECKHUE OCHOBBbI KIMHUYECKOI'O
HOJIMMOP®U3MA BOJIE3HU ITAPKUHCOHA U CUHAPOMA
HAPKUHCOHUM3MA

14.00.13 - HeBpoJiorus

ABTOPE®EPAT JJOKTOPCKOM (DSc) IMCCEPTAIINA
IO MEAJUIIMUHCKUM HAYKAM

TAIIKEHT - 2017



Tema npokropckoii aucceprauum (DSC) 3aperucrpupoBana B Beicumieii arrecTanHOHHOIM
komuccuu npn Kadnnere Munucrpos Pecnydukn Y3oexkucran 3a Ne B2017.1.DSc/Tib81.

Jluccepranys BBITOJIHEHA B TaIKEeHTCKOM TOCYIapCTBEHHOM CTOMATOJIOTHYECKOM HHCTUTYTE.

ABtopedepar muccepraiii Ha TPEX s3bIkaxX (y30€KCKOM, PYCCKOM, aHTIHHUCKOM (pe3iome))
pa3meleH Ha BeO-ctpanuie Haydnoro coBera (Www.tipme.uz) u MHdopmannoHHO-00pa3oBaTeIbHOM
moptaie «ZiyoNet» (Www.ziyonet.uz).

Hay4yHbIii KOHCYJIBTAHT: Xaanmona Xanuga MyxcruHOBHa,
JOKTOp MEJUIMHCKUX HayK, Mpodeccop

OdunuanbHbie ONMOHEHTHI: HoBukosa JIuaus bapeeBHna,
JTOKTOP METUITMHCKUX HayK, Ipodeccop

I'a¢pypos Baxtusp I'adpypoBuy,
JOKTOP MEIULIHMHCKUX HayK, podeccop

CapuxoBa I'yruexpa Kady.sioBHa,
JOKTOp MEIUIMHCKUX HayK, Ipodeccop

Benymasi opranuszanusi: CamapkaHICKUi rocy1apcTBeHHbII
MeIUIUHCKNA HHCTUTYT

3amura JUCCEPTallUd COCTOUTCS « » 2017 1. B « » YacoB Ha 3aceJaHuu
HayyHoro coseta DSc.27.06.2017.Tib.31.01 npu TamkeHTCKOM HWHCTUTYTE YCOBEPIICHCTBOBAHUS
Bpaueil. (Aapec: 100007, r. Tamkent, Mup3o-Ymyroekckuii paiion, yi. [lapkenrckas, 51. Ten./®axc:
(+99871) 268-17-44, e-mail: info@tipme.uz).

C nmucceprarueii MOKHO O3HAKOMUTHCS B MH(pOpManmnoHHO-pecypcHOM meHTpe TamrkeHTCKOro
WHCTUTYTAa YCOBEPIICHCTBOBAHUSA Bpauel (3apeructpupoBana Ne ). Anpec: 100007, r. TamikeHr,
Mup3so-Ynyroekckuii paiioH, yi. [Tapkentckas, 51. Ten/dakc: (99871) 268-17-44.

ABTopedepar auccepTaiuy pa3ociiaH « » 2017 r.
(peectp mpoToxoa pacchUIKU Ne 0T « » 2017 rona).

X.A. AKIJIOB,
[pencenaresb HAYyYHOTO COBETA MO MPHUCYKICHUIO
y4EHBIX CTEIEeHEH, JI.M.H., mpodeccop

H.H. Yo6aiinyanaeBa
YueHblil ceKkpeTapb Hay4YHOT'O COBETA 110 IPUCYKICHUIO
YUYEHBIX CTENIEHEN, K.M.H., JIOIEHT

B.I'. T'a¢gypoB

[Ipencenarens HaydHOTO CEMUHApa MPY HAYYHOM COBETE
10 MIPUCYKACHUIO YUEHBIX CTEIIEHEH,

I.M.H., mipotheccop


http://www.tipme.uz/
http://www.ziyonet.uz/
mailto:info@tipme.uz

BBEJIEHUE (AHHOTAIMS TOKTOPCKOM TACCEPTAIINH)

AKTYaJIbHOCTh W BOCTPeOOBAHHOCTHL TeMbl JHMccepTanvu. boise3Hb
[TapkrHCOHA U BTOPUYHBIM TAPKUHCOHHU3M SIBIISIOTCS aKTyJlIbHEHIIeH mpobiemMoii
HEBpPOJIOTUHM, U HA CErOAHSIIHUN JEHb BXOAST B YHUCJIO 4YEThIpeX Hauboiee
YacThIX HEWpPOJAEreHEpPAaTUBHBIX 3a00JIEBaHUN y MOXWIBIX JIIOACH. OToM
natojorud mnojsepkeHsl B cpegHeM oT 120 po 180 yemoexk wa 100 000
HaceJeHus Bo BceM mupe. Cpenu Bcex popM CHHAPOMA MapKUHCOHU3MA OOJIE3Hb
[Mapkuncona (BIT) u cocynmucteiii napkuacoHusM (CII) sBustoTCS camMbIMU
pacrpocTpaHeHHbIMU  (opMamH, HUX VyACIbHBII BEC OT BCEX CIy4yaeB
MapKUHCOHU3MA COCTaBjsieT cooTBeTCTBeHHO 75-80% wu 2,1-7%. CoumanbHoe
3Ha4YeHUE MpoOJIeMbl MAPKUHCOHU3MA OIPEIEIACTCS MOBBIIIEHUEM YacTOThI
BCTPEYAEMOCTH M POCTOM 3a00JIEBAEMOCTH, MPOTrPECCUPYIOIIUM TEUYCHHUEM,
HEJA0CTaTOYHON 3(PPEKTUBHOCTHIO Tepanuu. BeieacTBrue 3TOoro perucTpupyercs
3HAUYUTEIBHOE CHM)KEHUE KAueCTBa KU3HHU M BBICOKAs MHBAIHMIU3ALUS OOIbHBIX.
«BeposTHOCTP MaHH(ECTallMd PAHHEr0 MAPKUHCOHM3MAa B TaKOW CHUTYallUH
0COOEHHO BO3pacTaeT y JIMI-HOCUTENIEH HEeOJIaronpusiTHBIX  aJlIEIbHBIX
BAPMAHTOB  «IIPEAPACHONATaloOlUX»  TEHOB», OtMeuaercs  BBICOKas
BapHualOeNbHOCTh YAaCTOTHl BCTPEUYAEMOCTH MOJUMOP(PU3MOB T€HOB-KaHIUJATOB B
passutuu bl y mpencraBuTeneil pa3HbIX MOIMYJISALIUM.

3a roJbl HE3aBUCHMMOCTH B Halleil cTpaHe ObUIM HPUHATHI MacCIITAOHBIE
LEJIEBBIE MEPBI 10 YJIYYIICHHI0 KadyecTBa MEAMIMHCKUX YCIYT, OKAa3bIBa€MbIX
HACEJICHUIO, BHEAPEHBI W IIOJYYEHBbl IIOJOXXHUTEJIbHBIE PE3YyJbTaThl IIPH
OPUMEHEHUH COBPEMEHHBIX Mojened 3(P(EeKTUBHOTO JieueHUs 3a00JIeBaHUM.
CBOEBpEMEHHOE BBISIBJICHUE HEBPOJIOTMUECKHX 3a00J€BaHUN W OCYLIECTBICHHUE
Je4eOHbIX MEpPONPUATHM CpeAu HACEJCHHUsS CpPEJHEro W MOXKUIIOTO BO3pacTa
CIIOCOOCTBOBAJIO YIYUIIEHUIO KaueCTBAa AMArHOCTUKU; ONTUMHU3ALNUN TPUHIIMIIOB
MaTOr€HETUYECKOTO JIEYEHUS U MPOPUIAKTUKN PA3BUTHUS TAKEIBIX OCIONKHEHUM.
CerogHsi B UENSAX CHIKEHMS IOKa3arened 3a00JIeBa€MOCTH M TOBBIIICHUS
MPOJOJDKUTEILHOCTH  JKM3HM  HACeJICHUsT B pecnyOyimke  HeoOXO0IUuMo
«JIaJIbHEeIIee Pa3BUTHE M COBEPIIEHCTBOBAHUE CUCTEMbl MEIUKO-COLUATBHON
MOMOIIM TEHCHOHEpaM, WHBAIWJIAM, OJMHOKUM MPECTApESbiIM H JAPYrUM
VS3BUMBIM ~ KaTE€roOpHsiM HAceJeHUs Il OO0eCleuYeHHsT UX [OJTHOLIEHHOU
KUZHEIEATCTHHOCTH»?,

Ha MHpoBOM ypOBHE, BaXHO€ 3HAYEHHE HMMEET IPOBEICHHE HAYUYHBIX
HCCIIEOBAHUI MO ONPEAEIECHUIO POJIM MOJIEKYJIAPHO-TEHETHYECKUX U CPEAOBBIX
(akTOpOoB B pa3BUTUU paA3IWYHBIX (GOPM U TEUYEHHUS MAPKUHCOHU3MA,
OTIPEJICIICHUIO MOJIEKYJIIPHO-TEHETUYECKUX OCHOB Oose3nu IlapkuHcoHa W
CUHApPOMA IIApKMHCOHU3MAa B PA3JIMYHBIX JSTHUYECKUX TIpyINIax, B LEIAX
pa3paboTKu Mep MNPOPWIAKTUKA HMX Pa3BUTUA M JICUCHUS;, ONTHUMHU3ALUU

! Unnapuomkun C.H. ITapkuHcOoHM3M ¢ paHHuM Hadanom// Atmocepa. HepsHble Gosesnu. — Mocksa, 2006 —
Ne3.—c. 14-20.

2 Crparerus aeicTBUil 1O NATU NPUOPUTETHBIM HAIPABJICHUAM pa3BUTHA PecryOmuku Y3bekucran B 2017-2021
rojax.
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npOoPUIAKTUKU PA3BUTHUSL U TEpanuud MOTOPHBIX M HEMOTOPHBIX (PIyKTyauuil u
JVCKUHE3UW IPU TAHHOW MaTOJIOTUH.

JlaHHOE nUCCEepTalMOHHOE HCCIIEIOBAHUE B ONMPEIEICHHON CTENEHU CITY)KUT
BBITIOJTHEHUIO 3a7a4, onpeaeneHHbix [loctanoBnennem [lpesunenta PecryOmmku
V30ekucran «O wMepax Mo jganpHedneMy yriayOiaeHUio pedopMHpPOBaHUS
CUCTEMBI 37ipaBooxpaHeHus» oT 28 HosOps 201 1r. 3a Ne I1I1-1652; «O mepax 1o
JAIBbHEUIIIEMY  PA3BUTHUIO  CIEHUAIM3UPOBAHHOW  MEIUIIMHCKOW  MOMOIIU
HacesnieHuto PecryOnuku Y36ekucran Ha 2017-2021 roasi» ot 20 utons 2017 r.
3a No TIII1-3071, a Takke B JpYrdx HOPMATUBHO-TIPABOBBIX JOKYMEHTaX,
NPUHATHIX B JaHHOU cdepe.

CooTBeTcTBHE HCCIIeI0BAHUSA OCHOBHBIM NPUOPHUTETHBIM
HANPABJEHUAM Pa3sBUTHS HAYKH M TeXHOJIOruil pecnyoauku. Pabota
BBITIOJIHEHA B COOTBETCTBHUU C MIPUOPUTETHBIMU HANIPABICHUSIMHU PA3BUTHUSL HAYKH
U TexHoJIorui pecnyosiuku V «MenuunHa 1 papMaKkoJIOTH.

0030p 3apy0esKHLIX HAYYHBIX HCCJIEI0BAHMI 110 TeMe JuccepTauu’,

N3ydenuro 0coOeHHOCTEH ATHUOIATOTCHE3A, nuddepeHImanbHo -
JIMarHOCTUYECKUX KPUTEPUEB, MOJICKYJISIPHO-TEHETUYECKUX aCIeKTOB U JICUCHUS
oosiezun  [lapkuHcoHa W cUHApPOMA  MAPKUHCOHU3MA  IOCBSILECHBI
MHOTOYHUCJICHHBIC HAYYHBIE UCCJICAOBAHUS BEAYIINX HAYYHO-UCCIIEA0BATEIbCKUX
neHTpoB, takux kak National Institute of Neurological Disorders and Stroke,
Epidemiology Branch, National Institutes of Health (CIA), King's College
Hospital (Bemukoopuranus), Carlos Il Institute of Health (Mcnanwus), Oslo
University Hospital and University of Oslo (Hopserus), CSS-Mendel Institute,
San Giovanni Rotondo (Mramus), Chinese Academy of Medical Sciences
(Kurait), Hayunsrii ieHTp HeBpojoruu npu Poccuiickoil akageMun MeTUITMHCKUX
Hayk, lLleHTp »kcTpanupamMumHbix 3a0oneBanuii, MHCTUTYT MonexkynspHon
renetuku (Poccust), TamkenTckas MenuimHckas akaaemus (Y30eKucTaH).

[Tonydyen psiA  HaydyHBIX pe3yJbTATOB IO M3YYEHUIO MOJICKYJISIPHO-
FEHETUYECKUX OCOOEHHOCTEH, paHHEH NMAarHOCTHKE, JICUCHUIO U MPOQPUIAKTHKE
Ooosie3un IlapkuHCOHa W CHHApOMA MMApPKUHCOHWU3MA, B TOM UHCIE. B
uccienoBanum, nposeaecHHoM B pamkax EUROPAR and the IPDMDS non-Motor
PD Study Group (2014) nokazana accoruaius B 57,7% ciy4aeB yTpeHHHX
MEPUOJIOB BBIKIIOUCHUSI C HEMOTOPHOM CHUMIITOMAaTHUKOW Ha BCEX CTAAUSIX
3aboneBanusi (King’s College Hospital, BenukoOputanus); wuccienoBaHbl
KIMHUYECKuE Tpu3Haku U dPdekTtuBHOCTh L-moma-tepanuu, a Takke
nsurarenbHble ocinoxkHeHus: BII B 42 yHuBepcurerckux kinHukax Kwuras y 901
nanyenTta ¢ BII, ycraHoBieHa HU3Kash  pacnpOCTPAHEHHOCTh JBHUIATEJIbHBIX
ocnoxxuenuit (Chinese Academy of Medical Sciences, Kurtait); nokasaHo, 4to
HaclielyeMble MyTaIlMu B T€HaX MapKUHCOHM3Ma BBIABIISIOTCS Oosee yem B 10%
BCEX ciaydaeB cnopaguueckor bII cpeam ynuil CraBIHCKOW HAUMOHAJIBHOCTH, B
TOM 4YHCJIE TeTepO3UTOTHBIE 3K30HHBIE TepecTtpoiiku reHa PRKN — y 6,5%

3 0630p MexIyHApOJHBIX HAy4YHBIX HCCJIENOBaHMil Mo Teme aucceprauuu. WwWw. pdf.org, www.epda.eu.com,
www.karger.com, www.pub.med.com, www.thelancet.com, www.movementdisorders.org,
www.healthcommunities.com, www.neurology-asia.org, www.bcmj.org, https://academic.oup.com,
www.neurology.ru
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0osbHBIX, MaxopHble MyTauuu B reHax LRRK2 u GBA — cymmapno y 5%
6onpHbIX. [lokazan Oonee panHmii Bo3pacT Manupecrauuu BII y HocuTeneit
mytanuii B reHe PRKN, a Taxxe Oonee Tskelnoe TeueHue 3a00JIeBaHUS TPU
HOCHUTEJIBCTBE KOMOMHAIIMU pa3auvHbIX MyTanui (HaydHbIH 1IeHTp HEBpOJOTHH
nipu Pocculickolt akageMun MeTUIIMHCKUX HayK, Poccus).

B nacrosiiiee Bpemsi B MUpe IPOBOASTCS HAYYHBIE UCCIICIOBAHUS IO paHHEH
JTUArHOCTUKE W JiedeHWto Oonesnum [lapkWHCOHA, MO CIEAYIOIMIMM OCHOBHBIM
HaIPaBJIEHUSM: CO3JaHHUIO0 JOKIMHUYECKONW NTHATHOCTUKH IyTEM ONPEAECICHUS
HEMOTOPHBIX, MOJIEKYISIPHO-TCHETUYECKUX M OMOXMMHYECKHX MAapKEPOB
JNOKJIUHUYECKOW craauu Oone3nu I[lapkuHcona; GopMuUpoBaHHIO TpyIIl
NOBBIIIEHHOTO pUCKA, a TaKke Mep MNpOPUIAKTHKUA pPAa3BUTHS U JICUCHUS
MOTOPHBIX 1 HEMOTOPHBIX (PIYKTYyaIui U JUCKUHE3UM.

CreneHp HM3y4eHHOCTH NpoOJeMbl. B mociennue roasl TpoOBOAUTCS PO
HaYYHBIX UCCJIEAOBAHUH MO OMPEACICHUIO PA3JIMYHBIX ACTIEKTOB MapKUHCOHU3MA
M 3TO WIUPOKO ocBeniaerca B 3apyoexxHoi nutepatype (Chunlei Li et al., 2014;
Zhao Jing et al., 2015; Deng H.Wet et al., 2015, Chen Y. et al., 2017, Fahn S.,
2017). HakoruieHO 3HAYUTEIIBHOE YHCIO JAHHBIX O BOBJICYCHHOCTH Pa3TMYHBIX
noauMop(dHbIX TeHOB B hopMupoBaHue npeapacnoioxennoctu Kk BII (barsieBa
I'.X., 2009; llagpuaa M.HA., 2011; Wnnapuomkun C.H. u coast., 2014; Langston
R.G et al., 2014). B uccnenoBanusx Illagpuroit M.M. noka3aHo, 4To JCICIHHA U
OymuKanuu 3K30HOB reHa PARK?2 BHOCAT CylIeCTBEHHBIA BKJIAJl B pPa3BUTHE
criopaauueckoit ¢Gopmbl OoisiesHn [lapkuHCOHAa B POCCHMCKON  MOIYJISILIHM.
Jloka3aHo, YTO y JIFOJEH, UMEIOIINX JIEJICIUU U TYIJIMKAIUA B JAHHOM T'€HE, PUCK
pa3BuTHA 3a00JieBaHus MOBbINIEH B 8,53 pasa. B uccnenopanuu Mnnapuomnknna
C.H. onpeneneHa BbICOKasi 4aCTOTa BCTPEYAEMOCTH JBYX Ma)KOPHBIX MYyTallWil B
reHe GBA (N370S u L444P) - 4,3% B rpynne 6onbnbix ¢ BIT u 0,5% B rpymnme
KOHTPOJISI, U 3TO COOTBETCTBOBAJIO YAaCTOTE BCTPEUAEMOCTH 3THX MYTallUil B
npyrux nonyisinusax. CexkBeHupoBaHue Bcex 11 sk30H0B GBA rena na 192
obpasnax JJHK maruentoB ¢ BII mo3BOaMI0 BBISABUTH JOMOTHUTEILHO €I1I€ IIECTh
MyTauu. KIMHUKO-TEHETUYECKUE COIMOCTABJICHUS TOKa3aiv, 4YTO pa3HbIC
myTtanuu GBA nMeroT cBou GeHOTUTTHIECKHE OCOOEHHOCTH.

Cpenu uccnenoBatenei JalbHEro 3apyOexbsi O BO3MOXKHON CBSI3U MEXIY
«nyneBbiMua amiensaMu» reHoB GSTT1 n GSTMI1 u npenpacnonoKeHHOCTBIO K
Pa3BUTHIO HEUPOJETCHEPATUBHBIX 3a00JIEBAHUI CYIIECTBYIOT MPOTUBOPEUHUBHIC
naHHbie, B uccaenoBanuu Nicholl D.J. u coaBTopoB, HanpaBJICHHOM Ha W3y4YECHHUE
BO3MOXHOW CBSA3M MATH TeHOB KaHaujaatoB ¢ BII, cBsa3p He Oblna oOHapyxeHa.
Opnnako mamrabHoe uccieaoBanue Stroombergen M.C. u coaBT., MPOBEICHHOE B
BenukoOputanuu, BBISBUWIO psii  3aKOHOMEPHOCTEW: TOBBIIMICHHBIM  PUCK
pasButus BII cBszan ¢ rexortunom 0/0 rema GSTTL1; BIl accoummpoBana ¢
TOMO3UTOTHOCTBIO MO JefielinoHHOMY ayuiento reHa GSTMI1 u  nHabmronanach
TOJILKO y MykuuH. Farrer M.J. m coaBT. B cBouMX paboTax yKa3bIBalOT Ha
HEOOXOJAMMOCTh MPOBEASHUS JaJbHEUIIMX pabOT 1O BBISBICHUIO CBS3H
noiumoppuzmoB GSTM1, GSTT1 u pazsutuem 6one3nu [lapkuHcoHa.

B  Hamell pecnyOnuke  Hay4dHble  HMCCIEIOBaHUS IO  mpodseme
napkuHconusma npoBogwin Ilerenun JI.C., AtamkanoB M.A., Kymapuna I'.JL.,
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Oxynona /I.I'., Xanmumoa X.M., MatmyponoB P.)K. B uccnenoBanusix Ilerenuna
JI.C., AtamxkanHoBa M.A. wu3ydeHbl pojociioBHbIe mnanueHToB ¢ bII B 3-4
MOKOJICHUSIX. AHAIU3 A3THUX POJOCIOBHBIX YKa3blBa€T HA JIOMHUHAHTHBIA THII
HacnenoBaHuss bIl ¢ HU3KOM MEHETPAHTHOCTBHIO, YTO MPOSABISAECTCS Pa3IUUYHOU
BBIPAKEHHOCTHIO 3a00JIEBaHHS B Pa3HBIX IMOKOJICHHSIX W TaK HA3bIBAEMBIMHU
MIPOINYCKaMH IIOKOJIEHUM.

Onupasicb Ha pe3yJibTaThl NPOBEJCHHOTO aHajlu3a HAy4YHOUH JIUTEpaTyphl U
UCCIIEOBAaHUN, MOXXHO CJIeJlaTh 3aKJIIOYEHHE O Ha3peBlIedl HEOoOXOAMMOCTH
POBEACHUSI MAacCIITa0HBIX HMCCIEJOBaHUN B Hallled pecnyOJiMKe, MOCBSIIEHHBIX
U3YUYCHUIO MOJICKYJISIPHO-TEHETUYECKUX HW3MEHEHUM, JIekKAllUX B OCHOBE
natoreHeza pa3Butus Oone3nu I[lapkuHcona, GaykTyauuid W JUCKUHE3HH,
3HAQUYUTENIBHO OCJIOKHSAIOMINX TeUYeHHe 3a00JieBaHUs. DTO B CBOIO OYEpEb
yKa3plBa€T Ha HEOOXOJIMMOCTh TMPOJOKEHUS UCCIEAOBAaHUNW MO JaHHOU
npooyeme.

CBsi3b JHCCEPTAIMOHHOIO MCCJIEAOBAHMS ¢ IUIAHAMH HAYYHO-
HCCJIeA0BATEJbCKUX PadoT BbICHIEr0 00pa30BaTeIbLHOI0 YYpe:KIeHHs, Iae
BbINOJIHEeHA auccepramus. [{uccepranmoHHas paboTa BBINOJHEHAa B paMKax
IJlaHa Hay4YHO-UCCJIEA0BATEIbCKUX padoT TalmKeHTCKOTO TOCYyIapCTBEHHOTO
cToMmarojorudeckoro uHcTutyta (Homep I'oc permcrpamuun: 03-227,2212.14), a
TaKK€ HAayYHO-HUCCJIEA0BATEIbCKOr0 (YHIAMEHTAIbHOTO MPOEKTa MOJOBIX
yaeHbix DECC-005 «M3yuenue poau reHeTHYecKoro noiuMopdusMa B pa3BUTHH
NapKUHCOHM3MA B y30ekckod momynsamuu» (2008-2010 rr.) u mpUKIagHOTO
npoekta MTCC-31.16 «Pa3paboTka KpuUTEpUEeB MPOTHO3UPOBAHUS Pa3BUTUS
NapKUHCOHM3MA Yy TIpEACTaBUTENed Y30€KCKOW TMOMyJNSIIUU, ONTHUMHU3AIMS
nuarHoctuku u tepanum» (2009-2011 rr.).

Heabrw wHccaenoBaHUs  SBISETCA  ONpPEAEICHUE  KIMHUYECKUX U
mudepeHImaIbHO-AMarHOCTUYECKUX 0coOeHHocTer Oone3nu IlapkuHcoHa
COCYAMCTOr0 MapKUHCOHU3MA Y JIUI[ y30€KCKON HAllMOHAIBHOCTH, a TaKXXe POJIv
FEHETUYECKOro moJuMopdu3Ma B Pa3BUTUU HMX PA3JIUYHBIX KIMHUYECKUX
BapUAHTOB.

3agaum ucciie0BaHuA:

onpeaenutsh poib mytanuu Ala53Thr B rene PARK1, mytanuu T240M rena
PARK2, wmyrauum G2019S B rene LRRK2 B  ¢dopmupoBanuu
IPEAPaCIONOKEHHOCTH K criopaandyeckor n HacieactseHHod BIT u CII y nun
y30€KCKON HAIIMOHAJIBLHOCTH,

BosiBUTH accormanuu bIl u CII ¢ monumopdHbiMu Bapuantamu TeHOB |-
da3pl  ACTOKCHUKAIMU: JEICIUOHHBIM MOJUMOP(PU3M TE€HOB TIIyTaTUOH-S-
tpanchepasst GSTT1, GSTMI1, mytanuu C282T rena Nat2;

n3yunuTh ocoOeHHoctu kiuHukHW, TedeHus BIl m CII B 3aBHCUMOCTH OT
BhIsIBICHHBIX mnogumopdu3mMoB reHoB PARK1, PARK2, LRRK2, GSTT1,
GSTM1, Nat2;

OIIEHUTh POJIb IKOJIOTUYECKUX U MPOPECCUOHAIBHBIX (PAKTOPOB B pa3BUTUU
BIT;
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OPOBECTU aHAJM3 acCOLMAlUi HCCIeNyeMbIX NOJUMOP(PHU3MOB TE€HOB, a
TaKkKe WX COYETAaHWHW C KAueCTBEHHBIMHU (DaKTOpaMH pHUCKA Pa3BUTHA
3a00JICBaHUS;

OLIEHUTh KOMIUIEKCHYIO KJIMHUKO-HEBPOJIOTHYECKYIO M  MOJIEKYJISPHO-
F€HETUYECKYI0 XapaKTEpPHCTUKY MAalUEHTOB Y30€KCKOW HAalMOHAJIBHOCTH C
6one3nbto [lapkuHCOHA U COCYTMCTOTO TAPKUHCOHU3MA;

OTPENENUTh CIEKTP KIWHUYECKUX TMPOSBICHUA TIO3IHUX MOTOPHBIX U
HEMOTOPHBIX (IYKTyauuil W JIUCKUHE3UH, UX 3aBUCHUMOCTH OT MPUMEHSIEMOUN
10(haMUHAIPTUYECKON TEepaIlvu.

O0BbexT uccaegoBanusa cocrapmiau 153 manenra ¢ bII, 69 nanmuenTos ¢ CII,
80 manueHToB C XPOHUYECKON UIlIeMHel Mo3ra 6e3 MPU3HAKOB MAPKUHCOHU3MA.

IIpeamer  wmcciieoBaHusA BEHO3HasT  KpOBb U1  TOBEACHUS
renotunupoBanus reHoB PARK1, PARK2, LRRK2, GSTT1, GSTM1, Nat2 u
naHHble aHkeTHupoBaHUs O0JbHBIX ¢ BII m CII ¥ KOHTPOJBHON TpPYIIBI 1O
mkajgam UPDRS, Hoehn&Yahr, MMSE, PDQ-39, HADS, AIMS, ESRS, NMSS-
PD.

Metoabl wucciaenoBanus. lccienoBanus auccepTaliid  TPOBEAECHBI C
UCIIOJIb30BaHUEM KIIMHUKO-HEBPOJIOTHIECKHUX, HEHPOTICUXOJIOTHIECKHUX,
HEUPOBU3yTH3AIMOHHBIX, MOJICKYJISIPHO-TEHETUYECKUX (BBIICIEHUEC TEHOMHOMN
JHK ¢ reHotunupoBaHneM Ha MNOJIUMOP(HU3M TE€HOB) M CTAaTHCTHYECKUX
METOJIOB.

Hay4ynasi HoBU3HA HCCJIe0BAHMS 3aKIIIOYAETCS B CICAYIOIIEM:

BIIEPBBIC ycTaHOBJCHO, 4yTo MyTanus Alab3Thr B rene PARKI1 u myrarus
T240M B rene PARK2 nHe sBuswoTcs ¢akTopamu pucka pa3BUTHS OOJIE3HH
[TapkuHCOHA ¥ COCYIUCTOTO MAPKUHCOHU3MA Y JIUIl Y30€KCKOW HAIIMOHAIBHOCTH;

BIIEpPBbIC JI0Ka3aHa BBICOKAs JMAarHOCTUYECKasI 3HAYUMOCTh
retepo3uroTHoro HocutenbcTBa mytamuu G2019S B rene LRRK2 mpu BII y nun
y30€KCKOW HAaIIMOHAIBHOCTH M BBICOKAs accormaTuBHas cBs3b myTanuu G2019S
B reHe LRRK2 co cMmemannoit ¢opmoii 3abosieBaHus, C BBICOKOM
3 PEeKTUBHOCTHIO 10(HAMUHIPTUUECKON TEpanuy;

BIIEpBBIC JI0Ka3aHa BeIcOKas yacToTa reHotumna 0/0 rena GSTM1 u renotuna
0/0 rena GSTT1 wm wux xomOuHanmii y mamueHToB ¢ bIl y30ekckoii
HaIIMOHAJLHOCTH, a TaKXe JOCTOBEpHO Oosiee paHHUU Je0rT 3a0o0JieBaHMS,
npeoOiajaHie CMEMmaHHOW (OpMBI M OBICTPBIM TEMI MPOrPECCUPOBAHUS
3a00J€BaHMs B TPYIIE OOJNBHBIX C «HYJIEBBIMU» T€HOTHIIAMHU IO CPABHEHUIO C
6onbabiMu BIT 6€3 MyTanuii B 3TUX reHax;

BIIEPBBIC JO0Ka3aHa IPOTHOCTUYECKAsT 3HAYMMOCThH OINPECICHUS Y JIUI]
y30ekckoil HarmoHanbHOCTH ¢ BII myramuu C282T rena Nat2 u e€ pons B
Pa3BUTUN AKUHETHKO-PUTUIHONW (OpMbl 3a00JieBaHUS M OBICTPHIX TEMIIOB
IPOrpeCCUpPOBaHUS;

JI0Ka3aHO, 4YTO HeOJarompusiTHble (PaKTOpbl Cpelbl MPEACTABIAIOT COOOM
(aKTOphI pUCKa paHHETO Ae0I0Ta, pa3BUTHS OBICTPHIX TEMIIOB IPOTrPECCUPOBAHMUS
U pa3BepHyThiX Gpopm BII;

JI0OKa3aHa JUarHOCTUYECKass 3HAYMMOCTh MPOBEIEHUS  KOMILIEKCHOM
KJIMHUKO-HEBPOJIOTHYECKOW U MOJIEKYJIAPHO-T€HETUYeCKOW nuddepeHunanbHo-
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JIMAarHOCTUYECKOM olleHKU Oome3Hu [TapkuHCOHA U COCYIUCTOr0 MapKUHCOHU3MA
y JIHI] Y30€KCKON HAallMOHAJIbHOCTH;

OTIpeJIeNIeHbl KIMHUYECKHEe MPHU3HAKH U B3aMMO3aBHCHMOCTb MOTOPHBIX U
HEMOTOPHBIX (DIIYKTyalllid Ha MO3AHUX cTaausax O0oisiesHu [lapkuHcoHa.

IIpakTHyeckue pe3yabTaThl HCCIAEAOBAHUS 3aKII0YAIOTCA B CIEAYIOIIEM:

JNOKA3aHO BaXHOE 3HAYEHUE OLEHKM KaK MOTOPHOM, TaK M HEMOTOPHOU
CUMIITOMATHKA B paHHeW auddepeHIuanbHOW  JUarHOCTHKE  OO0JIe3HH
[TapkuHCOHA ¥ COCYIUCTOTrO MAPKUHCOHU3MA;

J0Ka3aHa HEOOXOJMMOCTh MpoBeAcHUs ckpuHuHra mytanuu G2019S rena
LRRK?2, nonmumopduszmos resoB GSTT1 u GSTM1, nonmumopduszma C282T rena
Nat2, 4yTo mO3BOJSET MPOBOAUTH MOJIEKYJISIPHO-TEHETUUYECKYIO JTUAarHOCTUKY
PEeApPacooKeHHOCTH K pa3BuTuIO bII y muil y30eKckoi HallMOHAIBHOCTH,

pazpabotan quddepeHInpoBaHHBIM MOAX0J K JAUArHOCTUKE U JICUECHHIO
MapKUHCOHU3Ma C Y4eTOM (DOPMBI M CTaJAuH 3a00JI€BaHUS

JloCcTOBEpPHOCTH pe3yJabTaToB uccjieJ0BaHus MIOJITBEPKAACTCS
MPUMEHEHHBIMH B MCCJIeIOBAaHUSIX COBPEMEHHBIMH, JI0CTaTOYHO
anpoOMPOBAHHBIMU  B3aUMOJIOTMIOJHSIONIMMH  KIMHUYECKUMHU, HUHCTPYMEH-
TaTbHBIMH, MOJEKYJIAPHO-TCHETUUECKHUMH, CAHUTAPHO-TUTUEHUYECKUMH U
CTAaTUCTUYECKUMHU  METOJaMH,  JIOCTATOYHBIM  KOJMYECTBOM  OOJIbHBIX,
aJICKBaTHOCTHIO TOJMYYEHHBIX pPE3yJbTaTOB TEOPETUUECKUX M TMPAKTHIECKUX
UCCJIEIOBaHUN, CONOCTABJICHUEM IOJYUYEHHBIX PE3YyJbTaTOB C 3apyOCKHBIMU U
OTE€YECTBEHHBIMU UCCJIEI0BaHUSMY; 3aKJIIOYEHHEM, HOATBEPKICHUEM
MOJIYYEHHBIX PE3yJbTaTOB MOJHOMOYHBIMHU CTPYKTYPAMH.

HayuyHnasi m npakTHYecKasi 3HAYUMOCTb Pe3yJIbTATOB HUCCJIeJOBAHHUS.

Hayunast 3Ha4uMOCTb pe3yJbTaTOB UCCIIEIOBAaHUS 3aKIIOYAETCS B TOM, YTO
OTIpeJIeNICHHE M3YUYEHHBIX B MCCIEJOBAaHMU MyTauui npu Oone3nu IlapkuHcona
MO3BOJISIET MPOTHO3UPOBATH pPa3BUTHE ONpeneNEHHBIX (opM U  TedeHue
3a0oneBaHusl, ynydmuTh 3GQ(HEKTUBHOCTh TEpPAIU, MOBBICHTh KAYECTBO KU3HH
MalMeHTOB, a TakK)Ke OICHUTh PUCK Pa3BUTHUS 3a007€BaHUS Y POJCTBEHHUKOB
nanuerTa. Omnpenenenne wmyrtamuu  G2019S  rema LRRK2  mo3Bomdser
MIPOTHO3UPOBATH BBICOKYIO 3(PPEKTUBHOCTH 10(HaMUHIPTUYECKOU TEPaIHH.

[IpakTryeckas 3HAYMMOCTb WCCIEAOBAHHS 3aKJIIOYaeTCs B TOM, YTO
pa3paboTaHHbIE pEeKOMEeHAaIuu CIOCOOCTBYIOT ONITUMH3AIUU
muddepenmuanpioin aumarHoctukd  bII w CII, BpIOOpYy  sedueOHBIMU
YUpPEXKACHUSMHU  aJeKBaTHBIX MeEp Tepaluu, a TakkKe BO3MOXKHOCTbHIO
WCIIOJIb30BAaHUSl  pE3yJbTaTOB paboThl B  00pa3oBaTeIbHOM W  HAy4YHOMU
NS TEIbHOCTH.

BHenpenne pe3yiabTaToB HcciaenoBanus. Ilo pesynbraTam HaydHOTO
MCCJIEIOBAHUS MO M3YYCHHUIO MOJIEKYISIPHO-TEHETUYECKUX OCHOB KIMHUYECKOTO
nonumMopdusma 6osie3nu [lapkuHcoHa U CHHAPOMA TAPKUHCOHU3MA .

pazpaboTaHbl, OGOPMIICHBI ¥ YTBEPXKACHBI B BHUAC METOIUYECCKUX
pekomeHanui «MoeKyJIIpHO-TeHETHYECKHEe achekThl 0oje3Hu IlapkuHcoHa»
(cnpaBka Munucrepctsa 3apaBooxpanenust Ne 8H/106 ot 3 utonsa 2010 roxa u
Ne 811-3/75 ot 13 centsa0ps 2016 rona). JlaHHble METOIUYECKHUE PEKOMEHIAIIUN
MO3BOJISIIOT ~ ONPENETUTh  MOJICKYJISAPHO-TEHETHUECKHE  OCHOBBI  0OJIE3HH
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[TapkuHcOHa W B OyJylleM OLEHHUBAThb pHUCK pa3BUTUs 3a00ieBaHUs Yy
npeacTaBUTeNIeld y30€KCKONW HAIlMOHAIBHOCTH M IMPOBOJIUTH COOTBETCTBYIOIIWE
MepBbI IPOPUIAKTUKA Pa3BUTHS 3a00JIEBaHMUS;

[IpenmoxeHHble Mepbl KOMIUIEKCHOM JIMAarHOCTUKM W JedeHus bII
pa3zpaboTaHbl, 0OPMIICHBI U YTBEPKACHBI B BHI€ METOINYECKUX PEKOMEHIAINI
«Kputepun [OWarHOCTMKM W ONTHMHU3AIMS TEpamud pasIudHbIX  (HopM
napKuHCOHU3Ma» (cmpaBka MunucrepcTBa 3apaBooxpanenuss Ne 8H/31 ot 18
mapta 2010 roma u Ne 8J[-3/75 ot 13 cenrsa6ps 2016 roma). [aHHbIe
METOANYECKHE pEKOMEH AN IIO3BOJISIOT IIPOBOJIUTH PaHHIOKO
auddepeHIupOBaHHY0 JHarHocTUKy Oone3Hu IlapkuHcoHa U cuHApoma
HapKUHCOHU3MA, TU(PepeHInpOBaHHBIE JIEUeOHbIE MEPONPUITHS U TEM CaMbIM
IPEAOTBPATUTH TSKEITYIO MHBAININ3ALHIO;

HayuHble pe3ynbTaThl, NOJYyYEHHbIE IO MPO(PUIAKTUKE PA3BUTHS MOTOPHBIX
JUCKUHE3UM ¢ (QUYKTyallud W ONTUMHU3AIMU JI€YEOHBIX MEPOIPHUITHH,
0o(pOpMIIEHBI U YTBEPKJICHBI B BUJE METOJINYECKUX pekoMeHnanuil «lloaxoasl k
JEYEHUI0 TMO3JHMX cTaguil Oone3Hu IlapkuHcoHa» (cmpaBka MwuHUCTEpCTBa
3apaBooxpanenuss Ne 8H/24 ot 31 suBaps 2012 roma u Ne 8/1-3/75 ot 13
centsiops 2016 rona). JlaHHble METOAMYECKUE PEKOMEHAAIMU TO3BOJISIIOT
MPOBOANTH MPO(UIAKTUKY PA3BUTHS MOTOPHBIX TUCKUHE3UH U (IyKTyaluuid Ha
MO3/IHUX CTaauAX 3a00J€BaHUS U TOBBICUTH () PEKTUBHOCThH TEPAIUU.

[lonydyeHHble HayuyHble pe3yJbTaThl JUCCEPTALIMOHHON paboThl 1O
U3YYEHHUIO MOJIEKYJISIPHO-TEHETUYECKUX OCHOB KIMHHUYECKOIO MOIuMopdu3mMa
6one3nu [lapkuHCOHA M CHHIpOMa NApKUHCOHM3MAa BHEIPEHBI B MPAKTHUYECKYIO
JESTENbHOCTh  3JPABOOXPAHEHUS, B YACTHOCTU B JIEYEOHO-KOHCYJIbTATUBHYIO
MPAKTUKY HEBPOJOTUYECKUX OTAEICHUN |-KIMHUKN TallkeHTCKOW MEIUIIMHCKOMN
akagemMuud, | HEBpPOJOTHMYECKOTO0 OTICICHUA S TOPOJACKOM KIMHUYECKOM
OonpHMIBI T. TamkeHTa, a Takke B Yy4eOHbIM mpouecc TamKkeHTCKOro
roCyJapCTBEHHOTO CTOMATOJIOTUYECKOTO MHCTUTYTA (3aKiroyeHue
MunucrepcTBa 3apaBooxpaHenus 3a 8J1-3/75 ot 13 centsiops 2016 rtoma).
Bueapenune pe3ynbTaToB AUCCEPTAMOHHON pabOThl MO pPaHHEW JUArHOCTHKE
0ose3nu I[lapkuHCOHA M CHMHAPOMA MAapKMHCOHU3MA MO3BOJISET MPEIOTBPATUTH
pPa3BUTHE TSHKENBIX CTaAUi 3a00J€BaHMs, YIyUIIAeT Ka4eCTBO KU3HU MALMEHTOB,
MOBBIIIAET BO3MOXKHOCTh CAaMOOOCTY>KMBaHUS, YMEHbBIIAET MOTPEOHOCTh B
CTal[MOHApHOM JiedeHUHu Ha 8,6% M CHUXKaeT dKOHOMUUECKHEe pacxoibl Ha 11%
10 CPABHEHUIO C TPYIIION CPaBHEHHS.

Anpofauusi  pe3yJibTATOB  HCCIAeA0BAHUA. Pe3ynbTaThl  JaHHOTO
MCCJIeI0BaHUs ObLTM OOCYXKIEHBbl Ha 9 MEXIyHapOJIHBIX U § pecrnyOIMKaHCKUX
HAyYHO-TIPAKTUYECKUX KOH(PEPEHIIUX.

Ony0/1MKOBAHHOCTH Pe3yJIbTATOB HMccjenoBanus. [lo reme nuccepranum
Bcero onyonukoBaHo 40 Hay4yHBIX pabOT, W3 HUX 12 Hay4yHBIX cTaTeidl, B TOM
yucie 10 B pecnyOnuKaHCKUX U 2 B 3apyO€KHBIX JKypHaiIaX, pEKOMEHI0BaHHBIX
Bricueli arrectaiimonHoit komuccueit Pecniyonuku Y30ekucTan ais myOnuKaimii
OCHOBHBIX HaYYHBIX PE3YyJIbTATOB AUCCEPTALIMIA.
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Crpykrypa u 00beM auccepraumum. Jluccepranusi COCTOUT U3 BBEACHUS, 6
IJIaB, 3aKJIIOYCHHS, BBIBOJIOB, CIMCKA HCIIOJIB30BaHHOW muTepaTypbl. OObeM
auccepTanuu coctasisieT 179 cTpanul.

OCHOBHOE COIEP KAHUE IUCCEPTALIMU

Bo BBegeHum 000CHOBaHa AakKTyaJlbHOCTh M  BOCTPEOOBAHHOCTH
AUCCEePTALIMOHHON PaboThl, chopMyIUpOBaHBI 1ENb M 3aJaud HUCCIEAOBAHUS,
0003HaueHbl OOBEKT U MPEAMET, IMOKa3aHO COOTBETCTBUE HCCIIEIOBAHUS
NPUOPUTETHBIM HAMPABICHUSM Pa3BUTUA HAYKU U TEXHOJOTHH pecrnyOsIuKwu,
W3J0KEHBl HAay4yHass HOBHM3HA M  HAy4YHO-IPAKTHYECKass  3HAYUMOCTH
pEe3yJIbTAaTOB, MPUBEICHBI CBEICHHUS O BHEAPEHHUM B MPAKTUKY PE3YJIbTATOB
ucclieloBaHusl, 00 amnpobanuu U ONyOJIMKOBAHHOCTH PE3yJbTaTOB pPalOTHI,
CTPYKTYpE€ AUCCEPTALHHU.

B nepBoil rmaBe pguccepranuu «CoBpeMeHHOe TNPEACTABJECHHE O
0osiesnu IlapkuHCOHA M CHHApPOME NMAPKUHCOHHU3MA, UX KJIMHHYECKOM H
MOJIEKYJSIPHO-TEHETUYECKOM  NMOJUMOpP(pU3IMe»  TNPEACTaBICH  aHAJIU3
COBPEMEHHOTO  COCTOSIHMS  BOIIpOCAa, ONHUCAaHbl  Hauboyiee  Ba)KHbIC
MaTOT€HETUYECKUE 3BEHbS Pa3BUTUS MAPKUHCOHU3MA, OIPENIEIeH KpyT
BOINPOCOB, TPEOYIOUMX JE€TaIbHOTO H3Yy4YEHHS, OOOCHOBaHA aKTyaJbHOCTh
paboThl U HEOOXOAUMOCTH Pa3pabOTKU BRIOPAHHOW TEMBI.

Bo Bropou rmaBe nuccepraimn «KiIMHHYecKas XapaKTepHCTHKA
00c1e10BaHHBIX OOJBHBIX M IPHMEHEHHbIE METOAbl HCCJIEeI0BAHMD)
OMHUCaHbl 00BEKT, MAaTEpUall U METOJIbl UCCIIEIOBaHUs, a TaKKe€ NMPUMEHECHHbIE
METO/bl CTATUCTHYECKOW 00pa0OTKU MOJYYEHHBIX PE3YJIbTATOB.

Jlns peieHus: mocTaBieHHbIX 3a7aud B mepuoa ¢ 2007 mo 2014 r. 6su1o
IpPOBEJCHO KIMWHHMYECKOE oOcienoBaHue Ha 0a3e OTAENEHUN HEBPOJOTHH,
peabuIUTAIMOHHOTO HEBPOJIOTHYECKOTO HEeHTpa U HNOJIUKJINHUKA
Pecnybnukanckoil knuHudeckoil OonpHuLbl Nel MunsnpaBa PY3, oraenennii
HEBPOJIOTUM, KapAUOJOTUH, KapIHOpeaHuMaluu, oomuiei tepanuu l1-xnmuHuku
TMA 222 nauueHTOB C MNAapKUHCOHU3MOM. boOJbHBIE pacnpenesneHbl mno 3
rpynmnam:

153 nanuenTa (1-s1 rpynmna) — 6osbHbIe 60se3HbI0 [TapkuHCOHA;

69 mamueHtoB (2-s1 rpynma) — OOJbHBIE, CTPaJalOIIUe COCYAUCTHIM
MapKUHCOHU3MOM;

80 manueHTOB (3-s1 rpymnma) — OOJNbHBIE C XPOHUYECKOW HIEMHUEH Mo3ra
0e3 MPU3HAKOB MapKUHCOHU3MA.

Cpeau GompubIXx BIT (n=144), CII (n=63) u XM (n=80) — mauueHTbI
y30€KCKON HalMOHAJIBHOCTU MO OOEUM POJUTENHCKUM JHUHUSIM U3 CEMeE,
MPOXWBABIIMX Ha Teppuropun PecnyOomuku VY30ekuctan Tpu u Oolee
ITIOKOJICHUH.

JIns pemieHWss TOCTABICHHBIX 3ajad  ObI  HMCHOJB30BAH KOMILIEKC
KJIMHUKO-HEBPOJOTHYECKOTO, aHaMHECTHUYECKOTO, MOJIEKYJISIPHO-
F€HETUYECKOT0 U CAHUTAPHO-TUTUEHUYECKOTO UCCIEIOBAHUM.
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KnMHUKO-HEBPOIOTHYECKOE  HCCIEJOBAHME  BKJIIOYAJIO:  HU3Y4YEHHE
COMAaTHUYECKOIO U HEBPOJIOTHYECKOTO CTaTyCoOB, nabopaTopHbIE
OOIICKIIMHUYECKHE U OMOXUMHUYECKHE UCCIeq0Banus, Ipu HeoOxoaumocTu KT
i MPT ronosroro mo3sra.

Ho3onornueckass  AuMarHocTMKa  MNapKUHCOHM3MAa  MPOBEIEHA  C
HCTOJb30BAHUEM KJIWHUYECKUX JUArHOCTUYECKUX KpUTEpUEB OaHKa MoO3Tra
Oo6mectBa bII Bemukooputanum (A.J.Hughes et al., 1992).

OueHka TSXKECTH HEBPOJOTMYECKOTro JedUIlMTa OCYIIECTBIEHA MpHU
nomommx UPDRS (FahnS., EltonR., 1987), craaus 3abojeBaHus yCTaHOBJICHA
no mkaine Xen u Spa (M. Hoehn, M. Yahr, B mogudukanuu Lindval.et all. ,
1989).

[IpoBenen MOJEKYJISIPHO-TEHETUUECCKUN CKpUHUHT: myTtarui Ala53Thr
rena PARKI1, T240M rena PARK2, G2019S rema LRRK2, nenenuoHHBIN
nonumopdusm rteHoB GSTT1l, GSTMI1, wmyramus C282T rena Nat2.
Marepuanom nasa JJHK ciyxuna BeHO3Hast KpOBb M3 JOKTEBOM BEHBI 00bEMOM
1 mn. Beigenenue JIHK u3 neinpHO#M KpoBU OCYIIECTBIEHO HAOOPOM peareHTOB
Diatom™ DNA Prep 200 (mpousBoactso OOO “JlaGopatopuss M3zol'en”,
MockBa, Poccus), mo craHgapTHOMY MPOTOKOJY C HCIOJb30BaHHMEM Habopa
pearentoB Diatom™ DNA Prep 200. IIl{P-ananu3 npoBeaeH npu NOMOUIA
HaOopa pearentoB mius [P ammmudpukamum JJHK GenePak™ PCR Core
(000 “Jlabopatopust U3ol'en”, MockBa, Poccus).

CaHUTapHO-TUTHUEHUYECKHUE HCCIEAOBAHUS NPOBEACHBI C IOMOIIBIO
ClieUaIbHO pa3paboTaHHOMN u YTBEPKIAECHHOMN aHKEThI-0Mpoca-
UHTEPBBIOMPOBAHUS.

CratucTuyeckuii  aHalu3 MOJYYEHHBIX  PE3yJbTAaTOB  IMPOBOJMIICS
METOJaMH  BapUAllMOHHOW  cTatucTUKU. Jlas  aHanu3a  JaHHBIX €
HEeMmapaMeTPUUYECKUM paclpeeIeHUEeM HCHOJIb30BaNCS METOA KO3(PULIHEHT
koppensiiuun  Cnupmana. [[OCTOBEpHOCTh pa3ivyuil CpeIHUX 3HAYCHUM
OLICHMBAJIACh Ha 0cHOBE KpuTepus CthrogeHTa npu 95 %-HoM AOBEPUTEITBHOM
untepaie (p<0,05).

B TpeThEN rjiaBe JHACCEPTALUU «Pe3yabTaThbl KJINHHUKO-
HEBPOJIOTMYECKOTO 00Cae10BAHUS OOJBbHBIX MAPKUHCOHU3MOM  TIO
MaTepuajaM COOCTBEHHBIX HCCJEJ0OBAHUI» TMpeACcTaBlIeHa KIMHUYECKas
XapaKTepucTuka oOCIeqOBaHHBIX OOJBHBIX. B CcOMOCTaBUTENHHOM acIHeKTe
U3y4YEHbI HEBPOJOTUUECKUE CUMITOMBI U X XpoHoiorus npu bIT u CII.

B Tabnume 1 orobpaxensr aemorpaduueckue nokaszarenu ¢ bI1 u CII. B
obeux Trpynmax mnpeodsagal0T MYKUYHUHBI, OJHAKO, CBS3b MEXKAy IOJIOM U
3aboneBanuem orcyrctByeT (P=0.81). Cpennmii BO3pacT TAINNEHTOB
JI0CTOBEpHO cTapiie B rpynme 6oabHbIX ¢ CII, mo cpaBHenuto ¢ rpynmoi ¢ BII.
Cpennuii Bo3pacT pne0Otora 3a0ojieBaHMsl Takke ObUI cTapuie B TpyImIme
nauuenToB ¢ CII, ¢ npeobiaganuemM B JaHHOU IpyIIie JUI MOXKUIOTO BO3pacTa
(53,6%), Torma kak B rpymme ¢ BII mpeoGnamanu nmiia cpelHEro Bo3pacTa
(50,3%). KnuHuko-aHaMHECTHYECKUH aHaJM3 II0Ka3aJl dYacToe M paHHee
pa3sutue bII ¢ Tpemopa nokos (65,3%), pexxe co ckoBaHHOCTHU B pyke (19,6%)
U 3aMeJiJIeHHOCTH nBrkeHuit (13,1%).
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Taoauna 1

Jemorpadudeckue nokaszareau 00abHbIX ¢ BIT u CII

ITou, BO3pact BIT (n=153) CII (n=69) Bcero (n=222)
My»X4uuHBI 83(54,25%) 42 (60,9%) 125(56,3%)
XKenmunel 70 (45,75%) 27 (39,1%) 97(43,7%)
Cpennuii Bo3pact 57,5+11,5 66,98+9,57* 60,5+11,7
Chemui sospact AcdroTa 52,9+11,4 63,13£9,37* 56,1+11,7
Cpenu Hux: n (%)

IMoxpoctkossrit (11-25 11.) 4 (2,6%) 0 (0%) 4(1,8%)
Momnonoi (2544 1.) 27 (17,65%) 2 (2,9%)* 29(13,1%)
Cpennwuii (44-60 1.) 77 (50,3%) 23 (33,3%)* 100(45%)
[Moxwunoit (60-75 i.) 44 (28,75%) 37 (53,6%)* 81(36,5%)
Crapueckwii (75-90 i1.) 1 (0,7%) 7 (10,2%)* 8(3,6%)
[Ipumeuanue: * — pocroBepuble pazinuus (P<0,05) wmexny mnokasaTtensMd B

cpaBHuBaeMbIx rpynnax ¢ bIT u CII

IIpu CII nHabmrogaercsi CKOBAaHHOCTh MpeUMYyIIecTBEHHO Hor (43,5%) u
3aMeJICHHOCTh JBIKeHUM (34,8%), 3HAUMTEIBHO peXe IMEPBBIM CHUMITOMOM
apisierca Apoxb (11,9%). Hdns OGonpHeix ¢ BII B OONBIIMHCTBE Ciy4yaes
XapakTepHO OJHOCTOpOHHEe Havano 3aboneBanust (94,1%), vame ¢ BepXHHUX
koHeuHocTer (90,2%). Ilepeie cumnTombl CII 9acTo CMMMETpHYHBI C JABYX
ctopoH (65,2%) u B OOJNBIIMHCTBE CIIydaeB HAONIOMAIOTCS B HHKHUX
KoHeuHOCTX (79,7%).

[IcuxoTpaBma kak mpopouupytomuii (akrop paszsutus bII u CII Obuta
BoIsiBiiecHa B 78,4% u 37,7% cnyuasx coorBerctBeHHO. CII pasBuics mocie
MepeHeceHHoro HHCyJdbTa B 11 choydasx, B OCTalbHBIX ciydasx Ha (¢oHe
XPOHUYECKON MIIEMHUU MO3TA.

B rpynne c¢ CII mnpeBamupoBan OBICTPBI TEMI MPOrpecCUpPOBAHUS
CUMIITOMOB NapKUHCOHM3Ma— 53,6% nanueHToB, Toraa kak npu bII B 6osiee uem
MOJIOBUHE CJTy4aeB HAOJIOaJICsa YMEPEHHBIN TeMmn mporpeccupoBanus (57,5%).

[Ipu pacnpeneneHun mnanueHToB 1o GopmaM 3a00J€BaHHUS OTMEUYACTCSA
npeobnananue npu bBII cmemannoii opmer (41,2%), mpu CII — akuHETHKO-
purugHoit (47,8%). Y O6onpabix ¢ CII Habmiomaercss Oosiee TsDKEIoe TEUCHUE
3a0oneBanus: y Hux npesanupytoT Il u Il cragum 3abGoneBanus — 43,5% wu
39,1% cooTtBercTBeHHO. [10-BUANMOMY, IPU COCYIUCTOM MMAPKUHCOHU3ME UMEIOT
MecTo 0oJiee OBICTpPBIE TEMIIBI JIETEHEpAllud HUTPOCTPHAPHBIX MyTEeH, 4eM TpH
6one3nu IlapkuHCOHa, Tak Kak aHAJIM3 MPOJOJDKUTEIHHOCTH 3a00JieBaHUS HA
MOMEHT OCMOTpa OBUT Na)ke HECKOJbKO KOpou€ B JaHHOW Tpymme, 4eM Npu
6osie3nu [lapkuncona (3,6+2,6 u 4,7+4,08 J1eT COOTBETCTBEHHO).
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[ToxazaTenu queBHOM akTUBHOCTH (1o mikajge UPDRS |l-uacth u mo mikane
[IIBaba n Murnanaa) mokazanu OoJjiee BHIPAKEHHOE CHIDKCHHE €€ y OOJBHBIX C
COCYJIUCTBIM MAPKUHCOHU3MOM N0 CpaBHEHHIO ¢ nmauueHtamu ¢ BIT (22,5+5,3,
52,4+8,6 OammoB m 18,2+3,8, 64,8+11,6 0OamIiOB COOTBETCTBEHHO), YTO
COTIPOBOK/IAJIOCH BBISIBJICHUEM U OoJiee TITyOOKOr0o HEBPOJIOTUYECKOTO neduimra
y namerToB ¢ CII o cpaBuenuto ¢ bII mo Ill-gactu mxansr UPDRS (51,5+6,2 u
39,148,3 6anjaoB COOTBETCTBEHHO)

Ecnau cpaBHUTENbHAS XapaKTEPUCTHMKA YACTOTHl BCTPEYAEMOCTH OCHOBHBIX
MOTOPHBIX MPOSIBIECHUN (PUTHUIHOCTH, TUIIOKUHE3USI) MPAKTUYECKH OJMHAKOBA B
o0enx rpymnmax, TO 4YacTOTa TPeMopa IOKOs JOCTaTOYHO BBICOKAash B TPYIIIE
o6onbubix ¢ BIT u cocraBnser 91,5%. Ilpu CII Tpemop mokost otmeueH B 17,4%
ciayyaeB (p<0,001). XapaktepHble AJisi TAPKUHCOHU3MA CUMIITOMBI HapyIICHUS
oOoHsAHMS, TUNoMuMusa mnpeBanupyroT B rpynne c¢ bII: 882% u 78,4%
cootBetcTBeHHO (1pu BIT 28,9% u 30,4% COOTBETCTBEHHO).

[Toctypanenbie HapymieHnus nipu bII passuBanuce B 45,7% ciyuaes, npu CII
3HayuTeNbHO dame — 84%. CnegyeT OTMETHTh, YTO HMMEHHO IOCTypaJibHas
HEYCTOMYMBOCTh M CBSI3aHHbIE C HEW MNaJeHus OTHOCATCS K HauOoee
WHBATHIM3UPYIONIUM  CUMIITOMaM  THapkuHCOHM3Ma. OHHU  CYIIECTBEHHO
YXYAIIAI0T KA4ECTBO JKU3HU MAIIMIEHTOB U YTSIKENSIOT POTHO3 3a00JIEBaHMUS.

Takue XxapakTepHble JJIsI MEJIKOOYAaroBOro COCYAMCTOrO MOpPaKeHUs
TOJIOBHOTO MO3ra CHUHAPOMBI Kak TICEeBAOOYIbOAPHBINA, MO3KEUKOBBIH;
nupaMujHas  CHUMITOMaThKa  OBUIM  XapakTepHbl  JJISI  COCYJIUCTOTO
napkuHconnsMa. Cpenu HUX HamboJiee 4acTO BCTPEUAIUCh IMCEBAOOYIHOAPHBIN
curpoM (B 72,5%), acummeTpus Tiayookux peduekcos (69,6%).

[Ipu oreHKe HEMOTOPHBIX MPOSBICHUN YCTAaHOBJIEHO, YTO BETETATHUBHBIE
HapylieHus HabmoaaroTes B 2,5 pasa vamie y 6osbHbIX ¢ BII, wem ¢ CII (85% u
30% cootBercTBeHHO). Ilpu BII Hambonee wyacto oTMedaroTcss OOUUN
runepruapos (78,4%), napymenus moueucnyckanus (71,9%), 3anopst (52,3%),
citonoreuenue (45,7%). Ilpu CII oOumii runepruapo3 ycrtaHoBieH B 5,8%,
HapyuieHus: mouencnyckanus B 20,3%, 3anopel B 10,1%, caronoreuenue B 8,7%
Cly4asX, 4YTO COOTBETCTBEHHO 3HAYUTEJNbHO MeHblue, yeM npu bIl. Opnaxo,
BBIPQKEHHOCTh M 4acTOTa BCTPEYAEMOCTU OPTOCTATHYECKON TMIOTEH3UH Ooiiee
Bbicokast ipu CII no cpaBuenuto ¢ BII (26,1% u 12,4%). Cnenyet nonarars, 4To
OTMEUEHHas pa3HMIIA CBSI3aHA C MCXOAHOW TUCHYHKLUHEH cepAedHO-COCYAUCTON
cuctemsbl ipu CIL

Cpenun addextuBHbIX paccTpoiictB npu bIl nempeccuBHBIN CcHHIpPOM
SBJISIETCSA OJTHUM M3 HanOoJiee 4acThIX: B TOW WJIUM MHOW CTETICHU BHIPAKEHHOCTH
oH oTMeuaercs y 58,8% manuenTtoB. [Ipu CII ero yactora mouyTu B JBa pa3a pexke
— 30,4%. AHanu3 TPEBOXKHO-JIENPECCUBHBIX MPOSIBICHUN MPU MOMOIIM IIKAJbI
HADS noka3biBaeT cTaTUCTHUYECKH O0Jiee BHICOKUNM YpPOBEHb aenpeccuu npu bIT,
yeM npu CII (p<0,001). IIpu BII B 1,7 pa3za wyame peructTpupyercs
CyOKIMHUYECKH BbipakeHHas aenpeccus (24,8%) m B 2,1 paza — KIMHUYECKH
BeIpaxeHHast nernpeccust (34%), no cpaBHenuto ¢ nanueHtamu ¢ CII (14,5% u
15,9% cootBercTtBenHo; P<0,001). JIun 6e3 nenpeccuu npu BII B 1,7 paza
menbire, yeM mnpu CII. CreneHb BBIPaXEHHOCTH W YacTOTa BCTPEYAEMOCTH
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TPEBOTM B CPABHUBAEMBIX TPYIINaxX HE JOCTUTaeT CTATUCTUYECKHU JOCTOBEPHBIX
paznmuuuii (P<0,2)

Hapymienuss KOTHUTHUBHBIX (YHKIMA y OOCJEIOBAHHBIX  OOJBHBIX
pasBuBarOTCA B 00eux rpymnmnax noytud oauHakoBo — mnpu BIT u CII 84,9% u
86,9% cootBeTcTBeHHO. OHAaKO ee creneHb Bbime npu CII, yem BII: mo mxkane
MMSE 20,1+0,5% u 22,94+0,7% (P<0,05) cooTBeCTBEHHO, YTO CBUICTEIHCTBYET
0 0oJiee BBIPAXKEHHBIX HAPYIICHUSIX WHTEIUICKTYJIbHO-MHECTUUECKUX (QYHKIIUM.

B derBeprot rmaBe «Pe3yabTarhl  MOJIEKYJIAPHO-TEHETHYECKOIO
HCCJIe0BAHUAY) IUCCEPTAIMU PUBOASTCA PE3yJbTaThl U aHAINU3 T€HETUYECKOU
PEeApPACIONOKEHHOCTH K pa3BUTHIO MapkuHcoHu3Ma. Awnamu3  Ala53Thr
myTanuu reHa PARK1 y o6cieayemMbIx mo3BOJISIET YyCTAHOBUTh MYTAIIMIO JIUIIb Y
onHoro OosbHOro ¢ CII ¢ akuHeTUKO—pUTUIHONW (QOpMONH U PaHHUMH
KOTHUTHUBHBIMM HapyILICHUSIMU; BO BCEX OCTaJbHBIX ClydasX MyTalus TeHa
PARKI1 orcyrctByer. CnenoBarenbHo, sl Y30eKucTaHa, Kak ©  JJIs
OONBIIMHCTBA APYTUX MOMYJISUUNA MHpa, TEPBUYHBIC CHHYKICHHONATHU HE
TUTTAYHEI.

[Ipn anammze myrauuu T240M rena PARK?2 naOmromaeTcss OoTCyTCTBUE
JAHHOW MyTalnu y Bcex manueHToB Kak ¢ bII, tak u CII, a Takke B KOHTPOJBHOU
rpynne. OTCyTCTBUE [OaHHOW MyTallud B Halled BBIOOpPKE JMOO CBSI3aHO C
OTCYTCTBUEM  CBSI3M  pPa3BUTHUA  TApKUHCOHW3MA Yy  JIMI  Y30EKCKOH
HAI[MOHAJIBHOCTU C JAHHOM MyTamueil, 1100 ¢ OTHOCUTENbHO HEOOJIbLION
BBIOOPKOH IOBEHUJIBHBIX (DOPM MapKMHCOHM3MA B Halleil BEIOOPKE, YTO AUKTYET
HEOOXOIMMOCTh JaJIbHEUIINX pabdoT MO MOMCKY 3TOH MyTallud y HaIlMEHTOB C
IOBEHUJIbHOM (hOPMOI MapKUHCOHU3MA.

BrisiBieHsl ciyuan retepo3urotTHoro HocurtenbcTBa mytanuun G2019S rena
LRRK2. Cymmapnas ee wyactora coctaBisgeT 5,5% (n=11); numb y ogHOrOo M3
Hux yctaHoBneH CII (1,4%), y ocranbabix 10 — BII (7,1%). YacroTa naHHoi
MyTaiuu 5,7% cpeau 0onbHBIX co cniopaandeckoit popmoit BIT u 17,6% cpenu
HacJenCcTBeHHBIX (popm 3aboneBanus. B konTtponbHO# rpynme mytanus G2019S
B rene LRRK2 nHe BwisiBiieHA.

[Ipu comocTaBiaeHUM MOTYYEHHBIX HAMH PE3yJbTaTOB W JAHHBIX MHPOBOM
CTaTUCTHKU 1O yacToTe BcTpeuaemoctu myTtanun G2019S rena LRRK2 mpu  BIT
(Lancet Neurol., 2008) cpemu 24 mnomyasiuii MHpa BBISIBJICHO, YTO YacTOTa
BcTpeyaeMoctu mytanuu G2019S rena LRRK?2 nipu 6one3nu I[lapkuncona y i
y30eKcKkoi HaruoHanbHOCTH (5,7% cpenu cnopaguwdeckux u 17,6% cpenn
HaciencTBeHHbIX (¢opm BII) mnpubnmxensl K YacToTe MyTalUd Cpeau
noptyraibiieB (4% u 14% COOTBETCTBEHHO), HAMHOTO HIDKE Ye€M Cpeau apaboB
Cesepuoii Adbpuku (39% u 36%), eBpeeB-Amkenazu (10% u 28%), omHako,
HAMHOTO BBIIIE, YEM Y €BPOIEHCKON MOMYJISLINH.

[Ipn cpaBHUTENHPHOM aHaNW3€ KIMHUYECKUX MaHHBIX M TeueHus bBII y
Hocuteneil myrauuu G2019S B rene LRRK2 u 0e3 wmyrauuu mnokaszan
npeoOiaaHue MYX4yuH B rpynne ¢ myrtauueit (p=0,04), cmemanHoi (opMbl
3aboneBanus (60% wu 31,5% cooTrBeTcTBEHHO). Y OOJNBHBIX 0€3 MyTaluH
npeo0J1aIaroT 0OJIbHBIC ¢ AKWHETUKO—PUTHIHOM (popmoit 3a00seBaHus (TadI. 2).
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Tadoauna 2
YacTroTa KIMHUYECKHMX NPU3HAKOB Yy 00JbHbIX BII ¢ MyTanueii

G2019S u 6e3 Heé

e p— Bmgggi% g 1\@:;3;/161/1 BonbHbIC 6e(3n1\:4£gl)mn G2019S
M y»XYHHBI/ KCHITUHBI 7/3 (70%/30%) 67/63 (51,5%/48,5%)*
Cpennuii Bo3pact aedroTa 52,2+11,2 (ot 32 no 80) | 53,1+13,1 (ot 12 1o 74)
dopma 3ab0eBaHUA:
JpO’KaTeIIbHAS 3 (30%) 40 (30,8%)
AKUHCTHKO-PUTHIHAS 1 (10%) 49 (37,7%)*
CMEIIaHHas 6 (60%) 41 (31,5%)*
Crannu 3a001€BaHUA;
I 2 (20%) 43 (33,1%)
I 5 (50%) 69 (53,1%)
Il 3 (30%) 17 (13%)
v 0 1 (0,8%)
D¢ddexTuBHOCTD JeBOIOTIaTEpaniK: | N=8 n=70
BBICOKAs 6 (82,5%) 28 (40%)*
yMepeHHasl 2 (17,5%) 25 (35,7%)
OTCYTCTBHE dhdeKTa 0 (0%) 17 (24,3%)*
Pannune no6ounsie 3¢pdexto
JICBOJIOTIATePAITHH 3 (37,5%) 12 (17,1%)*

[Ipumeuanue: * — pgoctoBepublie paszmmuus (P<0,05) wexny mnokasaremnsmMu B

CpaBHHUBACMbIX I'DYIIIIAX.

Omnenka 3¢ (HeKTUBHOCTH JIEBOJOTIATEPAIMH B TIEPBOH (C MyTalueil) 1 BTOpon
(6e3 MyTanuu) Tpynmnax MalydeHToB TMoKa3ajga 0osee BBICOKYIO €€ d(P(HEeKTHBHOCTH
B niepBoii rpymme (N=8; 82,5%), uem Bo BTOpoii (N=70; 40%). Bo BTOpOIi rpymme B
24,3% ciydyaeB 3(pdeKT oT JieBoionaTepanu OTCYTCTBYET, TOT/1a KaK y OOJIBHBIX C
mytauueir G2019S storo He ormeuaetcs. OiHaKO, B rpyIe OOJIbHBIX C MyTalUen
B 3 cuywasx (37,5%) nabmromaeTcsi pa3BUTHE paHHUX MOOOYHBIX (PPEeKTOB OT
JICBOIOTIATEPATTHH.

B rpymnme OonpHBIX TApKUHCOHU3MOM dYacToTta Bcrpedaemoctu /0
nosmmopduszma reHa GSTT1 cocraBuna 52%; a rena GSTM1 — 60%. B rpymre
3710pOBBIX JIKI] OHa cocTaBmia 25% u 42,5% cooTBeTcTBeHHO (1, 2

M — MOJIEKYIISIpHBIN MapKep, -- — KOHTPOJIb peakiuu, 26-39— uccieayeMbie 00pasibl OOIBHBIX;
26, 27, 28, 30, 31, 32, 34, 36, 37, 38, 39 — renorun GSTM1 (0/0);
29, 33, 35 — renorurrt GSTM1(+).

Puc. 1. Pesyabrarsl anaiausza no reny GSTM1 y 6oabHbIxX BII Ha o6pa3nax

JTHK 14 60abHBIX
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AHanu3 pacnpeneneHus KoMmOuHupoBaHHBIX TreHoTtunoB GSTT1/GSTMI
MOKa3aj CTAaTHUCTUYECKH 3HAYMMbIC PAa3IM4YUsi MEXIY OCHOBHOM M KOHTPOJHHOU
rpynnamu: reHotunsl  GSTTI1(+/+)/GSTMI1(+/+) mnpeobnamaroTr B Tpymme
koHtposss, a GSTTI1(0/0)/GSTM1/(0/0) — B ocHOBHOW. BrisIBICHHOE
npeobnaganare  komOumHaruu reHotmma GSTT1(0/0)/GSTM1/(0/0) B rpymme
OOJBHBIX YKa3blBaeT Ha AJAUKTUBHBIMN 3((EKT codeTaHus AByX MyTalHuil Ha
pa3BUTHE JAHHOW MATOJIOTHH.

10 11 12 13 14 15 16 17 18

M — MOJIEKYIISIpHBIN MapKep, -- — KOHTPOJIb peakiuu; 6—18— ncciemyempie 00pasisl OOIBHBIX;
6,7,8,10, 11, 12, 14, 16, 18 — rerotunnt GSTT1 (0/0);

9,13, 15, 17 — renotunt GSTTTI (+).

Puc. 2. PesyabraTel anaiau3a no reny GSTT1 y 6oababix BII Ha o6pasuax JTHK

15 00JIbLHBIX.

Anamu3 pacnpeaenenusi reHotunoB GSTT1 u GSTMI1 B 3aBucuMOCTH OT
Ho3osorndeckoir ¢opmbl mapkuncornn3ma (BIT u CII) mokazain, uro wactora 0/0
nomMop(u3MoB 000MX T€HOB ObLIa JOCTOBEPHO pa3IMuuMa MPH CPABHEHHUH C
rpynnod  KoHtpons Ttoiapko mnpu bBII; mpm CII  ux dacrora yBenuyeHa
cTaTUCTHYeCKH HegocToBepHO. KomOmranms rerotunoB GSTT1(0/0)/GSTM1(0/0)
TaKk)ke JOCTOBEPHO Yallle BbIsiBIIEHA B Tpynie 60iabHbIX ¢ bIT (Tabmn.3).

Tadoauua 3
Pacnpenenenue renorunoB GSTT1 u GSTM1B 3aBUCHUMOCTH OT
HO30JI0THYeCKOH (pOPMbI MAPKUHCOHU3MA

Kontposns bIT ch = A

Toxasarens (n=80) | (n=140) | (n=60) 5 5
(] (0]

= =

YacTtoThl TEHOTUIIOB n % n % n % & 5
< <

GSTT1 (0/0) 20 | 25 | 78 |557 |19 |3L7 | ,2-180 17=0.46
P=0,001 P=0,5

GSTT1 (+) 60 | 75 | 62 [443|41|683 | OR=38 | OR=0,7
P=0,008 P=1,0
GSTML (+) 46 | 575 | 53 |37,9| 34| 56,7 | OR=22 | OR=0,96
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[Tponomkenne Ta0auIs! 3.

KonTpoub BII CII = =
Hoxasatens (n=80) | (n=140) | (n=60) 2 =
E — E N
YacToTsl TEHOTHUIIOB n % n % n % §‘ Q‘

2=16,0 | %2=0,4
GSTT1(0/0)/GSTM1(0/0) | 8 | 10 |50 |357| 9 | 15 | P=0,001 | P=0,5
OR=50 | OR=0,6

v?=0,5 v?=5,5
GSTTL(0/0)/GSTMI(+/+) | 12 | 15 | 28 | 20 | 10 | 167 | P=0.46 | P=0.02
OR=0,7 OR=0,35

v?=0,64 v?=0,1
GSTT1(+/+)/IGSTM1(0/0) 26 | 32,5 | 37 | 26,4 |17 | 28,3 P=0,4 P=0,7
OR=0,7 OR=0,8

7?=145 | %?=0,01
GSTTL(+/+)/GSTM1(+/+) | 34 | 425 | 25 |17,9| 24 | 40 | P=0,001 P=0,9
OR=0,3 | OR=0,9

[Ipumeuanue: kputepun 1— paznuuus Mexay koHTtposieM u BII, kpurepuu 2 — mexnay
koHTposeM u CII, nonykupHbIM HIpUGTOM yKa3aHbl JOCTOBEPHbBIE Pa3IUYHSL.

JIJIsl BBISIBJICHUS acCOIMAIMN KIMHUYSCKUX Tpu3HakoB BIT m momuMopdHbIX
BapuantoB GSTT1 u GSTMI1 obGcnenyemble moApa3feieHbl Ha 2 TPyMmbl: |
(n=50) — ¢ xomOuHarueit renoruroB GSTT1(0/0)/GSTM1(0/0); 2 (n=25) — Ge3
MyTanii B 9THX TreHax (N=25). VYcraHoBiieHO, 4TO Oojiee paHHHI JEOIOT
3aboneBanus (p<0,001), mpeobnamanue pa3BepHYTOH — CMeHmIaHHOW (QOpPMBI
(p<0,01) oTmedaercss mpu KOMOMHAIIMHM «HYJIEBBIX» TeHOTUIIOB TeHOB GSTT1 u
GSTMI mo cpaBHeHUIO C OOJBHBIMU 0€3 MyTaluil B 9TUX TeHaX. MenjeHHBIH
TEMIT MTPOTPECCUPOBAHUSI CUMIITOMOB 3a00JIEBaHUSI TIPEBAIUPOBAT Y OOJIBHBIX 0e3
mytaruii B reHax GSTT1 u GSTMI1 (p<0,03), Ttorma kak OBICTPBIA TEMII
npeobnagan B rpymnme ¢ mytamusmu B reHax GSTT1 u GSTMI1 (32% mnportus
12%), XOTs ¥ HE JOCTUTAT CTATUCTUYECKH 3HAUMMBIX PA3THUUN.

[Tpu uccnenoBanuu mytaruu C282T rena Nat2 romMo3uroTsl Mo MyTaHTHBIM
ajuiensiM BhISIBJIEHBI Y 15% OOJIBHBIX ¢ MApPKUHCOHU3MOM, YTO JOCTOBEPHO (IIpH
P<0,05) Oonmwiie, yueM B KOHTpOJeE, TJe JaHHas MyTalus oTMmedeHa B 6,25%

M — MONeKyIISIpHBI MapKep; -- — KOHTPOJIb peakiuy; 1-8 — nccieayempie 00pasibl OOJIbHBIX;
1, 2, 4-7 — resorun Wt/m; 3 — rerorumn wt/ wt; 8 — resorunr m/m

Puc. 3. PesyabTaTnl anaau3a no reny Nat 2 y 6oabnbIx BII Ha oopa3snax JJHK
13 60abHBIX
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Nzyuenne nokaszatens otHomrenue maHcoB (OR) mokasamo, uro OR>1, T.e.
mpu mytamuu C282T rena Nat2 OR=2,8 (95% AU ot 1,01 go 8,7) u 4t0 maHch
pa3BuTUs napkuHcoHu3Ma y quil ¢ mytanueit C282T rena Nat2 ysenuuens! B 2,8
paza.

HccnenoBanwe  9acTOTBI ~ BCTPEUYAGMOCTH  PA3UYHBIX  TEHOTHUIIOB
nomumopuzma C282T reHa B 3aBUCHUMOCTH OT KJIMHHYECKOH (opmbl
MApKUHCOHM3MA BBISBHIIO JOCTOBEPHBIC paziiuiMs TEeHOTHIa M/M y OOJNBHBIX C
BIT (17,98%) no cpaBHEHHIO ¢ KOHTpOJIbHOU Tpynmoit (6,25%). IIpu CII gacrora
BCTPEYAEMOCTHU PA3JIMYHBIX TreHOTUNOB mnojguMopduzma C282T rena Nat2 He
MMeJia CTATUCTUYCCKH 3HAYMMBIX PA3JIMYMA C TPYNIoN KoHTposs (Tabm. 4.).

Taomuma 4
Pacnpenesienue renotunoB reia Nat2 B 3aBUCMMOCTH 0T KJIMHUYECKOM
(opmbI NAPKUHCOHU3MA

KonTpons Bbosbnbie BI1 bonwsubie CII
Tenomun (n=80) (n=140) (n=60) Pl P2 B3
n % n % n %
wit/wt 45 56,25 45 32,1 33 55 0,001 0,1 0,005
wt/m 30 37,5 70 50 22 36,7 0,09 0,1 0,1
m/m 5 6,25 25 17,9 ) 8,3 0,02 0,9 0,13
[Ipumeuanue: Wt — amgenb AMKOro Tuma, M — auleap MyTaHTHOro Tuma, Pl —

JOCTOBEPHOCTh PA3IUYUI MEXIy Trpymnmnoil KoHTpoius u 6onsHbiME ¢ BII, P2 — noctoBepHOCTH
paznuuuil Mexy Tpynmoi koHtposst U 6onbHbIMU ¢ CII, P3 — mocTtoBepHOCTh pa3iuduii mpu
cpaBaenuu bIT u CIT; monyxupHbeiM pu(TOM OTMEUYEHBI TOCTOBEPHBIE MTOKA3ATEH.

[Tpu m3ydeHuu reHotuna M/M U Pa3sIUYHBIX KIMHUYSCKHX Npu3HakoB BIT
BBISIBJICHBI aCCOLMAIINSL C aKUHETHKO-pUTHAHON (opmoi 3aboineBanus (60%) u
OBICTPBIMM TEMIaMU nporpeccupoBanus (48%).

B mdaroii rmaBe nuccepraunu «HYacrora BO3MOKHBIX (PAKTOPOB PHCKA
pa3ButTus 0ose3nHu [lapkuHcoHa» TpHUBENEHBI Pe3yIbTaThl U3YUCHHUS CPEIOBBIX
1 npodeccrnoHanbHbIX PakTopoB pucka pa3BuTHs bIl. BriaBieHo, 4TO y cenbCKUX
XKUTeNeH yaile BcTpedaroTes 0osee pasBepHyThie ¢hopmbl BII, ycranoBieH Oosee
paHHUN BO3pacT Ae0rTa M TsKEIoe TeueHue Oosne3Hu. B ocHOBHOM rpyrie
npeodsagaroT MalueHThl, POJAUBILUECS U MPOXKHUBAIOUINE B CEIbCKOW MECTHOCTH
(72%). B KOHTpOJIbHOU TpYIIIE — YUCIO TOPOACKUX M CEIbCKUX XKUTEJIEH MOUTH
omuHakoBo (53 wu  47%  cootBerctBeHHO). [lo  mpodeccuoHanbHON
NPUHAJISKHOCTY B~ OCHOBHOM  TIpynme  3aKOHOMEPHO  Mpeo0ialaroT
CEIbCKOXO3SIUCTBEHHBIE pa0OTHUKU (65,3%), 3HAYUTENBHO peEXe PaOOTHUKU
XuMUuecko mpomsinieHHoctd (16%), nmemaroru (5,3%), aaMUHUCTpPATHUBHBIC
(4%) wu wmempuuuHckue paboTHUKU (4%). B KOHTpOJBHOHN rpymme 1o

CEJIbCKOXO3SIUCTBEHHBIX ~ pa0OTHUKOB — 46%, paOOTHUKOB XUMHUYECKOU
npombinieHHoctTd — 6%, nemarorn — 10%, aamunuctpatuBHbie — 18% wu
MenuuuHckue padotHukun — 12%. VYV 78% OOJbHBIX OCHOBHOM TPYIIIbI
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HAOJIIOAANICA KOHTAKT C MECTULIMIAMU U MHCEKTUIMAaMU. B KOHTpOJIbHOU rpyrmie
nuiib y 32% yCTaHOBIIEH KOHTAKT C TOKCUYECKHMU BEIIECTBAMU.

Onpoc o0cienyeMbIx MO3BOJIMI YCTAaHOBUTH B OCHOBHOW TpyNIE 4YacTOE
notpebnenue (68%) B MPOLIUIOM MUTHEBOM BOJBI M3 OTKPBITHIX BOJOEMOB
(apblkOBasi, POJHHMKOBasE BOJA); B KOHTPOJbHOW rpynne dyaime (62%)
MCII0JIb30BaJIach BOJOIPOBO/IHAS BOJA.

Takum o6pazom, Hambonee 3HAYUMBIMU (pakTopaMu pucka pa3BuTus bII
aBisitoTcst BozaercTBue nectuiuaos (P=0,005), Boxa u3 OTKPBITHIX BOJAOEMOB
(P=0,001) u xumuueckue Bemecta (P=0,04).

Bo3zaeiictBue BpeaHBIX (PAKTOPOB TakkKe MOIUMDUIIMPOBATIO KIMHUYECKYIO
KapTuHy 3a0oneBanus. CoriacHO pe3ysibTaTaM aHKETUPOBAHUS, CPETHUN BO3PACT
nepBbix npusHakoB BII y cenmbckux xurenein 53,0849,14, ropoackux xurenei
58,5£10,7 nmer. Takke y CeIbCKHX JKUTEJICH BBISBICHA TEHJCHIUSA K Ooiee
paHHemy JneOrTy 3aboJsieBaHus, yeM y ropoackux: 48,849.9 u 53,6499 ner
COOTBETCTBEHHO.

TsxecTh 3a00J€BaHMS 3aBUCUT OT MECTa IMPOXKUBAHUS: CPEIU TOPOJICKUX
xutenen npeodnagatot | u |l Gonee nerkue craguum 3adoneanus: 46,1% u 50%
COOTBETCTBEHHO. Y OOJBHBIX — CeNbCKUX xkuTene npeodnanarot Il u Il cranun
3aboneBanusi: 50% wu 25,5% coorBercTBeHHO; B 3,1% cCllydaeB BBISBIICHBI
namuedTsl Ha |V ctagnum 3a0oiieBaHusl. DTO MOXKET OBITH CBSA3aHO Kak ¢ Ooliee
Mo37HEN X 00paIaeMoCThiO 32 METUIIMHCKON MOMOIIBIO, TaK U C BO3JIEHCTBHEM
HEeOJIaronpusTHBIX (PaKTOPOB, BHI3BIBAIOIINX 00JIe€ TAKET0€ TeUeHUE 3a00IeBaHUS
y celbCKuxX »kuteneil. [loaTBepKaeHueM SIBISIETCS IMPAKTUYECKH OIJUHAKOBAas
IPOJIOHKUTEILHOCTD 3a00JICBaHUS B 00eUX Tpynmax 00nbpHBIX: 6,35+3,0 u 6,4+3.4
JIET COOTBETCTBEHHO.

[lo xmmanueckum ¢opmam bII y cenbckux xuteneit wame (55,1%)
HaOJIOIaeTCsl pa3BepHyTass — CMElIaHHas; y ropojckux — yamie (44,2%)
aKMHETUKO-puruaHas ¢dopma. OTO Takke OTpaxaeT Oojee TIKEeIoe TeUeHUe
3a00JIeBaHUS y CEILCKUX KUTEIEH.

Omnpenenenue cpeaHero Bo3pacta nedrwoTa bII B 3aBucumMocTu ot npodeccuu
MoKa3ajl, YTO TeHJCHIMSl OoJiee paHHEro pa3BuTus 3adoneBanus (47+8,4 ner) y
pa0OTHUKOB  XMMHUYECKOW  MPOMBIILUIEHHOCTH, Y  CEIbCKOXO3SIMCTBEHHBIX
pabotHukoB — 50,2+7,8 net. IlomyyeHHble pe3yabTaThl €€ pa3 MOATBEPKIAIOT
0OJBIIIOE 3HAYCHUE BIUSHUS HEOJArONMPUSATHBIX 3KOJIOTO—CPENOBbIX (haKTOPOB B
passutuu bII.

[Ipu ananm3e B3aMMOJEHCTBUS T€HOTHNA U (HAKTOPOB OKPYKAIOMIECH CPEIbl
yCTaHOBJICHA OoJiee paHHss MaHU(]ecTaIHsl CUMIITOMOB 3a00JIeBaHUS y OOJBHBIX C
codetanreM HyJeBbIX reHOTHNOB 1Mo reHaM GSTT1 u GSTMI1 mox Bo3zaeiicTBueM
MECTUIIMIOB TI0O CPABHEHUIO C MAIMEHTaMH 0€3 TaHHBIX MYTaIlui.

[llectas rtmaBa nucceprauu «IIpuHOMIBI KOpPpeKUUHM NPOSIBJICHUI
PaHHUX M MNO3AHUX cTaguii  OojsiesHu IlapkuHcOHAa wW  cocyamMcTOro
NAPKMHCOHU3MA)» TIOCBSIIEHA METOJIaM KOPPEKIIMU PpPaHHUX U TO3JHUX
npossiennit BII wu CII. Ilpu cpaBHUTETBHOM UCCIENOBAHUU TEpanuu
nodaMuHCOAEpKAIIMMHU TIpenaparaMu (Hakom, TujaomeT-popte; N=39) B mo3e
475 £75 mr (o 125 mr 3-4 paza B cytku) (| rpynmna) u MoHoTEepanuu amaHTaIuH
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cyasparom (N=50) B mgo3e 300+50 mr B cyrkm (Il rpymma) ycraHoBiieHa HX
BbICOKass 3(PQPEKTUBHOCTh HAa HAYaIbHBIX CTAMUAX 3a00JieBaHUSA. AMaHTaIWH
cynbdar 3HaUMTENbHO yiydmmi coctosiaue y 20 (40%), ymepenno — 24 (48%)
007bpHBIX; TIpU JAodamMuHdIprudeckod Ttepanumu — y 18 (46%) u 20 (51,3%)
COOTBETCTBEHHO. Tak, MOJOKUTEbHAS JUHAMHUKA ABUTATCIIbHONW aKTHBHOCTH Ha
26% ycranoBiena B 1 rp. (6amnsl mo mkane UPDRS-IIlI wactu cHusumuce c
32,845,7 no 24,3+£5,9) u Ha 25% Bo |l rpynmne (¢ 33,9+6,3 no 24,64+8,3 Gamios).
[Tocne nedeHust BBISBICHO JIOCTOBEPHOE YMEHbIIIEHUE CTaauu 0oJie3HH (1o XeH U
Apy) B ob6eux rpymmax (¢ 1,840,44 no 1,2+40,37 u 1,79+0,8 nmo 1,1+0,6
COOTBETCTBEHHO). Y MallMEHTOB 00X IPYII B HAYAJIbHBIN NIEPUO]] UCCIEAOBAHMS
MOBCEIHEBHAsI aKTUBHOCTH cocTaBmiia 1o mkane 11IBaba u Uurnanga (67,9+12,1 u
68,5+t11,1 6amioB coorBeTcTBeHHO). [locie mpoBeeHUs JIeUeHUsT TTOBCETHEBHAS
aKTHUBHOCTH TIOBBIIIAETCS M cocrtaBiageT 75,1+13,5 m 78,3£16,5 Oamnos
COOTBETCTBEHHO.

JlurensHoe (3 u Oosee net) HaOmonenue 3a 40 mauuentamu odeux rpynm (1
rp. =21, u 2 rp. N=19) MO3BOJIUIIO YCTAHOBUTH 3HAUUTEIILHOE yIJIMHEHUE CPOKOB
MOSBJICHUST W TPOTPECCHUPOBAHMS JICKAPCTBEHHBIX JIUCKUHE3UH M MOTOPHBIX
GayKTyanuii Mpu OTCPOYCHHOM Ha3HAYCHHH IMPEMapaToB JICBOJAOMBI (2 rpyrmma —
HavajbHas Tepanusi aMaHTAIUH CYJIb(aTom).

AHaJIU3 TO3JJHUX OCJIOXKHEHUM NOo(haMUHEPTUUECKON Tepanuu MoKaszaj, 4To
HamOoJiee YacThiM OCJOKHEHHEM ObUIM JieKapcTBeHHbIe auckuHesuu (40%),
KOTOpBIE JIOCTOBEPHO CHIIKAIOT KAaueCTBO JKU3HU U TOBCEIHEBHYIO aKTUBHOCTh
nanueHToB ¢ bII, npuBoAAT K pa3BUTHIO JEMPECCUBHO-TPEBOKHBIX PACCTPONCTB.

st Gomee TimyOOKOro aHaidM3a MPUYMH, BPEMEHM TMOSBICHUS U
IPOrPECCUPOBAHUS TO3AHUX OCIOKHEHHM JICKAPCTBEHHOW TEpamuu IPOBEICHO
Oonee MacmTabHOE HCCIEOBAaHUE C BKIIIOUEHHEM BCEX MAI[MEHTOB, MOTYYaBIIUX
nobamunepruueckyro Tepanuto (BIT n=102; CII n=38). Cpenu HHUX HaMHu
BBIJICICHA Tpymma C OCJIOKHEHUSAMH JieBojgomaTepanvv (MOTOPHBIMH U
HeMOTOpHBIMU ~ (piykTyanmsmu u  auckunesusimu) (BIT n=50; CIT n=20) c
MPOJOJIKUTEILHOCTBIO 3a0oseBanust oT 5 g0 10 (7,5+1,9) ner. KoHTpoabHyto
rpynny coctaBuwid 40 nmauumentoB ¢ BII (18 myxuuH u 22 xeHIIuHbI) O€3
MOTOPHBIX 1 HEMOTOPHBIX (DIYKTYyaluii U JUCKUHE3UI; cpeHui Bo3pact 66,7+5,3
rojia, NpoAOJKUTEILHOCTD 3a00ieBanus oT 5 10 12 (9,8+2,1) ner.

Cpenu MOTOpHBIX (QIYKTyallui Y JUCKUHE3WH HaMU HAOIIOJANCh:

1. opanbubie runepkuHesbl — B 30 (42,9%) coyyasx;

2. akuHEe3WH paHHero yTpa — B 15 (21%) cioyuaes;

3. IUCKWHE3WH Ha MUKe 10361 — B 29 (41,4%) cnyuasx;

4. neyx(dazubie nuckunesnn — B 36 (51,4%) ciyqasx

5. nuctonuu off—nepuona — B 17 (24%) ciyqasx.

6. Henpenckasyemblie auckune3nu («on-0ff») — B 18 (25,7%) ciydasx.

Cpenun HeMOTOpHBIX (IyKTyaluuii Hamu HaOmMoganuck: BereraTuBHbIE (90%),
nicuxo-smMormoHanbHbIe (80%) 1 cencopHsble (37%) HapylIeHUS.

BereratuBHbie QuiykTyaluu ObUTH MpeacTaBieHbl: runepruapozoM (74,3%),
yamie pasBUBAOIMMUMCS Ha (oHe IBYyX(a3HbIX NUCKUHE3WM U auctoHuu off-
nepuoja; HapyleHusMu moueucnyckanus (77,1%) B Bue 4acTbIX MO3BIBOB Ha
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MOYEHUCITYCKAaHUE U HUKTYPUHU, OPTOCTATHYECKOU runotensuen (25,7%);

[Tcuxo-sMonMOHANBEHBIE HAPYILICHUS MPOSBISUINCH B BUJE HAPYUIEHUU CHA
(n1HEBHAsI COHJIMBOCTh M HOYHBIE AUCCOMHUU — B 50% clly4aeB; TPEBOKHOCTBIO
WM CHWKEHUEM HacTpoeHus B 57% ciydaeB, 3pUTENbHBIX TAJLTIOUUHALMNA B 4
(5,7%) cayudasx.

CeHcopHbIEe HAPYIICHUSI XapaKTEPU30BAIUCH OOJISIMU B CIIMHE U HOTaX, PEXe
B MbITIax pyk B 20 (28,6%) cirydasix, 3a4acTyro Ha (OHE TUCTOHUU BBIKITFOUCHUSI.

VY GoJIbHBIX C DIYKTyaIusiMU U TUCKUHE3USIMU BO3pACT Je0roTa 3a001eBaHus
OBLT MOJIOKE, YeM B TpyIie KoHTpoJis (51,2+6,5 u 59,6£9,5 et COOTBETCTBEHHO),
JUIMTENILHOCTh  JIEBOJONAaTepaliuid JAOCTOBEPHO JUIMHHEE B OCHOBHOHM TpyIie
(7,8+0,9 u 5,2+1,2 ner coorBercTBeHHO; P<0,05). CTreneHp TSKECTH HECKOJIBKO
TSDKEJICE MPH JICKAPCTBEHHBIX TMCKUHE3UIX, YeM B KOHTpoJibHOU rpyme (P>0,05).
Takue mapaMeTpsl Kak MMOKa3aTeNN KauyecTBa KU3HU, IOBCEIHEBHON aKTUBHOCTH Y
OOJIbHBIX OCHOBHOM TpyIIbl OBUIA JOCTOBEPHO XyXE€, YeM Yy TMalUeHTOB
KOHTPOJIbHOM. OTO YyKa3blBAET HA 3HAYUTENbHOE BIUSHUE (QIYKTyallMii u
JTUMCKUHE3UI Ha ajanTalldio NalieHTOB.

[Ipn anammze mnokazatenei mkaasl HADS y OoNbIIMHCTBA MAIMEHTOB C
GAyKTyanusMu U JUCKUHE3USIMU BBISBJICHBI BHICOKHUE TTOKA3aTENN TPEBOXKHOCTH U
Jerpeccud, ¢  mpeoOsialaHMeM  KIMHUYECKH  BBIPAXEHHOTO ypoBHS. B
KOHTPOJIBLHON TPYIIIIE YPOBHU TPEBOTH U JEMPECCUM HE JTOCTUTATU KIMHUYECKU
BBIPAQ)KEHHOTO YpOBHS. B rpynmnax cpaBHEHHs HNpU aHAIN3E CPEAHEH CyTOUHOU
J03bl TIpEnapaToB JEBOAONBI BBISIBJIEHO, YTO B OCHOBHOM TpYyIIE€ OHU
NPUHUMAIIUCh B cpeaHer cyTouHor ao3e 750+125mr, Torga Kak B KOHTPOJbHOM
noctoBepHo MeHbIe — 450125 mr (P<0,05).

VY nanueHTOB C COYETAHHBIMU JBUTATEILHBIMU HapyIICHUSMHU (COUYeTaHUE
UCTOIIICHUSI BPEMEHM JEWUCTBUSI Pa30BOM J03bI C JUCKUHE3USIMU “TIMKA JO3BI)
OTMEYAINCh 0o0Jiee BBIPAKEHHBIE JBUTATEIbHBIE PACCTPOMCTBA UM CHIXKCHUE
KadyecTBa KU3HU. Y HUX YCTAaHOBJEHbI TpyOble HapyLIEHUs] TMOBCEAHEBHOMU
AKTUBHOCTH W 3HAYUTEIIbHBIN ABUTaTeabHbId nedunut mo mkaire UPDRS (I u 111
yacTl — 32,4423 u 49,249,2 6annoB cooTBEeTCTBEHHO). B ocHOBHOII rpynme bII y
65% ObuTa BBISIBJICHA KOMOWHAITUS JICBOAOIA-WHIYIIMPOBAHHBIX JUCKUHE3WH H
Pa3JIMYHBIX MOTOPHBIX (QIYKTYyaIuu.

Onenka HeMOTOpHBIX cuMnTOMOB Mo mKaie NMSS-PD moxkasama, dro
CTEIEHb UX BBIPAKEHHOCTH UMEET MPSIMYIO0 KOPPEIUISIIUOHHYIO CBSI3b CO CTENEHbBIO
BBIPAKEHHOCTH MOTOPHBIX (UIYKTyalldidi B OCHOBHOW TpYIIIIe, OHAa COCTaBWUJIA
(r=0,76, pu p<0,05), Toraa Kak B KOHTPOJLHOM I'PYIIIe CTENEHb BHIPAKEHHOCTH
HEMOTOPHBIX CHMNTOMOB ObLTa JIETKOW, OHa BapbupoBasia B auama3one 11-18
O6aysoB. B 0CHOBHO# TpyTTie BRIPAXKEHHOCTh HEMOTOPHBIX cUMIITOMOB Y 14 (20%)
OoonpHbIX uMena Jerkyto, y 21 (30%) OGonpHbIXx ymepeHHywo; y 27 (38,6%)
Tsokenyto u'y 8 (11,4%) odeHb TSKETyI0 CTENEHb

OCHOBHBIMM ~ TIPUHLUUNAMHU  KOPPEKIMHU  JIEBOJIOMAWHIYIIUPOBAHHBIX
TUCKUHE3UN ObLIN:

1. ontumu3zanms Ao(paMUHEPTUYECKOW Tepanuu: HU3MEHEHHE pekuMa
npueMa mpemnapara — IpueM Ipernapara Ha «ITyCTOW» KeTyaA0K, APoOIeHue 103l
JIEBOJIOTIBI C YBEJIMUCHHEM KPATHOCTHU €€ NMpUeMa U CHUKEHHUEM Pa30BOMl 1035,
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2. Ha3HAYaJIl CPEJCTBA YIIYyUIIAIONIKME MOTOPUKY KEIyAKa —IOMIEPHUIOH
(monpokuH);

3. U3MEHSUIM PEXHUM MUTAHUS — MPUEM OCNKOBOW MHUIMU TOJBKO BO 2
MIOJIOBUHE JTHS.

Onnako, B OOJBUIMHCTBE CJIy4aeB JaHHbIE MEPONPHUATHS  ObLIN
HEJOCTATOYHBIMM, ¥ TOI'/Ia HA3HAYAJIUCH MpENapaThl, KOPPUTHUPYIOLINE ACHCTBUE
IpernapaToB JEBOJOILI, B MEPBYI0 ouepenb — amanTaanHa cyibdat (IIK-Mep).
50 OONBHBIM C PAa3IUYHBIMU BUAAMU (QUIYKTyalluid M JIMCKUHE3UU ObLI Ha3HAYECH
aMaHTaJIMH cyibdar B cyTouHou go3upoBke 300175 Mr B TedyeHue 3—x u Oolee
Mec. BxiroyeHume B cxeMy JiedeHUS aMaHTaJuHA Ccyib(para 3HAYUTEIBHO
YMEHBIIAIO TMPOSBICHUS (QUIYKTyalluid M JUCKUHE3WH, YTO BBIPAXKAIOCH B
3HAYMTEIbHOM CHIKeHMH (Ha 23%) mokasatenedt |V wactu mkamsr UPDRS
(7,8€3,1 wu 5,8+1,5 COOTBETCTBEHHO) M COMNPOBOXKAAIOCH YIy4YlICHUEM
JBUTATEIPHONW aKTHBHOCTH (CHIKeHue mokasarener |l gactu mkanst UPDRS Ha
28,8%), TOBBIIIEHUEM TMOBCEIHEBHON akTUBHOCTH (ymyuineHue Ha 20,4%)
(Tabm. 5).

Tabumua S.
JIluHAMMKA CTelleHH BbIPAKEHHOCTH JIEBOAONA-UHAY M POBAHHBIX
nuckuHesui npu BII Ha ¢oHe Tepanuu aMaHTaaAMH CyJIb(paTomM

[Tkanet Jo neuenus Ha ¢one neuenus

IIxana UPDRS, yacts |1 49,649,1 38,5+7,8**
IIkxana UPDRS, wacts IV 7,8+3,1 5,8+1,5*
[kama AIMS 17,5+4,6 13,9£3,2*
mkana ESRS 80,5+10,3 60,6+1,2*
IIkama [1IBaba n Murmanga 60,8+7,8 73,27 5*

Ikama PDQ-39 122,6+18,9 111,4+122

[Mpumeuanue: * — P<0,005, **_ P<0,001

ViydiieHne OBUTATEIbHON AKTHUBHOCTH MOJIOKUTEIBHO KOPPEIUPOBATIO C
MOBBIIIICHHEM KadecTBa >ku3HM 1o mmkaime PDQ-39 (122,6 mo u 111,4 mocie
Je4YeHHs1).  YMEHbBIICHHE  BBIPAXXEHHOCTH  (QIYKTyallMd W JIUCKUHE3WH
COMPOBOXKIATIOCh YMEHBIIIEHUEM UX MPEICTABIEHHOCTH B TEUEHHUE CYTOK.

Takum oOpa3zoM, y OOJIbHBIX MAPKUHCOHU3MOM JIEUEHUE HayalbHBIX CTaIUMN
3a0oneBaHus 11e1ecoo0pa3Ho HaUMHATHL ¢ amaHTaauHa cyibdara (ITIK-Mepu), uto
MO3BOJISIET 3HAYUTENIbHO YJIYUYLIUTh JABUTATEIbHYI0 aKTUBHOCTb, OTAAJSET CPOKH
MOSIBJICHUS. MOTOPHBIX (IIYKTyalluid ¥ AUCKUHE3UH. BbIpakeHHOCTh MOTOPHBIX U
HEMOTOPHBIX (PIYyKTyaluid M AUCKUHE3UH 3aBUCUT OT J103bl, KPaTHOCTU MpUéMa U
JUIMTEJIBHOCTH JIEBOJOITHON TE€pauu, OTPULATEIBHO BIMSIET Ha KAYECTBO KU3HU U
MOBCEIHEBHYIO AaKTHBHOCTh MalueHTOB. I[IpuMeHeHme amaHTanumHa cyibdara
JOCTOBEPHO CHMKAET BBIPAKEHHOCTh M MPOJOJDKUTEIBHOCTh (UIYKTyaluil u
JUCKUHE3UH, TEM CaMbIM IIOBBIIIAET MOBCEIHEBHYK0 AKTUBHOCTH U KadyeCTBO
AKU3HH.
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3AK/IIOYEHUE

Ha ocHOBaHMYM NpOBEIEHHBIX UCCIIETOBAHUM IO JOKTOPCKOM JUCCEPTALMM Ha
TeMy «MONEKyIIpHO-TEHETUYECKUE OCHOBBI KIMHUYECKOTO TOJUMOphu3Ma
6one3nu [lapkuHCOHA M CHHApPOMA MAPKHUHCOHU3Ma» MPEJICTABICHBI CIEAYIOIINE
BBIBO/IBI:

1. Myramum Ala53Thr B rene PARKI1 u T240M B rene PARK2 y imn
y30€KCKOI HallMOHAIbHOCTH He accounnpoBansbl ¢ bIT u CIIL.

2. Yacrtora myrauun G2019S B rene LRRK2 cocraBnser 5,5% B o6mieit
rpynmne obcnenoBaHHbix ¢ napkuHcoHuamom: CII — 1,6% u BII — 7,1%. Cpenu
00NBHBIX cO cropanuueckor (opmoit BIT — 5,7%, ayTocoMHO-TOMUHAHTHBIX
ciydaeB 3a0oneBanus — 17,6%. Mytamus G2019S B rene LRRK2 accouunponana
co cmemaHHoOW  ¢opmoil  3aboyieBaHHMS U BBICOKOM  3(PPEKTUBHOCTHIO
JIEBOAOIIATEPAIINN.

3. VYV OONpHBIX MAPKUHCOHU3MOM TMOBBINIEHBI 4acTOTHl TeHoTnna (/0 rena
GSTMI1 u renoruna 0/0 rena GSTTI1, a Takke nx komOuHanuii. Pactpenenenue
reHotuna 0/0 rena GSTT1 u GSTMI npu BII u CII npu cpaBHEHUU ¢ rpymIon
KOHTPOJISL JIOCTOBEPHO paznuyaercs ToJbko npu BII, 1 ajig koToporo xapakTepHsl
Oonee paHHUN JeOIOT, OBICTPBIM TEMI MPOTrPECCUPOBAHUS 3a00JeBaHUS,
npeodJ1alanie pa3BepHYTON — CMEIIaHHON (DOPMBI.

4. T'OMO3UTOTHOCTH IO MYTaHTHOMY ajiento noiaumoppuszma C282T rena
Nat2 accomuupoBana ¢ BII B 11esioM, a Takke ¢ €ro akuHETHKO—PUTHIHOU (hOpMOit
U OBICTpBIM TEMIIOM IpOrpeccHpoBaHUsA. HacToTa BCTPEUAEMOCTU PA3IUYHBIX
reHotunoB nogumopduzma C282T rena Nat2 npu cpaBHenun CII u rpynmb
KOHTPOJISI HE JOCTOBEPHA.

5. bonesnp IlapkuHCOHa W B OCOOCHHOCTH €€ pa3BepHYThie (HOPMBI,
OBICTPBIA TEMI TPOrPECCHUPOBAHUA, 4Yalle HaOMIOAAIOTCd M 0OoJee TAKEIO
MPOTEKAIOT y JKUTEJIEH cena, 4eM ropojia.

6. 3uaunmbiMu (dakTopamu pucka pa3BuTHs bBIl sABHSIOTCA KOHTakT C
NMEeCTULMIAMHU, YNOTPeOJIEHHEe BOJbI M3 OTKPBITHIX BOJOEMOB, paboTa B
XUMUYECKON MPOMBIIIJIEHHOCTH.

/. BblsBIeHHE Tpynnbl MOBBIIIEHHOTO  pucka pa3Butuss bBII  —
CEJIbCKOXO3SICTBEHHbIE PA0OOTHUKHU, PAOOTHUKM XUMHUYECKOW MPOMBIIUICHHOCTH,
CeNbCKUE JKUTEIM — M TPOBEICHHE B HEW NeNeHaNpPaBICHHbIX KIMHUKO-
JTUATHOCTUYECKUX, TPEBEHTUBHBIX MEPONPUATUNA TOBBIMAECT 3P (HEKTUBHOCTH
npo(UIAKTUKY, YIy4llIaeT MPOTHO3 U UCXOJl 3a00JIeBaHUsI.

8. BII u CII mno »THomaToreHe’y, TEUCHHIO, AeOIOTY 3a00JeBaHUS,
KIMHUYECKUM  TPOSIBICHUSIM,  BBIPQXKEHHOCTHM  BErE€TAaTUBHBIX,  IICHUXO-
AMOLMOHAJIBHBIX M KOTHUTHUBHBIX HApPYIIEHUWW B HAIIEM PETHOHE PE3KO
OTJIMYAIOTCA JIPYr OT apyra. YcrtaHoBieHo, 4To BII xapakrtepusyercs nedGroTOM
3a0oeBaHusl B CpEHEM BO3pacTe, MpeodsiajJaHueM OJHOCTOPOHHEro Hauana,
YMEPEHHBIX TEMIIOB MPOTPECCUPOBAHMS, CMEIIAHHON QopMbI, Oojiee YacTbIM
Pa3BUTHEM U BBIPAKEHHOCTHIO BEreTaTUBHBIX, addekTuBHbIX paccTpoiicTB. CII
oriMyaercss Oonee MO3AHUM  JAe0OTOM  pa3BUTUS  (IOKUIION  BO3pacT),
CUMMETPUYHBIM HayaJioMm, pEeBATUPOBAHUEM OBICTPBIX TEMITOB
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MPOTPECCUPOBAHMS,  AKWUHETHKO-PUTHAHOM  (POpMBI, paHHUM  pa3BUTHEM
MOCTYPaIIbHON HEYCTOMYNBOCTH, PAHHUMHU KOTHUTUBHBIMHA HAPYIICHUSMU.

Q. [IpuMeHeHuEe Ha paHHUX CTaaUAX 3a0oJieBaHUsl B cxeme JyieueHus: bl
aMaHTaauH Ccyiabdara  3HAYUTEIHHO YIIYYIIACT JIBUTATEIHHYIO AaKTUBHOCTD,
OTHANsieT CPOKM TOSBJICHHWS MOTOPHBIX M HEMOTOPHBIX (IyKTyaruii u
JNVCKWHE3WM, & HA3HAYCHUE €ro Ha no3aHuXx ctaauax bIl ymeHbliaer CreneHs ux
BBIPAKEHHOCTH.
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INTRODUCTION (abstract of DSc thesis)

The urgency and relevance of the dissertation topic. Parkinson's disease
(PD) and secondary parkinsonism are most important problems of neurology and
today they are among the four most common neurodegenerative diseases in the
elderly. This pathology affects an average of 120 to 180 people per 100 000
population all over the world. Among all forms of parkinsonism, PD and vascular
parkinsonism (VP) are the most common forms, and they make 75-80% and 2.1-
7%, respectively. The social significance of the problem of parkinsonism is
determined by an increase in its frequency and an increase in the morbidity, a
progressive course, and insufficient effectiveness of therapy. As a consequence, a
significant decrease in the quality of life and a high level of disability in patients
are recorded. There is a high variability in the frequency of occurrence of
polymorphisms of candidate genes in the development of PD in representatives of
different populations.

The aim of the research is to determine the clinical and differential
diagnostic features of PD and VP in individuals of Uzbek nationality, as well as
the role of genetic polymorphisms in the development of their various clinical
variants.

The tasks of the research:

to determine the role of Ala53Thr mutation in the gene PARK1, T240M
mutation in the gene PARK2, G2019S mutation in the gene LRRK?2 in the forma-
tion of predisposition to sporadic and hereditary PD and VP in individuals of
Uzbek nationality;

to identify the associations of PD and VP with polymorphic variants of genes
of Il-phase detoxification: deletion polymorphism of the genes of glutathione—S—
transferase GSTT1, GSTM1, mutations C282T of the Nat2 gene;

to study the features of the clinic and course of PD and VP depending on the
identified polymorphisms of the genes PARK1, PARK2, LRRK2, GSTTI,
GSTM1, Nat2;

to assess the role of ecological and professional factors in the development of
the PD;

to analyze the associations of gene polymorphisms under study, as well as
their combinations with qualitative risk factors for the development of the disease;

to evaluate the complex clinical, neurological and molecular—genetic
characteristics of Uzbek patients with PD and VP;

to determine the spectrum of clinical manifestations of late motoric and non-
motoric fluctuations and dyskinesias, and their dependence on dopaminergic
therapy.

The object of the research were 153 patients with PD, 69 patients with VP,
80 patients with chronic cerebral ischemia without signs of parkinsonism.

The scientific novelty of the research is as follows:

For the first time, we found that mutation Ala53Thr in the PARK1 gene and
mutation T240M in the PARK2 gene are not risk factors for the development of
PD and VP in individuals of Uzbek nationality;
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For the first time, we proved the high diagnostic significance of the
heterozygous carriage of mutation G2019S in the LRRK2 gene in PD in
individuals of Uzbek nationality and the high associative relationship of mutation
G2019S in the LRRK2 gene with a mixed form of the disease, with high efficacy
of the dopaminergic therapy;

For the first time, we proved the high frequency of genotype 0/0 of the
GSTM1 gene and genotype 0/0 of the GSTT1 gene, as well as their combinations,
significantly earlier debut of the disease, predominance of the mixed form and
rapid rate of disease progression in the group of patients with “zero” genotypes as
compared to the patients with PD without mutations in these genes;

For the first time, the prognostic significance of the determination of mutation
C282T of the Nat2 gene in individuals of Uzbek nationality with PD and its role in
the development of the akinetic-rigid form of the disease and the rapid rate of
progression were proved;

It was proved that unfavourable environmental factors are risk factors for
early debut, the development of rapid rates of progression and developed forms of
PD;

Diagnostic significance of the complex clinical, neurological and molecular—
genetic differential-diagnostic evaluation of PD and VP in individuals of Uzbek
nationality was proved,

Clinical signs and interdependence of motoric and non—-motoric fluctuations
in the late stages of PD were determined.

The volume and structure of the dissertation. The dissertation is presented
on 179 pages consisting of an introduction, six chapters, a conclusion, a list of
references and appendixes.

In the introduction, topicality and relevance of the dissertational work are
substantiated, the aim and tasks of the research are formulated, the object and the
subject are characterized, the correspondence of the research with the priority areas
of science and technology development of the republic is shown, the scientific
novelty and theoretical and practical significance of the results are stated,
information is provided on the introduction of the research results into practice,
testing and publication of the research results and the structure of the dissertation.

The first chapter of the dissertation presents the analysis of the current state
of the question, describes the most important pathogenetic links in the
development of parkinsonism, identifies a range of issues requiring detailed study,
and substantiates the topicality of the research and the need for the development of
the selected theme.

The second chapter of the dissertation describes the research object,
materials and methods, as well as the used methods of statistical processing of the
obtained results.

The work is based on a comprehensive clinical, neurological, anamnestic,
molecular-genetic and sanitation survey of 222 patients with Parkinson’s disease
and vascular parkinsonism, and 80 patients with chronic cerebral ischemia without
signs of parkinsonism. In molecular-genetic researches, we studied the mutations
Ala53Thr of the PARK1 gene, T240M of the PARK2 gene, G2019S of the LRRK2
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gene, the deletion polymorphism of the genes GSTT1, GSTM1, and the mutation
C282T of the Nat2 gene.

Sanitary and hygienic researches were carried out with the help of a specially
developed and approved questionnaire-survey-interview.

The third chapter of the dissertation presents the clinical characteristics of
the examined patients. In a comparative aspect, neurological symptoms and their
chronology in PD and VP were studied.

The fourth chapter of the dissertation presents the results and analysis of the
genetic predisposition to the development of parkinsonism. The analysis of the
mutation Ala53Thr of the PARKL1 gene in the examinees allowed establishing a
mutation in only one patient with VP with akinetic-rigid form and early cognitive
disorders; in all other cases, the mutation of the PARK1 gene was absent.
Therefore, for Uzbekistan, as for most other populations of the world, primary
synucleinopathies are not typical.

In the analysis of the mutation T240M of the PARK2 gene, this mutation was
absent in all patients with both PD and VP, as well as in the control group. The
absence of this mutation in our sample was either due to the lack of connection of
the development of parkinsonism in individuals of Uzbek nationality with this
mutation or a relatively small sample of juvenile forms of parkinsonism in our
sample, which dictates the need for further work to find this mutation in patients
with a juvenile form of parkinsonism.

The fifth chapter of the dissertation presents the results of a study of the
environmental and occupational risk factors of PD development. It was revealed
that rural residents more often have more developed forms of PD, an earlier age of
debut and a serious course of the disease.

In the analysis of the interaction of the genotype and environmental factors,
an earlier manifestation of the disease symptoms was found in patients with a
combination of zero genotypes over the GSTT1 and GSTM1 genes under the
influence of pesticides compared to patients without these mutations.

The sixth chapter of the dissertation is devoted to the methods of correction
of early and late manifestations of PD and VP.

Based on the conducted research on the theme of the doctoral dissertation
“Molecular and genetic basis of clinical polymorphism of Parkinson’s disease and
parkinsonism syndrome” the following conclusions are presented:

The mutations Ala53Thr in the PARK1 gene and T240M in the PARK2 gene
in individuals of Uzbek nationality are not associated with PD and VP.

The frequency of the mutation G2019S in the LRRK2 gene is 5.5% of the
total group of studied patients with parkinsonism, of which VP totals 1.6% and PD
— 7.1%. Among the patients with the sporadic form of PD — 5.7%, and autosomal
dominant cases of the disease — 17.6%. The mutation G2019S in the LRRK2 gene
Is associated with a mixed form of the disease and high efficiency of
levodopatherapy.

In patients with parkinsonism, the frequencies of the genotype 0/0 of the
GSTM1 gene and the genotype 0/0 of the GSTT1 gene, as well as their
combinations, are increased. The distribution of the genotype 0/0 of the GSTT1
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and GSTM1 genes in PD and VP when compared with the control group is
significantly different only in PD, and it is characterized by an earlier debut, a fast
rate of disease progression, and a predominance of the expanded-mixed form.

Homozygosity from the mutant allele of the C282T polymorphism of the
Nat2 gene is associated with PD as a whole, as well as its akinetic-rigid form and
rapid rate of progression. When VP and the control group are compared, the
frequency of occurrence of different genotypes of the C282T polymorphism of the
Nat2 gene is not reliable.

Parkinson’s disease and, particularly, its expanded forms and rapid rate of
progression are more common and more severe in rural residents than urban ones.

Significant risk factors for PD development are contact with pesticides,
drinking water from open reservoirs, and working in the chemical industry.

Identification of a group of increased risk of PD development — agricultural
workers, chemical industry workers, rural residents — and conducting targeted
clinical, diagnostic and preventive measures in it increase the effectiveness of
prevention, and improve the prognosis and treatment of the disease.

According to etiopathogenesis, course, debut of the disease, clinical
manifestations, severity of vegetative, psycho-emotional and cognitive disorders,
PD and VP differ sharply from each other in our region. It was established that PD
Is characterized by the debut of the disease in middle age, the predominance of a
unilateral beginning, moderate rates of progression, mixed form, more frequent
development and severity of vegetative and affective disorders. As for VP, it is
characterized by a later debut of development (advanced age), a symmetrical onset,
the prevalence of rapid rate of progression, akinetic-rigid form, early development
of postural instability and early cognitive disorders.

The use of amantadine sulphate in the early stages of the disease in the
treatment scheme of PD significantly improves the motor activity, delays the
appearance of motoric and non-motoric fluctuations and dyskinesias, and its
prescription in the late stages of PD reduces the degree of their severity.
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