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AKTYaJIbHOCTb T€MbI HCCJIEJOBAHNS

AyTOCOMHO-IOMHHAHTHBIE crnuHouepebemsipasie  atakcuu (Al CIIA)
ABJIAIIOTCS ~ TETEPOr€HHOM  TpyNmol  HACIEACTBEHHBIX  MPOrPECCUPYIOLIUX
HEHpOJIEreHEPATUBHBIX  3a00JI€BaHUM C  ayTOCOMHO-JIOMHUHAHTHBIM  THIIOM
HacnenoBanust  (O0onmee 40  HO30MOrMYeckux  (GOpM),  XapaKTEPUIYIOIIUXCS
MPOTPECCUPYIOLIEH MO3XKEUKOBOM aTakCUeH, Iu3apTpueHd, YacTo CBS3AHHBIX C
JIPYTUMH HEBPOJIOTMYECKUMU MpPHU3HAKAMU: O(PTaIbMOIUIETHEHN, MUPAMUIHBIMU WU
AKCTpaNuMpaMUAHBIMU CHUMIITOMaMH, NOJMHEBpONaTUsIMU U jaeMmeHnueil. Hauano
3a007eBaHUsl OOBIYHO HAOMIOMAETCS B TEUYEHUE TPEThEr0 WM YETBEPTOro
JECATUIICTUSI, PEKE B JCTCKOM WK MmoxujaoMm Bo3pacte (Sullivan R. et al., 2019).
Hcxonda w3 TOro, 4yro JaHHbIE 3a00J€BaHUs SBIAIOTCS WHBAIUAMUPYIOIIMUMHU U
KAaCaloTCs B OCHOBHOM JIUI TPYJIOCHOCOOHOTO BO3pacTa, Impodiema HCClel0BaHun
AJl CIIA BaxHa B CUCTEME 3IPABOOXPAHEHHUS U COLUAIIBHOMN MTOMOIIIH.

PacnipocTpaneHHOCTh HacnenCTBEHHBIX arakcuii coctasisger 5-10 wa 100 000
HaceJIeHUsI, ayTOCOMHO-IOMUHAHTHBIX ¢opMm — 1-5 Ha 100 000 Hacenenus (Ruano L.
et al., 2014). JlaHHbIE SMTHUIEMUOJIOTMYECKHUE TTOKA3aTEIN TOBOPAT 00 aTaKCUSIX, KaK O
HanOoJiee pacpOCTPaHEHHOM IPyIINe Cpear HACIEICTBEHHbIX 3a00JI€BaHUI HEPBHOU
CUCTEMBI, YCTYMAIOIIEH MO CBOEH YacTOTE TOJILKO HACJIEACTBEHHBIM 3a00JI€BaHUSAM
HEPBHO-MBIIIEYHOW  cHUCTeMbl. TOYHYIO  pacmpoCTPaHEHHOCTh  Pa3IMYHBIX
reHetTnueckux Gopm AJl CLIA B momyJsiliud OLEHUTH CIOXKHO, TaK KaK KOJIUYECTBO
MPOBEACHHBIX JETAIBHBIX JnuaemMuonorndeckux wucciaeaoBannii AJl CHA mpu
HamOoJiee YacTO BCTPEUAIOIIMXCA THUNAX [0 CHUX MOp HEIOCTAaTOYHO, a PEIKo
BCcTpeyaroniecss GopMbl HICHTUDUIIMPOBAHBI B €IMHUYHBIX ceMbix (Minapuomkun
C.H. u np., 2006).

VY oonbmeit ywactu AJl CLIA uneHTUPHUIMPOBAHBI T€HbBI M MyTaluu, IS
HEKOTOPBIX KapTHUPOBAHbI TOJBKO ajuieNbHbIe JIOKychl. MoxHo paznenuts Al CLHA
Ha 4 rpymnmel, JJIs KOTOPBIX ONpENeJeHbl TI'€Hbl, OTBETCTBEHHBIE 3a pPAa3BUTHE
3aboneBanus (Degardin A. et al., 2012):

1) Al CIIA ¢ skcnaHcuel MUKpPOCATEJUTUTHBIX MOBTOPOB B HEKOAMPYIOLIUX
Y4acTKaX COOTBETCTBYIOIUX I'€HOB;

2) AJl CHA c¢ »skcnancueil 53k30HHBIX CAG-MIOBTOPOB, KOIUPYIOIIUX

MMaTOJIOTUICCKUC JJIIMHHBIC ITOJIMITIYTAMUHOBBIC LICTIN B TPAHCIIMPYCMOM 6em<e;
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3) Al CLIA ¢ GonbIIMMU AYTUIMKAIUSIMU WU JACCIUSMU;

4) A/l CIIA ¢ TOYKOBBIMU MYyTallUSIMHU.

Huarmoctmka AJl CILIA ocHoBaHa Ha KIMHHMYSCKOM OOCJICIOBaHHU,
FEHEAIIOTUYECKOM AaHAaMHE3€ W HWHCTPYMEHTAJIbHBIX METOJAX HCCIEAOBAHUS.
CemeliHbINE aHAMHE3 MOXET ObITh Majio MH(OPMATUBHBIM, TaK KaK B HEKOTOPBIX
ClydyasX OJWH U3 poauTeied ymupaeT B 0Oojiee MOJIOJOM BO3pacTe, Y€M Y HEro
MIPOSIBIISICTCS] aTaKCHUsI, MHOTJAa MPOOJIEMBI C MOXOJIKON Y POAMTEIEH CBI3BIBAIOT CO
CTapOCThIO UK LIepeOpaibHBIM UHCYIHTOM.

HccnenoBanue KIMHHKO-3nuaeMuosorndeckoi kaptuael AJl CIHHA B
XabapoBCKOM Kpae, KOTOpO€ BKJIIOYAeT OMNpeJeNIeHHE paclpOCTPAaHEHHOCTH
0OJIe3HU, TEHETUYECKOE YTOYHEHHWE TUIOB W  Pa3BEPHYTOE  OIMHUCAHHE
(hEeHOTUTIMYECKOW KapTHUHBI SBJISETCS OCHOBAaHMEM JUISl ONTHMHM3AIlUd MEIHKO-
T€HETHYECKOr0 KOHCYJIHTHPOBAHUS MAIMEHTOB C JaHHBIM 3a0ojieBaHueM. B manHoM
peruone uccnenopanue AJ[ CIIA npenocTaBiseT UHTEPEC B CBSA3U C OCOOCHHOCTIMU
MUTpalliM HACEJICHUS Ha TEPPUTOPUHU Kpas, €ro MHOTOHAIIMOHAJIBHBIM COCTaBOM,
HaJIM4WeM OJIM3KO PACIOJO0KEHHBIX MHOTOOOPa3HBIX IO ATHUYECKOMY COCTaBY
Snonnn n Kurtas, yaaneHHOCTbIO HACEJIEHHBIX MyHKTOB APYT OT Apyra. M3ydeHue
BompocoB  pacmpoctpaHeHHoctd AJl CIIA B XabapoBCKOM Kpae HMeEeT
HAVBAXHEUIIYIO 3HAYMMOCTD IS pa3BUTHS HEBPOJOTUU, MEAUIUHCKOW T'€HETUKU U

MMPAKTHUYCCKOI'O 3APpaBOOXPAaHCHMA.

eab uccaeroBaHus
Onpenenenue KIIMHUKO-T€HETUYECKOH, HEWPODU3UOIOTHIECKON
XapaKTepUCTUKH ayTOCOMHO-IOMUHAHTHBIX CIHMHOLIEPEOCIUIIPHBIX aTaKCUl B
nonyJysiuu  XabapoBCKOTO Kpasi, OLIEHKa pacHpOCTPAHEHHOCTH U OMNpe/eSICHHE
YPOBHSI CejlieHa B CHIBOPOTKE KpPOBU C IEJIbI0 ONTHUMHU3AIUMU  JieueOHO-
JUAarHOCTUYECKOTO U MEIMKO-T€HETHYECKOr0 MapUIpyTOB B PETMOHAJIBHOW CHUCTEME

3ApPaBOOXPAHEHMS MMPU JAHHOM MATOJIOTHH.

3anaum uccjie10BaHNUSA
1. N3yunth 0OCOOEHHOCTH paCIpPOCTPAHEHHOCTU OTACNIbHBIX THUIOB AJl

CIIA B XabapoBckom kpae. CoctaButh peructp OompHbix ¢ AJl CIIA,
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OpPUEHTUPOBAHHBIX HA MOJIEKYJISPHO-TEHETUUYECKY0 JUArHOCTHKY W MEIHUKO-
T€HETUYECKOE KOHCYJbTUPOBAHHUE.

2. [Ipoananu3upoBaTh KJIIMHUKO-T€HETUYECKHE XapaKTEPUCTUKH
BbIsiBIeHHBIX TUNOB A/l CIIA u ux nmonumopdusm.

3. OueHuTh  BKCTpalepeOeIUIIpHbIE  pacCTpOMCTBA —  MOPaXKEHHE
nepudepuueckoro OtTlela HEPBHOM CHCTEMbI, BETETAaTUBHbIE U KOTHUTHUBHBIC
Hapywenus npu AJl CLIA.

4. Onpenenutsb CIIEKTP HEWpOo(U3NOTOTUUECKUX MPOSIBIIEHUN
(MyJIbTUMOAQJIbHBIE BBI3BAHHBIE MOTCHIHANbI, CTUMYJAIMOHHAS M Urojibyartas
anexkTpomuorpadus, snexkrposnuedanorpadus) npu AJl CLIA.

3. [IpoBecTr aHanu3 coAEpkKaHUs CEIIEHA B CBIBOPOTKE KPOBHU Y NALIUEHTOB
¢ AJl CIHHA mnsg yTOYHEHHMsT €ro pOJM B NATOIEHE3€ M KIMHUYECKOU KapTUHE

3200JIEBaHU.

Hayuynasi HoBU3HA

Bnepseie y mnanmenTtoB ¢ paznuunbiMu  dopmamu AJ[ CIIA mnpoBeneHo
KOMIUJIEKCHOE KIIMHUYECKOE MCCIIECIOBAHUE C JAETaJbHOW OLEHKOW BEre€TaTUBHOIO U
KOTHUTUBHOTO CTAaTyCca C M3YYEHUEM MYJIbTUMOJAIBHBIX BBI3BAHHBIX IMOTCHIIMAJIOB
(BII), ¢ ompenenenueM YpOBHSI celieHa B CBHIBOPOTKE KPOBH M MOJIEKYJISPHO-
T€HETUYECKON TMAarHOCTUKOW. BriepBrie onucaHa B pOCCHICKON MOMYJISIIUNA CEMBbSA C
CIIA6 c skcnancueit B 27 CAG-nioBTopoB rene CACNAIA, nmeromas 6oee paHHUM
1ne00T O0JE3HH B MOCHEAYIONIUX MOKOJEHUSAX, OBICTPBIA TEMH MPOTPECCUPOBAHUS
aTakCuM, NCUXWYeCKHe HapyumeHus. Bnepsele ommcana nanmeHtka ¢ CLIAL7 B
POCCHIMCKOM NOMyJSIUUM C KIMHAYECKOM KapTUHOM MO3KEYKOBOM aTaKCHH,
JIEMEHIINHU, XOPEUYECKUX THUIEPKUHE30B B KUCTAX, arpodueil Mo3kKeuka, UMerolas
HeOoubIryto 3kcnancuto B 42 CAG/CAA-noBTopa B rene TBP.

BrisiBnensr ocobennoctu knuHuueckoit kaptunsl AJ[ CIHA B XabapoBckom
Kpae: BBICOKasg YacTOTa KOTHUTHUBHBIX W BEreTATUBHBIX HApPYUIEHUM NpPU BCEX
dbopmax AJl CIIA; nupaMUIHBIX CUMIITOMOB, TUCTOHUH, TICUXUYECKUX PACCTPONCTB
npu CIIA1, nupamMugHbIX CHUMITOMOB cO cnactudHocThio mpu CI[A2. Brepseie
MOKAa3aHO, 4YTO MO MEpEe MPOrPECCUPOBAHUA MO3KEUKOBOW AaTAaKCUU HapacTalu

KOTHUTHUBHBIC MW BCICTATHBHBLIC paCCTPOfICTBa, 0OBEKTUBHO IMOATBCPKACHHEIC
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nccienoBanrneM KOrHUTUBHBIX BIT mo meTtoauke P300 u koxHO-cuMnaTudyeckum BII.
B pabote nokazanbl rpyOble HApyIICHUS Ha CIMHAJIHLHOM YPOBHE MPH MPOBEICHUU
comaroceHcopHbIX BII mpu ctumymnsamuu 00b11e0eplioBOTO HEPBA Yy MAIMEHTOB C
AJl CIHA. YV nogasinstomero 0oapmuHCTBA 00bHBIX ¢ AJ[ CIIA 0e3 KIMHUYECKUX
MPOSBICHUM  TOpakKeHUs  TepuepuuecKuX HEPBOB HIKHUX  KOHEYHOCTEH
BBISIBJISIIUCH DJICKTPOHEUpOMHOTpaUUeKrne MPU3HAKK TOJMHEBPOMATUH;, TOYTH B
MOJIOBUHE CIYyYaeB UMENIOCh N30JMPOBAHHOE MOPAKEHHUE MATIOOEPIIOBBIX HEPBOB.

BnepBbie nokazaHo CHHXKEHUE YPOBHSI CEJIEHA B CHIBOPOTKE KPOBHU OOJIBHBIX C
AJl CHA mnpu 53TOM YypOBEHb CEIIEHA KOPPEIUPOBAI C BBIPAKEHHOCTHIO
MO3XKE€YKOBOM aTaKCMM W KOTHUTHMBHBIMHA HAPYWICHUSMU Y JAHHOW TIPYIIIbI

IHanucHTOB.

Teopernueckasi 1 NPAKTUYECKAS 3HAYUMOCTh

VYcranoBineHa kiauHUKo-reHetnueckas crpykrypa AJl CIIA B BbeiOopke
nmamnueHToB B XabapoBckoM kpae. BriiBineno, uto CIIA1 u CIIA2 BcTpedaroTcs
noutu B mnonoBuHe ciyudaeB AJ[ CIIA Ha Ttepputopun XabapoBCKOro Kpas.
Pacminpenst mpexactaBieHus o (enorunuyeckom crekrtpe CIHA6 u CIAI17.
[lonyuennsie  pe3ynbTaThl  pabOThl ~ BHOCAT  3HAUUTENbHBIA  BKJIAJ B
snuaemuonorndyeckoe uccinenopanue A/l CLIA B poccuiickoi nomysanuu. BeisiBien
HU3KHUM ypOBEHb celieHa B ChIBOPOTKE KpoBH Oo0sbHBIX AJ[ CIIA, uyTo mo3BoiisieT
MPENOJIOKUTH POJIb CEJIEHa B MAaTOre€HE3€ TaHHOTO 3a00I€BaHMUS.

[Tokazanbl ocobennoctu kiunudeckor kaptunbl AJ[ CIIA B XabapoBckom
Kpae; HEO0XOJIUMOCTh KOMIIJIEKCHOTO noaxonaa K JMAarHOCTUKE
AKCTpalepeOCIIIIPHBIX TOPAKEHUM ¢ MCIOAb30BaHUEM MYyJIbTUMOAAIbHBIX BII,
CTUMYJISIHIUOHHON 3nekTpoHeipomuorpaduu. YuutbiBas, uro CIHA1l u CIIA2
BcTpedaeTcs Oonee, yem B mosioBuHe ciaydaeB AJ[ CIIA B XabapoBckom Kpae,
CIEQYET B MEPBYK OYEPEAb MPOBOAUTH MOJIEKYISPHO-TEHETUYECKUN aHAIN3 TE€HOB
ATXNI n ATXN2, BO BTOpPYIO — NPOBOAUTH NMOMCK MyTanuil B reHax CACNAIA n
TBP.

MeTOIlOJIOFI/IH U METOJAbI HCCJICA0OBAHUA

Bemmonneno  moapobHoe  obciemoBanme  mamueHtoB ¢ AJl CHA
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OcylIecTBIsJICS  IE€TaNbHBIA  HEBPOJIOTUYECKHM  OCMOTPp €  IPUMEHCHHUEM
CIICLIMAJIbHBIX IIKaJ, C AaHAJIU30M JSKCTPAHEBPAJIbHBIX MPOSBJICHUN. BbINOMHsIACH
MOJIEKYJISIPHO-TEHETUYECKasi JUAarHOCTUKA PaclpOCTpaHEHHBIX (OpPM ayTOCOMHO-
JTOMUHAHTHBIX chnuHOIepeOemnapubix artakcui (CLIAL, 2, 3, 6, 7, 8, 17),
HEWPOBU3yAIN3alIMOHHOE W HEUPO(U3MOIOTHYECKOE HCCIEOBaHUE, a TakKXKe
M3MEPEHUE YPOBHS CEJIeHa B CHIBOPOTKE KpoBU. Helipoduznonornyeckue u3MeHEHUs
(BbI3BaHHbBIE MOTEHIMATbl) CPAaBHUBAJIUCh C JPYrol HeMpojereHepaTUBHOM

naroJjiorueu — 6ose3Hwto IlapkuHcoHa.

JIMYHBIA BKJIAJ aBTOPA
KntoueBasg ponb NOpUHAIIEKHAT aBTOPY B TMOJATOTOBKE M MNPOBEACHHUU
MPOTOKOJIa, MOCTAHOBKE 3ajJa4y W IEJIW MCCICIOBaHUSA, apryMEHTAllMd BBIBOJIOB.
Kaxxnprit sTan KJIMHUYECKOI'O o0cienoBaHus, WHTEPIpETALNS
HEUPOPHU3UOTOTUUECKUX MPOTOKOJIOB OOCIEIOBAHHUS BBIMOJHEHBI CAMOCTOSTEIBHO
aBTOpOM. BrImogHeHa cTaTUCTHYecKas o0paboTka W aHaIM3 JaHHBIX, IO
pe3yibTataM pabOThl M3JIOKEHBI BBIBOJIbI, HAMMCAHbl M MOATOTOBJIEHBI K Me4YaTH

HY6J'H/IK3HI/II/I IO TEMC IUCCCPTAIMOHHOIO UCCICAOBAHMA.

OcHOBHbIE N0JIOKEHN I, BBIHOCHMbI€ HA 3aIIIUTY

1. PacnpocTpaHeHHOCTh ayTOCOMHO-IOMUHAHTHBIX CHUHOIEPEOEILIAPHBIX
atakcuil B XabapoBckoM kpae coctasiset 4,33 : 100 000 nacenenus. Cpenu Bcex
dbopMm B momynsumu XabapoBckoro kpas mpeooOnamaroT CI[A2, CIIAl, Ha HUX
cymmapHo npuxoautecs 47,4 % ot Bcex ciydaeB, pexe BcTpeuatorcss CLIA6 — 12,3
% u CLHA17 — 1,8 %.

2. B XabapoBckom kpae y mammeHtoB ¢ CIA2 wumeercs psn
(bEHOTUNMHYECKUX OCOOEHHOCTEH — KOTHUTUBHBIC, BET€TaTUBHBIC HapyLICHUS,
MUpaMUIHAS] CAMIITOMATHKA CO CIIACTUYHOCTBIO, ICUXUYECKUE PACCTPOUCTRA.

3. IIpu CIHA6 c skcnmancueit B 27 CAG-noBropoB B reHe CACNAIA
oTMevaeTcss OoJjiee paHHUM ne0IOT 3a00JieBaHUS B MOCIEAYIOIIUX MOKOJEHUSIX;
onucan (enorun CI{A17 c skcnancueit B 42 CAA/CAG-noBtopa B rene 1BP,
XapaKTepU3yIOUMNUCS  BBIPAXKEHHBIMU  KIMHUYECKHUMHU  MPOSIBICHUSIMHU,  UTO

noATBepxkAaeT mnarosnoruyeckyro poib 42 CAA/CAG-noBTOpOB B MYTaHTHOM



ajene.

4. IIpu A/l CIIA xapakTepHO BOBJICYCHHE B IATOJOTMYECKUW IPOIECC
nepuepuueCcKUX HEPBOB HIKHUX KOHEYHOCTEHM, KOTHUTHUBHOM, BEreTaTHBHOM,
3pUTENIBHOM, CIIyXOBOU, UyBCTBUTEIbHOU ad(PEpEeHTHBIX CHUCTEM, YTO MOXKET OBIThH
00BEKTUBU3UPOBAHO C MOMOIIBIO MYJIbTUMOJIAJIbHBIX BBI3BAHHBIX MOTEHIIMAIOB U
AIEKTPOHEHPOMUOTpAPUH.

3. Huzkuii ypoBeHb cesieHa B ChIBOpoTKe KpoBH mnpu AJ[ CIIA Moxer

HUI'paTthb pOJib B IIaTOICHE3C U KJIUHUYECKOU KapTHHC HaHHOﬁ IIaTOJIOTHH.

CreneHb 10CTOBEPHOCTH M anpodanus pe3yJibTaTOB HCCIAEA0BAHUA

Hocratounslii 00beM  OOCIEAOBAHHOW  TpyHIbl  NALMEHTOB, TOYHAs
dbopmynHpoBKa IMENM W 3ajay, HUCMHOJb30BAHUE B UCCICAOBAHUU MOJEKYISPHO-
TF€HETUYECKUX, HEUPO(DU3NOTOTUUECKUX, HEUPOBU3YATU3AIIMOHHBIX U KIMHUYECKUX
METOJI0B 00CIIe/IOBaHMS, C COOTBETCTBYIOIIMM IMOJHBIM CTATUCTUYECKUM aHAJIU30M
MOJYYEHHBIX JAHHBIX ONPENEISAET CTENEHb JOCTOBEPHOCTH PE3yIbTAaTOB JTAHHOMU
Hay4YHO-KHCCJIEI0BATENHCKON PAOOTHI.

Hucceprauust anpoOuWpoBaHa U PEKOMEHJOBaHA K 3allUTe Ha 3acelaHuu
Kadeapbl HEBPOJOTMU U HeWpoxupypruu u mnpodiremHor komuccuu OI'BOY BO
JIABI'MY MunszapaBa Poccun (mpotokon Ne 3 ot 23.09.2020 r1.). [lanHnoe
HCCIIeIOBAaHUE 0JI00PEHO JTOKAIBHBIM dTHYecKuM komutetom ®I'6OY BO JIBIMY.

Marepuansl quccepTaiuyy J0J0KEHBI B BUAE TE3UCHBIX U YCTHBIX JOKJIAJ0B Ha
XXI KpaeBoM KOHKypce MOJOJBIX YYEHBIX W acCHUPAHTOB XabapoBCKOro kpas (T.
Xabaposck, Poccus, 21 suBaps 2019 r1.), XXIV MexayHapoliHOW Hay4dHO-
npakTuiyeckod koHpepeHunn «CoBpeMeHHas MEIUIIMHA: HOBBIE TMOJIXOAbl H
akTyanbHble HcciaeaoBanus» (r. MockBa, Poccus, 10 wurons 2019 r1.), XII
MEKIyHApOJIHOU Hay4HO-MIpakTHueckoi koHpepenuuu (r. HoBocubupck, Poccus, 15
urons 2019 r.), III JlaabHEBOCTOYHOM MEAMIIMHCKOM MOJIOJIC)KHOM (dopyme
«AKTyanbHbIE BONPOCHI COBpEMEHHOW Meauuuubl» (r. Xabaposck, Poccus, 2-4
okTa0pss 2019 r.), XXII KpaeBoM KOHKypce MOJIOJbIX YYEHBIX M aCMHUPAHTOB
Xabaposckoro kpas (r. Xabaposck, Poccus, 15 saBaps 2020 r.), O61epoccuiickom
HAay4YHO-TIPAKTUYECKOM MepornpusiTuu «Ictadera By3oBckod Hayku — 2020» B

paMkax MexyHapoaHOro MeaunHckoro popyma «By3oBckas Hayka. THHOBaIm
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(r. Mocksa, Poccus, 7-8 despans 2020 r.), I JlaapbHEBOCTOYHOM MEXIyHAPOIHOM
MEIMIIMHCKOM KoHrpecce (r. XabapoBck, Poccus, 5 oxta6ps 2020 r.), IV
JlanbHEBOCTOYHBIN MEIUIIMHCKOM MOJOJIC)KHOM (opyMe ¢ MEXIyHapOJAHBIM
yuactueM (r. Xabaposck, Poccus, 5 oxts6ps 2020 r.), 87 Bcepoccuiickoit
Baiikanbckoll HayqYHO-MPAKTUYECKON KOH(DEPEHITNU MOJIOIBIX YUEHBIX U CTYJICHTOB C
MEXKIyHAPOJHBIM YYaCTUEM «AKTyaJbHbIE BONPOCHI COBPEMEHHOW MEIUIIMHBD) (T.

Upkytck, Poccus, 12 oktsa6ps 2020 r.)

BHenpenue pe3yjabTaToB padoThl

Pe3ynbTaThl MPOBEICHHBIX UCCIIEIOBAHUN U pa3pabOTaHHbIE HA UX OCHOBAHUU
pEeKOMEHAAMM BHEAPEHbl B y4yeOHBIM mporiecc Kadeapbl HEBPOJIOTUM U
Hevipoxupyprun ®I'bOY BO «/laibHEBOCTOUHBIN TOCYAAPCTBEHHBIA MEIULIMHCKUN
yHuBepcuteT» MunzapaBa Poccun, B paboTy HEBPOJOTHMUECKOTO OTACICHUS U
MEJIUKO-TEHETUYECKON KOHCYJIbTaluu KpaeBbIX TrOCyIapCTBEHHBIX OIOJIKETHBIX
yupexaennii 3npaBooxpanenus (KI'bY3) «Kpaeas kinnudeckas OosnbHUIA No2y,
«lleprHaTanpHBId LEHTP»; HEBPOJIOTHYECKOTO OTAENEHUA YaCTHOrO y4YpeKICHUS
sapaBooxpanenus (UY3) «Kmmanueckas OonbHua «PXXJ[-Menumuna» ropoja

XabapoBcK».

[Hyoaukauuu
[To Teme mucceprauuu omyOnukoBaHo 11 HaydHbIX pabOT, B TOM uucie 5
CTaTeil B HAyYHBIX XypHajax M0 HAYYHOW CIEHHaIbHOCTH, BKItOUeHHbIX BAK mpu
MuHnucTepcTBE Hayku M Bbiciiero oopazoBanusi PO B «llepeuenp mepuoanueckux
HAay4YHBIX W3JaHUW, PEKOMEHAYEeMbIX JUIsi NyOJUMKalMU HAy4dHbIX  paloT,
OTPAXAKIIUX OCHOBHOE HAYYHOE COAECPKAHHE KAHAUIATCKUX IUCCEPTALU», 2 W3

KOTOPLIX IPHUHATHI B IICYATh.

CrpykTypa H 00beM AUCCEPTALUU
Juccepranus nznoxeHa Ha 145 cTpaHUIaX MAIIMHOIMMCHOTO TEKCTa, COCTOUT
W3 BBEICHHUA, 0030pa JHUTEpaTyphbl, MaTepHajioB M METOJOB HCCJIEIOBAHUSA,
pEe3yIbTAaTOB HCCIEIOBaHMS, OOCYXICHUS, 3aKJIIOUYEHHUS, BBIBOJIOB, MPAKTHUUECKUX

PEKOMEHIAMK, TPWIOKEHUS M CHOUCKAa JIMTEpPATyphbl, BKIOUArOmero 248
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HUCTOYHHUKOB, M3 KOTOpbIX 16 oOTeuecTBEHHBIX W 223 3apyOeKHbIX HMCTOYHUKA
JUTEPATYPBI, a TaKkKe 9 COOCTBEHHBIX IMyOJHMKAU{ aBTOpa, MOJTOTOBIEHHBIX IO
TeME JHUCCEPTAMOHHOTO HWCCIeqoBaHMsA. Jlucceprauns NpOMIUIIOCTpUpOBaHa 22

PUCYHKaMHU " 17 Ta6JII/ILIaMI/I, d TaKXKC OOIIOJTHCHA KIIMHUYCCKUMU IIPUMCPAaMU.

COILEPKAHUE PABOTbI
MarepuaJibl 1 MeTOAbI UCCIAETOBAHUS

[IpoBenena pabora ¢ apxuBamu (uctopuu Oose3nu c¢ 2000 roma) KI'BY3
MuHnucTepcTBa 3/IpaBoOXpaHeHuss XabapoBckoro kpas: «llepuHaranbHbId LEHTPY,
«KpaeBas knuandeckas 6ompHUIBI Nely, «KpaeBas knmHudeckas OompHUIA No2y u
«TeppuropuanbHblii KOHCYJIbTATUBHO-UAarHOCTUYECKU I LEHTPY; uy3
«Knmuanveckas OonpHUNa PXXJ[-Menunmua». PeructpupoBalnch MmacrmopTHBIS
JaHHBIC, aJIpec MPOKUBAHUSA, TeIe(POHBI OONBHBIX, KaIOObI, aHAMHE3, POJIOCITOBHBIE,
HEBPOJIOTUUECKUNA OCMOTp, pe3yJbTaThl HHCTPYMEHTAIBHBIX M J1a0OPaTOPHBIX
METOJI0OB OOCNEOBaHUSI, JTUArHO3. BbUIM YUYTEHBI Cllydyau C JUarHO3amu: MO3HSS
MO3K€UYKOBasi aTakCHsl, Apyras HACJIECICTBCHHAas aTaKCHs, HACIICICTBCHHAs aTaKCHs
HEYTOYHEHHAas, 1101 KOTOPBIMU MOTJIM CKpbIBaThbCs Hepacno3HaHHbie AJ[ CLIA.

IIpousBenenbl KOMaHAUPOBKUA B I'. KOMCOMOJIbCK-Ha-AMype U CEMb PalOHOB
XabapoBCKOro Kpast (bukuHCKUH, BepxueOypeunckui, Bszemckuid,
Komcomonbckuii, um. Jlazo, Conneunsiit, Oxotrckuii, HukonaeBckuii, XadbapoBCKHii).

B wmccaemoBanme BxmroueHsl 167 demoBek, w3 HuX 107 manmeHTOB C
MEPBUYHBIM JUArHO30M «MO3KE€UYKOBasl aTAKCHUSI HEMPOAETEHEPATUBHOTO rene3a», 30
nanueHToB ¢ bIl Bomum B rpynny cpaBHenuss npu a”anusze BII; 30 310poBhIX
YEJIOBEK BOLUIM B TPYIILy KOHTpOJiA. KpuTepuid BKIIOUEHUS B HCCIEAOBAHHE —
MPOTPEeCCUPOBAHNE MO3KEUKOBOM aTakcuu Oozee 1 roza.

[IpoBoaunock JETAIBHOE HM3YYEHHE HEBPOJOTHYECKOTO WU COMATHYECKOTO
CTaTycoB, cOOp OOIIero ¥ TEeHEaJOTMYeCKOr0 aHaMHe3a. [sDKeCTh aTaKCHUH
OLICHHMBAJach C MUcnoiab3oBaHueM Mmikai: [llkama oueHkn W ompeneneHus CTEeneHu
atakcuu (SARA), oOuuii 6ann no mkane ot 0 qo 40 (HOpMa U TsKenas aTakCus
COOTBETCTBEHHO); MexayHapoaHas oOObeAWHEHHAs IIIKajlla OIEHKH aTaKCUu
(ICARS), oOmuii 6amn or 0-100 (HopMa M TsbKenash aTakCUs COOTBETCTBEHHO).

[[Ixanel ABISAIOTCS  BaJWAHBIMM, NPUMEHSIOTCS MOpPU  KIMHHUYECKOHW  OIIEHKE
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BBIPAKEHHOCTU aTaKCHH MPU Pa3IUYHBIX MATOJIOTHSX, HO MPEUMYIIECTBEHHO MpPU
AJl CHA (Brandsma R. et al., 2017). Jlnga yTOYHEHHUSI CTENEHU BBIPAKEHHOCTH
KOTHUTUBHBIX  HApylIIeHUWH  mpuMmeHsiack  MoHpealbcKas  IIKalla  OIEHKH
KOTHUTUBHBIX QyHKIUH (MoCA): 30 OamnoB sBAsSETCS MaKCUMaJIbHBIM, 4YTO
COOTBETCTBYET HOpPME, MeHbllle 26 0aioB COOTBETCTBYET KOTHUTHUBHBIM
HapyuieHusiM. [Ipy M3ydyeHUM BereTaTUBHBIX PACCTPOICTB KCMOJIB30Balach OIEHKA
10 ONPOCHUKY JUIsl BBISIBJICHUS MPU3HAKOB BEreTaTHBHBIX M3MeHeHuil (Beiin A.M.,
1998). Ouenka wHBaNWIM3alMK MAlMEHTOB MPOU3BOJUIACH MO HHIEKCYy baprens,
OILICHUBAIOLIEMY JECATH ITYHKTOB B cpepe caMooOCIyKUBAHUSI U MOOUITBHOCTH.

[IpoBoamiICsS MOJIEKYJISIPHO-TEHETUYECKUN aHAIU3 CaMbIX PaCIpPOCTPaHEHHBIX
dbopm AJl CIIA na 6aze JJHK-naGopatopuii 5 HEBPOJOTrHYECKOTO OTIEICHUS
®denepaibHOTO TOCYIApCTBEHHOTO HaydyHOro yupexiaeHus «HayuHblii 1eHTp
HEBPOJIOTUM» TMOCE TMOJy4yeHUs HHGOPMUPOBAHHOIO cOIIacusi OOJIBHBIX U UX
POACTBEHHHUKOB. M cnonap30Baiuch 0a30Bble MOJEKYISIPHO-TEHETUYECKUE METO bl
uccinenoBanus: noiauMepasHas nenHas peakius (IILP), ¢parmenTHbI anHanu3 u
npsIMOe  KamwuispHOe  cekBeHupoBanwe 1o  Conrepy. ['eHoTunupoBaHue
MUKPOCATEIUIUTHBIX TMOBTOPOB Te€HOB ATXNI, ATXN2, ATXN3, CACNAIA, ATXN7,
ATXNS w TBP mnpoBoauid MeTOoAOM (GparMeHTHOIO aHaldu3a Ha KamuUISIPHOM
T€HETUYECKOM aHaIN3aTope.

Jns  BBISIBIEHUS  HEUBU3YaNM3alMOHHBIX, HEUPODU3UOIOTUYECKUX U
1a00paTOPHBIX JAHHBIX JOMOJHUTEIBHO MPOBOAWIM DPsifi 00CIEeNOBaHUN B Tpymme
nanueHToB ¢ AJ[ CIIA (maruuTtHO-pe3oHaHcHas Tomorpadusi (MPT), BhI3BaHHBIC
MOTEHIUAJIBI, CTUMYJISIIUOHHAsA 3iekTpoHerpomuorpadgus (OHMI'), wuronbuaras
anekTpomuorpadus, snekrpodrniedanorpadpus (3317), onpeneneHue ypoBHsS celcHa
B CBIBOPOTKE KPOBH).

Craructuyeckass oOpaboTKa pe3yiabTaToB MpoBoAwiIachk B maketax Excel,
Statistica 10.0 u SPSS. KomnuuecTBeHHBIE HAaHHBIE OIMCHIBAJINCH C IIOMOIIBIO
CPEIHEro, CTaHIAPTHOTO OTKJIOHEHUS, KAUeCTBEHHbIE JIaHHbIE ObLIN MPEACTABICHbI B
BHUJIE 4YAaCTOT M TMPOIEHTOB. ['MIore3a O paBEHCTBE IUCIEPCHUI MPOBEPsSIaCh C
nomonibio Tecta JleBena. {s cpaBHEHUs IBYX HE3aBUCHUMBIX T'PYII UCIOJIb30BAJICS
T-tect CrblOfieHTa, B Ciydae WHOIO paClpeeseHUs JaHHBIX MNPUMEHSJICS TeCT

Manna—YutHu. JJIs1 OLEHKM CBSI3M KAYE€CTBEHHBIX MPU3HAKOB HCHOJIB30BAICS
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KpUTEPUU XH-KBaJpar, JIBY CTOPOHHU U TOYHBIN KpUTEPUHI Qdumrepa.
KoppensaumonHslii aHaN3 OCYIIECTBISUICS € MOMOUIIBIO PAaHTOBOM KOppEIALUU
Coupmena. [[i11 BCEX KpPUTEPUEB U TECTOB YPOBEHb 3HAYMMOCTH HPUHUMAJICS

paBHbIM 0,05.

OCHOBHBIE PE3YJIBTATHBI UCCIEJOBAHUSA

[Tocne yrounenuss auarHo3a u3 107 mamueHTOB ObUIM HMCKIIOYEHBI S0
oonpHBIX, HE uMeromue AJl CIIA (Gone3ns ['eHTHMHITOHA, pacCeSHHBIM CKIEPO3,
MYJIbTUCUCTEMHAsE aTpodusi, aJKOroJbHasl MO3KEUYKOBasl JIereHepalus, ayTOCOMHO-
pelleCCUBHBIE  MO3KEUKOBBIE  aTakcuu). Takum oOpa3oMm, B  pe3yibTaTe
npeaBaputenbHoro ckpuHuura rpynny AJl CLIA chopmupoBanu 57 manueHToB U3
28 HEpOJCTBEHHBIX CEME, MPOKUBAIOLIUX HA TEPpUTOpUU XabapOBCKOTO Kpasl.

Knunnueckast kaptuna y 6onbnbix ¢ Al CIIA 6bu1a reteporenna (Pucynox 1).
BripakeHHOCTh aTakCUM y TAIMEHTOB B Halllel BBIOOpPKE COCTaBWiIa MO IIKaJIaMm
ICARS — 47,0 £ 2,9, SARA — 18,3 + 1,2 Oauta; MHACKC >XKU3HEACATCIbHOCTH
Bbaprens — 80,6 + 3,1 Gamna, kornutuBHble PyHKIMH 110 otleHke MoCA — 23,8 + 0,4
Oata, CTEIIeHb BBHIPAKEHHOCTH BET€TATUBHON CHMITOMATHKHU IO OMPOCHUKY BeitHa

— 25,6 + 1,5 6amna.

DacuuKyJIsIpHbIe M0IePrHBaHus
Hapymenue 3puTeIbHbIX QyHKIMH
IN'unepkuHesbl

MplieyHast THNEePTOHUSA
Tpemop rosioBbI

CHuxeHUe IIYOOKHX peduiekcoB
IIcuxnueckue pacerpoiictea
Amuorpopun

Kionycsl cron

IMape3b!

OpanbHble peduiekcsl

Ta3oBble paccTpoiicTBa
Byan0apHble HApYLIEeHUS
ITaTonoruueckue pediaexcol
IoBbIenue rIy0oKux peduiekcos
Hapymenune 4yBCTBHTEJILHOCTH
HNHTeHUHOHHBIH TPpeMop
JAuzaprpus

I'nazoaBurare/ibHbIC HAPYIICHHS
Arakcusi

Hucrarm

Jducmerpus

MbllIe4Hasi THNOTOHUS

=3

10 20 30 40 50 60 70 80 90 100

Pucynok 1 — Hacrtora HeBposiornueckoi cumnroMatuku y nanueHToB ¢ AJ[ CLIA B

XabapoBCKOM Kpae
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[Ipu neitpoBusyanuzanuu y nanueHtoB ¢ AJl CIIA npeBanupoBana arpodus
noiymapuid U 4depBsi Mo3zxkeuka — 54,4 % OO0NbHBIX; peke BCTpeHauch atpodus
KOpbl Oonbpiiux monymapuit u auddysnas arpodpus mozxeuka (12,3 %), arpodus
ctBoia u nuddysnas arpodus mozxeuka (10,5 %), arpodus nomymapuii Moz xKeUdKa
(10,5 %).

B XabaposckoM kpae pacnpoctpaneHHocTb AJ[ CIIA cocraBuna 4,33 : 100
000 HaceneHHUs, UTO HECKOJIBKO MPEBBIINIACT MMEIOIIMECS JTAaHHBIE B CPEIHEM IO
esponeiickoit momynsiuuu (1,00-3,00 : 100 000 HaceneHwusi), B YaCTHOCTH MO
poccuiickoit (0,40-3,30 : 100 000 HaceneHus), TaTCKOW U HOPBEIKCKOMN TOMYJIALUSIM
(3,00 : 100 000, 4,20 : 100 000 Hacenenus cooTBeTcTBeHHO) (bapplliHKOBa U Ap.,
2002; van de Warrenburg, 2002; Kupunenko, 2004; Munapuomkun u ap., 2006;
Munraszosa, 2009; Paulson et al., 2017).

B monekynsipuoit crpykrype AJl CILIA B XabapoBckoM Kpae mpeoOiiagaioT
CIIA2 (26,3 % 6onbnbix) 1 CIHA1 (21,0 %), 3a Humu ugyt CLIA6 (12,3 %), CIIA17
(1,8 %); neyrounennnie AJ] CIHA coctapistot 38,6 % (PucyHok 2).

Homu CIIA1 u CIIA2 B XabapoBckoM Kpae B 4-10 pa3 mpeBbIIAIOT JaHHBIC IO
anoHckou nomyssinuu (5,5 % u 2,4 % cootBercTBeHHO). Kak n B XabapoBCKOM Kpae,
CIIA2 mpeobnanaer B Mekcuke (45,4 %), Coenunennnie mratel AMepuku (CIHIA)
(21,7-24,8 %), Utanun (24,0 %), Benecyane (21,9 %), u ee gons Oonblie, yeM B
Kanane (14,3 %), Kopee (12,6 %), Ilepy (7,8 %). JHons CIIA1 B XabapoBckom Kpae
cooTBeTcTBYeT nanHbiM no Wrtamuu (21,0 %), Benecyane (17,2 %) u npeBsbiiiaet
nokazatens B CIIA (9,2-17,4 %), xananckou (4,8 %), Opa3smiabCKOM TMOMYJIAIUAX
(6,0 %). IIpouentHoe cootHomieHne CIIA6 B XabapoBCKOM Kpae IpPEeBBIIIACT
JAHHBIE [0 UWTANbSHCKOW © Kopeickoi momymsamusm (1,0 % u 6,9 %
COOTBETCTBEHHO); TO ke camoe otMmeuaercs i CIIA17 — mectukpaTHoe
npeBbIlIcHHEe B Xa0apoBCKOM Kkpae B cpaBHeHum ¢ Snonmeint (1,8 % m 0,3 %
MalMeHTOB), JIBYKpaTHOE — B CpPaBHEHUU C uTanbsiHckol mnomyinsanueit (1,0 %).
KonunuectBo Heyrounennsix popm AJ[ CIIA B XabapoBckoMm kpae Menbiie (38,6 %),
yeM B uTanbsiHckoil momyssinuu (50,2 %) u B uenom no Poccun (58,1 %). Baxuo
oTMeTuTh, uto 110 40,0 % Oonpubix ¢ AJ[ CIIA B MUpe HE UMEIOT YCTaHOBJICHHOM

FeHEeTUYCCKOM MNPpUYWHbI T1IPU CCKBCHUPOBAHWHW W XAPAKTCPUIYIOTCA TOJIBKO

¢dbenotunom (Moseley M.L. et al., 1998; Jin D.K. et al., 1999; Maruyama H. et al.,
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2002; Brusco A. et al., 2004; Kraft S. et al., 2005; Bettencourt C., Lima M., 2011;
Cornejo M.R. et al., 2011; Ashizawa T. et al., 2013; Jayadev S., Bird T.D., 2013;
Krysa W. et al., 2016; Paradisi I. et al., 2016; Kmtomaukos C.A. u ap., 2017; Teive
H.A. etal., 2019).

38,6%

26,3%

21,0%
12,3%
1,8%
[ ]
CIIA2 CIA1

CIIAG6 CIIA17 HeyTouHeHHbIe

Pucynok 2 — PacnipoctpanenHocth renerndeckux popm CILIA B XabapoBckoM Kpae

B Xabaposckom kpae pacnpoctpaneHHocts CIIA1 pasua 0,91 : 100 000
HACeJIeHUsl, 4YTO COOTBETCTBYET o0O0memMupoBbiM aanHeiM (1,00-2,00 : 100 000
Hacenenus) (Manto M.U., 2005). Yacto BCTpeHarOMMMHUCST KIMHUYECKUMU
nposinenusimu - CIIA1 B monynsiiun  XabGapoBCKOro Kpast ObUTM MHpPAMHUIHBIC
CUMNOTOMBI — y 66,7% TalueHToB, B TO BpPEMs KaK IHUPAMUIHBIE CHUMIITOMBI
BBIABJSUIUCH TOJIBKO y TpeTu O00onbHbIX CIIA1 B Utanuu (Filla A. et al., 1996) u ne
YIIOMUHAIOTCA B KIIMHUYECKUX OMUCaHUsIX Ipyrux aBTopos (Jacobi H. et al., 2011). B
xabapoBckoi nonymsiuuu ¢okanbHbie aucToHuu npu CLA1 ormeuanuch y 8,3 %
OOJIbHBIX, B TAIBAHBCKOM MOMYJISAIMU — B Ba pa3a Menblie (4,4% nanuentos) (Chen
S.J. etal, 2019).

KoruutuBubeie Hapymienuss npu CIA1 B momynsauuu XabapoBCKOTO Kpas
BBIBJSUIMCH B 2-3 pasa yaiile, 4eM B 3apyOekHbIX ucclienoBanusx (66,7 % u 20,0-
30,0 % cayuaeB coorBeTcTBeHHO) (Schols L. et al., 1997; Filla A. et al., 2000).
OTMeueHa KOppEJSIIMOHHAS CBA3b MEXKAY BBIPAXKEHHOCTHIO KOTHUTHUBHBIX
HapymeHui 1o mkaine MoCA # TSKECThIO MO3KE€YKOBOM CUMIITOMATUKH IO IIKajIaM

SARA u ICARS, a Takxke ¢ xkonmuuectBoM CAG-1moBTOpoB B reHe ATXNI, 4TO HE
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OTMEYEHO B JOCTYMHOU MUpOBoOit nmureparype (r =-0,88, p <0,01; r=-0,93, p <0,01;
r = -0,56, p < 0,05, coorBerctBeHHo). Y 41,7 % O6ompHbIX ¢ CIIA1 BBISBISUTHCH
MICUXWYECKUE HapylIeHus (MOBEICHUYECKHE PACCTPONCTBA, arPECCUBHOCTD, CHUKEHHE
KPUTHKHU, OTCYTCTBUE UYyBCTBA JIUCTAHIIUH, AJIKOTOJIU3M), B TO BpeMs KaK B MUPOBOM
auTepaType IMCUXHUueckas CUMITOMaTHKa omnuchiBanach peako (Kameya T. et al.,
1995). Cunapom BeretaTuBHOM auctoHuu BeisiBisuics y 75,0 % nanuentoB ¢ CIIAL.
PeructpupoBanach mnpsiMasi KOPpPEIAIIMOHHAsT CBSI3b MEXKJY BO3pacTOM Hayanaa H
TSDKECTBIO MPOSBIICHUS BereTaTuBHOM HepocTatouHoctH (r = 0,705; p <0,05).

Pacnpoctpanennocts CIIA2 B XabapoBckoMm kpae coctaBmia 1,14 : 100 000
Hacenenud. [Jonsa CLIA2 — 26,3 % ciyuaeB ot Bcex A/l CLIA, 4TO cOOTBETCTBYET
mupoBoit cratuctuke (10,0-25,0 %), Ho Bhiiie, uem B CeBepHoit Amepuke (15,0-18,0
%), FOxuoit Adpuke (13,0 %), bpazmwmu (9,0 %), Actpanuu (6,0 %) u Anonun
(5,0 %) (Lopes-Cendes 1. et al., 1997; Storey E. et al., 2000; Bryer A. et al., 2003;
Kraft S. et al., 2005; Klockgether T. et al., 2019).

JleMeHIus, NICUXUYECKUe HApYIICHUs, YMUJICICUs, CIACTUYHOCTh OOBIUHO HE
obnapyxuBatorcst pu CILHA2 (Orozco-Diaz G. et al., 2012), Ho B Hamell BEIOOpKE
KOTHUTUBHBIE HapylleHus: ObutH BhIsIBIEHBL Y 73,3 % O0mbpHBIX ¢ CLIA2, oTMeuanach
Koppensamnusa 0amnoB no mkaie MoCA ¢ TskecThio aTakcud 1o Imkaiam SARA u
ICARS (r = -0,76, p < 0,01; r = -0,88, p < 0,01, coorBerctBeHHo). ¥ 13,3 %
MalMEeHTOB BBISIBISUIUCH NICUXUYECKHE HAPYLICHUS B BUJle Opeaa U 3MIIeNTHYECKUE
npunaaku, y 53,3 % — mnupamuaHas CHMIOTOMAaTHKA CO CIACTUYHOCTBIO.
BereratuBHble mposiBIieHHsT OOHapy»KeHbl y 66,7 % U KOppelaupoBaid C
MPOJOJDKUTEILHOCTRIO 3a00JICBaHUSI M TSHKECThIO aTakcu Mo Imkaimam SARA wu
ICARS (r=0,63,p <0,05;r=-0,84, p<0,01; r=-0,89, p < 0,01 cCOOTBETCTBEHHO).

Tpereit mo pacnpoctpaneHHocTH AJl CIIA B Xa0apoBCKOM Kpae SBHUJIACH
CLIA6 — 0,53 : 100 000 naceneHnusi. B paHee BBISBICHHBIX POCCHMCKHX CEMBSX C
CLIA6 y Bcex nmamueHToB MyTaHTHbIA reH CACNAIA conepxan 25 CAG-noBTOpOB
(Hosukona JI.B., 2002; Munrazosa 2.3., 2009), B To BpeMs Kak B MPEJICTABICHHOU
HaMH CceMbe Bce OOJbHBICE HMMENHU OoJiee MPOTsKEHHYIO dKcrmaHcuio B 27 CAG-
nmoBTOpoB. CriennpuIecKoi 0COOEHHOCTHIO OMMCAHHONW HAMH CEMBHU SBISETCS 0ojiee
paHHUM 1e0I0T 00JIE3HUW B MOCIEAYIOMIMX MOKOJICHHUSX, C MPEBBIIMICHUEM Pa3HUIIbI

MEXy ToKojieHussMHu B 12 ner, npencraBieHHoi B autepatype (Casey et al., 1993;
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Solodkin et al., 2012). Otmeuancs 6oaee ObICTPBINA TEMI TPOTPECCUPOBAHUS ATAKCUU
no mkaie SARA B nannoit cembe (0,4-9,0 OamnoB/ronm), B OTJIIMYKME OT MUPOBBIX
nanubix (0,8 6amnos/ron) (Coarelli G. et al., 2018). O6paiaer BHUMaHUE HAIUYKE
MICUXUYECKUX HAPYIIEHUI B JAHHOU CEMBE.

Ha detBepTOoM MecTe 10 pacrpoCTpaHEHHOCTH B XaOapOBCKOM Kpae 3aHUMAET
CIA17. B mupe onncansl MeHee 100 cemert ¢ CIIA17, yto 3anumaet 0,3 % oT Bcex
AJl CHA (Maruyama H. et al., 2002; Toyoshima Y. et al., 2019). B Xab6apoBckom
kpae pacnpoctpaHeHHOCTh CIIA17 coctaBuma 0,08 : 100 000 nHaceneHus, 4TO
npeBblaeT pacnpoctpaneHHOCTh B Anonuu (0,05 : 100 000 nacenenus).

Cuuraercs, yto npu CIL{A17 nopmansHoe konnuecTBO CAG/CAA-OBTOPOB —
25-40, npu natonoruu — 49-66. B MupoBoii nuTepaTtype NpencTaBieHbl 4 ciaydas ¢
CIIA17, y kotopsix BbisiBieHo 42 CAG/CAA-noBTopa B reHe TBP, ¢ OTHOCUTENHHO
N0OpOKAUYEeCTBEHHBIM (PEHOTUIIOM B BHJE JIETKOM aTakCUM, JU3apTpUH U
mucauanoxokunesa (Nolte D. et al., 2010) u neckonbko cinydaeB ¢ 41 CAG/CAA-
noBTopoMm B rene TBP (Nanda A. et al., 2007; Alibardi A. et al., 2014; Doherty K.M.
et al., 2014; Park H.A. et al., 2016; Origone P. et al., 2018).

Onwucannblii Hamu caydad CIA17 ¢ KIMHUYECKOM KApTUHOM AaTaKCHH,
JIEMEHIINH, XOPEUYECKUX TUIMEPKUHE30B B KUCTSX, aTpodueil Mo3xKeuka, MaueHTKa
umena skcrancuio B 42 CAG/ CAA-nioBropa B redHe TBP. [lanHble MUPOBOI
JIUTEpaTypbl MO3BOJSAIOT Mpeanonoxkutb, 4to 42 CAG/CAA-nostopa B rene 7TBP
CIEyeT pacCMaTpUBATh KaK MaTOre€HHOE Yucio moBTopoB npu CIIA17.

CornacHo pe3yabTataM Hamero ucciegoBanus, y 83,3 % nanueHToB ¢ A/l
CHA wumeerca OHMI'-kapTuHa nDONMHEBpPONATUH, NPEUMYIIECTBEHHO HWXHUX
KOHEUHOCTEH, TP 3TOM 0€3 KIMHUYECKUX NposBieHui. B nepByto ouepenn npu A/l
CHA nopaxatotrcs maniobepiioBsie HepBbl — B 40,0 % cnydaeB. Otmevanuch Ooiee
rpyObie nopaxeHnue MoTopHbix HepBOB npu CIIA1 u CIIA6, 4yBCTBUTENIBHBIX HpPU
CILIA2 (p <0,05).

[Ipu mpoBeAeHUU 3pUTENBHBIX BBI3BAHHBIX MOTeHIUANOB (3BIl) m3meneHus
oOHapyxuBanuchk y 73,3 % 6onbubix ¢ AJl CIA (Tabmuna 1). I[Ipu BII uzmenenus
HaOmoganuch B 3 pasza pexe (21,4 % mamuentoB). OTMedanoch 00jiee BhIpaKEHHOE
aKCOHAJIbHOE MopaxxeHue 3putenbHoit ahdepentanuu B kopy npu AJl CLIA, uem npu
BIT (p < 0,001).
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Ta6muna 1 — [lokazaTenu JaTeHTHOCTH U aMIIuTy a6l P100

Al CHA BII I'pynna koHTpoOJIst
IHoka3zarenn 3BII (n=30) (n=30) (n=30)
HaTeHTH;Z‘C:TB PI00, 1 11239 £2,08" 108,43 + 2,03 97,32 + 4,40
AMHJII/I;ZZ%& P100, 5.61 + 0,59™ 9.95 + 0,84 6,51 +3,31

Ilpumeuanue: * — yBenWYeHHAs JIATEHTHOCTb MO CPABHEHUIO C KOHTpoJbHOU rpymmoii (p < 0,01),
** _ CHIDKEHHE aMIUIUTY]IBI IO cpaBHeHUIo ¢ rpymmnoii BIT (p < 0,001).
y )

M3MeHeHHsT aKyCTUYECKUX CTBOJIOBBIX BbI3BaHHBIX moTeHnnanoB (ACBII)
obun oOHapyxeHbl y 83,3 % mnanuentoB ¢ AJ[ CIIA. Ilpu BII peructpupoBanuch
W3MEHEHUS HAMHOIO pexe — y 26,6 %. M3MeHeHnss HOCWIM MPEeUMYyIIECTBEHHO
AKCOHAJIbHBIN XapakTep Ha MOHTO-Me3eHledansHoM ypoBHe npu AJl CLIA.

AHOMaJIMM COMAaTOCEHCOPHBIX BbI3BaHHBIX mnoTeHnuanoB (CCBII) npu
CTUMYJISINMHA CPEeIMHHBIX HEPBOB BbIsABICHB y 100% mamuentoB ¢ AJl CLIA,
MOpaXeHUE OTMEYAJIOCh MPEUMYIIECTBEHHO Ha IIEHHO-CTBOJIOBOM YpPOBHE, B
orninure oT marueHTtoB ¢ BII (Tabmuma 2; Tabmuma 3), y KOTOpPBIX H3MEHEHUS

PErUCTPUPOBATHUCH TPEUMYIIIECTBEHHO HA KOPKOBOM YPOBHE.

Ta6nuna 2 — [lokazarenu natentHocTy ukoB CCBII npu cTUMyIsiiuM CPEeUMHHOTO

HEpBa
Al CHA BII I'pynna koHTpoJIs.
JIaTeHTHOCTB, MC (n=30) (n=30) (n=30)
N9 (1. Opba) 10,32 +£ 0,20 10,25 + 0,28 9,60 £ 0,70
N13 (Cvn) 15,78 £ 0,53%# 13,99 +£ 0,25 13,21 + 0,80
N20 (Kopa) 22,91 +£0,94° 22,64 + 0,67 18,90 + 1,02

Ilpumeuanue: * — yBeNWYeHHAs JIATEHTHOCTb MO CPABHEHUIO C KOHTpoJbHOU rpymmoii (p < 0,01),
## — yBenuueHHas nareHTHOCTh B rpynne A/l CLIA no cpasrenuto ¢ BII (p <0,01).

[Tpu peructparuu CCBII ¢ 6onbiiedepiioBbiXx HEPBOB Y 66,7 % ManUeHToOB C
AJl CIIA ormeuanach peayKUHs OTBETOB HA CIIUHAIBHO-IIOSCHUYHOM YPOBHE, YETO
He HaOmoganoch y nanueHToB npu bII (Tabmuna 4). [Ipu AJl CLIA nabmoganoch
0oJiee BBIPAKEHHOE YBEJIIMUYEHHE JIATEHTHOCTH KOPKOBOro oTBeTa, yem mpu BII (p <
0,001).
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Tabnuna 3 — MexnukoBbie unTepBaiibl CCBII nmpu ctuMynsiiiuu cpeIMHHOTO HEPBa

Al CHHA BII I'pynna koHTpoJIst
MIIH, me (n=30) (n=30) (n=30)
N13-20 8,24 £ 0,62 8,15+ 0,59 5,81 £0,52
N9-13 5,50 £0,52""" 3,73 £0,20 3,50 £0,40
N9-20 13,63 £ 0,80° 12,39 £ 0,58 9,20+ 0,51

IIpumeuanue: * — ysenuuenuslii MIIM no cpaBHEHHIO ¢ KOHTpOJIBbHOM rpynmoit (p < 0,001), ** —
yBenuueHHbI MIIN 1o cpaBHEHMIO ¢ KOHTPOJIbHOM rpynmnoi (p < 0,05), *** — ypenuuennsiit MIIN
B rpymnmne AJ[ CIIA no cpaBuenuto ¢ BIT (p <0,01).

Tabmuma 4 — Ilokazatenum nateHtHoctu nukoB CCBII npu  crumynganuu

00J1b111e0epIIOBOIO HEPBA

I'pynna
IMoxka3zarean CCBII A’H_CHA liH KOHTPOJIA
(n=30) (n=30) (n=30)

JlatentHOCTh N22 (CIMHANBHBIN

22,69 + 0,88 23,87+0,57 | 20,96 £0,81
OTBET), MC

JlatentHOoCcTh P38 (KOpa), MC 41,10+ 0,49 | 38,43+£0,74 | 35,11 +0,46

MIIN N22-P38, mc 19,16 £1,19" | 15,03 +3,03 14,14 £ 0,61

IIpumeuanue: * — yBenmu4eHHBIN apaMETp MO CPABHEHUIO ¢ KOHTPOJIbHOM rpymmnoi (p < 0,001), **
— yBenuueHHbI napamertp B rpynne A/J[ CLIA no cpaBrenuto ¢ BII (p <0,01).

KoruutuBHble pacctpoiicTBa Obut oOHapyxeHbl y 70,2 % mamuentoB ¢ A/l
CLIA, 4TO TOBOPUT O HAPYLUIEHWH KOPKOBO-MO3KEUKOBBIX CBS3€W IPU JaHHOU
MaTOJIOTUU. ODTO TOATBEPKIAACTCS HE TOJBKO KOTHUTUBHBIMH TE€CTaMH, HO U
perucrpanueld KOTHUTUBHBIX BbI3BaHHBIX moTeHuuanoB (KBII) merogom P300
(matentHocts P300 — 358,05 £+ 10,66 Mc), 4to emie pa3 MOATBEPKAAET POJb
MO3K€UKa B KOHTPOJIE BBICIITUX MCUXUYECKUX (PYHKIIUM.

bonee rpyOble KOTHUTUBHBIE HapYIICHUsS Oonpeaesiuck no oneHke MoCA y
nanueHToB ¢ CIA2, yeM y maruenToB ¢ HeyTouHeHHBIM TuoM AJl CILHA (p < 0,05),
a Takxke OoJyiee BbIpaKEHHbIE HapylleHus y nauueHtoB ¢ CLIA2, B oriamuue ot
namuenToB ¢ CIIA1 (p < 0,05).

[To pe3ynbTaTamM KOKHO-CUMIATUYECKOTO BbI3BaHHOTO noTeHIuana (KCBII) y

nmaiueHToB ¢ AJl  CIIA BBISIBISUIOCH CHHDKEHME TApaCUMIATHYECKOW U
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CUMITATUYECKON COCTABJISIIONICH WM TOJHAs PEIyKIUs BEreTaTUBHOWU peakuuu (y
34,5 % 06onbHBIX), 4ero He Obu10 00HapykeHo npu bl (Tabnuma 5).

OOHapy»XeHO JOCTOBEpHOE IIpeo0IaJjaHre BEreTaTUBHOW JUCTOHUM IIPU
olleHKe 1o onpocHUky BeitHa y 6onbnbix ¢ CLIA6 B cpaBHenuu ¢ CIIA1, CIIA2 (p <
0,01), a Takxe y OOJIbHBIX ¢ HEYTOYHEHHBIM TUIIOM B cpaBHeHuu ¢ CIIA2 (p < 0,05).
BereratuBHbIe HApYLIEHUS 110 ONPOCHUKY BeliHa KOPPEAUPYIOT C TAKECTHIO ATAKCUU
mo SARA (r = 0,503, p < 0,05), 9TO TOBOPUT O HApaCTAaHUM BETCTATUBHOMU
HEJIOCTATOYHOCTH MO MEPE MPOrpPecCCUPOBaHUs O0IE3HHU.

IIpu wuccaemoBanuu OO0 y mamuenTtoB ¢ AJl CIHA He ObUIO 3HAYMMBIX
W3MEHEHUM.

VYposensb cenena B cbiBOpoTke KpoBHu y 30 nmanuentoB ¢ Al CLIA Obut cHUXeEH
Ha 41,5 %, uto coctaBuno 48,3 + 1,5 Mkr/mn, npu 3ToM B rpynne KoHTposs y 30
310pOBBIX KuTened XabapoBckoro kpas — 82,5 £ 1,8 (p < 0,001). B rpymnme
namueHToB oreHka mo mkaine SARA cocraBuna 18,2+1,5, mo MoCA - 23,0+£0,6

0aJUIoB.

Ta6numna 5 — [loka3arenu npu uccnenoBannu KCBIIT

AJl CHHA BII I'pynna koHTpoJIst
IToxa3aTean KCBII (n=30) (n=30) (n=30)
I[I/ICTaJ'IBHaHMJZaTeHTHOCTL, 1,49 £ 0,07 1,39 + 0,04 1,45 + 0,02
Awmmuryna Al, mB 0,30+ 0,07 0,38 £ 0,09 0,56+ 0,10
Awmmuryna A2, mB 2,13+0,39° 2,11 £0,21 3,31 +£0,25

Ilpumeuanue: * — cumxenne aMmuuty sl B rpynmne AJl CLIA mo cpaBHEHHUIO ¢ TPYNIONW KOHTPOJIA
(p < 0,05), ** — cumxenne ammuuty sl B rpynmne AJl CLIA mo cpaBHEHUIO ¢ TpyNIIoi KOHTPos (p
<0,001).

OtMeuaetcst oOpaTHasi KOPpENALMsS TSHKECTH artakcuu mo mkaie SARA u
colepKaHUs celieHa B ChIBOpOoTKe kpoBHW y manueHToB ¢ AJ] CIIA (r = -0,501; p <
0,05), mpsimMasi KOppeJSIIMsS yPOBHS CeJIeHa B CHIBOPOTKE KPOBU y TMAIMEHTOB ¢ A/
CIA u onenkoit mo MoCA (r = 0,455, p <0,05).

OtMeuaetcst oOpaTHasi KOPpENAlMs TSDKECTH artakcuu mo mkaie SARA u
colepKaHUs celieHa B ChIBOpOoTKe kpoBHW y manueHToB ¢ AJ] CIIA (r = -0,501; p <

0,05); mpsiMmasi KOppeNnsAlUs YPOBHs CEJIEHA B CHIBOPOTKE KPOBH y MAITUEHTOB ¢ AJ|
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CIA u onenkoit mo MoCA (r = 0,455, p < 0,05). Takum 06pa3omM celieH, BEPOSITHO,
urpaet poias B natorenese A/l CLIA.

Takum 00pa3oM pe3ynabTaThl UCCIEIOBAHUS CBUECTEICTBYIOT O BBIPAKEHHOM
KIIMHUYECKOM MOIUMOpPU3ME U TPYAHOCTAX AudPepeHnanbHOl JUarHOCTUKH
naHHoro 3aboneBanus. HecMoTpss Ha pa3BUTHE MOJIEKYJSIPHO-T€HETUUYECKUX
texHonoru, auarHoctuka AJ[ CIIA no cux mop B MPAaKTUKE OCHOBBIBACTCS Ha
TINATEIbHO COOpaHHBIX JAHHBIX HEBPOJIOTMYECKOr0 OCMOTpa M aHaMmHe3a. B
UCCIIEIOBAHUM TIOKa3aHa MpsMasi KOPPEISLHUOHHAS CBSI3b MEXIY KOTHUTHUBHBIMH,
BEr€TATUBHBIMU HAPYLICHUSIMU C TSXKECThIO ATAKCUUM M CHIDKCHHEM KayecTBa

KHU3HCOACATCIBbHOCTH.

BbIBO/IbI

1. B XabapoBckoMm Kpae pacrnpOCTpaHEHHOCTh AyTOCOMHO-IOMHHAHTHBIX
CIIMHOIIEpeOeIApHBIX aTakcuii paBHa 4,33 Ha 100 000 HaceneHus, YTO MPEBBIIIACT
MOKa3aTeNu JUIsl EBPONEHCKUX U APYTUX POCCUMCKUX MOIMYJISLIHM.

2. B XabapoBCcKkoM Kpae HanboJee 4acTo BCTpEYACTCS
cnuHouepebeusipHasl atakcus 2 tuna (26,3 % ciaydaeB), XapakTepu3yercs
npeobnananreM KOTHUTUBHBIX (73,3 %), BereratuBHbIX HapyuieHuu (66,7 %),
MUPAMUIHOW CHUMIOTOMATUKU CO CcHacTUYHOCThIO (y 53,3 %), NcUXUYecKUMH
pacctpoiictBamu (13,3 %).

3. BrisiBiienHas cnuHolepeOensipHas atakcus 6 TuUna C OPOTSKEHHOU
skcniancuer B 27 CAG-NOBTOpOB XapakTepuizyercss Oojiee paHHUM JIe0HTOM
3a00J7€BaHMs B MOCIEAYIONIMX MOKOJEHUAX (C pa3sHUlleld B 3 roja Mo CPaBHEHUIO C
MUPOBBIMU JIaHHBIMM); 00Jiee OBICTPHIM TEMIIOM MPOTPECCUPOBAHUS 3a00JIeBaHUS U
HaJUYUEM TICUXUYECKUX PACCTPOUCTB B BHUJE 3alOMHOrO MbSHCTBA, CYUIUIATBHBIX
JNEUCTBUM.

4. O6napyxeHa cnuHolepeOensipHas atakcusi 17 Tuma ¢ HeOOIbIION
skcnancuei (42 CAG/CAA-nioBTropa) B reHe 7BP 1 BbIpa)KEHHBIMU KIMHUYECKUMHU
MPOSIBIICHUSIMU, YTO MOATBEpAKAAET NaTONOrudHOCTh Majdbix CAG/CAA-OBTOPOB B
rene 1BP.

3. JIns  ayTOCOMHO-JOMUHAHTHBIX —CIHUHOLIEPEOCIUIIPHBIX  aTakCUil B

XabapoBCKOM Kpae XapaKTEpHO BOBJICUCHHE B MATOJOTHMYECKUNA MPOIECC
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nepuepuueCKUX HEPBOB HIKHUX KOHEYHOCTEHM, KOTHUTHUBHOM, BEreTaTHMBHOM,
3pUTENIBHOM, CITyXOBOM, UyBCTBUTEIBLHON appepeHTHOMN CUCTEM.
6. BrisiBIIeH HU3KHI YPOBEHB CEJIEHA B CBIBOPOTKE KPOBU MPU ayTOCOMHO-

JIOMUHAHTHBIX CIIMHOLIEPEOSIUISIPHBIX aTaKCUsAX B XabapoBCKOM Kpae.

NEPCHEKTHUBBI JAJIBHEWINEN PASPABOTKHA TEMbBI
[lepciekTBamMu nanbHEHIIEH pa3pabOTKU TEMbl SBISETCA MPOAOTIKEHUE
n3yueHune Helpodu3noiorndeckux u gaboparopusix ocooennocrerd npu AJl CLIA, u
OTJIMYUNA OT APYTUX HEMpoJereHepaTUBHBIX 3a0oneBaHuil g nuddepeHunanbHON
JUATHOCTUKM B MPAKTUKE Bpadya-HEBpPOJIOra, a TaKXKe MPUMEHEHHE MpH
HEYCTAHOBJICHHOM T'€HETUYECKOM JlepeKTe MEeTOJ] MaccOBOr0 MapajieIbHOTO
CEKBEHUPOBAHMS [l YTOYHEHHUsSI pacrpocTpaHeHHOCTH Oozee penkux dopm A/l

CIIA B XabapoBCKOM Kpae.

IHPAKTUYECKHUE PEKOMEHJIALINHU

1. VYuuteiBas BbicOKy10 pacnpoctpaHeHHocTh AJ] CIIA B XabGapoBckom
Kpae, He00X0JUMO MPOSIBIATh TUATHOCTUYECKYI0 HACTOPOKEHHOCTh B OTHOILIEHHH B
JAHHOM ITaTOJIOTUH B PETHOHE.

2. IIpu npoBeaeHnn MOJEKyJIsIpHO-TeHeTHYecKOr nuarHoctuku A/l CLIA B
MEPBYI0 OYEpelb PEKOMEHAYETCA MNOUCK MyTauuili B reHax ATXN2, ATXNI,
CACNAIA, TBP. ChenyromuMm 3TanoM JIHATHOCTHKMA IIPH HEYCTAaHOBJIECHHOM
TF€HETUYECKOM JIe(peKTe BO3MOXKXHO MNPUMEHEHHWE MAacCOBOr0 MapajuIeIbHOIO
CEKBECHHUPOBAHMS.

3. v MalMEHTOB npu CIIOPaNYECKUX CIIy4dasix aTaKCuii
HEHUPOAECTEHEPATUBHOIO N'€HE3a PEKOMEHYETCSl MPOBOJINUTH IMOUCK MyTallMd B T€HaX
CACNAI1A (C11A6), TBP (CLIA17).

4. Heobxoaumo nposeaenune crumyiasiunoHHor DOHMIT mis nuarHocTuku
CyOKIINHMYECKUX TOJUHEBPONAaTHil, KOTOpPbIE MOTYT YCYIyOJIAITb AaTakCUIO Y
nanueHToB ¢ AJl CLIA u TpeOyoT CHMIITOMaTUYECKOTO JIEUECHHUS.

3. [IpecuMnTOMHBIM HOCUTEIAM CHA-myTanuii  peKOMEHIYETCA

JUHAMHYECKOE HAONIOJEHHEe C M3yYEHUEM BBI3BAHHBIX MOTEHIUATIOB  JJIS
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CBOEBPEMEHHON JMAarHOCTUKM MOTOPHOW cTaguu 3a00J€BaHUS U  PaHHEro
Ha3HAYEHUS CUMIITOMAaTUYECKOH, a B OyJyllleM — NaTOT€HETUYECKOM TepaIny.

6. [Icuxuyeckue, KOTHUTUBHBIE HapyuieHus cpeau nmanueHtos ¢ Al CLIA
TUKTYIOT IIPOBEJICHHUE HENUPOIICUXOJOTHYECKOTO CKPUHUHIA BO BpEMSA OCMOTpaA
OOJIbHBIX € JIaIbHEWIIMM MPOBEJCHUEM KOTHUTUBHON peadWiIuTallud MpH
HEO0OXOAMMOCTH.

7. VYV mnamuentoB ¢ AJl CIHA TpeOyercss TIIATENIbHOE HCCIEIOBAHUE
BereratuBHoro craryca ¢ npumeHennem KCBII nns BeIABIEHUS HAapyLIEHUW H

PaHHEN MEIMKAMEHTO3HON KOPPEKIIHH.

CIMIACOK HAYYHBIX PABOT, ONYBJIUKOBAHHBIX IO TEME
JTACCEPTALINA

1. KoXHO-cuMnaTiuecKknii BBI3BAHHBIM IMOTEHUHUATI MPHU AayTOCOMHO-
JOMUHAHTHBIX cnuHolepebemsipubix atakcusix / JA.B. U, T.H. IIpockokora, E.C.
Mynsatunkas, A.M. Xenumckuiéi // BecTHHUK HEBpPOJIOrUMH, TMCUXUATPUU U
Hevipoxupypruu. —2019. —T. 110, Ne 3. — C. 55-58.

2. N, /A.B. 3purenbHbli BBI3BAHHBIA MOTEHUHUAI MPU ayTOCOMHO-
JOMUHAHTHBIX crnuHolepedeapubix arakcusx / JA.B. WU, T.H. IIpockokosa //
CoBpeMeHHass MEIUIMHA: HOBBIC MOJIXO0/Ibl U aKTYaJIbHbIE UCCIIEIOBAHUS: CO. CT. IO
Marepuanam XXIV ~ MexayHapoaHol  Hay4HO-NPAKTUYECKOW  KOH(EpEHUIUH
«CoBpeMeHHasi MEIMIIMHA: HOBBIE MOJAXOAbl M aKTyaJbHbIE HUCCIEIOBAHUS». — M.,
N3n. «MaTeprayka», 2019. — C. 19-23.

3. N, J.B. KorHuTuBHBIA BBI3BAHHBIA MOTCHUMAI IIPU ayTOCOMHO-
JOMUHAHTHBIX crnuHonepedeapubix arakcusx / JA.B. WU, T.H. IIpockokosa //
EcrecTBeHHbIE HayKuM W MeAMIIMHA: Teopusl W MpakTuka: ¢O. cr. mo matep. XII
MEXIyHap. Hayd.-1ipakT. koH(. — HoBocubupck: CubAK, 2019. — C. 27-32.

4. BereratuBHble  paccTpoWcTBA Yy  NANMEHTOB C  ayTOCOMHO-
nmoMuHaHTHEIMU aTakcusmMu / A K. ®dunomosa, T.A. Ourumnoesa, JA.B. U, T.H.
IIpockokoBa // AKTyalbHBIE BOIPOCH COBPEMEHHOM MeIWIMHBI: Matepuaianbl 11
JlanbHEBOCTOYHOTO MEIUIIMHCKOTO MoJioAekHoro ¢opyma. — Xabaposck: M3a-BO
JABI'MY, 2019. — C. 57-59.
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3. N, J.B. TI'eneruueckas CTpPyKTypa ayTOCOMHO-IIOMHUHAHTHBIX
criHolepeOeusipHbIX arakcuii B XabaposckoM kpae / JI.B. 1 // Monoasie yuensie -
Xabaposckomy kpato. Marepuanbl XXII kpaeBoro KoHKypca MOJIOJBIX YYEHBIX U
acriupaHToB. — Xabaposck: 1U3n-so Tol'y, 2020. — C. 167-169.

6. Copnepxxanue ceneHa B ChIBOPOTKE KPOBHM Y IMAIMEHTOB C ayTOCOMHO-
JTOMUHAHTHBIMH CIIMHOIIEpEOCIIIPHBIMU aTakcusiMu B XabapoBckoM kpae / J.B. U,
T.H. IlpockokoBa, H.}O. fAxymeBa u np. / BecTHUK HEBPOJOTHH, MNCUXUATPUU U
Herpoxupypruu. — 2020. — T. 124, Ne 2. — C. 80-83.

7. Cunapom CANVAS-uactass ¢dopma HacleJACTBEHHOW aTaKCUU C
no3aauM HadanoMm / E.Il. Hyxnssiid, H.}O. AGpamsiueBa, E.I'. BopoObeB u np. //
Menununckas reneruka. — 2020. — Ne 4. — C. 51-52.

8. CouunanbHasi pojib HACIEICTBEHHBIX 3a00JIeBaHUN HEPBHOW CHUCTEMBI B
Xabaposckom kpae / H.B. Banosa., T.H. IIpockokona, I.B. U, A.M. Xenumckuii //
JlanbHEBOCTOYHBIA MEAUIUHCKUH KypHa. — 2020. — Ne 3. — C. 54-57.

9. N, A.B. KiIMHUKO-T€HEAIOrM4YeCKHE W MOJEKYJISIPHO-TEHETHYECKHE
0COOCHHOCTH cruHOIIepeOespHoON aTakcuu 1 Tuna B XabapoBckom kpae / JI.B. U,
T.H. IlpockoxoBa, H.B. Cukopa // BecTHUK HEBpOJOruM, TMCUXHATPUU U
Hevpoxupypruu. — 2020. — Ne 10. — C. 33-39.

10. MounekynsipHas AMUIEMHUOIOTHS ayTOCOMHO-JJOMUHAHTHBIX
criuHOIepeOeUIApHbIX aTakcuii B XabapoBckoM kpae / J.B. U, T.H. IIpockokona,
H.IO. A6pambiueBa, C.H. Unnapuomkun // HepBubie 0oneznu. — 2020. — Ne 4, —
MPUHATA K TIEYATH.

11. ®enorunuueckue ocobeHHOCTH poccuiickoit cembu ¢ CIA6 wu3
Xabaposckoro kpast / T.H. IIpockokosa, .B. U, H.b. Cepatok, H.}O. AGpambruena
// AHHanbBl KIMHUYECKOM M SKCIEpUMEHTaNbHOM HeBponoruu. — 2021. — Ne 2. —

IIPpHUHATA K IICYaTH.

CIIUCOK COKPAIIIEHUN
AJl CIIA — ayTOCOMHO-TOMUHAHTHAsl CIIMHOLEPEOEIUIsIpHAs aTaKCUs
ACBII — akycTHY€CKHI1 CTBOJIOBBIN BBI3BAHHBIN MOTEHIIHAI
BIT — 6onesns [lapkuncona

3BII — 3puTenbHbINA BBI3BAHHBIN MIOTEHIUA



KBII — KOrHUTUBHBIN BBI3BAaHHBIE TOTECHIIHA

KCBII — k0HO-CHMNIaTUYECKHUI BBI3BAHHBIN MTOTEHIUAT

MPT — MarHuTHO-pE30HAHCHAsE TOMOTpadus

[II1P — monuMepa3Has uenHas peaKuus

CCBII — coMaToCEeHCOpPHBIE BbI3BaHHBIC OTCHIIAAIIBI

CIHIA — CoenuHeHHbIE IITATHI AMEPUKH

OHMI" — snextponeiipomuorpadust

O0I" — sanexrposnuedanorpadus

ICARS (International Cooperative Ataxia Rating Scale) — MexayHapoanas
00beIMHEHHAs [IKaJIa OLIEHKU aTaKCUU

MoCA (Montreal Cognitive Assessment) — MoHpeanbckasi IIKajda OIEHKHU
KOTHUTUBHBIX (PYHKIIUMA

MPS  (massive parallel sequencing) — MaccoBoe  MapajIeabHOE
CEKBEHHPOBAHUE

SARA (Scale for the Assessment and Rating of Ataxia) — Illkana oneHku u

OIIPCACICHUSA CTCIICHN aTaKCHUHU
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