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CMAAKOBA MO3O4YKOBA ATAKCIig: OCOBAUBOCTI
AIATHOCTUKW TA MEPEBIrY

Pestome. Pozensdaemocs kainiuHuil 6unadok cnadkogoi Mo304K080i amakcii, mpyonowyi npu diaeHocmuyi 0ano2o

3aX80PIOBAHHSL.
Karouosi caosa: cnadkosa mo3ouxo6a amakcis.

CnankoBi M0o304KoBi aTakcii (CMA) 9BIS10Th CO00I0
TeTEPOreHHY TPYIy XBOPOO, IO MPOSIBISIOTHCS MTOPY-
IIEHHSIM KOOPAWHAIIIl PyXiB i XUTKICTIO IIPU XOi, 9aCTO
MOPYIIEHHSIM BUMOBH |3, 5]. ATakcCisi BUHUKA€ BHACTIIOK
HOopYyLIeHHS (YHKIIii MO30UYKa Ta 10T0 3B’SI3KiB, YPaKeHHS
CTIIMHHOTO MO3KY, Mepu(@epuIHuX CEHCOPHUX PO3IaiiB
Ta 3a paXyHOK KoMOiHalii HuX npuduH. Y OiIbIIOCTI
TOCTIIKEHUX TMOMYJISILii MOIMPEHIiCTh 3aXBOPIOBAHHS
CTaHOBUTH y cepenHboMy 1 Ha 100 Tuc. HacedeHHS.
VY T1oii ke yac y pi3HUX reorpadivyHUX 30HaX iCHYIOTh
pi3Hi perioHu, ae 4yacToTa 3aXBOPIOBAHHS 3pocTa€ [4].
Ipynma aBTOCOMHO-IOMiHAHTHUX CIIIHOLIEPEOCTIIPHUX
aTakciii BKJIIOYA€ psll cCaMOCTIMHUX 3aXBOPIOBaHb, 1110 €
MoniOHUMHU 32 CBOEIO KJIIHIYHOIO KAPTUHOI0, OCHOBHUMMU
naToMop@OJIOTiYHMMHU 3MiHAMU i XapaKTE€pOM TeHeTu4-
HOTO nedeKTy.

Kniniyaa kaptuaa CMA xapaKTepu3yeThCst PO3BUTKOM
MO30UYKOBO-ITipaMiTHOTO CHHIPOMY B pAHHBOMY JOPOCIIOMY
BiWi [1, 5], #ioro MBUAKUM IIPOrpeCyBaHHSIM, IO IIPU3BO-
IUTH IO COLIIaIbHOI Ae3amanTallii XBOpMX i TOMIiTHOTO 3MEH-
IIeHHs TpuBaiocTi XuTTsa. KoxHa i3 ¢popM 1OMiHaHTHOI
CIMIMHHOMO304YKOBOI aTakcii Ma€e MeBHiI 0COOIMBOCTI
HEBPOJIOTiYHOTO CUHAPOMY I ITepebiry XBopoou.

OcHosHi popmn CMA

CMA tuny 1 moumHa€eThCcsd 3a3Buyuaili Ha 3—4-My
IecaTWITTI XuTTsa. OcHoBHUM ITpossBoM CMA tumy 1 Bxke
Ha paHHIX CTaIisIX 3aXBOPIOBAHHS € TTOETHAHHS MO30YKOBHX
MOPYIIeHb, TN3apTpii i MmipaMigHoi cuMIToMaTuku. Yepes
JEeSTKHI 9ac XBOPi MepecTaroTh XOAWTH i BTpaYaroTh 3MaTHICTh
JI0 CaMOOOCITyTOBYBaHHSI.

CMA tumy 2: HeBpOJIOTiYHA KapTHHA CXOXa OO0 TaKoil
CMA tumy 1, ajie BaXJIMBO BiIMITUTH, IO Y XBOPUX i3

CMA Tuny 2 HabaraTo 4acrille BiZMi4a€TbCs 3racaHHI
CYXOXMJIbHUX peIEKCiB Ta CTATOKIHETUMHUI TPEMOD PYK.
Ax i mpu CMA tuny 1, y cim’sax i3 CMA tumy 2 Hepinko
crocTepiraeTbca (peHOMEH aHTUIUIIALIl, 0COOJMBO IIpU
nepenadi 3aXBOPIOBAHHS 110 YOIOBIYilA JTiHii.

CMA tuny 3, a6o xBopoba Mauago — [Ixo3ed,
XapaKTepU3YyEThCS BUPaXKEHUM MOTiMOPdiZMOM KITiHIYHHAX
mposBiB. Pa3oM i3 MO30YKOBOIO aTaKCi€lo y XBOPUX MO-
KYTh CIIOCTEpiraTucs ekcTparipaMiiHa cUMITOMaTUKa
(OIMCTOHIS I CMHAPOM IMapKiHCOHI3MY), aMioTpodii,
CUMIITOMHU ypaxKeHHS ITipaMigHOro Tpakrty. BaxmuBum
IiarHOCTUYHUM (DAaKTOPOM € 30BHIIITHST O(TAIbMOTILIETIS,
dacuuKymsii mepiopalbHOI MyCKyJIaTypu Ta (heHOMEH
BUITYKJIUX OYEHt.

CMA tuny 4 — pinkicHa ¢opMa aBTOCOMHO-
NIOMIHAHTHUX aTaKCiii, AJIs IKO1 XapaKTepHe MOEIHAHHS
MPOTrPeCyoUnX KOOPAUHATOPHUX MOPYIIEHb T CEHCOPHOT
HEeBpPOIIATIi.

CMA tuny 5, 6: po3BUTOK 3aXBOPIOBAHHS 3a3BUYaii
PO3IIOYMHAETHCS B Mi3HBOMY Billi (Imicist 45—55 pokiB). ¥
HEBPOJIOTIYHOMY CTaTYCi BiIMIi4Ya€ThCS PO3BUTOK BiTHOCHO
i3os1boBaHoOI aTakcii xoau. Temmn mporpecyBanHss CMA TuiiiB
5 i 6 MOBUTBbHMIA, XBOPI MIPOTATOM AECATHIIITH 30€pPiraroTh
30aTHICTb 10 CaMOOOCIyroByBaHHS. XBOpoOa MpaKTUIHO
He BIUIMBA€E HA TPUBAJICTb XXUTTS.

Anpeca 15l IMCTYBAHHS 3 ABTOPAMM:

[Mynbra Onbra JIMutpiBHa

BosnnHcbKa o61acHa KiliHiYHa JIiKapHs, BilIiJIEHHsS] HEBPOJIOTii
43005, m. JIyusk, nipocr. [pyuiesceKoro, 21
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CMA Tuny 7: cienndigyHOIO 03HAKOIO € MOETHAHHS
MO30YKOBO-IIipaMiTHOTO CUHAPOMY i Iporpecyrodoi
JereHepallii CiTkiBKu (ax J0 MOBHOI cinoTH). Baxiuso
BiIMITUTH, 1110 TIOPYIIEHHS 30pY Y XBOPUX MOXKE Ha KiJbKa
POKIiB TlepeayBaTh KOOPAMHATOPHUM po3iagaM. Popmu
CMA tuniB 8—13 onucani Juilie B OTUHUYHUX CiM SIX, 1X
KJIiHIiYHA KapTHHA BUBYEHA HEAOCTATHbHO [2].

JludepenniaibHa AiarHOCTHKA CITAJKOBUX MO30Y-
KOBHUX aTakCiil MPOBOAUTHCS 3 aTAKCi€I0 CMaIKOBOTO
XapakTepy IpHu ajJKoroJji3mi, aBiTaMiHO3i, 3 pO3CiIHUM
CKJEepO30M, MEPBUHHUMU abo MeTacTa3yrouuMu
NyxJMHaMUW, MapaHeoMmJaCTUYHUM CUHIAPOMOM IIPpU
paKy s€4HUKa Ta MOJOYHOI 3aJl03U, aHOMaJlielo Ap-
Honbaa — Kiapi, HopMOTeH3UBHOIO Tigpouedaieo,
HEIIOCTATHICTI0O KPOBOOOITY Yy BepTeOpoOasuasipHoMy
OaceiiHi.

AiarHocTtuka

BaxkuBe Miclie B 1iarHOCTH1Ii aBBTOCOMHO-I0OMiHAHTHUX
CIliHoLIepeOeIIpHUX aTaKCili 3aiiMalOTh METOAM HEUPOBi-
gyanizaiii — KT, MPT (HasgBHicTB aTpodidyHOro mpoiiecy i
BiJICYTHICTh BOTHUILIEBUX 3MiH Y peYOBUHI MO3KY). OTHUM
i3 (bakTOPiB, IO MiATBEPIKYE MiarHO3, € HASIBHICTh CiMeli-
HOro aHaMHe3y Ta HEBIIMHHO MPOTpecyluYnii XapakTep
3aXBOPIOBAHHSI.

AiKyBOHHS

Ha cboronHi edexTuBHe cnieuudiuyHe JdiKyBaHHS
aBTOCOMHO-JAOMiHAHTHUX CHiHOLEPEOeJISIPHUX aTaKCii
BimcyTHe. JlikyBaHHS 31€0i1bIIOTO CKEpOBaHE Ha
BUpPilIEHHs MpobjeM i3 KooOpAuHALIi€El0 pyxiB 3a AOMO-
MOTro10 peabimitaliiiHuX Ta ¢izioTeparneBTMMHUX METOIIB,
JIiKyBaJibHOI (pi3KyabTypu. [1pu mopylieHHi Xonu BUKO-
PUCTOBYIOTb IMaJIMIIi, iHBaJiAHiI KOJSICKA, 3a JOTIOMOTOIO
crenialbHUX MPUJIAAiB MOJIETIIYIOTh THUChbMO, KOPUCTYBaH-
HSI CTOJIOBUMM TIpUOOpaMu, TIpU AU3apTpii KOPUCTYIOTHCS
JIOTIOMOTOIO JIOTOoMea.

HaBoaumo BiacHUI KIIHIYHUI BUIIAJOK CITaJKOBOI
MO304YKOBOI aTaKcii.

XBopuii B., 43 pokiB, 3BepHYBCSI 10 HEBpOTIATOJI0Ta
JlokaunHcbkoi LLPJI 3i ckapramu Ha BUpakeHe OXUTYBaHHS
MPY XOJIi, MOPYIIEHHSI MOBH, 3araJIbHy CJa0KiCTh.

AHaMHe3 3aXBOPIOBaHHS. BBaxae ceGe XBoprM OijibIie
HiX 10 pokiB, BiIKOJIM 3 SIBUJIOCS MOXUTYBAHHS MPU
XO/Ii, 1110 TTIOCTYIOBO HapocTano. biu3bko 5 pokiB ToMy
BiIMITHUB ITOTipIIIEeHHSI MOBH, IIIO ITOBIJILHO IIPOTPECyBaIo.
3a octaHHi 10 pokiB BigMiuae MOCTYMOBE «CXyIHEHHS»
M’s13iB KiHIIIBOK Ta Tyayba. 3a MEAMYHOIO JOMOMOTOI0
He 3BepTaBcsl.

HeBpoaoriuumii craryc. Y cBioMOCTi.
OpieHTOBaHMI y Yaci, MpoCcTopi, BIacHill 0COOMCTOCTI,
KOHTaKTHUM, agekBaTHU. OuHI IiIWHY, 3iHui D =S,
doTopeakuii xuBi. CrabKicTh KOHBepreHIlii 3 060X
ctopid. [opu3oHTaNbHUI HiCTarM IpY MOTJISAII B CTO-
poHu. 3Jyierka 3rjiajkeHa MpaBa HOCOTYOHa CKJjalka.
S3uK o cepenHiii NiHii. AKT KOBTaHHS He OPYIICHUIA.

Bupaxena nuzaprtpisa. CyxoxXunkoBi pedJieKCU XUBIi,
cuMeTpuyuHi. [laTonoriuHi CTONMHI 3HAKMU BillCYTHI.
Cuna ta ToHyc 30epexeHi. JAudysHa rinorpodis
M’s13iB KiHIIIBOK i Tyjay6a. UyTJquBi po3iaau BifCyTHi.
KoopnuHatopHi mMpoOU BUKOHYE 3 BUPaAXkKEHOIO
iHTeH1ie. BupaxeHe moxutyBaHHs B mo3i Pombepra.
Xopa arakTuyHa. MeHiHreajqabHi CUMIITOMHU BIiICYTHI.
DyHKIIi10 TAa30BUX OPTaHiB KOHTPOJIOE.

Pe3yabraTi 101aTKOBUX METO/IB 00CTEKEHHS

3aranbHuii aHani3 Kposi (04.04.13 p.): Hb — 154 r/n,
Er — 4,78 « 10"%/n, KIT — 1,0, Le — 9,3 « 10°/m,
IOE — 2 mm/ron, m — 3, ¢ — 80, 1 — 17. [I1toko3a KpoBi
(04.04.13 p.) — 4,7 mMonb/n. 3arajJbHUii aHami3 ceyvi
(04.04.13 p.) — cosioM’sIHO-3KOBTa, OiJIKa i1 IIyKpy HE BUSIB-
JieHo, Le — 2—4 y mouti 3opy. S/ He BusiBiieHo (04.04.13 p.).
RW nHerarusHa (04.04.13 p.).

EKT (01.04.13 p.) — 6e3 0cOOIMBOCTEN.

®OT'K (01.04.13 p.) — 6€3 0cobGIMBOCTENA.

Koncynwbraiist okymicra (01.04.13 p.). Oune aHo: JI3H
0ino-poxkeBi, 3 YITKUMU KOHTYpaMu, Kaiiop i Xii CyauH He
3miHeHi. [ocTpora 30py 060x oueit — 1,0.

Matu xBoporo, xBopa B., 67 pokiB, JiKkyBanach y
HeBpoJioriyHoMYy BimaisieHHi JlokaunHcbkoi LIPJI. 3 anam-
He3y BiZIoMO, 1110 OJIU3BKO 9 pOKiB TOMY 3’SIBUIIOCSI BUpaXKeHE
TMIOXUTYBAaHHS TIPU XOJi, Mopylmiack BuMoBa. OcTaHHi 6
Mics11iB MaJin Miclie yacTi maniHHs rpu xofi. [Tporsirom
OCTaHHIX 3 MicsgIiB Maiixke He XOIUTh, HEPO30ipJIUBO
poamogiisie. [1pu HaIXOMKEHHI CKapry Ha BUpaXKeHe yTPY/i-
HEHHSI BCTaBaHHsI 3 JIiKKa Ta Xonu (MoTpedye MminTpuMKu
CTOPOHHIX OCi0, BCTa€ 3 OMOPOIO HA PYKM), MOPYIICHHS
MOBM, 3arajibHy CJIaOKiCTh, IIIBUIKY BTOMY.

3a MeJUYHOIO IOMOMOTOI0 He 3BepTanacs 6arato
pokiB. 3rimHoO i3 3amuMcaMu B amMOyJlaTOpHiNl KapTiii
0113bK0 10 poKiB TOMY OyJI0 1iarHOCTOBAHO TilIePTOHIYHY
XBOpoOy. 9 pokiB TOMY MepeHecsa 3aKPUTY YepernHo-
MO3KOBY TpaBMY (CTPYyC TOJJOBHOTO MO3KY). 8 POKiB TOMY
JlikyBajiacsi B HEBpOJIOTIiUHOMY BiJJIiJIEHHI 3 TTPUBOLY
IUCLHUPKYIATOpHOT eHledanonarii Il cT. i3 cTatuko-
KOOPAMHATOPHUMU pO3JIaJlaMy Ha I'PYHTI TiMepTOHIYHOT
xBopobOu II crt.

HespoJoriunmii cratyc. Y cBimomocti. OpieHTOBaHa
B 4aci, nmpocTtopi, BJlacHiil ocoOUCTOCTi, KOHTaKTHA,
amekBaTHa. OuHi mWinuHU, 3iHuni D = S, doropeaxiii
xkuBi. [lape3 morasay Bropy. CnabKicTh KOHBEpPTEHILT
3 000X cTOpiH. 3r1amKkeHa IIpaBa HOCOTYOHA CKJIaaKa.
Jlerka nmesiamig s3uka BrpaBo. KoBTaHHS He mopy-
meHe. Bupaxena nuzaptpis. CyxoXuiakoBi pediiek-
cu XuBi, cuMeTpuyHi. [TatosoriuyHi cTonHi 3HaAKKU
BimcyTHi. Cuna Ta TOHYC M’s3iB KiHIIiBOK 30€pexXeHi.
YyrnuBux posnaniB He BusBieHO. KoopanHaTopHi
MpoOM BUKOHYE 3 BUPaXEeHOW iHTeHUiew. BupaxkeHna
cTaTUYHA aTakcis (BCTae JMIIEe 3 OMOPOIO0 HAa PYKHU, B
mo3i PomGepra — BupaxeHe XUTaHHsI, HE MOXE BCTO-
SITH 0€3 OIMOoPU, X0Ia aTaKTU4YHA, 3 JBOMA MaJUIISIMU).
MeHiHTeanbHi CUMIITOMU BincyTHi. DyHKIIiI0O Ta30BUX
OpraHiB KOHTPOJIIOE.
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Pe3yabraTi 101aTKOBUX METO/IiB 00CTEKEHHS

3araibHMii aHasi3 Kposi (27.03.13 p.): Hb — 142 /1, Er —
4,23 « 102/, KIT — 1,0, Le — 7,3 + 10°/m1, IHOE — 6 mm/
rom, m —2,¢c — 66, e — 3, M — 4, 1 — 25. 3arajbHUii aHaII3
ceui (02.04.13 p.) — npo3opa, CoJIoM’THO-KOBTa, OiJIKa i 11y-
Kpy He BuUsIBIIeHO, LLe — 2—3 y moJti 30py, KpUCTaIu CEYOBOI
KUCJIOTU — Y He3HAUHil KiJIbKocTi. bioxiMiuyHMit aHaTi3 KpoBi
(27.03.13 p.): 3aranbHumii 6i10K — 78,8, idprHOreH — 4,66,
xojiectepuH — 5,17, ceyoBuHa — 8,5, KpeatuHiH — 100,7,
Ginipy06iH 3aranpHuil — 20,5, npsiMuii — 7,3, HenpsiMuii —
13,2, AnAT — 0,37, AcAT — 0,5, CPB (+). Iittoko3za KpoBi —
5,0 MMostb/71. Koarymorpama: mpoTpom6iHoBuMii iHaeke — 79 %,

npoTpoMb6iHoBuit yac — 19”, MHB — 1,5. fI/r He BusiBieHO
(02.04.13 p.). RW HerarusHa (29.03.13 p.).

EKT (27.03.13 p.) — rinepTpodist JiBOTO LUIyHOYKA,
MaTOJIOTiYHi 3MiHU B MiOKap/ii.

PenTtrenorpadia OT'K (28.03.13 p.): nereHesi
noJisg emMdizeMaTo3Hi, i3 NOCUJIEHUM CYAMHHUM pU-
cYHKOM (ibposHoro xapakrtepy. CrnpaBa y mpoekiii
MeaiaJbHOro aiadpparMajbHOTO CUHYca — OOMEXEHMI
KapaioreHHUI mieBponHeBModibpo3, a 3i1iBa y Oa-
3aJIbHOMY BiJdiji — HiXHi MaeBponHeBMOGpiOopo3Hi
TiHbOBi HamapyBaHHs. KopeHi MalocTpyKTypHi, ¢id-
PO3Hi.

PucyHok 1

PucyHok 2
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T'inexomor (02.04.13 p.): 3mopoBa.

Koncynbranis okynicra (29.03.13). Oune ano: JA3H i3
JiTKMMM KOHTypaMM, OeIIo Oimi, apTepii 3ByXXeHi, BEeHU
pO3IIMpPeHi, MOBHOKPOBHI. /liarHo3: aHriomarist CiTKiBKU
000X oueil.

Koncynprauia Tepanesra (27.03.13 p.) — IXC. du-
¢y3Huit Kapoiockiaepos. 3actiiiHa mHeBMoHis. CH 1IA.
T'imeproniuna xBopo6a Il cT., cT. 2, cepueBo-CcynuH-
Huil pusuk Bucokuii. I'imeprensusHe cepue. I[1J0A
TOMIJIKOBOCTOITHMX, KOJTIHHUX CYTJI00iB.

Cnaakoswuii anaMHe3. [1pu 360pi ClTaIKoBOro aHaMHE3Y
0yJ10 3’1COBaHO, 1110 0a0ycsl XBOPOTo, pilHa TiTKa, ISIIbKO
Ta IBOIOPITHUI OpaT MmO MaTePUHCHKIH JiHil Mall «XBO-
poOy Hir», y 3B’SI3Ky 3 YMM i3 4aCOM MepeCcTalu XOAUTH.
JIBotopimHMit 6paT 3aXBOPiB HA «XBOPOOY HIir» y IOHALIBKOMY
Billi, momep 10 nocsirieHHs 30-piuHoro Biky. Ckapru Ha 1o-
PYIIEHHS XOIM HasIBHI B piIHOI CECTpU Malli€HTa.

HaBonumo cxemy pomoBomy gaHoi ponuHu (puc. 1). ¥V
JaHOMY POAOBO/Ii MA€ MiClie aBTOCOMHO-IOMiHAHTHUIA TUIT
yCIaaKyBaHHS.

YcraHoBIEHO MOMEpeaHill AiarHo3: criaakoBa MO30Y-
KOBa aTakcisl 3 BUPAXKEHUMU CTaTMKO-KOOPAMHATOPHUMM
po3iagamMu Ta Au3apTpiero. XBopuii pa3oM 3 MaTip’l0 Ha-
npaBiaeHui 1151 nooocrexxeHHs: y BOKJL.

IIpoBeneno MCKT ronosu (03.04.2013 p.) (puc. 2).

Ha cepii TomorpamM Big3HavYa€eThCs BUpaxkeHa KapTu-
Ha aTpodii remicep Mo304Kka, moMipHa aTpodisi Kopu
TOJIOBHOTO MO3KY Ha piBHi JIoOHUX mojeil. IllayHoukoBa
cucTeMa He po3lIMpeHa. 30H IaTOJIOTiYHOI IIIBHOCTI He
BiIMiva€eThCs.

KoncynpsroBanuit HeBposorom BOKJI (03.04.2013).
YcTaHOBIIEHO 3aKJIIOYHUIA JiarHO3: CMagKoBa MO30YKOBa

LWynbra O.A.", Aewesuosa O.H.2, MeAbHu4yk T.B."

" BOABIHCKQST OBAQCTHQISI KAMHNYECKQST BOAbHULIQ, T. AYLIK
2 AOKQUUHCKQIST LIEHTPAABHQST PAVIOHHASI 6GOABHULIA,
BoabIHCKast 06AQCTh

HACAEACTBEHHAS MO3XXEYKOBAS ATAKCUS:
OCOBEHHOCTU AUATHOCTUKN U AEHEHUS

Pestome. PaccmaTpuBaeTcst KIMHMYECK U CiTydaii HACIEACTBEHHOIM
MO3XE4YKOBOI aTaKCUU, TPYIHOCTH B AMATHOCTUKE 3a001€BaAHMSI.

Kuiouesblie cjioBa: HaclieICTBEHHAsI MO3KEUKOBAsI aTAKCHSI.

aTaKcisl 3 BUPaXXEHUMU CTATUKO-KOOPIMHATOPHUMU T10-
PYILIEHHSIMHU, TU3apTPI€IO.

KoncynproBanuit renetukom (03.04.2013). JliarHo3:
CmajkoBa MO30YKOBa aTakcisl, TUM cCrnagKyBaHHS —
aBTOCOMHO-/IOMiHAHTHUIA.

V 3B’5I3Ky 3 BiACYTHICTIO MaTepiaJbHUX Ta TEXHIYHUX
MOJIMBOCTE TeHOTUITYBaHHS HE TIPOBOIMIIOCSI.

BucHoBok. /liarHocTHKa CITaJKOBUX MO30YKOBUX
aTakciii BUMarae AeTaJbHOro 300py CIIaKOBOI0 aHaMHE3y
Ta TIPOBEICHHS HeMpoBi3yasizallii.

Cnucok Aiteparypu
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Shulga O.D.", Deshevtsova O.M.2, Melnichuk T.V."
"Volyn Regional Clinical Hospital, Lutsk

2 Lokachi Central District Hospital, Volyn Region,
Ukraine

HEREDITARY CEREBELLAR ATAXIA:
PECULIARITIES OF DIAGNOSIS AND CLINICAL COURSE

Summary. We consider the clinical case of hereditary cerebellar
ataxia, difficulties in diagnosing this disease.

Key words: hereditary cerebellar ataxia.
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