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MYNbTUCUCTEMHAA ATPOOUA: ONMNCAHUE KTTIMHNYECKOTIO
CNYYAA OJINBOMNOHTOLEPEGE/INIAPHOU ATPOOUN HA ®OHE
CTEHO3UPYIOLWWEIO ATEPOCKNTIEPOTUYECKOIO MOPAXKEHUA

cocyjos
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PE3IOME

0cobeHHOCTY Havana, TeueHna 3a601eBaHMA BbI3bIBAET CNOXHOCTU B paHHeVl ANArHoCTuKe U NoCTaHOBKe NPaBUIbHOIO AMarHo3a. 0ﬂMBOI’IOHTOLl€p96€HJ'IﬂprI9 an0¢MM
OTINYAKTCA LWUPOKUM HOHMMOp¢M3MOM KNUHNYeCKnX HpOﬂBHGHMVI. Ectb HeobxoanmocTb B pa3pa60TKe HOBbIX METO0B CUMNTOMATUNYECKOTO U Hel7lp0l'|p0T€KTOpHOI'0

NeyeHus, a Takxke ONTUMN3aLMI0 HeMeMKaMeHTO3HON Tepanuu.

KJTKOYEBDIE CJTOBA: mynstucuctemtan atpodus, onuonoHTouepebennapHan arpodus, Aaroctuka

ABSTRACT

Features of the onset, the course of the disease causes difficulties in the early diagnosis and formulation of the correct diagnosis. Olivopontocerebellar atrophy is characterized
by a broad polymorphism of clinical manifestations. There is a need to develop new methods of symptomatic and neuroprotective treatment, as well as the optimization of

non-drug therapy.
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BBEOAEHUE
MynbrucucreMHass aTpodus OTINYAETCS IPeuMylie-
CTBEHHBIM NOpa)keHMeM 6a3anbHBIX TaHINNEB, AP
CTBOJIa TOJIOBHOTO MO3Id, MO3XXEYKOBbIX CTPYKTYp, Be-
reTaTMBHBIX HEMIPOHOB CTBOMA U CIIMHHOTO Mo3ra [1-5].
HasBanne «My/nbTicucTeMHas aTpOGUSA» MIPE/IOKEHO
Graham 1 Oppenheimer B 1969 ropy. 910 HOHATIE BKIIIO-
4ajio B ce0s Bce 3a00/1eBaHMsA, KOTOPbIE XapaKTePU3YIOTCS
COoueTaHUAM NMAPKMHCOHU3MA, MO3XXEUKOBBIMU CUMIITO-
MaMM, OUPaMUAHBIMU PAacCTPOMCTBAMM U NPOTpeccu-
pYIolLIeli BereTaTMBHOI HEJOCTaTOYHOCTDIO. 3a00/IeBaHme
cocraBnser 10—12% cnyyaeB cunppoma IlapkmHcona.
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YacToTa 3aboneBaeMocTy cocTapyAgeT 3 crydas Ha 100
TBIC. HacelmeHus [4, 9]. HeckonbKo j1eT Hasag B TaKMX
CUTYalMAX BbICTAB/IANCA AMArHO3 «CTPUATOHUTpabHAsA
nereHepauus», «cuuppom Hlasa-JIpeitgxepa», «onuBo-
noHTorepebeniapHas arpodusa». Ha cerogs, Bce oHn
paccMaTpUBAIOTCA KaK KIMHMYECKMEe BapPUAHTBI OJHOTO
3ab0/1eBaHMA, MMEIOLIVe eAVHYIO STUOJIOTHIO, TATOTeHe3
11 MOpPGOTIOTHIO, HO Pas/IMYAOLecs IPEeNMYLeCTBEHHO
NoKamu3anyeit mopaxeHus [6].

Knunndeckn MyIbTUCHCTEMHbIE aTPOQUU IPOSIBTSIETCS
codeTaHMeM CUMITOMOB MAPKMHCOHU3MA C MO3KEUKOBBI-
MU Y IMPAMUJHBIMY HapYII€HUAMH, BereTaTUBHOM AKC-
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dbynkimeit. 3aboneBaHue yale BCero BO3HMKaeT B 50—60
JIeT M XapaKTepusyeTcs OBICTPBHIM MPOrPeCCUPYIOLINM
Te4eHMeM C JIETa/IbHBIM MCXOLOM B TeueHue 5—7 jiet [ 3, 5].

JnarHo3 OCHOBaH Ha JAaHHBIX aHaMHe3a, HEBPOJIOTU-
4eCKOr0 11 COMaTU4ecKoro o0C/IefloBaHus, pe3y/IbTaToB
HeifpoBu3yamu3anyn. COrIacCHO OOIENPUHSITHIM PEKO-
MEeHJALVIAM, /I IOCTAaHOBKM [IYIaTHO3a CIeyeT UCCIIONb-
30BaTh JOIONHUTENbHbIE UCCIENOBAHUS BET€TATUBHOI
HEpBHOII CUCTeMBbl (IIpPOObI Ha BereTaTMBHYIO PeaKTUB-
HOCTB), 9/IeKTpOoHelipoMuorpaduio cGUHKTEpOB, ApyTrye
HepoBM3YyaIM3alMOHHbIe KCCIefoBanus (7,8, 12,13].

B Hacrosiijee BpeMsi IPUHSATO BBIENATD [IBe PasHO-
BUJIHOCTY MY/IBTUCUTEMHBII aTpoduil B 3aBUCHMOCTH
OT JOMUHMPOBAHUSI B KIMHMYECKOI KapTUHE MO3XKed-
KOBOTO MM aKMHETUKO-PUTUFHOTO cuHApoMa. Ilpu
mpeobmafaHNy IOPaXKeHU s MO3KeUKa, MbI IMeeM MeCTO
C ONMBOIIOHTOLEpebeIApHOI aTpodueir. B Tex cmy-
Yasx, KOrjga npeobnafanT CUMIITOMBI ITapKMHCOHM3MA,
BBICTAB/ISIETCS JUArHO3 CTPUATOHUTPAIBHON [jereHepa-
ny. I1pu o6onx BapuaHTax NPUCYTCTBYIOT IPOSIBICHNS
IpOrpeccupylollell BereTaTMBHON HEJOCTATOYHOCTI.
CHMHIPOM NapKMHCOHNM3Ma BO3HUKaeT y 90% OO/IbHBIX C
MY/IBTUCUCTEMHOI aTpodielt, HauMHAETCSA CUMMETPIYHO,
OfIHaKO IPUEM IIpenapaToB JIeBOAOILI y 3TUX NALIEHTOB
He JaéT oxmpaeMoro apdekra 3aboeBaHe HEYKIOHHO
IPOrpeccupyeT, OYeHb PaHO MOAB/IAETCA MOCTYpaIbHASL
HeyCTounBOCTb. KpoMe TOro, Hab/momaoTcsa MO3Xed-
KOBbI€ U BET€TaTUBHbIE HAPYILIEHNUS. [3,4,5,8,11,12,13].

B 6onmpuMHCTBE CITy4aeB MO3)KEUKOBBIE PacCTPOIICTBA
Pa3BMUBAIOTCS IAPAJUIENBHO C TAPKMHCOHM3MOM, HO OHY 4acTO
CKPBIBAIOTCSI 38 BBIPOKEHHOI PUTMHOCTBIO M aKMHES e, 4TO
3aTPyHHAET VX AMArHOCTUKY. CaMbIM 4acTBIM IIPU3HAKOM
CYUTAETCSI aTaKCUA XOHbObL, Y OOsblieit YacTu 6OMbHBIX
Ha0/TIofIaeTCsl HOCTYPAJIbHBIIL TPEMOP, MHTEHIVIOHHBII Tpe-
MOp. B HeKOTOPBIX cTy4asx B Haya/le 3a00/IeBaHNA IIPU3HAKI
HOpaXeHVsI MO3YKeUKa JJOCTATOYHO YeTKO BHIPKEHbI, a 3aTeM
YTacaloT [0 Mepe HapacTaHsA ApKMHCOHNM3MA. Y IaLlIeHTOB
HapyIIaeTcsl peyb, YaCTO MMeeT CKaHAMPOBAHHBI 1 CMa-
3aHHBIIT XapaKTep, YacTO MPUCOETMHSIETCSI MOHOTOHHOCTD,
3aMeJJIeHHOCTb U IIPUITIYILIeHHOCTD rojoca [3, 5,9, 12, 13].

Ha pasBepHyTBIX CTagMAX MYIbTUCUCTEMHON aTpo-
¢uM y malMeHToB BBIABJIAIT CUMITOMbI IOPaKEHNS
MMPaMUHO CUCTEeMBbL: OKMBJIeHNEe peIeKCOB, Hamu4ume
[ATOTIOTMYECKMX CTOMHBIX 3HAKOB.

[TopaxkeHue mepefHUX POTOB CIIMHHOTO MO3Ta BCTpe-
YaeTCsl PEKO, HO 3TO MOXKET BBI3BIBATh CTA00CTh MeXpe-
6epHbIx MbIIL 1 guadparmsl [9, 13,14].

[Ipu MyIbTUCHCTEMHOI aTPO(UM YaCTO pasBMBAECTCA
Oy/nbOapHBIl CMHAPOM 3B CYET BOBJIEYEHUA YePeIHO-
MO3TrOBBIX HepBOB. Oc0060 OMACHBIM OCTOXXHEHUEM NPU
3a00/1eBaHMM eCTb Mapanny abyKTOPOB TOIOCOBBIX CBSA-
30K, KOTOPBII1 BBICTYIIAeT OfHVMM U3 ITATOTHOMOHUYHBIX
MPU3HAKOB MATOTIOTMM ¥ MOXKET OBITh IPUYMHON CMePTH
ot achuxcuu. [ CBOEBpEeMEHHOI JUAarHOCTUKY ITOTO
paccTpoiicTBa Heobxonyma rapunrockonus [1, 3,5, 12,13].

OnueonoHToLepeberapHas arpodus — 3aboneBaHe,
B OCHOBE KOTOPOTO JIeXKaT JiereHepaTUBHbIe I3MEeHEeHNs
OIIpeie/I€HHBIX CTPYKTYP MO3ra — OJIMB, BEHTPA/TbHBIX
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sifiep ¥ BOJIOKOH MOCT4, 6€/10T0 BelljeCTBa MO3YKEeUKa I ero
HOXXEK, IIPOSIBILAIOLeeCsT IPOrPeCCUPYIOLell MO3XKEIKO-
BOI1 atakcumerii [1, 3,9, 16, 17].

3aboreBaHue ABIAETCS TeTEPOreHHBIM, OCKOIBKY
BCTPEYAIOTCSI KaK CIIOpPAfiNdecKye, TaK 1 HACTeACTBEH-
HO-ceMeltHble popMmbi [10, 19, 20]. OmBononTonepebern-
NsApHas aTpodus, HaC/IefyeTCsl KaK II0 ayTOCOMHO-[0-
MMHAHTHOMY, TaK U [0 Ay TOCOMHO-PeL{eCCUBHOMY THITY.

HauanbHble CMITOMBI MOTYT OBITH HEBBIPA)KEHHBIMI,
4TO YaCTO HeJIb3sl 3aMOf03PUTh TOYHOE BpeMs Hadasa
poriecca. VIHOra faxke caM MalyeHT U eT0 POACTBEHHN-
KU He MOTYT yKa3aTb IPUYNHY [TOSIB/IEHNS CYMIITOMOB.

KINMHUYECKUI CNTYYAI

Bamemy BHMMaHUIO ITpeCTaB/IeH CITydail My/IbTUCUCTEM-
HoI1 aTpo¢un y nanyenTa b., 60 1eT, KoTopas [yInTeIbHOe
BpeMs 0CTaBaTach HePACIO3HAHHOI.

ITanuenT b., )xuTenb cenbCKOl MECTHOCTH, YaCTHBIN
IpefIpYHUMAaTeNb, 6e3 BpefHbIX IPUBbIYEK, 00paTHICS
3a MeMIVTHCKOJI IOMOILbIO K HEBPOJIOry 00/IaCHOI 607Ib-
HMIIBI B CBA3Y C HAPACTaHMEM >Ka/Io0 Ha HapyILeHe peyls,
M3MeHeHMe ITOXOKI, TOYHBIX JIBVKEHUIA.

/3 anaMHe3a U3BECTHO, UTO MAI[MEeHT 60/IeeT B TEUEH N
5 JieT, KOIfia IMOCTENEeHHO MOSABUIACh HEYETKOCTh (cMa-
3aHHOCTH) peyn, IATKOCTh Ipu xoxppbe. Obpariancs 3a
MIOMOLIIBIO K JOKTOPAM 110 MeCTY JKUTENbCTBA, I€YN/ICA B
Te4eHUM HEeCKOJIbKMX JIET IO MOBOJY COCYAMCTOI SHIle-
damonaruu Ha PoHe pacIpOCTPaHEHHOTO OCTEOXOHAPO3a
03BOHOYHMKA. C KaXJbIM TOAOM OTMedYasl HapacTaHue
CHMIITOMOB, IOSIBM/IACh MOBBILIEHHAsA YTOM/IAE€MOCTbD,
CMaboCTh, CTIOXKHOCTH B BBITIOTHEHIY TOYHBIX [IBVYKEHUIA.

IIpu ocMOTpe HEBPOIOTOM 00/1aCTHON GOTBHUIIBI
BBIABIIEHO, YTO O'bEKTUBHO: 0011lee COCTOsAHIE OOIBHOTO
YIOBIETBOPUTENbHOE. B coMaTi4eckoM cTaTyce MaToso-
T He BBbIAB/IEHO. ApTepuanbHoe masneHue 100/60 Mm
pT. cT. Ko>kHbIe TOKpOBHI Or1efHble, fepMorpadusM Kpac-
HbIT cTOliKMit. Ko>ka KoHeyHOCTell cyXasl, HIeTyIIUTCA.
annble 1a60paTOPHBIX MCCIefoBaHuit (06Ut aHanms
KPOBU, MOYH, OMOXMMIIECKIIT aHAIN3 KPOBH) B IIpefieax
HOPMBI, BBIAB/IEHO TOJIBKO IIOBBIIICHNE YPOBHS OOIEro
XO7IecTepMHa 10 7,5 MMOJIb/ L.

B HeBpomornyeckoM craTyce: CO3HaHUeE SICHOE, OpUEH-
TUPOBAH, afieKBaTeH. 3pauKkyl OLMHAKOBOI BeIMINHBI, PO-
TOpeaKLysI ¥ KOpHeanibHble pedieKChbl )XMBbIe. [BIKeHsI
[JIa3HBIX sI07I0K He OrpaHMYeHbl. BbIABIeH X060TKOBBII,
NAIOHHO-TIO00PONOYHBIT pedrieKcs! ¢ fBYX cTOPOH..OT-
MevaeTcsl Ha/l4ye MeJIKOPa3MalliCTOro TOPU3OHTaIbBHOTO
HJICTarMa C JBYX CTOpoH. Peub pusaprpuynas. CHIDKeH
pedriekc ¢ 3a/jHelt CTEHKM [IOTKY U sI3bIKa. DJIEMEHTBI IUC-
¢arumn. Crryx B HopMe. JIN1[0 CMMeTPUYHO, A3BIK IO Cpel-
Hell muHYm. [Tapespl oTcyTcTBYIOT. OTMEYaeTcs MOBbIILIEHNE
MBIIIEYHOTO TOHYCA B ITPABbIX KOHEYHOCTAX IO II/IACTIYe-
CKOMY TUITY, TUIIOTOHUA — B JIEBOJ HVDKHEN KOHEUHOCTH.
Pedyrexcpl CyxO>KmIbHBIE 11 NIEPUOCTA/IbHBIE ¢ BEPXHUX U
HIDKHUX KOHEYHOCTEN — IOBbIIIeHbI, D>S. [TomoyXnTenbHbIin
cumntoMbl bextepesa, PocconmumMo Ha HIDKHMX KOHEYHO-
cTsX. BbIpakeHa atakcust B mmo3e PoMbepra ¢ OTKpBHITUMM
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Puc.1. MPT ronoBHoro mo3ra u LenHOro otaena
No3BOHOYHMKa nauuenTa b., 60 ner.

Puc. 3. MPT ronoBHoOro mo3ra u LeiHoro
0T/lena No3BOHOYHMKA naumenTa b., 60 ner.

I71a3aMy, TTaflaeT — Ipu 3aKpbIThIX. KoopauHaTopHble npo-
OBl BBIIIOJIHAET C MHTEHIMEN C ABYX CTOPOH, C aKLEHTOM
cipasa. [ToBepXHOCTHAs U ITyOOKast 9yBCTBUTE/IBHOCTD He
HapyueHbl. Iloxonka ¢ MPOKO paccTaB/IeHHBIMM HOTaMI,
MOKa4YMBaHMe. BrlpakeHHas MOCTypasibHasA HEYyCTONYM-
BOCTb. MeHMHTea/IbHbBIX 3HAKOB He BbLAB/IeHo. MMSE - 276.

[TameHTy Ha3HAYeHbI IOIIO/THUTEIbHBIE METO/IBI 00C/Ie-
IoBaHW, IpoBenéH auddepeHIanbHbI IMATHO3 CO CTie-

wygim
TIRMEMS Auie

Puc. 4. MPT ronosHoro mo3ra nauuenta b., 60 ner.

AYIOLIVMMIY 3200/1eBaHVAMMA: OJIMBOIIOHTOLIepeOe/IApHas
JereHepanys, IO30HAA MO3XKEUKOBasl aTaKCUsA, OITyXOJb
MO3XKe4ka, 00/e3Hb MOTOHENPOHA, MMACTEHUIeCKII
CUHJPOM.

Ha rnasHoM mHe y 60/IbHOTO BBbISAB/ICHA aHTMONATIA
CeT4aTK! 060X I7Ia3.

9KT (20.03.2018r.) — cunycossiit put™m, YCC 68 yu B
1 MUHYTY, TIpM3HAKM Harpy3K! Ha JIEBBIIl KelTyJOoYeK.

Y3II' skcTpakpaHMaAbHBIX COCYIOB Ha allapare
Siemens Acuson X300 (21.03.2018r.): Y3 npusHaxu CTeHO-
3MPYIOLIETO aTePOCKIEPOTUIECKOT0 OpaXKeH s Opaxmo-
LedabHBIX apTepuil ¢ FeMOAVHAMIYECK) He3HAUVMbIM
CTEHO30M B 00/1acTyt OudypKanyuy BHYTPEHHNX COHHBIX
aprepuit, S-06pas3HOIT U3BUTOCTY PABOI IIO3BOHOYHOI
apTepun. IKCTpaBa3aabHOI KOMIIPECCUM JIEBOIL TTI03BO-
HOYHOI apTEPUNL.
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IOMIT koHeuHOCTel, MbIIII LA (22.03.2018r.): JaHHbIX
3a HapylIeHJe HepBHO-MbIILIEeYHOI IIepefadl, TopakeHue
nepugepriecKoro MOTOHEIPOHA He BBIAB/ICHO.

[MTanuenty nposefeno MPT ronoBHOro Mo3sra u nieitHo-
T0 OTZe/a TIO3BOHOYHMKA Ha ammapare Siemens Magnetom
Aera (TepMaHMs) MOIJHOCTBIO MarHUTHOrO 1o/ 1,5 T.

MPT ronoBHOro Mo3ra u IeifHOTO OT/e/1a IO3BOHOYHM-
Ka (21.03.2018r).: MP npusHaku nepe6paibHOI MUKpOa-
Hrronaryy (Fazekas 2) ¢ BblpaskeHHbBIMY aTPODIYECKIMU
U3MeHeHMAMU M CMeLlIaHHOJ rujpoledamert; Ipy3HaKu
«ITyCTOTO» TYPELIKOI'O CeJlJIa, OCTEOXOHPO3a U IIPOTPY3Uit
MEXXII03BOHKOBBIX IMCKOB IIE/THOTO OT/e/1a T03BOHOYHM-
Ka, aCCMMeTpUM II03BOHOYHBIX apTepuii (Puc. 1-4).

Ha ocnoBannm >xano6, aHaMHe3a 60JIe3HM, KU3HN, pe-
3y/IbTaTOB HEBPOJIOTMYECKOTO OCMOTPA — MO3XKEYKOBas
aTaxcys, MMPAMUTHBIN CUHAPOM, aKMHETUKO-PUTU/HBIN
CHHJIPOM, I71a30iBUTaTeIbHbIE HAPYIIEHA, HAYMHAIOLIeecs
KOTHUTMBHOE CHJDKEHNE, BereTaTUBHbIE PAacCTPONICTBa;
pe3y/IbTaToB MAapaKIMHIYECKIX METOHOB 00CIefoBaHs,
MallMeHTY BBICTaB/IeH KIMHMYIeCKNII AarHo3: ONMBOIIOH-
ToLlepebe/UIApHas ereHepaLis C BHIPaKeHHOI MO3KEYKO-
BOJI aTaKCyell, IBOCTOPOHHEI pep/IeKTOpPHO-IMPaMIHON
HEJOCTaTOYHOCTDIO, AKMHETUKO-PUTUSHBIM CHHIPOMOM,
97IeMeHTaMU IU3ap TP, JUCPATIN, KOTHUTYBHBIM CHIDKe-
HueM. CTeHO3MpYIollee aTePOCK/IEPOTHYECKOE TOPAXKEHNA
6paxmoriedanbHbix aprepuit (o ganusiM Y3[T).

[NTareHTy IIpOBEIEHO 0OC/IEIOBAHYIE Vi IeYeHNe B YCTIOBIAX
HeBPO/IOTMYECKOT0 OT/Ie/IeHIIs 00/IaCTHOI GOIBHMIIBL: HeJIpO-
MeTaboymrdeckas, OOIeyKpeIIAomIas Teparis, aMaHTa IVHbI,
cTaTyHbl, Macax, /IQK. [TaiyeHT BoincaH 13 OTHeIeHNE MO,
HaOTIOfIeHI1S HeBPOJIOTa II0 MECTY XKIUTE/IbCTBA.

BbiBOAbl

Takum 06pa3oM, [isi TOCTAHOBKM TOYHOTO BapMaH-
Ta MY/IbTUCUCTEMHOI aTpopuUM HeOOXOAMMO CTPOro
YYUTBIBAaTb 0COOEHHOCTY HavyaJIa, TedeHMs 3a60/IeBaH,
TIL[aTe/IbHO IPOBOLUTD HEBPOIOTMIECKOe 00CTIefOBaHMe
C KOHCYNbTalMeN CMEXHBIX CIELMANNCTOB, a TaKXe
aHaIM3MPOBATh JAaHHBIX HENPOBU3YaNTU3aLMOHHBIX 00-
C/IeIOBAHUIA.
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