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OEHOTUIINYECKOE PABHOOBPASBUE U TPYJHOCTU IUATHOCTHUKH
CUHIAPOMA CANVAS
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Pesrome

Cunopom CANVAS (om amnen. Cerebellar Ataxia, Neuropathy, Vestibular Areflexia Syndrome) — nacnedcmeennoe
MeONIeHHO npozpeccupyroujee 3a001e8anue 83pocaiozo 803pacmd, 0 KOMOPO2o XapaKmepHO COYemanue CeHCUumueg-
HOU U MO3JICEUKOB0U AMAKCUU, CEHCOPHOU NONUHesponamuy u 08ycmoponneti eecmubynonamuu. Ipuyunoii 0anHo2o
3abonesanus 8 bonvuuHcmee ciyuaes sensemces ouannenvuasn sxcnancus AAGGG-noemopog 6 cene RFCI, kooupy-
wem cyoveounuyy 1 gpaxmopa pennuxayuu C. Ha cecoonsiunuii denv CANVAS sgnsemcs oonou us naubonee pac-
NPOCPAHEHHBIX 8 MUpe hopm cpedu HACTeOCMBEHHBIX AMAKCUll ¢ NO30HUM Havanom. /Juggepenyuanvuviil OuazHo3
O0aHHO20 CUHOPOMA NPOBOOUMCS C ULUPOKUM KPY2OM HACIe0CMEEHHbIX U NpUoOpemeHHbIX 3a001esanull, 0 KOMo-
PBIX XAPAKMEPHO COYEeMaHUe MO3HCEUKOB0-CEHCUMUBHOU amakcuu, NonuHesponamuu u eecmudynonamuu. B cmamoe
NPUBOOUMCSL OnUCaKUe 08YX KIUHUYECKUX Cyuaes, y Komopulx ouaznocmuxa cunopoma CANVAS evizeano pso mpyo-
Hocmetl. Obcyscoaemes gheHomunuieckoe pazHoobpasue 0aHH020 3a00Ne6aHUs U POTb BUOEOOKYI0ZpAPUU 6 an20-
pumme 006c1ed08anus OAHHBIX NAYUEHMO8 U 8epupuKayuu OUacHo3a.
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Abstract

Cerebellar ataxia, neuropathy, vestibular areflexia syndrome (CANVAS) is a hereditary slowly progressive adult-
onset disorder characterized by sersory and cerebellar ataxia, sensory polyneuropathy and bilateral vestibulopathy.
In most cases the cause of this disease is biallelic AAGGG-repeat expansion in the RFCI gene, encoding eplication
factor C subunit 1. Today, CANVAS is one of the most common forms among late-onset hereditary ataxias in the
world. The differential diagnosis of this syndrome is carried out with a wide range of hereditary and acquired disor-
ders, which are characterized by a combination of cerebellar and sensory ataxia, polyneuropathy and vestibulopathy.
The article describes two clinical cases in which the diagnosis of CANVAS caused several difficulties. The phenotypic
diversity of this syndrome and the role of videooculography in the diagnostic algorithm and diagnosis verification
are discussed.
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Coxpawenusa: BOI' — Buneookynorpadus; MPT —
MarHuTHO-pe3oHaHcHas tomorpadus; [MIP — mnonm-
MepasHas nenHad peakuus; OHMIT — anexrponelipo-
muorpadust; CANVAS — cerebellar ataxia, neuropathy,
vestibular areflexia syndrome (cuHApPOM MO3KEUKOBOI
aTaKcH, HEBPOIIATHH, BECTUOYIISIPHOU apeIeKCH).

Beenenue. Cunnpom CANVAS (ot anmi. Cerebellar
Ataxia, Neuropathy, Vestibular Areflexia Syndrome) —
3TO MEIJICHHO MpOoTrpeccHupyloliee HeHpoaereHepaTus-
Hoe 3a00JeBaHNe U3 TPYNIIBI HACTIEACTBEHHBIX aTaKCUH
C ayTOCOMHO-PEIIECCUBHBIM THUIIOM HACJIEAOBAHUS, IS
KOTOpPOTO XapaKTePEH CUMITOMOKOMIUIEKC MOPasKeHHs
MO3KEUKa, CEHCOPHBIX TaHTIIMEB (B TOM YHCIIE BECTH-
OymApHBIX), TepUPEepHUECKUX HEPBOB U 3aJHUX KaHa-
THUKOB CIIMHHOTO Mo3ra. Ero mpuuuHo#i B OONBIIMHCTBE
cllyyaeB SBIIsSICTCS OuainienbHas SKCHAHCUS TeHTa-
HykneoTuaHeIX AAGGG-IOBTOPOB BO 2-M HHTPOHE
reHa RFCI. Pexe BCTpevyaroTCsl MaTOT€HHbIC IKCIAHCUU
WHBIX KOH(UTypanui, cCMelIaHHbIe BapHAHTHl SKCIaH-
CHil M KOMIAyHJ-T€TEPO3UTOTHOE HOCHUTEIBCTBO IKC-
MAHCHH U APYTUX MyTalui (TOuKoBble, Aenerun) [1, 2].

3aboneBanue neOrotupyer mocie 35 ner (darie
B Bo3pacte 50-60 yret), IBISACH OMHOM N3 Hanbosee pac-
MPOCTPAaHEHHBIX B MHUpe (OPM CpeAr HACIEACTBEHHBIX
aTakcuil y malueHTOB B3pociioro Bo3pacta [3]. Sapom
KIMHAYECKOW KapTUHBI SBISETCS IMPOTrPECCHPYIOIIAs
CEHCUTHBHO-MO3KEUKOBAsl ~ aTaKkCHs, JIByCTOPOHHS
BecTHOYNIONAaThsl, XPOHUUECKUN Kalllelb, aBTOHOMHBIE
HapymeHus: (opTocTaTuyeckasi TUIOTeH3Ms, KOHCTHIIA-
LUsl, TUIIEPaKTUBHBIA MoueBod my3bIpw). [Ipu Heipo-
BH3yaJIN3allii OOHApY)KMBAIOT aTpo(UIO0 4YepBsS H Jia-
TepajJbHBIX OTHAENOB MOJyLIApUH MOIKEUKa, aTpoduio
CHMHHOTO MO3Ta, peXe — TIOBbIIIEHHe WHTEHCHBHO-
ctu MP-curnana B pexxume T2 OT 3aAHMX KaHATHKOB
cnrHHOTO Mo3ra [4]. OTOHEeBPOIOTHYECKHE UCCIIEI0Ba-
Hus (mpoba XanmpMmaru, uccienoBaHUEe TUHAMHYECKON
OCTPOTHI 3pEHHUs, OUTEPMaNbHBIN KaIOPUYECKHH TECT,
BpallaTesIbHBI TECT) MO3BOJISIOT BBIIBUTH MPU3HAKU
JIBYCTOPOHHEH BECTHOYIOMaTHH.

B OonpmMHCTBE Cciay4aeB AMAarHOCTHKAa CHHIDO-
mMa CANVAS He BbI3BIBaCT 3aTpyIHEHUH, OCOOCHHO
NpYU HAINYHMU B CEMbE CHOCOB C aHAJIOTUYHOW KIMHH-
YeCKOUW KapTHHOH. B HEKOTOPHIX ciaydasx (M30IUpOBaH-
Hasl CEHCOpHas TOJIMHEBPOIATHS M Kallelb, HEOJIHbIE
(heHOTHIIBI) TUATHOCTHKA JAHHOTO 3a00JIEBAHUS MOXKET
BBI3BIBaTh ONpeJesieHHble CcIoXHOCTU. nddepenm-
ABHO-TMATHOCTHYECKHIA KPYT BKITIOUAET B ceOs psf Ha-
CJIEZICTBEHHBIX aTaKCUIl C CEHCOPHO MOIMHEBpONaTUuei
(arakcus @puapeiixa, POLG-acconuupoBaHHBEIE 3200-
JIEBaHUS U 1Ip.), UEIHaKUI0, HeHpOMH(EKIUH (CIMHHAS
cyxotka, BUY-acconurupoBaHHasi MUEJIONATUS U TIOJU-
HeBponarus), Aepunut BuramuHos (B1, B6, B9, B12,
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E) u menu, cucremuble 3a001€BaHUs COSTMHUTEIEHON
TKaHH, HEHPOCApKOMI03, MO3IKEYKOBO-CEHCHUTHUBHYIO
aTaKCHIO MPH 3JI0YNOTPEOJICHNH aJIKoroseM [5].

[lyOnukannu, TOCBALICHHBIE HCCIETOBAHUIO CHH-
npoma CANVAS B Poccun, enunnunsl [6, 7]. B nannoi
CTaTbe TPEACTaBICHBl ONHCAHHUA ABYX KIMHHYECKHX
cilyyaeB, HanOoJiee MOKa3aTeNbHBIX C TOYKH 3PEHUS
maddepeHInaaT HOTO JUArHo3a U KITMHUYESCKON KapTh-
HBI.

Marepuaa u Meroabl. B HayuynoMm 1ieHtpe HeBpo-
norun PAH ¢ 2019 r. mpoBogutcs [AHK-nuarnoctuka
cuagpoma CANVAS meTomoM moauMepa3HOH IEImHOM
peakouu (IIL[P) ¢ nomonHHUTENBHBIMH IpaliMepamMu
Ha 061acth AAGGG-moBTOpoB reHa RFCI ¢ mocneny-
IOIMM (QparMeHTHBIM aHAU30M W CEKBEHHMPOBAHHEM
o6acTu moBTOPOB 110 CHHTEPY.

C 2019 mo 2024 r. Bepudpunuposansl 40 manueH-
TOB C J@aHHBIM JIHarHo3oM (25 JKeHIIWH) B BO3pacTe
64,2 + 10,1 roma (ot 38 no 84 neT) U AIUTEIHLHOCTHIO
3aboneanns 10,4 = 6,4 romga (ot 2 mo 30 met). B 601b-
LIMHCTBE Cy4yaeB KIMHUYECKas KapTHHa 3a00JieBaHUs
ObUTa TUIMYHOW W COOTBETCTBOBAJIA «IIOJIHOMY» CHH-
npomy CANVAS.

Buneooxynorpaduio (BOI') mpoBogmim ¢ HCHOIh-
3oBanueM EyeSeeCam Sci system (EyeSeeTec GmbH,
MronxeH, ['epmanns). B mporokon BOI™ 6sutH BRITIOUE-
HBI CIIEIYIOIINE TECTHI: BEPTHUKAIbHBIE U TOPU30HTAIb-
HbIE pe(IIEeKTOPHBIE U POU3BOIBHBIE CAKKaIbl, INTABHOE
ClIe)KEHHE TI0 TOPU30HTAIN M BEPTHKAJIH, TECT Ha (UK-
CaIfio B30pa, TECT Ha IMOJABIIEHHUE BECTHOYIOOKYIISIP-
Horo peduiekca, Buaeonpoba Xanemaru (VHIT — video
head impulse test).

Hanuune 6unarepaibHOi BecTHOYIONAaTHH OLICHUBA-
JIM COTJIacHO KpHUTepHsaM obmiectBa bapanu, B ToMm drc-
Jie M0 BHUACOOKYJIOrpapHUYECKOMY KPUTEPHIO (COOTHO-
IMeHNUEe CKOPOCTEH NBYDKEHUS I71a3/TojoBHI (gain) < 0,6
OwnarepayibHO) [8].

OT Ka)X10T0 M3 BKIIIOUYEHHBIX B HCCIIEIOBAHNE YIacCT-
HUKOB OBLIO MOMTYy4eHO HH(POPMUPOBAHHOE 10OPOBOIb-
HOE COTJIacue.

Knunuueckoe naonrwoenue Ne 1. Ilanuentka /1., 58
neT. C 49 net 6eCroKOUT MATKOCTh IpH Xoas0¢ (Oobie
B TeMHOTe). B Bo3pacte 56 net nepeHecna X0JIeIHCTIK-
ToMHIO (PKeTYHOKaMeHHas OO0JIe3Hb), TOCIIe Yero BO3-
HUKJIO pe3Koe yXYIIIEHHE COCTOSHHS B BHUJE HapacTa-
HUS IIATKOCTH, HEYCTOWYHBOCTH, HEJIOBKOCTH B PyKax.
B Tedyenne mocnenyrommx ABYX JIET CUMIITOMBI TPOT-
pECCHpOBAIIM, MOSBHUIIACH TOIIHOTA, JMH30/ABI PBOTHI,
CHHM3HJIaCh BKYCOBAas YyBCTBHTEILHOCTb.

B HeBpomornveckoMm craryce OTMEJaluCh THUITOTEB-
3Wsl, B30P-HHIYLIUPOBAaHHBIA HUCTAarM, MPEPHIBUCTHIC
MEIJICHHBIE CIIeAIIe ABVKCHUS TI1a3, JIerKas Ju3ap-
Tpus. Cuiia MBI KOHEYHOCTEH COXpaHeHa, MBbIIICUHBIN
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TOHYyC cHIKeH. [Iy0okue pedieKchl ¢ pyK U KOJICHHBIC
OXKUBJICHBI, aXWJUIOBBI CHYOKEHBL. BbIpaxkeHHas Hey-
cToifunBoCTh B ipobe PoMOepra mpu 3aKkphIBaHWU 1143
naznaet. KoopannaropHele mpoObl BBIIOIHSET € JIETKOH
JUCMETPUEN U MHTEHLIMOHHBIM TpeMopoM. Mo3andHoe
CHIDKEHUE ITOBEPXHOCTHONW UyBCTBUTEIBHOCTH B KOHEU-
HOCTSIX, CHWKEHHE OOJIeBOW UyBCTBHTEIHFHOCTH HA TY-
JIOBUILE MO MPOBOJHUKOBOMY THITy ¢ aepmaroma ThS.
CycTaBHO-MBIIIEYHAs YyBCTBUTEIHHOCTh COXPaHEHa.
BubpanuonHas 4yBCTBUTEIIEHOCTh CHHKEHA HAa YPOBHE
cron U KoneH. IToxonka arakTuueckasi, Ha IHUPOKOH OC-
HOBE, TaHAEMHas Xoab0a HEeBO3MOXKHA. Ta30Bble (QyHK-
I[UU HE HapyIIEHBI.

CeMeilHbIi aHaMHE3: HACJIEICTBEHHOCTh HE OTSIO-
IIeHA.

Ha MPT romnoBHOro mo3ra oOHapy»eHbBI aTpodu-
YecKWe H3MEHEHHs TMOJylIapuil W YepBd MO3XKedyka
(puc. 1).

CTuMmynsuuoHHas  dIEKTpoHelHpoMmuorpadus
(OHMI): BBIsSIBIEHBI IPU3HAKH [€HEPAIM30BaHHOTO IO~
paXeHHUSI CEHCOPHBIX HEPBOB — CEHCOPHBIE OTBETHI HU
OJJHOTO M3 MCCIIEOBAaHHBIX HEPBOB PyK U HOT HE pETH-
CTPUPYIOTCS; MPU3HAKU MTOPAKEHHUSI MOTOPHBIX BOJIOKOH
HE 00HApYKEHBI.

C yuerom nanueix DHMI, B nepByto odepens ObLI
HCKIIIOYEH CaxapHbIi nuabeT Kak NMpUYMHA XPOHHUYE-
CKOH CEHCOPHOIl MOMWHEBPONaTuu. 3areM MpOBOAMII-
cs muddepeHInanbHbI AUarHO3 ¢ MPHOOPETEHHBIMHU
(dhopMaMU MO3KCUKOBBIX aTaKCHH, WCKIIOYEHBI ayTO-
HWMMYHHBIH, TOKCHYECKHH TeHe3 3a00JeBaHus, a TaKxkKe
[EeJMaKug U CUCTEMHbIe 3a00JIeBaHNs COCAMHUTEIBHOM
TkaHu (cunapom lllerpena, cucreMHas KpacHasi BOTYaH-
Ka U CUCTEMHAs CKIIEPOICPMHUsI).

MPT meitHOro u rpyiHoro OTAEIOB CIMHHOIO MO3-
ra: BBISIBIICHBI TU(Qy3HbIC H3MEHEHUS B 33/IHUX KaHa-
THKaX CIMHHOIO MO3ra, a Takke arpopuueckue u3me-
HEHHs CIIMHHOTO MO3Ta Ha MIEWHOM M BEPXHETPYIHOM
ypoBHsX (puc. 2).

Jnga  uckimodeHus AeMHEIHMHHU3HpYIomero 3ab6o-
JeBaHUsl U HelpoumH(peKIMid NpoBeAcHa JIoMOaIbHas
MYHKIHS — B JIUKBOpE OeJoK, IIUTO3 U III0KO3a B HOp-
Me€, BBISIBICH |-U THI CHHTE3a ONUIroKIoHanbHOro IgG.
Takoke OBUTH UCKITIOYEHBI XPOHHYECKIE MHOEKITUOHHBIE
muenonarun: BUY-accoumupoBanHas, Helipocudmimc,
nmaiM-60ppennos.

C y4eToM KIMHUYECKON KapTUHBI, JaHHBIX aHAMHE3a
(3301161 PBOTEHI, XOJICIMCTIKTOMUS B AHAMHE3E) U HEH-
poBH3yanHM3aury, ObUT HPEANONIOKeH Ae(UIUTAPHBIN
reHEe3 CEeHCUTHBHO-MO3KEUKOBOH arakcuu ((QyHUKYISP-
HBIH MHEJ03), OAHAKO ypoBHU BuUTamMuHa B12, domme-
BOM KHCJIOTHI, TOMOIIMCTEeNHA, BUTamMuHa E u meau Ha-
XOOWIIUCH B Ipesieax peepeHCHBIX 3HaUCHHUH.

B 2019 r. Bemonaena BOT, B pe3ynbrare 4ero 1o pe-
3yAbTaTaM BHAEONPoObl XanbMaru BBISABICHA BBIpa-
JKEHHas CHMMETPUYHAs ABYCTOPOHHSIS BECTHOYIOMATH
(puc. 3). Kpome TOTO, 3aperucTpupoBaHbl IJ1a30/BU-
rareibHbIe CUMITOMBI, XapakTepHbIE IS HapyIICHHUs
(yHKIMH MO3XKeUKa: cl1abo BBIPaXKEHHBIH TOPU30HTAIIb-
HBIM B30p-MHIYIIMPOBAHHBIM HUCTAarM C BEPTUKAIBHBIM
KOMITOHEHTOM BHU3, PUKOLIETHBI HUCTarM, a TaKkKe
CaKKaJIN4YeCKUN XapaKTep IJIaBHOTO ciiexkeHusi. [lomumo

RESEARCHES AND CLINICAL REPORTS

Puc. 1. MPT ronosroro mosra, pexum T2, carurraipHas mio-
cKocTb. HaOmromaercst yMeHbIIEHHE O00beMa M HCTOHUYCHUE
JIICTKOB 4epBs (MPEUMYIIECTBEHHO) W TONYIIApUil MO3KeduKa,
KOMIICHCATOPHOE paclIMpeHne ONMH3JIeKAIIUX OTACIOB cyOapax-
HOHMJAJIBHOTO IIPOCTPAHCTBA (CTPEIIKH)

Fig. 1. MRI of the brain, sagittal T2 weighted images. There
is volume loss of the vermis (predominantly) and cerebellar
hemispheres with ex vacuo dilatation of the adjacent subarachnoid
space (arrows)

Puc. 2. MPT meiHOro U BEpXHErpyAHOIO OTAEIOB I03BOHOYHU-
Ka ¥ CHTHHOTO M03Tra, pekuM T2. A — carurranbHas IIOCKOCTb,
cpeaunHbId cpe3, B, C, D — akcuaipHasi INIOCKOCTb, YPOBHH
HPECTAaBICHHBIX CPe30B 0003HAYCHBI TpaHIecKu Ha M300pa-
JKeHUH «A». OTMeuaeTcsi yMepeHHOe HCTOHUYEHHE CIHHHOTO
MO3ra Ha IIEHHOM U BEpXHETpyJHOM ypOBH:IX. B o6nacTu 3aaHux
KaHATHKOB CIIMHHOTO MO3Ta OIpeesioTcs qu(Qy3HbIe H3MCHE-
HUs (cTpeskH) cinabo noBeimeHHOT0o MP-curnana B pexxume T2,
KOTOpBIE JOCTOBEPHO HE BU3YaIM3UPYIOTCS HA CATUTTANIBHBIX Ce-
pusix, B T.4. B pexkume T2 STIR (ne npencrasien)

Fig. 2. MRI of the cervical and upper thoracic spine and spinal
cord, T2 weighted images. A — sagittal T2, midline slice, B, C,
D — axial T2, the levels of the presented slices are marked on
image “A”. Moderate thinning of the spinal cord at the cervical
and upper thoracic levels is noted. Axial T2 weighted MR images
demonstrate the weakly diffuse hyperintensity along the dorsal
columns of the spinal cord (arrows). These changes are not
reliably visualized on sagittal T2 weighted images, including T2
STIR (not presented)
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ATOTO, OOHAPYKEHO CHIDKEHHE CKOPOCTH IPOU3BOIb-
HBIX CaKKaJl 10 TOPU30HTAIM U BBEPX, YTO YKa3bIBAET
Ha BOBJICYCHHE B MATOJIOTUYECKUM TIPOIIECC CTBOIOBBIX
IJ1a30BUTaTENFHBIX IIEHTPOB CPETHETO MO3Ta U MOCTA.

C y4deroM TIOMYYECHHBIX JaHHBIX, IPOBEICHA
JHK-muarnocruka cuanpoma CANVAS, BbIsiBIIeHa O1-
annenpHas 3kcriancusi AAGGG-nioBropos B rene RFCI,
YTO TO3BOJIUJIO BEpU(PHUIIMPOBATH TUATHO3.

Knunuueckoe naonwoenue Ne 2. Ilanmentka I1.,
74 ner. C 60 ner cranma omrymarpb 350KOCTh B CTOIAX,
a TaKXKe TMPUCTYTHI CYXOro Kaluisl, YTO OBLIO paciieHe-
HO KaK MPOSIBICHUS XPOHUYECKOTO OPOHXHUTA U TacTPO-
330¢areanbHOl pedurokcHOl Oone3nu. B 62 rona Boep-
BBIE OTMETHJIa OHEMEHHE W CHIDKEHHE TEeMIIepaTypHOH
YyBCTBUTEJIBHOCTH B CTOMax, B 64 roma MOsSBUJIACH
IIaTKOCTh TPHU XOAb0OE, OHEMEHHUE MMOCTEIIEHHO PacIpo-
CTPAHWIOCH JIO YPOBHSI KOJICH.

B Bo3pacTe 65 jeT KIMHUYECKH YCTaHOBJIEH JIuar-
HO3 «XPOHUYECKas TOJUHEBPOIATHS HESICHOTO TEHe-
3a». Ilo manabiM ctumynsuuonHo DHMI BhIsBIEHO
rpyb0e H30JIMPOBAaHHOE MOPAKEHHUE CEHCOPHBIX BOJIO-
KOH HEPBOB PYK M HOT, MOTOPHBIE BOJIOKHA WHTAaKTHBI.
[Ipoxomuna cranroHapHOE OOCIEIOBAHHE M JICUCHUE
M0 MECTY >KHTEIbCTBA, MPOBE/ICHA JTIOMOaIbHasl MMyHK-
s — B JINKBOPE ITUTO3, OCIIOK M TIIIOKO3a B HOPME.
HckimodeHsl XpoHUYECKHe TU3NMMYHHBIE HEBPOIIATHH,
B TOM YHCJIC ATUTTUIHBIN (CCHCOPHBIN ) BAPUAHT XPOHHYE-
CKOW BOCITATUTENFHOW JIEMUEITHHU3UPYIOMIEH MoIupa-
NIUKYIIOHEBPOIIaTUH, AUabeTUYecKasi MOJWHEBPOMATHS,

Puc. 3. BectuOynookymsipHbIil peduiekc Mo TaHHBIM BHACOIPO-
Obl XadpMaru y 3I0pOBOTO HCIBITYeMOro (A) W y mHaiueHTa
¢ CANVAS (B). IIpupamenue ckopocreii cocrasuiio: 0,92 u 0,94
(A), 0,24 1 0,32 (B) a5 MOBOPOTOB rOJIOBBI BIPABO U BJIEBO, CO-
OTBETCTBEHHO. Ha HIKHUX M300paKeHUSAX 0OpalaroT Ha ceOst
BHUMAHUE CKPBITBIE (KOPOTKOJIATEHTHBIE) U SIBHbIEC (AJTMHHOA-
TEHTHbIEC) KOPPUTUPYIOIINE CAKKa bl

Fig. 3. Vestibulo-ocular reflex in the healthy control (A) and in
the CANVAS patient (B) assesed by video head impulse test.
Gain was 0.92 and 0.94 (A), 0.24 and 0.32 (B) for rightward and
leftward impulses respectively. Covert (short-latency) and overt
(long-latency) corrective saccades can be seen on the lower part
of the picture
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TOKCUYECKUH U JeQUIUTAPHBIN TeHe3 MOPaKeHUsT Hep-
BOB. [IpoBognmas HelipomeTaboanuecKkas Tepanus, BU-
TaMHHBI Tpymbsl B — 6e3 addekra.

B Bo3pacte 70 neT u3-3a 4acThIX MaJleHUN cTana Xo-
JIUTH C OIHOCTOPOHHEH omopoil. B 72 roma orMerumna
CHIDKEHUE YyBCTBUTEIBHOCTH M HapyIIEHUS MEIKOH
MOTOpPUKH B KHCTSIX, CTaja MEepeABHraThbcs C OMOpPOit
Ha XOAYHKH.

CeMeliHblii aHAMHE3 MO0 HEBPOJIOTMYCCKUM 3aboJie-
BaHUSM HE OTATOILEH.

B HeBposormueckoM craryce onpeaemnsics ropu30H-
TaJbHBIA B30P-MHAYLMPOBAaHHBIA HUCTAarM, MpephIBHC-
ThI€ MEJJIEHHBIE CIEIAIINEe IBM)KEHUS TIIa3HBIX SONOK,
JUIIIONHS TIpH B3WIsiAe npsMo. Juzaptpuu u qucdarun
Het. CHJla MBI COXpaHEHa, MBIIIEYHbBIH ToOHyC anud-
¢y3HO cHmxeH. JIerkuii mceBroaTeTos3 B majbliax KHC-
teil. [mybokue pedrekchl HU3KHE, KOJICHHBIA peduekc
CIpaBa M axHJUIOBBI OTCYTCTBYIOT. B mpobe PombGepra ne
CTOHMT BBIpa)KCHHAsI CEHCUTHBHAsI aTakcus. TUTyOanus
TYJIOBHIIA B ITOJIOXEHUH cTos1. KoopnuHaTopHbie IpoOb
BBITOJIHAET C TUCMETPUEN U HHTEHIIMOHHBIM TPEMOPOM.
I'nnecre3ns Mo MOIMHEBPONATUYECKOMY THUITY: B pyKax
JI0 YPOBHS CEPEANHBI MPEAIIIeYbs], B HOrax — JI0 YPOB-
HSl KOJIGHHBIX CycTaBOB. Arpadecte3us B IUCTAIBHBIX
oTAenax KOHEYHOCTeH. BubpainmoHHas 4yBCTBUTEINb-
HOCTb OTCYTCTBYET B pyKaX M HOTaX, COXpaHEHa C YpOB-
H Kitounibl. CycTaBHO-MBIIIEUHAs! YyBCTBUTEIBHOCTh
YMEPEHHO HapylleHa B CyCTaBax NalblieB KUCTEH, OT-
CYTCTBYET B CycTaBax HaJbleB CTOM. MmmneparuBHbBIE
MTO3BIBBI K MOYEHCITYCKaHHIO, 3aIIOPHI.

MPT meitHOro u rpyaHoro OTIENOB ITO3BOHOYHU-
Ka: UHTpaMeAyJUIIpHasl IMKBOPHAs MOJOCTh B IICHHOM
1 BEPXHETPYIHOM OTJeNiaX CIUHHOTO Mo3ra. KoHCymb-
TUPOBaHa HEHPOXUPYPIOM: CHPUHIOMUENNS Ha YPOBHE
C4-Th3, xupyprudeckoe jeueHHe HE TI0Ka3aHo.

C ydeTroM HainW4Msl JIETKOM MO3KEYKOBOW CHUMITO-
MaTHKH (HUCTAarM, HapylleHHe IUIaBHOTO CJIEKEHUS
m1a3aMu), BeimonHeHa MPT romoBHOro mosra — BHI-
SBJICHHl HEMHOTOYHCIIEHHBIE O0Yarn MHUKPOAHTHOIATHU
(Fazekas 1) 6e3 mpu3HaKoB arpoduueckoro mporiecca
CTPYKTYD 3aJlHEH YEPETHON SIMKH.

IloBTOpHO mnpOBeneHa crumynsauuoHHas OHMI:
BBISIBIICHBI BBIPAKCHHbBIE CEHCOPHBIE HEBPONATUYECKUE
HapyILIeHUs IEPBUYHO aKCOHAJIBHOTO THIIA C OoJiee rpy-
OBIM TIOpaXKEHUEM CEHCOPHBIX HEPBOB HOT (CEHCOpPHEIE
OTBETHI B HEPBAX HOT HE PETHUCTPUPYIOTCS, B HEPBAX PYK
YAAJIOCh 3apPEeTUCTPUPOBATh HU3KOAMIUIUTYIHBIH S-0T-
BET JICBOTO CPEJMHHOTO HEpBa). B MOTOpHBIX HepBax
aKCOHAJIbHBIE HAPYIICHHUS BBISBJICHBI JIHIIb IIPH UCCIIe-
JOBaHUHM 00ILEro Maso0epIIOBOro HepBa MPaBOH HOTH.

Knuandeckas kaptuHa 3aboneBaHUs (CEHCHUTHUB-
HO-MO3KEUKOBas aTakcHs ¢ rpyOOl CEHCOPHOW aKco-
HaJIbHOM TIOJMHEBPOIIaTHEl) HE COOTBETCTBOBAJIA TIPO-
SIBIICHUSIM BBISIBICHHON CUPHUHTOMMEIHNH, B CBSI3U C YEM
BbImotHeHo BOI'-uccnenoBanue: mpu NpoBEIEHUN BU-
neonpoObl XaabMaru 3aperucTpupoBaHbl JaHHBIE, yKa-
3BIBAIOIINE HA HAJU4YME CHMMETPUYHOW BYCTOPOHHEH
BeCTHOYIIONATHH, 3aTParuBaoLleil Bce BETBH BECTUOY-
JISIPHBIX HEPBOB. Takke 3aperncTpUpOBaHbl HAPYIIEHUE
IIJIABHOTO CIIEKEHUS!, CIIOHTAHHBIA HUCTAarM BHU3 U IO-
PU3OHTANBHBIA B30P-MHAYIHWPOBAHHBIA HHUCTarM, 4TO
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MOKET YKa3blBaTh Ha HapylleHUue (PyHKIMH MO3KeuKa.
Kpome TOro, BBISIBIEHO, YTO CKOPOCTH NMPOU3BOJIBHBIX
CaKKaJl 10 HIKHEH rpaHuIle HOPMBI, YTO MOXKET YKa3bl-
BaTh Ha MOPAYKCHUE SIJIEp CTBOJIA MO3Ta.

Takum 00pazom, oOHapyKeHHAas! IBYCTOPOHHSS BeC-
TUOYJIONaTHA B COYETAHHWU C MPU3HAKAMM MOPa’KeHHUS
MO3KEYKa U CEHCOPHBIX HEPBOB, a TAK)KE XPOHUUECKUI
Kalledb W BO3pacT Havaja 3a0oneBaHHs MO3BOJIMIN
npeanonokuth cuHapoM CANVAS, kotopblii OblT Be-
PUGHULIUPOBAH MOJEKYISIPHO-TCHETUYECKUMH METO/a-
MU (OnanensHas skcrancust AAGGG-oBTOpoB B reHe
RFCI).

O6cy:xnenue. [IpuBeneHHBIC KIMHIYECKHAE HAOIIO-
JEHUSl IEMOHCTPUPYIOT CIOXXHOCTH, KOTOPBIE MOTYT
BO3HUKHYTh TIpH AuarHoctuke cuHiapoma CANVAS.
B nocnenaune roae! ctano n3sectHo, 4To CANVAS sBis-
eTcsi HanboJee YacThIM, HO HE €IMHCTBEHHBIM (DEHOTH-
oM RF'CI-acconMupoOBaHHBIX 3a00JIEBaHUI: UMEIOTCS
JAaHHBIE O TIOPAKEHUH MOTOHEWPOHOB MEPEeHUX POTOB
CIMHHOTO MO3T'a, MMPaMUIHBIX TPAKTOB, PA3BUTHH Nap-
KWHCOHM3Ma ¢ OpMUpOBaHHEM Tenen JIeBu, a Takxke
00 M30JIMPOBAHHOM XPOHHYECKOM KalllJle U CEHCOPHOH
MOJIMHEBPOTIATHH B BEPUPHUIIMPOBAHHBIX CIy4asiX CHH-
apoma CANVAS [9, 10]. Takum oOpa3om, pazanyHOe
COYeTaHHE JAHHBIX CHHAPOMOB (OPMHPYET MIMPOKUH
CHEKTP KIMHUYECKUX MPOSIBICHUN U 3HaYUTENbHOE (e-
HOTHIMYECKOE pazHooOpasue 3a00IeBaHUi, CBI3aHHBIX
¢ myTtauusmu B rene RFCI.

B xmmuHnyeckom HaOmomennn Ne 1 HaGmromamncs
MIPEUMYLIECTBEHHO MHEIONaTHIecKuii gpenorun 3a0bo-
JeBaHUs C arpoduell CUHHOTO Mo3ra, Auddy3HBIMU
HW3MEHEHUSIMH B 33JIHUX KaHATHUKaX, MUPAMHUIHBIM CHH-
JIPOMOM M TIPOBOJHUKOBBIMU PAaCCTPOHCTBAMM TOBEPX-
HOCTHOW YYBCTBHUTEIBHOCTH, YTO NMOTPEOOBAIO UCKIIIO-
yeHust OONBIIOro yucia 3a00feBaHUM, IS KOTOPBIX
XapaKkTEepHO Pa3BUTUE XPOHUYECKUX MUenonaruil. Bax-
HBIM 3TallOM TUATHOCTHUKU cTayio nposeacHue BOI, uro
MTO3BOJIMJIO BBISIBUTH JBYCTOPOHHIOK BECTHOYIONATHIO
U B JalbHeWlIeM Bepu(UIHMpOBaTh AuarsHo3. HaOmo-
JaBILAsICS TUTIOIEB3UsI, BEPOSTHEE BCETO, ObliIa CBsI3aHa
C JereHepalueil CeHCOPHBIX TaHIINEB YEperHbIX Hep-
BoB (VII, IX, X mapsr), 4T0 XapakTepHO I CHHIPOMa
CANVAS [9]. XpoHudeckas TOITHOTa U PBOTa TaKkKe
ObUIM OIMCaHbl paHee NpPU AAHHOM 3a00JICBAHUU Kak
MIPOSIBIICHUS BeTeTaTuBHON nuchynkmmu [11].

Knnangeckoe nabmonenue Ne 2 xapakTepru3oBajioch
MPEUMYIIECTBEHHO MOJMHEBPOIMATHIYECKHUM CHMITO-
MOKOMIUIEKCOM, B CBS3U C 4eM au¢depeHuranbHbId
JIMarHo3 MPOBOJIWIICA C CEHCOPHBIMH IOJHMHEBPOIIa-
TUSIMH Pas3JInuHOrO reHe3a. Hecmorps Ha oTcyTcTBHE
aTpoUUECKNX W3MEHEHHH MO3Keuka, MPHU3HAKH €ro
MOPa)KCHMS BBISIBISUIMCH NP aHAJIM3€ [I1a30BUTaTElIb-
HBIX HAapYIICHWH, KOTOpble OBITH OOBEKTUBU3MPOBA-
Hbl npu nposeaenun BOI. Pemaronum B mocTaHOBKE
JMarHo3a Takke ObUT0 OOHapy)XeHHE BECTHOYISPHOI
apeduiexcun. J[pyruM BaKHBIM CHMIITOMOM IIpH CHH-
npome CANVAS sBnsieTCs XpOHHYECKUN KaIlelb, KO-
TOPBII YacTo MPEAIECTBYET APYTUM HEBPOIOTUIECKUM
nposiBiieHusIM. [1o pa3HBIM JaHHBIM, Kamiellb HaOIroIa-
ercs y 60-93% mnanueHToB, OJHAKO €ro IreHe3 10 KOH-
na He siceH [11, 12]. OOHapykeHHass y NallUEHTKA
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CHUPHUHTOMHUEIHS, BEPOATHEE BCETO, HE SBISUIACH KIIMHU-
YEeCKH 3HAaYMMOM, a MMEIOIIAsACs KIMHUYEeCKas KapTHHA
MOJIHOCTBIO cooTBeTcTBOBaNa cuHApoMmy CANVAS.

3akiouenne. B OonbIIMHCTBE Cily4aeB CHHIOPOM
CANVAS xapaxrepusyercss THIUYHBIM (HEHOTHUIIOM
Y HE BBI3BIBAET JUArHOCTHYECKUX cIokHOCTel. [Ipu Ha-
UYMW aTUMHYHBIX TPOSIBICHUI Ba)XKHBIM 3TAlloOM JHa-
THOCTHKH SIBIISIETCA TILATENbHBIN aHAIN3 KIMHUYECKON
KapTHHBI B COMNOCTaBJICHUU C JAHHBIMU JIOTIOJIHUTEINb-
HBIX MeTOHOB oOcnenoBanuii. [I[pumenenne BOI™ wacto
MMEeT pelIaoniee 3HauYeHHe B IMOCTAHOBKE MArHo3a,
MO3BOJISII  BBIABUTH TPU3HAKU IOPAKEHHUS MO3KEU-
Ka W JBYCTOPOHHIOIO BecTHOymomaruio. HeoOxommmbl
JaNbHENIINE HCCIEN0BaHMs C JETalbHBIM aHaIH30M
KIMHAYeCKHX ocobeHHocTel RFCI-accOlMUPOBaHHBIX
3a0oneBaHuil UI CO3aHus adropuTMoB aAnddepeHn-
ANBHOW JTMarHOCTUKHU 3a00JIeBaHUH C KOMILIEKCHBIMH
(dheHOTHIIAMHL.

Konguauxkr unTepecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBHH KOH(IIUKTa HHTEPECOB.

®unancupoBaHue. Pabora BEIMOMHEHA TIPH TOA-
nepxke Poccuiickoro naywnoro ¢onna (rpant PH®
Ne24-15-00209).
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