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Mosoceuxosas amaxcus, Hesponamus u eecmubyrspras apegaexcus (cunopom CANVAS) — omuocumensHo Masouzy4eHHoe aymocomHo-
peueccusHoe HelipodezeHepamusHoe 3a001e6aHue, MOAEKYAAPHAsL OCHOBA KOMOPoeo bblaa omkpsima auuts 8 2019 e. u céazana ¢ Hocumens-
cmeom buanienvrol nenmatykaeomuoroii sxcnancuu AAGGG-nosmopos 6 eene RFCI. C nosieéaenuem 803moxicHocmell eeHemu4ecKkoil
OUASHOCMUKU PACUUPUAUCH NPEOCMABAeHUSL 0 (DeHOMURUUECKOM CHeKmpe U PA3H000Pa3uu KAUHUMECKUX NposéaeHuil 0aHH020 3a001e6a-
HUS, BKAIOHASL COMeMAHUE MO3NCEUKOBOL AMAaKCUU U CEHCOPHOU HEBPONAmuU, a MaKice U30AUPOEAHHOL CeHCOPHOLL NOAUHEBPONAMUL/2aH -
2auoHonamuu. B dannom 0630pe nodpobHo oceeuierbl cogpemertble céedenlis 00 SIMUoA0eUU, Namo2eHe3e, KAUHUYeCKol KapmuHe u oua-
enocmuie cunopoma CANVAS ¢ yenvio ygeauuenus 0c6e0oMACHHOCHU NPAKMUKYIOUUX 8DAHEll U C80e8PEMEHHOU OUACHOCMUKY OAHHO20
3abonesanusi.
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Cerebellar ataxia, neuropathy, vestibular areflexia syndrome (CANVAS): literature review
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Cerebellar ataxia, neuropathy, vestibular areflexia syndrome (CANVAS) is a relatively poorly understood autosomal recessive neurodegen-
erative disease. The molecular basis of CANVAS was discovered only in 2019 and it is associated with the biallelic pentanucleotide AAGGG
expansion carriage in the RFCI gene. With the advent of genetic diagnostics, the understanding of the phenotypic spectrum and variety
of clinical manifestations of this disease has expanded, including a combination of cerebellar ataxia and sensory neuropathy, as well as iso-
lated sensory polyneuropathy/ganglionopathy. This review details current information on the etiology, pathogenesis, clinical presentation
and diagnosis of CANVAS in order to increase the awareness of practitioners and early diagnosis of this disease.
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BseneHue

Mo3:keukoBast aTakCcusi C HEBPOIIATUEH U IBYCTOPOH-
Helt BectnOysipHoit apediekcueir (CANVAS — ot aHrI.
cerebellar ataxia, neuropathy, vestibular areflexia syndrome) —
Tporpeccupylolliee HeiipoiereHepaTuBHOE 3a00IeBaHUE,
XapaKTepu3ylolleecsi CoOueTaHNEeM MO3XXKEeUKOBOI 1 CEHCH-
TUBHOW aTaKCUM, CEHCOPHOI TTOJIMHEBPOTIATUEN U BECTH-
OynsipHOI TUChYHKIINEN ¢ MEIJIEHHO MTPOTPECCUPYIOIINM
TE€YEHNEM U ayTOCOMHO-PELIECCUBHBIM TUTIOM HAaCJIe0Ba-
Hus [1].

Hcmopus usyyenus
Hab6mogeHus manMeHToB ¢ cOYeTaHNEeM UIMOIIaTHIe-
CKOM MO3XEYKOBOI aTaKCHMU M IBYCTOPOHHEH BeCTHOY-

JISpHO# TUcYHKIIMK OBIITA U3BECTHHI ¢ KOHIIa XX B. [2].
B 2004 1. A.A. Migliaccio 1 coaBT. OITyOJIMKOBaJIN OTHCAa-
HUSI TICPBBIX MAITUEHTOB, CUMITTOMBI KOTOPBIX OBLIN CXOXU
¢ cuaapomom CANVAS, omHako aBTOpaM He yAajloch
OIIPENENINTh HO30JIOTMUECKYIO TIPUHAIEKHOCTh TaHHBIX
HaOJIIOMEHU I — TIpeIITojarajach oqHa u3 (popM Criopamm-
YecKOM Mo3aHeN Mo3:keukoBoit atakcuu [3]. Tompko B2011 1.
Ha OCHOBaHUM ITOAPOOHOTO onrcaHus 18 IMarmeHToB ¢ Xa-
PaKTEpHON KIMHUYECKONW KAapTUHOM OBbLIO TPEaIOXEeHO
Ha3zBaHue 11 HoBoro cuHapoMa — CANVAS [4]. Kpome
TOTO, TIPY aHAJIM3e TeHEaJOTHIEeCKNX TaHHBIX (2 ceMbu
¢ OOJIBHBIMU CMOCaMM) OBIJIO BIIEPBBIE BHICKA3aHO TIPEI-
TTOJIOXKEHHE O HACJIEACTBEHHOM IeHe3e 3a00JIeBaHUsI C ayTo-
COMHO-PEILIECCMBHEIM TUTIOM Tiepemadn. B manpHeiteM
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IMPOUCXOIUIIO OBICTPOE HAKOIUICHME 3HAHWI 0 (PeHOTH-
MUYECKUX OCOOEHHOCTSIX JaHHOTOo 3a00JieBaHMS: TIpe-
CTaBJICHO ITATOJIOTOAHATOMIYECKOE OIMMCAaHNE CCHCOPHOM
TaHTJIMOHOITATUH, BBISIBIICHA IITUPOKasi pacipoCTpaHeH-
HOCTb BET€TaTUBHBIX HapylleHuii, a B 2016 I. ipeaioxXeHbI
TepBbIe KIMHNYECKHE 1 TTAaTOMOPMOTOTMIECKIE TUATHO-
cTuyeckue Kpurepuu [5—7].

B pycckosi3bluHOI tuTepaType JaHHbIe 00 3ToM 3a00-
JIEBaHWUM TTPAKTUIECKH OTCYTCTBYIOT. MBI BCTPETHIIN €IMH-
CTBEHHOE HabJI0IeH1E MallMeHTa C KIMHUYECKU YCTaHOB-
neHHbIM cuHapoMoM CANVAS B coueTaHMY ¢ UICTUHHOM
noJuuuTeMuei [8].

MoneKynapHas reiemuxa

MounekynspHast ocHoBa cuHapoma CANVAS B 2019 1.
ObLJIa YCTAHOBJICHA 2 HE3aBUCUMBIMM I'PYIIIAMH UCCIIEI0-
BaTeJIell ¢ MCIOJIb30BaHMEM METOMA TOJTHOTEHOMHOTIO
CceKBeHUpOBaHUs. Pa3BuTie 60J1e3HN CBSI3aHO C HOCUTEIb-
CTBOM OHaJLIEIbHON 3KCHAHCHU TMEHTAHYKJICOTUIHBIX
AAGGG-110BTOpOB BO 2-M MHTpoHE TeHa RFCI [9, 10].

Ten RFC1 nokanu3oBaH Ha 4-i XpOMOCOME, OH COCTO-
UT U3 25 3K30HOB U KOOUPYeT cyobeauHuiy 1 dakropa
permukaru C (replication factor C subunit 1). bemok RFC1
sBnsgercss omHuM u3 5 (RFC1-RFCS5) cyobenmHmMIl Kom-
mwiekca RFC, ygacTByroI1ero B perapaiiy 1 peIUTHKAIuT
JHK [11]. Takum o6pa3om, 1Mo cBoei MaTo(pn3n0oJI0Orun
CANVAS oTHOCHUTCS K TpyIIle aTaKCUil ¢ HapyleHueM
permapanuu JJHK [9]. Panee nATEpec K 3TOMY IeHy OBLI
B OCHOBHOM CBSI3aH C OHKOTEHETHKOII: OITMCaHa ero POJIb
B Pa3BUTHM paKa MOJIOYHOI Xene3nbl [12, 13], TOUKOBBIE
mucceHc-mytaiu RFCT oOHapyXeHbI Y TAallMEHTOB C Ha-
CJIeICTBEHHBIM KOJIOPEKTAILHEIM pakoM [14], a rutrepakc-
IIpeccust JAaHHOTO TeHa BRISIBJICHA B KJIETKaxX Ha3opapuH-
reajgbHOro paka [15]. Mcxonst u3 naroreHe3a 3a00J1eBaHUS
MPeNNoNarajoch, 4To mauueHTsl ¢ cmHapoMoM CANVAS
MOTYT UMETb BHICOKMI PUCK pa3BUTHS 3JI0KAYECTBEHHBIX
HOBOOOpa3oBaHM (KakK, HAIIpUMeEp, IIPU aTaKCUU-TeJIe-
AHTUIKTA3MM), OMHAKO IO HACTOSIIIETO BPpEeMEHH 23Ta TH-
noTe3a He MoATBepAauIach [1].

O06acThb YIJTMHEHHBIX IEHTAaHYKJICOTHIHBIX TIOBTOPOB
pacmnooXeHa BHYTpH sineMeHTa AluSx3 Bo 2-M MHTpPOHE
reHa RFC1 v 110 cBoeit CTPYKTYpe He SIBIISICTCS OTHOPOI-
HOI: moMuMo TaToreHHOU 3kcmancun (AAGGG)exp,
oOHapyXeHBl 0oJice YacThle BapWaHTHI ITOBTOPOB —
(AAAGG)exp u (AAAAG)exp, KOTOpEIe He SIBIISTFOTCS
natoreHHBIMU. B HopMe uncio AAGGG-TIOBTOPOB He
npeBbimaet 11, omHako y manueHToB ¢ CANVAS 00Ha-
pyXUBaIOT ajutenu ¢ ynuciaoM konuit AAGGG-TI0BTOpOB
600—2000 u 6o:ee [1, 16]. Kpome Toro, F. Akcimen u co-
aBT. OMUCaIN 0ojiee peaKHne CTPYKTYPBI 3KCHAHCUU
(AGAGG)exp 1 (AAGAG)exp, a akcrmancuio (AAGAG)exp
Yaimie OTMETIJIM y TIAIIMEHTOB C MO3THEN aTaKCHel, 4eM
B KOHTPOJIbHOM TPYIINE 300POBBIX MHANBUIAYYMOB [16].
He 6b110 0OHApyXeHO KOpPpeasuyd MEXIYy pa3zMepoM
SKCITAHCUHM MEHBIIETO M OOJIBIIETO aJlJIeiisl C KITMHU-
YeCKUMHU XapaKTepUCTUKAMU 3a001eBaHus (BO3pacT Je-

010Ta, BBIPAXKEHHOCTD aTAaKCUH, TEMII IIPOTPEeCCUPOBAHUS,
Habop cuMmnTomoB) [1].

B ormimmume ot 6ome3nn ®punpeiixa, Ha TaHHBIA MO-
MEHT He OIMcaHbl mauneHTsl ¢ cuHapomMoM CANVAS,
SIBJISTIOIIECST KOMITAyHI-TeTePO3UTOTHBIMI HOCHUTEIISIMU
9KCIaHCUU B OTHOM aJllIe]ic 1 MHOM MyTallny (TOYKOBOIA,
IEeICIIN, TyTUTMKAIINN, MTHCEPIIUM) B IPYTOM aJlIeIe.

CymectByeT Tpeamnoiokenne, uto CANVAS aBnser-
cs TeHeTMYECKM TeTepOTeHHBIM 3ab0jeBaHeM. B coBpe-
MEHHBIX MCCIICIOBAHMUSIX TOMO3UTOTHAS 9KCIIAHCHSI B TeHE
RFC1 6bi1a BbisiBiIeHa TOJIbKO Yy 90 % malMeHTOB ¢ KJIv-
HUYecKH 1ocToBepHBIM cHapoMoM CANVAS [1]. Kpome
toro, B 2018 T. B ceMbe C MpeAIoaoraeMbIM ayTOCOMHO-
TOMUHAHTHBIM TUTIOM HACJICIOBAaHUS Y 3 POICTBEHHUKOB
¢ xkimmHn4eckoii kapTuHoit CANVAS MeTonoM MOJIHO9K-
30MHOTO CEKBEHUPOBAaHUS ObLIa BBISIBJIEHA MUCCEHC-MY-
Taums B reHe ELF2, ToaTBepXXIeHa e¢ TTaTOTeHHOCTh 1 CeT-
peraumsi B JaHHOU ceMbe [17].

PacnpocmpaHeHHoCmb

Caenenust o TouHoi pacripoctpaHneHHOocTH CANVAS
B PA3TWYHBIX MTOMYJISIIASIX OCTAIOTCSI OTPaHWYCHHBIMU.
B uccrnenoBanum A. Cortese 1 COaBT. YaCTOTa TeHETHYECKU
BepudunmpoBaHHbix cirydaeB CANVAS cocraswia 22 %
Cpeanu Bcex ciyvaeB MO3aHel atakcuu u 62 % cpeau na-
LMEHTOB C COYETAHNEM aTaKCUH U CEHCOPHOI HEBPOITATUN
[10]. B 6onee mo3mgHem ucciegoBanuu cuHapoMm CANVAS
BbIsIBJIEH Y 14 % NaLMEeHTOB C MO3IHEH MO3XE4YKOBOI1
atakcueii [1]. B uccnenoBanuu, nmposeneHHoM B Kutae,
cpenu 193 maneHTOB €O CITIOpaINIeCKIUMU MO3KEUKOBHI-
MM aTaKCUSIMU Y MYJIBTUCHCTEMHOI aTpodueii marneHThI
¢ CANVAS BoisiBiieHbI He Obln [18]. YacToTa 310pOBBIX
reTepo3UTroTHBIX HocuTeei akcnaHncu (AAGGG) n Bre-
He RFC1 BapbupyeT ot 1 10 5 % [9, 10], mosTomy pacuet-
Hag pacnipoctpaHeHHOcTh CANVAS cocrassier ot 1:10 ThIC.
10 1:400 HaceneHUs1, YTO CBUIETEILCTBYET O 3HAUUTEIILHOM
TUTIOAMATHOCTHUKE TaHHOTO 3a00JIeBaHUS.

llamomMopdronorugd u namorexes

ITo maHHBIM TTAaTOMOP(OIOTUYECKNX UCCIAETOBAHUI
KJIIMHUYECKN BepU(PULIMPOBAHHBIX ClIydaeB CMHApOMa
CANVAS, Hanbosblre n3MeHeH1sT HaOJTI0Jal0TCs B MO3-
JKeuKe, CITMHHOM MO3Te Y CEHCOPHBIX TAHTJIMSIX YePETTHBIX
¥ CHIMHHOMO3TOBBIX HepBoB. OOHapyKeHa ribesb Helpo-
HOB CITMHAJILHBIX TAHTJIMEB C JAeTeHepalieil X aKkCOHOB
¥ atpodueil 3aIHUX KOPEIIKOB, a TaKXKe JereHepalys
W IeMUeIMHU3alMs 3aJHUX CTOJIOOB CIIMHHOTO MO3ra.
IIpuMeyaTeabHO, YTO MPU MaKPOCKOTTMYECKOM MCCIIEI0-
BaHWM CITMHHOTO MO3Ta TakxKe ObIJI0 00HAPYKeHO o0~
HeHUEe KOPTUKO-CITUHAJIBHBIX TPAKTOB, YTO MOXKET 00b-
SICHUTb COXPAaHHOCTb WJIM JaXe OXMBIIEHUE TTyOOKMX
pednekcos [5]. [Ipn MaKpOCKONMMUYECKOM HUCCIET0BAaHUN
MO3XeUKa BBISIBIISIETCS ero aTpodust (IMMpenuMyIeCTBEHHO
BEpXHEH 1 JOpCaIbHOM YacTeil YepBs M JaTepaabHBIX OT-
JIEJI0B TIOTYIIAPUii), IIPH TUCTOJOTMIECKOM MCCIenoBa-
HUU — Tubenb Kinetok [TypkuHbe, mporudepanus riIun
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Beprmana u ¢opMupoBaHre XapaKTepHBIX JTOKAJIbHBIX
pacIIMpeHnit — «Topreny (Hanboiee BEIPasKeHEIX B YEpBe).
Taxke ommcaHa TMOeIb HEMPOHOB B CEHCOPHBIX y3j1aX
YepeIHBIX HEPBOB: K. frigeminus (raccepoB y3en), n. facialis
(y3en KoJIeHIIa) ¥ BeCTHOYIISIPHOI TTOpLMU A. vestibuloco-
chlearis (ranrmmit CKapIibl), yMEHbBIIIEHUE YHCIIa HEPOHOB
B HIDKHUX OJIMBAX C BTOPMYHOM JeTeHepallieil OTMBOMO3-
KEYKOBBIX myTeit |5, 19]. JlaHHBIE TUCTOIOTUIECKOTO MC-
cliemoBaHUS MepudeprIecKUX HEPBOB IIPEICTABICHBI
HIKe (cM.: «J[InarHoCcTHUKa»).

o cux mop ocraeTcst HesSICHBIM MEXaHM3M TUOe! Heii-
poHoB nipu cuHapome CANVAS. B uccnegosanuu A. Cor-
tese ¥ COaBT. He BBIABJICHO CHIKeHMSI aKcTipeccut MPHK
rena RFCI vmm 6enka RFC1 B ¢pubpobnacrax, mumdo-
GiacTax 1 Ipyrux TKaHsax maureHToB ¢ CANVAS, uto He-
XapaKTepHO TSI MyTaIlii ¢ yTpaToit (pyHKimm 6eka (loss-
of-function) [10]. ITpenronaaraeTcs, 9T0 SKCITAHCHS B TeHE
RFC] mMoXeT HapyIIMTb CTPYKTYpPY M, CIEI0OBAaTEeILHO,
¢dyHKIMIO 3eMeHTa AluSx3, B KOTOPOM OH PacIiOIOKeH
[20]. DremeHTHI Alu UTPaIOT BaXKHYIO POJIb B (DOpMUpPOBa-
HUY HEMPOHAJIBHBIX CEeTel Y SITUTeHETHYECKOM ey
OMOXUMMYECKIX IPOIIECCOB B IIEHTPATbHOM HEPBHOM CH-
creme. Poib aneMeHTOB Alu ycTaHOBIIEHA B IMaTOTEHE3€
psIa HEBPOJIOTWUYECKMX 3a00JIeBaHUI, B TOM YHCJIEe Ha-
CIIeICTBEHHBIX U HelipoaereHepaTuBHBIX [21].

Knunuyeckas kapmuna RFC1-accoyuuposanioro GANVAS

Cungpom CANVAS uvanie neGloTHpPYET B BO3pacTe
50—60 net (Menuana 52 roga, ot 19 go 76 j1eT) U XapakTe-
pU3yeTCs MeIJICHHBIM TEMIIOM ITporpeccupoBanms. [lep-
BBIMU CHMIITOMAaMHU B OOJBIIMHCTBE CJIy4aeB SIBIISTIOTCS
LIATKOCTb IIpU X0Ab0Ee U CyXoi Kaiesb [1].

s pa3BepHYTHIX CTamuii 3a00JeBaHUS XapaKTepHa
aTaKCHs CMEIIAHHOTO XapaKTepa (CCHCUTUBHAS K MO3XKeU-
KOBast) C MO3XE4YKOBOi1 au3aptpueii (40 % ciaydaeB), auc-
darueit (27 %) u raa3oaBUTraTeIbHBIMU HAPYILIEHUSIMU
(65 %) B BUIEe HUCTarMa, HapyIleHUsI TUIABHBIX CJIEISIIAX
IBWKCHM T71a3, TUCMETPUH cakkan. KimmHuaeckue mpo-
SIBJIEHYSI CEHCOPHOI1 ITOJIMHEBPOIIATUM OTMEYatoTcs y 94 %
MMAIMEHTOB (TUIIECTE3MS 10 INCTATLHOMY TUITY, CHIKCHIE
BUOPAIIMOHHON YyBCTBUTEIIFHOCTH M CYCTaBHO-MBIIIICY-
HOTO YYBCTBa, CHIDKEHHE MJIM OTCYTCTBHUE aXMJUTOBBIX ped-
JIEKCOB, OCTaJIbHBIC TIIyOOKHE pedIeKCh B OOJBITMTHCTBE
CJIy9aeB OCTAIOTCSI COXPAaHHBIMHU MJIN OKUBIICHBI), TTAPE3bI
U TUITOTPOGUHU MBILILL He XapaKTepHbL. Y 22 % malnueHTOB
HaOJIIOMAIOTCS HapyIleHUsI 00JIEBOiT YYBCTBUTEIBHOCTH
Ha JINIIe, CHIDKCHNE I OTCYTCTBHE HIDKHEUYETFOCTHOTO
pednekca [1]. Kpome Toro, y 64 % nauueHTOB OTMEYaeT-
CSI XPOHUYECKMI CyXOM KallleJib, He 00YCJIOBJICHHbI OpOH-
XOJIeTOYHOM maTojyiorueit. [1penmosaraior, 9To MeXaHU3M
KaluIsI cBsI3aH ¢ TnOeapio C-BOJIOKOH CEHCOPHBIX HEP-
BOB, MHHEPBUPYIOIINX IbIXaTeIbHBIC ITyTU U TTHUIIEBOI,
YTO IIPUBOINT K JCHEPBAIIMOHHON TUTIEPAKTUBHOCTH SIIpa
onuHOYHOro nmytu [22]. Y 32 % nauueHTOB UMEIOTCS Be-
reTaTUBHBIC HAPYIICHMS (OPTOCTAaTHYECKASI TMITOTCH3MSI,
SpeKTUIbHAS TUCGHYHKIINS, KOHCTUITAIMS, pACCTPOCTBA

MOYEHMCIYCKaHUS, aHTUAPO3), Jallle Ha MO3THUX CTalH -
SIX 3a00JIeBaHMSI, YTO CBSI3BIBAIOT C JIeTeHEpaIreil mocT-
TaHTJIMOHAPHBIX BereTaTUBHBIX BOJIOKOH [1, 23]. Takke
OB 0OHAPYKEHBI IIPU3HAKN CHIDKCHUS 3aXBaTa pamro-
(bapmnpenapara rpu cuuHTArpacduu Muokapaa ¢ '>*I-mera-
MOMOCH3MITYaHNANHOM y 1 mammeHTa ¢ TeHeTUYeCKU
BepuuLmpoBaHHEIM cuHApoMoM CANVAS, 4To MOXeET
CBUIETEIECTBOBATH O CUMITATUIECKOM ICHEPBAIINK Ceplia,
cOmKas JTaHHBIM CUHIPOM C CUHYKJIEMHOTIATUSIMU [24].

JABYyCTOPOHHSIST BECTUOYIOTATHUS IIPOSIBIISICTCS HE-
YCTOMUYMBOCTBIO TIPU XOAB0E MU B TTOJIOXEHUH CTOSI, KO-
TOpast yXyIIIaeTCcsI B TEMHOTE, Ha HEPOBHOM ITOBEPXHOCTHU
WJIA BO BPeMsI IBUKCHMSI/ TIOBOPOTOB TOJIOBEL. KpoMme To-
TO, TAIIMEeHTHI OIMMCHIBAIOT HEYCTKOCTD 3PEHMST VI MJLUTIO-
3110 IBIDKECHUST OKPYXKAFOIINX ITPEAMETOB (OCHIIIIONICHS),
YCWJIMBAOIIMECS TIPU ABMKEHUH TOJIOBHI YUK Tena. JlaH-
HBbIC HaXOIKW HE SIBIISIIOTCS CITeIU(MUIHBIMU, TTO3TOMY
I auddepeHIaTbHON THAaTHOCTUKNA CEHCUTHUBHOM,
MO3XXEUKOBOI aTAKCHH M BeCTUOYIOTATUN TTPUMEHSIOTCST
OTOHEBPOJIOTUYECKIE METOIBI 00cIenoBaHus (cM.: «dn-
arHOCTHUKa»).

KimHM4YecKr BBIOENSIOT «IIOJIHBIN» U «HEITOJTHBI»
cuHapoM CANVAS B 3aBUCHMOCTH OT OTCYTCTBUSI MJIK Ha-
IS KITIOYEBBIX MPOsABIeHUN. B Hanbosee KpyIrHOM
ncciegoBannu (100 mameHTOB ¢ TEHETUYECKH Bepruu-
LIMPOBAaHHBIM JIUATHO30M) OIIPEIeICHBI CICTyIOIINe Ba-
pPUAHTHI (PEHOTHUIIOB M X BCTPEYAEMOCTh: M30JIMpOBaHHAS
ceHcopHasg nonuHeBponartus (15 %), coueTaHue MO~
HEBPOIaTUU C MO3XEUYKOBO# aTakcueir (16 %), monu-
HeBpomaTusi ¢ ABYCTOPOHHe# Bectubyaonarueii (6 %),
«rrostHbIi» cuHapoM CANVAS — 63 % [1]. Takum obpaszom,
B HACTOSIIIIAIT MOMEHT pa3BUTHE CEHCOPHOI ITOJIMHEBPO-
MaThy (TAHIIMOHOIIATHM) CUUTAETCS KITIOUEBBIM 3BEHOM
nmatoreHe3a u obnauratHeIM nposgBiaeHueM CANVAS.
Hng mammenToB ¢ CANVAS HexapaKTepHBI HEelpomnaTh-
yecKue 00J11, BEIpaXkKeHHOE CHIKEHME O0JIEBOM YYBCTBH -
TEJTBHOCTH C pa3BUTHEM 0e300JIEBBIX TOBPEKICHUIMA 1 SI3B,
YTO MOXET CBUIETSIILCTBOBATD O COXPAHHOCTU A-IeIbTa
1 C-BOJIOKOH. YUUTBIBast COXpaHHBIE (B OOJIBIITMHCTBE CIIy-
yaeB) IIyOOKMe pedIeKchbl, MOXKHO 3aKJITIOYNUTh, YTO TOJI-
CThbIe MUEJIMHU3NPOBAHHBIC BOJIOKHA BOBJIEKAIOTCSI B MEHb-
meii creneHu. HambOompmiag rndens HaOmogaeTes Ui
A-anbda 1 A-6eTa MUETMHU3UPOBAHHBIX CEHCOPHBIX BO-
JIOKOH, 0bOecreuyuBalrolMx MOBEPXHOCTHYIO U TJIyOOKYIO
yyBCTBUTEbHOCTS [1]. TeM He MeHee Bompoc 00 n3dupa-
TEIPHOCTH THUOEIM HEPBHBIX BOJIOKOH OCTACTCSI OTKPHITHIM
M3-3a MaJIOTO YKCJIa UCCIICAOBAHMIA.

JluarHocmuka

KmmHmaeckast u maromopdoitornyeckast [MarHOCTAKA
CANVAS nipoBoautcs corntacHo kpurepusm D.J. Szmule-
Wwicz 1 coaBT. (TabI. 1), TO3BOJISISI TMATHOCTUPOBATD «BO3-
MOXHBI» , «BEPOSITHBIN» U «T0CTOBEPHBIA KIIMHUYECKUIN»,
a TaKKe «10CTOBepHBI Mopdonorndeckuit> CANVAS [7].

HeiipoBusyaim3ammsi. MarHuTHO-pe30HaHCHAs TOMOIpa-
ust (MPT) ronoBHoro mosra no3posisieT y 63 % naumeHToB

TOM 10
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Tadmuua 1. Kpumepuu duaenocmuru cunopoma CANVAS, eocnpoussedero u3 [ 7] ¢ paspewenus asmopog

Table 1. Diagnostic criteria for CANVAS, reproduced from [ 7] with the permission of the authors

Clinically possible

* KnuHnuyeckue npusHaku
JIBYCTOPOHHEN BECTUOY-
JISIPHOI TUITOMYHKIIVY, 1
Clinical evidence of bilateral
vestibular hypofunction, and

» KnuHuyeckuve nmpusHaku

TMOpaXXEHUS MO3XeYKa, U

Clinical evidence of cerebellar

impairment, and

ITpusHaku ceHCOpHOIt

HEBPOIIATUM 1O TaH-

HBIM CTUMYJISILIMOHHOM

ODHMI, cooTBeTCTBYIONINE

KJIMHUYECKOU KapTUHE

(MpU UCKITIOYEHU U KOM-

MIPECCUOHHBIX HEBPOIIA-

TUU U IPYTUX OYEBUIHBIX

MPUYKH), U

Signs of sensory neuropathy

according to stimulation

ENMG, consistent with the

clinical picture (with the

exclusion of compression
neuropathies and other obvious
causes), and

Clinically probable

* KnuHuyeckue npusHaku
HapyllIeHus BeCTUOYI0-
OKYJISIPHOTO pediiekca, 1
Clinical evidence of an
abnormal vestibulo-ocular
reflex, and

ITpusnaku arpodun
Mo3xeuka mpu MPT

W/ VTA KITMHUYECKUE
TIPU3HAKY [IOPAXKEHUS
MO3XeyKa, U

Cerebellar atrophy on MRI
and/or signs of cerebellar
impairment on examination,
and

TTpuzHaku nmpeumyiie-
CTBEHHO CeHCOpHOﬁ
HEBPOIIATUU 10 JaHHBIM
CTUMYJIIIMOHHO DHMT
(MOTOpHBIE BOJIOKHA
HE3HAYUTEIBHO MOPAXKEHBI
WIK B HOpME), U

Signs of predominantly sensory
neuropathy as measured by
stimulation ENMG (motor

Clinically definite

* [Ip3Haky HapyIIeHUsI
BECTHOYJIOOKYISIPHOTO

pediekca mpu BUAEOOKYJIO-

rpacduu, BUACOHUCTAIMO-

rpacuy WK BpalaTeIbHOM

TecTe, U
Abnormal vestibulo-ocular
reflex on video-oculography,
videonystagmography, or
rotational chair testing, and

* [Ipu3Haku aTpoduu 4epBs

(BEpXHMUI1 YePBb, TOJIBKH VI,

Vlla, VIIb) u natepaibHbIX
OT/IEJIOB MOJyLIapUiA MO3-
xeuka (crus I) mpu MPT,
Cerebellar atrophy on MRI
displaying superior vermis
atrophy (lobules VI, VlIa, and
VIIb) and lateral hemispheric
atrophy (crus I), and

* Helipodusnonornueckue
TMPU3HAKU
TaHTJIMOHOIIATUH, U
Neurophysiologic evidence
of a ganglionopathy, and

Pathomorphological definite

* [16e1b HEPOHOB B BECTUOYIISIP-
HOM TaHIJIMU

Evidence of neuronal loss in the
vestibular ganglion

ITpusHaku arpocduru nmpeumyiie-
CTBEHHO YepBs (BEpXHMI YEPBb,
noasku VI, VIla, VIIb) u nate-
PaJibHBIX OTAEJIOB MOJIyIlIapUiA
Mo3xeuka (crus I) mpu Makpo-
CKOINMYECKOM MCCIIEI0BAHUU, U
Macroscopic cerebellar atrophy
conforming to a pattern of predo-
minantly superior vermis atrophy
(lobules VI, VlIa, and VIIb) and
lateral hemispheric atrophy (crus I),
and

Tu6enp kinetok [ypkrHbe KOPBI
MO3XeyKa, U

Evidence of the Purkinje cell lossin
the cerebellum, and

Tu6enb HelipOHOB B CITMHAIBHBIX
TaHIJIUAX, Yallle BMECTE C JEMU-
eJIMHU3alMen 3aqHUX CTOJIOOB
CIIMHHOTI'O MO3ra

Evidence of dorsal root ganglia

fibers are slightly affected or
normal), and

neuron loss usually accompanied
by loss of myelinated neurons
in the posterior columns, and

HcximroueHbI JPYTrue€ HacJ€ACTBEHHBIC aTaKCHUU, B 0COOEHHOCTH CHI/IHOHCpe6€JU[$[pHaH aTakcud 3-To TUIIa U 00JIE3Hb chH,I[pCfIXB.
Exclusion of other genetic ataxias, particularly spinocerebellar type 3 and Friedreich ataxia

Ilpumenanue. JHMT — snexmponeiipomuoepagus, MPT — macnumno-pe3onancuas momoepagus.

Note. ENMG — electroneuromiography, MRI — magnetic resonance imaging.

BBISIBUTh TPU3HAKKM aTpoUu MO3XKeUKa, MpeuMyIie-
CTBEHHO 4uepBs (BepxHMit yepBb, noiabku VI, VIIa, VIIb)
U JaTepaibHBIX OTHen0B monymapuii (crus I) (puc. 1).
Pexe obHapyXKMBarOTCSI Herpyoble aTpodUuecKre n3Me-
HEHUsT OOJIBIIVX TIOJTYIIIAPUIA TOJIOBHOTO MO3Ta, 04aroBbie
M3MEHEHMs OEI0TO BeleCcTBa (TPAKTYIOTCST KaK MPOsIBIIe-
HUS BO3PACcT3aBUCMMOM MUKpoaHrruonatuu) [1, 7]. BaxHo
MOMYEPKHYTh, YTO OTCYTCTBUE aTPO(PUIECKUX UIMEHEHUI
CO CTOPOHBI MO3XeUKa He nckimodaeT quario3 CANVAS.
ITpu MPT-uccnenoBaHuu CIMHHOTO MO3Ta OOHapyXK1Ba-
0T €ro aTpoduio, TPEUMYIIECTBEHHO Ha IIIETHOM YPOBHE
(45 %) (puc. 2), ¥ TMTIEPUHTEHCUBHBI CUTHAI B POSKIINY
3aJHUX KaHATUKOB B pexxume T2 (12 %) [1].
Crumysnsinuonnas djektponeiipomuorpadus (OHMI).
[pu nposenenru DHMI 'y 100 % nmanveHTOB BBISABISIOT
IIPU3HAKUA CEHCOPHOU MEPBUYHO-aKCOHAJIbHOMN IOJIM-
HEBPOMATUU. AMIUIMTY/Ia S-OTBETa CHIDKEHA UJTU OTCYTCT-
BYET TIPU UCCIIEIOBAHUY HEPBOB PYK, MPU UCCIETOBAHUN
HEPBOB HOT B OOJIBIIMHCTBE CJIy4aeB CEHCOPHBIE OTBETHI
He peructpupytorcst. CKOpocTb IMPOBEIECHMSI TIO CEHCOPHBIM
HEpBaM He M3MEHEeHa JIM00 HE3HAYUTETLHO CHIKEHA, UTO OT-
pakaeT rubeTb MUeTMHU3UPOBAHHBIX BOJIOKOH. Y 11 % ma-
LIMEHTOB MOTYT BBISIBJISITHCSI HETPYOble MPU3HAKK aKCO-

HAJIbHOTO TTOPaXKEHUSI MOTOPHBIX BOJIOKOH, IIPEUMYIIECT-
BEHHO HEpPBOB HOT [1].

VisTpasBykoBoe ucciie1oBaHue nepudepuiecKux HepBoB.
B 3 paboTax 6bLTO ITOKAa3aHO YMEHBIIIEHNE TUIOIIAIN T10-
MEePEYHOTO CEYSHU S JUIMHHBIX HEPBOB PyK M HOT Y Malv-
eaToB ¢ cuHapoMoM CANVAS 1o cpaBHEHHIO ¢ KOHT-
POJILHOM IPYNIION 310POBbIX UHAVMBUAYYMOB Y NTALIMEHTOB
C IPYTUMU aKCOHATBHBIMY TTOIMHEBPOITATUSIMU, YTO CBSI-
3BIBAIOT CO 3HAUYNUTETbHOW TMOEIThIO HEMPOHOB CITUHAIBHBIX
TAHIJIMEB C BTOPUYHOUN aKCOHAJIIbHOU JereHepaluei 4yB-
CTBUTETHHBIX BOJIOKOH HEPBOB [25—27].

Hccnenosanne BecTHOYISIpHOTO anaim3aropa. Bepu-
(hukanuo ABYCTOPOHHEN BECTUOYJIONIATUY TIPOBOISIT CO-
IJIACHO TMAarHOCTHYECKUM KpuTepusim O61iecta bapanu
[28]. Asist iMarHOCTMKY MPUMEHSIIOT CTIEIIUATbHBIE MCCIIE-
JIOBaHWSI, TIO3BOJISIIONINE BBISIBUTh HAPYIIEHUST BECTUOY-
JIOOKYJISIpHOTO pediiekca: Kajiopuieckast mpoba, mpoba
Ha MTUHAMUYECKYIO OCTPOTY 3peHUsI, Tpoba C BCTPsSIX1UBa-
HueMm roossl (head impulse test), mpoba XaibMaru Ha ro-
PU30HTAIBHBIN BECTUOYIOOKYSIPHBIN peduiekce, Bpalia-
TeabHblE MPOOBbI. [ 00bEKTUBU3ALIMU BbISIBIEHHBIX
W3MEHEeHUH 11e71eco00pa3HO MPUMEHEHNE BUICOHNCTAr-
MO- U1 BUneooKyorpacun. [lepcrneKTHBHBIM METOIOM
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Yepsb Mo3xeuka / Cerebellar vermis

Monywapwua mo3sxeuka / Cerebellar hemisphere
1

(Al

TopusoHTanbHas wenb / Horizontal fissure

BepxHss 3agHAA wenb /
Upper back fissura

+ VIIAf
Hoxka | /
Crus| ~Vat
*VIIB

Hoxka Il /
Crus I

. MepepHas gona / Anterior lobe

3apHnas gons / Posterior lobe

KnoukoBo-y3enkosas gons /

il il
m . Floccoulo-nodular lobe

Puc. 1. Maenumno-pesonancuas momoepaghusi 201081020 mo3zea nayuenmiu ¢ cunopomom CANVAS (cobcmeennoe nabarooenue): npusnaxu ampoguu
uepes U AamepanbHbix 0Moen08 NOAYUWAPULl MO3JceUKd; a, 6 — cazummanbHolii cpe3, 8 — KOPOHAPHLIIL Cpe3, ¢ — cXeMa CIMpoeHUs Mo3xceuka (adanmupo-

6ano u3 [35])

Fig. 1. Magnetic resonance imaging of the brain in patients with CANVAS (authors’ observation): vermis and lateral hemispheric cerebellar atrophy; a, 6 —
sagittal plane, 6 — coronal plane, ¢ — schematic cerebellum structure (adapted from [35])

Puc. 2. Maenumuo-pe3zonancuas momoepagdus weliHoeo omoena no360HoH -
Huxa nayuenmru ¢ CANVAS (cobcmeentoe Habaoderue): npusHaku ampo-
huu cnunHO20 MO32a; A — ca2uMmanbHbLi cpe3, 6 — aKcUabHblil cpe3

Fig. 2. Magnetic resonance imaging of the cervical spine in patients with
CANVAS (authors’ observation): spinal cord atrophy; a — sagittal plane, 6 —
axial plane

HUCCIIeOBaHUST BECTUOYJISIPHOTO aHaIM3aTopa SIBJSIETCS
NPUMEHEHUE BECTUOYISIPHBIX MUOTEHHBIX BbI3BAHHBIX
TMOTEHITINAJIOB [29], omMHAKO eIMHIYHBIC PA0OTHI IO UX U3-
Y4eHUI0 Tpu KinnHndeckn noctoBepHoM CANVAS moka-
3aJIM IPOTUBOPEUYMBBIC PE3YIBTAaThI (OT HOPMEI 0 TTOJTHO-
ro orcyrcTBus otBeToB) [30, 31].

Komnbrorepnas nocryporpadus. [TongepxaHue pas-
HOBECHS Tejla OCYLLECTBJSIETCS IMPU B3aUMONEWCTBUU
HECKOJIBKUX (DYHKIIMOHAIBHBIX CUCTEM: MO3XEUKOBOIA,
BECTUOYJISIDHOM, MPOMPUOLEIITUBHON U 3PUTEIbHOM.
[Moctyporpadpmueckoe McciiefoBaHNE MTO3BOJIUIIO BHI-
aBuTh y manmeHToB ¢ CANVAS Hanbonee BoIpaskeHHbBIE
HapyllIeHWs1 BECTUOYJISIPHON U COMATOCEHCOPHOI CUC-
TE€M, MEHEEe BbIpa>K€HHbIE HApYILIEHUS 3pUTEIbHOTO KOHT-
poist [32].

buoncus HepBa. JIaHHbII MHBA3MBHBII METOJ SIBJISIET-
CsI BCTIOMOTAaTEbHBIM U Yallle TPUMEHSIETCS B UCCIIe10Ba-
tenbckux uengx. Ipu auarnoctnke CANVAS ouorncus
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Taomuua 2. Juggepenyuanvhoiii duaernos cundpoma CANVAS
Table 2. Differential diagnosis of CANVAS

1. Xponnyeckasi CAMMETPUYHAS CEHCOPHASI HEBPONIATHS /TaH-

NIHOHONATHA:

1. Chronic symmetrical sensory neuropathy/ganglionopathy:

* TOKCUYecKas (B T. Y. aJIKOTOJIbHAS, JIEKapCTBEHHO-

1 XUMUOTepanusi-uHAYLIUPOBaHHAs );
toxic (icluding alcohol, medication and chemotherapy-induced);

* nepururapHas (neduuut ButaMuHoB B, B, B ,, E);
vitamin B, B, B ,, E deficiency;

* IIapanpoTcnHEMHNYECCKasd,
paraproteinemia-related;

* IPEUMYIIECTBEHHO CEHCOpHast (hopMa XpOHUYECKOI1 BOCITa-
JIMTEJIbHOU IEMUCITMHU3UPYIOLIEH TTOJTMHEBPOIIATH N,
sensory predominant form of chronic inflammatory demyelinating
polyneuropathy;

* ripu 6osie3Hu LllerpeHa u Apyrux CUCTEMHBIX 3a00JI€BAaHUSIX
COCIUHUTEIbHOM TKAHU
Sjogren’s disease and other connective tissue diseases;

* IIpY aMUJIoNI03€e (TPaHCTUPETUHOBBIN, AL-amMuionaos
U IPYTHE);
amyloidosis (transthyretin, AL-amyloidosis and others);

* IIapaHeoIIaCTU4YeCKasi,
paraneoplastic;

° Z[I/Ia6CTI/I‘{CCKaH;
diabetic;

* HEBPOIATHUSI TIPU CApKOUI03E;
sarcoid neuropathy;

* UH(eKUMOHHBIE (J1aiiM-0oppenno3, BUY,
renatut C/KpUOTJIOOYIMHEMUS);
infectious (Lyme, HIV, hepatitis C/cryoglobulinemia);

* HACJIEACTBEHHbBIE CEHCOPHBIE HEBPOIIATUU
hereditary sensory neuropathies;

* UAUOTIaTUYECKas AKCOHAJIbHAS CEHCOPHAS MMOJIMHEBPOIIATHS
idiopathic axonal sensory polyneuropathy

122

2. CoueTaHne CEHCOPHOIT HEBPONATHHI W MO3KEUKOBOM ATAKCHI:

2. The combination of sensory neuropathy and cerebellar ataxia:

* TIpU 3710yTIOTPEOJIEHUU AJIKOTOJIEM;;
alcohol abuse;

* Helipocuduiuc;
neurosyphilis;

* [IEJIMaKUS U TIIIOTEHOBAs aTaKCHs;
celiac disease and gluten ataxia;

* nedunut Butamunos (B, B, B,2, E), neduuut menu;
vitamin B , B,, B,,, E and copper deficiency;

* 6one3HpPpuapeiixa, aTakcus ¢ AeunuToM BuTaMrua E
W IpyTUE HACJIEACTBEHHbIE aTAKCUY C HEBPOTIATUENA;
Friedreich’s ataxia, ataxia with vitamin E deficiency and other
hereditary ataxia with neuropathy;

* POLG-acconmupoBaHHbIE U IPYTUe MUTOXOHIPUATbHbIE
aTakCcuu
POLG-associated and other mitochondrial ataxia

3. XpoHuyeckasi IByCTOPOHH:AS BecTHOYIonaTHs (c/0e3 aTak-
CHM ¥ CEHCOPHOiIT HEBPOIIATHH):
3. Chronic bilateral vestibulopathy (with/without ataxia and sensory
neuropathy):
* IpMEM OTOTOKCUYECKHUX MTPenapaToB (AaMUHOTIIMKO3U/IBI,
LIUCIIATUH, METAeBble AUYPETUKU U APYTHUE);
due to ototoxicity (aminoglycoside, cisplatin, loop diuretics and others);
* [MOCJECACTBUA NEPEHECECHHOIO MEHUHIUTA,
meningitis effects;
° HOBCpXHOCTHBIfI CUIEpos;
superficial siderosis;
* IBYCTOPOHHSIS 60J1e3Hb MeHbepa;
bilateral Meniere’s disease;
* HeliporOpoMaTo3 2-ro TUIa (IBYCTOPOHHUE BECTUOYIISIP-
HBIE IIIBAHHOMBI);
neurofibromatosis type 2 (bilateral vestibular schwannoma);
* ayTOMMMYHHBIe TTpUYuHbBI (cuHIpoM KoraHa,
Helipo-bexuer u apyrue)
autoimmune diseases (Cogan syndrome, neuro-Behcet and others)

4. JIpyrie NpuYAHBI:
4. Othercauses:

* IepeOpoBaCcKYISIpHEIC 3a001eBaHMS Ha (DOHE CaXapHOTO
nuaoeTa;
cerebrovascular diseases with diabetes mellitus;

* MO3XKEUKOBbII MOATUIT MYJBTUCUCTEMHOI aTpodumn
multiple system atrophy, cerebellar type

HepBa MOXET OBITh UCIIOJIF30BaHA B TPYIHBIX TMATHOCTH -
YEeCKMX CIIyYasiX Uil UCKITIOYCHMST WHBIX TIPUYWH IT0JIH-
HEeBpOMNaTUH IIPU HEBO3MOXKHOCTY TTpoBenermst JIHK-mm-
arHOCTUKM. JIJIsT OMOIICUM MpPeAIOuTUTENICH A. suralis,
HCCIICIOBAHME TIPOBOMISIT C MCITOJIb30BAHMEM CTAHIAPTHBIX
metonoB [33]. B padote A. Cortese 11 COaBT. OBUIO BBISIBIIC-
HO 3HAYMTEIbHOE YMEHBIIIEHNE YMCa PEUMYIIeCTBEHHO
KPYITHBIX ¥ MEJIKUX MUCIMHU3NPOBAHHBIX BOJIOKOH 0e3
BBIpaXXKCHHBIX IIPU3HAKOB aKCOHAIBHOM JeTeHepallnu, JIe-
MUEJINHU3ALINNA, PEeMHUCIUHU3AINN W TIpondepanu
IIBAaHHOBCKMX KJIETOK, OTMeYalach OTHOCUTEJbHAS CO-
XpPaHHOCTh HEMUEIMHU3UPOBAHHBIX BOJIOKOH [1].

MouaexynsapHo-renetndeckne Metoasl. C 2019 . THK-
IUAaTHOCTHKA SIBJISIETCS «30JIOTHIM CTaHIAPTOM» BepHupu-
kauun nuarHo3a CANVAS. JIng moucka OuasielbHOI
AAGGG-3KkcnaHCUM TTIPUMEHSIOT METOI TTOJIMMePa3HOM
LEITHOM peaKIUK IIUHHBIX (parMeHTOB U ITOJIMMepa3-
HOW LIEMHOM PEaKIM C UCTOJb30BAHUEM MPANMEPOB,
cnennpUIHBIX K moBTOpaM (repeat-primer PCR), ¢ mo-
CIICAYIOIIM CEHTePOBCKUM CEKBEHUPOBAaHNEM 00JIaCTH
MOBTOPOB. J1JIsI mOATBEepKACHUS SKCITAHCHH 1 OTIpeaee-
HUS €¢ BEJIMYMHBI BO3MOXHO BBIMOTHeHUEe Cay3epH-
osortunra [10, 16].

Huddpepenyuanbhblii gUarHo3

IIpoBeneHue muddepeHIINATEHOTO IMAarH03a IIPH IT0-
no3penun Ha cuHapoM CANVAS, ocobeHHO TTpu criopa-
ITYIECKUX CIydasiX, MOXKET OBITh 3aTpyIHUTEIBHO. M3 Bcex
MPU3HAKOB JINIITH HAJTMIME CEHCOPHON MOJIMHEeBPOIaTUN
SBIIIeTCS 00MMTraTHBIM. OCHOBHBIC TPYIHOCTH B TUArHO-
CTHKE MOTYT BO3HUKHYTbH IIPY KIIMHUYECKOM KapTUHE «HE-
notHoro» cuHapoma CANVAS, ocoOeHHO B ciydyae U30-
JIMPOBAHHOM CEHCOPHOI HEeBPOIaTH /TAHTTMOHOIIATHH.
B takoMm ciiygae mMarHOCTUYECKUU MOMCK MOXET OBIThH
3aTPyOHEH, W 11eJIeCOO0Pa3HBIM SIBISICTCSI MCKIIIOUEHIE
MpUOOPETeHHBIX (ITOTEHIINATBHO KypaOeIbHBIX) IPUINH
HEBPOIIATUM C JAJTBHEHIITNM ITOMCKOM SKCIIAHCUU B TCHE
RFCI.

Hau6omee yacto cuaapoMm CANVAS npuxonurcs nud-
depeHITMpoBaTh ¢ PYHUKYISIPHBIM MUEI030M U IPYTUMU
nepUIIMTapHBIMU COCTOSTHUSIMU, TTIFOTEHOBOM aTaKCHUeH,
TOKCHYECKHM (B TOM YHCJIC aJIKOTOJILHBIM) IIOPaKeHUEM
HEepBHOM CUCTEeMEI, HelipocudumicoM (tabes dorsalis) u 60-
ne3Hpio Ppunpeiixa ¢ TO3THUM U OYEHB ITO3THUM Ie0I0-
ToM. KpoMe Toro, HaJIm4me IposIBIICHUI «CyXOTO CHHIPO-
Ma» (CYXOM KallleJlb, aHTUIPO3, KCEPOCTOMMUST) Y CEHCOPHOM
TaHIJIMOHOIIATUH B Psifie CIIydaeB MOOYXIaeT UCKITI0YATh
6ose3Hp/cuHapoM [llerpeHa.
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OCHOBHbIE HO30JIOTMH, C KOTOPBIMU HEOOXOAMMO
muddepernunponatsh cuHapoM CANVAS, npencraBieHbI
BTadm. 2[1, 7,28, 34].

Jleyenue

Jleuenue cunnpoma CANVAS ocrtaeTcss cMMIIToMaTH -
yeckuM. [TarimeHTaM nokasaHa BeCTUOYJIsIpHAst TMMHACTH -
Ka IS CTUMYJISILAM aJanTaliy 3a CYET aKTHBU3aLUU
3PUTENBHBIX KOMITEHCATOPHBIX MEXAaHU3MOB, TPEHUHT Ha
crabuioriatopMe, 3prorepanus, J0roreaInIecKe 3a-
HATHS, TIPU HEOOXOAMMOCTU — JIeYEHME BET€TATUBHBIX
HapyLIeHUA 1 HEWPOIMATUYECKOTO OOJEBOT0 CMHIPOMA.
Llenecoobpa3HO MpoBeIeHNe KOTHUTUBHO-TTOBEIEHYECKOM
TICUXOTEPAITAN, TICUXOJOTMYECKOTO COITPOBOXKIEHMS CEMEN
11T TPOMIIAKTUKHI ¥ KOPPEKLIMHA SMOLIMOHAIBHBIX HAPY-
meHnit. [IporHo3 3a00yieBaHNUS B HACTOSIINIA MOMEHT
CYMTAETCS HEOIpeAeJEeHHBIM M3-3a MaJIOro 4Kciia COOT-
BETCTBYIOIINX MCCIIENOBAHUI, TEM HE MEHee Haxe Ipu
IUTATETLHOM TeYEHUM OOJIE3HU TMALlMEHTHI PEAKO HYX/Ia-

JOTCSI B TIOCTOPOHHEM yXOJIe ¥ MHBAJIMIHOM Kpeciie. Me-
JINKO-TeHETUYECKOe KOHCYILTUPOBAHNE IIPOBOAUTCS KaK
TIPU BCEX PEIKUX ayTOCOMHO-PELIECCUBHBIX 3a00JIEBAaHUSX:
PUCK JUTSI TTOTOMCTBA HU3KUIA, €CJIN OpaK He SIBJISIETCS MH-
OpeaHBbIM.

3arniouenue

Cunapom CANVAS gBnsieTcs ogHONM M3 Hamuboee
pacIpoCcTpaHeHHBIX, HO MAaJION3YIeHHBIX IIPUINH aTaKCU
BO B3pOCJIOM Bo3pacTe. HamOombine TpyaqHOCTH B IHa-
THOCTHUKE MOTYT BO3HUKATh MPU HAIMINU KIMHIYECKOMN
KapTUHBI «HeTtoaHoro» cuHapoMa CANVAS, B 0co0eHHO-
CTU M30JIMPOBAaHHON CEHCOPHOM ITOJMHEBPOITATHH /TaH-
rmmoHonatnu. HeobxommMo BKIIIOYATh T€HETHIECKOE
ncciaegopanne reHa RFCI B anropuTMbl AUaTHOCTUKU
MINOTATUIECKUX CEHCOPHBIX HEBPOITATHI, a TaKXKe aK-
TUBHO TIPOBOINTH OTOHEBPOJIOTMYECKOE OOCIeI0BaHIE
1 MPT romoBHOTr0o Mo3ra y maliieHTOB C COOTBETCTBYIOIIEH
KJIIMHUYECKOM KapTUHOM.
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