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radic ataxias.

AlaKcvm — PacCTponCTBO KOOPAMHALUMM, COrNacOBaHHOCTY B
OKPALLEHUM Pa3INYHbIX MbILLILL, HEODXOOMMOW A1t COXpa-
HEHWSI CTaTVKM N LeneHanpaBneHHbIX akTUBHBIX ABUXKEHWUN.
Cuna B KOHEYHOCTSX MOXET OblTb COXpaHeHa MOJSHOCTbIO.
OfiHaKO OBWXKEHUSt CTAHOBATCS HEMOBKVIMM, HETOYHbIMU, Hapy-
LAETCs UX NPeeMCTBEHHOCTb M NOC/1e0BaTeNbHOCTb, PaBHOBE-
cve Npu CTOSHUN U Xoabhe.

HopMarnbHas KoopArHaLUMs OBUXKXEHMI 0DyCoBNeHa COApY-
>KECTBEHHOW U BbICOKOABTOMATM3VPOBAHHOW [EATENbHOCTHIO
HECKOJbKMX OTAENOB LEHTPaNbHOW HEPBHOW CUCTEMbI — MO3-
Keyka, BeCTMOYNspHOro annapata, Kopbl JJOOHOM 1 BUCOYHON
obnacrer. LleHTpanbHbIM OpraHOM KOOPAMHALMM ABUXKEHWI
ABNIAETCH MO3XKEYOK.

Mo3)xeukoBasi aTakcusi — CUHAPOM, CBSI3aHHbIN C Nopa-
YKeHreM MO3)XeuKa Un ero cBsisel B CTBOJIE U NPOSBIIsO-
LLNCS:

1. HapyLeHVeM paBHOBECKS, BbiSBNSEMbIM B No3e Pombepra;

2. HapyLeHvieM xoabbbl (6ONbHOM XOOMT Ha LUMPOKO pac-
CTaBJIEHHbIX HOTaX, PackaqnBasiCb U3 CTOPOHbI B CTOPOHY);

3. Ov3apTprer No TMny CKaHOAMPOBaHHOW peyn;

4. HapyueHrem TOYHOCTI BbICTPbIX ABUXKXEHWI, BbISBMSEMbIX
NpY KOOPAMHATOPHbBIX NPOoDaXx;

5. LekoMno3uumert ObICTPpbIX Yepemylomxcs OBUKEHUI,
HanprMep NPOHALMM 1 CYNUHALMK PYK;

6. CHVXEHMEM TOHYCa U CYyXOXMIbHBIX PedIekCoB B pykax U
HOrax Uy MasiTHNKOObPasHbIMY pedriekcamm;

7. VIHTEHLIOHHbBIM TPEMOPOM B KOHEHHOCTSIX MOSIBASHOLLAMCS
npy NPUOAXKEHNU K Lienn;

8. TPEMOPOM TYNOBULLA V1 FONOBbI;

9. HUCTAarMoMm;

10. rnasoaBuraTenbHbIMU HapYLLEHUAMMU.

Knaccndumkaums Mo3)XKe4uKoBOW aTaKCUN:

* oCTpas,

* rogocTpas,

* XpOHKM4eCcKas NporpeccrpyioLLas.

OcTpas MO3)KeyKoBasi aTakcusl.

OCHOBHble MPUYUHBI:

1. M03>Xe4KOBbIN MHCYNbT.

2. VIHTOKCKKaUMs npenapatamMu INTAS 1 aHTUKOHBYSTbCaH-
TaMU.

3. VHdeKUMoHHbIe U NOCTUHMEKUMOHHbIE 3aboneBaHus
(3HUedanUT, paccesHHbIM 3HUedanommennt, abcuecc
MO3ra).

HeBpOAOrHeCKV MY NPOSIBAEHUSIMA  LEAVNBKUN  SIBASIKOTCS 8TaKCWKS, MOAVHEeBPONaTUSl I MUMPeHb.
[AOTEHOBAS 3TaKCWIs — STO 3YTOVNMMYHHOE 33800AeBaHVe Y reHeTUHeCKky NPeApPaCcnOAOXKEHHBIX AIOAEH.
[AIOTEeHOBAS! aTaKCWsl — OAHE 13 HEMHOIMUX KypabeAbHbBIX OPM CNOPaANHeCKON 8TaKCUN.

IKAKO4HeBbIe CAOBa: MIOTEeHOBas! 8TaKCS), LeANKIASL

Celiac disease (CD) has been associated with various neurological disorders, the most common being
ataxia, neuropathy and migraine. Gluten ataxia is an autoimmune-mediated disorder which is triggered by
ingestion of gluten in susceptible individuals. The gluten ataxia is one of the curable variants of the spo-

IKey words: gluten ataxia, celiac disease.

MopocTpas Mo3)XKeyKoBasi aTaKCUs.

OCHOBHbIE MPUHMHBI:

1. SHueddanonatvis BepHuike (ankoronmam).

2. OtpaBneHvie pPTyTbio, OPraHNYeCckKMMU pPacTBOPUTENAMU,
CUHTETUHECKUM KileeM, BEH3VHOM, LMTOCTaTUKAMMU.

3. CuHapom Munnepa — Guiepa (cuHapom MireHa — Bappe).

4. Onyxonu.

5. PaccesiHHbIV ckepos.

6. CyOnyparnbHas rematomMa (4epernHo-mMo3rosas TpaBMa).

XpoHunuyeckas nporpeccupyoLlas Mo3Xe4yKkoBas
aTtakcus.

1. MNepBrHHbIE MO3XEHYKOBbIE AereHepaLmm.

2. BTopW4Hble MO3XKe4KOoBble fereHepaLmu.

MepBUYHbIE MO3)KEYKOBbIE AiereHepaLmun.

OCHOBHbIe MPUHMHBI:

1. HacneacrBeHHble atakcum.

2. MynbTrcucTeMHas aTpodus (NapKUHCOHM3M).

3. Mloronatnyeckas Mo3xe4KoBas aereHepaLpms.

BTopuyHble MO3)Ke4YKOBble fereHepaumn.

OCHOBHbIE MPUYUHBI:

1. [nioTeHoBas atakcms.

2. [NapaHeonnacTnyeckas AereHepaLmsa MO3XeyKa.

3. Tnnotmnpeos.

4. AnKorofibHas fereHepaLa Mo3xeqKa.

5. XpoHudeckme 3aboneBaHWs KULLEYHMKA C HapyLleHnem
BCacCblBaHWA B1UTammHa E.

6. lenatoneHTUKyNApHasa fereHepaLms.

7. bonesHb Kpentudenbara—sikooa.

8. Onyxonu 3agHen YepenHow AMKM 1M MOCTOMO3XXEHKOBOIO
yrna.

9. KpaHuoepTebparnbHble aHOManmm.

10. PaccesHHbIN CKnepos.

MocnegHne UCCNeAOBaHMA MOKa3bIBAOT, YTO YETBEPTb WK
Jlaxe TpeTb Cy4aeB MANONATNHECKON MO3XKEYKOBOW aTakCum y
B3pOCSbIX CBA3aHA C rMNepYyBCTBUTENBHOCTLIO K roTeHy [1].
MIoTEHOBas aTakcus — 3TO ayTOMMMYHHOe 3a00neBaHme, OAHO
N3 3KCTPAVHTECTUHAMbHBIX MPOSABMEHWUA Lennakum [2, 3].
Llenmakms — 310 reHeTnYeckm aetepMmuHmnposarHas (HLA DQ2
i DQ8) ayTOMMMYHHasi 3HTEpPOMaTVs, BO3HMKAIOLLAs Mpu
ynoTpebneHun roTeHa. [MioTeH — 370 COOPHbINA TEPMUH Afis
HECKOJbKMX BIOOB 3/1aKOBbIX MPOTEUHOB, TaKMX KaK MVagmH v
rMOTEeHMH. OHM HaXOOATCA B MLEHMLE, PXXW 1 a4MeHe. [toTeH
ABNAETCA  OCHOBHbIM  TpUrrep-dakTopoM  Lennakmnm.
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HeBpoAOrung

lNepBOe yrnoMMHaHWE O LIeNnakmm OTHOCUTCS K paboTam rpeye-
ckoro Bpada ApeTeyca Kannagokmnckoro B 1 Beke Hallien 3pbl.
HeBponorudeckune cHOpPOMbI NPW LENakmnm Bnepsble onmcan
KapHern bpayH 13 JloHgoHa B 1908 rogy.

Llenvakms oTHOCUTCS K CAaMOMY PacnpOCTPaHEHHOMY FreHeTU -
Yyeckomy 3aborieBaHMIO HenoBeYecTBa, nopaxatotemy ot 0,5 1o
2% eBponernckon nonynaumn. MNogobHas pacnpocTpaHeHHOCTb
Takxke oTMeyeHa B KOxHom Amepuke 1 CLLIA. MimetoTca aaHHble
O BbICOKOW pacnpocTpaHeHHOCTU Lenvakum B CeBepHoM
Adpuike, Vipare 1 NHann.

KnaccnyecknMm ciMntoMamu Lienakmm y B3pocibix SBASIOTCS
Lmnapes, noteps Beca W obLias CMabocTb, a Takxe CUHAPOM
Manbabcopbumm. [ns nocTaHOBKM AMarHo3a Lenmakum Heobxo-
LMMO [Ba KPUTEPUS: HANMYMe XapaKTepHbIX M3MeHeHU B B11o-
nTaTe TOHKOrO KMLLIEYHMKA W yNyHLIeHne KIMHNYECKON KapTUHbI
W TUCTONOMMYECKMX TECTOB MPW CODMIOAEHMN arfioTeHOBOW
[eTbl. TTonoXuTeNbHble Cceponornyeckie TecTbl yiy4LWwaloT ama-
FHOCTVKY, HO He sBRSOTC obsi3aTenbHbIMU. [uarHoctyeckas
Groncus ABeHaALATUNEPCTHOM KUK AEMOHCTPUPYET aTpoduio
BOPCMHOK, MNepRAasuio KPUMT 1 MHTPa3NuUTeNnanbHbI NMdo-
umTo3. lMpn AMarHoCTVKe Lenvakum UCnonb3yloTcs cledytoLyve
TeCTbl: aHTUTeNa K rvaguy (IgA, 1gG), sHOOMM3MANbHBIE aHTU-
Tena (IgA), aHTTena K TkaHeBoW TpaHcrnioTamuHaze (IgA).

3a nocnegHue 20 net obHapy>KeHo, YTO Lienmakms OTHOCUTCS
K MyNbTUCUCTEMHOMY — ayTOMMMYHHOMY 3aboneBaHuio.
KnuHmnyeckas knaccudrkaums Lenmakmy OCHOBaHa Ha Hanu4mm
FaCTPOMHTECTMHAMbHbIX CMMATOMOB. Knaccuyeckass gopma
Llenmakmnm conpoBOXAAETCS Anapeen ¢/6e3 Manbabcopoumm 1
M3MeHeHUsMK BronTata ABeHadLATUNEPCTHON KMLKK. Mpu
atMnuaHor hopme HabJofaeTcs OTCYTCTBME FacTPOUHTECTU-
HanbHbIX CMMMTOMOB W Hanu4vie BHEKMLLIEYHOW MaTonoruu.
«Monyallas Lenmakms» MoXeT ObiTb BbISIBNEHa Y NalMeHTOB
0e3 racTpPOVHTECTMHANbHBIX Xanod, HO MMEKLMX TUMNYHYIO
KapTWHy GronTaTa. JlaTeHTHas Lenmakus — 3To NMbo NoTeHUm-
anbHas Lenmnakns, To eCTb MOXKET pa3BUTLCs B OyayLem, Moo
Lennakus Bbina nepeHeceHa B MPOLLIOM, HO B AaHHbIV NepUOL,
noTpebneHVs rmiTeHa CM3MCTas KMLWEYHMKA OocTaeTcs 0e3
n3meHeHnn. Knaccmndeckas hopmMa Liennakmm CocTaBnseT Tofb-
KO BEpXYLLKY ancbepra. bonbLUMHCTBO Clly4aeB Lienmakmm npo-
TeKaeT aTUNMUYHO, C MOPaXeHeM MHOTX CUCTEM OPraHoB.

HeBponorudeckmne CHOPOMbI NP LENMakmnm BCTPeYatoTCs B
10% cnydvaeB. MaumeHTbl C UENMakMen, B OCHOBHOM, AU

CpefHero BO3pacTa, CTPafaloT aTakCuvelr, MonvHeBponaTven,
MUWIPEHbIO, 3nunencuen, AeMeHLpen, M1enonatmen, M1onaTu-
e, TpeBorov 1 [enpeccuren, MuacTeHnen, LWmn3odpeHmen.
JIntepaTtypHble AaHHbIe MO MIOTEHOBOW aTakKCMM O4eHb PELKM.

MOMMMO aTakcum y OOJbHbIX MHOMAA BbISBASIOTCA NPU3HAKM
nonuHeBponaTun. llopaxeHue Mo3Xe4ka MNpU IOTEHOBOM
aTaKC1M BbI3BAHO ayTOMMMYHHOW peakLyen MpPoTUB aHTUreHOB
MO3Xe4YKOBbIX KJTETOK, KOTOPas BO3HWUKAET Y NUL, C HAaCIeACTBEH-
HOW rnepYyBCTBUTENBHOCTLIO K FIIIOTEHY MpW NMPUeMe rtoTeH-
copep KaLLmx NpoayKTos [4].

My>XHMHBI 1 KEHLWMHbI CTPALAloT MIOTEHOBOM aTakcmen C
O[MHaKOBOW YacToTon. HapyLueHa xofib0a, atakcus bonee Bbipa-
KEeHa B HWKHUIX KOHEYHOCTAX. BbipaxkeHHas aTakcvs mpucyLla
nauveHTaM C AnuTenbHbIM aHamHe3oM 3abonesaHus [5].
MofocTpoe TeYeHe rioTeHOBOW aTakcmmn Heobxoammo andde-
PEHLMPOBATL C MapaHeOoNIacTM4eCckon MO3XXeYKOBOW AereHepa-
umen. bonee 50% nauyeHTOB C MIOTEHOBOW aTakClen VMeloT
aKCOHANbHYIO CEHCOPHO-MOTOPHYIO MOMVHEBpPONaTUio. Pexe
OrKncaHbl CONYTCTBYIOLLME KOTHUTUBHbIE HapyLUEHWS, MaTonorns
NMPaMUAHON CUCTEMbI, MWOKJIOHYC, MNanaTtaibHbI TPEMOP,
OMCOKJTOHYC-MUOKITOHYC, MaPKUHCOHM3M UM XOPest, M1ONaTu1S.
Mo pgaHHbIM MPT mmeeTcd Mo3xedkoBasd atpodua. OnmcaHo
Takke mopaxeHue Oenoro BellecTBa. [veta C MCKIoYeHneM
NpPOoAYKTOB, OoratbIX rMyTeHoM (xn1ed, MakapoHb! U T. 4.), NpYBO-
LT K 3HaYMTENbHOMY ynydlleHnio. OHa AOMKHa ObITb HazHade-
Ha He3amepmTenbHo [6]. Mpn HeQoCTaToOHHOM 3(hPEKTUBHOCTM
LMETbl MoKazaHa VMMMyHoTepanus (MMMyHOCynpeccopsl, B/B
VNMMYHOTIO0YNMH). TakuM 0Dpa3oMm, rnyTeHoBas aTtakcus —
OfiHa M3 HEMHOT X KypabenbHbIX (hopM Cropaamyeckon aTakcum.
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