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Pedepar. OOcyxneHa  BO3MOXKHOCTh  HCIOJB30BaHUS
B KayecTBC OHOMAapKEpOB TIIOTCHOBOW AaTaKCHH aAHTUTEI
K [IHaguHy, pPETHKYJAHHY, OHIOMH3HH W  TKaHEBOH
TPAHCDIIOTAMHUHA3¢ Yy MAIMEHTOB C MPEANONIOKHTEIbHON
HUJIUONATUYECKON  CIIOpPaJUvYecKOl MO3KEUKOBOW aTakcue.
[IpencraBieHsl OCHOBHBIE KIMHHYECKHE YEPTHl DIIIOTCHOBOMN
aTaKkCHH, JTaHbl KPUTCPUH €€ BKJIIOYCHHS M HUCKIIOUCHHS W3
QITOPUTMa JUATHOCTUYECKOTO Moucka. [IpuBeneHBI cBeaeHUs
0 KIMHAYECKOH 3((EKTHBHOCTH JIEYCHUS TakKuX OOJIBHBIX
arTIOTEHOBOW JTUETOM.
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eNMaKus — 3TO CHHIPOM MallbabCoOpOITHH,

XapaKTepU3YIOMIUNACS  HENepeHOCHMOCTHIO
TUETAPHOTO TIIOTEHA W dHTepomartueit [4, 5, 9, 15],
a TIIOTEH — OCHOBHOW CTPYKTYypHBIA OEIIKOBBIN
KOMITJIEKC TIIIEHUIBI ¢ TOKCHYHBIME OeJKamu, oOHa-
PY’KEHHBIMH TaKXe BO PykH U stamene [19]. @paknun
TOKCHYHOTO Oellka W3 TIIIOT€Ha BKIIOYAIOT TJIHa-
IUHBI, CONleprKalline MOHOMEpHBIE OCNKH, U TIII0Te-
HUHBI, COJEpIKallle arperupoBaHHbie Oenku. Ha
JAHHBIA MOMEHT Hambollee IMMPOKO IOTpedIse-
MBIMH B TIMIIE 3€PHOBBIMH KYIBTypaMU SBISIOTCS
MIIIeHNIa, PUC U KyKypy3a. Takke H3BECTHO, UYTO

MIIEHNYHass MyKa BXOOUT B COCTaB OOJIBIIMHCTBA
pacnpoCTpaHeHHBIX MNpoAykToB. Ilpmem B mnumry
TIIOTEHCOMIEPKAIUX 371akoB Havdaycs 10 Teicsay JeT
Ha3zaj. C 3TOro BpeMeHH 3KCTIO3UIUS TIII0TEHa Mepes
MMMYHHOM CHCTEMOM IPHUBOAUT K BO3HUKHOBEHUIO
LeUaKUH, IPU KOTOPOM peaklus Ha TIIOTEH MEAH-
UpyeT aKTHBALMIO T-KIETOK B CIU3HMCTON XKely-
JIOYHO-KHUIIeYHOro Tpakra. Kpome Toro, nennakus —
3TO ayTOMMMYHHOE 3a0ojieBaHHe CO crenupud-
HBIMH ayTOAHTHUTEJIaMH, B OCHOBHOM aHTHUTEIaMH K
TKaHeBOM TpaHcrmotamuHaze (T11) u 3HIOMU3UHK
[11] 1 MoxeT OBITH acCOLMUPOBAHA C PA3TUIHBIMU
HEBPOJIOTMYECKUMHU CHHAPOMaMH, BKIIOYAOIINMU
nemenuuto, noiuHeBporatuio ([THIT) u araxcuro
[12, 20, 29].

I'morenoBas arakcust (I'A) — 3170 ayTouMMyHHOE
ayTOCOMHO-PEIIECCHBHOE ~ 3a00leBaHHe, KOTOpOE
BO3HHMKAET B pe3ylbTaTe YHNOTPEOJCHUS TIIOTEHA Y
TEHETUYECKH MPEIPACTIONOKEHHBIX JTtonel [ 7, 44, 46].
I'A siBnsieTcst HauboIee pacnpOCTPAHSHHONH MOKEY-
KOBOHM aTakcuedl Cpeiu MalKeHTOB C IMPeanoioKH-
TEJIbHOW WAMONATUYECKON CIIOpaguyecKor arak-
cueil. HepBHas cucremMa MOXeT ObITh €IMHCTBEHHBIM
OpraHOM-MHUIIEHBIO 3TOTO ayTOMMMYHHOTO 3aboie-
BaHMS, BO3HUKAIOLIETO NPU yOTpeOICHHH [JII0TEHA.
Jloka3arenbcTBOM  HMMMYHOJIOTHMUYECKOW — MPHUPOIBI
3a0oNeBaHMs CIy)KaT PEaKTUBHOCTh MEXIy AaHTH-
TelaMu U KieTkamu [lypkuHbe, BOCHaTUTEIbHBIE
SBJICHUSI B TKaHW MO3XKeuKa, 0oJjiee BBHICOKHI PHCK
JpYTUX ayTOMMMYHHBIX 3a00JIEBaHUH Yy TIallMEHTOB
¢ I'A. Bonee Toro, UMerOTCs COOOIIEHMS O KIIMHUYEC-
Kol 3()()EKTUBHOCTH CTPOTOH arIFOTEHOBOM JUETHI U
BHYTPHBEHHBIX UMMYHOIIIOOYJIMHOB B JieueHUU ['A.

IMarorene3. [Llennakua dYacTo BCTpeYaeTcs
NpU pa3lUYHbIX HEBPOJIOTHUECKUX 3a00JICBaHUAX
HESCHOM ATHOJIOTUU. PaHbIlle MPUYUHON aTaKCUU ITPU
LEIMAaKUKM CYMTANach MallbaOCcopOIUs Herpomnpo-
TEKTUBHBIX WA HEHPOTPOPUUECKHUX MHUTATEIBHBIX
BelecTB, Hanpumep ButamuHa E [38], omHako B
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MTOCJICHUX UCCIIEAOBAaHUSAX ['A HUKTO M3 MalieHTOB
HE UMeIl THIIOBUTAMHHO3 WM ManbabcopOrmro [17,
47]. YV reHeruyecku MpeapacloNokKEHHbBIX Jonel
MOTPeONSIeMBIl TJIFOTEH TPHBOIUT K AKTHBALUH
HMMYHOPEAKTUBHBIX JIHUTONOB, YTO HHHUIUHPYET
MaJjibaJalTUBHBIA UMMYHHBIA OTBET. Y MalKEHTOB
C UeNHaKueu, MOATBePKICHHOW NaHHBIMUA OUOIICHHU
TOHKOHM KWIIKH, aHTUTeNa Kinacca A (IgA) k muaauny
(antigliadin antibodies — AGA) UMEIOT 4yBCTBUTEIb-
HocTh OT 81 1o 83% wum cmenuduanocTh 0T 82 1O
89% B mmarHoCTHKe 3a00JEeBaHUSA, B TO BpeMs Kak
yyBcTBUTENbHOCTh AGA kiacca G BappupyeT oT 82
10 99% u cneumduaHOCTh OT 76 10 92%. B CBsizH C©
TeM, uTo ['A — oHa U3 Hanboee pacupoCTpaHEHHBIX
MIPUYUH HIMONATHYECKON criopaguueckoil aTakcHH,
tect Ha AGA paHee ObUT pEKOMEHIIOBAaH K TIPOBE-
JIEHWIO BCEM TAlMeHTaM CO CIIOpaJNdecKol arak-
cueit [23, 24, 41]. Ilo naHHBIM HEKOTOPBIX MPOLLIBIX
uccnenosanuii, AGA oOHapy>KUBaJUCh Y ALlUCHTOB
CO CIOpaJNYECKUMU arakcusMu B 12—-68% cimydaes
[6, 14, 22, 41]. K coxanenuio, mo3xe ObLIO BBISB-
JIEHO, YTO 3Ta acCOIHMalMs OKa3amach JOCTaTOYHO
cnaboii. MHOTHE W3 HCCIEAOBAHWNA IPOBOIWIHCH
Ha HEOONBIIUX TOMYTSIIHUIAX MAIUEeHTOB CO CIHOpa-
Iudeckoi atakcuei [22, 41], npyrue uccienoBaHus
HE TOATBEPAWIA 3TOM accommanuu [6], Tak Kak
HecMoTps Ha BeisBIeHNEe AGA y 19% manueHToB co
CIIOpaTUICCKON aTakCchuel He 00HAPYKMIOCH CTaTHUC-
TUYECKH 3HAYMMON pas3HUIBI C PacIpOCTPaHEH-
HOCTBbIO AGA B KOHTPOJIBHOM MOMYJISALUH.

AKTHBHO OOCYXJaJcsi M BO3MOXHBIH HeWpo-
Tokcuueckuii moteHuman AGA. Pelecchia M.T.
et al. oOHapyxunmu BbICOKHH ypoBeHb AGA
y 18,7%  mammeHTOB ¢ MYJIBTHCHCTEMHOW
arpo¢ueii, a Bushara K.O. et al. — y 37% OonpHBIX
C HaciencTBeHHbIMM arakcusamu [14, 41]. Opnako
00a 3TH MccieJoBaHus UMENN HeOOJIbIIYI0 BEIOOPKY
U CTaTHCTUYECKU HE MOATBEPIMIIN Pa3HHUIIBI MEXKIY
rpynmamMu. Tax)ke HA B OMHOM U3 STHX HCCIeI0OBaHNN
He Oputo Tpymmel KoHTpons. [lozxe B mpomecce
WCCIIeZIOBaHMUs, UMEBIIEM Tpymiry KoHTpois, Abele
M. et al. ycraHOBWIH, YTO PacHpOCTPaHEHHOCTb
AGA cocrapnsier 8% B rpynmne koHtpond, 19% B
rpymmne OONBHBIX CcHopamudeckol arakcuei, 8%
B Tpymrne OONBHBIX C PEIECCHBHBIMH aTaKCHSIMH,
15% B rpynne nOMUHAHTHBIX arakcuid. CraTtu-
CTUYECKH 3HAYMMOH pasHUIl B I3TUX TpyHIax
BBISIBIICHO HE ObUIO [6]. Bmecte ¢ Tem Hadjivassi-
liou M. et al. cooOmmmu o pacHpoCTPaHEHHOCTH
AGA B 32-41% ciydaeB B TpyIle MAIIEHTOB CO
CIIOpaInYeCcKOi aTaKCHen 1 TONbKO B 14% B rpymme ¢
HACJIEJICTBEHHOU aTakChel, MoKa3aB CTaTUCTUYECKH
3HAYMMYIO Pa3HHUIy B 3THX TPyIIax, OHAKO HACIIE-
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CTBEHHBIE aTaKCHM HE TO/Pa3/eIsUINCh 10 MOJEKY-
nsipHOMY Tipu3HaKy [22]. B To ke BpeMs ObLia BEHISB-
neHa Bblcokas (44%) pacmpoctpaneHHOocTh AGA
Cpeau MaIMeHToOB ¢ 0o0Je3HbI0 [ e€HTHMHITOHA, YTO
OBLIO 3HAYUTENHHO BhIIIE, YeM B nomyisiuun CIIA.

Heiiporokcuunocts AGA 00ycioBiIeHa BO3MOXK-
HOCTBIO JIOCTYIIa aHTHUTEN K CTPYKTypam IIeHTpallb-
Hoii HepBHOI cuctemsbl (LIHC) [24]. AGA ob6napy-
JKEeHbl B LepeOpocnuHanbHON sxuakoctu (LCXK)
MalMEeHTOB C LEJIWaKuel W MaroJorTMeld HEPBHOU
cuctembl. Y manueHToB ¢ [A BbIsBIIeHa JTUMQOLH-
TapHas HHQUIBTPaLs IEPUBACKYIISIPHOTO POCTPAH-
ctBa 1 Helpormieit CD4 u CD8 T-knetkamu, Beiea-
CTBHE 3TOTO HapyllaeTcs TeMarodHIe]aTnyecKuii
6apnep (I'Db) u AGA nomyuarot goctyn B [THC [39].
B nopwme IgG mpoxoasaT I'Ob u npoHUKaroT U3 chIBO-
porku kpou B LICXK B 1/500 mose myTem naccUBHOU
¢unerpanuu. Bonee BBICOKMI ypOBEHb aHTHTEN B
CBIBOPOTKE MPHUBOIUT K OOJiee BBICOKOMY UX COJEp-
skanuio B LICK. Teopust o nmokanbHOM NMpOAYKIHH
anturen k mmanuHy B LIC)K He moarBepxmaercs
TEM, YTO B OJIHOM U3 HCCJICIOBaHUI HE ObLTO 00HApY-
s)keHo AGA y 12 manmentoB ¢ I'A [13]. OnpenencHa
accoruanus Mexay ypoBHeM AGA B CBHIBOPOTKE U
cniuHouepebemtsipaoit arakcueit (CLIA) 2-ro Tuma,
0TCIO/Ia TPE/ICTABIsIET MHTEPEC U3YUEeHHE POJIH arilto-
TEHOBOM JueThl Kak Monugpukatopa CLIA 2-ro Tuna.
OTH HaXOJIKM TMO3BOJISIIOT TPEATOIOKUTE CYIECTBO-
BaHHE BO3MOXXHOTO MeEXaHW3Ma DPa3BUTHs Hacle-
CTBEHHOH aTAaKCUU U JIPYTUX HEHUPOJETEHEPAaTUBHBIX
MIPOIIECCOB, B KOTOPOM OCHOBHBIM 3BEHOM SIBIIIETCS
MPOAYKIMS aHTUTEN K DiIoTeHy. Pacmpoctpanen-
HOCTh AGA B «3710pOBOIl» NMOMYJNSALUU BapbUPYET OT
5 o 12% w 3aBucur ot Tumna recta Ha AGA u pacrpo-
CTPaHEHHOCTH LIEJIMAKUH B TOM WJIK UHOU CTpaHe.

PacnipocTpaHeHHOCTh LeIHaKuU B OOJNBIIMHCTBE
€BPOIEHCKUX CTpaH COCTaBIsAeT Kak MHUHMUMYM 1%
[30]. Teorpadmueckne BapHanuMu pacnpoCTpaHEH-
HOCTH IIeTMAaKUU TaK)Ke MOTYT BIMATH Ha BCTpeda-
emocTb AGA y MaIeHToB cOo CIopaJnyecKol aTak-
cueil B pas3HbIX cTpaHax. CyliecTByeT MHEHHE, YTO
AGA He MOryT OBITh HCIIOJIb30BaHBI KaK MapKep
DJIIOTEHOBOM aTakCUM BBUJlY MX BBICOKOW pacmpo-
CTPaHEHHOCTHU B «3/IOPOBOI» MOMYNIALINHU, OJHAKO TO
K€ CaM0€ MOKHO OTMETHUTH U B OTHOILIIEHUH PEBMATo-
UIHOTO (paKTopa MpU JUATHOCTUKE PEBMATOHMIHOTO
aptpura [28]. [Ipu oTcyTcTBHM OOJee CrieIU(pUIHBIX
MapkepoB AGA 0CTarOTCsl CaMbIM 4yBCTBUTEIBHBIM
TecToM B auarHoctuke A B rpymnmne uavonarudec-
KX CIIOPaJUYECKHUX aTaAKCUM.

[To manabM obcnenoBanust Lock R.J. et al. 7 ma-
LIMEHTOB C HACJIEICTBEHHLIMU aTakcusamu, 20 ¢ uauo-
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narndyeckuMu atakcusamu U 32 ¢ [THII au B omHoit
W3 TPeX TPyIN He OBUIO BBISBICHO HA OJHOTO CITydast
nenuakuu [36]. Hu y xoro He OBUIO MOIOXKUTEIIEHOTO
pesynbraTta Ha Hannuue [gA anturena k TTT, kotopsie
TaKk)Ke SBISIFOTCS YyBCTBUTEIbHBIM Mapkepom [A.
3TO OTIIMYaeTCs OT PE3YABTATOB APYTUX padoT, cBHIE-
TENbCTBOBABIINX O 12,5-28% ciiydaeB nenuakuu Ipu
uauonarndeckont arakcuu [22, 37, 41]. Lock R.J. me
COTJIACEH, YTO CEPOMO3UTUBHOCTH M0 AGA CIIyXHT
CHHOHMMOM LIE€IMAaKUM KaK B TpYMIE MalUeHTOB C
HEBPOJIOTHYECKUMU 3a00JICBAHUSMU, TaK U B IPYTHX
rpymmax. [lo TaHHBIM €ro uccieoBaHus, B TpyImax
MAI[MEHTOB C HACJIEJCTBEHHBIME aTaKCHUAMH, UAHOTIA-
tnaeckumu arakcusmu u ¢ [THIT AGA cocrasisum
B cpernHeM 40%, a B TpymIme 310pOBOI MOMYIISITUN —
ot 10 mo 15%. Haxe B ciayuae nenuakun AGA He
SIBIISIFOTCS CHIEM(UYHBIMU, M YK€ JOBOJBHO IaBHO
HCIONB3YIOTCS anTuTena kinacca A k T u anturena
K OHIOMU3WHU. AHAJIOTUYHAS CUTYAIlHs HaOIltomaeTcs
y ] 6e3 ajreprudeckux cummntomoB U ¢ IgE anTH-
TeIaMU: CO BPEMEHEM 3TH aHTUTeNla HCYE3al0T U3
KpOBH.

Combarros Q. et al. oOciemoBady HaKEHTOB C
HIAOTIATHYECKON MO3KEUYKOBOM arakcumei (32 dger.)
m3 CesepHoii Ucmannm Ha IgA w IgG x mmanuny,
IgG, IgA, IgM anTHTENa K pETUKYITHHY U SHIOMHU3HU
u IgG u IgA antutena x T1T. Hu y ogHoro us Hux
9TH aHTUTEeJa He ObUTM 00HAPYKEHBI, YTO CBUACTEIb-
CTBOBAJIO 00 OTCYTCTBUU CBSI3U MEXY IEIIMaKueH 1
HUJIUOTIaTHYECKOM MO3KEUKOBOM arakcuel [15].

CymiecTByeT MHOTO JOKa3aTelbCTB, YTO IMOpa-
JKEHHE HEpPBHOM CHUCTEMbI MpH IEJIMAKUd HMEeT
UMMYHHYIO Tipupony. Mopdonoruueckue uccieno-
BaHUs MO3KEUKA y MAIIMEHTOB ¢ 'A BBISIBUIIM OTEPIO
kietok [lypkuHbe B BHJE NSATEH MO BCEW IIIOMIAIN
KOpPBI MO3KeUKa. B 6emoM BelmecTBe MO3Keuka OBLTH
oOHapy’KeHBI aCTPOIUTAPHBIA TIINO03, BAaKyOIU3aIUsI
Helipormiied u nudQy3HbIE KIETOUYHBIE HWHOUIIb-
TpaThl, COCTOSIBIINE B OCHOBHOM U3 T-JIMMQOIUTOB.
HUmeno mecto ckomnenne T-muMGOLUTOB BOKPYT
KPOBEHOCHBIX COCYZIOB C HEOONBIIMM KOJTHYECTBOM
B-mumdoruTor m Makpodaro B 0enoM BEIIECTBE
MO3KEUKa M 3aJHUX CTOI0aX CIHMHHOTO MO3Ta; B
nepugepuveckol HEpBHOH CHCTEME OTMEYallUCh
penkue numdouunTapHsie HHPUIBTpaTH [22]. Takum
00pa3oM, OCHOBHBIMH  MaTOMOP(OJOTrHYECKUMH
npu3Hakamu ['A cirykar noreps kietok [lypkunne n/
WM JieTeHepaIis 3aJHUX CTOI00B CIIMHHOTO MO3Ta C
JUMGOLUTAPHON HHUIBTPALIUEH MOBKEUKA, 38 THUX
CTOJIOOB CIMHHOTO MO3Ta U MepruepruiecKux HEPBOB
[8, 26, 32, 39].

B skcnepumenTte noka3zaHO IepeKkpecTHoe oOpa-
30BaHHE AHTHUTEN K aHTUTEHHBIM JIIHTOMAM KJIETOK
[lypxunbe n menTunoB rmoTreHa. ChIBOPOTKA Mamu-
eHTOB ¢ I'’A JeMOHCTpUPYET KPOCC-PEaKTHBHOCTH C
snuTronaMu KieTok [lypkuHbe MO3XKeyka Kak 4eso-
BEKa, TaK M KPBICH [27]. DTUMH HAXOAKaMU MOXKHO
OOBSICHATh, TOYEMY Yy HEKOTOPHIX MAaIMEHTOB C
HACJIEZICTBEHHBIMHA  JIET€HEPAaTUBHBIMU  aTaKCHUAMU
0oOHapy)XMBAIOTCSA aHTUTENAa K NIHWAAWHY: aHTH-
Tesa K OelKaM JIereHepUpyoIHX KieTok [lypkuHbe
(kak K 3MH(EHOMEHY) MEPEKPECTHO CBS3BIBAIOTCS
C MEeNnTHAaMHU IJIHaIuHa, ¥ 3aTeM HaYMHAETCS TeHe-
pamys aHTUTIIMAAWHOBBIX AHTUTEN. Y TAIEHTOB C
I'A mmeno mMecTo oTnoxeHne antuTen K T11 BOKpyr
COCYZIOB TOJIOBHOTO W CIMHHOTO MO3ra, OOJbIIel
9acTblI0 B MO3KEUKE, CTBOJIE M CIIMHHOM MO3TE.
Taxxe ObuTM HalimeHbl aHTHTeNna K TI['6, mmpoko
pacmpocTpaHeHHOH B ToIoBHOM Mo3re [34]. B uccie-
JIOBaHWHU Ha MBIIIaxX OBUIO MTOKa3aHO BO3HUKHOBEHHE
aTaKkCHM TIOCTIE WHTPABEHTPHUKYIAPHOW HHBEKIUN
KaK CBIBOPOTKH OONpHBIX ¢ I'A, Tak U MOHOKJIO-
HaJIbHBIX aHTH-TI] WUMMyHOIJIOOYJIMHOB, MOJY-
YeHHBIX Ipu nomoiy ¢aros [10]. DT qaHHBIC JOKA-
3aii, YTO UMEHHO IMOJIy49eHHBIE OT MaIueHToB ¢ [A
anTu-TT" IMMYHOTTIOOYTHHBI HAPYIIAIOT (YHKIUIO
HEHPOHOB B ONPEAETCHHBIX YYacTKax TOJIOBHOTO
Mo3ra. MIMeroTcsi naHHbIe, 9TO B CHIBOPOTKE MallH-
eHToB ¢ I'A ecTp W Apyrue aHTuTeNa K DMUATONAM
kieTok [lypkuHbe, Tak Kak Jake MOCHe yAaJIeHus
M3 CHIBOPOTKH aHTHUTEN K IIHAAWHY MPOJOIKAIOTCS
MMMYHOJIOTHYECKHE PEeaKInH ¢ KineTkamu [lypkunbe.
OOHapyXeHHE OTHX JIOMOJHUTEIHHBIX AHTUTE]
MTO3BOJIUT BBISIBUTH Oojiee cenmuunbiid Mapkep [A.

N3BecTHO, 4TO eTMaKusl BOSHUKAET B Pe3yJbTaTe
B3aMMOOTHOIIEHUH T€HETHYECKIX U CPEIOBBIX PUCK-
¢axropos, Takux kak HLA-DQ2/8 ramnoTurisl, ayTo-
AHTUTEHBI, (PEpPMEHTA TKaHEBas TPAHCIIFOTAMHHA3a
M ux cybcrpara mimanuHa. Jleamupanusa rmandHa
BbI3bIBaeT popmuposanne HLA-DQ rerepoanmMepos,
paboTaromuX Kak aHTHT€H-TIPECTABIISIOIINE MOJIe-
Kynbl. lloBpex/ieHre KHUIIKH CBA3aHO C OpajbHOU
nmo30i mmanuHa [1, 2, 42], omHako y OOJBITHHCTBA
mamueHToB ¢ I'A He umMeeTcs TSDKEIOW KHIIEYHON
MATOJIOTUH: OTMEYAeTCs JIETKOE TMOPaKeHHE TOHKOU
KHIITKH, HECMOTPSI Ha TOTEPIO MacChl TEJIa U XpOHUIEC-
Kylo Auapero. B mociiegnee Bpems CTajio M3BECTHO,
gyto nipu A TymopanbHble HMMYHHBIE MEXaHU3MBI
0a3upyroTcsi Ha HAIWYUM  aHTHHEHPOHAJIbHBIX
auturen (IgG m IgA anTuTena x TpaHCIIIOTaAMH-
Haze 6) MPOTHB HEUPOHOB MO3KEUKA, OJHAKO OTH
aHTHUTENIa MOTYT BBISBIATECA M Yy TAlMEHTOB 0e3
HEBPOJIOTHYECKOM marosiornu. B nepuBacKyisipHoM
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MIPOCTPAHCTBE B MOPKEUKE W CTBOJIE MO3Tra y Mallu-
eHTOB ¢ ['A Obla Taroke 00HapyKeHa KO-TIOKATU3aIus
IgA u TKaHeBO# TpaHCTIIIOTAMUHA3bl. DTOT (heHOMEH
yKa3bIBaeT Ha HATM4He crienupuieckux [gA anturen
K TKaHeBOH TpaHcrmoramuHaze npu [A [33,34].
Jpyrue uccrenoBaTend HE CMOMIN HAWTH KaKWX-
00 aHTHUTEN MPOTUB HEHPOHATFHON TKAHH Y TAIlH-
enrtoB ¢ I'A [50].

HemaBHO OBUIO  TIPOAEMOHCTPHPOBAHO, YTO
IMPKYMBEHTPHUKYIISPHBIE OpTaHbl MOTYT OBITH BXOJ-
HBIMH BOPOTaMH JUIsl aKTHBHUPOBAHHBIX WMMYHHBIX
kierok B I[HC [43]. Bo3MoxHO, HeHpoOHalbHOE
MTOBPEXICHNE OO0YCIIOBICHO CenU()UIECKOH MUMHU-
Kpuel MeXIy aHTHTeHaMd, OOHapyKeHHBIMU Kak B
KHIIKE, TaK U B crieruduaecknx kierkax [HTHC, m6o
noBpexaenue crpykryp LHC sBusercs pesyib-
TaTOM CIIeIU(UIECKOH JTOKATU3aIliH 110 COCEICTBY C
IUPKYMBEHTPHUKYIISPHBIMH OpTraHaMH.

B mocnemnux paboTax aBTOPBI MPENTOIONKIITH
BO3MOXKHOCTh OOHapykeHHs aHTuTen K TII maxe
B Cly4asX HEW3MEHEHHOH CIW3WUCTON JBEHaIIa-
TUNIEpCTHOW KuIkW. Ha ocHoBaHWM 3TOro OBLTH
B3sTHI Onornratel y 9 manuentoB ¢ ['A co cnusucToit
TOIIEH KUIIKH Uy 7 C IPYyTMMH BUAAMH ATaKCHH.
Otu OuomnrTarhl OBUTM TPOBEPEHBI HA HAIMYHUE JIETO-
3uT0B TTI'-00yCIOBICHHBIX UMMYHOTIOOYJIMHOB C
WCTIONB30BAaHUEM JBOWHOW IBETHOW MMMYHO]IIOO-
pecuennun. Taxke Obla M3ydeHa TKaHb MO3ra y
naredTa ¢ [A u manuenTa 0e3 HEBPOJIOTHUYECKOU
cumnromaruku. Jlemo3utel IgA antuten x TT1" ObuTH
oOHapyXeHbI B TKaHW TOINEH KHUIIKH y BCEX MAallH-
eHTOB ¢ A W HM y OJHOTO M3 TPYIIIH KOHTPOJIS.
Pacmipoctpanennbie IgA meno3uTel BOKPYT COCYAOB
ObUTH BBISIBIIEHBI B MO3Tre manueHta ¢ [A u orcyT-
CTBOBAJI B MO3Te Yy MaIeHTa 0e3 HeBPOIOTUIECKON
CUMIITOMATHUKHU. DTHU ICTIO3UTHI He OBLIN PE3KO BBIpa-
JKEHHBIMH B MO3KEUKE, CTBOJIE M CIMHHOM MO3re
[26]. Hannas pabota moka3zana, uro IgA aHTHTENa K
TTT" HaxoAsATCA B KHIEYHUKE M B MO3rE MALMEHTOB
¢ I'A c sHTEpomaTueii wm 6e3 Hee U OTCYTCTBYIOT Y
MAIUEHTOB C IPYTUMHU BUAAMH aTaKCHU.

[lepeuncnenHple HAaXOIKH TOATBEPXKIAIOT, UTO
I'A sBrnsercs WMMyHHBIM 3a0oJieBaHHEM. Tarke
MMEIOTCS TIpenonokeHus, uro T urpaer BeayIyto
pONb B TIATOTEHE3€ HEBPOJOTHYECKHX CHHIPOMOB
mipu ['A. nenTudukanms cnernuduaeckoir Mo3roBoi
TTT" Moxer mare Ham Oonee crieUpUISCKU Map-
kep T'A.

Kiannnuyeckasi kapruna. ['A He uMmeeT Kakux-
b0 OCOOBIX TPHU3HAKOB, KOTOPHIE MOMOTIN OBI
OTIIMYUTHh €€ OT CIIOPaTUIEeCKON aTaKCUH, a TaKKe
OT IIeNTMaKuU U aTakcud. ['A xapakrepusyercs Hesa-
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METHBIM HadajoM, IPEUMYILIECTBEHHO C HAPYIICHUS
noxonku. [IpuMeuarenbHO, YTO NaHHAS MEAJICHHO
pasBUBAOLIasICAd aTaKTUUECKas IOXOIKA COMPOBOXK-
naercs nossieHneM cumiroMoB [THII. TA oOsraHO
Ha4YMHAETCS HE3aMETHO, CpeIHMH Bo3pacT aedrora
0oxe3nu — 53 rona, TeHIEPHBIX PA3IMIUi HET, PEIKO
uMeeT OBICTPO MPOrpeccUpyrollee TeUeHHE, CX0Kee
C MapaHeoIUIaCTUYECKOW MO3KEUKOBOM JereHepa-
rueit [47]. Yame arakcus OoJee BhIpakeHa B HIKHIX
KOHEYHOCTSIX, Y€M B BEpPXHUX. YCTAaHOBOYHBIH
HUCTarM M APYIHe IIa30ABHraTeIbHbIE CHUMITOMBI
MO3KEUKOBOH AUC(HYHKIMH BBIABILIIOTCSA Ooiee yeM
B 80% cmyuaeB [21]. Taxxe mpu ['A MoryT ObITH
TaKue TUIEPKUHE3bI, KAK MHOKJIOHYC, XOpesl, TPEMOp
Heba, OICOKIOHYyC-MUOKIOHYC [18], omHako 3TH
CHUMIITOMBI HAaOIONAIOTCS AOCTaTO4HO peako. bonee
yeM y 60% nanueHTOB HMEEeTCsl CEHCOPHO-MOTOpPHAS
akcoHanbHas ITHII mo maHHBIM 37€KTpOHEUPOMHUO-
rpa¢pun. OOBIYHO STH NPOSBICHUS JOCTATOUHO
JIETKUE U HE BeIyT K pa3BUTHIO aTakcuu. 110 1aHHbIM
MarHuTHo-pe3oHaHcHor Tomorpaduu (MPT) ronos-
HOro Mo3ra, Ooinee deM y 60% manueHtoB ¢ [A
UMEIOTCSl MPU3HAKU aTpoduu MoO3KeuKa, B Cllydyae
OTCYTCTBHSI aTpo(UH BBIABIAETCS MHAs MATOJIOTHS
Mo3xeuka [28].

I'A gacto coderaeTcs C IPYTUMH ayTOUMMYH-
HBIMH 3a00JI€BaHMSIMU, CpeOW KOTOPBIX Haumboiee
4acTo BCTpedaeTcs runotupeo3 (y mauueHToB ¢ ['A
yacto ompeaessiiorcss tupeounnsie AT paxe mpu
9yTHpeO3e), caxapHblid auader 1-ro Tumna, mIepHULHU-
o3Has aHemus. Jledunur ButammuHa E BbLiBisieTcs
penko. JKemymouHO-KHILIEUHBIE CHUMIITOMBI TaKkKe
PEOKU M HE SIBISIOTCS WHAWKATOPOM HAJMYUS WIIH
OTCYTCTBHS HTEepOonaTuy. BrisiBneHHas npu Ononcuu
JBEHAJIIaTUIIEPCTHON KUIIKH 3HTEPOINATHsl BCTpeya-
ercs Toabpko y Tpetu nauueHToB ¢ ['A. I1pu I'A gacto
HaOMIONAOTCSl aHTUTeNa K DIMaauHy, SHIOMHU3UH,
TTT, a taxxxe HLA tuna DQ?2.

Kroppu C. et al. oOHapyXwIn HEBPOJIOTHYECKHUE
cumnTombl ¥ 11 u3 30 BHOBE BBISIBIEHHBIX OOJBHBIX
¢ nenmakuei: 10 ¢ nerkoil arakcueil mpu xoapbe u
onun c ITHII. Taxxke B rpynmne u3 20 manueHToOB C
LeJIMaKiel, NepBbIMU CHUMIITOMAMU KOTOPOH OBbLIH
HeBposiornueckue, BeisBieHO 16 (80%) OombHBIX
¢ arakcued npu xompde u 4 ¢ cencopuoit ITHIL
Y OONBHBIX ATOW TPYIIIBL, MO NAHHBIM MPOTOHHON
MP-cnekTpocKkonuy, HUMEET MECTO OTYETIHBOE
CHIDKEHUE cofepykaHusi N-aneTuiacmnaprara K Kpea-
THUHY TI0 CPAaBHEHHUIO C TAKOBBIM B TPyHIIE€ OOJBHBIX
C BHOBb BBISIBICHHOM LENHAKUEHl W Yy 3I0POBBIX
nmobposonblieB. [lo manasiM MPT romoBHOTO MO3Ta,
y HaLMEHTOB U3 TPYIIIBI LEITHaKUH C 1e0I0TOM B BUIE



ITIIOTEHOBA S ATAKCUHS: TATOI'EHE3, KIIMHUKA, AMATHOCTUKA 1 JIEHEHUE

HEBPOJIOTHYECKOW CHMIITOMATHKH  OMPEAEIISIINCh
MHOXXECTBEHHBIE YYaCTKH CHIDKEHHOW IUIOTHOCTH
CEpOro BeIecTBa TOJIOBHOTO MO3Ta, OCOOCHHO B
MO3KEUKE, a TAKKE B CYIPAaTeHTOPUAIBHON 00IaCTH.
V manueHToB ¢ BHOBD BBHISBICHHOMN LIEIHAKUEH OTME-
4aJIoCh JIUIIh YMEPEHHOE CHW)KEHHE CEeporo Belle-
CTBa B UUHTYJIAPHON u3BUiIMHE [16].

Versino M. et al. mpoBogmiIOCH HEBpoOJIOTHYEC-
Koe oOciemoBanue 42 OONBHBIX C IeMaKueH [48].
Hu y xoro m3 HuUX He OBUIO kajo0 Ha HapylIeHHE
KOOpIWHAINH, TOXOAKH. [Ipu kimHU4eckoMm obcie-
noBaHun y 8 (19%) manmueHTOB OBLIM BBISIBICHBI
CUMIITOMBI MO3KEUKOBOTO naeduumnra: y OmHOro —
nmajblleHOCoBas Mpoba ¢ MHUMONOMAJaHuEM, y 5 —
YCTAHOBOYHBIA HHUCTarM M y 2 — TMO3UIUOHHBIN
HUCTarM IpH B3WIsiAe B CTOPOHEL. 1o maHHBIM iiek-
TpOHUCTarMorpaduu, B TPyIIIe MAIUEHTOB C IIeHa-
KHel Jalle BBIBISAIOTCS nucMeTpus (26,2%) v rurep-
METpHS CaKKaJl, YeM B TPyIIIe KOHTpoIsL. Jucmerpust
CaKKaJl, 4YacTO COYETAIoIIasici C TUIepMEeTpHeH,
SIBIIIETCS. CHMITOMOM JUC(HYHKIMH spa IIaTpa
(nucleus fasfigii). Bo3sHukHOBeHNE CYOKIMHUYECKIX
MO3KEUYKOBBIX CUMIITOMOB HE 3aBHCEIIO OT BO3pacTa
MalUeHTa, JIUTEIBHOCTH OOJE3HU, KOMILIaleHca K
JUEeTe W HE aCCOIIMUPOBAJIOCHh C HATMYHEM aHTHUHEH-
POHAIBHBIX aHTUTEI B CHIBOPOTKE KPOBH.

JAuarnocruka. Kpurepuu Britouenus I'A B najib-
HEHIINN aNTOPUTM JUATHOCTUYECKOTO ITOUCKA!

1. Ilporpeccupyromas MO3IKEUYKOBAS aTaKCHs
0e3 CHMIITOMaTHYECKOTO MPOUCXOKICHHS OOJEe3HU
Kak ¢ ouaraMi, TaK u 0e3 HHX.

2. OrcyrcTBHE Kakux-mHOO HeipomereHepa-
TUBHBIX 3a00JIEBaHWI Yy POJCTBEHHHKOB U OTCYT-
CTBHE POACTBA MEXITYy POAUTEIISIMH.

3. OtpunarenbHble pe3yabTaThl MOJEKYISIPHBIX
TeHeTUYEeCKUX aHaIN30B Ha arakcuro Dpuapaiixa u
CLA 1-3, 6-7.

K kpurtepusm uckmroueHust nuartHosa ['A oTHo-
CATCS XPOHWYECKUU  aJKOTOJH3M, JUIHTEIHHBIN
aHaMHe3 TMpreMa aHTUKOHBYJIbCAHTa (PEHHUTOWHA,
paccesHHBIH CKIIEPO3, MapaHeoTIacTHIeCKast
MO3KEUKOBas JeTeHepaIis U BUPYCHBIN [IepeOeIUIHT.

Y Bcex OONBHBIX C mpennonoxuTenbHor [A
JOJDKEeH OBITh TIPOBENIEeH CKPUHUHT Ha Mallbal-
COpOIIMIO, TIATOJIOTHIO TEYeHN W CaXxapHbBIU Tuaber,
a Takke aHaiau3bl Ha BuTamMuH B12, E, acmaprar-
amMuHOTpaHc(hepasy, ramma-rIroTaMuiITpanchepasy,
SPUTPOLUTHI, INIOKO3y KpoBH. bonee uem y 60%
narmedToB ¢ IA Ha MPT BeIBAseTcs arpodus
MO3KEUKa. Y HEKOTOPHIX OOJIBHBIX OOHAPYKUBAETCS
MaToJIorusi OeI0oro BEIIEeCTBA, YacTO JOCTATOYHO
oOImmpHas, co CIMBHBIMU odaramu. JlaHHBIE o4aru

TaKXe OMMCAHBI Y MALUEHTOB C CHHAPOMOM MHUIPEHH
C aypoii Kak B coueTtaHuu, Tak u 6e3 ['A [23]. Moxer
OBITH BBISBIICHA IATOJIOTHS MO3KEUKA, 10 JaHHBIM
nporoHHo MP-cnekrpockonuu. B uccnenoBanusix
METa0O0INYECKOTO CTaTyca MO3XKEUKa MPHU MOMOLIH
npoToHHOH MP-criekTpockonuu Oblia OmpeesieHa
OTYETNIMBasl pasHULA MEXAY CPEOIHHMHU YPOBHSIMHU
N-anermnacnaprata Ha KOPOTKOM 3XO-BPEMEHH H
cooTHouIeHus N-aneTunacnapTar/XoiauH Ha JNIMHHOM
sx0-BpeMeHU y 15 nanuenTos ¢ I'A u'y 10 u3 rpymnmnst
koHTpous [50].

Jleuenue. OTBET Ha JI€YEHUE aIIIOTEHOBOU
JUETOH 3aBUCUT OT TNPONODKUTEIBHOCTH TEUEHHS
aTakCUM JI0 TMOCTAaHOBKM JHMarHo3a lienuakuu [3].
KoHeuHbIil pe3yasTar NpPOJOHTHUPOBAHHOW HBKCHO-
3ULMH DIIOTeHa y nanueHToB ¢ [A — HeoOparumas
notepsi kietok llypkuHbe B Mo3xkeuke. BwicTpoe
Ha3Ha4eHUE TUEThl MOXKET MPUBECTH K YIYUILICHHIO
win crabunmzanun arakcu. CraOuinuszauus WiH
JaKe YIy4llIeHHE TEeUYeHHs aTaKCHU OOBIYHO BO3HU-
KaeT yepe3 rojl MPUMEHEHHUs] CTPOTroil arroTeHOBOM
nuetsl. Bo Bpemst AueTsl peKOMEHIYETCs! PETYISPHO
BBIMOJIHATh aHaiu3 Ha aHTurena K TII, 4ToOBI
KOHTPOJIMPOBATH ANMUMHUHALNIO 3TUX aHTUTen [31].

boulo  omyOnMKOBaHO TOJNBKO OIHO CHCTEMa-
THYECKoe HccienoBanne sddekra armroTeHOBOM
IUEThl y OONBHBIX C HEBPOJOTMYECKOH CHMITOMA-
TUKOW ¢ dHTepomnarueil u 6e3 Hee [25]. B uccnemno-
BaHWU INpUHUMANU ydyactue 43 mauuenrta ¢ A u 36
Ha CTPOrol amilOTEeHOBOM OUETe C MOCIexyouei
SMUMMHALMEH aHTUIIIMAIUHOBBIX aHTHUTEN, KOTOPbIE
COCTAaBISIM TPYyINIly JieueHHus. B rpynme cpaBHeHHS
0bu10 40 OONMBHBIX, KOTOPBIE HE COONIONANIN HETY.
B Hauase uccienoBanus MEXIY AByMs IpyIIaMu He
ObUT0 OOMBLION Pa3HULBI MO PE3yAbTaTaMH TECTOB
Ha arakcuio. JlocToBepHOe ymydmieHHE ObUIO MO
BCEM TECTaM, a TAKKe 110 CyObEeKTUBHOM I100aIbHOM
IIKaJie KIMHUYECKOTO YIyYlIeHUs B TPYIIIIE JICUCHUS
[0 CPaBHEHUIO ¢ rpymnmol cpaBHeHus. OT4yeTnnBoe
yAy4lleHHe MO TeCTaM Ha aTaKCHI0 COXPaHsIIOChH
JaKe I0CJIe HCKIIOYEHHUs W3 TPyNI MNAlHUEHTOB C
sHTeponarre. JlanHOe ncciieoBaHue 0Ka3ajo, 4To
anIIOTeHOBas AueTa sBisercs 3QQPEeKTUBHBIM Jieue-
HueM ['A.

Jleuenue T'A uMMyHOCynmpecCcaHTaMU M BHYTpPH-
BEHHBIMH HMMMYHOIIOOYIMHAMHM JOJDKHO  OBITH
paccMoOTpeHo pH He3((HEKTUBHOCTH CTPOTOH ariio-
TEHOBOHM AWETHI (C IMMHHAIIUCH aHTUTEN), COOIIO-
nmaeMoi Ooree roga, MO0 B cirydae OBICTPO MpOTrpec-
cupyromero tedeHus: arakcuu [40]. Eciau nmanuent
COOJII0aeT CTPOTYIO AITIOTEHOBYIO AUETY, HO aHAIIN3
KPOBU TIO-TIPEKHEMY IOKa3bIBA€T MOJIOKUTEIIbHbIE
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anTHTena K T1T, HeoOXoMuMO erie pa3 nepecMoTPETh
JUETY, IPEXKIEC YeM IEPEUTU K UMMYHOCYIIPECCUB-
HOMY JiedeHHuto. J[eJo B TOM, 4TO Aaxke HeOOINbIIoe
KOJIMYECTBO DVIIOTE€HA AOCTATOYHO IJISi TOTO, YTOOBI
MIONJIEPKUBAIICA UMMYHHBIN MPOLECC, MPUBOIAIIUN
K MOBPEXKJIEHUIO HEPBHOW TKaHU. MIMMyHOCyIpec-
CUBHAas TEpalHus, COCTOAIIAs K3 BHYTPUBEHHOIO
BBEACHUS HWMMYHOIIIOOYJIIMHOB, LMKJIOCHOPHHA,
nuknopochamuna, MHUKOPeHoTaTa, Ha3HAYACTCA
U B CIy4asX «PE3UCTEHTHBIX» HEBPOJIOTUYECKHUX
cuHapoMoB [45]. OnHako 3TH Cly4au pPEAKH, U B
OOJIBIIMHCTBE CBOEM IIOXOW OTBET Ha arIFOTEHOBYIO
nuety oOycloBiieH ee HapyulieHueMm. HasHaueHue
IMETHl MalueHTaM ¢ arpodueld Mokeuka nmo MPT
MPUBOJUT K CTAOMIIM3aLMH MTpoliecca 1 HeOOIbILIOMY
YIIy4LIEHUIO aTaKCUU.

Takum oOpa3om, ['A oTHOCHTCS K YacTol (opme
XPOHUYECKOM  MPOrpeCCUPYIOIEd  MO3KEUKOBOU
aTaKCUH M MPEACTaBIAeT COOOH THUITMYHBIA CHHIPOM
MOPAKEHUSI MO3KEUKA C aTAKCUEH IPU CTOSHUM U
xoap0e, Au3apTprell U MO3KEUYKOBBIMHU TTIa30/IBUTa-
TenbHbIME cumnToMaMu. [Ipu T'A gacto mopaskeHs
3aJHHE CTONOBI U mepudepuyecKkre HEPBHI C BOBIIE-
YEHHEM B IIPOLIECC CEHCOPHBIX BOJIOKOH. Tak kak I'A
SIBIISIETCSL OMHOM M3 HEMHOTHX KypaOeTbHBIX MO3KeU-
KOBBIX aTakcHii, BceM OOnbHBIM ¢ ['A nomxkHa OBITH
PEKOMEHI0BaHa IOKU3HEHHASI anIIOTCHOBAas IHETA.
Ee HeoOxonuMo HauMHATH KK MOYKHO paHbIIIe MOCTe
IIOCTAHOBKM JUAarHo3a LEJIMAKUHU, TaK KaK PEreHe-
pamus B [THC ouens orpannuena.
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