accucpmkauus
3HUedaIMTOB.
AyTOMMMYHHbIE 3HUuedanuTbl

BoinonHuna: XXaHbonatkbi3bl K
[pynna : 604-2



JHUe@anuT - No onpeaeneHunto,
ABNAETCA BOCMNalieHUEM rosiIoBHOro

MO3ra, Koraa UMelTCs KIMHUYECKME U
NaTONIOr0aHAaTOMUYECKUE NMPU3HAKU
BOB/1IeYEHNS B UH(PEKLIMOHHbBIW
npouecc remmcdep rosloBHOro Mo3ra,
CTBOJ1a MO3ra u Mo3xeuyka [1].




dukauuma:

| Knaccndpukaums sHUedanmToB
OTPaXaeT 3TNOMOrnYyeckmne dakTopsl,
CBSI3@aHHbIE C HUMUN KITMHUYECKUE
NposiBIeHNs1 1 0COBEHHOCTN TeYyeHuUs.



IlepBUUYHBIE — CAMOCTOSITE/IbHBbIE 3200/I€BAHUS, BbI3bIBA€MbI€
NpeuMyleCTBEHHO HEHPOTPONHBIMM BO30YIMTEISIMMU:

BupycHhsle:
"] BUpyCHBIE (MOJIUCE30HHBIEC): T€PIIETUYECCKUIN, SHTEPOBUPYCHBIN,
T'PUIMIIO3HBIN, IIATOMETraJI0BUPYCHBIN, IPX OCIIEHCTBE U JIP.;

] apboBUpYCHBIE (TPAHCMUCCHUBHBIEC): KJICIIEBOM, KOMapHUHBIMI
(SIMOHCKUIT), aBCTPATUUCKUIM JOJIMHBI Myppesi, aMepruKaHCKUM
Cenr-Jlyuc;

| BRI3BaHHBIE HEU3BECTHBIM BUPYCOM: AIUJIEMUYECKUN (DKOHOMO);
MukpoOHbIE M PUKKETCUO3HBIE: npu cuguiuce;, boppenuose,
cblnHOM muge u op.



mue Ha (poHe OCHOB

[MOCTOK3aHTEMHBIE:

| KOpEBEIE;

| KpaCHYIIHEIE;

| BETpSIHOYHEIE;

| | mOCTBaKIMHAJIBHEIE:

"] mociie AKJIC;

] mocyie KOpeBOM, KpaCHYIIITHOM, MApOTUTHOU
BaKI[UHAIIUU;



] cTa)MITOKOKKOBBIN;

| CTPENITOKOKKOBBIN;

] TyOEpKYJIC3HBIM;

[ TOKCOILIa3MEHHBIU;

[ XJIJaMUAJUMWHBIU;

| MaJIIpUWHBIN U JIP.;

| IEMUEJIMHU3UPYIOIIUE:

] sHIIE(PATTOMUETTUT OCTPHIN;
| pacCessHHBIN CKIIEPO3.



TCUHCHUIO.

| cBepxocTpoe;

| ocTpoe;

| MoAoCTpOE;

] XpoHnueckoe;

|| penuIuBUPpYIOIIIEE.
I1o Jokanu3anum:

| KOPKOBBI;

] MOAKOPKOBBIN;

(] CTBOJIOBBIN;

| mopaskeHue MO3KeUKa.



POCTPAHEH

] medkodIHIePATUT (MopakeHue 0eJ10ro BemecTsa);
| mosimosHuedanuThl (MopakeHue Ceporo BemecTna);
| man3HUIedaanT.

ITo mopdosiorum:
(] HEKPOTUYECKHH;

] reMopparn4eckumu.

IIo Ta:xecTn:
] cpeaHed THAXKeCTH;
] TAKEIbIN;

KpaiHe TAXXeJbiN.



OcJaoxHeHus:

| oTéKk-HA0yXaHHe roJJOBHOIO MO3ra;
| TUCJIOKALIMA;

| Mo3rosasi KoMa;

L] SIMJIen THYeCKUUA CUHIAPOM;

| KHCTO3.

HUcxonmr:

| BBI3IOPOBJICHUE;

| BereraTUBHOE COCTOSIHHE;

| rpyOble 04aroBblie CHMIITOMBI.



AyTOMMMYHHBbIE JHIE()ATUTHI — HEBPOJIOTHYECKHE
3a00J1eBaHM,

XapaKTepu3ylouuecs nopakxeHueM NpeuMyIecTBEHHO Ceporo
BelIeCTBA, B ATOreHe3e

KOTOPbIX OCHOBHYI0 POJIb MTPAKOT AYTOAHTHUTEJIA K BHYTPH-
U/UJIM BHEKJIETOYHBIM

CTPYKTYPAM HEPBHOW CUCTEMbI, BLICTYNIAKOIIME B KA4eCTBE
aHTureHos [1,2].

Ipeacrasiasier cO00M PAa3HOPOAHYIO I'PYIIITY HEPBHO-
NMCUXUYECKHUX PACCTPOMCTB B BH/IE

OCTPOr0 WJIH MOAOCTPOro TEYEHHUs ¢ U3MEHEHUEM CO3HAHMA,
KOTHUTUBHBIX (PyHKIMI 1

HAPYIICHUS ABUKEHUI.



HpUKAAA:

Bobigeasiior:

] mapaHeomIacTHYeCKHe HEBPOJIOTHYECKUE CHHAPOMbBI, IIPH
KOTOPBIX MOPaKeHUe

HEPBHOM CUCTEMbI CBA3AHO C TEKYIIMM OHKOJOIMYeCKUM
npoueccom [1,3];

"] uamonaru4yeckue AJ, NpU KOTOPLIX MOPaKeHHe HEPBHOM
CUCTEMBbI MOKET

NMPOUCXOAUTH B OTCYTCTBHE OHKOJIOTHH [2];

B HacTosilIee BpeMsl AaHTUTEJIa MOT'YT ObITH
KJIacCU(PUUHMPOBAHBI B COOTBETCTBUMU C

MECTONOJIOKEHUEM PACIIO3HABAEMOI0 AHTUI'€HA, HA TPH
OCHOBHBIC rpynnsbl [4]:



YTPUKJIETOY

AHTUI'CHDI.

HelipoHajibHbIE HYKJI€APHbIe/HYKJICOJIsIPHbIE:
1 Hu (ANNA1), Ri (ANNA2), ANNA3, Ta (Ma2), Mal, ZI1C4.
HelpoHaJibHbIE MJIM MbIIICYHO-IIMTOIJIA3MATHYECKHUE:

1Yo (PCA1), Tr, PCA2, GAD67, Gephyrin, CARPS8, TG6
(TGM6), ENOL1, striational

muscle (Titin, RyR1, u 1 1.).
IIpecuHanTU4YeCcKUe CTPYKTYPbI:
4

"1 GAD6S, Amphiphysin.
InuanbHbIE:

1 CV2 (CRMP-5, POP66, omuronenapountsi), Bergman
(AGNA, SOX-1), ENOL1.



AHTHUTEHbI, PACIOJIOKEHHbIC HA IOBEPXHOCTH
KJIETOYHOU MeMOpaHbI WU

BHYTPH KJIETOYHOH MeMOPaHbI:

] moreHunagM-uau Jurana-zapucumpie LC/K/mina3zmennbie MeMOpaHHbIE

CTPYKTYPbI
NoHoTponHbIEe KAHAJIBI M PelEeNTOPHI:

[ AChR (B3pocJasbiii, mioa, alpha3, M1-types), NMDAR (NR1, NR2),
AMPAR

(GluR1, GluR2), Ca-kanaiusl (P/Q-type), GlyR-alphal, DPPX (DPP6,
Kv4.2).

MeTa00TpONHBbIC KAHAJIBI M PElEeNTOPbI:
D1,D2,D3,D4,D5,GABABR1,GABABR3,mGluR1,mGluRS5,5SHT2A,SHT2C.
Jlpyrue MeMOpaHHbIe CTPYKTYPhbI:

1 AQP4 (actpountsi), MuSK, CASPR2, Mmue/inH 0JTUTOAE€HAPOLUT
IIMKONPOTENH

(MOT), ranrimno3uabl BRJIwYasa guzojenutun-GM1, ENOI1.
3. BHeky1eTOYHAA JIOKAJIU3ALUS AHTUT€HOB.

CunanTuueckue 0€JIKH:
1 LGI1.



Kianandeckasi kjiaccn(pukanmuss ayrTouMMYyHHBIX

JHIEPATUTOB :

I. ITapaneomiacTHYecKHE AyTOMMMYHHbBIE JHIEeAJUTHI (C AayTOAHTHTEIAMHU
IPOTUB HOBOOOPA30BAHUM).

1. Hapaneonaacmuueckue aymoummyHHble IHUEPATUMBL, ACCOUUUPOBAHHDBLE C
MOBEPXHOCTHBIMM AHTHUI€HAMH KJIETOYHOU MeMOpaHbI:

"] ¢ anTu-NMDAR anTuresamu (reparoma SsM4HUKOB);

"] ¢ anTu-AMPAR anTuTesamMu (PaK MOJIOYHOM KeJjie3bl, MEJIKOKJICTOYHbIH
pak

JIETKHX);

'] ¢ anTu-GABABR aHTHTe/1aMH (MEJIKOKJIETOYHBIN PAK JIETKHUX);

2. [lapaHeomjiacTUYeCKHE ayTOUMMYHHBIE HIIE(PATUTHI, ACCOUUNPOBAHHBbIE €
BHYTPHKJIETOYHBIMHA AHTUT€HAMM:

"] ¢ antu-Hu(ANNA-1) anTHTe 1aMHU (MEJIKOKJIECTOYHBIN PAK JIETKHUX);

"] ¢ anTH-YO0 aHTUTEJIaMU (PaK AUYHHUKOB, PAK MOJIOYHOM 2KeJjie3bl);

Ll ¢ anTu-CV2(CRMP-5) anTuTe1aMH (MEJKOKJIETOYHBIH PaK JIETKHUX,
THMOMA);

'] ¢ anTu-Ma2 anTUTeIaMU (OIYyX0JIb TECTUKYJISPHBIX 32APOJAbIIIEBBIX KJIETOK).



] ayrouMmmyHHbIH HIePaauT ¢ aHTU-VGKC anTurenamu
(neipomuoronus (Isaacs

syndrome), cunapom Morvan);

] ayrouMMyHHBbIH HIePaauT ¢ aHTU-GAD anTuTeiamMu (caxapHblii
auaoer 1 Tuna,

ayTOMMMYHHbIN TUPEOUINT);

] ayTOMMMYHHBIH JHIEe(aauT X0IIUMOTO (CBA3aHbI C AHTUTEIAMM
HIATOBU/THOM

skesie3bl, BKI04Yass aHTu-TI1O u/mianm antu-TI);

] ayTOMMMYHHBIN JHIE(ATUT IMPH IIIOTEH YYBCTBUTEJIbHOU
JHTEPONATUM (L EJTUAKUSA).



OCTHYECKHE KP
TAllMUOHAPHOM YPOBH

KanoOsr :

[IcuXOHEBPOJIOTHYECKUE CUMITTOMBI:

|| moBesieHYECKHUE MPOOJIEMbI, U3BMEHEHUE JTUYHOCTH;

[ mempeccusi, TpeBora, cTpax, raJIfoIMHAIIMN, TICUXO03;

| cungpom aedunura BHuManus/runepaktuBHocTy (CABI);
] obceccum, KOMITYJIbCUU;

|| aHOpeKcus.

CTYTIOp, IOTEPSI COZHAHUS;

| BereraTuBHbIC HapylIeHUs (HECTaOMIbHOCTh A Jl, THIOBEHTUIIALINS,
JbIXaTeIbHas

HEJIOCTAaTOYHOCTD ).



€BPOJIOrHYEeC

CUMIITOMDI.

L] IOTEPA NMaAaMATH WJIN AMHE3UH

|| fBHraTeJIbHbIC paCCTpOﬁCTBa N JTUCTOHUSA: MOTOPHbBIC HJIN
BOKAaJIbHbBIC THKHA, XOPCHl,

MHUOKHUMUHA, IIAPE3bI B30Pa, KATOTOHUA, HIAPKUHCOHU3M,
PUTHAHOCTD, OCTPast IUCTOHUS ]

L] 3muJIencua: I'CHEPAJIU30BAHHDBIC, ITAPIIHAJIBHbLIC, MUOKJIOHYC,
HKOTa

(MHOKJIOHMYECKHE CyI0poru quadgparmsl);
] adpazusi, MyTU3M;
| HACTArM, aTaKCcHsl;

] paccTpoiicTBA CHA (COHJIMBOCTD, BAJIOCTh, ANIATHUS, HHBEPCHS
CH;

| CHM2KeHHe YPOBHA CO3HAHMUS,



dusnkanbHoe obcneaosaHue:

ABUraTesibHble HapyLeHUsl C Y4EeTOM
npeobnagaHua HapyLweHus
3KCTpanupaMuaHOMW

M NMPaMUAHOMN CUCTEM, a TaKXKe C
y4YeTOM HapylleHUsl BeretTaTuBHOM
HEepBHOWU CUCTEMDI.




OpaTopHbIE UCCJIEA0B

"] uccaenosanue LIC/K [6] — mumdouuTapHBIA MJIEOIUTO3,
MOBBINIEHHOE COJAePKAHUE

0eJika 1 UMMYHOIJI00yJJuHOB G, cienuduyeckue
OJIMTOKJIOHAJIbHbIE MMMYHOIJIO0YJIMHBI,

OOHapy:KeHHe AaHTHUTEJ K HEHPOHAJBbHBIM pPelenTopam;

] uccJienoBaHue KPOBHM HA HellpoHa ibHbIe aHTUTe1a K NMDAR
(NR1, NR2), AMPAR

(GluR1, GluR2), Hu (ANNA1), Ri (ANNA2), Ta (Ma2), Yo
(PCA1), GABABRI,

GABABR3, mGluR1, mGluRS, SHT2A — o0HapykeHue aHTHTEJI
K HeMPOHAJIbLHBIM

peunenTopam.



TPYMCHTAJBbHBIC NCCJICA0B

1 MPT rojoBHOro  CIMHHOI0O M0O3ra —
TMIEPUHTEHCHMBHBbIE 04aru Ha T2-B3BelIeHHbIX
7

usoopaxenusx u B pexume FLAIR;

L1 IAI": onpenensiercs nuddy3Hoe 3ameaieHUe
(mesbTa- M TETA-AUANI030HA), MHOIIA
(okasbHOE 3aMeJICHUE;

] HIMMYHOTHCTOXHMHYECKOE UCCJICIOBAHUEC —
NPU3HAKU BOCHAJIUTEIbHBIX H3MEHCHUHU

B I'OJIOBHOM MO3re€.



NH(peKLUMOHHbIe

3a6onesaHusa LLUHC

C sHuedanntamm
6akTepuanbHOn
3TUONOMUMN.

C sHUedanuTamy,
Bbl3BaHHbLIMU
PUKKETCUSMN,
3PSIUXUAMN,
aHansa3Mamu.

NccnepoBaHue
Kposu, LICXK
MONEKYSIPHO-
reHeTUYECKNUMMN,
CepOo/IornyecknmMm
N KyNbTypasbHbIMK
MeToAaMu, Macc-
CNEeKTPOMETPUEN-
MPT ronosHoro
MO3ra

— WccnepoBaHne
KpoBu, LLOXK
MOJIEKYISAPHO-
reHeTUYECKUMHU,
cepoiorM4yecKknmu
N KYNbTypasnbHbIMK
MeToAaMMu.

bonee ocTpoe Hayano,
nuxopaaka, ronoBHas
6onb. LUCK MyTHas,
HENTPOMUNbHbIN
N1eoumTo3.

O6bI4YHO NepPBUYHBIN
addeKT,MHoraa Cbinb,
BOCManUTesbHbIE
SIBJIEHNS1 OKPY>KatoLLEero
y4acTKa KOXM, a TaKxe
PErMoHapHbIN
NIMMMAHIOUT U
NIMMPaSEHUT.



C sHUedanuTamy,

BbI3BAHHbIMU FpVI6aMVI

(KpMNTOKOKKO3,
acneprumnnes,
KOKLIMONOMUKO3,
rMCTON1a3Mo3s,
6nacTomMmnkos).

[ MTNCTHbIE MHBA3UN C
nopaxeHunem LJHC
LuncTmuepkos (taenia
solium); 3XMHOKOKKHM
(echinococcus
granulosus),
FHaTOCTOMO3

(gnathostoma species).

— [NoceBbl LICXK,

KpoBu, dbekanuu,
MOYM Ha rpubsl,

ceponornyeckas

AMarHoCTuKa.

— - MPT ronosHoro
MO3ra, Nne4yeHu,

- Ceponorunyeckue
ANArHoCTUKa

KPOBM Ha
npeanonaraemMbiu
areHT; 203nHopunNns
KPOBW M MOsIBIEHNE

BolaeneHue rpmbos npu
MUKPOOMOIOrMyeckoMm
nccneagoBaHUM KpoBw,
LICXK.

D03NHOUNNS B KPOBW;

OnpeaeneHue aHTUTEN K
[NINCTHBLIM MHBA3NAM
npu nposeaeHnn NOA;



TaxkTuKa JeUeHUs:

Tepanusa AJ 10/kHA OBITH paHHel u akTUBHOM [10] 1 Hapsay ¢
KOppeKImuen

HEBPOJIOTHYECKNX HAPYIIEHUH BKJIKYATH MOMCK M MIPH BO3MOKHOCTH
yiajieHme

OHKOJIOTHYeCKOro ouara. Mcxonsi u3 naroreHe3a HeBpPOJIOrHYeCKHUX
PACCTPONCTB B 0OCTPOM

NepuoJe HA3HAYAKT KOPTHUKOCTEPOU/bI B MYJIbC-103aX € MOCIeAYOIUM
MepopaIbHbIM

NPUMEHEHUEM NpeIHn3010HA. [IpuMeHsA0TCsE KYpChl
HMMYHOIJIO0YJINHOB H

miaasmadepesa [6]. IIpu HeaIpPeKTUBHOCTH JAHHOU Tepanuu v
HeraTuBHBIX pe3yJbTarax

OHKOIIOMCKA MOKA3aHA Tepanusi npenaparamMu BTOpPoii JJUHUHU —
PUTYKCUMAOOM JI00

HUKJI0PochaMuI0oM € MOCTCAYIOIMM JJIUTEIbHBIM HA3HAYEHUEM
HUTOCTATUKOB



dopmMa BBINTYCK

Jlo3za, KpaTHOCThH

MeTnnnpeaHu3onoH no 20Mr/kr
BHYTPMBEHHO KarnesibHO B TeyeHune 5
oHEWN.

[OpMOHanbLHas Tepanus MoXeT 6bITb

NSIUTENBbHOM W NPOAOIKATLCSA OKOJSIO 2
ner



AJKWIHPYOIIHE

cpeacTBa

| muriaopochpamun BHyTps, B/B, B/M, B 10J10CTH (BHYTPHOPIOMIMHHO
WIMBHYTPHILUIEBPAJIbHO). BLIOOp MyTH BBeeHU, peKMMA
T03UPOBAHMS OCYIIECTBJISAETCH B COOTBETCTBHH C

NMOKA3AHUSAMHU U cXeMo#l xumuorepanuu. /{o3y nogouparor
UHIMBUAYAJIbHO, KOPPEKTUPYIOT HA OCHOBAHUU KJIUHUYECKOI0
3pdexTa, CTeneH BbIPAXKEHHOCTH TOKCUYECKOT0 1eUCTBUSA.

KypcoBasi 103a cocraBiasier 8—14 1, 1aj1iee nepexoasiT Ha
MoJAAepKUBaIoLIee JIeUeHue

— 0,1-0,2 r 2 pa3a B HexeJ110. B kayecTBe HUMMYHOIENIPECCUBHOTO
cpeacrBa HazHayawT u3 pacuera 0,05-0,1 r/cyr (1-1,5
MI/KI/CyT), IPH XOPOILEeH NMePEeHOCUMOCTH — 3—4 MI/KL.



HOJAENMPECCAHTHI

A3zarnonpuH -BHyTpb. /{03y yCTaHABIMBAKOT
WHJIUBHUIYAJIBHO C YUYETOM IMOKA3aHUM, TSIKECTH
T€UCHHUS 3a00JI€BaHMsI, JO3UPOBKHU
OJITHOBPEMEHHO Ha3HA4YaeMbIX IIpernaparoB. 1-2,5
MI/KI/CYyT B HECKOJILKO IPHUEMOB, JJIUTEIBHOCTD
TEepalliy yCTAHABJIMBAETCA MHAUBUIYaIbHO. [Ipu
OTMEHE Mpenapara 103y HeoOX0IUuMO

CHHUKATDb IIOCTCIICHHO.



KaPpCTBCHHBIX CPC

| putykcuMmao;

[ aneMTy3ymMao;

] muknodochamu;

| MmukodeHosiata MOQETHII;

| a3aTUOIpUH.
HemeaukaMeHTO3HOE JIeUeHUE:

[Tnazmadepes — mporeaypa 3a00pa KpOBH, OUUCTKA U BO3BPAILICHUE
e€/Kakoil-To yacTh 0OpaTHO B KPOBOTOK. MCMONB3YIOT B JICUEHUU
HEBPOJOTUYECKUX, Ay TOMMMYHHBIX 3a00JI€BaHM, KOTaa
HEO00X0AUMO OBICTPOE yAaJE€HUE aHTUTE].



€CKOe BMeLlaT

| YhnajleHue OHKOJOTHYECKOro oyara.

NB! Heo0xoaumMo OTMETUTh, UTO yAaJCHUEC
OIIYXOJHU MOXKET CIIOCOOCTBOBATh PErpeCCy
HEBPOJIOTMYECKOU CUMIITTOMATHUKH



IloxazaHus 19 KOHCYJIbTAIIUN

CIICIIUAJINCTOB.

| KOHCYJIbTAIMA OHKO0JIOIa — IJISl HCKJII0YEHH e
OKOJIOTMY€ECKYIO IOTOJIOTHIO;

] KOHCYJbTAIIMA MCUXUATPA — NIPUA NMPe00JIaIaHUA
IICUXOHEBPOJOIrH4e€CKUX CUMIITOMOB
(moBegeH4YeCKHe MPo00JaeMbl, U3MEHEHHE JJUYHOCTH,
aenpeccus, TpeBora, crpax,

raJJIl0NNHAIMA, TICHX03).

| KOHCYJbTAIMA JHAOKPHHOJIOTa — IIPY HAJUYHUHA
3200/1CBAHUM YHJAOKPHUHHBIX KeJ1e3.

| KOHCYJbTAIIMA MeANATPA — IPU NMATOJOI NN
BHYTPEHHHUX OPraHoOB.



IlokazaHus 1Jid IepeBoa B OTACJICHHE
MHTCHCUBHOU Tepalluv U peaHUMAIlUN:

] cOCTOSIHMA, YIPOKAKOIIME KU3HU (HAPYIIEHUE CO3HAHMS,
CePACYHO-COCYAUCTAS,AbIXaTeJIbHASI HEIOCTATOYHOCTD,
reMOJAMHAMHUYECKUE HAPYILIEHUS).

8) Unaukaropsbl 3PPeKTUBHOCTH JICUCHUH.

] moJiHasi cTa0MJIU3alMs KU3HEHHO-BAKHBIX PyHKIIMH
(IpIXaHMe, HEHTPAJbHAS IeMOJAMHAMHUKA, OKCUT'€HALIM, BOTHO-
3JIEKTPOJIUTHBIN 0aJIaHC, YIJIEBOAHBIH 00MEH);

] OTCYTCTBHE HEBPOJOTHYECKHX OCJT0KHEHHH (0TEK r0JIOBHOTO
MO03ra, CyI0POKHBIA CHHIAPOM, AUCJIOKALNSA), MOATBEPKACHHOE
nanubiMu Herposusyaausanuu (KT, MPT);

| HopMaJsiu3anus JJa00paToOpHbIX MoKa3aresjel (HopMaJau3anus
nokasareJjied Kposu,l1CI/K);

] Hopmanm3anus nmokaszareau 31
(] MUHUMH3AaUSA HEBPOJIOTrHYECKOro aeduuura.



JlaabHenIIee BeICHHUE:

| [ oHKOmOMCK mpoaoJiKaercs 10 S JeT, i B 90%
CJIy4aeB acCONMMPOBAHHYIO OIIYX0JIb yIA€eTCs
AMATHOCTHPOBATH B 1-M roJ pa3sBuTHSA
HEBPOJOrMY€CKOM CHMIITOMATHKH;

| ropMOHaJIbHAS Tepanusa MOKeT ObITh AJUTEJIbHOU H
NMPOA0JIKATHCH OKOJIO 2 JIeT ;

] ¢ y4eToM mocjaeTHuX JAaHHBIX 0 BO3MOKHOM
PEMUTTHPYIOLIEM T€YEHUH HEKOTOPBIX (hopm AD
(Hannpumep, npu 3H1edaaurTe ¢ AT k NMDA-
peuentopam 30% B3pociasbix [12] u

25% neren [13] umen o00cTpeHnE) HEOOXOAUMO
IMPOBOAUTH JIVINTEJIbHYI0 HMMYHOCYIIPECCUBHYIO
TepanuIo
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lNapaHeonnacTuyeckue A3 -
— HEeBpONOrn4yeckme CUMHAPOMbI, Npw
KOTOpPbIX NOpaXeHne HEPBHOU CUCTEMBI

CBA3aHO C TEKYLUUM OHKOJTOMMUYECKUM
MpoLIeccoM

NavnonaTnuyeckue Ad, npu KOTopbIX
nopaxeHme HepBHOW CUCTEMbI
MPONCXOAUT B OTCYTCTBME OHKOJIOMNK



[laToreHe3 AD CBS3aH C JIoKanusauuneu
aHTUreHOoB

AHTUIEHHbIE CTPYKTYPbl JTOKaNIN3YIOTCH
BHYTPM HEMPOHOB UM Ha MeMbpaHax
HEVNPOHOB N CMHAMCOB

K nepBon rpyrnmne aHTUreHoB
BbIpabaTbiBatOTCA HEMPOHANbHbIE aHTUTEN],
KO BTOPOU — MEMbpaHHbIE 1n
CMHaNTUYecKme



Bce HenpoHaJsibHble AT MOXHO

noapasaenvuTb Ha TPU rpynnbi

|
= «WCTUHHBbIE» NapaHeoniacTUYecKkmne aHTUTeNa —
3TO aHTUTENa K BHYTPUKIIETOUHBIM 6e/iKaM, KOTopble
onpeaenstoTcs TOIbKO MPpU MapaHEon1aCTUYECKNX
HEBPOIOrMYECKUX CMHAPOMAX.

BuisiBnenne ntoboro u3 3tnx AT (>95%)
CNly4YaeB OTPaXKaeT HanM4yne napaHeon1acTMYECKoro
rnpouecca aaxe rnpu oTCyTCTBUM 0bHapy>XeHus
OMNyXosiM B AaHHbIN MOMEHT U TpebyeT
065a3aTeNIbHOro A/INTENbHOr0 OHKOMoOMUcKa (He MeHee
5 ner).



B HacTos1ee BpeMs BEIACIEHE] 3 TPYIIEL aYTOAHTHTE
IpU ayTOUMMYHHBIX nopaxenmax [ [HC

rpymna 1: AT K saepHeIM H
[TUTOMTA3MATHYECKHM aHTHT€HaM HeHPOHOB
oOpa3yroTcd K Al', 9acTo IpoayIHPYEeMBIM
KaK KIIETKAMH 3JI0Ka4eCTBEHHBIX OITYXOJIEH,
TaK H HeHPOHAMH («IIapaHeOonIacTHIECKHE
HIIH «OHKOHeBpaabHbIe» AT)

CTPOT0 aCCOITMHUPOBAHEI C HATHIHEM B
OpTaHH3Me OMNPEICIIEHHRIX OMYyXO0IeH

ayTOAT caMOCTOATENIEHO HE MOBPEKIAIOT
HEHPOHEL, ABIIAACH TOJBEKO Mapkepamu T-
KJIETOYHOI'0 HMMYHHOI'O OTBETA

Hu, CRMPS5, Mal(Ta), peq)paKTepHOCTb K IE{NWHOCYHPECUCHBHOE
Yo(CDR1/2). Ri, Tr. TCpaltii BCICICTBHC HQOﬁpaTI'MOH rudemm
Gephyrin, GABARAP u HeﬁPOHOB

sl Lancaster E. & Dalman J. J Nat Rev Neurol 2012: 8:380




OcHOBHBIC TapaHeoILIacTUIECKUE ayTOA T
1 IIPOSIBJICHUSA, aCCOIIMHPOBAHHBIC ¢ HUMHU

AyToaHTHTENIA

Accomuamma co
IMOKAYECTECHHOH

OITYXOJLIO

Kmoaennie HEBPOIOTHICCKHE CHHIIDOMEI

Hu bemm (HuD,

tarcxe HuC. Hel-N1,

Hel N2)

MenmkokTeToTHEI
PaK JIETKOro

Hefiponmarusa (ocobenno cencopHan), nepebemdrT,
TEMOHEYeCcKHH 3HIeaIHT, ABTOHOMHAN JHCOYVHKIHA
H/HIH CTBOTOBOH 3HITehaTHT

Collapsin responce
mediator protemn 5

MenkokTeToTHEI
PaK JIerkoro H
THMOMA

Hefiponarss, yBeOpeTHHATEHEIE CHMITTOMEI, ATAKCHS HITH
MEMOHIEeCKHH 3HIehanHT

Ma 2 (Ta)

Pax merxoro, KoxmH,

AKT. noaex

JImmbuaecknit sunedannwT, nNepedbeTHT, CTEONOBOH
3HUe(aIHT HIH NOIHHCHPOIATHS

Yo benxu (CDR1 =
CDR2)

Pax MomoTmoOH
eJIe3sl HiH
JKEHCKHX [IONOBBIX
Opra=oB

HﬁpﬁH@Oﬂ.’I&CTH‘IECICM MOBKEIKOBAA JETCHEPAITHA

R1 bemxn (Nova-1 =

Pax momoasoH
OISR

Nova-1: MozKedrkoBas JereHepanas, HNe(ATHT, MHEEIHT,
OICOKIOHYC-MHOKIOHYC

Nova-2: napaHeonIaCTHIeCKAd ONCOKIIOHYC-MHOEKTIOHYC
ATAKCHA, MHOKIOHYVC, BHH'E(b @/IHT, MOZKCIKOBAA
AereHepanHa H MHEITHT

Lancaster E. & Dalmau J. ] Nat Rev Neurol 2012; 8:380




:IA\HTMTeﬂa K BHYTPUKJIETOYHbIM dHTUTTE€HAM
__ BbI3bIBAlOT MNnoBpeXxXaeHne nyTteM aktmsallmin
ITI,I/ITOTOKCVI‘—IECKOFO T-KNeTo4YHOro MexaHm3ma

B naTonormyeckmin npoLecc BOBEKAOTCS
LuTonnasma u aapo. Mophonornyecku
OoTMeyYatoTcs rmbenb HEMPOHOB NPENMYLLIECTBEHHO
no MexaHW3My HeKpo3a, AereHepaTuBHble
M3MEHEHNS B aKCOHaX, PEaKTUBHbIN MNO3

Ba>XHO OTMETUTb oTcyTCTtBne aeMmnesimHn3auunn

HenpoHanbHOe NoBpeXAeHUe ABNSETCS
HeobpaTUMbIM



[NlapaHeonsacTuyecKkue
HeBpoJiormyeckme CMHApPOMbI

| HeBpoJiornyeckne HapyllueHus,
PA3BMBAIOLLMECS MPU OHKOJSIOMMYECKOM
npouecce, obycnoB/eHbl
noBpexaaoLwmM AENCTBUEM aHTUTEN U
He CBSI3aHHbl C HEMOCPEACTBEHHbIM
BO3AENCTBUEM OMYyXONu Unu
METacTa30B



Ne NnapaHeoniaCtn4ye
rmyeckme CMHApPOMbI C Mopd

JHUedanoMmennT
JiInMbuueckun aHuedanuT

[lopocTpas uepebennspHas
nereHepauus

OnCOKJTOHYC-MUOKJ/TOHYC




OM1aCTUYECKM
YecKmne CMHAPOMbI C MO

CTBONIOBbIN 3HLEDANUT
CUHAOPOM pUrMAHOro YenoBeKa
HekpoTunyeckas MuenonaTus
bone3Hb MOTOHENPOHA



KnnHuka A3, CBA3aHHbIX C
OHKOJIOrM4YeCcKuMm npoLjeccom

OcTpoe nnmn noaocTpoe Havano

[porpeccupoBaHneE HEBPOSIOMMYECKMX U MCUXNYECKUX
PACCTPOUCTB B TEYEHNE HECKOIbKUX HEAENb UMK
MECSLEB, NPUBOASALLEE K MHBANUAM3ALMM

LICK — numMmdounTapHbIiM NAEOLMTO3, NOBbILLIEHNE
YPOBHS 6e/ika N nHaekca MMMYHOr106y/IMHOB KJlacca
G, ONTIUrOK/IOHATbHbLIX MUMMYHOTT06YNTMHOB U
cneundudeckmnx AT

30-40% cny4aeB — aHTUTENa He BbIABAAIOTCA, YTO He
MOXXET C/TY>XUTb OCHOBaHMEM A1 UCKII0YEHUS
AMarHo3a napaHeoniaCTM4Yeckoro HeEBPOJIOrMYEeCcKoro
CUHAPOMA



MPT ronosHoro Mo3ra

50-90% napaHeonnacTnyecknx
HEBPOIOrMYEeCKNX CUHAPOMOB Ha T2-
B3BeLLaHHbIX N306paXeHUsIX U B pexnme
FLAIR pgatoT rmnepuHTEHCUBHbIE O4aru,
PACMNO/I0XKEHHbIe B MOBEPXHOCTHOM U
rnybokoM cepoM un npunexawieMm 6enom
BellecTBe (o4arn peako KomnsaT KOHTPacCT).

[1p MPT B AMHaMUKe HapacTaloT
Bblpa)XeHHble aTpoPnyecKne n3MeHeHus



A — MPT B pexume FLAIR gemMoHCTpUpYeT 30HLI TMNEPUHTEHCMBHOIC curHana
funaTepansHo B MeguanbHbiX y4acTKax BUCOYHLIX O0NEN, NPeMMyLLECTBEHHO
BOBMEeKawLme nesblt rmnnokamn (ykasado ctpenkamu); B — MPT-uccnenosanue Toro

xe 6onbHOro Yepes 4 Mecaua B CTaauy BOCCTAHOBNEHMUSR, CYLLECTBEHHO yMEeHbLUEeHa
FLAIR-rvnepuHTEHCMBHOCTS.

Puc. 2. O4ary noBbILLEHHOW UHTEHCUBHOCTU CUrHana B MeguanbHbiX
y4acTkax Buco4Hbix gonewn npu MPT B pexume FLAIR
(no L.H. Sansing et al. [33])



[TAPAHEONAGCTVHECKIE QHTUTEAQ U ACCOLMMPOBAHHGIS C HIMU HEBPOAOTMYECKME CUHAPOMSI
(uumpyercanoM.B. Aaswaosckoii ¢ coasr, 2015)

AccoumaLmu

Axri-Hu [apaHeonnacTHeCKui snuedanomment, iuM-  MENKOKNETO4HbIN PaK Nerkoro, Heipo3Hao-

(ANNA-1) Ouyeckini aHUedanuT, uepebennapHan AereHepa-  KPHHHLIE ONYXONH
LA, CRHCOPHaR NONMHEMPONaTHs

Axmi-Yo Lepebennapran peresepauns [MHEKONOTHYECKHUE PAKH, PAK MONOYHbX 98
(PCA-1) wenes
Axm-CV2 TiumBueckni sKuedandr, uepebennapHan MENKOKNETOHBIH PEK NETKOTO, TAMOMA 96

(CRMP-S) [ereHepaLua, Xopes, yBeuT, ONTHYECKHHA HeBPHT,
PETHHONETHR, CEHCOPHO-MOTOPHER NOAMHEMPO-

naTuA

Axma-RI ATaKCHA, ONCOKNOHYC-MHOKNOHYC, CTBONOBON MENKOKNETOHbIA PAK NETKOrO, MMHEKONO#- 97

(ANNA-2) 3HUedanur YECKME PaKH, PAK MONOYHBIX HEnes

Awtn-Ma2  JlumGuseckui, guakuedanbHeli, CTBONOBOM PaK AM4HIUKE, NEFKOr0, MONIOYHLIX MENe3 %
3HUedanuTl

AHTH- IHUEDANOMUENHT, CHHAPOM PHTMBHOTO YenoBe-  MENKOKNETO4HbIA PaK NErKOro, paK MonoY- 95

Amphiphysin  Ka, "MMOHYECKII 3HUeDANUT HblX HEnes

AnTi-Tr Llepe6ennapHan perenepaLus Numdoma Xogmxmxa 89



AcCoLMaUms GHTUTEA K BHYTPUKASTOSHBIM QHTUrEHAM HEPBHBIX KASTOK C KAMHU4ECKMMM MPOSBASHUSIMM
(no S.C. Rosenkranz, MA, Friece, 2015)

Yo(PCA-1)  RI(ANNA-2)  Ma2(TA)  Hu(ANNA-1) CV2(CRMP-S) Amphiphysin GDA Tr
g Mo3MEYKOBLIA CHHAPOM MoameyKoBLIH CHHAPOM CHHAPOM MLILLEYHOR CKOBAHHOCTH
Crsonosoi aHuedanur Heiponatus CaxapHuli auabert | Tuna
NumGHyeckui aHuedanur
Xopes
OnCOKNOHYC-MHOKIOHYC CHHAPOM Snuedanomuenut Odransmo- Moae KoBEIH CHHAPOM
HeBPHT
>90% <10% 90 %
0 ¢ boneaus
MyX0Nk MOMETONHKKA POHXMANLHaR KAPLMHOME Noikia
A HapuuHoma
Pak monoyxo# enesw Onyxonk CeMeHHUKOB Heipobnactoma s MONOYHOH
Ty Henessl

HapumuHoMa AMYHHKOB Kapuu+oma npocrate Onyxonk Tumyca



[loaocTpan aereHepauus Mo3)Xeuka

[lopoctpoe pa3utune (12 Mec) Yalle y XeHLLUnH
50-60 net

ATakcusa, ansapTpus, Tpemop
MoXeT npoTeKkaTb U30/IMPOBAHO

JInbo B COMETAHMMU C OMNCOK/TIOHYCOM-MUOK/IOHYCOM,
CEHCOPHOW MOANHENpPONATUEN, CUHAPOMOM
JlambepTa-UToHa

LICK — nuMdouuTapHbIM NNEOLNTO3

MPT ronoBHOro Mo3ra — o4yaroBsbleé U3MeHeHUusd
OTCYTCTBYIOT, HApacCTaeT aTpodunsl MO3XKeuKka u
NOBHbIX aoneu



Jinmbunuecknm sHuedanut (BapuaHT
napaHeonJ1aCTM4Yeckoro HeBpOJIOrMYeCcKoro CMHApoMma C

n3bupartenbHbIM NoOBpeXXxaAeHneM HEMPOHOB IMMbuueckomn
CUCTEMDI)

KOrHUTUBHbIE HapyLleHUs

Bblpa)keHHble 3MOLIMOHaIbHbIE PACCTPOMNCTBA
dNUNenTUYECcKMn CMHAPOM

HapylleHune cHa

B 60% cnyyaeB naHHoe cocTosiHue obycrioBieHo
TEeKYLLUUM HeonacTUu4ecknuM rnpoLieccoMm (pak
NpOCTaThl, ANYEK, Nerknx, MosIoYHbIX XKenes,
AMYHMKOB, TUMOMA)

B ocTanbHbIX CyYyasix accoumaLmm C Onyxonbio He
HaxoAsT — «Cropaan4yeckni» NMMbn4ecknu
SHUedanuT



JInmOnueckuii sHIIChAINT

* IOJOCTPO€E Pa3BHTHE HAPYIIECHHH
naMATH (Tpexk/ie BCero,
KPaTKOBPEMEHHOI1 ), H3MEHEHHH B
[IOBEJAEHHH H CYJOPOXKHOIO
CHHIpOMA,

CBS3aHHOE C IIOpaKeHHEeM
MeIHAIBHOH ITOBEPXHOCTH BHCOYHBIX
noned H MUHIATIEBHIHOTO Tella

TapaHeOoITACTHIeCKHH H ayTORMMYHHEIH

accomualus ¢ pazaoodpazusiMu ayToAT (LG1, CASPR2, AMPAR,
GABAgR, mGluR5)

JaCcTO OTCYTCTBHE IUIeHOLHTO3a H ApyrHX H3MeHeHHI B [[CIK

Tonbk0 60% malHeHTOB HMEROT IPH3HAKH MOpakeHHA BHCOUHBIX
moneid gHa MPT romoBHoOro Mo3ra

IIPH HEIIAPAHCOILTACTHYCCKOM I'€HE3C XOI.)OHIHﬁ OTBCT HA

HMMYHOCVIIPECCHBHYIO TCPAIITHKO B TCUCHHC HECKOIBKHX HEICTh
Zuliam L. et al. J Neurol Neurosurg Psychiatry 2012; 83:638




LICK - nuMmdoumTapHbi NNEOLINTOS,
NoBbILLEHWE coaep)XaHus benka

I
Ha 231 anunentnyeckasd akTUBHOCTb

MPT pasnunyaeTcsa B 3aBMCUMOCTU OT Buaa AT,

Bbl3bIBAOLLNX IMMBUYECKNI DQHUEMAJTUT
[MNepuUHTEHCMBHbIE o4arn Ha T2-B3BelUeHHbIX N306paXkeHnsIx
n B pexkume FLAIR B MeananbHbIX 06/1aCTaX BUCOYHbIX AONEN
npu aHTU-LGI 1-accoummnpoBaHHOM 3HLUEdannTe , B TO Xe
BpeM4a o4daru rnpakTnyeckmn oTCyTCcTBYIOT nNpu aHTU-GABAR
SHUedanmTax




CTaBAroT

| AT, KOTOpble MOryT onpeaenaTbCa Kak
Npu 3HUedannuTax Ha PoHe
OHKOJIOrM4ecKoro npowuecca, Tak 1 npu
nanonaTnyeckux A3



B HacTosImee BpeMs BRIETIEHE] 3 TPYIINEI AYTOAHTUTE
[IPH AyTOUMMYHHBIX nopaxennsax [[HC

rpymma 2: AT K BHYTPHKIETOTHEIM
CHHATITHUECKHM aHTHTeHaM HeHpOHOB

AT x GAD 65 kpaiiHe pe/IKO acCOIIHHPOBAHEI C
HOBOOOpazoBaHuaMH, AT Kk ampuH3HAY
JacTO BEIABIMAKOTCA IIPH paKke MOJIOYHOMN
JKeIe3bl

AT x GADG6S: cHHIPOM PHIHIHOIO YeIIOBeKA
HIIH IlepeOe/THT, peJIKO THMOHYeCKHit
sHnedamyT u amwiencui, AT k ampudmznmy —
CHHIPOM PHTHIHOTO UeTOBEKA

GADG65 1 ampucdasmH — IpsSIMBIE TIOBPeXIAr0NTHEe (PaKTOPEI HEHPOHOR -
OemkH, HeODXOHMBIC KaK ayTOAT, Tak H T-KIeTOUHEI HMMYHHEIH

S NN OTBET, UTO MpeodIaiaeT— MOKA HESICHO
O YHKITHOHHPOBAHHA . .
HETHOHTOPHBIX BapHAOEIILHEII OTBET HA

CHHAIICOB HMMYHOCVIIPCCCHBHYIO TCPAITHEO

Lancaster E. & Dalmau J. J Nat Rev Neurol 2012; §:380




AT K BHYTPUKIETOYHbIM
CUHAMNTUYECKUM aHTUIreHaM BbI3bIBaOT
noBpexaeHue AByMs MeXaHU3MaMW:
yepes3 akTUBaLUuo T-KJ1eToK U

HenocpeaACTtBEeHHbIM KOHTAKTOM C
dHTUIT€HOM



TpeTbro rpynny
- COCTaBNAOT

AT, KOoTOpble HabnoaalTCcs Npu
nauonaTnyeckmnx A3 — OHU bbIBatOT
Kak K MeMbpaHHbIM, TaK U
CMHANTUYECKUM CTPYKTYpaM

DEAKO BbISABSAIOTCS Mpw
NapaHeonIaCTUYECKUX
HEBPOJIOrMYECKNX CMHAPOMAX a



B HacTosIee BpeMsA BEIACIEHEI 3 TPYIINLI ayTOAHTUTET
IIpH AyTOUMMYHHBIX nopakeHuax [1HC
* rpymaa 3: AT K BHEKIETOYHBIM (KIIETOUHO-

MOBEPXHOCTHHIM H CHHANITHICCKHM ) AHTHT€HAM
HEHPOHOB

AKTHBHO H3y4alOTCA B HACTOAIIEE BPEMA
(€KeroJHo OIUCHIBACTCA 1-2 HOBBIX ayTOAT)

MOTI'VT BOZHHKATE KaK IIPH HATHYHH HCKOTOPEIX

HOBOOOpa30BaHHI, TaK H Y paHee 3/I0POBBIX JTHIT

P4 CHHAPOMOB, KIIHHHUYECKH HMHTHPVIOIIHX
nHpexIHA [ THC, MCHXHATPHIECKYIO MTATOIOTHIO,
YTHNETICHIO

o0paTHMOe HapymeHAE (PYHKIHH CTIEMHDHIESCKHX
PELENTOPOB HEHPOHOB, 00pa30BaHHE
GABA,R, DPPX. HNEPEKPECTHRIX COIHBOB MEXY pelenTopaMH H HX
Glycine receptor., il HaiIH?ﬁl[H}I
mGhiR 1, mGluR2, XOPOMIHi OTBET HA HMMYHOCYTIPECCHBHYIO
Dopamine-2 receptor... TePaIHo JAaXKe IPH IIHTEIPHOM TeUCHHH
3a001¢BaHHA

NMDAR, GABAgR,
AMPAR, LGI1, Caspr?2,

Lancaster E. & Dalman J. J Nat Rev Neurol 2012; 8:380




AHTUTENA K MEMOPAHHBIM U
CMHAMTUYECKUM @aHTUreHaM HapyLlatoT
(PYHKLMU peLenTopoB U MOHHbIX
KaHafioB MeMbpaH.

HenpoHanbHble NOBPEXAEHNS OTHACTU
obpaTnMbl Ha hOHE CBOEBPEMEHHON
MMMYHOCYNPECCUBHOW Tepanuu.




KAMHM4eciue XapaxTepucTUKM QyTOUMMYHHBIX 3HLEeDaAUTOS, 0BYCAOBASHHBIX QHTUTEAGMM K MEMBPRAHHBIM M CUHAMTUHEC -

KM QHTUreHaM (Lumpyercs no M.B. Acesiaosckot ¢ coeer., 2015)

Knun.
opmemmerna | Worw | awern | wepr | e | o

Bospacr

Mon
Curapomsl

MPT

UCHK

Accoumaums ¢ ony-
XON6K

Tengenums K obo-
CTPEHUAM

Or 23 mec. po 76
net (cpegHuin — 19
ner)

80 % — meHUMHb!

Merxmyeckme Hapy-
WEeHUA, HapYWeHUR
peuu, JUCKHHEe3NH,
INUNENTUHECKHHA
CHHAPOM, BEreTa-
TUBHLIE PACCTPOM-
cTBa

B 50 % cny4aes u3-
MEeHEHE

B 94 % cny4aes
M3MEHEeH3a, Xapakx-
TepeH WHTpaTeKank-
Hbl¥ CUHTES aHTHTEN

Ot 9 po 55 % cny4a-
€8, Yalle TepaToMsl
AHYHHKa

Or2083025%
cny4aes, 06bI4HO

Y N3UMEeHTOB BHE
CBA3U C ONyXOnAaMHM

Ot 38 po 87 ner
(cpeguuin — 60 ner)

90 % — meHUMHBI

NumGu4ecKuin 3Hue-
GaNUT, H30NHPOBAH-
HBle NCUXHYeCKue
CUMMTOMbI

B 90 % cny4aes no-
BhLllWEeHWe curHana
80 FLAIR-pexume

B MeauanbHOW 30He
BMCOYHbIX AONEN

B 90 % cny4aes
M3MEHEeHa, XapaK-
TepeH UHTpaTeKans-
HBIl CHHTE3 aHTHTen
B 70 % onyxonm
NErKux, MONOYHBIX
menes, Tumyca

B 50 % cnyvaes

Ot 24 po 75 ner
(cpeagunih — 62
roga)

50 % — weHunHbI

JinmGu4ecKu 3x-
UedanuT ¢ TAXENLIM
ANUNENTUYECKUM

CHHOPOMOM

B 66 % cny4aes no-
BLIWEHKWE CHIHaNa
80 FLAIR-pexume 8
MeauanbHoM 30He
BUCOYHBIX QOnen

B 90 % cny4aes
M3MEHEH3, XapaK-
Tepes WHTpaTexkank-
HblH CHHTE3 aHTUTen
B 60 % cny4aes pak
Nerkoro

Peako

Or 30 po 80 ner
(cpeguuin — 60 ner)

65 % — My}R4MHBI
NTnmGu4ecHui 34-

uedanur, anunen-
TU4ECKMUMA CHHAPOM,
TUNOHETPHEMMSA

B 80 % cny4aes no-
8blleHKe CHrHana
80 FLAIR-pexume 8
MeauanbHOM 30He
BMUCO4HbLIX ONEH

B 41 % cny4aes
M3MEHEeHa, Xapakx-
TepeH WHTpaTeKank-
HbIW CUHTES BHTUTEN

Meree 20 % cny-
4yaes

Peaxo

Or 46 po 77 ner
(cpegumuin — 60 net)

85 % — My»4uHbI

SHUedanuT, cuH-
Apom MapdaHa

B 40 % cny4aes no-
BollEHHe CUrHana
20 FLAIR-pexume

B MeauanbHOM 30He
BMCOYHbLIX gonen

B 25 % cny4aes us-
MEHEeHa

Meree 20 % cny-
4Yaes

Boamo#Ho, 4acto



Hepponornuecknue npogBIeHHA H HOBOOOPA30BaHHA,
accolHHpOoBaHHBIe ¢ ayTOAT K BHeKIeTOYHEIM Al HeHpPOHOB

AyTOaHTHTeIa

AcconHamHE ¢
HOBOODpa3oBaHHEM (eciIH
HMeeTCd)

Kirouesnle HEBPOIOTHYIECKHE IIPOABIICHHA

NMDA
penienTop

TEP dATOMa SHYHHEKOB
(33BHCHT oT Bo3pac1‘ a
TIAITHEHTKH)

XapakTepeH HeHPOIICHXHATPHYECKHH CHHIPOM C
PacCTPOHCTBAMH ABHKEHHH, CYIOPOTraMH,
ABTOHOMHOH JHCQYHKIHEH

AMPA
penenTop

Pak nersmx, MOIIOYHOH
JKene3sl, THMyca ~ B 70%

JIEMOHgeckHi 3HNepaaHT, ICHX03

GABAg
pelenTop

MeIKoKIeTOYHbIH HIH
ApyroH
HeHpOSHIOKPHHHEIH pak
nersHx ~ B 50% ciy4aes

JIrmbHYecKHi 3HIIe(aTHT ¢ PAHHEM TSKeIbIM
CYAOPOXHBIM CHHIPOMOM

LGl

TuMoMa B < 10% cirygacs

JTambrdeckHi SHIehaTHT, CYIOPOTH,
THIIOHATPHEMHA, MHOKJIOHYC

GABA,
penenrop

Het

SmHcTaTyCe HTH pedpaKkTepHbIe CYIOPOTH H
sHNedamHT

DPPX.....

Het

SanedanonaThd, Bo30yXKIeHHE, TPeMOp, CTPax ¢
MBIIIETHOH PHIAHOCTHIO, CYAOPOTaMH H

machyaxmaes JKKT

Dalmau J. & Rosenfeld M. Neuro-Oncology 2014;16:771




edanut c AT Kk NMDA-peuentTopam —

néosee nsyuyeHHbIN cpeam 3Tou rpynnb
|




NMDA perterrtop

HOHOTPOITHEIH PelleNTOp IITyTaMaTa, CeIeKTHRHO CBA3LIBAIOITHA N-MeTHI-D-
acmapTar, rerepoTeTpaMep AByX cyoseqHHHI] — NR1 uH NR2

TOKATTH30BaHBI B THIMMTOKAMIIC, TalaMyCe., ITOMOCATOM TEIIC, MO3XKETKE, CTBOJIC
MO3ra. ImepeaHHX OTJAcTax KOPBI OOIBIIHX HOJI}«T[[EI})}I}‘-JI T'OIIOBHOT O MO3ra, CEpoM
BEMSCTBE CITHHHOTO MO3Ta

dKTHBAIIHA PELEITOopa IMPOHCXOIHT IIPH JCIIOIIAPH3AIHHA NOCTCHHAIITHIECKOH

MEMGP&HLI H OTHOBPEMEHHOM TTOCTYIIIEHHH B CHHAIITHICCKYH ITIETHh
rmyTaMaTa

KAK Pe3VIbTaT - akTHBamHA npoTeHHKHHA3B CaMK-IT u dochopumHpoBanHe
pama OeTKOB HeHPOHA-PEITHITHEHTOR

NMDAR — kTr04eBble KOMIIOHEHTHI CHHATITHYECKOH TUTACTHIHOCTH (MpoIecc
o0y4JeHHA. MAMATH H JPYTHX BBICITHX MCHXHYECKHX (YHKITHIH )

NMDA racepter T synaptic cleft
ot i plutamate

& L3 -

L

IIpr NMDAR sanedamnrte ayroAT
CBA3ELIBAIOT BHEK/IeTOYHEIH N- B o o B
TepMHHAaNIBHEIA ToMeH NR1- |
cyOoremnHHIEl NMDA-penenTopa, |
Hapymas HX QYHKITHIO | My binding she’

In®randulatary ske_
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A patient with encephalitis associated with NMDA
receptor antibodies

Lavgen H Sansing, Erdem Lliziuy, Melissa W Ko, Jennifer Baccon, David R Lyach and Josep Dalinan ™

nposBieHHs aHTH-NMDAR sHnedaimra ObUIH H3BECTHBI 3310710 J0

3TOI O

OCTPBHIi 2HIe(aTHT, CIIOCOOHEIH CTPeMHTEIIbHO Pa3BHBATHCA BILIOTH /10
JKH3HEYIPOKAKIIHX COCTOAHHH

qacTo I[EﬁlOTHpYET C SIBJIEHHH OCTpOIO IICHXO03a

HNAaITHCHTEI MOI'YT I'OCITHTATH3HPOBATECA B IICHXHATPHYCCKHC OTACICHHA
H JOJIT0 IIPpHYHHA HX COCTOAHHA HHTEPIPETHPYETCA HEBEPHO

I[IPH paI-lHEE JHAIHOCTHKEC H CBOGBPEMEHHOﬁ TEPAalliH BEI3JO0POBICHHEC
[IPAaKTHYCCKH ITIOJTHOC HIIH C MHHHMAIIBHBIMH PC3HIOYalIbHEIMH
MOCIIEACTBHAMH

HHOI'Td 4CCOLTHHPOBAH C TEPEITDMOﬁ AHYHHKORB




Yro Touno u3BectHO npo aHTH-NDMAR
SHIIC(paIAT HA CETOIH?

MPeHMYIIEeCTBEHHO MOIOMOH BO3pacT (HOAPOCTKH IIH
MOJIOJIbIE B3POCIIbIe), OJJHAKO BO3PACTHOH JHAMa3oH - oT 23
MeCSIIEB 10 /6 JIeT

KEeHINNHBI: MY>KYHHBI = 4: |
> 50% XeHIINH IMET TepaTOMy SHYHUKOB
CTaJIMITHOE TeUCHIE

q4acTO Ae0I0T ¢ HeHpOIICHXHATPHYECKHX ITPOSBIICHHI
(cymoporu, MCMxo3, COyTaHHOCTH CO3HAHMHS, TIOTeps
IIaMSITH )

OBICTpOE YXYIeHHe IICHXIYecKoro cTatyca B TeueHue |-
14 nHeil

IIPH IPOrPeCCHPOBAHNII - HapyIIeHIe YPOBHA CO3HAHNA,
ABTOHOMHAs MIC(VHKINSA, pacCcTPoilcTBa JBIKEHHII, KOMa




T'eparoma ssmuankos u NMDAR
SHITe(aTUT — gacTas accoruraIus

HHKAIICYTTHPOBAHHAA OITYXOIIb C
KOMITOHCHTAMH pa3HBIX
OpPraHOB H TKaHeH

B OOJIBIIHHCTBE CIYYAcCB
HO@pOKﬁIIECTBEHHaH

MOKET COJIepiKaTh BOJIOCHI,
3yObl, KOCTH, HEPBHYIO TKaHb,
KIeTKH IHUTOBHIHOH JKele3bl,
reaTOIHTEL H T.JI.

* HMMYHHasA CHCTE€MA PacmO3HAET KOMIIOHEHTEI OITYX0IH KaK
Ty KEPOIHYIO TKaHE H mpoayiHpyeT AT kK NMDA penenrropam,
HMEIOIHMCA B OITYX0TH

* TIPH MOCTIEIVIOMEM CPEIBE HMMYHOIOTHYECKOH TOEPAHTHOCTH
ayToAT atakyror NMDA perenrtopsl B roJIOBHOM MO3Te




Kimnanueckoe teueHne anHTu-NDMAR sHiuedanmta

Kanaaveckoe VXVIIII€EHHE I>
|

B030yKIeHHE * paccTpOHCTBA JBHKESHHH
IICHXO03 * JBIXaTelbHble HapyLIEeHHA

[IponpomansHas Ta/LTIOIHHAITHH * IporpeccHpylomee
CTATHA (1-2]1 AeEs) * HAapyIIeHHA IAMATH Egi’i‘:le}me SEEHIEIENIN
HAPYIIIEHHE PETH
+ CYyIOpPOrH

+ HeCcTaOHIBHOCTE
apToHOMHOH HC

IHXOpazKa Cramms 2 Craguga 3

JIETKHH KaTapalbHBIH KinEAYecKoe yaydlnieHae
CHHIPOM

rojIoBHAg O0TH

HHOI'IA PBOT4A. THAPEA

= KAK J1e00T HeKOTOPBIX
HH(peKIHOHHDLIX
nopaxennid IIHC Dalmau J. et al Lancet Neurol 2011; 10: 63




' BbinonHeHune KT rpyaHOU KNETKW,
0bnacTu XXMBOTa U Masoro Tasa

OnpeaeneHue CbiIBOPOTOYHbIX
OHKOMapKepoB



B cny4yae BbiiBNeHUSA BbICOKUX TUTPOB
«UCTUHHBIX» MapaHeonnacTnyeckunx AT
(nepBas rpynna) CTaBUTCSA AOCTOBEPHbIN
OWarHo3 napaHeons1acTM4eckoro
HEeBPOJIOrM4YecKoro cMHapoma C
NpoAo/MKEHNEM OHKOMOUCKA A0 5 net

Ecnn y naumeHTa OTCYTCTBYIOT «UCTUHHbIE»
napaHeonnacrtnyeckne AT, oaHako
BbISIBNAIOTCA MeMbpaHHble ( BTopas u
TpeTbs rpynnbl), TO CTaBUTCA AMArHO3
BO3MOXXHOIro nanonatmnyeckoro A3, 4To,
O[IHAKO, He UCKIoYaEeT NPOAOHKEHUS
OHKOMOMUCKA



Peuynus BIII -1 sanedanura (~ 25%)

7

* BHpPYCHaA pcaKTHBaITHA

 IIIP IICX: THK BIIT+
* aHTH-NMDAR +/-

IIPOTHBOBHPYCHAS TepaIis
(aIHKIOBHP, BATAIHKIOBHP) +/-
BHYTPHBEHHEIH HMMYHOTTOOVITHEH

Dalmau J. & Rosenfeld M. Neuro-Oncology 2014;16:771

Ny

* AYTOMMMYHHBIH TpOIlecc
= IIIP OCX: THK BIII -
* aHTH-NMDAR +

HMMYHOCYIIPECCHBHAA TEPaIHa
(myTIhC-Tepanus
MeTHIIPEIHH30TI0HOM,
BHYTPHBEHHELH
HMMYHOITIOOVIIHH,
PHTYKCHMA0, nuKI0(ochaMHT)




