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B 0630pe ananuzupyemes cospemerroe noHuManue u duazHocmuueckue nooxo0bl K 6e0eHUI0 NAUUEHTO8 ¢ AYMOUMMYHHbIM SHyearumom. Onucanb Kaemoubie u
CUHANMUMECKUe MUEHL, YHACMBYIOUe 8 PA3BUMUU NAMOA0UHECK020 NPOUECCa npu aymoummyrHom snyedanume. Tloduepiusaemes Hanuuue 6 cmpykmype na-
MOAORUU KAUHUKO-UMMYHOA0UYECKO20 PACXONCOCHUS: ¢ OOHOU CIIOPOHbL, HeCMPYKIMYPHOe HOPACeHUe HEPBHOL! CUCIMeMbl COYemaemcs ¢ ROOOCMPbIM Pa3BUMUeM
HAPYWeHUI KOZHUMUGHBIX (DYHKUUIL, INUACHIMUYECK020, NCUXONAMOA0UHECK020 CUHOPOMOB, KOMOpbIe, ¢ OpYeoil CIOPOHbL, CBA3AHbL C ROAUMOPPHOL UMMYHOA0RU-
ueckoli 2emepoeeHHoCHbI0. ORUCAH AA20PUMM KAUHUMECKOIL U Aa00pamOpHOil OUaHOCHUKY HA 0CHOBE COOCIMBEHHbIX KAUHUMECKUX HAOAO0eHUI mpeX naLUeHmMo8.
Y nepeoeo nayuenma ouazrocmuposar nepexpecmbili aymouMMyHHbIIL CUHOPOM 6 6ude couemarus aumdpoeparyromamosa u awmu-NMDA-snuedpanuma, 3a-
HYUeHH020, 8eposSmHo, peakmusayuel eupyca Inuimeiina—bapp ¢ semanvrvimn ucxodom. Y emopoii nayuermiu ouaeHocmuposanu aymoummyrtoiil anmu-LGI1-
AuMOUeckull SHyeanum, a mpemos RAYUEHMKA 0KA3AAACH CEPOHEAMUBHOIL K 0OCITYNHbLM UMMYHOA02UECKUM aHMULEHAM. ABMOpbl 08palaiom eHUMAHUE HA
nepeocMbicAeHUe ROHSMUA «HUeDAAUM HEICHO20 2eHe3a» U 20 MPAHCHOPMAYUIO 8 «AYMOUMMYHHbIL SHUEPANUM» ¢ UMMYHOA0UYECKOU OUACHOCMUKOU mpex
anmueenoe (NMDA, LGII, CASPR2). Yuumvigas pedkocmb namoaoeu, 8biCOKYH 8epOSMHOCIb 0eOMHOI 0CHUMAAU3AYUL 8 CIALUOHAPb! UHDEKYUOHHO0
UYL RCUXUAMPUMEcK0eo npoghuAs, 000CHOBbIBALICS UeAec000pa3HOCHIb B0Aee WUPOK02O 0CBeUjeHUs NPOOAeMbl HA PA3AUMHbIX HAYHHbIX (OPYMAX U CO30aHUS 6
Poccuiicxoii @edepayuu komnaeKcHO20 MeXCOUCUUNAUHAPHO20 ROOX00A K QUAZHOCUKe 1020 3001e8aHUS.

KimoueBsie cosa: aymoummynnsiii anmu-NMDA-snyegparum, aymoummynoiii anmu- LG I-aumbuueckuii sHyepanum, aumgpoma Xooxckuna,
peeucmp 00AbHBIX.
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This review analyses the current understanding and diagnostic approaches to the management of patients with autoimmune encephalitis. Cellular and synaptic
targets, involved in the pathological process in autoimmune encephalitis, are described. The presence of clinical and immunological differences in the pathology
is emphasized: on the one hand, non-structural damage to the nervous system is combined with the subacute development of cognitive impairment, epileptic
and psychopathological syndromes, which, on the other hand, are associated with polymorphic immunological heterogeneity. The algorithm for clinical
and laboratory diagnosis is described, based on our own clinical observations of three patients. The first patient was diagnosed with a cross-autoimmune
syndrome with a combination of Hodgkin’s lymphoma and anti-NMDA encephalitis, probably triggered by the reactivation of the Epstein—Barr virus with
a fatal outcome. The second patient was diagnosed with autoimmune anti-LGI1 limbic encephalitis, and the third patient was seronegative to the available
immunological antigens. The authors note the need to rethink the concept of ‘encephalitis of unknown aetiology’ and its transformation into ‘autoimmune
encephalitis’ with the immunological diagnosis of three antigens (NMDA, LGI1, CASPR2). Considering the rarity of the disease, the high probability of initial
admission to an infectious diseases or psychiatric hospital, it is worthwhile to explore this problem more widely at various research forums and to create
a comprehensive, interdisciplinary approach to the diagnosis of this disease in the Russian Federation.
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Beenenne

AyTOMMMYHHBIE 3a00JIEBAHUSI OTJIMYAIOTCS CIOXHOCTBIO TMa-
TOTeHe3a M pa3HoOoOpa3veM KIMHUYECKOH KapTWUHbI, 4TO OT-
paxaeT UX CUCTEMHYIO npupony [1, 2]. M3ydeHue ayTonMMyH-
HBIX 3200/IeBaHUI1 HEPBHOW CUCTEMBI SIBNISIETCS] (DYHAAMEHTOM
DPa3BUTUST COBPEMEHHOU HelipoummyHonoruu [3]. OgHuUM U3
Han0oJIee SIPKUX KITMHUYECKUX TPOSIBICHUI TATOTEHHOTO UM-
MYHHOTO OTBETa B OTHOILEHUHU LIEHTPAIBHON HEPBHOM CUCTE-
Mol (LIHC) sBnsercs ayroummyHHBIA sHIedamuT (ANUD) [4].
B nocnenHue roapl mpeacTaBiaeHusi 0 MEXaHU3MaX Pa3BUTHS,
JMATHOCTUKE U JIEYEHUM 3HIEGhATUTOB HESICHOW 3TUONOTUU
CYILECTBEHHO M3MEHWIUCh [5—9]. MHnuBUayanbHOE coyera-
HUE 9K30TEHHBIX (TeprecBUPYCHbIE MHMEKIMN, TCUXO3MOLIN-
OHAJIbHBIN CTPECC) U SHIOTEHHBIX (OCOOEHHOCTU KUIIEYHOM
MUKPOOUOTBI, OHKOJIOTMYECKMIA TIpoliecc) (haKTOPOB 3aMycKaeT
pa3BUTHE CrielU(UYECKOTO ayTOMMMYHHOTO Ipoliecca B HEll-
poruie Ha KJIETOYHOM, CUHATITUYECKOM U CYOCMHANTUYECKOM
YPOBHsIX ¢ A dY3HON Ne3uHTErpalreii HepBHBIX UMITYJILCOB B
KOpKoBo-TIoaKopKoBbIX Kpyrax ITHC [10, 11].

IIpu AUD, ¢ ogHO# CTOPOHBI, YCTAHOBIEHO 3HAUECHUE MeXa-
HM3MOB Kak T-, Tak 1 B-K1eTo4HO IUTOTOKCUYHOCTH. YBe-
JIMYEHUE AKTUBHOCTU LUTOTOKCUYECKUX T-TUMGbOLUTOB U

13(2): 79-91. (In Russ.)

MPOBOCIIAIUTEIbHBIX IIUTOKMHOB IIPUBOIUT K 00pa30BaHUIO
B-xieTkaMu reTepoopraHHbBIX OHKOHEWPOHAIbHBIX aHTHU-
TeJ TPOTHUB SIACPHBIX W IIMTOIUIA3MATHYECKUX aHTUTCHOB.
[Mocnemnue paccMaTpuBalOTCS B KauyecTBE MOJICKYISPHBIX
MullieHed, GOPMUPYIOMIMX KIMHAYECKU MOTUMMOphU3M Ma-
PaHEOIUIaCTUUECKMX HEBPOJOTMYECKUX CHHAPOMOB [12—16]
(tabm. 1).

OHKOHelpoHaJIbHbIE aHTUTEHBI KIaCCU(MULIUPYIOT MO IBYM OC-
HOBHBIM KpuUTepusM [§]:

I. TTo MecTy TOKaM3aIuy B HEHPOHATBHBIX CTPYKTYPaX:

1) Genkm, CBSI3aHHBIC ¢ CHHANTHYCCKAMM BE3WKYJIaMM TIpe-
CUHAaNTUYecKuX TepMuHaieil: amducdusud, GAD, B-NAP,
CHHANTOTarMUH;

2) HelipoHcrelMUUHbIE OENKM SAepHON JOKATU3aLUK; Ce-
MmeiictBo NOVA-antureHoB 1,2; cemeiictBo Hu- u Ri-
(ANNA2) aHTHTEHOB;

3) HelipoHcmenMbUYHbIe OENKM LUTOMIA3MaTUIECKON JIOKa-
m3anun; anTureHs Yo, CV2 (CRMPS), Ma2;

4) HelipoHaJIbHBIE OEJKH, YYaCTBYIOIIUE B epeaavye CUTHAJIOB;
PEKOBEPUH — CeTyarKa riasa, Amudus;

5) 6enKu HepBHO-MBIIIIEYHOTO cUHarca: B-cyobenununa Ca*-
KaHaia, 0-CyObeAMHNIIA AlIETUIXOJIMHOBOTO PEIIETTOPA.

Tadmmna 1. ITapaneonnacTiHyecKue HeBPOJIOTMIECKIE CHHIPOMBI  OHKOHEHPOHATbHbIE aHTUTeHbI [17]

Table 1. Paraneoplastic neurological syndromes and onconeural antigens [17]

OHKOHeilpoHanbHble
AHTUrEHbI /
Onconeural antigens

MapaHeonnacTUyeckuii
HEBPOJIOrUYECKUiA CUHAPOM /
Paraneoplastic neurological syndrome

JHUeaNnoMMennT, IMMOMYECKNit 3HLedanuT,

MOAOCTPast MO3XEYKOBAs ereHepaums /

Cpentui
BO3pacT, net /
Average age, ears

BeposTHas oHkonorus /
Likely oncology

MenkoKneTo4Hblii
pak fierkoro, Tumoma /

Hu-, CV2- Encephalomyelitis, limbic encephalitis, 70 Small cell
subacute cerebellar degeneration lung cancer (SCLC), thymoma
JIumbuyeckun sHuedanut / [epPMMHOrEHHBIN paK snyek /
Ma2 e " 50 .
Limbic encephalitis Germ cell testicular cancer
Pak Mono4Ho xenesbl,
. OHUehanoMmuenuT, ONCOKNOHYC-MUOKITOHYC / o
Ri Encephalomyelitis, opsoclonus myoclonus 60 MenKOKNETOHbIi pak nerkoro /
P y 0P y Breast cancer, SCLC
[TogocTtpas Mo3xe4koBas AereHepaums / Pak an4HNKOB, paK MONOYHON >Kenesbl /
Yo . 55
Subacute cerebellar degeneration Ovary cancer, breast cancer
MogocTpas MO3Xe4koBas AereHepauus / Jlumchoma XomKKuHa /
Tr (DNER) . 55 -
Subacute cerebellar degeneration Hodgkin’s lymphoma
AR
Amphiphysin+GAD, Pro r%ssivi encephalonath vvi%h riaidit 55 MEJIKOKIIETO4HbIN paK nerkoro /
g phalopathy giaity Breast cancer, SCLC
and myoclonus
GAD CUHAPOM pUrMaHOro YenoBeka / 45 Pefiko cBsA3aH ¢ OHKonoruemn /

65

PKCy, CARP VIIl, ARHGAP26,
HOMER-3, ITPR1

Stiff person syndrome

MogocTpas Mo3xe4KoBas fereHepauus /
Subacute cerebellar degeneration

Rarely related to oncology

HepocTaTtoyHO AaHHbIX /
Not enough data

HenoctaTto4yHo AaHHbIX /
Not enough data

NMpumeyanne / Note: PKCy — protein kinase C gamma; CARP VIIl — carbonic anhydrase-related protein; ARHGAP26 — Ca/Rho GTPase activating protein 26; HOMER-3 — family of postsynaptic

density scaffolding proteins; ITPR1 — inositol 1,4,5-trisphosphate receptor 1 [18].
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II. TTo yacToTe BCTpeyaeMOCTH OHKOJIIOTUUECKUX 3a00J1€BaHMIA:

1) nocToBepHble OHKOHEHpOHAJIbHBIE aHTUTENA: aHTU-Hu
(ANNAL), aat-Yo (PCALl), antu-Ri (ANNA?2), anti-CV2
(CRMPS), antnamoudusuH, antu-Ma2 — yactota OHKO-
Joruu 6onee 70%:;

2) HEMOCTOBEPHBIC OHKOHEWpOHANbHBIC aHTUTENA: AHTH-
SOX, antu-ZI1C4, antu-ANNA3, antu-Tr (PCA-Tr), antu-
PCA2 — enmHWYHBIC OIMCAHWS CBS3M C OHKOJIOTHEI;

3) HemapaHeoIIacTHyeckKue aHTuTena: aHTi-GADG6S, aHTHa-
JIeHWIaTKuHAa3a-5, anTu-Homer-3 — He ycTaHOBIICHA CBSI3b
C OHKOJIOTHEN.

C nmpyroii CTOPOHBI, TTATOJIOTHYECKHIA TIPOLIECC, 3aITycKaeMbIii
MPU yYaCTHM 3K30- M SHIOTCHHBIX (PAKTOPOB, M0 MEXaHU3MY
B-Xy1eTOYHBIX IMMYHHBIX OTBETOB CITOCOOCTBYET 00Pa30BaHUIO
anruten knacca IgG |, K pasnMyYHbIM CHHANITHYECKUM (KaHab-
HBIM) aHTHUTEHaM, MOJIEKYJIaM aire3uy, BHYTPUKICTOUHBIM
MecceHaxepaM. (DUHaNIbHBIM 3TAllOM IIaTOreHe3a SIBISETCS
MHTepHATM3AIMS PELEIITOPOB, NX Je3MHTETPAINsI ¢ KOpelel-
TOPHBIMH MOJIEKYJIaMH 1 T dy3HOE HapyIIeHNEe CHHANITAYE-
CKOI1 mepenauyn ¢ opMUPOBaHUEM KIMHUYECKOTO U MOJIEKY-
nspHoro ¢peHotumoB AUD [8, 19—25] (Tabm. 2).

B Poccuu o Hacrosiiero BpeMeHu JJabopaTopHasi MMMYHOJIO-
ruyeckas auarHoctika AU 3atpynHeHa B CBS3U ¢ HELOCTYII-
HOCTBIO psia COBPEMEHHBIX MMMYHOJIOTUUECKHX TECT-CHCTEM
IUTSI BRISIBIICHUS] aHTUHEPOHAIBHEIX aHTUTEN [43, 44].

Marepuabl 1 METO/IbI

Tpu xuHUYeckux ciaydas AU Habmonanich Ha 6ase oTaene-
HUSI HEBPOJIOTUHM, OTAENa KIMHUYECKON HEBPOJIOTUM U MEIU-
LMHBI cHa Bcepoccuiickoro leHTpa 9KCTPEHHOM U paiuallioH-
Hoit MmeguumHbl M. A.M. Huxudoposa MUC Poccun.

JlabopatopHoe TOATBEpXIEHNE MMArHO3a MOayJald MpH IMo-
MOIIM MeToIa HENpsIMOi MMMYHOMIIIOOPECIICHIINY Ha TeH-
HOMOIM(UIIMPOBAHHBIX KJIETOYHBIX JIMHUSIX. JIJIs1 BBISBICHUS
ayTOAHTUTENl MCIONB30BAIM KieTouHylo juHmo HEK293,
TpaHcdenrpoBaHHylo reHoM NMDA-TiyTaMaTHOTO penenTo-
pa, a Taxke reHoM LG 1, cBSI3aHHBIM Yepe3 MosieKyry ADAM23
C TPeCUHANTUYECKUMU TMOTEHLMAI3aBUCUMbIMU KaJIUEeBbIMU
kaHamamu Kvl.1 Tuna (VGKC), B cocTaBe Habopa peakTUBOB
npousBoacTBa «Euroimmun AG» [43—45]. WccnemoBaHus
MPOBOJAMIU B J1aOOPaTOPUM OTUATHOCTUKU ayTOUMMYHHBIX 3a-
oonesanruit [ICITI6I'MY um. akan. W.I1. ITaBnosa.

JInarHO3 «TOCTOBEPHOTO» U «BepOSITHOr0» AMD ycTaHaBIMBa-
JIM B COOTBETCTBUM ¢ PEKOMEHIALMSIMU SKCIIEPTHOIO COBETa
[46]. duarHo3 «BepostHOro» aHTH-NMDA-sH1Iedhanura Tpe-
OyeT HaIMIUS TPEX KPUTSPHEB:

1. BercTpoe Havajo (mo 3 Mec) ¢ HaIMIKMEM IT0 KpaifHeil Mepe
4 3 6 TPYIIIT CUMIITOMOB:

a) adeKTUBHbIE pPACCTPOMCTBA, ICHXOMATOJOTMYECKUI
CUHAPOM WM HapylIeHNe OPUCHTALIMK B IIPOCTPAHCTBE
1 BpeMeHU, HapyllleH1e KpaTKOBPEMEHHOM 1 10JroBpe-
MEHHOM ITaMsITH;

0) HapylleHWe peyd B paMKax ICUXOMNATOJOTMYEeCKUX
HapyIIeHWi (CHIDKeHHE BeOPaTbHOIO KOHTAaKTa, MY-
TU3M);

B) BNWJIENTUYECKKE MPUCTYIIbI (Yalle reHepaau30BaHHbIE,
CepuiiHbIe);

I) THUIEpKUHETHUYECKUI CHHIPOM, LIEHTpaJbHEIC Mape3Hl,
MBIIICYHAST PUTHIHOCTD/TIATONOTNYECKIE TIO3BL;

J) HapylIeHus! CO3HaHUs (COMop-KoMma);
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C) HaJICErMCHTAPHBIC BEICTATUBHLIC HAPYILICHWA WM LIEH-
TpajdbHaAd TMIIOBEHTUIALIUA.

2. OauH 13 1a00paTOPHO-AUATHOCTUYECKUX KPUTEPUEB:
a) ITapoKCHM3MajbHas BTOPMYHO-TCHEpATM30BaHHAs aK-
TUBHOCTb Ha DO
0) nuMdbouuTapHbIi MieouuTo3 B JukBope Ao 100 kie-
TOK/MM® WM BTOPOM THUII OJIUTOKJIOHAJIBHOTO CUHTE3a
[47].

3. UckimoueHre Opyrux HO30J0ruit mpu auddepeHnnaabHom
JUAarHOCTUKE.

}:[I/IaFH03 MOXET OBbITb MOCTaBJIEH TaKXKe Npnu HAJIMYUU TPEX
T'pymIl CMUMIITOMOB B COYCTaHUU C CHUCTEMHOU TepaTOMOﬁ.

JuarHo3 «rocToBepHOro» aHTU-NMDA-sHUedanmura mpaso-
MOYEeH NpM Hammuuu 1 uiu Gonee U3 6 OCHOBHBIX IPYII CHM-
ntoMoB U anTtuten IgG k rerepomepHbiM NR1-/NR2B- unu
NRI1-/NR2A-/NR2B-amuronav NMDA-perienitopa mpu uc-
KJIIOYEHUH IPYTUX BO3SMOXKHBIX ITaTOJIOTHHA.

JlarHo3 mpocToBepHOro JuMouuyeckoro AMD cunTaercs moka-
3aHHBIM TIPH COOTBETCTBUU BCEM HIDKECTICAYIOIINM KPUTEPHSIM:

1. ITonoctpoe Havyano ¢ OBICTPHIM (10 3 MeC) pa3BUTHEM KOT-
HUTUBHBIX HApyIIEHWH, IIPeXJAEe BCETO KPATKOBPEMEHHOU
MaMsATH, TOJUMOPGHBIX TUMOB SMUIEIITUYECKUX TPUCTY-
TIOB, TICUXOTIATOJIOTUYECKIX CHHAPOMOB, YKa3bIBAIOIINX HA
BOBJICUEHUE TUMONYECKOI CHCTEMBI.

2. IByCTOpOHHME MATOJIOTUYECKUE U3MEHEHUST B 00JIACTH TUTT-
nokam1oB 1o gJaHHeIM MPT ronoBHoro mo3ra Ha T2-FLAIR
mocnenoBaTebHOCTSIX. CllenyeT YIUThIBATh, YTO IIPU OTCYT-
cTBUM U3MeHeHuit Ha MPT Bo3MOXHO JOIOJHUTEIBHOE BhI-
MTOJTHEHHE TIO3UTPOHHO-3MUCCUOHHOM TOMOTpaduu ¢ prop-
JI€30KCUTTIOKO301A.

3. OnuH U3 JOMOJIHUTEIbHBIX IPU3HAKOB!
a) MUMQOLUTAPHBIN TTeonuTo3 (>3 KiIeToK/MM®) B Liepe-
OpOCIMHAIEHOM KUAKOCTH,
0) mapokcM3MaibHas WJIM MEMLICHHO-BOMHOBAsl aKTHB-
HOCTb B BUCOUHBIX TOJISX TIpH DD -1ccaenoBaHIH.

4. VcxmtoueHue Apyrux BO3MOXHBIX HO30J0TUit mpu audde-
PEHUMAIbHON TMAaTHOCTHKE.

Ecmu y mammenTa OTCYyTCTBYeT OMVH M3 IIEPBBIX TPEX KPHTeE-
pMEB, TO TUArHO3:; «I0CTOBEPHBIN» MPABOMOUYEH TOJbKO MOCIE
TOJIOKUTETLHOTO MMMYHOJIOTHIECKOTO TECTUPOBAHMS.

Knnnnyeckuii coyyaii 1

ITayuenm JI., 39 aem, ¢ 2011 r. HaGIIOAANCS Y TEMATONOTOB IO
noBoxy TMMGbOMBI XOMKKIHA, HOAYIIPHOTO CKIEpo3a, ayTo-
TpaHCIJIAaHTaLlMKM KOCTHOro Mo3ra ot 2013 . 6e3 mpu3HaKoB
nosHo# pemuccuu B centsiope 2014 . Obpatusncs B oTaene-
Hue remaronornd BLIDPM MUYC PO ¢ xanobamu Ha GbicTpoe
YXYALIEHNE MaMSATH Ha TeKYII1e COOBITHS, a TAKXKE HapyIlIeHE
OCTPOTBI 3peHUSI, OOIYIO C1a00CTh, CYO(PEOPMINTET B TeUCHNUE
Mecs1a.

[py HEBPOJIOrMYECKOM OCMOTPE B JIEHb IOCTYILIEHMS: CO3HAa-
HUe SICHOE, peub He HapyIlIeHa, SMOIMOHATEHBIN ()OH POBHBIN,
CIIOKOeH, mobpoxenateneH. OTMeyanuch (GUKCAlMOHHAS aM-
He3Wsl, CHIDKCHME DPE3YJIBTaTOB BEHINOJHEHMNS KOTHUTHBHOTO
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KIMHUYECKWA PA3BOP

Puc. 1) MPT rosioBHoro Mo3ra namuenta Jl. (nepsoHayajibHoe HCCIen0-
BaHHE).

Ha akcuanbhbix cpesax B T2-FLAIR (A) u T2-akcuanbHoli mocnenosa-
TeabHocTaX (B) oTMeuaeTcst He3HauMTenbHOE T1U(Qy3HOE MOBBIIEHHE
MHTEHCUBHOCTU MP-curHana B mpoexkiuy 000MX TUIMOKaMITOB, 00/b-
mie cnea; C: Ha akcuambHoM T2-tirm-BU enuHuuHbIN Hecnenuduy-
HBIii CyOKOPTUKAILHO PACIIOIOXEHHBII oyar B JIEBOI TEMEHHOI 10J1e

Fig. 1. Brain MRI of patient L. (initial study).

The axial T2-FLAIR (A) and T2 images (B) show a slight diffuse hyper-
intensity in the area of both hippocampi, more on the left; C: a single
non-specific subcortical lesion located in the left parietal lobe is seen on
the axial T2WI TIRM

tecta no mkaie MMSE (20/30), oTcyTcTBUe KPUTUKHU K CBO-
€My COCTOSIHMIO. BbIsiBISIIAch paccessHHasi MUpaMUAHO-MO3-
’KEUKOBasl CUMIITOMATHKA 03 00IIeMO3TOBBIX U 000I0YEYHBIX
cumntoMoB. COCTOSTHME pacLIEHWIM KaK PeLUanB OCHOBHOTO
3a200J1€BaHUsI C HEBPOJIOTUYECKOM CUMIITOMATUKOM.

JIabopaTtopHBbIe UCCIeNOBaHNS KPOBY BHISIBUJIM HAPACTAIOIIYIO
aHEeMHUI0, JieliKo1uTo3, yeaudeHne COD, MoBbIIEHUE YPOBHS
C-peakTBHOTO OeJKa, HATMYKE TIOBEPXHOCTHOTO aHTUTEHA K
BUpycy renatuta B. B epeOpocnuHaibHOR XUAKOCTU 0OHApY-
KeH muMdonutapHbiid mieonuros (111,0x10%/1, G6enok 1 /1),
Bupyc dnmreitHa—bapp — 1o 700 konuit IHK. B ciioHe BbI-
gByeHo 10 500 Komuii BUpyca repreca 6-ro THa.

Ha HatuBHbix MPT-nocienoBaTeIbHOCTSIX HE OTMEUEHO TpH-
3HAKOB CTPYKTYPHOTO MOPAXEHMUSI CEPOTO 1/MIIN OJI0TO Belle-
CTBa rOJIOBHOTO MO3Ta 04aroBoro i audq@y3Horo xapakrepa.
OpnHako oOpalllalo BHUMaHKWE HE3HAYMTEIbHOE TMOBBIILIEHME
MHTEHCUBHOCTU CHUTHaja B MpPOEKIMM JIEBOTO TUIIIOKAMIIa
W TIApaTUIIIOKaMIIATbHON M3BMJIMHBI 0e3 HAKOIUICHHSI KOH-
TPACTHOTO BEIIECTBA, BLIIBISIEMOE TOIBKO HA aKCHaTbHBIX T2-
n T2-FLAIR nocienoBatenbHocTsIX (puc. 1).

TakuMm 00pa3oM, JeOIOTHBIE KIMHUYECKKE MTPOSBICHMS Y T1a-
uuenTa JI. ¢ tumdonpoandepaTUBHBIM 3a001eBaHUEM ObLIM
pacIieHeHBl KaK HETHIHMYHBIC, 4TO TpeOOBalo IMHAMMYE-
CKOTO MOHMTOpHHTA. [1alleHT moJTyJYay; KOMOMHUPOBAHHYIO
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Puc. 2. 93T nammenra JI.

3ameaneHre (OHOBOIM aKTMBHOCTU C IpeobnamaHueM IuddY3HBIX
d-BonH, yactoToit 1-2 Tir, ammmurynoii ot 30—40 mo 80 MxB, ¢ akieH-
TOM B BUCOYHBIX OTIeNaX. Ha BepXyIKu 6-BOJH HAKJIaIbIBAIOTCS KO-
POTKHE TeHepaM30BaHHbIE Pa3PSIIbI 3nvmenmq)o;2)MHoﬁ AKTUBHOCTH
0 TUITY TIOJIMTIMK, MOJUITMK—BOJIHA YacToToi 1o 20 i1, ¢ ammiuTya-
HBIM TIpeo0IaTaHueM B TTEPEIHMX U LEHTPAIbHBIX OTIENAX, aMILTUTY-
noii o 130 MxB (matTepH «3KcTpeMasbHbIX JeIbTa EeToK») [48]. Paz-
PSIIBI COBMANAIOT ¢ KOPOTKMMM COKpAlIEHUSIMU B MYCKYJIAType DK,
TUIEYEBOTO TOsIica M HIDKHUX KOHEYHOCTEM

Fig. 2. EEG of patient L.

Slowing down of background activity with a predominance of diffuse
d-waves, 1-2 Hz frequency, 30—40 up to 80 mV amplitude, with a fo-
cus in the temporal regions. Superimposed over the d-waves are short
generalized discharges of epileptiform activity of the polyspike and
polyspike—wave variety with a frequency up to 20 Hz and an amplitude
predominating in the frontal and central sections, an amplitude up to
130 mV (extreme delta brush pattern) [48]. The discharges coincide with
lshogt contractions in the muscles of the arms, shoulder girdle and lower
imbs

GEIPE SRSCEET SO N, o4 PEND T PEE

1c¢/sec

L, St

IMPOTUBOTCPIICTUYCCKYIO U aHTI/I6aKTepI/IaI[BHy}O TEpanuIo
B CTaHOAPTHBIX 10O34aX.

Ha 4-e cyrkm oTMeueHO HapacTaHWe BHIPAXXCHHOCTU Hapy-
meHuit KorHutuBHBIX (yHKIM (MMSE 15/30), mosiBnieHue
a(p(PEKTUBHBIX M IICHXOMATONOTUYECKUX CHMIITOMOB (TICEBIO-
PEMUHUCIECHIINH, KOHDAOYIAINM) Ha (hOHE COXpaHEHUS pac-
CesIHHON MUPaMMIHO-MO3XEeUKOBOM CMMITOMAaTUKU. BHyTpU-
BCHHOE BBEICHUE PacTBOpa HEKCaMETa30Ha B 03¢ 24 MT/cyT
(7 BBemeHMIt) IPUBEIO K BPEMEHHOMY TOJOXUTEIbHOMY 3(-
dexty. K 9-M cyTkam y maiueHTa yCUaIMIach TICUXOMATOIOTH -
qecKkass CMMIITOMAaTHKa, Pa3BIUIOCHh IICUXOMOTOPHOE BO30YX-
JIeHUE ¢ arpeccueii (cJoMal KarelbHUILY, MbITaICs yoexaTb 13
OTHEJICHNS), TOSBUINCH MPU3HAKK aMEHTHBHOTO CHHIpOMA
1 noauMopdHasl dKCTpanupaMuaHas CUMITOMAaTHKa (Xope-
0aTCTOMIHBIC IBWXKEHUS, CTEPEOTUITNH B KOHEUHOCTSX). [Iis
KOPPEKIINH COCTOSIHUS CeAaTUPOBAH TUIIPUBAHOM 5 MJI/4 BHY-
TPUBEHHO 4Yepe3 WH(Y30MaT, OTHOKPATHO BHYTPUMBIIICUYHO
BBEJICH pacTBOP Tajonepunoia (5 Mr/mMi — 1 MiI) ¢ BpeMEHHBIM
MOJIOXUTENbHBIM 3(pdexToM. ISt uCKTIoueHus pa3BUTuUsl bec-
CYIOPOXHOTO SMUICTITHIECKOTO CTaTyca MAIMeHTY BBITIOTHE-
HO DOI'-uccnenoBaHue Mo cTaHAApTHON MeToauke. QuaroBoii
MapOKCU3MANIbHOM SMIICTITUYECKOM aKTUBHOCTH HE BBISBIIC-
HO, 3a(PMKCUPOBaH (PEHOMEH «IKCTPEMabHBIX JIe/IbTa-IETOK

(puc. 2).

CocTosiHue 0OJNLHOTO MPOJOJXKANO YXyAlIaThes, W Ha 11-e
CYTKU ITIPOSIBICHUS] aMEHTHBHOTO CHHIPOMA CMEHWJIMCH Pa3-
BUTHEM COIIOpa C MEPeXoIoM B KoMy I, HapylieHueM pUTMa
JBIXaHWS (TaXWITHO3), XOPENIECKUM TUIIEPKIHE30M, MUOKJIIO-
HUSIMU, CTEPEOTUIMSIMU B 00JACTH JMLEBOM MYCKYIAaTyphl,
KOHeuHocTei. [1alueHT nepeBeieH B OTHEICHUE peaHMMALIVH,
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Puc. 3. Konrponsnas MPT rososHoro mo3ra namuenta JI. (30-e cyTkn).
Ha axcuamsrom T2-FLAIR u3obpaxeHun coxpaHsieTcsl He3HAuM-
TENbHOE MOBBILICHNE WHTEHCUBHOCTH MP-curHama ot obiaactu rum-
MOKAMITOB ¢ 00€1X CTOPOH

Fig. 3. Control brain MRI of patient L. (day 30).
The axial T2-FLAIR image still shows a slight bilateral hyperintensity
from the hippocampi

C

Puc. 4. Pe3yasrars! rucronoruu namuenta JI.

MHTYOMpOBaH, TOIKMoYeH K ammapary UBJI u cematupoBan
pactBopoM mpornodona (0,006—0,008 Mr/KrxMuH), 100aBIEHbI
TIPOTUBOSIMICTITIIECKIE TIperapathl (eBeTupaieTram ot 500
MT ¢ noBbitieHreM 10 3000 Mr/cyT, KloHa3enam 2 MI/cyT).

Hanmnuue B xiMHIYECKON CMMITOMATHKE KOMOMHAIIMK TICH-
XOIaTOJOTMYECKOT0 CHHAPOMA C MOJMMOPMHBIMU TMIEPKU-
He3aMH, TIPOSIBIICHUSIMA aMEHTHMBHOTO CHHIPOMA, COTOpa U
KOMbBI, HAJICerMEHTApPHBIMM BETE€TATUBHBIMU HapyIIEHUSIMU
6e3 04aroBo-11epedpPaTbHOr0 CUHAPOMA U MPUZHAKOB CTPYK-
TYPHOTO ITTOpaxKeHMsI BElIeCTBa FOJOBHOTO MO3Ta MO JTaHHBIM
MPT pacueHuBanoch Kak MporpeccupoBaHue JIUMEGONpo-
madepaTuBHOTO 3ab60meBaHus ¢ mopaxenueM LIHC (Bepost-
HbIM OCTPBIM 3HIEDATUTOM, acCOLMUPOBAHHBIM C BUPYCOM
OnmreitHa—bapp), a Takke dHIEDATUTOM HESCHOTO TeHe3a
(BeposiTHBIM AND). [lomoaHWUTENbHBIE MCCIENOBaHMS KpO-
BU HE BBISIBMJIM JIOCTOBEPHBIX OHKOHEMPOHAIBHBIX aHTHUTE-
HOB (Tabm. 1). OmHako ObUIM OOHAPYXEHBI aHTHUTENA K TIIy-
tamaTHoMy NMDA-perieniropy B Tutpe 1:160 (Hopma <1:10)
(Tabm. 2). Takum o0Opa3oM, aHaMM3 TOATBEPOMI Pa3BUTUE Y
nauueHta aHtu-NMDA-ceponornyeckoro BapuaHTa AMD.
bazoBas cxema Teparnuu 6oe3H1 XOMXKKIHA IOTIOTHEHA OTHO-

A: numbonnTapHass MHQUIBTPALUS ¢ OTEKOM TKAaHHM TOJOBHOTO MO3ra M MOJHOKPOBUEM COCYIOB; B: oTek, paspsikeHue Tuu, TMMdoLrTapHas
uHubrpanus; C: qucTpodus HEipoOHOB, XPOMATOIM3 siIep, OTeK; D: KpoBOM3IMSHUS ¥ JMMGOIMTapHAas MHGUIBTpALMS MITKOH MO3TOBOM

000J109KY (XpOHUYECKHIA aDaXHOUIUT)
Fig. 4. Histology results of patient L.

A: lymphocytic infiltration with brain tissue oedema and vascular congestion; B: oedema, Iglial discharge, lymphocytic infiltration; C: neuronal dystro-

phy, chromatolysis of the nuclei, oedema; D: haemorrhages and lymphocytic infiltration o

the pia mater (chronic arachnoiditis)



KIMHUYECKWA PA3BOP

KPaTHBIM BHYTPUBEHHBIM KaMeJIbHbIM BBEICHUEM PUTYKCUMA-
6a 375 mr/m2. KonrponbHast MPT rojioBHOro Mo3ra He BbISIBU-
na otpunareabHol quHaMuky (puc. 3). [lpuHsTo pemeHue o
MpoBeAeHUY 3P hepeHTHON U UMMYHOCYTIPECCUBHOM Tepanuu
(6 cearcoB remocopbIrK ¢ 06bEMOM reMornepdy3un 2 00beMa
LIUPKYJIUpYIoLIei KpoBU 1 2 ceaHca Iia3MooOMeHa ¢ 00bEMOM
nepdysun 5000 M KpOBM, MyJIbC-TEpAusl PACTBOPOM METHJI-
npeqan3oa0Ha B o3¢ 1000 Mr (3 BBemeHHMS) C IMOCTIEOYIOIINM
BBE/ICHMEM T10 XXM3HEHHBIM TIOKa3aHUsIM pacTBOpa [UKI0doc-
amuna B no3e 400 Mr BHyTPUBEHHO KaTelbHO | pa3 B Heflelo
(4 BBeneHus). Tem He MeHee COCTOSIHUE OOJBHOTO OCTaBAJIOCh
KpaiiHe TSDKENbIM 0e3 CYNIECTBEHHOM TTOJIOXKUTEbHON AMHA-
MUKH.

Ha 71-¢ cytku passuics cercuc u JIBC-cuaIpoM ¢ eTajb-
HBIM UCXOIOM Ha (pOHe Mmporpeccupyoulei cepaeuHon Heno-
CTaTOYHOCTU. [Ipy ayTOIICHU B TOJOBHOM MO3T€ BEISIBICHEI
npu3Haku 1UQGY3HOTO oTeKa 6eoro BelllecTBa, MePUBACKY-
JpHas TuMQoITapHas MHQWIETPALNs, HEHPOHEHI ¢ TUCTPO-
(ueit u xpomaronuzoM suep (puc. 4, A—C); B MITKOI MO3-
ToBOl 000JI0YKe — TPU3HAKU XPOHUYECKOTO apaxHOMAMTA,
CKJIepo3a CTeHOK cocynoB (puc. 4, D).

Kninmyeckuii cryyaii 2

PetpocniekTuBHbIN aHanu3 aHamHe3a nayuenmiku C., 40 netr
BBISIBUJI HAJTMYKME MTPEMOPOMIHON MHGBEKIUK 3a 3 Hel 10 pas-
BUTUS TepBbIX cumnTomoB. C uioasg 2017 . poaCcTBEHHUKU
3aMeTWIM He XapakKTepHble IUIsl TAIMEHTKW KojeOaHusl Ha-
CTPOEHUS, PaCCEIHHOCTh BHUMAHMSI, allaTMYHOCTb. 3aTteM B
TeUeHUe TIOCIIeaYIOMUX 2 MEC MOSIBUIMCH M CTaId HapacTarh
HapyILIeHUs] KpaTKOBPEMEHHOH mMaMsTH (3a0biBajia HETaBHO
clieNaHHbBIe Jiefia, He YIepXuBajia B ITaMsTH HOBYIO MH(bOpMa-
1IN0, HEOMHOKPATHO IepecIIpallnBaja), MOSBIIACH aMEHO-
pest. K KoHIly ceHTs0psl KiiMH1Yeckasi KapThHa JOTMOJHUIACh
Pa3BUTHEM MHOTOKPATHHIX (IO JECATKOB B TeUeHHE THA) (o-
KaJIbHBIX COMAaTOMOTOPHBIX MPUCTYIIOB CO CrUOaHUEM JHOO
pazrubaHueM TpaBOil BepxHel KOHEYHOCTH W OJHOBPEMEH-
HBIM TOHMYECKUM «CTATMBAHMEM» MBIILILI [IPABOM MOJOBUHBI
JMLA, JIATENbHOCTBIO 10 1—2 ¢ 6e3 HapylieHUs CO3HAHUSI.
B koH11e OKTSOPS TTpOCTHIe (hOKATBHBIE MTPUCTYIIEI TPAaHCHOP-
MUPOBATKCH B HOKATbHBIE C HAPYIIEHNEM CO3HAHMS M aBTOMa-
TH3MaMU («BHE3aIHOE OLETIEHEHNE» ¢ OCTAHOBKOW MOTOPUKU
1 peur, 3aBelIeHNE INIa3HBIX 00K BBEPX) M OMIaTepabHBIC
TOHMKO-KJIOHMYECKNE TIPUCTYIIBI, PE3MCTEHTHBIE K IPOTH-
BOSMIIENITUYCCKOM Tepanmuu (eBeTupaneraM B moze S500—
1500 mr/cyt). B HosiOpe y MalMeHTKY Pa3BUIUCh CEPUIHBIE
TeHepalM30BaHHbIE CYTOPOXHBIE MPUCTYIIBL 3a 3TOT MepH-
0]l HEOJHOKPATHO oOpalanach, MPOBOAUIOCH 00CIEIOBAHUE
(Brumtovast 3-yacoBoil BHUAEO-DII'-MOHUTOPUHT), COCTOSHUE
paclieHMBajloCh KakK auMcMerabonnyeckas 3Huedanonarus,
CUMIITOMATUYECKasl SIMIIETICHsS, CUHAPOM HealeKBaTHOU ce-
KPEIUY aHTUANYPETHIECKOTO TOPMOHA.

Takum 00pa3oM, HA MOMEHT TOCTUTAIM3alMM B HEBPOJIO-
ruyeckoe otaeneHue (mekadbpp 2017 T) y mauuMeHTKN Ha WH-
(bek1IIMOHHOM (hOHE TOJ0CTPO Pa3BUIIMCh SMOIMOHATBHO-
a(peKTUBHBIE PACCTPOMCTBA C IOCIEAYIOIIMM HACIOCHUEM
HapyIIeHU KOTHUTUBHBIX (DYHKIIMIA OTlepaliiOHaIbHOTO TUITA
1 TpaHChopMaImeil (oKaTbHBIX COMATOMOTOPHBIX SITIICTITH-
YeCKMX IIPUCTYIIOB B O1jIaTepajibHble TOHMKO-KJIOHUYECKHE, B
TOM UHCJIe CepUitHBIC. B HEBpoIOTHUECKOM cTaTyce Ha MOMEHT
MOCTYIUICHUS] JOMUHMPOBaa SMOLIMOHAIbHAS JTJAOMIBHOCTD C
TIPOSIBIIEHUSIMU TPEBOKHO-ICIPECCHBHOTO PaccTpOMCTBa, 6e3
MPU3HAKOB 0YaroBO-LiepeOpasbHOi, 000J0YEYHONM CHMIITO-
MAaTHKM ¥ IIpX HOPMaJIbHBIX IT0Ka3aTe/IsIX 0a30BbIX KOTHUTHB-
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Puc. 5. MPT namuenTku C.

A, B: akcuanbhble T2-FLAIR mocienoBatebHOCTH: HE3HAUUTENbHOE
nuddy3Hoe noBbllieHMe UHTEHCUBHOCTU MP-curHana or obnactu
000Mx runmoxkaminoB (ctpenku); C: Ha ypoBHEe OOKOBBIX XeTymo4-
KOB, CYOKOPTUKAJIBHO B O€JIOM BEIIeCTBE OOJBIINX HOMYLIApUi He-

CHeL[I/I(bI/I'{f:CKI/IC Y4aCTKM U3MECHCHUA MHTCHCHUBHOCTH P-curnana

(cTpenka)

Fig. 5. MRI of patient S.

A, B: axial T2-FLAIR images: a slight diffuse hyperintensity from both
hippocampal regions (arrows); C: non-specific areas of altered MRI sig-
nal intensity seen subcortically in the white matter of the cerebral hemi-
spheres, at the level of the lateral ventricles (arrow)

Heix TectoB (MMSE 29/30, FAB 17/18, MoCa 28/30). ITpu
JabopaTopHOM 00CIeI0BaHMM OTMEYEHBbI TMIIOHATPUEMMUS,
TUTIOHATPUYPHS, THITOXJIOPEMUS (CHHIPOM HeaIeKBaTHOM ce-
KpeLuy aHTUAYPETHYECKOTO TOpMOHA). AHAIM3 KPOBU M Iie-
peOPOCITMHATBLHOI XXUIKOCTH He BRITBII U3MEHEHMIA ayTONM-
MYHHOTO Wid MH(eKUoHHOro xapakrepa. [Ipu npoBeaeHun
MPT ronoBHoro mosra Ha akcuanbHbix T2-FLAIR mocneno-
BaTeJIBHOCTSIX Ha YPOBHE CPEIHETO MO3Ta BHIIBUIN IPH3HAKH
HE3HAYMTEIbHOM BBIPaXXEHHOCTU aCUMMETPUYHOTO IIOBbIIIIE-
HUS WHTEHCHBHOCTH MP-curHama or o0OMX THIIIOKAMIIOB

(puc. 5).

JloTIOTHUTETBHOE CEPOIOTIUYECKOE NCCIIEIOBAHNE Ha KOMITIIEKC
OHKOHEHPOHAIbHBIX AaHTUTEJ HE BBISIBUIO BHYTPUSACPHBIE U/
VIV IIUTOTIIa3MAaTUUECKUE aHTUTEHbI, AaHTUTENA K TyTaMaTHO-
My NMDA-penenTopy. OnHako nmpy UCCIeI0OBaHUM 00pa3lioB
CBIBOPOTKH U JIMKBOPA C TIOMOIIIbI0 HEMPSIMOI MMMYHOMJTIO0-
pecCILIeHIINY Ha KOMIUIEKCE HepBHBIX TKaHE KPBICH 1 KJIETKaX,
TpaHchepoBaHHbIX TeHOM LG 1, 00HapyXeHbl ayTOaHTUTENA
B TuTpe 1:400 mpu Hopme 1o 1:100, YTO CBUAETENHCTBOBATIO O
MOJIOKUTENBLHOM CepoIornueckoii peakuuu (puc. 6, 7). Takum
00pa3oM, y TMaIMeHTK! OBbUT BEpUPUIIMPOBAH ayTOMMMYHHBIN
anTu-LGI1-muMOnveckuit sH1eDaNnnT, JOCTOBEPHBIIA 11O KpH-
tepusiM E Graus u coasr. [46].
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Mos3xeuok / Cerebellum Tvnnokamn / Hippocampus
Puc. 6. Ananu3 Henpsmoii l/lMMYHOé)JIIOO])eCl[eHIIHl/[ 1epedpoCIMHANBHOI
JKHIKOCTH H ChIBOPOTKHU 001bHOI C. Ha TPOifHOM cyOcTpaTe KpHocpe3os
MO3T2 KPBICBI.

BrisiBiieHO cBeUEHNE B MOJIEKYISIPHOM ¥ 36 PHHUCTOM CJIOSIX KOPBI MO3-
ke4Ka, paBHOMEPHOE OKpAILMBaHUE B CTPYKTYpPE TMITIOKAMIIOB

Fig. 6. Analysis of indirect immunofluorescence of the cerebrospinal fluid
and serum of patient S. on the triple substrate cryosection of the rat brain.
Fluorescence was present in the molecular and granular layers of the
cerebellar cortex, and uniform staining in the hippocampal structure

=
-]

C

Puc. 7. Anamm3 Ha anti-LGI1-antnrena (1a6op Euroimmun anti-VGKC)
nauuenTku C.

A: Konrporns (LGII-); B: Kontpons (LGITY); C: cBeueHue B k-
Bope; D: cBeyeHne B HATUBHOI CBIBOPOTKE. bISBIIEH TPaHyJIAPHBII
THIT CBEUEHHSI Ha Cpe3aX MO3XeuKa,/Tunmokamma B Tutpe 1:400, mon-
TBepXKaloluit Hamnuue anTuTen Kk LGI1

flg. 7S. Anti-LGI1 antibody analysis (Euroimmun anti-VGKC kit) of pa-
ient S.

A: Control (LGI1-); B: Control (LGI1*); C: cerebrospinal fluid fluo-
rescence; D: native serum fluorescence. A %rcmular type of fluorescence
was found on the cerebellar/hlli)pocampa sections in the 1:400 titre,
confirming the presence of LGI1 antibodies

IMocne mpoBenenust mnasmadepesa (ammapar «Haemonetics» ¢
akcoysueit 600—800 M masmel u 3amerneHrem 1000 v 0,9%
pactBopa NaCl — 4 miporieypbl) ¥ Iy TbC-Teparuyi MeTUITIPE] -
HuzonoHoM 1000 mr (5 BIMBaHMIT) OTMEUEHA TONOXUTEIbHAS
KIMHUYecKast AnHaMuKa. CTaOuIM3MpoBaICcs YpOBEHb HATPHUST
1 XJIOPA B CBIBOPOTKE KPOBH.

IMammentka ocMoTpeHa uepe3 3 mec mocie Boimucku. OGpa-
IIAJI0 BHUMAHME YCUIICHUE BBIPAXCHHOCTH appeKTHBHBIX
(iykTyaImii ¢ nernpeccMBHBIM KOMITOHEHTOM. B KpoBU He BbI-
SIBJICHO ITPU3HAKOB 3JIEKTPOIUTHBIX HAPYILEHUIA, COXPAHSIIUCH
ayroaHtutena K LGI1 B tutpe 1:200. [TauueHTKe ObLT MpoBeaeH
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MTOBTOPHBI KypcC MepBOii IMHUM: KacKagaHasl Ta3Mo(UIbTpa-
uus (1 mpouenypa) ¢ mepexonoM Ha mazmadepes (3 ceaHca) u
myJibc-Tepanust MeTuimnpenrHu3oionoM 1000 Mr (5 BuBaHuMit)
¢ MoJIoXuUTeNbHBIM 3 dekroM. K Tepanuu 1ob6apieH aHTHE-
npeccaHT (acuurainomnpam, 10 mr/cyr). [Tocie Tepanuu ayToaH-
tutena K LGI1-peuenTopy B KpOBU He BHISIBISUIUCD.

Yepes 6 Mec 1mocJie BBITMCKY MALEHTKa OTMETUIIa BO30OHOBIIE-
HUe PoKaTbHBIX MOTOPHBIX TPUCTYIIOB C HAPYILIEHUEM CO3HAHUS
1 aBTOMATH3MaMH C TIEPEXOIOM B TeHEPATM30BAHHbIE TOHUKO-
KJIOHMYECKHE TIPUCTYIIbI 063 KOTHUTHBHBIX 1 IICUXOIATOIOTYe-
CKMX CUMITTOMOB. [TpHCTYITBI OTIMYAIMCH PEMyIMPOBAHHOCTBIO
MPOSIBJIEHUI, He HOCWIM CEpUITHOTO XapakTepa, HabJogalIuch
Yaiie B HoYHoe BpeMsl. B 1abopaTopHbIX IoKa3aTesIsIx BHOBb OT-
Meyaich rTUMoHaTpuemMus 1 runoxiopemust. [loBropHoe nmMmy-
HOJIOTUYECKOoe 00CIIeI0OBAHME BBISIBUIIO HapacTaHUEe TUTPOB aH-
tuten k LGI1-penentopy no 1:400. [TozautpoHHO-3MKUCCHOHHAS
ToMorpacus BCETo Tejia ¢ pafioaKTUBHOM IJTIOKO30i BBISBUIIA
JIOKaJIbHOE HAKOIJIEHHE pamrodapMIipenapara B epeaHeM OT-
pe3ke 5-ro pedpa crneBa. bonbHOI TOBTOPHO MPOBEEHA MEPBast
JIMHUS UMMYHOMOMYJTUPYIOILEH Teparuu, 103a JieBeThpaleTamMma
noBeieHa 10 2500 mr/cyr. CocrosiHMe CTabMIM3MpOBaIOCh,
OJIHAKO COXPaHSIUCh HU3KUe TUTPhI aHTUTeN K LGI1-anTureHy
(1:200). Ha naHHBI! MOMEHT 3a MaLMEHTKOM MPOI0JIKAETCS U~
HaMHn4ecKoe HaOJTIoIeHHE.

Komnngeckuii crydaii 3

Tlayuenmxa 4., 36 net. 3a6oseBaHue 1e0IOTUPOBATIO B OKTSIOpE
2017 . B Buze MOAOCTPOTO (B TeueHUe 2 Mec) MOSIBICHMS U Ha-
pacTaHMs KOTHUTUBHBIX HAPYIICHUH, KOTOPHIE TIEPBOE BPEMS
HEIOOIEHUBAINCH MAIIMEHTKOM 1 POACTBEHHUKAMU M CBS3BI-
BaJIUCh ¢ MEpeyTOMIEHUEM Ha paboTe (paboTaeT OyXraatepom).
K xoHITy HOSIOpS TMAIlEHTKEe CTAI0 TPYIHO OPHEHTUPOBATHCS
B MecCTe, BpeMeHHU, COOCTBeHHOI JuyHocTU. [Ipu paccmpoce
HE MOTJIa BCIOMHUTb Havajio 3aboseBaHusl. B Havane nekabps
nombeM TeMrepaTypsl Tesna a0 39,0°C, nuapest 6e3 pU3HAKOB
KaTaNbHBIX SIBICHUH ¥ CBSI3W C THUINEBOM WHTOKCUKAIIMEH
WM KueyHoit nHdexuueit. Crycts 2 1HS Ha (OHE CHMXKe-
HUS TeMIlepaTyphl Tesa 10 cyocheOpuaIbHbIX LUdp U perpecca
IVapey BIICPBBIC Pa3BUICS T'€HEPATN30BAaHHBIM TOHMKO-KIIO-
HUYEeCKU anuiaentuyeckuit mpuctyn. Ilpu KommbroTepHOi
TOMOTpa(¥H TOMOBHOTO MO3Ta IIPM3HAKOB CTPYKTYPHOH Ta-
TOJIOTUY HEe BBISBICHO. HapylieHns KOrHUTMBHBIX (DYHKLIUI
MPOTpecCUpoBain (U4epe3 5 MMH TOCNie OCMOTpa MalMeHTKa
HE MOTJIa BCIIOMHUTb, T ¥ 110 KaKOM MPUIMHE HAXOMUTCS, He
y3HaBajia Bpaya, 3HaKOMUJIach IOBTOPHO). B ¢BS3U ¢ COHMBO-
CTBI0, OBICTPOI YTOMIIIEMOCTBIO, MCTOIIAeMOCTBIO HEHPOTICH -
XOJIOTMYECKOE MCCIIETOBAHUE BBIMOJHUTD OBUIO HEBO3MOXHO.
CoxpaHsiica cyO(peOpUIUTET HESCHOrO IeHe3a 0e3 Mpu3Ha-
KOB 1IepeOpabHO-04aroBOro M 000J0YEUYHOI0 CUHIPOMOB.
B cepenune mekaOpsi pa3BUIach cepusl U3 TPeX I€Hepaiu30-
BaHHBIX TOHMKO-KIOHMYECKHMX SIIICHTUYSCKUX IIPHCTYIIOB.
IToBTOpHOE HEOAHOKpaTHOE JabopaTOpHOE OOCIen0BaHME
KPOBH U 1IepeOPOCTTMHANBHOM XUIKOCTH HE BBISIBIIIO TIPH3HA-
KOB MH(eKInoHHOoro BocmaaeHus (oenxox 0,33—0,15 r/x, mum-
103 0T 0,66x10°/11 MO 18,6x10°/71, TIEPBBIIT TUII OIUTOKIOHANE-
Horo cuHte3a IgG). Ha MPT ronoBHoro Mosra — mpu3HaKu
CUMMETPIYHOTO, AU((HY3HOTO ITOBHIIIEHUS WHTCHCUBHOCTH
MP-curHaja ot rumnmmokamos (puc. §).

B cootBetcTBUM ¢ KpuTepusaMu [46] y HaLEHTKU TUATHOCTH-
POBaH BepOSATHBIN CEpOHETaTUBHBIN TuMOnUeckuit AUD.

[poBeneHa mepBast JMHUS MMMYHOMOAYIMPYIOLIEH Tepamnuu
(4 ceanca rTasmMadepesa U MyNbC-Tepanust METUITPEIHU30J10-
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Puc. 8. MPT namuentku f.

A, B: akcuanpHbie T2-FLAIR nocnenoBarenbHocTd — audgysHoe
yCUJIeHUe MHTeHCUMBHOCTM MP-curHana ot 000MX TMIIIOKAMIIOB 0e3
MIPU3HAKOB CTPYKTYpHOTO MopaxeHus (cTpenku); C: akcuanbHoe T2-

n306paxeHne — TPU3HAKOB MATOJIOTUH He BHIBIEHO; D: KopoHasb-
Hast T2-FLAIR — paBHomepHoe ycuneHue MP-curHama oT rummo-
KaMIIOB (CTPEJIKH)

Fig. 8. MRI of patient Ya.

A, B: axial T2-FLAIR images — diffuse hyperintensity from both hip-
pocampi without signs of structural damage (arrows); C: axial T2 im-
age — no signs of pathology; D: coronal T2-FLAIR — homogeneous
hyperintensity from the hippocampi (arrows)

HoMm 1000 mr B TeueHue 5 AHEH) C TONOXKUTETbHBIM 3 HEKTOM.
HasnaueHa npotrBOCYynopoXHas Tepanus (KapdamasenuH pe-
tapn, 800 mr/cyT).

[Mocnenyromee HabMOnEHUE 32 MALIMEHTKON MPOITUIOCH OKO-
Jio roga. OTMeyaeTcsl MoJHOe BOCCTAHOBIEHME MaMSITU C BO3-
BpallleHEeM K BBITMOJTHEHHIO DYHKIIMOHATbHBIX 00sI3aHHOCTEH.
DONunenTuuecKux MpUCTYIOB 3a Mepuo HabMoIeHUS He 3ape-
TUCTpUPOBaHO. [IpOTHBOSMMIENTUYECKYIO TEPANMIO OTMEHHU-
JI yepe3 4 Mec MmocJie BHIMMCKY U3 cTaliMoHapa. KoHTposbHas
MPT ronosHoro mosra (4epe3 1 1 6 Mec) He BbISIBMIIA IPH3HA-
KOB TMIIEPUHTEHCUBHOIO CUTHAJIA OT MPOEKIMK TMIIIOKAMIIOB
Ha T2-FLAIR nocienoBaTebHOCTH.

Oo0cyxnenne

Kak rmoka3sbiBaioT MpeacTaBleHHbIE KITMHUYECKUE CTydau, pu
narHoctike AUD crnenyer obpaiiaTh BHUMaHME Ha OCTPBIiA
WM TIOAOCTpPHIM XapakTep pa3BUTHUSI 3a00JeBaHUS, MPEMOp-
OMIHBIA WMHGEKUNOHHBI (HOH, TMOSBJIEHUE KOMOWHALMU
CHHIPOMOB, TeMOHCTPUPYIOIUX T dY3HBIN, a HE 0YaroBbIii
XapakTep MaToJoruy. B mpeacTaBaeHHBIX clydasx — 3TO Ha-
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pyILEHNE KpaTKOBPEMEHHOM MaMSITH C Ie30pHeHTaLIell B IPO-
CTPaHCTBe M BpeMeHM, HalbmonaeMble B 1e0loTe y marenTa Jl.
n manueHTky S. [IcuxomaToormaeckiue CUMIITOMEL B 1€0I0Te
3a0oneBaHust y nanuenTa JI. u maumentku C. BKIoyYaau ag-
(heKTUBHYIO JIAOMITBHOCTB, YTO OBLIO O0JIee BEIPasKEeHO y TIEPBO-
ro 00JIbHOTO — C arpeCCUBHOCTBIO U IIEPEXOIOM B AMEHTUBHBIA
CHHJIPOM.

HeBposnoruyeckye CHMMITOMBI Yy BCEX MALMEHTOB IOSIBIIS-
JIACh TIOCNIC PA3BUTHUSI KOTHUTHBHBIX HAPYIICHUI W TICUXOIIA-
TOJIOTMYeCKUX pacctpoiicTB. Tak, y maumeHrta JI. oHM ObLIM
MIPEICTABICHBl TOMMMOP(MHBIMUA 3KCTPATUPAMUTHBIMU TH-
MEePKMHE3aMHU, KaTaTOHMEH C MEepexomoM B cOIOp, Komy I,
HajJICETMEHTAPHBIMM BETETAaTUBHBIMU PACCTPOMCTBAMU (TaXHu-
ITHO3), 6eCCYTOPOKHBIM SIMICIITHYSCKAM CTaTyCOM. Y Tallu-
eHTKH C. 3T0 OBLIM IPOCThIE (HOKATBHBIE MOTOPHBIE TIPUCTYITBI
C TIepexooM B (hOKaIbHEBIE ¢ HapyLIEeHUEM CO3HAHMUS U aBTO-
MaTU3MaMHU, a Takxe OuiatepajbHble TOHMKO-KIOHUYECKME
TIPUCTYITBI, 8 Y TAMEHTKY $1. — cepHifHbIe TeHepaT30BaHHbIC
TOHMKO-KJIOHMYECKUE TPUCTYIIBL.

Cnemyer oTMeTuTh, uT0 y maieHTKu C. OblTa BHISBICHA TH-
MOHATpUEMUsI, ONKMCaHHas B JuTeparype npu aHTU-LGII-
sHuedanure [24, 30, 41, 49], a y nauuentku f. n1e60T 00/1e3HU
XapakTepU30BalCs auapeeii HeMH(PEKIMOHHOIO TeHe3a, OIU-
caHHoit npu aHTu-DPPX-sHuedanure [32] (Tada. 3).

Knuauueckoe HaOmoaeHue maiueHTa JI. JeMOHCTpUpYET Ba-
PMAHT KOMOPOMIHOCTY — pa3BUTHE MPH TNMboMe XOMKKITHA
ayTouMMyHHOTO aHT-NMDA-3H1Ie(anuTa, TpUrrepoM KoTo-
poro 6wt BUpYyc DmiiteiiHa—bapp [50]. B nutepatype umerorcs
eIMHAYHBIC OMMCAHUS COUYETAHMS JIUMOMICCKOTO SHIIe(haH-
Ta ¢ auM@orpaHyaeMaTo3oM, Ho ¢ aHTuTenamu K mGluRS-
CyOBEIMHMILIE TIyTaMaTHOTO perentopa (cuHapom «Odenvn»)
[36, 51]. [TapaHeoruiacTuyecKast MOIOCTPAst MO3XEUKOBas [e-
reHepauus ¢ antutenamu K Yo-, Hu-, Ri, CV2-, Tr-, Homer3-,
GADés-aHTI/IFCHaM, MOTCHIMAI3aBUCUMBIM KaJIbLIMEBBIM Ka-
HajmaM P/Q-tuma (CaV2.1), mGluR1-TiytaMaTHBIM pelrenTo-
paM Takxke MOXeT pa3BUBaThcd Ha (PoHe TMMGBOMBI XOMKKIUHA
[8, 17, 37].

A. Salovin u coaBr. [52] y mauueHtoB ¢ aHTM-NMDA-
SHIIe(HATITOM 0OHAPYKUIH IIPEBATAPOBAHIE CEPOITO3UTHBHO-
ctu IgG x BUpycy mpocToro repreca 1-ro THIIA 110 CPaBHEHUIO
¢ obuei momynsauueit. OTo 0OBIACHAETCS CIOCOOHOCTBIO BHU-
pycoB repreca (popMHPOBATH MIMMYHOTE€HHBIE KOH(DOPMAIIIH
PeLeNTOPHEIX 6eTKOB. ONMUCaHBI CITyYan MOCTTPAHCIUIaHTAIIM -
oHHBIX aHTU-NMDA-, antn-AMPA-3H1Ie(DATUTOB U OCTPOTO
paccestHHOro 3HuedatomMuenura ¢ aHTu-MOG-aHTUTEIaMU
[53], a Takke ciayyaii coueTaHusi aHTU-NMDA-3H1IEdanuTa
y nanueHTa ¢ 6one3nbio KpoHa, mosyvatomero antu-TNF-a-
Tepanuio (agaaumymao) [54].

S.R. Irani u coaBT. [31] BBISIBUIM aHTUTEJIA K SMUTONAM
NMDA-peuenTopa y NoJOBUHBL IeTell C SIMOHCKUM SHIIE-
danurom. C 1pyroii CTOPOHBI, IPU MCUXMIECKUX 3a00J1eBa-
HUSIX, CUCTEMHON KpacHOW BONYAHKE, CUMITOMATHYECKUX
(hopMax BUCOYHOI AMUIETICH 00HAPYXCHBI ayTOAHTHUTENA K
NR2a-cyobenunune NMDA-peuentopa [10, 19]. Y. Ishikawa
Y COaBT. [55] mpoaHanu3upoBalu peaKyl0 BCTPEYaeMOCTh CO-
yeTaHus cuHapoMa Mumnepa—®umiepa u cunapoma Iuiie-
Ha—bappe ¢ antu-NMDA-3nH1epanuToM. [ToapoOHbIi aHa-
JIU3 coyeTaHui BcTpeyaeMoct aHTH-NMDA-sH1IehanuTa u
JeMUETUHUZUPYIOINX 3a00neBaHuil ¢ aHTuTeaaMu K MOG,
AQP-4, GQIlb mpuBemen B mcciemoBanmu M.J. Titulaer
M coaBT. [56].
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Tabmma 3. Kmanmyeckue n ceposormieckie 0cofeHHOCTH Y nanuentos ¢ AD

Table 3. Summary of a symptoms and laboratory data of the patients with autoimmune encephalitis

[pynnbi cumnTomoB / Symptom groups

Boapacr, rogpl / Age, years

VHdhekumoHHblIe / Infectious

KorHutusHble (Hapywexue namatu) / Cognitive (memory impairment)
AdpekTuBHbIE 3MOLMOHANBHbIE / Affective emotional
AdbekTusHble ¢ arpeccueit / Affective with aggression
FannoumHatopHo-6peaoBble / Hallucinatory, delusional
HanomuHatowme katatoHuo / Resembling catatonia
AMeHTUBHbIE NposBneHus / Amential symptoms

Conop, koma | / Stupor, coma |

MMnepkuHesbl / Hyperkinesias

dokanbHble anunenTuyeckne npuctynsl / Focal epileptic seizures

leHepann3oBaHHbIe ANUNENTUYECKIME NPUCTYNbI /
Generalized epileptic seizures

Cepus reHepann3oBaHHbIX ANUAENTUYECKIE NPUCTYNbI /
A series of generalized epileptic seizures

beccyaopoXHbIil 3anunenTu4eckuin craryc /
Non-convulsive status epilepticus

HapcermeHTapHble BeretatueHble / Suprasegmental autonomic

[lononHuTenbHbIe NPU3HaKK, COMYTCTBYIOLLME 3a60eBaHuns /
Additional signs, concomitant diseases

Ceponorunyeckuii mapkep / Serological marker

Mexombl / Outcomes

Mayuent J1. / Naumentka C. / MNaumenTka 1. /
Patient L. (male) Patient C. (female) Patient Ya. (female)
39 40 36
+() +(") +
+++ (%) ++ (%) +++(%)
++ +(%)
+++
++
+
++
++
+++
+++
++ +
++ ++
++
+++
JInmdpoma XomxkuHa / [mnonarpuemuns / [wapes /
Hodgkin’s lymphoma Hyponatraemia Diarrhoea
NMDA «-», LGI-1 «-»,
NMDA «+» LGI-1 «+» DPPX 2
CmepTenbHbiii / BoccTanosneHue / BoccTaHoBneHue /
Fatal Recovery Recovery

Mpumeyanue. CTeneHb TAXECTU CUMNTOMOB: + — Cnabas, ++ — CPedHss, +++ — CUNbHas; *[e6i0T CUMNTOMOB.

Note. Severity of symptoms: + — mild, ++ — moderate, +++ — Severe; *onset of symptoms.

Oco0eHHOCTBIO MPENCTABIEHHOTO HAMM CJTyyast SIBJISIETCS arpec-
cuBHocTh Topaxenus ITHC y mammenrta ¢ ymmdornpommbe-
PaTUBHBIM 3a00JIEBAHMEM, YTO IMOATBEPXKAACTCS BBIABICHUEM
MpU AyTOINICUU MATOJOTMYECKUX BOCTIATUTENBHBIX U3MEHEHUIA
B BEILECTBE TOJIOBHOTO MO3ra M MO3roBOM obonouke. Takxe
Mbl 00paTWIM BHUMaHHE Ha DOT-(heHOMEH «3KCTpeMaIbHBIX
JeJbTa-1IIETOK», OonmucaHHbIM mpu aHTU-NMDA-sHuedanuTe.
OH xapakTepu3yeTcsl MMOYTH HEMpephIBHBIM COYETAaHMEM CHH-
XPOHHOU ¥ CHMMETPUYHOUN pUTMUYECKON d-akTUBHOCTH 1—3 Tix
1 HAJIOKEHHOM B BUJIE BCIIBILIEK «BEPXOM» Ha KaxX 0 6-BOJIHE
B-axtuBHOCTH 20—30 Ii1 ¢ TOKanu3alueii Mo BceMy KOHBEKCY
[48, 57] (puc. 3).

TepaneBTuueckas crpaTerusi B ciayyae aHTU-NMDA-
sHUedanuTa Bcerga Oonee arpeccMBHa. Harnr HemHorovwuc-
JIEHHBII OTBIT HAOJIONEHWI U JieYeHWs TMAalUeHTOB C 3TOMH
MIaTOJIOTHEH MOKa3bIBaeT HEOOXOAMMOCTh OBICTPOIi (hapMaKo-
JIOTUYECKOM 3CKamaluu oT TepBoit (3ddepeHTHas Tepanus
M TIyJIbC-TO03bl KOPTUKOCTEPOMIOB) KO BTOPOW JIMHWM M-
MYHOMOJYIUPYIOIIEH Tepanuy C MCIOJb30BAHUEM IIMTOCTA-
TUKOB (uukiodochamun) s MOAAEPXaHUS ONTUMATbHON
B-xnetouHoii nermenum.

B uccnenoBaHusIX aHTUTEHHBIX MUILEHEH AyTOAHTUTEII K II0-
TCHLUMAI3aBUCUMBIM KaJIMCBbIM KaHaJlaM BLIABJICHBI YCTLIPE
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TUIa CUHANTOTEHHBIX ceKpeTupyeMbix 0enkoB LGI. Tlepshiii
tun LGI-0e1KoB KaKk CMHANTUYeCKUI TTOCPETHUK MEXY Tpe-
M TMOCTCMHANTHYECKOH MeMOpaHOH ydyacTByeT B Mpolieccax
CHHANTOreHe3a, OINpenesseT MPOYHOCTh CBA3ell B BO30YxXa-
IOINX CHHAIIcaX, MomyaupyeT cooTHomenne AMPA/NMDA-
PELEenTOpoB B TIJIyTaMaTepriyeckKux CHHAIcax, OrocpeayeT
MPOLIECC MEXKIETOYHBIX B3aMMOJENUCTBUI C OJTUTOAEHIPOLIU -
tamu [30, 31, 41, 58—60].

Crenyet 00paTUTh BHUMAHKE Ha OTCYTCTBHE B CTPYKTYPE JIMM-
Ouueckoro sHuedamuTa 3KCTpamMpPaMUIHON CHUMIITOMATH-
KM, TIPU3HAKOB KATATOHWH, XOPOIIUH KIMHWIECKUA dhdeKT
UMMYHOMOMYJIMpPYIOLIEH Tepanmuu TepBoil nuHuu. Kak mpu
JI000M ayTOUMMYHHOM 3aboneBaHuu, B 5—20% ciydaeB npu
aHTu-LGI-1-3H1e(danTe MOTYT OTMEYaThCSl PELIMINBLI KITH-
Huyeckoii cumnroMatuku [30, 49]. Tak, y manuentku C. Ha
MPOTSDKEHUH TOa KaTaMHECTHIECKOTO HAOMIONCHMS OTMeUe-
HBbl TPY peLUIMBa B BUAe ycuieHHs addeKTUBHON CHMIITO-
MATHKH C JCTIPECCUBHBIM SKBUBAJICHTOM ¥ SIMJICITUYCCKAMU
MPUCTYIIAMHU, KOPPETUPYIOIINE C TIOBBIIICHUEM TUTPA AaHTUTE
K LGI1-aHTureny.

B coBpeMeHHO# KIMHUYECKO MpakTUKE TECTUPYETCSI CUHATI-
THYeCcKasl aHeb, BKIoYaIas okoro 12 mumeneit (NMDA,
LGI1, AQP-4, AMPA, mGIuR1, mGIuRS5, CASPR2, DPPX,
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GABAa, GABAb, IgLONS, rIMIIMHOBEIE PEIENTOPHI), TOCTO-
SIHHO OTKPBIBAIOTCSI HOBBIE MOJICKYISIPHbIE MUILIEHU (Ta0. 2),
PaCIIUPSIIOTCS TMaTHOCTUYECKIE BO3MOXHOCTH IT0 TIOMCKY Ce-
poNornYecKux BapuaHToB AUD.

AHam3 TIpeJCTABIEHHON TIATOJOTMM BBISBUMJI XapaKTEPHYIO
0COOEHHOCTD: MOJIMMOpGHAsT CUMITOMATHKA TIPOSIBIISIETCS TIPU
OTCYTCTBHM OTYETIMBOIO CTPYKTYPHOTO IOpaXkeHUSI HEPBHOI
CHCTEMBI IO JAaHHBIM HENpOBU3yaIM3alMi ¥ HOPMaJIbHBIX I10-
Ka3zaTeJIsIX 10 JTaHHBIM OCHOBHBIX JJA0OPATOPHEIX MCCIICIOBAHMIA,
YTO IO3BOJISET MCKIIIOYUTh MH(MEKIIMOHHOE, OIMYyXO0JIeBOe, COCY-
JMCTOe 3a00jieBaHue, a Takke Tokcuueckoe nmopaxkeHue LITHC.
EnuHCTBeHHBIMM KOCBEHHBIMM ITIPU3HAKAME IIATOJIOTMH MOTYT
OBbITb HE3HAYUTEIBHBINA JTUMGOLMTAPHBINA ILICOLKUTO3, BTOPOM
THUI OJIUTOKJIOHAIbHOTO cuHTe3a 1gG [47], Hecmeuumgpuyeckoe
MOBBILIIEHNE MHTEHCUBHOCTU MP-cHrHama oT THNIIOKAMIIOB Ha
akcuanpHbiX T2-FLAIR-nocnenoBatenbHocTsx. Hanbonee Tou-
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