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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 fo 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

AyTOMMMYHHBIC 3a00JIEBAaHMS OTIMYAIOTCS CIOXKHOCTEHIO TTa-
TOTreHe3a ¥ pa3HOoOoOpa3reM KJIMHUYECKOW KapTMHBI, YTO OT-
paxaeT ux cUCTeMHylo npupony [1, 2. I3ydeHue ayTouMMyH-
HBIX 3200JIeBaHUI HEPBHOM CUCTEMBI SABJISIETCS (DYHIAMEHTOM
pPa3BUTUSI COBPEMEHHOU HelipoummyHosnoruu [3]. OaHuUM U3
Hamboee IPKUX KIIMHUYESCKUX TTPOSIBIICHIIA TTATOTEHHOTO M-
MYHHOTO OTBETA B OTHOLUEHUHU LIEHTPAJIbHON HEPBHOM CUCTE-
Mbl (ITHC) siBasietcst ayrouMMyHHBIi sHUeanut (AUD) [4].
B mocnenHue rompl mpeacTaBieHUS O MEXaHM3Max pa3BUTHSA,
JMATHOCTUKE U JIeYeHUU 3HIEGhATUTOB HESICHOM 3TUONOTUU
CYIIECTBEHHO M3MEHWINCH [5—9]. MHamBumyanbHOEe codeTa-
HUE 5K30TeHHBIX (TeprecBUPYCHbIE MHGMEKIMU, ICMX03MOLIM-
OHAJIBHBII CTPecC) W SHAOTCHHBIX (0COOCHHOCTH KUIICUHOM
MUKPOOMOTBI, OHKOJIOTMUYECKMIA TTpoliecc) (haKTOPOB 3aMycKaeT
pa3BUTHE CrieU(pUUECKOro ayTOMMMYHHOTO Tpoliecca B Heil-
poIMIIe Ha KJIETOYHOM, CHHANITUYECKOM M CYOCHHANITHIECKOM
YPOBHsIX ¢ A dY3HOM Ne3nHTerpalreii HepBHbIX UMITYJILCOB B
KOPKOBO-TIOOKOPKOBBIX Kpyrax [IHC [10, 11].

ITpu AUD, ¢ oaHOI CTOPOHBI, YCTAHOBIEHO 3HAUEHUE MeXa-
HM3MOB KakK T-, Tak 1 B-K/1eTOYHO# IIUTOTOKCUYHOCTU. YBe-
JIMYEHUE AKTUBHOCTU LIUTOTOKCUYECKUX T-TUMGbOLUTOB U

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

MIPOBOCIIAIUTEIbHBIX IIUTOKIHOB TIPUBOIUT K 00pa30BaHUIO
B-xneTkaMu reTepoopraHHbBIX OHKOHEWPOHATbHBIX aHTHU-
Tel MPOTUB SIAEPHBIX M LIMTOIIa3MAaTUUECKUX aHTUTEHOB.
[TocnemHnue paccMaTpuBalOTCS B KauyecTBE MOJICKYISPHBIX
MulieHe, GOpMUPYIOIMX KIMHUYECKU moiuMophu3M ma-
PaHEOIUIaCTUUECKMX HEBPOJIOTMYECKUX CUHAPOMOB [12—16]
(tabu. 1).

OHKOHelipoHaIbHbIE AHTUTEHBI KJIACCU(MULIUPYIOT MO IBYM OC-
HOBHBIM KpuUTepUsM [§]:

I. ITo MecTy TOKaM3aIuy B HEHPOHATBHBIX CTPYKTYpaX:

1) Genku, CBSI3aHHBIC ¢ CHHANTHYECKAMM BE3WKYJIaMH TIpe-
CUHaNTUyYecKux TepMuHaieil: ambudusun, GAD, B-NAP,
CHHANTOTarMUH;

2) HeilipoHcTelMDUUHBIE OENKM SAepHOI JOKATIU3aLUK; Ce-
MmeiictBo NOVA-antureHoB 1,2; cemeiictBo Hu- u Ri-
(ANNA2) aHTUTEHOB;

3) HeiipoHcnennbuyHbIe OEJKM LUTOMIa3MaTUIECKON JIoKa-
m3anun; anTureHsl Yo, CV2 (CRMPS), Ma2;

4) HelipoHaJIbHBIE OEJKH, YYaCTBYIOIIUE B Tepenavye CUTHAIOB:
PEKOBEPUH — ceTyarka rjiasa, amudus;

5) GenKr HepBHO-MBITIIEYHOTO cUHarca: B-cyobenununa Ca -
KaHaJa, 0-CyObeAMHNIIA AlleTUIXOJMHOBOTO PEIIENTOpa.

Tadomana 1. [TapaneonnacTiyecKue HeBPOJIOTMIECKIE CHHAPOMBI i OHKOHEHPOHATbHbIE aHTUTeHSbI [17]

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

OHKOHe/ipoHanbHble
aHTUreHbl /
Onconeural antigens

MapaHeonnacTUyeckui
HEeBPOJIOrUYECKUiA CUHAPOM /
Paraneoplastic neurological syndrome

JHUedaNnoMMenuT, IMMOMYECKNii 3HLeanuT,

MOAOCTPasi MO3)XXEYKOBas JereHepaums /

Cpentuit
BO3pacT, net /
Average age, ears

BeposTHas oHKonorus /
Likely oncology

MeniKoKNeTo4HbIii
pak fierkoro, Tumoma /

Hu-, CV2- Encephalomyelitis, limbic encephalitis, 70 Small cell
subacute cerebellar degeneration lung cancer (SCLC), thymoma
JIumbuyeckun aHueannt / [epPMUHOrEHHBIN paK snyek /
Ma2 o " 50 .
Limbic encephalitis Germ cell testicular cancer
Pak Mono4Hoi xenesbl,
. 9HUeaNoMUenuT, ONCOKNOHYC-MUOKIIOHYC / o
Ri Encephalomyelitis, opsoclonus myoclonus 60 MeNKOKMETO HbIi pak nerkoro /
’ Breast cancer, SCLC
[TogocTtpas Mo3xe4koBas AereHepauus / Pak an4H1KOB, pak MONOYHON XKenesbl /
Yo ! 55
Subacute cerebellar degeneration Ovary cancer, breast cancer
MogocTpas MO3Xe4koBas AereHepaums / Jlumchoma XomKKuHa /
Tr (DNER) . 55 .
Subacute cerebellar degeneration Hodgkin’s lymphoma
LA
Amphiphysin+GAD, Pro r?assivi encephalopath wiﬁh rigidit 55 MEJIKOKIIETO4HbIN paK nerkoro /
g phalopathy giaity Breast cancer, SCLC
and myoclonus
GAD CUHAPOM pUrMaHOro YenoBeka / 45 Pefiko cBA3aH ¢ OHKoNoruemn /

65

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

Stiff person syndrome

MojocTpas Mo3xe4KoBas fereHepauus /
Subacute cerebellar degeneration

Rarely related to oncology

HepocTaTtoyHO AaHHbIX /
Not enough data

HepocTaTto4HO AaHHbIX /
Not enough data

Mpumeyanne / 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 OHKOJIOTUUECKUX 32001 BAHMIA:

1) nocToBepHble OHKOHEHpOHAIbHBIE aHTHUTENa: aHTU-Hu
(ANNALI), antu-Yo (PCA1), antu-Ri (ANNA2), antn-CV2
(CRMPS)), antnambudusuH, antu-Ma2 — yactota OHKO-
joruu 6onee 70%;

2) HEeMOCTOBEPHBIE OHKOHEHpPOHANbHBIC aHTUTENA: AHTHU-
SOX, antu-ZI1C4, antu-ANNA3, antu-Tr (PCA-Tr), antu-
PCA2 — enmHMYHBIC ONTIICAHWS CBS3M C OHKOJIOTHEI;

3) HemapaHeoIIacTHyeckue aHTuTena: aHTH-GADG6S, aHTHa-
JIeHUIaTKuHAa3a-5, anTu-Homer-3 — He ycTaHOB/IEHA CBSI3b
C OHKOJIOTHEN.

C 1pyroii CTOPOHbI, IAaTOJIOTMYECKUIA TIPOLIECC, 3aMyCKaeMbIid
IIPY YYaCTHM 3K30- U SHIOTEHHBIX (DaKTOPOB, IO MEXaHU3MY
B-XJ1eTOYHBIX IMMYHHBIX OTBETOB CITOCOOCTBYET 00Pa30BaHUIO
anTuren Knacca IgG, , K pasimyHbIM CHHANTHYECKMM (KaHaJTb-
HBIM) aQHTUTEHAM, MOJEKYJIaM ajre3ud, BHYTPUKIETOUHBIM
MecceHmxkepaM. (OUHaNIbHBIM 3TAllOM IIaTOreHe3a SIBISAETCS
MHTEPHAIM3AIIMS PELIETITOPOB, UX JE3MHTErpalusl ¢ KOpeLern-
TOPHBIMU MOJIeKyaMu 1 auddy3Hoe HApyIIeHNe CHHANTHYE-
CKOH Tiepeauu ¢ GopMUPOBAHUEM KIMHUYECKOTO U MOJIEKY-
asiproro deHorunos AUD [8, 19—25] (Tadmn. 2).

B Poccuu o Hacrosiiero BpeMeH! JJabopaTopHasi MIMMYHOJIO-
ruyeckas auarHoctika AMD 3arpynHeHa B CBsI3U ¢ HELOCTYII-
HOCTEIO psiia COBPEMEHHBIX MMMYHOJIOTMYECKHUX TECT-CHCTEM
IUTSI BRISIBIICHUS] aHTUHEPOHATBHEIX aHTUTEN [43, 44].

Marepuabl 1 METOIbI

Tpu k1uHuyeckux ciaydyas AU Habaonanuch Ha 6ase oTaene-
HUST HEBPOJIOTUH, OTIENa KIMHUYESCKOM HEBPOJIOTHU U MEIM-
LMHBI cHa Bcepoccuiickoro eHTpa 9KCTPEHHOM U paaualiioH-
Hoit MmenuumHbl M. A.M. Huxudoposa MUC Poccun.

JlabopatopHoe TOATBEpXIEHME MMArHo3a MOaydaad MpH Io-
MOIIM METOMa HEMpsIMOii MMMYHOMIIOOPECHICHIINY Ha TeH-
HOMOIM(DUIIMPOBAHHBIX KJIETOYHBIX JIMHUAX. JIJIST BBISIBICHNUS
AyTOAHTUTENl MCIONb30BaIM KieTouHyio juHmo HEK293,
TpaHcenrpoBaHHylo reHoM NMDA-riyTaMmaTtHOro peuenTo-
pa, a Takske reHoM LGT 1, cBSI3aHHBIM Yepe3 MoneKyTy ADAM23
C TIPeCMHANTUYECKMMU TOTEHLMAI3aBUCUMBIMU KaJlueBbIMU
kaHanamu Kvl.1 Tuna (VGKC), B coctaBe Habopa peakTUBOB
npousBoacTBa «Euroimmun AG» [43—45]. WccaemoBaHus
MPOBOJMIN B J1TaOOPATOPUM TUATHOCTUKU ayTOMMMYHHBIX 3a-
oonesanumit [ICIT6I'MY um. akan. W.I1. [TaBnosa.

JIMarHo3 «I0CTOBEPHOIO» U «BEPOSTHOro» AMD ycraHapInBa-
JI1 B COOTBETCTBUM C PEKOMEHIALMSIMU IKCIIEPTHOTO COBETa
[46]. duarHo3 «BepostHOro» aHnTu-NMDA-sHIIedhanuTa Tpe-
OyeT HaJIMYMUS TPeX KPUTEPUEB:

1. BeicTpoe Hauamo (mo 3 Mec) ¢ HaTMIKMEM IT0 KpaifHeil Mepe
4 13 6 TPYIIIT CUMITTOMOB:

a) addeKkTUBHbIE PacCTPONCTBA, MCUXOMATOJOTUYECKUIA
CHHPOM WM HapylIeHNe OPUCHTALIMK B IIPOCTPAHCTBE
1 BpeMEHH, HapyIllIeHHe KPaTKOBPEMEHHOM ¥ TOJITOBpE-
MEHHOI ITaMSITH;

0) HapylleHWe peyd B paMmKax TCUXOMaTOJIOTMYECKUX
HapyIIeHW (CHIDKeHNEe BeOPaTbHOTO KOHTAKTa, MY-
TU3M);

B) SIMJICIITHYECCKUE IPUCTYITHI (Yalle TeHepaTi30BaHHbIC,
CepuiiHbIe);

I) TUIEPKUHETHYECKUII CHHIPOM, LIEHTpaJbHBIC Mape3kl,
MBIIICYHAS PUTHIHOCTD/TATONIOTNIECKIE TIO3BI;

JI) HapylIeHUs! CO3HaHUS (COMOp-KoMa);
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e) HaJICETMCHTAPHBIC BETCTAaTUBHLIC HAPYILICHMUA WJIN LEH-
TpajabHad TMIIOBCHTUIALIUA.

2. OauH 13 1a00paTOPHO-AUATHOCTUYECKUX KPUTEPUEB:
a) ITapoKCcHM3MajbHas BTOPUUYHO-TCHEpATM30BaHHAS —aK-
TUBHOCTB Ha DO}
0) nuMdbouuTapHbIil MmiaeouuTo3 B aukBope a0 100 kie-
TOK/MM® WJIM BTOPOM TUIl OJIUTOKJIOHAJIBHOTO CHHTE3a
[47].

3. UckinoueHre Opyrux HO30J0ruit mpu auddepeHnaabHom
JUAarHOCTUKE.

):[I/IaFHO3 MOKET OBbITb MOCTaBIEH TaKXKe Npyu HAJIMYUU TPEX
rpynIn CUMIITOMOB B COYCTAHUHU C CHCTEMHOU TCDaTOMOﬁ.

JuarHo3 «goctoBepHOro» aHTU-NMDA-sHUedanmura mpaso-
MOYECH Npu Hammunu 1 uiu Gonee U3 6 OCHOBHBIX IPYII CHM-
nroMoB 1 antuten IgG K rerepomepHbiM NR1-/NR2B- unm
NRI1-/NR2A-/NR2B-smuronam NMDA-perentopa mpu mc-
KJIIOYEHUH IPYTUX BO3SMOXKHBIX ITaTOJIOTHA.

JlarHo3 mpocToBepHOro auMonuyeckoro AMD cunTaercs moka-
3aHHBIM TIPH COOTBETCTBUY BCEM HIDKECTICIYIOIINM KPUTEPHSIM:

1. ITonoctpoe Havyano ¢ ObICTPLIM (10 3 MeC) pa3BUTHEM KOT-
HUTHBHBIX HAapyIICHWH, IIPEXAEe BCETO KPATKOBPEMEHHOMU
MaMsATH, TOJUMOPGHBIX TUMOB SMUIEITUYECKUX TPUCTY-
TIOB, TICUXOTIATOJIOTUYECKMX CUHAPOMOB, YKa3bIBAIOIINX HA
BOBJICUEHHE TUMONUECKOI CHCTEMBI.

2. IByCTOPOHHNE MATOJIOTUYECKUE U3MEHEHNS B 00JIACTH TUIT-
roxam1ioB 1o faHHeIM MPT ronoBHoro mo3ra Ha T2-FLAIR
mocnenoBaTebHOCTIX. CllenyeT YIUThIBATh, YTO TP OTCYT-
cTBUM U3MeHeHuit Ha MPT B03MOXHO 10MOJHUTEIBHOE BbI-
MTOJTHEHWE TIO3UTPOHHO-3MUCCUOHHOM TOMOTpauu ¢ prop-
NI€30KCUTIIOKO301A.

3. OnuH U3 TOTTOJTHUTETBHBIX TIPU3HAKOB:
a) MUMQOLUTAPHBIN TTeONUTO3 (>5 KiIeToK/MM®) B Liepe-
OpOCTIMHAIBHOI XXKUIKOCTH;
0) mapokcu3MaibHas WM MeEIJIEHHO-BOJHOBASI aKTUB-
HOCTb B BUCOYHBIX 051X Tpu DO -uccaenoBaHum.

4. UckitoueHue Apyrux BO3MOXHBIX HO30J0TUit mpu audde-
PEHLMAILHON AUATHOCTHKE.

Ecmm y mammeHTa OTCYTCTBYeT ONMH M3 TIEPBBIX TPEX KPHTE-
pHEB, TO TUATHO3: «10CTOBEPHBIN» MTPABOMOUYEH TOJbKO MOCIE
TOJIOKUTETLHOTO MMMYHOJIOTHIECKOTO TECTUPOBAHMS.

Kmnngecknii crydaii 1

[Tayuenm JI., 39 nem, ¢ 2011 r. HaGIIOAANCS Y TEMATONOTOB 11O
noBoay TMMbOMBI XOMKKIHA, HOOYIIPHOTO CKIEpo3a, ayTo-
TpaHCIJIaHTaLlMM KOCTHOro Mo3ra ot 2013 r. 6e3 mpu3HakoB
nonHoi pemuccuu B ceHtsiope 2014 r. ObpaTuiics B oTaene-
nue remaronornd BLIDPM MUYC PO ¢ xanobamu Ha GbicTpoe
YXy/IILIEHUE TaMSITH Ha TeKYIIUe COOBITHSI, a TAaKKe HApyIlIeHUe
OCTPOTHI 3peHMSI, OOIYIO CIab0CTh, CyO(PEeOPUINTET B TEUECHNUE
Mecsa.

[Tpu HEBPOJIOrMYECKOM OCMOTPE B JIHb IOCTYIUIEHMS: CO3HA-
HUe SICHOE, peub He HapyIlIeHa, SMOIMOHATBHBIN (POH POBHBII,
CIOKOeH, mobpoxenareneH. OTMeyanuch (GUKCAMOHHAS aM-
He3WsI, CHIDKCHME PEe3YJIBTaTOB BBHITOJHEHUS KOTHUTHBHOTO
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KIMHWYECKIAI PA3BOP

Puc. 1) MPT rosoBHoro Mo3ra namuenta Jl. (nepsoHayajibHoe Hccieno-
BaHHe

Ha akcuanbhbix cpesax B T2-FLAIR (A) u T2-akcuanbHoli mocnenosa-
TesbHOCTX (B) oTMeuaeTcst HesHauuTeIbHOE AUGQY3HOE TOBBIILIEHIE
MHTEeHCUBHOCTH M P-curHana B mpoekiuy 000MX TUIMOKaMITOB, 00JIb-
e cinea; C: Ha akcuanbHoM T2-tirm-BW exuHuuHbIi Hecnenuduy-
HBIii CyOKOPTUKAILHO PACIIOIOXEHHbBII Ouar B JIEBOM 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 hlf) pocampi, more on the left; C: a single
non-specific subcomcal lesion located m the left parietal lobe is seen on
the axial T2WI TIR

tecta no mkaie MMSE (20/30), oTcyTcTBUe KPUTUKHU K CBO-
€My COCTOSIHMIO. BBISBISIIACh paccestHHAs! MUPAMHUIHO-MO3-
3KEUKOBasl CUMIITOMATKKa 6e3 00IIeMO3rOBBIX U 000JI0UEYHBIX
cuMnToMoB. COCTOSTHIE PacIEHWIN KaK PELUINB OCHOBHOTO
3a001eBaHMS C HEBPOJIIOTMYECKOM CUMITOMATUKOM.

JlabopaTopHBIe MCCIeTOBaHNIS KPOBH BBISBUIN HapacTAIONIYIO
aHeMUI0, JielikouTo3, yBeaundeHne COD, MoBbIlIEHUE YPOBHS
C-peakTUBHOTO OeJiKa, HaTM4yKe TTOBEPXHOCTHOTO aHTUTEHA K
BUpycy renatuta B. B iepeOpocnnHaibHOM XKUAKOCTH 00OHAPY-
xeH numdorutapHsiit meoutos (111,0x10%/1, 6enok 1 /1),
Bupyc dnmreitHa—bapp — mo 700 konuit IHK. B ciione BbI-
sByieHo 10 500 Komuii BUpyca repreca 6-ro TUma.

Ha HatuBHbix MPT-nocienoBaTeIbHOCTSIX HE OTMEUEHO Tpu-
3HAKOB CTPYKTYPHOTO MOPAXEHMUSI CEPOTO 1/MIIN OEJIOTO Belle-
CTBa IOJIOBHOTO MO3Ta 04aroBoro wiu nud@ysHoro xapakrepa.
OpHako oOpalllaio BHUMaHME HEe3HAYMTEIbHOE TMOBbIILIEHKE
MHTEHCUBHOCTU CHUTHaja B TMPOEKIMM JIEBOTO TUIIIIOKaMIIa
M TIapaTUITIOKaMIIaTbHON M3BMJIMHBI 0e3 HAKOIUICHMST KOH-
TPACTHOTO BEIlIECTBA, BLIIBISIEMOE TOJIBKO HA aKCHATbHBIX T2-
n T2-FLAIR nocnenoBatenbHoCTsIX (puc. 1).

TakuMm 00pa3oMm, IeOIOTHBIE KIMHUYECKKE MPOSBICHMS Y Ta-
uuenTa JI. ¢ tumbonpoaudepaTUBHbIM 3a00JeBaHEM ObLIU
pacIieHeHBbl KaK HETHIMYHBIE, YTO TpeOOBaNO MMHAMMYE-
CKOTO MOHMTOpMHTA. [TallMeHT moJTy4yas] KOMOMHUPOBAHHYIO
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50 MKB/pV 1c¢/sec

Puc. 2. D3I nanuenra JI.

3amemieHre (OHOBOM aKTMBHOCTU C IpeodnagaHueM IuddY3HBIX
d-BoJiH, yactotoii 1-2 Ii1, ammmurynoit ot 30—40 mo 80 MKB, ¢ akieH-
TOM B BUCOYHBIX OTIeNaX. Ha BepXyIIku 8-BoJH HAKJIaIbIBAIOTCS KO-
POTKHME TeHepaTM30BaHHbIE Pa3psIIbl 31'[1/U'IC]'ITI/I(1)012)MHOI7[ AKTMBHOCTH
[0 THITLy IOJIUIKK, MOIUIMK—BOMHA YacToToi 1o 20 Iir, ¢ ammiurya-
HBIM TIpeo0IaTaHueM B TTEPEIHNX U LEHTPATbHBIX OTIENAX, aMITTUTY-
noit 1o 130 MKB (maTTepH «3KcTpeMasbHbIX Je/ibTa IeToK») [48]. Pa3-
PSIbI COBMANAIOT ¢ KOPOTKMMM COKPALIEHUSIMU B MYCKYJIAType PYK,
TUIEYEBOTO MOsICa M HIKHUX 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
ls_hokr)t contractions in the muscles of the arms, shoulder girdle and lower
imbs

MPOTUBOTEPIIETUYECKYI0O U aHTUOAKTEPUATBHYIO TEeparuio
B CTAHIAPTHEIX J03aX.

Ha 4-e cyrkm oTMeueHO HapacTaHWe BHIPAXXCHHOCTH Hapy-
nreHnit KorautuBHBIX (yHKIM (MMSE 15/30), mosiBneHue
a(p(PEKTUBHBIX M TICHXOTATONIOTUUECKUX CHMIITOMOB (TICEBIIO-
PEMUHUCHEHIINH, KOHDAOYIAIM) Ha (hOHE COXpaHEHUS pac-
CesIHHON MUPaMUIHO-MO3XeUKOBOM CUMITOMATUKU. BHyTpH-
BEHHOE BBEIEHME PAcTBOpa JIeKCaMeTa3oHa B j03¢ 24 Mmr/cyT
(7 BBemEHMIT) MTPUBETIO K BPEMEHHOMY TOJOXUTEILHOMY 3(h-
(ekty. K 9-M cyTkam y mauueHTa ycUauaach MCUXOMaToOIOTU -
qecKasl CMMIITOMAaTHKa, Pa3BUIOCHh TICUXOMOTOPHOE BO30YX-
JIEHUE ¢ arpeccreil (CJIoMal KareJIbHHUILY, TThITajcs] yoexXarhb 13
OTHEJICHNS), MOSBMINCH MPU3HAKM aMEHTHBHOTO CHHIpOMA
1 noauMopgHasl dKCTpanupaMUAHas CUMITOMAaTHKa (Xope-
0aTETOMIHBIC IBVKEHUS, CTEPEOTUITNH B KOHEUHOCTSX). [Iois
KOPPEKIIMH COCTOSIHUS CeAaTUPOBAH TUIIPUBAHOM 5 MJI/4 BHY-
TPUBEHHO 4Yepe3 MH(Y30MaT, OTHOKPATHO BHYTPUMBIIICUYHO
BBEJICH PacTBOP TajJonepunoia (5 Mr/mMia — 1 M) ¢ BpeMEHHBIM
MOJIOXUTENbHBIM 3(pdexToM. Is1 nCKTI0ueHusT pa3BUTusl bec-
CYIOPOKHOTO 3MUJIENTMYECKOTO CTaTyca TAIlMeHTy BHITIOHE-
HO DOI'-uccnenoBaHue Mo cTaHAApTHON MeToauke. QuaroBoii
MapOKCU3MaJIbHOM SIMJICTITUYECKOM aKTUBHOCTH HE BBISBIIC-
HO, 3a(pMKCUPOBaH (DeHOMEH «IKCTPeMAaJIbHbIX Ae/IbTa-ETOK»

(puc. 2).

CocTosiHue 0OJNBHOTO MPOJOJIXKANO YXyAlIaThes, W Ha 11-e
CYTKU TIPOSIBICHUS] aMEHTHBHOTO CHHIPOMA CMEHIIMChH Pas3-
BUTKEM COIIOpa C MEepexoaoM B KoMy I, HapylieHueM puTMa
JBIXaHWS (TaXWITHO3), XOPENIECKUM TUIIEPKIHE30M, MUOKJIIO-
HUSIMH, CTEPEOTHIIMSIMU B 00JACTH JMLEBOM MYCKYIATypB,
KOHeuHocTeit. [1alMeHT nepeBeieH B OTae/IeHUEe peaHMALIVH,
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Puc. 3. Kontponsuas MPT ronosroro mosra namuenta JI. (30-e cyTku).
Ha axcuamsrom T2-FLAIR m3obpaxeHnn coxpaHsieTcsl He3HAuu-
TeJbHOE MOBBILICHNE NHTEHCUBHOCTH MP-curHana ot obaactu rum-
TIOKAMIIOB C 00EUX CTOPOH

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

C

Puc. 4. Pe3yasratsl rucronoruu nanuenta JI.

WHTYOMpOBaH, moakimoueH K amnmapaty VIBJI u cematuposan
pactBopoM mporodosna (0,006—0,008 Mr/KrxMuH), 100aBICHBI
TIPOTUBOSIIMICTITIYECKHIE TIperapathl (ieBeTupaieram oT 500
MT ¢ noBbiteHreM 10 3000 Mr/cyT, KioHa3enam 2 MI/cyT).

Hanuyue B KIMHUYECKOM CUMITOMATHKE KOMOMHALIMM IICH-
XOMAaTOJOTMYECKOr0 CHHAPOMA C MOJUMOPMHBIMUA TMIEPKHU-
He3aMHU, TIPOSIBIICHUSIMUA aMEHTHMBHOTO CHHIPOMA, COTIOpa U
KOMBI, HaJICerMEHTAPHBIMU BET€TaTMBHBIMU HApYLICHUSIMU
6e3 04aroBo-1epedpPaTbHOr0 CUHAPOMA U MPUZHAKOB CTPYK-
TYPHOTO TOPaXEHUS BEILIECTBA FOJOBHOIO MO3ra IO JaHHBIM
MPT pacueHuBanoch Kak MporpeccupoBaHue JIUMEGONpo-
miacepatuBHoTro 3aboneBanusi ¢ nopakenuem LIHC (BeposiT-
HBIM OCTPBIM 3HILE(ATUTOM, aCCOLUMPOBAHHBIM C BUPYCOM
OnmreitHa—bapp), a Takke dHIEPATUTOM HESCHOTO TeHe3a
(BepositTHBIM AND). [lomomHUTENbHBIE MCCAENOBAHMS KpO-
BU HE BBIIBUJIM JIOCTOBEPHBIX OHKOHEMPOHAIBHBIX aHTHUTE-
HOB (Tabn. 1). OmHako ObLTM OOHApYXKEHbI aHTUTENA K TJIy-
tamatHoMy NMDA-penieniropy B Tutpe 1:160 (Hopma <1:10)
(Tabm. 2). Takum oOpa3oM, aHaaM3 TOATBEPOUI Pa3BUTHE Y
nauueHta aHtu-NMDA-ceponornyeckoro BapuaHTa AWD.
bazosas cxema Tepanuu 60e3H1 XOMXKKIUHA IOTOTHEHA OTHO-

ot

A: muMboLMTapHas MHOUILTPALMS ¢ OTEKOM TKaHM TOJOBHOTO MO3ra M TMONHOKPOBUEM COCY/IOB; B: oTek, paspskeHue IuM, TMMQoLHUTapHas
uaduIsTpaLust; C: AMCTpodus HefpOHOB, XPOMATOMN3 siiep, OTeK; D: KpOBOM3MMsHUSL i IMMGbOLMTAPHAs HHGMWIBTPALIUS MATKOI MO3IOBOI

000J104KH (XpOHI/I'-ICCKI/II/I apaxXHOUINT)
Fig. 4. Histology results of patient L.

A: lymphocytic infiltration with brain tissue oedema and vascular congestion; B: oedema, 1gllal discharge, lymphocytic infiltration; C: neuronal dystro-

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

the pia mater (chronic arachnoiditis)



KIMHWYECKIAI PA3BOP

KPaTHBIM BHYTPUBEHHBIM KameJIbHbIM BBEICHUEM PUTYKCUMA-
0a 375 mr/m2. KonrponbHast MPT rosioBHOro Mo3ra He BbISIBU-
Jia oTpuiaTenbHol muHaMuku (puc. 3). [puHsaTo peieHue o
npoBeaeHN 3P HEePeHTHON U UMMYHOCYTIPECCUBHOM Tepanuu
(6 cearcoB remocopbImK ¢ 06bEMOM reMornepdy3un 2 oobeMa
LUPKYJIMpYIoLIeil KpOBU 1 2 ceaHca I1a3Moo0MeHa ¢ 00bEMOM
nepdysun 5000 M KpOBU, MyJIbC-Tepanusi paCTBOPOM METUJI-
npeqan3oa0Ha B o3¢ 1000 Mr (3 BBemCHMS) ¢ TOCTCAYIOIINM
BBE/ICHMEM 110 XXM3HEHHBIM TIOKa3aHUsIM pacTBopa LUKI0doc-
amupa B no3e 400 MT BHYTPUBEHHO KarneabHO | pa3 B HEAEIO
(4 BBenmeHust). Tem He MeHee COCTOsIHKE OOJILHOTO OCTaBAIOCh
KpaiiHe TSDKeNbIM 0e3 CYLIECTBEHHOM ITOJIOKUTEebHON AMHA-
MUKH.

Ha 71-e cytku passuics cencuc u JIBC-cuHapom ¢ JeTanb-
HBIM HCXOIOM Ha (POHE Mporpeccupyomiei cepaeuHoi Heno-
CTaTOYHOCTU. [Ipy ayTONCHUU B TOJOBHOM MO3T€ BBISIBICHBI
npu3Haku 11U GY3HOTro oTeKa 6eIoro BelllecTBa, MepUBaCKy-
JisipHast TuM@onuTapHas UHQUIBTPaLKsl, HEUPOHBI C IUCTPO-
ueit u xpomaronusoM simep (puc. 4, A—C); B MATKO# MO3-
roBOIl 000JI0YKe — TPU3HAKU XPOHMUYECKOTO apaxHOMAMTA,
CKJIep0o3a CTeHOK cocynoB (puc. 4, D).

Knminmyeckuii cryyaii 2

PetpocniektuBHbIi aHanu3 aHamHe3a nayuenmiu C., 40 net
BBISIBUJI HAJIMYKE TIPEMOPOMAHON MHGBEKLINK 32 3 Hell 10 pa3-
BuTHs mepBbix cumnToMoB. C utonsg 2017 T. poACTBEHHUKU
3aMETWJIM HE XapaKTepHble IS TAIMCHTKA KoleOaHWS Ha-
CTPOCHHSI, PaCCeSIHHOCTh BHUMaHMsI, allaTUMMHOCThb. 3aTeM B
TeYeHNe TOCTEAYIOMNX 2 MeC MOSBUINCH W CTAI HapacTaTbh
HapyIIeHUs] KPAaTKOBPEMEHHOM HaMmsTH (3abbiBaja HeIaBHO
cleTaHHBIe Iefia, He YAepKMBajIa B TIaMSITH HOBYIO MH(pOpMa-
110, HEOJAHOKPATHO IepecHpalinBaia), MOSBUIACE aMEHO-
pesi. K KOHIly ceHTsI0ps1 KIMHUYeCKas: KapTHHA TOIOJTHUIACH
Pa3BUTHEM MHOTOKPATHBIX (IO JECATKOB B TeUeHHE THA) (o-
KaJIbHbIX COMAaTOMOTOPHBIX IIPUCTYIOB CO CriOaHueM Jub0
pa3ruOaHueM IPaBOil BepXHEW KOHEUHOCTH M OXHOBPEMEH-
HBIM TOHMYECKUM «CTATMBAHMEM» MBIILL [IPABOM MOJOBHHBI
JIMIA, JIMTEIbHOCThIO 10 1—2 ¢ 0e3 HapylleHMs] CO3HAHWUS.
B koH11e OKTSOPS MTpocThie (hOKATBHBIE TPUCTYIIBI TPAaHCHOP-
MUPOBAIKCH B (hOKaAJIbHBIE C HAPYLICHUEM CO3HAHMSI M aBTOMa-
TU3MaMH («BHE3aITHOE OIICTIEHEHME» C OCTAHOBKOI MOTOPUKHI
U peuu, 3aBefieHUe INIa3HbIX s1I0J0K BBepX) M OuIaTepajibHbie
TOHUKO-KJIOHMYECKNE TIPUCTYIIBI, PE3UCTCHTHBIE K IPOTH-
BOSIMIENTAYECKON Tepamuu (eBeTupaleraM B mo3e 500—
1500 mr/cyt). B Hos10pe y MalMeHTKY pa3BUIUCh CEPUIHBIE
TeHEepaM30BaHHbBIC CYTOPOXHBIE MPUCTYIBL. 3a 3TOT TepH-
0]l HEOJHOKPATHO oOpalliagach, MPOBOAWIOCH 00C/IeI0BaHME
(Bxumtovast 3-yacoBoit BUAEO-DI[-MOHUTOPUHT), COCTOSHUE
PACLEHUBAIOCh KaK JMCMeTabojIMyuecKast dHiledantonarus,
CUMIITOMAaTUYeCKasl SMUJIEIICUSI, CUHAPOM HealeKBaTHOMU ce-
KpeLuy aHTHANYPETIHIECKOTO TOPMOHA.

Takum 00pa3oM, HA MOMEHT TOCTUTAIM3allMM B HEBPOJIO-
ruyeckoe otmeneHue (mexadbpp 2017 T.) y MalMeHTKH Ha MH-
(bexioHHOM (hOHE TMOAOCTPO PA3BUIMCH IMOIMOHAIBHO-
adeKTUBHBIE PACCTPOICTBA C MOCTEAYIOINM HACIOCHUEM
HapylIeHUI KOTHUTUBHBIX (DYHKIIMI OTepaliMOHaIbHOTO T
u TpaHchopManmeit (hoKaTbHBIX COMATOMOTOPHBIX ATUIETITH -
YecKUX MPUCTYTOB B OuaTepaibHble TOHUKO-KIOHUYECKHE, B
TOM YHMCJIe CepuitHble. B HEBpomornueckom craTyce Ha MOMEHT
MOCTYIUIEHUSI TOMUHUPOBAJIa SMOLIMOHAIbHAS TAOUIIBHOCTD C
MIPOSIBIEHUSIMU TPEBOKHO-IEMPECCUBHOTO paccTpoiicTBa, 6e3
MPU3HAKOB 0YaroBO-11epedpabHOl, 000JOUEUHON CUMIITO-
MAaTHKK ¥ TIPY HOPMAaJIbHbIX 1TOKa3aTessIX 6a30BbIX KOTHUTHB-
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Puc. 5. MPT namuenTku C.

A, B: akcuanbhble T2-FLAIR mocienoBatebHOCTH: HE3HAUMTEILHOE
1 dy3HOe MOBbILIEHWEe WHTEHCUBHOCTH MP-curHama or obiactu
00oux runmokamroB (ctpenku); C: Ha ypoBHE OOKOBBIX XKeTym04-
KOB, CYOKOPTUKAJIBHO B O€JIOM BEIIECTBE OOJBIINX TOMYLIApU He-

CHGL[I/I(I)I/I'ECKI/IC Y4aCTKM M3MEHEHUA MHTCHCUBHOCTU 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)

Hbix TectoB (MMSE 29/30, FAB 17/18, MoCa 28/30). ITpu
J1a00paTOpHOM OOCIIEIOBAHUU OTMEUYEHbI THIIOHATPUEMUSI,
TUTIOHATPUYPHS, THITOXTIOPEMUS (CHHIPOM HeaIeKBaTHOM ce-
KpeLuy aHTUAYPETUIECKOTO TOPMOHA). AHAIM3 KPOBU M Ie-
PpeOPOCTIMHATLHOM XKUIKOCTH He BBISTBIIT U3MEHEHMIA ayTONM-
MYHHOTO Win nH(EKIOHHOro xapakrepa. [Ipu nposeaeHun
MPT ronosHoro mosra Ha akcuanbHbiXx T2-FLAIR mocnemno-
BaTeJIBHOCTSX Ha YPOBHE CPEIHETO MO3Ta BBIIBUIIN TIPH3HAKH
HE3HAYMTEIbHOI BBIPaXKEHHOCTU ACUMMETPUYHOTO IIOBbILIE-
HUS MWHTEHCHBHOCTH MP-curHama oT o0OMX TMIIIOKAMIIOB

(puc. 5).

JIOTIOTHUTETBHOE CEPOJIOTIUECKOE NCCICIOBAHNE Ha KOMITIIEKC
OHKOHEHPOHAIbHBIX aHTUTE HE BBISIBUJIO BHYTPUSACPHBIC U/
WY IIATOTIa3MaTUUECKME aHTUTCHBI, aHTUTENa K TIIyTaMaTHO-
My NMDA-penenTopy. OnHako nmpy UCClIeI0BaHUM 00pa3lioB
CBIBOPOTKH M JIMKBOPA C TIOMOIIIbIO HEMPSIMOI MMMYHOMJTIO0-
PECIIeHIINY Ha KOMILIEKCE HepBHBIX TKAHE! KPBICH 1 KIIETKaX,
TpaHchenpoBaHHBIX TeHOM LG 1, 00HapyXeHbl ayToaHTUTENa
B Tutpe 1:400 mpu HopMme 10 1:100, 4TO CBUAETEIBCTBOBAIO O
MOJIOKUTELHOM CepoIornueckoii peakimu (puc. 6, 7). Takum
00pa3oM, y MalMeHTKN ObIT BepU(PUIIMPOBAH ayTOMMMYHHBIIA
aHTu-LGI1-1mmMonveckuit sH1eDannuT, JOCTOBEPHBIIA 11O KpHU-
tepusim E Graus u coasr. [46].
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Mo3zxeuok / Cerebellum Tvnnokamn / Hippocampus
Puc. 6. Ananu3 HenpsiMoit l/lMMyl-log)JllOODeCIIeHlH(M 1epeOPOCIHHAIbHOI
JKUIKOCTH M CHIBOPOTKH 00J1bHO# C. HA TPOiiHOM CyOCTpaTe KpHoCcpe30B
MO3ra KpbIChI.

BblisiBieHO cBeYeHME B MOJIEKYISIPHOM M 3€PHUCTOM CJIOSIX KOPbI MO3-
Ke4yKa, paBHOMEPHOE OKpalllMBaHUE B CTPYKTYPE TUTITIOKAMITOB

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 antu-LGI1-anturena (1adop Euroimmun anti-VGKC)
namuentku C.

A: Kontponb (LGI17); B: Konrpons (LGI1Y); C: cBeueHue B JIMK-
Bope; D: cBeueHMe B HATMBHOI CBIBOPOTKE. BhIBIEH rpaHXnﬂprlﬁ
THIT CBEUEHMSI Ha cpe3ax MO3XeuKa,/Tunmokamma B Tutpe 1:400, mox-
TBepKaalouit Hamnuue antuten Kk LGI1

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

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

[Mocne mpoBeneHns mnasmadepesa (ammapat «Haemonetics» ¢
akcoysueit 600—800 M mrasmel u 3amerneHrem 1000 v 0,9%
pacteopa NaCl — 4 npouenypsl) ¥ MyJIbC-Tepanuu METUIIPe-
HuzosoHoM 1000 mr (5 BIMBaHMIT) OTMEUEHA TTOJOXHUTEbHAS
KIMHWYecKast fnHaMuKa. CTaOWIM3upoBaIcs YpOBEHb HATPHUS
1 XJIOpa B CBIBOPOTKE KPOBU.

[Mauwmentka ocmotpeHa yepe3 3 mec mocie Boimucku. O6pa-
1710 BHUMAaHME YCUJIEHUE BBIPAXEHHOCTH ahheKTUBHbBIX
(ykTyanuii ¢ nenpeccMBHBIM KOMITOHEHTOM. B KpoBU He BbI-
SIBJIEHO MPU3HAKOB 3JIEKTPOIUTHBIX HAPYILIEHUIA, COXPAHSTHUCH
aytoantutena k LGI1 B turpe 1:200. [TaureHTKe 61T TpoBeieH
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TIOBTOPHBII Kypc TepBOil TMHUM: KaCKaTHas TTa3MOMUIBTpa-
us (1 mpouenypa) ¢ mepexonoM Ha miasmadepes (3 ceaHca) u
MyJIbC-Tepanust MeTuapenHu3omonoM 1000 Mr (5 BimBaHMin)
¢ noJjioxuTenbHbIM 3 dekroM. K Tepanuu nobapieH aHTHe-
npeccaHT (acuuranornpam, 10 Mr/cyr). [Tocie Tepanmu aytoaH-
tutena K LGI1-penienTopy B KpOBU He BHISIBISUIUCD.

Yepes 6 Mec 1mocJIe BBIMMCKY MALEHTKA OTMETI/Ia BO30OHOBIIE-
HUe POKATbHBIX MOTOPHBIX TPUCTYIIOB C HAPYILIEHUEM CO3HAHMS
1 aBTOMATH3MaMHU C TIEPEXOIOM B TeHEPATM30BAHHbIE TOHUKO-
KJIOHMYECKHUE TIPUCTYTIBI 03 KOTHUTHBHBIX 1 IICUXOIATOIOT Y-
CKMX CUMITTOMOB. [TpHCTYITBI OTINYAIMCH PEMyIMPOBAHHOCTBIO
TIPOSIBIICHUIA, HE HOCWJIM CEPUITHOTO XapakTepa, HaOMIOIaIICh
yaiie B HoYHoe BpeMsl. B 1abopaTopHbIX MoKas3aTessix BHOBb OT-
MeyaIuch TUToHaTpueMust 1 ruroxiiopemust. [loBropHoe nmMmy-
HOJIOTUYECKOe 00CIeIOBAHME BBISIBUIIO HapacTaHKWe TUTPOB aH-
tuten Kk LGI1-peuentopy mo 1:400. TTo3uTpoHHO-IMUCCUOHHAS
ToMorpacdus BCETo Tejia ¢ pafioaKTUBHOM IJTIOKO30i BBISIBUIIA
JIOKaJIbHOE HAKOIUIeHWe paarodapMIipenapara B mepeaHeM oT-
pe3ke 5-To pedpa crneBa. boirbHOIT TTOBTOPHO MIPOBEICHA ITepBast
JIMHYSI AMMYHOMOJTYJIMPYIOLIEH Teparuu, 103a ieBeTupaleramMma
noBbitieHa g0 2500 mr/cyr. CocrosiHuMe CTaOMIM3MpOBAIOCh,
OJIHAKO COXPAHSUTICh HU3KKE TUTPHI aHTuTeN K LGI1-anTureny
(1:200). Ha naHHbIii MOMEHT 3a MALMEHTKOM MPOIOJIKAETCS AU~
HaMIYeCKoe HaOJroIeHHE.

Komnugeckuii crydaii 3

Iayuenmxa 4., 36 net. 3aboneBaHue 1eOIOTUPOBAIO B OKTIOpe
2017 . B BUzie MOAOCTPOTO (B TeueHMe 2 Mec) MOSIBICHMS U Ha-
pacTaHMs KOTHUTUBHBIX HAPYIICHUI, KOTOPHIE MEPBOE BPEeMS
HEIOOIEHUBAINCH TMAIIMEHTKOM ¥ POACTBCHHUKAMU M CBS3BI-
BaJIUCh ¢ MEpeyTOMIEHUEeM Ha paboTe (paboTaeT OyXraitepom).
K xoHITy HOSIOpS TAIleHTKe CTAN0 TPYIHO OPUEHTUPOBATHCS
B MecCTe, BpeMEeHM, COOCTBeHHOI JuyHocTU. [Ipu paccmpoce
HE MOTJIa BCIOMHUTb Havajo 3aboseBaHusl. B Havyaste nekabps
noxbeM TeMmepaTypsl Tesa a0 39,0°C, nuapest 6e3 pU3HAKOB
KaTaJbHBIX SIBICHUI W CBS3W C THUINEBOM WHTOKCUKAIIHEH
WM KumevyHoit nHdekuueit. Crycts 2 1HS Ha (OHE CHIKE-
HUS TeMIepaTyphl Tesa A0 cyodeOpuabHbIX Ludp U perpecca
IVaper BIICPBBIC Pa3BUICS T€HEPATN30BAaHHBIM TOHMKO-KIIO-
HUYECKUI anunenTtuyeckuit npuctyn. Ilpu KommbloTepHOi
TOMOTpa(H TOJOBHOTO MO3Ta IPM3HAKOB CTPYKTYPHOU Ma-
TOJIOTUU HE BBISBICHO. HapylieHns KOTHUTMBHBIX (YHKLIUI
MIPOTPeCCUpOBaIM (Uepe3 5 MMH TTOCNIe OCMOTpa MallMeHTKa
He MOTJIa BCIIOMHUTb, T ¥ 10 KaKOM MPpUIMHE HAXOMUTCS, He
y3HaBaJjla Bpaya, 3HaKOMUJIAch IIOBTOPHO). B ¢BS3M ¢ COHMBO-
CTBI0, OBICTPOI YTOMIIIEMOCTBIO, MCTOIIAeMOCThIO HEHPOTICH -
XOJIOTMYECKOE MCCIIETOBAHUE BBIMOJHUTD OBUIO HEBO3MOXHO.
CoxpaHsiicsd cyo(peOpUIUTET HESCHOrO TeHe3a 0e3 Mpu3Ha-
KOB 1Iepe0pabHO-0uYaroBOro M 000J0YEUYHOI0 CUHIPOMOB.
B cepemvHe nekabpst pasBuiach cepusi U3 TPeX TeHEPaIu30-
BaHHBIX TOHMKO-KIOHMYECKHMX SIIICHTUYCCKUX IIPHCTYIIOB.
[ToBTOpHOE HEOTHOKpaTHOE JAbOPaTOPHOE OOCIeI0BaHME
KPOBH ¥ 1IepeOpOCTMHAIBHOM XXUIKOCTU HE BBISIBUIIO TIPU3HA-
KOB MH(EKInoHHOro BocmanaeHus (oemxox 0,33—0,15 /1, mum-
103 0T 0,66x10°/11 M0 18,6x10°/71, TIEPBEIIT THUTI OIUTOKIOHATE-
Horo cunte3a IgG). Ha MPT ronoBHoro Mosra — mpu3HaKu
CUMMETPIYHOTO, UG Y3HOTO ITOBBIIICHUS WHTCHCUBHOCTH
MP-curHaja ot rumnmokamIios (puc. 8).

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

[poBeneHa mepBast JTMHUS MMMYHOMOAYIMPYIOLIEH Tepanuu
(4 ceanca rtasmMadepesa U MybC-Tepanust METUITPEIHU30J10-
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Puc. 8. MPT nammentkn f.

A, B: akcuanbHbie T2-FLAIR nocnenoBarenbHocT — audgysHoe
yCUJIeHUe MHTeHCUBHOCTM MP-curHama ot 000MX TUIIOKaMIIOB 0e3
MIPU3HAKOB CTPYKTYPHOTO MopaxkeHus (cTpenku); C: akcuanbHoe T2-
n306paxeHne — TPU3HAKOB MATOJIOTUK He BISIBIEHO; D: KopoHab-

Hast T2-FLAIR — paBHomepHoe ycuneHue MP-curHama ot rummo-
KaMIOB (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 TeyeHue 5 AHEH) C TON0XKUTETbHBIM 3 (HEKTOM.
HasnaueHa mpotrBOCYynopoxXHast Tepanus (KapdamMasenuH pe-
tapn, 800 mr/cyr).

[Mocnenyroiee HabMOAEHKE 3a TALIMEHTKOMN MPOMIUIOCH OKO-
J0 rona. OTMevaeTcsl TOJIHOE BOCCTAHOBJIEHUE MAMSTH C BO3-
BpalleHUEM K BBITIOITHEHUIO (DYHKIIMOHATBHBIX 00sI3aHHOCTEA.
DnuaenTUYecKUX MPUCTYIOB 3a MEPUOJ HAOMIOIECHUS He 3ape-
ructpupoBaHo. [IpoTuBOAMUIENTHYECKYIO TEPATIMI0 OTMEHHU-
J1 yepe3 4 Mec mocsie BBIMUCKU U3 cTalmoHapa. KoHTposbHast
MPT rosioBHOro Mo3ra (4epe3 1 1 6 Mec) He BbISIBUJIA TPU3HA-
KOB TMIIEPUHTEHCUBHOTO CUTHAJIA OT MPOEKIMU TUTTTOKAMITOB
Ha T2-FLAIR nocenoBatebHOCTH.

Oo0cyxnenue

Kak nokasbiBaloT npeactapiaeHHbIe KIMHUYECKUE CTyYau, Mpu
nuarnoctuke AWUD crnenyer oOpaiath BHUMaHWE Ha OCTPbIi
WV TIONOCTPBII XapakTep pa3BUTHsI 3a00J€BaHUsI, MPEMOP-
OUIHBIA MHGEKIMOHHBIA (DOH, TOSBIEHUWE KOMOWHALIUY
CHH/IPOMOB, IeMOHCTpUpYIOMUX IUhby3HBIN, a HE 04aroBbIi
XapakTtep marosoruu. B mpencTaBieHHBIX clyyasx — 3TO Ha-
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pYILEHE KPaTKOBPEMEHHOM MaMSITH C Ie30pHEHTALIEl B IPO-
CTPaHCTBE ¥ BpeMeHU, HalbmonaeMble B 1e0toTe y marenTa Jl.
n manueHTKy S. [IcuxomaToaormieckue CUMIITOMEL B 1€0I0Te
3a0oneBanus y nanuvenTa JI. u maumentku C. BKIoyanu ag-
(heKTMBHYIO JIAOMITBHOCTB, YTO OBLITO O0JIee BEIPasKeHO y TIEPBO-
10 00JIbHOTO — C arpeCCUBHOCTBIO U IIEPEXOIOM B AMEHTUBHBIIA
CUHJIPOM.

HeBponoruueckue CUMOTOMBI Yy BCeX MALMEHTOB IOSIBIIS-
JIUCh TIOC/IE Pa3BUTHSI KOTHUTUBHBIX HApYLIEHUI W MCUXoMNa-
TOJIOTMUECKUX paccTpoiicTB. Tak, y maumeHTta JI. oHM ObLIM
MpeACTaBIeHbl MOJUMOPMOHBIMU AKCTPATUPAMUIHBIMU TH-
MepKUHE3aM1, KaTaTOHMEH ¢ TepexomoM B COImop, KoMy 1,
HaJCerMEHTapHbIMU BETeTaTUBHBIMU PAcCTPOMCTBAMU (TaXu-
MTHO3), OECCYIOPOXHBIM SMUIENTUYECKUM CTAaTyCOM. Y Tallu-
eHTKU C. 3T0 OBUTH IIPOCThIE (POKATBHBIE MOTOPHBIE TPUCTYIIBI
C MepexoaoM B (POKalbHbIE C HApYIIEeHUEeM CO3HAHMUS U aBTO-
MaTH3MaMHM, a TakxXe OuIaTepajbHble TOHUKO-KIOHMYECKUE
MIPUCTYTIBI, a y MAUUMEeHTKU fl. — cepuiiHble reHepaau30BaHHbIe
TOHUKO-KJIOHUUECKUE TIPHCTYIIHL.

Crenyer oTMeTUTD, yTo y nauueHTku C. Oblla BbISIBAEHA TH-
MOHATpUEMUsI, ONKcaHHasg B jurteparype npu aHTU-LGII-
sHuedanure [24, 30, 41, 49], a y mauuentku f. ne6oT 001e3HU
XapaKTepr30BaJICs arapeeli HeMH(MEKIIMOHHOTO IeHe3a, OIH-
caHHoit mpu aHtTu-DPPX-sHuedanure [32] (Tada. 3).

Knunuueckoe HabOmoaeHue maiueHTa JI. JeMOHCTpUpYeET Ba-
PMaHT KOMOPOMIHOCTH — pa3BUTHE IPH TMMbOoMe XOMKKITHA
ayTouMMyHHOTO aHTU-NMDA-3H11e(anuTa, TpUrrepoM KoTo-
poro 6b11 BUpYyc Omirteiina—bapp [50]. B autepatype umerorcst
eMMHAYHBIC OMMMCAHUS COUYCTAHMS JTUMOMICCKOTO SHIIE(haH-
Ta ¢ auM@orpaHyiemMaTo3oM, Ho ¢ aHTuTenamu K mGluRS-
CyOBEIMHUIIE TIYTAMATHOTO perienTopa (cuHIpoM «Odemn»)
[36, 51]. [MapaHeoruiacTuyecKast MOXOCTPAst MO3XEUYKOBasI JIe-
reHepauus ¢ antutenamu K Yo-, Hu-, Ri, CV2-, Tr-, Homer3-,
GADés-aHaneHaM, MOTCHIMAI3aBUCUMBIM KaJIbLIMEBBIM Ka-
HanmaM P/Q-tuma (CaV2.1), mGluR1-TiyraMaTHBIM pelienTo-
paM TakxKe MOXKET pa3BUBaThcs Ha (hoHe TMMQPOMBI XOMIKKIHA
[8, 17, 37].

A. Salovin u coaBr. [52] y maumeHtoB ¢ aHTM-NMDA-
SHIIe(HATITOM 0OHAPYKUIIH IIPEBATNPOBAHIE CEPOITO3UTHBHO-
ctu IgG x BUpycy mpocToro repreca 1-ro THUIIA 110 CPaBHEHUIO
¢ obuei monynsuueit. OTo 0ObICHAETCS COCOOHOCTbIO BHU-
pycoB repreca (GOopMUPOBATH UIMMYHOTCHHBIE KOH(MOPMAIIIH
peLenTopHbIX 6e1K0B. OMUCaHbI CTydan MOCTTPAHCIIAHTALM-
oHHbIX aHTU-NMDA-, anTu-AMPA-3H1Ie(baTUTOB U OCTPOTO
paccestHHOro 3HIedhatomMuenuta ¢ aHTu-MOG-aHTUTEIAMU
[53], a Takxke ciayyait couetaHusi aHTU-NMDA-sHUedanuTa
y nauueHTa ¢ 6onesHbio KpoHa, nonyyatoniero aHtu-TNF-a-
Tepanuio (agaaumymao) [54].

S.R. Irani u coaBt. [31] BBISIBUIM aHTUTENIa K SMUTONAM
NMDA-peuenTopa y NoJOBUHBL IeTell C SIMOHCKUM SHIIE-
danutom. C apyroii CTOPOHBI, IPU MCUXUIECKUX 3a00J1eBa-
HUSIX, CUCTEMHON KpAacHOi BONYAHKE, CUMITOMATHYECKHX
(hopmax BUCOUHON SMUIETICUN OOHAPYXEHBI ayTOAHTHUTENA K
NR2a-cyobenunuie NMDA-penentopa [10, 19]. Y. Ishikawa
U COABT. [55] mpoaHaau3upoBaIu PEAKYIO BCTPEYaeMOCTh CO-
yetaHus cuHapoMa Mumnepa—®@umepa u cuHapoma I[uiie-
Ha—bappe ¢ anTu-NMDA-3nH11IepanuTom. [ToapoOHbII aHa-
JIn3 coyeTaHuii BcTpeyaeMocT aHTu-NMDA-sH1IedanuTa n
JNeMUETUHUAZUPYIOINX 3a001eBaHuil ¢ aHTuTeaaMu K MOG,
AQP-4, GQIb mpuBemen B mcciemoBanmu M.J. Titulaer
M coasBT. [56].
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Tadmma 3. Knunmgeckue u ceposormieckie 0cofeHHOCTH Y nanuenTos ¢ AD

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

pynnbi cumnTomoB / Symptom groups

Bospacr, rogbl / Age, years

HdbekumoHHble / Infectious

KorHutueHble (HapyweHue namatu) / Cognitive (memory impairment)
AdpekTuBHbIE 3MOLMOHANBLHbIE / Affective emotional
AdbhekTusHble ¢ arpeccueit / Affective with aggression
FanntounHaTopHo-6pefoBble / Hallucinatory, delusional
HanomuHatowwme katatoHuto / Resembling catatonia
AmeHTNBHbIE nposiBieHus / Amential symptoms

Conop, koma | / Stupor, coma |

lMnepkuHesbl / Hyperkinesias

®okanbHble anunenTuyeckue npuctynsl / Focal epileptic seizures

[eHepann3oBaHHble ANUIENTUHECKIE NPUCTYMbI /
Generalized epileptic seizures

Cepus reHepanin30BaHHbIX 3NUNENTUYECKME NPUCTYNbI /
A series of generalized epileptic seizures

beccyaopoXHblil anunenTuyeckuil craryc /
Non-convulsive status epilepticus

HapcermeHTapHble BeretatueHble / Suprasegmental autonomic

[ononHuTenbHbIe NPU3HAKK, CONYTCTBYHOLLNE 3a6051eBaHUS /
Additional signs, concomitant diseases

Ceponorunyeckunii mapkep / Serological marker

Wexoap! / Qutcomes

Nauyuent J1. / MNaumentka C. / NaumenTka 1. /
Patient L. (male) Patient C. (female) Patient Ya. (female)
39 40 36
+() +() +
+++ (%) ++ (%) +++(%)
++ +(%)
+++
++
+
++
++
+++
+++
++ +
++ ++
++
+++
JInmdpoma Xomxkuea /  TunoHatpuemus / [uapes /
Hodgkin’s lymphoma Hyponatraemia Diarrhoea
NMDA «-», LGI-1 «-»,
NMDA «+» LGI-1 «+» DPPX ?
CmepTenbHbIi / BoccTaHoBneHue / BoccTaHoBneHue /
Fatal Recovery Recovery

Mpumeyanue. CTeneHb TAXKECTU CUMNTOMOB: + — Cnabas, ++ — CPeSHss, +++ — CUNbHas; *[e6i0T CUMNTOMOB.

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

OcobGeHHOCTBIO MTPEICTABICHHOTO HAMU CITyyast SIBJISIETCS arpec-
cuBHocTh mopaxkenus: HHC y mamuenra ¢ nammdbonporude-
PAaTUBHBIM 3a00JIEBAHUEM, YTO TMOATBEPKAACTCS BbIABIEHUEM
MpU AyTOTICUM TMATOJOTUYECKUX BOCTIATUTETbHBIX M3MEHEHUI
B BEILECTBE TOJOBHOTO MO3ra U MO3roBOM obosouke. Takxke
Mbl 00paTWIM BHUMaHUE Ha DOT-(heHOMEH «3KCTpeMasIbHbIX
JebTa-IIETOK», OnmucaHHbIM mpu aHTu-NMDA-sHIedanuTe.
OH XapakTepu3yeTcsl MOYTH HENpepbIBHBIM COYETAHMEM CHH-
XPOHHOU ¥ CHMMETPUYHOUN pUTMUYECKON d-akTUBHOCTH 1—3 Tix
1 HAJIOKEHHOM B BUJIE BCIIBILIEK «BEPXOM» Ha KaxXI0i 6-BOJIHE
B-axtuBHOCTH 20—30 Ii1 ¢ JIOKanu3alueii Mo BceMy KOHBEKCY
[48, 57] (puc. 3).

TepanesTuueckass crpareruss B ciydae aHTU-NMDA-
sHUedanuTa Bcerma Oonee arpeccMBHa. Hamr HemHorowwuc-
JICHHBII OMBIT HAOMIONCHUI W JIeYeHUS] MALMEHTOB C 3TOM
MIaTOJIOTHEH MOKa3bIBaeT HEOOXOAMMOCTh OBICTPOIi (hapMaKo-
JIOTMYECKOW 3cKagaluu OoT mepBoil (3pdepeHTHas Tepamusi
U TIYIbC-N03bl KOPTUKOCTEPOUIOB) KO BTOPOW JTMHUM WM-
MYHOMO[IYJIUPYIOIIEH TEeparnuu € UCMOJb30BAHUEM LIMTOCTA-
TUKOB (uukiodochamun) s MOAAEpXKaHUS ONTUMATbHON
B-xuietouHoii nerenuu.

B uccnenoBaHusIX aHTUTEHHBIX MULIEHEH AYTOAHTUTE K I10-
TCHOMAI3aBUCUMBIM KaJTMEBbIM KaHajlaM BbIABJIEHBI YE€THIPE
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TUIIa CMHANTOTeHHBIX ceKpeTupyeMbix 0enkoB LGI. Tlepshiii
tun LGI-0e1KoB Kak CMHANTUYECKUI TTOCPETHUK MEXY Tpe-
M TIOCTCUHANITHYECKON MeMOpaHOIl ydJacTByeT B IIpoIieccax
CUHaNTOreHe3a, onpenesseT MPOYHOCTh CBSA3ei B BO30YxXIa-
IOINX CUHAIIcax, MomyaupyeT cooTHomenne AMPA/NMDA-
PELEeNITOPOB B IJIyTaMaTepruyecKux CHHAIcax, OMocpeayeT
MPOLIECC MEXKIIETOYHBIX B3aUMOACHCTBUI C OMUTONEHAPOLIM-
tamu [30, 31, 41, 58—60].

Crenyet 00paTUTh BHUMAHKE Ha OTCYTCTBHE B CTPYKTYPE JIM-
Ouyeckoro sHuedanuTa 3KCTpaMpaMUIHON CUMITOMATHU-
KM, TIPU3HAKOB KATATOHWH, XOPOIIUI KIMHIMICCKUA 3(hdeKkT
UMMYHOMOMYJIMpPYIOLIEH Tepanmuu TepBoil nuHuu. Kak mpu
JI000M ayTOMMMYHHOM 3aboneBaHuu, B 5—20% ciydaes npu
aHTu-LGI-1-3H1EanmuTe MOTYT OTMEYAThCS PELVINBBI KU -
Huyeckoii cumnroMatuku [30, 49]. Tak, y manuentku C. Ha
MIPOTSDKEHUH TOa KaTaMHECTHIECKOTO HAaOMIONCHMS OTMeue-
HBl TPY peLUINBA B BUAe ycuieHHUs addeKTUBHON CHMIITO-
MATHKH C JETPECCUBHBIM SKBUBAJICHTOM ¥ SIMJICITUYECCKAMM
MPUCTYIIAMHU, KOPPETUPYIOIINE C TIOBBIIICHUEM TUTPA AHTUTE]T
K LGI1-aHtureny.

B coBpeMeHHOIi KIMHUUECKON MPaKTUKE TECTUPYETCS CHHATI-
TUYecKas MaHe b, BKIovaroIas okono 12 mutieHeit (NMDA,
LGII, AQP-4, AMPA, mGIuR1, mGIuRS5, CASPR2, DPPX,
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GABAa, GABAD, IgLONS, ruIIMHOBBIE PEIENTOPHI), MOCTO-
STHHO OTKPBIBAIOTCSI HOBBIE MOJICKYISIPHbIE MUILIEHU (Ta0. 2),
PacUIMpSIIOTCS TMArHOCTUYECKME BOZMOXHOCTH TIO TIOMCKY Ce-
posornyeckux BapuaHTos AUD.

AHaM3 TIPEJCTABIEHHON TIATOJOTUM BBISBIJI XapaKTEpHYIO
0COOEHHOCTD: MOJIMMOP(HAsT CUMITOMATUKA TPOSIBISETCS MPU
OTCYTCTBMM OTYETJIMBOTO CTPYKTYPHOTO TTOPaXkKeHUS HEPBHOI
CHCTEMBI IO JAHHBIM HENpOBM3yaIM3allii ¥ HOPMaJIbHBIX I10-
Ka3zaTeJIsIX 1O JaHHBIM OCHOBHBIX JJA0OPATOPHBIX MCCIIEIOBAHMIA,
YTO TIO3BOJISIET UCKITIOUMTh MH(EKIIMOHHOE, OITyXOJIEBOE, COCY-
JMCTOe 3a0o0jeBaHue, a Takke Tokcuueckoe mopaxkeHue LTHC.
EnuHCTBEHHBIMM KOCBEHHBIMM TIPU3HAKAMK TIATOJIOTMU MOTYT
OBbITh HE3HAYMTENbHBIA JUM(OLUTAPHBIN TICOLIMTO3, BTOPOI
THUIT OJIUTOKJIOHAIbHOTO cuHTe3a IgG [47], Hecmeumdpuyeckoe
MOBBILLIEHNE MUHTeHCUBHOCTU MP-cHrHama oT TUIIIOKAMIIOB Ha
akcuanpHbiX T2-FLAIR-nocnenoBatensHocTsx. Hanbonee Tou-
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