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* MwuacTteHuna rpaBuc
* MwuacteHnyeckmnm cuHapom JlambepTa-UToHa

* [lapaHeonanacTuyecKkaa mo3*XeykoBas
AereHepauun

e Jlumbunyecknm sHuepanmt



AYTOMMYHHbIe KaHa/1I0NaTUMU:
[lapaHeonacTUYeckne CUHAPOMbI

prnna peaKnX MMYHHbIX 3aﬁOHEBaHMVI, Bbl3BaAHHbIX
dHOMa/IbHbIM UMMYHHbLIM OTBETOM Ha U3HAYA/1IbHYIO (O6b|‘-IHO

HEeé3ameYeH HyI-O) 3/10Ka4eCTBEHHYHO Oryxo/ib.

Pe3ynbTaT AencTBUs 'yMopaibHbIX paKkTopoB (ropMOHOB naun
LINTOKMHOB), CEKPETUPYEMbIX OMYXONEBLIMM KNETKAMM UM
pe3ynbTaT UMMYHHOIO OTBETA NPOTMB OMYXO/IN.

[MaupeHTbl cpeaHero BO3pacTta C PAaKOM JIErKUX, MOJIOYHOM
¥enesbl, ANYHUKOB AN IMMbaTUYECKOM cucTembl (MMMdoMbl)

[TapaHeonacTUyeckme HeMpPoIormyeckme CUHAPOMbI —
3a60/1€eBaHUA, OXBATbIBAOLLME BCHO HEPBHYHO CUCTEMY OT MO3ra
0 HEPBHO-MbILLEYHbIX COeANHEHNM



[TapaHeon1acTu4yeckne CUMHAPOMbI

* Hamnbonee yacrtbie KAMHUYECKME NPOABJ/IEHUA:
— JereHepauya Mo3Ke4Ka
— IMMmbuyeckomn sHuepanmt

— CEeHCOpHasA HenponaTusa



Mo3xe4yok / "

* 3 OCHOBHbIe PYHKUUMN
MO3XeyKa:

— KOOPAMHALMNA ABUKEHUIN oo

CpedHL Moa2

— Perynayuna paBHoBecCuUA
— Perynauma mbilleyHoro ToHyca

* [loBpexaeHne Mmo3X*eukKa
NPUBOAUT K NOPbIBUCTbIM
HEeCKOOPANHUPOBAHHbLIM
OABUXEHUAM — aTaKCuu



Jonathan Keleher - born without a cerebellum, but his brain has developed work-arounds
for solving problems of balance and abstract thought.




http://www.npr.org/blogs/health/2015/03/16/392789753/a-man-s-incomplete-brain-reveals-cerebellum-
s-role-in-thought-and-emotion?
utm_source=facebook.com&utm_medium=social&utm_campaign=npr&utm_term=nprnews&utm_content
=20150316

Since his birth 33 years ago, Jonathan Keleher has been living without a cerebellum,
a structure that usually contains about half the brain's neurons.



[TapaHeonacTnyecKan
MO3XeykoBada gereHepauuna (MVJ)

* [apaHeonnacTMYeCcKU CMHAPOM — MpPOSABAEHUE
3/10Ka4yecTBEHHOM OMNyX0/1M, 06YC/I0BNEHHOE He eé
NNOKa/IbHbIM UM MeTacTaTUYEeCKMM POCTOM, a
HecrneunduruuecKkummn peakumamm pasanyHbIX
OpPraHoOB UM SKTONUYECKOMN NPOoAYKLMNEN ONYXO/btO
BeLlecTB

* AyTommmyHHoe 3abonesanme LIHC c nopaxkeHnem
KNeToK [ypKMHbe N APYrnmx KNeTOK MO3XKeyKa

* BbicTpoe Hayano, npmsosLLee K UHBaAnan3aLmMn B
TeyeHMe HEeCKONbKUX AHeN UAn Heaenb

* PaccTtpoincTBo KOOPAMHALMU ABUXKEHUMN



[lapaHeonnacTnyeckas

Mo3e4ykoBas gereHepauuvsa (INMMIO)

* [lpealectBeHHUK paKa: 60—70% cnyyaes MM/
npealectsyet 06HapyXKEeHUIO ONyXonu

e OKono 2 cnyyaes Ha 1000 601bHbIX PpaKoM:

*  AWYHKMKA, MaTKK, bannonmesomn Tpybbl, AMmbOMON XO4KKMHA, MESTKOKNETOUHbIM
PaKOM NIErKOro

*  Cpeaum XKeHWUH B 3 pasa Yalle, Yem cpeam MyKUYMH
* Bo3pacT-50-65 net

* BbiaBnAatotca aHTUTENa K HEVIpOHaﬂbeIM dHTUTEHaAM

— aHTU-MuU - K KneTKam [ypKUHbe Mmo3XeuKa,

dccounmnpoBaHbl C pakom ANHHNKOB UTN PAKOM MOJIOYHOM
Kene3bl

— aHTn-Hu-- aHTUTEeNa K AApPEePHbIM aHTUTEHaM HEMPOHOB,
dCcounmpoBaHbl C MENTKOKIETOYHbIM PAKOM NETKNX



IIMHaMMKa yMeHblUeHUA
MO3Xe4yKa 3a b mecAaues

Anpenb 2013 OkTa6pbL 2013

MM/ Ha poHe paKa MONOYHOWN Kenesbl | cTagnm



Cxema ayTOMMYHHOUN HenpoaereHepaunm
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HeHApuTHaA KNneTKa

JeHapUTHbIe KNeTKU — 3TO BCNOMOraTeibHble KNeTKU MMMYHHOWM
cucTembl maeKonutatowmx. PyHKUmA: 06paboTKa aHTUTEHHOTO
MmaTepuana U npeaocTaB/ieHne ero Ha NOBEepPXHOCTb T-KneToK. OHKU
BbICTYMAIOT B KQYeCcTBe NOCPEAHNKOB MeXAY BPOXKAEHHbIMU U
aganTUBHbIMU CUCTEMAaMM UMMYHUTETA.

JToKann30BaHbl B Pa3NMYHbIX OpraHax 1 TKaHAX, rae 3axBaTbiBatOT
YY}KEPOAHble aHTUTEeHbl NyTeM NUHO- U paroumtosa. 3atem [K
MUTPUPYIOT B PErMOHapHblie IMMPOY3/bl, rAe CTUMYANPYIOT
nponundepaumnto u anddepeHUNPOBKY aHTUTEHCNeUnPunyeckux T-
NTMMPOUUTOB, UHULMNPYA N CTUMYANPYSA UMMYHHbIW OTBET.



T-xennep

AKTunBayus

T-kunnep

MHbMUMpoBaHHaA KneTka




JleyeHue

* MacTakTtomuna no MaggeHy

* [lynbc-Tepanmna rMIOKONOPTUKONOAMU B COYETAHUM
C BHYTPUBEHHbIM UMMYHOTN06Y/IMHOM

* HeBposorndyeckme cmHapombl MMM moryT
onepeXaTb Pa3BepHYTYO KINHUKY
OHKONOrn4yeckoro 3abosieBaHMA Ha HECKO/IbKUX
MecALeB — HECKOIbKO fieT.



* MwuacTteHuna rpaBuc
* MwuacteHnyeckmnm cuHapom JlambepTa-UToHa
e [lapaHeonnacTuyeckasa mo3xKeykoBas aereHepauusa (MMA)

* lIumbunuecknu sHuedpanur



[lapaHeonnacTuy4eCKkMm ATMmoundeckmnm
3HUEedanuT - onpegesieHue

JHuedanut — BocnaseHme ronoBHOro Mo3ra:

— WUHdeKkuusa

— WMyHHaAa cuctema: Ayto-aHTUTENa

MapaHeonnacTUYeCKUU CUHAPOM — MPOABJIEHUE 3/I0KAYECTBEHHOM
onyxonun, obycnoBaeHHOEe He eé N0Ka/IbHbIM UM MEeTacTaTUYECKUM
POCTOM, a HecneunduvyecKkMMmmn peakLuamm pasIndyHbIX OPraHoOB UNK
3KTOMMYECKOW NPOAYKLMEN OMYXObtO BELLLECTB

MpoaBnserTca napaHeoNn/1acCTUYECKUN CUHOPOM:
— NPU paKke NErkMxX, MOJIOYHOM Kenesbl, AMYHUKOB, nmdpome

JlInmbunueckana cuctema - COBOKYNHOCTb CTPYKTYP MO3ra,
YYaCTBYIOLLMX B PEryAaumMmn GyHKUUN BHYTPEHHUX OPraHOB,
0OOHAHMA, MHCTUHKTUBHOIO NOBEAEHMUSA, SMOLUIN, NAMATU, CHA,
6boapcTBOBaHMA U Ap.

AHTU-NMDAR sHuedanut



[TapaHeonacTUYeCKUmM NMMbUNYeCcKnm
"aHTn- NMDAR" sHUEedanuTt - cumnTombl

* Pegxoe 3aboneBaHue, xapaKTepusytoLleecs
M3MEHEHNEM JIMYHOCTU U GU3NYECKOTO COCTOAHUA:

— NoTepsA KPaTKOBPEMEHHOW NAMATY,

— pPa3gpaXKMTENBLHOCTb, Aenpeccus,

— M3MEHEHUE B CNOCOHBHOCTU KOHTPOIMPOBATb ABUMKEHMS,
— 3NMAeNTUYECKME cyaopory, KaTaToHMA

— ratouUMHaUMm, HOYHblE KOLLMAPBI,

— KOTHUTUBHbIE HapyLUeHWUA

— noTepsa MOTUBaAUUKN, ociabneHmne Gusnyeckmx oLLyLLLEHUIN

Dalmau et al., 2007



HemMHOro NCTtopum

1960 - Brierley et al. — aHUedannT B cumbumyeckomn
obnactn (nmenm onyxonu)

1968 Corsellis -TepmunH “limbic encephalitis”:

— NAUMEHT C NOTEPEN KPATKOBPEMEHHOM MAMATU U
NeMeHLUMEN B COMETAHUM C PaKOM NErKMX

1997-99 - ycTaHOBNEHbI KOoppenauuu:

— aHTU-HIo aHTUTEeNa N MeNKOKNEeTOUYHbIN Pak Nerknx;

— aHTU-MIo aHTUTENA U OMYXO0J/IM MOJI0BbIX KNETOK (ANYHMKN)
[MaumeHTbl € "aTUNUYHBbIM PAaKoM'' — 3KCNPEeCcCUpyLoT
aHTUTeNa NPOTUB MOHHbIX KaHanos: HM/A p-pos, K+
KaHanos

Dalmau et al., 2007; Bataller et al., 2007



[TapaHeonnacTMYeCcKnt TIMMONYECKniA
SHUEePaNnT - NPUYUHDI

* aHTMTeNna K NMDA ; o OO ~ E
peuenTopam raytamara | %’ 1O g
* AMarHocTMpoBaHoy .

MOJIOAbIX *KEHLLNH,
CTPaAaBLUMX TEPATOMOM
ANYHUKA £

Dalmau et al., 2007, 2011



NMDA receptor

o Allosteric binding site
Glutamate binding site

Glycine
binding site

Synaptic cleft

Cationic channel

Cytoplasm RV






Limbic encephalitis with mGIuR5 antibodies
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Muscarinic
receptor

basket cell

L Voltage-dependent
Ca?*channel

2-AG

and/or

ANA basket cell

Glutamétergic






[lapaHeonaacTUYeCKUmM NMMbNYeCcKknm
3HUEedaNnT: NpoaApPOMaAJIbHbIe CUMNTOMBDI

* ro/I0BHble 6bonu,
* TeMnepaTypa,
* TOLLUHOTA, PBOTbI

* CMMNTOMBbI MHDEKLMN BEPXHUX AbIXaTe/bHbIX
nyTeu

* HapyLUEHWE KOHTPONA ABMKEHUA

* Yepes HECKONbKO AHeun (< 2Heaenb) — NCUXnYecKme
CUMMNTOMDb!:



[TapaHeonaacTUYeCKUmM NMMbnNYecKknm
3HUEedaNnT: NnpoaApPOMaJIbHbIe CUMMNTOMBDI

* [MlcnxnuyecKkne HapyLueHuUn (depes
HEeCKONIbKO AHEW, A0 2-X Heaenb):

— Pa3aparKMTe/IbHOCTb, CTPaX,
—napaHos, Aenpeccus,
— rastoUMHaLUMn, HOYHbIE KOLLMApb

— NOoTEepPA moTmBaunun

— CoOuna/ibHAA CaMOUN301AUNA



* [lcuxmaTpbl A0NKHbI 3HATb 00 3TUX NPU3HAKAX
bonesHu
— NCUXO03 C HAPYLWEHUEM KOHTPOAA ABUXKEHUA U AP.

* HanpaBaATb CPOYHO HA COOTBETCTBYHOLWME
NPOBEPKM

* PaHHWUW ANArHO3 O4eHb BaXeH, T.K. Nporpecc
601€e3HN OYeHb BbICTPbIN



[1apaHeonacTU4ecKknm n"MmoundecKknm
3HUEePANUT: KIMHUYECKNE CUMNTOMbI

KOrHUTUBHDbIE HapYyLUEHUA:

* notepA KpaTKOBpeMeHHOﬁ NaMATU, JEMEHLUNA

UaMmeHeHue pedun.
* 3ames/IEHME peyn
* 3X0Nanua
* MYyTU3M
HapyweHue KOHTPONIA ABUNXKEHUA.
e opodaupanbHan ANCKUHE3NS

* Xopes
* 3MNUAENTUYECKUE CYJ0POTIN,

¢ KaTdTOHUA, ONMUCTOTOHYC

ocnabneHue pusnyecKmx oLLyLLLeHUN



[TapaHeonaacTUYeCcCKMm NMMOnNYecKknm

SHUEePanuUT: CTaTUCTUKA
* Hamnbonee yacto — mosioaple KeHLUUHBI:
* cpeaHun Bo3pacT—21roa
* 37% - meHee 18 net
* B cpeagHem: }KeHLWwmHbl — 80%
* CBO3pacTtom % yMeHbLUIaeTCA:

* nocne 45 net—43% *KeHLWmHbI

* 33perncTpupoBaHbl cydam 3abonesaHm ot 8 Ao
85 net

* KMHOrAa B nocaepoaoBon nepuos (nocnepoaosas
aKTUBaLMA MMYHHOM CUCTEMBbI)

Dalmau et al., 2007, 2011 Bergink...Kushner, 2015.
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[lnarHocTtuka - 321
* JeKTPo-3HUedanorpammsil:
* Hannyme "pgenbta bpaw” aKTUBHOCTU

B L!-

Schmitt...Dalmau et al., 2012



,ﬂ,I/IaI'HOCTM Kda — MMMYHOLUMNTOXUMHUA

* PeaKTMBHOCTb aHTUTEN CbIBOPOTKUN NaUNEHTOB

Cpes  BF o W
rmnnokamna &

Kynbtypa
HEWPOHOB

Bergink et al., 2015.



lnarHoctuka - MPT
* T2 rmnepuMHTEHCUBHOCTb
* TMNNOKamn
* KOpa

e H6a3a/ibHble raHrInmu

T2 FSE Initial DWI

Schmitt...Dalmau et al., 2012



MPT naumeHTOB C AMmbuyecku
3HUEePANNTOM




J1narHOCTUKa:
CNMHAaNbHO mo3roBas Xugkoctb (CSF)

* oT/iIn4aeTcAa oT Hopmbl Yy 80%
* IMMPOUNTAPHbIXA NJ1EOUUTO3

° MPUCYCTBUE aHTUTEN:
— 6enka NMDA peuentopos

Schmitt...Dalmau et al., 2012



Accoumnaumna c onyxoaamm

e TepaToma AMYHUKOB — Hanbonee
YyacTas accoumnauma:

—94% - TepaTOMa ANYHUKOB
—2% TepaToma BHE ANYHUKOB

—4% paK Nerkux, andeKk nnu
noaKenyao4YyHou ¥enesbl

Schmitt...Dalmau et al., 2012



JledeHue n pe3ynbTaTbl
MmmyHOrnobysinHbl (BHYTPMBEHHO)

[Thasmadepes
[NOKOKOPTMKOUAbI (MeTunnpeaHnU30/10H)
YaaneHue onyxonm ycCKoOpAeT BbI3A0POBJ/IEHNE

— TepatToma AMHHUKOB

— T€epaTtoma sBHE ANHHUKOB

75% - nonHoe Bbi3gopoBaeHne (nnm c
He6OoNbLWMMU OCNOKHEHUAMM)

Bpema BbizaoposaeHna — npum. 14 mecaues

Schmitt...Dalmau et al., 2012



Ha namaTtb: /lumbunyeckmm sHuedanut
* (OcHoBble NpPU3HaKWu:

— CUHAPOM aMHe3nun (Nnpobnembl NamaTH),

— YaCTUYHbIE N TEHEPA/TU30BAHHbIE NPUNaAAKH

— NCUXNYECKUE HaPYLUEHUS

e AHaNu3:

— BbICOKMMN MPT curHan B megmanbHbIX BUCOYHbIX
Y4aCTKaX KOpbl U TUCTONIOTMYECKUE BOCNANUTE/IbHbIE
N3MeHeHUAa B 3TnX obnacTax.

— HMJA peuenTopbl B CMMHaAbHON MO3roBOW }KUAKOCTU
— aHTuTena K HMZIA peuentopam
* Accoumauma c onyXonamm:

— Tepatoma AMHHUKOB



Ha namaTb

Mpu coueTtaHMM NPU3HAKOB: (KOTHUTUBHbIE U
NCUXMYECKUe HapyLweHua, NpusHaku anunencuu nnu
HapyLeHUa KOHTPOIS ABUXKEHUIN) Heobxoanma
CPOYHaA NpoBepKa Ha noao3peHue aHtu-HMZA
aHTUTEeNa

* PaHHUW AMArHO3 O4YE€Hb BaXKeH, T.K. Nporpecc
6one3HN 04YeHb ObICTPbIN

* [lpoBepKa Ha aHTU-NMDA aHTUTeNna y KeHLUH C
NPU3HaKaMu HepBHO-MaHWUaKa/IbHbIX NCUXO30B B
nocnepoaoBOu Nepuos,



Ha namaTb

* AYTOMMYHHblIe KaHaN1onaTUn — aHTUTena
K peuentopam n MOHHbIM KaHanam HC

* AYTOMMYHHbIE peaKkLnm — 4acTo
MHAUKATOPbI APYrMX NAaTONOTMN

* Hanbonee appeKTnBHbIE NOAXOAbI:
— cneyndpuveckaa MMMyHOTepanus
—nnasmadepes
—yaa/ieHue UCXoa4HOW NpuYmnHbI (onyxonm)
— papmakonorua (obneryerHme)
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JInTepatypa - npoaonKeHue

* Viaccoz, Aurélien, and Jérome Honnorat.
"Paraneoplastic neurological syndromes: general

treatment overview." Current treatment options in
neurology 15.2 (2013): 150-168.

e [lIHauodep HA, Excukosa BB, /lbixHo FOA u 0p.
[pobsiembl Oua2HOCMUKU rapaHeornaacmu4eckou
MO3Xe4YKosoU dezeHepayuu. Hesposozus,
Heliporicuxuampus, ncuxocomamuka. 2014;(1):35—43.



