WFFERR DY M NMZ DV TE, FERO AR LI CRREVHE L EiF £,

ol c BAERR 11 B 13 8 (k) AT ,
FLE - SVF A F—Fy B c BARERET 11 B 13 B (k) 4168

(D EANO B REHHRERBENE T EH OB 2 ERAICRE, BIEL-/HR,
LG BEHALZEE TET3RFITRIFLTOERME LB Eh T\ Etbhh
DELE (B2 .

(2) LG BEHEKIZ LG &7 DZEK ADAM22 L DFREE4EL., VT 7 2EED
FRERT AMPA S AREBREZEH ST oD ELE (B3 ,

(3) KN LG BEFA KRB ISR TADAETTFATTIR (J v 7T T =T R) I
BOWTH, BEEBICBOTAMPAZAEENEBH L TWAZ LNbnYELE,

(1) “TAMARE" OfEH

LG E CEEME (RN ABEECADADERELRF L LTEEBE2BOTE
ELEA, SEOHEIC LY., EROZERO L2 STRAMBNT HEBRICLGH &
ADAM22DFEENREIND &, TADARENERIND Z EBHELMIRD E LE,
2% D, LG & ADAM22DFEA (XFAT= B DR LR E 72 B R 2 MR T A DI — & E %R
BULTHERARRVATALATHDEELET, LGMEADAM22ITZ NE TOA A F
FANERERE LIERITCADARERE BRI TANAEDZ—5 » M & LTHIRE
INET,

(2) “BCRENIRARRL" OBW. ABRUNRYUEICHE

4B, FAFLOBAFE L7z Multiplex ELISA (B 2) 13BEFMBEF O~ R ECHEOESR
FRICHIET 52 LN TE, WEKRMAROHEDZE, BXURENROHEIZERTRE
EEZONET, TORBEICLY, BxoBEIARLELIEHROECHELET
BLEPHLNCRVE L, 2o b, BOHKAOHEARLRIZE > TEEEE
DBREERPERIND Z LB RBINE T, £, LG B OHRIC & 50 R
RIIFBEEEICL Y BERAKERZ K T IS Z LIC L VIBEFRE RO T, Tl
L0 BHORERE REF R TFRPIFCEET,

@)k FORE. FEDORFAH X LORAICHF

0% LD BE S A TREBEE 2R TIIBRMR OFED LG & ADAM22 DiEATEE
CEERT AT I AMRERE THA I ENUBA LD Eh b, A%, DRECEEER
2B 5 LG OEBIOMEANEFEINET, LG & ADAM22 & OfEE %2 EMT 51k
AL, VT T AGREOHMEEZEILET D LI RETRER OB L 2D RS
nEd,



MERECEY FDIZHOWTIL, TR CTBEVE L ETE T,

i BRI 11 B 13 B (k) EAF ,
FLE - FVPF A F—Fv k c BRI 11 B 13 B (k) 48168

ARG, B IRRFSERR T 0 /7 A (NER)  (H22-25) (BFZEREH - %
HIEM) . RUSCERSE R AR HBE T HFEERE (V7R - =a—uP—
¥ hoyuv—) (FEEAEK BEY FRERERREEIREBIEIEER) B
LR DEEMEREEE CADPAD 7R X O R E H A RE O figRA | (H23-26) (B
e ERETF) O—BLLTELNE L, £/, AFRO—3. BELE5EF
RS BRI & B MR BT IR S IR 1) A HFSTRERE TIsaacs SEREEOBET. BRB X
UYARBEMRARICBE 920798 (H24-25) (AFFERERE - E8E) | FiEiiskors 1as
RUBMBLEAFSEHEESTR R v b T — 2 ) (BEIAE « RME EJIREMBETFRFETR)
RIS T Yy—2 -Fifi%iE] (EIRELR) CLA3ZXBEZTTERINE L,

Autoantibodies to Epilepsy-Related LGI1 in  Limbic Encephalitis Neutralize
LGI1-ADAM22 Interaction and Reduce Synaptic AMPA Receptors

Toshika Ohkawa, Yuko Fukata, Miwako Yamasaki, Taisuke Miyazaki, Norihiko Yokoi,
Hiroshi Takashima, Masahiko Watanabe, Osamu Watanabe, and Masaki Fukata

KE OEFEFEE (Journal of Neuroscience) 201 3461 18 1 3 B3IT

<HIRIZBET &>

B AR AAT AR AT IO AERREDTIEE R R
RE EA (7 A F <%

T 444-8585 Z &0 R IR TTAA R SFETFEAEH 3 8

Tel : 0564-59-5873 Fax : 0564-59-5870

E-mail : mfukata@nips.ac.jp

<IBHMIZBTHZL>

HRBL AT A R AR =
FTEHRBEEHEY TR ik Bh

TEL : 0564-55-7723 FAX : 0564-55-7721
E-mail : pub-adm@nips.ac.jp
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RO TN HONWTIE, FRROMEREFRLUME CREWVWE L EFET,

i C BAEER 11 A 13 8 (k) FH
FLE-FVF A F—F b C BAKEER 11 H 13 B (k) 4FHET 6 B

HHECSRGOER

.gﬁ
i A H A

T A

IR DR E
siEEE
RuEmEE
RS

BOPEICFRY BCOBRBICH LTRA L, Mg, Mk, BRicEEEzs sEc
LET, SE. B —7 3R T 2BEmo 8 ek (BFoEaEICs
THHM) MR T, SESELREARICHTIHROBEREF (RFOEAE T
SR ZRRLELRL,
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IR DR Y FDIC DN T, TRROMERFFLIE TREVE L BT £,

ol c AAERR 11 A 18 B (k) EAT
FLE-FVF A F—Fy b c BARERR] 11 B 18 B (k) BT 6 EF

HBOBCHEZREBAETE S Multiplex ELISAEDBSE

A E, ZHEOFHH B CHEOE
BEAERELEZEICED, —ADA
EMFEFIZEDTA TOPERED
FREEFFTE L TV A2 fHE, ERUE.
PORERICHET S LT RE
Ry ELE,

25 7
o LE

20 Py s NMT, MoS
s Others

LGH #HifRfl (ftHh) & CASPR2 #ifk
fli (B SRR EOBEEMEEZRLT
WET, LGN HifAAfi2 0.8 UL EDEE
& AEFE EBIS T  SORRRIM A L 2H
SN TWEZ EDBHALNTRDE L,
—% . CASPR2 #L{fffiAs 0.3 LA EDH
FEINVIHBERO T —ARERIZE
WZ ERGNY E LT,

05 —
05 D 0305 10 15 20 25
CASPR2



HREROR Y TN HOWTIE, FROMERFLE TREVE L EFET,

i c BARERR 11 B 18 8 (k) #AT
FLE - FVF A F—Fy b c AAREER 11 B 13 B (k) A6

LGI1 B2 k(L LGI1 & ADAM22/23 L DFEEEHET S

LGI1 antibody

i

1 7

BEEkICEY
EgLGLFTR BEEZZT=UFTR

BE. LG 122+ 7 AR T ADAM22, ADAM23 L#&4 L. AMPA SR & Hiic =
Y FE—A LTS, —F7, LGN OBRERS ERIICRIE L v (SIRIERITEZE T ADA) |
BEFAEICL Y BROCEESNS & (UFERBME) . VT 7 RICEIT 5 AMPA 251K
WREBE T LERF 2V T T AEENE L 5, TORKR, BERIELME D TANLAIFE
LEBEENELD LEZONET,
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RO Y TN HOWTIE, FReOMERR UM CREVWHE L EF £,
i c BARERRD 11 A 13 B (k) #AT
FLE -t A F—F v b  BAREER 11 B 13 B (k) 4R 6 B

SRS

“B2hi”

AREAINDZEDRVACOWEICH LT TEXRAET, BCOMICHRE. kg
CEEZFIESEIL, HOREEBOFEL 20 £3. LGI1 LSHZH NMDA ZAKS
AMPA Z AKX 5 B CHAEP B CREMMA TRESNATHET (K1) ,

“I0#e i 3¢
FRMEOTRFEERES. REMEETREL. BHICIEERFL S - TEERER,
ERIERTOREICE Y RESRRY | BEDPFEEDBE TR T 2 18H S &
BL2y, BOEREMOHEIIREFRIENTE BRELRVET, Ll BERENLED
GEIENRREENTSHLIN TR T, BHPRERSERH D T,

“thb\h"
Ji e el RO A AR (B B8 D R 8> D U T BERR 2R BB 1T K o TIIEMED B AR IR
KEORENPLE L DEBOBRIT, AH DK 1%REIZFIE T D 1RIE A,

“TANMARRESFLGIT”

PR MBI A BRI R T2 DWERE TH Y, TOERTERIEMEECALAES]
EEZILET, LGN X3 T 7 A THub I, ADAM22, 1L N ADAM23 &K LS
L. U7 A5E (AMPA XA KIERE) AREICHIEILET (K3) , LG KiE~wT X
(/22T heDR) TE, VT T AREORFEICLVETO~ T ANBUENETAN
AEVFELET,

“OFITRER"

FRRMIRR LIL S T 7R LW S B E AN L THAICEREBEELITVET, VT 7R E
EBIZOVT T AMOERIGEZIELET, VT T RABEOHRIZD ST T ADMER
RO FRNHEOTEEUIZIE U TREICENRT D b, REBRLFEHOSFREBRLEZ
LR TVET,

“ANPA S B 45”

AMPA B 7V 2 I VBB RBIIHENEOWRCEWE IV Z I VBOZEED—DOT,
ZTHNEENR NaA AL 2 FBBIEIRA A Fr e LTHELEYT, £72. AMPA &
BERIANAFRIIZ LV T T RACBIT HRBEEPRESELTEH L, BLUOEENY
FTAGEORES EE Y Z L0 b T F AT ORES 2 2T 5F & LTEDHIEE
HITEEZEDTVET,



I BRSO TIITICBES 2 —BE



IR DO TIITICEE 4 2 —&%

=5
EHERG | Wy A g (EE2G0 | E B £ |[HEHE HIRRHEL | AR | N—
wmEESH
BB & |lsaacsIEfEEE & O RIS | BLE R 2013 |285-295
MorvaniE{&EEF LS RADN
77
EE B | eEREEHSEEE |SBREE | —F2 v |FUEE |[FX 2013 |220-227
& RHEEEE) >R & EE)
BE
BB E  |PIVGKCHEEETL |/KEIE |[MEEER |(HARK |[Ex 2014 |723-727
K& > 1% (FEHR)
YRR i}
s PIVGKCHE&EPT |84AK81% - ¥ |Annual Review | TANE¥FT |HR 2015  [93-99
RE B ey 5 T JE-FE | 2015 HgR
IsaacsfEEEE ~ Mor | KR{ExX - FI|
vanfE(ERE ~ %% |F— - JIR(E
ENINEA 73
ERENL XY A NG| Rk 55 | ~—v | mmE
Toshika Ohkawa, Autoantibodies to Journal of 33(46) 18161- 2013
Yuko Fukata, epilepsy-related LGI1 in|Neuroscience 18174
Miwako Yamasaki, |limbic encephalitis
Maisuke Miyazaki, |neutralize LGII-
Norihiko Yokoi, ADAMZ22 interaction
Hiroshi Takashima, |and reduce synaptic
Masahiko Watanabe, | AMPA receptors.
Osamu Watanabe,
Masaki Fukata
Toshika Ohkawa, Identification and Journal of 34(24) 8151-8163 2014
Shin’Ichiro Characterization of Neuroscience
Satake, Norihiko GABAA Receptor
Yokoi, Autoantibodies in
Yu Miyazaki, Autoimmune
Tomohiko Ohshita, Encephalitis
Gen Sobue,
Hiroshi Takashima,
Osamu Watanabe,
Yuko Fukata,
Masaki Fukata
Kyoko Kanazawa, Persistent frequent Epileptic 16 312-317 2014
Riki Matsumoto, subclinical seizures Disord
Akihiro Shimotake, |and memory
Masako impairment after
Kinoshita, Akiko clinical remission in
Otsuka, Osamu smoldering limbic
Watanabe, Keiko encephalitis
Tanaka, Ryosuke
Takahashi, Akio
Ikeda
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Yoshiko Murata, A case of autoimmune |Epilepsy and |4 91-93 2015

Osamu Watanabe, epilepsy associated Behavior

Go Taniguchi, with anti-leucine-rich  |Case

Daichi Sone, glioma inactjvated Reports

Mao Fujioka, subunit 1 antibodies

Mitsutoshi Okazaki, |manifesting electrical

Eiji Nakagawa, shock-like sensations

Yutaka Watanabe, and transparent

Masako Watanabe sadness

Misawa S, Safety and efficacy of |Lancet 15(11) 1129-1137 |2016

Sato Y, thalidomide in Neurol.

Katayama K, patients with POEMS

Nagashima K, syndrome: a

Aoyagi R, multicentre,

Sekiguchi Y, randomised,

Sobue G, doubleblind,

Koike H, placebocontrolled

Yabe I, trial.

Sasaki H,

Watanabe O,

Takashima H,

Nishizawa M,

Kawachi 1,

Kusunoki S,

Mitsui Y,

Kikuchi S,

Nakashima I,

Ikeda S,

Kohara N,

Kanda T,

Kira J,

Hanaoka H,

Kuwabara S;

Japanese POEMS

Syndrome for

Thalidomide (J-

POST) Trial Study

Group.

TEE (Z Bo®aEMRpiE &3¢ |Brain and 68 (4) 341-350 2016
HIGE Nerve

g (Z VGKC (AR EXE |Brain and 68 (9) 1011-1023 |2016
& Z DRENERE Nerve

BB (E Il VGKC EaEfiE [EEFDH D 255 (5) 505-511 2015

' P IE D RIS AL | A

BODIEHD
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I HFERE D FIfTY) - Bl



> |saacs iEEBEIE, FhEeEE, %?‘é’@ﬁaﬁ%ﬁ?fﬁ%ﬁ%iﬁiﬁ&?%
* BEFURIC & D HRIERICBIT 2 REEEOBREEENER NS T &ICL 3.
s Morvan EE{REEIE, lsaacs FEEBEDFRMEEROES LLBDZ, BEMREE, PIRHREELZEY

.

Isaacs FEMEHRE (S FPRELE D PURE - PO FREEE, I4F I 7 (myokimia), =a—T IF b=
7 (neuromyotonia : WP I 4 b =7 2D LI HBR O FHMAERIE) % F#e T58KE
THY, 19615!50: [ A syndrome of continuous muscle-fibre activity| & LTI U TR
N7z, ZOfEREE, RFESNEORFMEEEICE 250 TH Y. RN, FWBEZIFH R
5. mu{wﬁ‘%&n“ (BNB) D WHERORD LR R MWERM L 2 bh T b, 199044T,
ki ”bﬁfi’hﬁﬂﬁﬁd) BRIP4 5| 3R 2 THROFES LS h, AEESH RS
MREEETHH I EAWO2IIRYY, E5IC2nfk BAUKFED VY LF v 2V (VGKC)
WX B HEHLR (BLVGKCHUE) 252 2 LS MR o 7227, V i
MorvanJE R (MoS) 13, DisaacsiEBERETALNS ﬂim*ﬁiﬁ@xuﬂ@@%%&k@'%ﬁﬁf, i ‘
R CORRICINA, OFEIR. BEOMER, KK BF8S KK - REESLE0
B AEIEER OEEORNIR ML RETE, % EHNEEs E DR
K& BB & 5 B SRR T, 1890410 [myofibrillary chorea| & FERE N7
B % PRV, LSESSHECRR I L 72 76 S0 5 PE O SE U HS & 5812 ¥ VGKC Hidk &
Lo,
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ENVE QEMEIERS L UEOMOREMBRER

H 7 AIZICD10 2 — F T, IsaacsdiEfEfElE, —a2—v0 34 =7, #fE3 =7, ?iﬂi’?ﬁ
I b=—, PREEEBSER E L S, G711 [T A4y 7R EER] 124 iﬂc\ﬂ (HAFED
AL LTI "TAYy s 27 PIELW), —7), MorvanfiEHE &, BIVED X O 51
Za—u8F— L LTG608 [EN/N V] EHEhTnb

EIR E RPHPAR

» |saacs AEMRBEDPIERIE, FEIREFEIFRT S - BBOFREHER E/IIHREE CHD.

» Z IR ORER THIEANNE T 50, BAHITIE, BIETHRET 5.

s ERECLUNBEEOREEEEHOND.

o LB TSR U e BB D 29 5—8F % cramp-fasciculation JEEEE & MLE.

> Morvan SE(&EfIE, EEIMICEHEICE, BREBICA RER & OPRBIREREHEL, S
BEERERE Ll TRABHT D K574 HEREDRBEHS.

IsaacsIEMBERE Dl & 7 BB IZRREE MR O @R BEEIZ X 550 TH Y, U, JKig
WA LNAIHIER, HWE, —a—a3IF 2T L, IAFIT, BRHEREN & & o R E
By e e 35, FREEOMRE, Bl kEsRITIEEHD, IHTMLI LB L
JHEKTFAALNEZEbH D, T O OEBRERILER EN, B, FSTHRL, BRTDH
HELZV., oo ray 7 TEHE LW &%, BEWEIHMVIZBNBD
BWHIRERHCGEAS R & S Tnb, ORI Cid, M7y 7 THRTHIELDH Y,
U &9 \ZBNBOIEE e I EHMIFEET L L bH 5. EEERO AL 63, FH,
LU EOBERE D LIELIZADID., L &S complex regional pain syndrome Fﬁ@f%f(
LWiiid s, REaHAELRETHRETLHLHS. 2OMICHEMROBMEERLTICLS L
Bbhaiiras, REaRozt, SERREZRIGELH 5. M, ﬁﬂiﬁlﬂ%)‘r&:& &7
U P& &b, BRITCHEATREE L 4 ) HEARICER LR A U5, X D IREORRE

LT, R Al SR S LLIBCRY T IS B L 72 cramp-fasciculation B & i 5
Ué DHHDH. BRAEMFMIZIAF I 7THE (myokymic discharges) Df TR e
F’U ENBD (FR1), IsaacshEMERED A 5T, cramp-fasciculation i EE T b Hi VGKC Ptk

SR LA, WHEBERIEN S BRI RV EEZSRATWSY,

“‘73 Morvan fEfEHREIE, IsaacsiE ﬁ?fiﬁﬁo’)ﬁnﬁﬁﬂ@&ﬁiﬂ: KRR D FH % TRIE T B 28
Ry - BRI RYRLEE D BEE, OH, ERREREEE. AR, SHLERTHEES, TEIR
W, REZELREDE /F}f'*‘ﬁl’?‘m"f‘xfllkéﬁ’). Morvan fEBREE, EbDTENARET, &
WDOFED L 1004FE L EZREBE L TWBED, EFAREVTMAENLZT TEEMOBEILIEN
TWwhhpods EEEHRLE L2906 (HED2812ED) OMET, DTOZ LWL
o7 EEIICEIECS < Q7F /2981, 93.1%), FMMEOFRERTH S =2 —1 3
F=TEEBITROLN. BLEoEHOBET l_}i'jb‘l%h‘o &9 % ] AR DEEFH AT
bz, EARERONRER ZAERE, T#HE 2561 /296), 86.2%) &IMUEZEB) % JL\JI']l

ERORGE (1490 /299, 483%) THolz. PR TIXH IO BH TRIENED
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D YDOMDSBEESRER 6. IsaacsEREE Morvan SEERE

RE i T ﬁfﬁrﬁ%{@ FRERIFRR, i
cramp-fasciculation FE{REE | FhRsEE spontaneou

B Ry  tasdiiatione
Isaacs FEIREE “ ,

U discharges
S : BREFET n
Morvan JiE{&EE ,_, HERITIAT FEElIAEC
o L
ZNi=hd
A [NER A S '
* 10 LE#;FET D THRBITHRERBS A BV R ERE T, —HOEBEAEL S & VA BB Eh S & 355
.

R UBEF I L SAFITERESEAGY, IEF T ERDY, HBEI S FITHRDSNS.
* 3 1 motor unit GEBHE{T)

iz, EEEMI1IH (37.9%) TROLN, L MWRETH - 72,

RIB & IR

o 2RI VGKCH AN 2{BD VGKC BB % cross-linking T Z &l kW, F v RIVOWELHRRT

5.
o #ER, MBIREOF v RIVOBEDBDT 5T ETHY T LBROMEIDE L, FiEEREOBR

HEENME 2.

Isaacs SEEREIC BT B PLVGKCHLRIZ £ 5 VGKC DB ED A H = AL FRD L H I2E
AbNTwsd (B, OPLVCGKCHMKIE, Mk HERE L R WEAT ¢ Wiiao sy
v LABREINT Y. ThbbEEMENETH SN HENAEEDT v RVEHOMWET
7w, @BVGKC %fﬁfzgii. VGKC DJRBEM DB EERLH—F v A VEROKE SIIHE L
BIZE RV, DE 0T T F L FHikE LT 2 OF ¥ A VEHOBELEL ) O TIRZ L,
HN B TE 1 D VGKC DR BRI L, #MME LTVCKCOEEZIH T 7. @I N VGKC
DB ORI, 214l VGKCHiE & 210 VGKC & 1 & @ cross-linking (< & Y £ L 5%, —
¥, PLLGI-1HifkRHt Caspr-2 Piff i 2T, {ERIFIERHTH 5.
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8 mNE GEMEERSEOEOMORENHRES

e

EESHIRIC & BB LT VGKC O cross-linking (2 ok ¢, VGKC OMIBEMADER U ABATIEL
'b%ﬁﬂ&?bt&%thOAgﬁbMﬁ*ﬂ%.

fic kY, B, U LBRAIEEND.

stering IEBB 2 BEANE Fo 4 REIDBEEICH S DRBHEEL, R, VOKCHENE
£Y, bR COBFEEENTHS. |

(Z#R20, 21 KW TER)

REMR

s [saacsIERERE Cld, BREEFMNRE L LT, HHENPLUFEBENEETH S.
o FIVGKCEASEFURITR 3B DBETIRHE TN DS, B TE lsaacs FEREDEEICITE S G
» Morvan SE(REEE, FIVCKCESEIEBEAIINS <, MERMEKE ’@E@Hﬁﬂi‘*ﬁt:?@spr—ﬁﬁ

ED, EF b J?AEI“%J:U%M OF - BEBHE L OFIREREERITH LG ki BEE

5.

FrEei, S E K MERECH S Z & ORI ERBRESEHTH Y, RERIC
doublet. triplet. multiplet HEDIFF I 7B fasciculation potential, ==z —1 3% b
=7 & (neuromyotonic discharge) %o 5. MR{ZEMETIIMMECFRICH &K
BERESALGND 2D H B, Th o OMEEBERIT R A 5 U, HIVGKC E & kit
ORI % 5.



D tOMOBENMRER 6. lsaacsiEERE Morvan iEfEst

Ta—-AZA MITHE
i .;i i;’:; iy ¥
100 msec
LA A AR A4
VYO
10 msec
SEFITHE
100 msec
5 msec

?N@(ﬁ%%ﬁbw@r@ﬁ®—%Tﬁ$*ﬂt - jr_/m%uﬁﬁnxufma o
Lith, 24742 PR e e maine L.

0°¢ PAPNDEEE €3]

%%ngﬂﬂﬂ%ﬂﬂﬁﬁ

IFAFITHEE 2 -1 34 P2 TREICHEOUT OIS, IFFITREL L. THE
WCREMICRET 2 BHMALEM TR L I A X I 7285, B—@uRiry—g0BE 6
~150Hz : LIFLIX60HzLLT) T2~10[HJ%#E (doublets, tnplets mutiplets) L. Z®M—
TE230.1~10 80 L}X{E@“é Floma—w 4 b THER, EMICAE U LB RIS

. HEAERZICEE L BRI o TR (150~300Hz) OFRIATD HNHH,
WY 7 T AR S B IR AL OIRIEAINRT 5. SO X918, AL L& ORI
FHIE R ﬁ&o#,f@ﬁﬁiﬁ LET, LELZF—OEATHTOREZBETLHIL
»dHb (B2). F7:, FHEMERIC stimulus-induced repetitive discharges %, FIE DI
BEshsZtdbHD (B3). nerve terminal iMA, [ L < blood-nerve barrier 2455 754

R b B T b & MR I S TV B

& MVGKC (&K HiF \,
PFLVGKC UKL, TsaacsfEfEBE DB~ — 7 — & LTRESN-HOHETHS., A7 —



EVE SEEHRRD LU OMORAMESRER

¥

RESERSSRSneSee:

} -

a b

r &V - i F-SNS:-200uV- +10ms »
1. ! e J5ee |

:i : ) : AL BmA

| ‘ ,42; N‘v"\w;ﬂvﬂ BmA

i« j e f ! 41.5mA |

l»{ fmﬁ f,.g A |
’l R A Wm
gl Y (NS

l b/ e AR

l* ; f‘gﬁ/\/ : A1.5ma

i' Ve AN

LA / : i, .{ \J\/—W\M 41.5mA
¥ "\W ‘ g - “ NS o 3LEmA
| L/\r.\/-. /\'/WM;%:—\:":L | I_,.WJA\P \’j\j 41, :mA
ik porm Sl AT ] 41.5mA
\’J“ i : 7’05:11,0;( I s . /\J"‘WV%A

v M‘;;:‘r s ] o Mwije,ma
o B B

1, fo-skHz

R

a) HTUVRFE (1) BFREORE/RESIRD (FHE) A, BES (b) THIFEORD L&

DERERDD. FEREEEOREETE LTS,

SIRD : stimulus induced repetitive discharge

Zy7WER, DTFTOFETHTDbIE, Y HFRDORETF— b2 VF b= CTuE L
%, VGKCOVU A ¥ FTHBP a7y Fu & ¥ X TIRVT L, —kPifke L C#iRE
THMRUBEHRE G (IE) 2B S8, ZRPikE LTt bgGhifkE L BICmnT %
ZEWXEoTHELLEEY (XL M) ORSHETERT S VGKCED D DT 54
FKEMET LT v RE LTTFFAS Y ERTwd, ERBIZIE VGKCidleucine rich
glioma inactivated protein 1 (LGI-1) % contactin associated protein 2 (Caspr-2) 7 & & &
FEBELTED, ThHIIHd 5 DA il ﬁI‘““’ (B84), 27 vE1RTHIKS
N5HOHAEZEIBL THVCGKCEERRAE LR WD F I+ AL 7 vt
(radioimmunoassay) TR 7 U —=> 72, LGI-1 J?Cabpr—Z DBIRT 2 H A L 7z cell line
EHEBREME (IgG) &RV RIELEN T (cell-based assay) TEIMMRE D ThHILS.

0 LGI-14ufk & 31 Caspr-2 Hidk

PLVGKCEAEYUEDOH T, REN LIPILGI Hifk & HiCaspr2fifkiconTR 22T L0
72210 BILGI-LBUR IR, SRR EREER TAPA L EUBRRERICHEE L, WED
neuropil \IZ BB ERY . PULGI-1PUEETEEE O IgG DA DS, HUR T HNMOPRIR AV E ~
(antidiuretic hormone : ADH) 7ML BUS 4 5 2 &12 & 0 SR ICHURIR R V€ > 55
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D ¥OhOhEMEHRESR 6. IsaacsiEfEEiE Morvan iEEst

1k -DTX

™ Contactin-2

//75?4>x

PlaFY ARy (DTX) ZBUOchEiikE ot st
DETHELEZSNTVE (@), EERRTIEVCKCIEDS
Caspr-2 (¢) LYTT%EE?MZM?%*%& L/Tb\%c_c‘:b\ﬁﬁbb\tu
nTwa ).

FUERERERE (syndrome of inappropriate secretion of antidiuretic hormone : SIADH) # &
5. PiCaspr-2 PRGN LT, BERREOREIZMR, BICMRIBEE S OHE R
V. U R TPO bR 2 & ﬁi,(/) Hobifkz &t L, BoRtkoRRm s md, Bk
ThY, REREOMRIIAELEZEI LTS

=7, PiCaspr-2 Bk IE TR, %*ﬁ]d‘ﬁ’ﬁe@mﬁﬂ,i’%ﬁmﬁ“@@ Hoa—u A b7 RMEE
JEUPEERE, B & OTE IR - PR 2 29 % Morvan JERIE L L T 5. TR
ER <2 i /IS 2 & R MR F:H*f"fxﬁrff?)ﬁﬁ@%;%ﬁ‘&'ﬁ , BB a7 7Tu—FrnEtsh
TV, WML RS TR SWTH D, MEMEF (BBB) % BNB QM4 1T 1,
EREZFERIERVEFEZONTNS.

| A OBERE A B RS ST O EE TS D,
 EREBEERBORES 5, MBI S OREBEORRE T BUE
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MVGKCESHIE
' ffﬁ;Caserfiﬁi
- ‘Morvan JEEEE
- ThbAEE i %u,f

- kL HENBER Rl g TR
e (&S U L . a%@@ﬁ%'
Za—OzA M7
; o &R
. BE /’@%C’)neuropll IR 7@% 1INBYOD neuropil (2380
1gG subtype 1gG1<ngG4 |gG1<ugG4
| BREE LM% | 5%
R R PR L FEN | FesRR
- EERes . Eh Brlc, WORRREANE, Mol RS &
s R L A IS RS E R B,
P (G R T E) o B BRG
S - EEA T 2 BA I TETREMNL
G 30~80%% (RME 60/%) 46~77H% (RRME 60%%)
2 L 65%1')\%’[& ) . \ 85%[)\‘%’&
~84% C~40%
(MEHIEEEE FLAIR (£S5 1588) (PREMRIEEEE FLAIR (S S1538)

~10% ~20%
AChR
MuSK

- GAD65

3%

(329, 10%& & LITfRRD)

Isaacs iEBEHE DHLVGKCH A R PUAEBERIZMH30% TH D, FBBIEED Lvizw, 3
RTEUTOLIIZEZLL. EIRTHEET, EER R CHSR$ 2 ik o 40 S Pk iR,
B, IAFITAHY, HHBERTEHRICEREOIFFITHE —2—o34 b=
7 . fasciculation potential % &8, DL DEK & % % FfERE A 1T TS Isaacs i HE
DT FREEA R, P VGKC B A RPLED B 1% T I id Isaacs EBERE & BT L 5 5%, BT
B> THMD HOHFAAESHEMETH b, HORER B DS NS [saacs FEBERE & BT 5.
=, Isaacs EMERFIBFIBBEGRAE L LCoOMED H 0, MIRIER MO &0 4 % v,
D7z, THhOHOEFEORRET) LEFDH 5.

MorvanJEFEFRIZ DWW T, Isaacs FEMEAE & AR, BEACEISAY IR R o B R L% % 3
WIL, SETH% 7% &0 BERMRRE IR, RIRPCEELR & o i+ 085 35 Gmﬁr
BREL B TE 5.



D YOOGS EHRESR 6. IsaacsiEiEREs Morvan fEEE:

BREFR

s |saacs FEMEBFEHERITIE, F MU LF v XIVBEBEERZF DM CADAETHIENICAET S
B, HEEEICEBEERTOTIE, SEEiasds.

» Morvan fE{EE: CIIREMRM < s A il 5.

o EEMENESHOICEESISEREA TIE, FEREDRE - MEEBOAHTLLEBEETHS.

Isaacs FEMEEBHA R T D S NATBT, 7 ¥ & MLLKREE LD Y Y Xidk
v b LIMBRIER I & 4 0F L TV B A8, 2 OIS & ) BIREROBES A B R. L
LIRS % BISRRASERET 5 2 L 2B Y. 2 OB LEHNRE & L C RIS kP
BB 2 LA b,

& cramp-fasciculation fE{RB¥ & & U Isaacs iEIREF

AW BT, HEAEFICSEERErRTE, £ TIECRMEONaF v AL %
Pl 5 2 & THRBE BB TR 2P TADPASRER 8L B EREZTT ). FUVGKCHE
Fatkc. HCSRIERE L # 2 515 6] C carbamazepine X phenytoin 72 &£ DT AN A KT
R L, SRS EORIERE R LB LA WER b T A1 BRI, A ARIC
FBLOEEEZE & 2T A . USRS & 2P VGKC AW REZH N TH 5> >
FREFHAETE & BEBI T, SRR ED A5 1 4 | & azathioprine D fifF T O BFEAMHESE 5
NTW5a, EZT 7Y P REFE (IVIg) 1220w Tk, &5 o MR H)E S Tn
BT 1B ARER), 3PITEEE, 1HTEEELTHEY.

&) Morvan iE{ZEf
Morvan#iEfEHE 1L, neuromyotonia. FETFERF 2 & ORM M EAEVELEIS A, EE LI
Wbk, XK1HE 7 & O ACHIRREIR 2 £F ) B CTH 5 A% Liguori & 13t VGKCHi ik % fE& ML
LT L 72 76 A (BRSNS V) 28E L72Y —7F, Bequet &I, FHEHE,
I4F 3T, RO, BN E, B XOIEIREE 2035 B TIVIgZ
fiofeb 2h. ROWHHPERBER L2 L LT 57,
i S 4T D T WO 00 3 5T B 4 BRI A, IR 1T BB (plasma
protein fraction : PPF) TFEANT L CEMET B B RO STV Y. HET
L BRI ERIEACE R T H o FEPIER G H Y. FAHATHERE SR, RAMOEE
FENLED 7 £, MIEEEOENZ LB L LA WRIEWE I X % ST ARPA S &
NTWaY, £9, BEO L) DLRVIUEBEELEZ RN, Zh-BRBeE, —EEEE
2 BINT 5. PIVGKCEARIUKIIMEZ ATE L 2V IgG 4N FE25H T2 FATHY, WE
WG R R ST B A R % Tk 5,

i B8 - Pk e
FIEERIIANT, $ES 5 SRR L AREMI TR TH L. BREERLE
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Babsel), HEAEGORAMICX VLT L. HRICL - TEROBEER2 A LD, EHE Tl
BEohWI NS, BHICh M2 T 5.

[saacs HEBEME I B W T, M9, BB~ —H—LEF 2 5N T8 VGKCH & MBI A D 51
HHEN0, Jﬁﬁﬁ@f‘ﬁ“ﬁ EEBITHBREY - —DORZEVHEE NS, £z Morvan fEfE
BEDARRHNE, PILGL1PUK, PiCaspr-2¥ifk & LIZHMETH VY, HiVGKCHE & ikt
O Isaacs FEBERERY 4 H) CHULGI-I UG TH 5. Pifko i L & ik oo BV o S B A3 ¢
Ehn, 2500, Isaacs EMEREOBW AT S {, RO S TIE S, BEAEEE O
PE BE IR EE OB L LT, Isaacs FEMRRE OB IMEDIER B X OEEF A DOIEZED
ELE-TW5
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