201051 A

E2 *Tc-ECD iZ & % Ml SPECT

Easy Z-score Imaging System (2 & ), 11 ~ IS@DI ¥ bO—LT—F ~N—
R &I L7

mAEEAR (RkE, #%),
AT SHEDOMEEMEZD S,

CHEUERED MRIEHETH 5.

TH/NEREE, RBO&EBIIBWTZ
EEOMRIIZEEBFDOLOTIL

LAFITETH o727, RETE - SHH 1 AMKEE, ER»O
B RMENBETE WY, 5A23BI N A704 F/ULRRE
# (methylpredonisolone 1 g X 3 ARM) % #EIT LA, 73 RAREHGTT
%, BETHGERL, HR2 0B ICRUTORAOKEIZIZE
B hE% ) BN ICEREOBEREITo 745, I MRIZER
TR <, Bk ESOMRMERSERKIZES LT
Lz SPECT (™ Tc-ethyl cisteinate dimmer, LAF*"Tc-ECD) T
kiR, BEZEOTREEAN, mAEME, BRo SR
BiamiksmzE Rl (H2). MEERE (WISC-I) 13 1Q 65
EREMETIL oz, AKKI12BE ($20/E) (SHBREL.
ABESA (£8/ME) O, MiFEFDH GR 2 (NR2B) Hifk
£ GluR 32 k% B~7z, B TIZH GUR 2 IgM B & U IgG #F
BT, 2HiRIIRETH 7. METRTRTERUETH .
ﬁm BAENS | EEEBTHHERDERLEDH T2V, £
, FIREEAC A TR 8EE MR % 4817 L7225, JRREEIEZ &
Eﬂli’fﬁdﬁ SN,

o # =

AENEA ¥ 7 VI R ERBICEETE, HHRER DD
BRERMFHEEL, BELZ, BED>SMH EAMERICATOL A
WABEERITV, LERIFLZERF -7/, FEE MRI B L OB
TIZEH ThH - 727, WM SPECT T 8l 8] SHE P o Mt
R L7z, BUHPH GUR UEDIRE T <2 FUEBE, BT~
VARZ A VA DNA D PCRIZEMTH o 7:. UEOFRRAY HEH
% NHALE & 2Hf L7:.

A v INVZUHFRETIRIT WA, %%ﬁiﬂt BHETICIEEHR
ERTHREET2EOLHAMH Y, WEIEDERERILMREALEDHEE
SERE LTEHEEERTWSY, L, 1 7V rHFI2L5:0%
FB R DEBIREED % (, 2009 £ T TONETOREFNIEFL
EF (WTHROLBEFRAN) 4FIOATHo /9, BRELT, 177
N HFTIRDRRR D b B L B RIE (R T 2 HEN R,
NRBITDDFRMRAEPI ML 2 e ENE L ONBH, AL
THTHS. 4FITIXEH, Mk TRERFEERLA, 5, 1§

59

WEENBIEL, FREHRYELLHETHSDEF CTIXAP LR,
ISR (- P R AR IRIE 2 S0 727, T H D DRETHIR -
AR KRR R & DEBAIE SN L S IZKETRIEE LS

EwbhTEY, WFRMRATOER - FHEEOFEA L OREME
AEMSATNE?, ThODOMRWEFTRYNI Y 7V 74N A

LR DBRMA IR LD THENE ) DI, E6ILE
MO CORIPULETHS .

GR BB A+ Fr 2 veBEL, PEMERNOEVEENE
S+ FAEEOPLIEE EE o TV A, GuR 2 IZETEEZ I
BA{%9 5 NMDAE GuR DH¥ 7212y hD—2T, B FH GluR
e2 (NR2B) HifkidBigRis, BMMATHEELL I Lm0
NTWDEY, BAD NHALE (28 TR GluR 2 (NR2B)
fhix, 2PN 50%, EEEH 40%, 18 30%DEFIED 5
N, BEFO 745%H515 ~ M BOBEERANTHo 720, ARBIT
b EIRREOEE CHREBHFAF RO NEY Z &4 6, NHALE (&
INBHSEERMNCERELILAD, BRIEMZET 2 THEIR
BaEnTwns

2008 ££4= Dalmau & |33 NMDA L+ 7' % =& EBEIEA IV

NAMDR ARG 100 BlP, HEECHRFVEZ RO EREL,
IRE A HIEME G EHE DR REEOMS EIRE LY, NEF]

[ER - RBT AMEPECHEEE Y RTEF LR SNTHE
A5, BohLBHEBERIETAETHE. BNES D GIuR 2
(NR2B) ¥fERMIETIE, GR €2 D N RKEZHET 2 P62 60%D
EFTADLNTVWAY, ThoDHMREETIZ, FEFITYRED
b1 EHICEREO MRI 25617 L, IEGHEDREZIT - A E
EiiBoohiehorz. Lo L, NHALE BE% 4 £ 6 7TEHZRD
B4z MRI CHRRZEED TER SN ER S RESNTEY @, &f
LA, ERNLRERREEZT>TVWFETHS.
AAEGITREBMER LA LTV 0, BREASOFORHH
SEOFEIZHS LATERLEEITERY, LaL, kLA
4G EMEREEDT, I THAEBREATAHTA Y70
ZHREICHE) BETHISVHEBICH oLV I REL 2.
A, BHIRED, 4 7 NVZOFRBIE) DFREADFAEL
oM T 2 IZIRARDEFDERNLETSHA ., /2, A7
LI HFIEDS BETHFRET 2 EFDORE, BFEBHELT,
BRI GIuR FUADIRTE, AT 04 FAVAREZEDBRRG Z
BEhzEhLBbhs,
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EEh P (ZRAE L - hkE BIESARE 1*
CHETHILD 6 & BH

HAHEAH '  PBEN  ELEL
nE K R

LR AR R R

P U ER T S N

P RASBMEEERATIAN ERE - BE

EONIERBBEZ 6RKIE. 77332 IVTWRFICHA, B
gL, HIRMEEE 2 HeM% S/, AL CT RETHRER
BIZRB L QIRTHM AR 7, EMIMEOBREIXLR (, Hill
HERL 2ro7:, MOEEXTHRBMLBRELELROY, Sk
FEEMRMYE < bR T H M (perimesencephalic nonaneurysmal
subarachnoid hemorrhage; PNSH) & 3 L7:. MEMEICT, W4
FHRBELC, RE VBBIGBRLL:., ChAETIZRESNL
PNSH/MR 6 BIDH, REMEET 201IGEB D, 5V IGESHE
BORETH > 72, BATIED) & OBGE L IR T 2 EH S D,
ARIZBWT bEBHRIE MG T A REEATRIR S NI,

REUE SiaEEERANEC SBTdm, AR, < ORTH

i, &
L ®»

mhE EEESKMEC M THM (perimesencephalic
nonaneurysmal subarachnoid hemorrhage; PNSH) (X, 1985 4 Van
GijnJ Hizk h, AP REEEIZIRE L i &R THHIRE A2
HHNTRIFLEME L2 A BRINEES . 2O,
EL{NHENRON, RARRTUHMLENEERSL LTV
B, FHRUEFBICAF TS, SNETHHMERLARILS,
oy b EETHAHEES, BOERFETIMEREERTIL
LERICTNTHLESNLY, AERTOREIFEF I LS, &
NETSHIOWMENDHENATHD ™, SEFKA LB+ |2 PNSH
ERELI6REIBEAERLL. WELIZHAGHTIRAEV PNSH D
REBFEELLLTHATHALEL, IMHERLSDETH
CRER

I & i

T O em, B

= B M, B, ERMEE.

REE SBEAL L. MOEEELL.

BEERE fSEEmELL.

MWE 200749 A, YAREET7I a2 wTVRILA

CHB R/, RN TEA) ELABIZ2EMELZ. £0%k, |
REmBELRD, RELZHE%, MEBMICTURCHBRLES ML,
FHERAMB DB EIE LA o 72, ;

KRS HBFRA iR 369 T, L4889 @/, IR 32 E/45,
M/E 107/70 mmHg, MIEMBH L L, Eilk L~V i3 Japan Coma
Scale (JCS) 10, HWEFLIEIXE 4 mm/E 4mm, EARAKTEGZEIXZ
¢, HRRIHGBRETH o 7o BEMEILRD 2 h o 72, WIKIRE
MRIIEGER CEHTTAELEOT, RORGFLRoNL
ot

BERAER ARBORENRTIE, BMIROBE A (17,230/u)
RO, MRS, SREMEE, MK - EEFORETICRE LR
WDidot:, GEECT THEERIZ SRTHMAR SN (F 1a).
3D CT angiography Ti3BiIRE 2 B2 h o7 (F 1b). AR,
WIS THEBRME L7 1TV ATFH O BE)T phenobarbital D
MRS S LM L7, TR EMIRMEMICHE, B2WA L NREIC
ERBEAF ML Lors. BIE 6B OLHEBBIROMIME SR
(1) Tit, BEBIROBEERNMEEBOH72A (F Ic, d), B
FOEFMFIIRSNY, PNSH EBW L. 4, ARBIZET
LE-#EMMRIBRETLEERAONbh o7 (FEHE). MR
angiography I3 8N 2 EOITT & v o 2o, MHIRMEIXSE 10 7/
BRfitE CRHONA, Bl - ABMEEOLHLE L LIZHEL,
BEMARET2RAMLMBEENREORAON Lo,
Phenobarbital DR % #2 Tk, MEFNMBEREZRTIERL, B
19WBIBERE L7, BENS 2EMEB L7200 £9 ARTE, <
bETHMOFREDDHTEEOEREFE X0 TV,

I # %®

BALBOWTIHEMEMEC LT HILO (5% H MiRAYFE S 1%
WIERHETHD, FNIL2BHNPNSHTHAL SN, FEIZI07
AL 0SS AW HENH LY, RAZBVWTMERHEINRON
AHEIXI~20%L ENTHH?, BRMED C GRTFHMIZHL
THLML 2w, FORTLRIMEREE 2L OOREITHT
Mz 4 BITHS. Schievink 51E, D 4 FlEFEMICHRIT L, R
FHEREEITERISERIBR LA IMII20 TR, REIZES
SETHATHEMEEHBLTVWA, MRICBITAPNSHIZ, i
FTIZSHIAHESINTWAS, BRBlEGbERIILRLAE WY
NbESREBCHENGOMEEI 2 o7, BHMERTI LR (,
MEENHRBELBRETIGRRLTV S, KREZBHDIZES
20ARTHotz. Yr v MIESY, ELZEHL. EFIL - 5T
MR TR, TFIZER S TRRBEMRICRVCREBLREDL. K
EFITIE, $6MBIIThbN Nl E &R TREBIR (- 1R 8 D3/
b (H1). DEFER@RAIEDNLH, BMAIRERET 58
BEOREFROBBRII b o7z, F0O%, M, BIREEZED
FERIGEME L, MEEMEEELRSTIGRRLL. FHI2E&02
L, 6P 3IMcmBERBEROAILICLY, RALBITAHE
L THEEL 25, WIFNRLARES &AM BLERERES T,
HEREDATHRBRESR GBRLTWA, SO kb, ARICE
WTHREM & DB & AHERIED PNSH EMOEREEZ
n, BAOHREE OETEHEAOTITOATWS FY 7V H#iE

__60—
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% % NMDAZEEMR %

33(1527)

i NMDA SEKHHEL» b Al:
HOHBEORELBE

HHET

B

B

HERESMEERICBVT, MRETREICHT 2Hitk% 4 U o8 TlkmiRss
Bk LI BT RS2 RTAS, MRERN - MAREICHT 252 £ LA TN
KBREIZ L 2ABREROUENZLL, MG TORBEFNVERIBETH L2 L,
HEOHLERRIRBEES &L CERCEICHET 2L E2 00 TS, LArL,
WREEIIRIZTHAOERICITBHOBTHE L, SoICEPEL 25 MAOREN

PDETHS.

i U I

FFEDOTF—<ThHhIHEEZEIIT N
methyl-D-aspartate (NMDA) &4 Hik
RO DB RMAIE, MARTRHBEIND LI,
FioEELic, REMOMBERERET,
X ¥ ST RBAER, SEASBRER, B
£, w, PREERR L EOERNPEL,
FOBLEBICHHEZ AL, EEHHLR
PEREE I RS L TR AR 2 0 R R D
—®THA. 2007 £, Dalmau Hi¥, NMDA
S50 NR1 BXU NR2 7 2=v b &
kR EREMREARE S LTEZM
EBEERSEE, MBEEmEmICERBLL
NMDA ZBEIZHKEETINBENHFET S

* SRERAE HEHMRLRE (REARE)
et

x—— K. BOHME, MRRELR MRATUR
RBET NV

LaBLMILY. E512, NMDA 2%

CRHRDSEBEEED 100 FliZDWT, RO

RESEHEZAETAZ L EZHLA2IZL, anti-
NMDA-receptor encephalitis & FFFR L 722,
ZogEHcik, AP TEERRICIFR TSR
HIEANRZMER SR (AJFNHE) & 2B Sh
TuBdEIh, ChonfTHAREEL
PSR, WMEIXR CERD
RBRLEEZONBIZEST:.

NMDA Z&fkix, Y V¥ I VBZEE
(GluR) ™S5 b4 *+ ¥F v VA GluR I2&
L, FRAERANOREN Y F T RARED
RO ZEISFTHS. 7)Y VICH
£%5 GluRE¢l (NR1) #+72=v bE &R
ELT, V¥ I VEBRIZKET S GluRel~4
(NR2A~2D) » %\ it GluRyl~2 (NR3A
~3B) ¥72=v L DHEAEDET
LA LTAEBFBERRL, NEBH MR
HEICEH L, 420MBBEE &P % #& TH
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©34(1528) 4B %

BHES - 64% - 75

1 NMDAE 7 )L 4 I D BRRGOMEE Ot X v5IH)

A H7a3zy bOEE

C #72=y bOKENE~>

B #7azy MOEEICEBF v RILIEE

NR1  Hetero—tetramer complex

Qi
JUIE

FAERIC CRMAE R B L) LBl EL A
TARAF Y FANTHY, VFTREE
RLWBEHICH DS (F1). NMDA &
HAEEL SN B EMRAIIZ Ca* 14D
WANER IR, WEMREEHEETLHII L
THEBL EOFEFEIFELRT L R ABY.

Dalmau % (2 ¥%4#J, anti-NMDA-receptor
encephalitis BE D IMF - i< NR1 B &
" NR2 O% 7=y PR T A 72730
HHEICHEET AL LTRELAS, €
D%, HiEEAEHME LT NR1 7 2=y
FEREETHH LABRTNS,

—7, DHiZ 6 A TIIEE 52 GluRe2
NERWDONRTF FE 72 ELISA & T, &
HiratECRERSNIBRRREDOYIHDS

WzftoTwaY. R—EFORELHWT
To7: Dalmau 5 L ®\ES, MEOT v
4 OREETIZ, Dalmau &® HEK #ifa% H
V72 NR1/NR2 #£Z AR TOBERS 90.9%
THholDZxtL, NR2ZNKFLE b —7F
% w7z ELISA R TlX 692% Tho72. =
DEIZDOVWTEMRS X, Dalmau DR TIX
NR1 BX U NR2 D ¥ b—=FIZRET 5
BEHRRETH-OTRENRELTWSY,
L2 L2eas, Wbl 82 Bigxs
b ouhalilpea L, MR IAEEE R
LETRIRSNAGHREZRRT 24k E#E
RETH0IIMELHEZ 2L, 5HBZOD
BRERZEIZODVWT, SLICHREUNDEE
Blamz - 2@ AL ELBRbh 3.

- 339 -



(2009,7)

bLhAIZEED, GluRtl (NR1) BT
GluRe2 (NR2) ™ cDNA #EH~NZ & -1
BB &€ Damau b ERKOFEHR %
bR, oA L:E Uik 6 #1% A
W, Ptk - BHECOWTIREROBR
B 7, FUBGE B TREMERL
et 1T\, WD NRI » 5\ ik NR2 N
KB & U NR2 CRIRICHT 2405 E
Ny - EDRBEEIToL 25, FA—KE
THRBDON S — U HRETHIER DL, &
EREONBRIEBOTE F—T7IIRET S
WAEWRBEL:R) 2u—FiifEThHas L
Zibh29,

BECMADHRER

BEZATYH, HCOEBIIKIEL ) 28
HRTHRZEELTWA. ThbDHEHR
iz, HURE OHEAHIE IgM HiETH
2HENE V. RERBICKIRPBETOR
CRICHIRDBERERNT, REEEHL
B7ANVE—DRETHEELTVWA, ZThb
D ERGEZ, BEPIHPEE S -ME -
MBERY B R EDNIRAF—Y ¥ TH%
#E, FRRERORHIERLE- TV,
—%, T HOMBBREEE TR S HORE
i REZOT) CHEOHEREESE [T
EHB=ZF VD] BERL, RO
EhAE IgG HAEXELS L, BCOMA
BEBETHARERZA L THCRBEERER
ETAEANHA. COREELTIE, %o
POTEMLSELZ ShTws, @ BEEidM
BRKBAPIIZ X DR Y RSO S
PP RARARLRR AT, I AR BR P D e %o R AL
PAREIZE o TRERICAFRR RS2 &
e, @ T4 NVAREWE ENECRB
HBMRRIZEEL, TRhETHILI Y ADRK
BBICH o 7o~V 3— THIBATEEBRE DIRE
RS, @ MAEWREKIILY FTFHRA
BB L A2REROHH, @ BEdD\

¥ %, NMDAZEMHRA

35 (1529)

EEENEEICE 2 RY) Zyo—F vz BHl
EMiL, © BELZEICIDHAL bAAL vA8
BEICEESH, ThEFTTRAVF-REIC
bolHOCRIGKY ¥ B ERILIh S,
® #l#E%ETHERS BHMROHBST FOLAE
R, 2EHECRBERBOREER L 25,

BE DR ICDARIST HHEHE LI2G
A3, BRERENECRERR Bz, 7
EFNY) YEREEINTIEHCHBICES
BEEGENE) BELSE. —F, £k
7<% =72 (SLE) ZEoeakBECRE
KBTI, EL2FRBoMBRZICRIET %
PR L5 5HAME .

LA L%ds, SE2FETHLIOET
RS T AR Eh TS, Thic
FHBEEVHLHE I PICOVTIIEERH
WAL ETH S, 12, HkomligEe LT
MEZTHIL (0F ) EERNICHFET S ERA
BIETIIRL, Yo BOSSESES
Wi B REEEH 2 &2 BT EOLAEE
rETEBRMNMDbS) L2y, XRTFFO—

WEERLTHARETA2HE2LE, £ho

DHETHRE SN HBDOEFATORERIC
DVTRHELHNFLETHS. &%, |
LB OBRMAI TR Cokrmish, B8
MR L OREYD Y, FHRREICEYE
REBERL, »ofike HWRBET NV -
REBEFVIMER S LN, TORWERI
WA (VAR FAY (VR

BRI REETHIHED
RECKERE (®1)

i NMDA ZZE4HER K TIZ, HOHE
A RRMRERTICEH TS5 NMDA &4
BELT, MREEELELZLEEION
TW3?, FREICBITH2HEERDFHRIZE
FThorLENDA, o EHCREEMEER
BiZBwThH, MREAMIFETSLIF Y RN
SBEELR LOREICT 25k E LB T

- 340 -



36(15300 %4 %

81 HRAMES £ CRRRERR & SRER

BHES -64% - 75

MBERAE E - 3HRBER METORBET N
Hu i b 3N £ YT -
BN/ REEME,
E3led) d et u bl
Yo BRENETHE -
Ri SEEES T/ oA~-X2 - 347 -
A—X AR, ERMENREEIEE
Ma=-2 FEWIL IR AR -
CV2/CRMP-5 BRI/ DREEE, MR -
amphiphysin AT 4y 7T R
MBI MEHIN EEIBHEER HETORETF I
AChR EEBRNE +
GiuR (NMDA 2%f) 34 +
VGKC Za-RA3F =7, +
it Se3nt E AR
VGCC Lambert—Eaton $54% HiE4REE, +
BRI
AQP4 neuromyelitis optica -

B BRO [SAOME] 8

(%, —RICMEERERLRERE LM T

BZEBICRFRRIBERT I ENEL, HE

DHEERADVTFHRICMET L LELZ LR T
5, TOREWERIL, KT FLaY L2
B (AChR) Hitk%d B+ 2 BEHEHIE,
NBUEEREAINV Y PAF v 2L (VGCC)
Hith% A3 2 Lambert-Eaton SHENERE
(LEMS), ABUNEEREIIUYLAF RN
(VGKC) Hith# LB =2—-03It b7
nENHL,

—Fh, TRHIIHELTHRY EFohso
MWHRHND Y YR BReIIRIBT A%
EL2—HTHY, HREAETHHL DN
Zv. REMAL LT, SEEHORERR
(PNS) OHEBNERTH S, @ MMk
AZEL, BEBEEDHARE = 2 — o/ F—
PUFRRBEESUCHEFHARALETIH
Hu SiERE, @ BARIAZMEY, B
SENEEMELE BT I Yo AR R,

@ AFAEEY, TV IU—-RR -34S
U—-X2%8L, MRGGLETLEE &
BHb.

1. MRERCRGT 3%

MR REICHEY S DB E, Kihoh
HBPEELLTEGFILDELEILNS,
ZOBE, RO MRBICEELTE
B FEMRMNCERBTAHENE IR
b, FrANBELHAWICHELRY, 2
B VBB TERIIRBLTED
RHEGICHEERIZL, MRBETRET
HREDTHENELONS, DI %H
e RETIRRTIX, RPCHEEZREL
HAEAHRELZTI 2L T, BFERER
WET Do TWEENESRD .

ER, ARGESBEFVTORBIZLS
FBIZE Ty 20EW, SvFr5 78
& BHAEOHMBRENE/IZRIZTHED
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% %A NMDAZREMHERK

37(1531)

2 SMERERTHESN ATV 23 BBERE (GUR) Wk
(i X ) &SR

pRER

# GIuR fi&

Rasmussen &4 GluR3, NR2B

BRETADA
FEANNRZMBAIETRTE R NR2B
HEBERE

e L TN 3 nd GluR?2
R M/TIA NR2A, NR2B
SLE NR2A, NR2B

GIuR3, GluR1, NR2B

NR2A, NR2B, GluR5, mGiuR1

TA: —B%ERRREE, SLE: £8%BzVFI —FA

AT, PEOBY~NOHEIZLIRBETNV
DM EAREI LTV REEND 2.

e DEREFNVOFMIZOVTIIERD
BETUET LY, ChbOHETHEDE
BEMRENIRED SN TWEREILE, O
¥ AChR Hik2 AT A2EEHENE, © i
VGCC itk &+ 2 LEMS, ® #1 VGKC
it ATA=2a—a3IF b=THED &L
H5hTWA™, i VGCC HutkiamiEmsH
AT AL, P/QRE VGCC 2 BE
/N TV E v AR, BUMIRICOEEEL,
MNEEREELA25EMHS. £B, LEMS
BEOH VGCC itk 8L MmiF IgG 2 X
b, BEILFIMRO Ca BEIET
TAHIEARENTVS,

VGKC &, PHREMER TIIfEMRe Y
J7OMBERICRBETLAIF ALY YN
BT, a'pH72=y b2okd i k4%
BEL, KA Fr2VaEETE. #
VGKC HitkORMBIZRIZTHERICOVWTI,
Ny F 75 TEEBVIHRErS, Bk
FETTHEMAO K BEARMT L,
MRam LT VGKC LikpEgdaI LI
LoTFxd N N2 BMNEMEL VGKC
FEMET T3, 2LrOo#RMBRESLTY
5]0).

ZoEMIch, UTIRAETSL X ICHE

RHICHETARRICRKDT 280G EA
FTARNREBEBEEN TS,

AR BT B A HEERORE
RO ERTH-TWELELONDE
BO&MAE LT, MAERBEEIC LY fEE
Ry ET 5, HABERFOMERE T
7Y v EAVWTERNICRBEERTE?,
POREY v AR TEMERETHZ LI
FoTHRBEFNVIMEBSNLI LPETH

A, BTogsaTiRvwThd ERo&S

PR LTwAEWwWI LY, HAORRICE
IAERIIOVTIRSHREBRTORRANKD
HEP, EBRAGOFM L XBRHILEE
EZ26h2L5DTH5.

@ GuR N T AHECHBFRSTEER
KB THEENTWA (¥ 2)Y. Rasmussen
R4 Tid, ¥ GluR3 ICx¥ ahitk L R
LOMENEZ bh A, FROBKREL
BYAEATCLTLOBRH SRV E, —
FC, SEETLHEMBBLLIHEHT
APABEIZH, Bl GluR3 His® GluRe2
(NR2A) T35 RWEERIZ L
# &, Rasmussen BEICHT2H GluR i
BOFENOREIRBOHLLZATHS.
LA LZasds, 7% X% NR2B % GIuR3 ©
RIF FCRETHIILIZE-TEREFR
TEHIL, MMERERECIVBBENETA
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PATRET HHARREINTVWE I RS,
TADPAREIZZR NG OBRENRES L Tw
AU REMN N H B2,

® BmERODEEEIIBNTS NR2A/
NR2B OR7F Fizxt+ s iR s h
Fithifi L EEEIWES 2 L OHEIHD.
TR BT S d o7z L2 6K
BILDNSA 72— =L LTEREORE L
o, EHREHRLLOBRT— I HPLE
LEZLNRTWVAEY,

® SLE T®, NRZA/NRZB DR TF FiZ
T HMERIMEhA, SLE KBITHH
REDRBEE, HEOEELEEL TR
 BHAEOLEC LY ML R &0
WEEZHET2EELONBP, CNS V—
TATOMBEEIZOWTIZ 2 A8 DNA
(dsDNA) 233 2 Hi4E4t GluRe2 (NR2A
+NR2B) LREREHEZAETIZEnb,
Z OHAEIZ X ) RO NMDA &840
BENEL, BEMROT R b=V AHHE
ENBLORENLENTVAEY, $/, =

% R % NR2A/NR2B 236 BIcHET H2RT

FFTRET LY, BAMOH dsDNA #
th L UL NMDA ZBEGhG2ELT 5.
C ORI RERPI BT RELYTHIET,
BWICITRRENR ORI,

@ Hodgkin R CEAM/MNEEMETZ AL,
RBMMHE GluRl 12H3 2 BOHkABE
Sh7:flomnE Igé £~ ADRAICES
L, —@%o/NMNRERIR LN & D@D
7:: é h'(‘l‘ 6 16)17)‘

cancer associated retinopathy (CAR)
TR, BROBRAZEHIIHTHH re-
coverin LM S h28HDH Y, Kbk
ORAFE S X ) BB T R —
A BRTE LT 20 EROBRBEIH
HixhTwa®?,

—AT, MRRECFETIHRRIITTS
BEOCH#¥HHoThH, HikoLTRLTLD

BFEE 645 75

MEETFNVIMERSI WY, TOMDOEEHL
BELEZON2EE80H5. BT, 2RMUE
CEL—BEELTELONSLHIIIEST
WART 27 HY) v 4 B ERARE
#% (EHE_EZZTix neuromyelitis optica :
NMO Lmff) Tid, 7A bu¥ A bORZE
ETHREECRATL T2 7R V4124
TZ2ARCHBEIEEA SN S, ARBMREXE
WHEETALEZOLNDY, EOATOD
RBREFVOMERIIEELEZLATWS
(Lassmann H : ECTRIMS, 2008).

2. MRAREICHTIACHREEETI#
MR OMBEN - BPICTEET 285K
M A Hu, Yo, Ri Hith# LT,
Nz etBEMFERETOTY) Y E8YIC
BALTOZBRE, RS 2K TORE
Bk, »5VIZHBERICHT 3Pk E
BAalhsIFSTLrFETRIT SN, B
EOATOWRBETFTNVOEBIFEII L T
W Fh Thb0HERPETARTIE
I HE3TH A = DAL Rt THRBER DK
EXEORZVWI LBV, —FT, £ D
PNS Tk, #OMi iR EMEAES X O
EFAICAREEETHR (CTL) o< —
h—TdH5 CD8 Bt CD11b Btk THIfEA
BALTEBY, BEPICHRMEEEADL L
¥, CTL T2 BB EO TS E L
LhTwa., £B, #5060 PNS BEOHE
BBIURBAEAKICREL T3 THR
ZEEOUNNTZHBITL, WThod@T
b, REODHRZRBL TERLALLELS
NE—EOREREF—7HELRE--TH
BERHBLTWS, 851CR412, LHu#
ERREEEL L U Yo HiEBEREMNELER
FBOFEMBESIK (MHC) 25X 14
FEETAIEZRWIEL, BHEELD S 3
R7FFEZRAWT, BEOXNMmMFP D CD§
Mt THIRRAEC CTL BisRBoohas o
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r, RBEEMEMMICHN LT CTL BT #ED
AIEREERELTEL®, 02L&

D, # Yo/Hu HiABREFOFRBIZ, EEH
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ALTRFESEZHFLL, BHEShi CD8
BBt T AR As RIS BT L TLBRR %
BT8R HEL, — 5T CD4 B
HTHROERLZAL TBMRLIAHS N,
k2 ELET HAUEENEIOND.
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RO 24% BEICAOND L 3N5H Ma-2
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iz, REEKZEL, # Hu fifkas
BT, %12 LEMS OFEICATSH N, ]
VGCC b BHETh - -BBHITIZ, /h
MR AT AN KT B ILERE L RERET
B4 ICHRIEERA B L, MERIIZEED
MHRBERGIZIZEBL. ZORE, HEE
RIZHE L% off5idH VGCC HifsH»
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Key Words : voltage-gated potassium channel (VGKC), Isaacs’ syndrome, paraneo-
plastic syndrome, immune-mediated potassium channelopathy

12USHIC

PBMEFEKHF v 2V (voltage-gated po-
tassium channel : VGKC) Hifkid, IsaacsfE %
BORBI—H—ThoLLbII, TORBHF
WMV Y2 T RHCHRBTHS. A, ERk
WHEATT B IS M0 F M (non-herpet-
ic limbic encephalitis : NHLE) ®O—#iZ, D
IVGKCH AL MET 2 —HAFETHI LN
B 6212 % 5 72 HLVGKCHABMIEIEAL <R
YD ABE K B B\ 2 VGKC Hi ik B 0% %
B % (VGKC-LE) :®idh, BRETR—2D
clinical entity X # 2 ST\ 5.

I. iVGKC{E & IsaacsERE

IsaacsfEREEIZ, HEE L AHMIEMHITVHhA,
BB HOMBRBIE, EBROIFFITRY,
FHAEORBEALELETHIRETHD. BR
EEPEHIER, IAFITHEL=2-03IF}
STHRECHEISTLNE. ThoEREER.
LHEKBRBRE IOy 7 THEES, NEGES
Bo7Toy 7 THERTHIEDLDL, TORFIREK
WHEREKELELONTVRDY.

19904 X, Isaacs ERBBEIgGN Y A~
OSHRFIZLY, HEHBEARTTLFLTY

YOBMBAIMAKLTWSI LY, BERRT
DIVGKCHBDOHFEEHEES L. 0,
VGKC D ERM 7 2 v # —TH 5 a-dendrotoxin
(«DTX) % H\:7:radicimmunoassay (RIA) i
T, MBOFEMIFER SN/,

PLVGKCHUEIZ X 2 KM #E D VGKC 0 B8k
BED AN =X LIZDWTI, patch-clampiEZ
AR THL ko7, FOEHIIL, T
D=FThHHY. O HVGKCHFIL, MEERF
ETT, #EMEROKBHRLINTS (Frin
OB T2 \). @ HVGKCHAEIZ, VGKC O
BEVORERLE—DF v ANBROKS 542
LELERIZS 2, 2 7Oy X Tk
LTHADF v+ ANVEOORMEL L) OTIE:E
{, VGKCO#EHEr#H L. #£ML L TVGKC
BELNHT 2. @ ZOVGKCORBORANZ,
“lOVGKCHthE _BOF ¥ AN EB LD
cross-linking 2 X WAL 3.

II. JiVGKC #1680 R84 5
RAZTORN

Liguori 513, IsaacsfE R O K Wi DR
iz, EHcEENEEE ERCEREE
K, BIUKRRYH  GREEREEL EODR

* Anti-VGKC Antibodies Associated Limbic Encephalitis.

*ERBREXEFEESZSREOFRHAEAH - ZERE  Osamu WATANABE : Department of Neurology and Geriatric, Kagoshima

University Graduate School of Medical and Dental Sciences

WVGKCGHBEARARMA 23
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Table 1 Clinical symptoms of immune-mediated K+ channelopathies

Diseases

Peripheral nervous system

Autonomic nervous
system

Central nervous system

Acquired neuromyotonia
(Isaacs’ syndrome)

Morvan's syndrome

VGKC-LE

muscle cramp
fasciculaton
stiffness

myotonia
pseudomyotonia
muscle hypertrophy
muscle cramp
fasciculation
myotonia
pseudomyotonia

rare

excessive sweating

excessive sweating
hypersalivation
arrythmia
constipation
urinary disorders
serum Na* low
hypothermia

none

hallucination
insomnia
dysthymia
behavior change

amnesia
disorientation

convulsion/epilepsy

Frml s T 5P REMREREES % MorvanfE
BEEICRBHATHHVGKCHABME EHMEL
70, MM & DA VGKCIREDOEA & BIK
FERO—BHRLZEEVZOLNL. Tabb, #l
VGKC i, BiRARZAOREBURFICOLHEE
THILENMDTHAS KA. Isaacs fiEEEE,
Morvan S & # 35 & ' VGKC-LE O EiRREERIZD
Wi, TableliZF Lo,

Z DIEF) % M, neuromyotonia 7z LRI D
FEREFEDZV, PIRHEONFEFRDERDAE
BEafE~n~2aiAiEsL (NHLE) fITO
MVGKCH RO E MKV 72, Buckley
5% ik, BEEMHENE (MG) D4TRBHHIT,
BREMHRESDBRBICHVGKCHEAED LR L
—H L TNHLEXREL, 6RIDMBPERHRT,
RoOUEH, HVGKCHEORA L LHIZED
s, F-LSMmERTVhA, EREEEE
2L, HHMRITHAMAEAMIREES
HEDHONLREAUMT, W2EORET,
VGKCHEAHRICIHBL, BRREROBELY
L #4& L 72, Pozo-Rosich 5* X, NHLE 154
144 (26%) THVGKCHEREMETHh,
VGKCHitk D & #Ei3, idiopathic (HTC H#&H)
2 BEEMIOREICIIBELZVERE L

Cho%BEE AT, Vincent 5" 12, 1080

24  WEEE# Vol.26 No.1 (2009)

VGKCHifkBtE NHLE O BRI 4803, © 4
HArommoBEIcEH, @ 2fITRERHL
DERIETTAIIY Y- VEEEE, X T
ANAERD, @ BE (80%) IEF M) TAM
ErAHTAEHMEL L L, MorvanfEfg

CBERLRD, AHMEORHMERETRTHIIVAL

ARRTBRBZEbINIIRALIED N L o
7o ¥, FPHRIHBMRFT A7Fu4F, M
KXW, BLURE 0T Y KERE (Vg
CRIST A LE L.

—F, 1ZIZFEEHIC, MayoZ V= v 7 D Len-
non 5 ¥, 7THIDHVGKCHH KL NHLE 76)
FIFTEF MY AMELRY,  72neuro-
myotonia It & TRYE, 6FITHEERDNLE &
EBH RGP BALHE L. MEOfESEL
T, © HE~EHROBHIIFRTZ, @ BHEE
WEF ) AMEEEHT S, @ HBMRIZ
ik, TRELRRMUONMEEAMEPLLETS
ZENBIFLR A,

I HFRICH 3R VGRCHHE
BTN e B ¢

NHLE DH R T, FR17T~204F 12 %5
MENEN SN AERMENIEFI OV,
JIVGKCHithk%# L RORIAE TR L 72 184
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BIT400pM Z B L HMBMEEZE L. BKEE
SUEATIE, 400pM L LA definite positive &
EFzLNTwAIEEY, BEFRSLZVWHDOD
AFICBVTIE, X EFNHLED 18#ENVG
KC-LE ¢ H#FE&h 5. ‘

RIEERIT, UBRIORFOHET T
554 Thol. BrlizLPicd . RBE
PHOARITOMMOFYIING » RLERKRD
FRAERB LT 2fd, ZRPICERER
2L, TAPAREEEREREAILHTRD
Hhi:. BE01oLEhBESF MY T AMER
1841 135, —OEFTERM L HEARYES
PHHEERHOBRE LRASBRO LN,

B MRLZ, 18# 1260C, WRRHkE~iE
B, SUETHIZFLAIRS L UT2HRAE R TRE
Ba@HOM. 2B THBEIORKITICAPDS
THEMRIEESFD o nldh o/ 28IT10
» Btk RSEHICER BAXZHoOoNA K
F M) LMEEBLALHAT, Tk AER
BICREIR2L, BTLAMEREEIC»2DL
¥, ROFEPRB@HIfTLATWEILED,
FPUFZ AR T Ly Y VRIEBETHo 720, B
PRI IZ SIADH & M S iz, MVGKCHLHFIL,
mAFAsH,, IVIg, A704 FREELS EICRBLT,
FEROKEL L HIETERD.

bHEOVGKC-LENBRERE T L D2
E, LTo%s»rBoohs. O 30850580
BRATREL, @ BEafudBdokit e
%, @ hEEREEEET, © BURRIR
E#HOLBIERRNLZBERMRRNEET S,
® MRIi:, FLAIR®T2HMAEET, W/ #
OMBEEAMERLOLTIRESKBOLN S,
® SIADHARE L2 6hABEF b)Y AME
EEUHTE ® HICATOAL FANARERT
LRV O #RREICRE L PRARETH .
B, VGKC-LEi, HTREMELREARBEEDH
T, LREOEBEROBULKRETHLLRA
bhTwa,

1. B

VGKC-LEiX, Eattn&B% X 5RET
RREELTAPARENIRICLOHE, &5
HhTHLENHSD. VGKC-LEIL, BEEHT
HHMHENEEHLIOT, BETL2EHEFE IOV

TOREVLETHAH. bHETIEHVGKCH
BREREOHEROERNT, EMEELEHT
5. WiMRadE, BEARIE F /- IxRBERBRRE, A
TR, ILME EMEEL LOSMHHORENS
5. HIVGKCH MM E Ti1d, MWEH» & K36
BRIV BCTIC I 2EBHEREOFEL T
AULENDY, SHLILKHOBEEYYESTFT
4=, BHOBESRPSAREAEFAMEIATY
-

B MRITi3, VGKC-LE ® i &6 T3, £l
FAEANEICT2HESF DO N, &8,
BEEOBEEZT-TH, REXBDLVEMND
FIET S, BEHATRIE, MNE LRI HIRMET
EFOBMBBAOLANBOOLND I LN HD.
BASMRI LA RIVEE ThoTh, VGKC-
LEZBRATIRBICRZLEWVWY. 34537,
RiTB%, ERICHETZARRER K+
Uy AmdiE EERRENH DL EIZIEZ VG
KC-LE % §&5.

MVGKCHitkD I EIX, BEH, VGKCOER
MYF FTCHEF O rF LY (aDTX) %
HHETETINNVL, BHIgG-VGKC-*1aDTX
OREHhERE F gGILATER - EMHLL. £

C OWEHERE AT Y NS (REILRE). oDTX

OBEMNEHES S, VGKCH I b, Kvl.l, Kvl2
BLUKvISIIHTAHIgGRTARBTETH
3. '

2. Am

VGKC-LE &8 O /A L BRI 2 w2,
Mm#Z#} (PE), Rk 07 » KERE (IVIg),
AF04 FBIUREMHAIEHE ER T
AW FoM, THEFATIY, U FFHL,
NUFRVTTOREBRALBAEERTVWSY. h
LOEBIZLY, HIVGKCHED M & ESH L
THRERS U ETZI L L), HAFEENIC
REERICHES LTVwALEILNRTWS. T,
RRERDOYE HEDNCEEL EOBRERE
WATR, EEFROZBLEDONLS,

EHER TR VGKCHADHE A L ER O E
BOLNLBEFROLHLET I, TAPAER,
B+ MUY AMEDBE, FERL ERENLE
PHEX LALLM NRD Y, TLREBCOEY
KB EARAMEREEL CRERE~D S AT

MVGKCHAREIRARE 26
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Fig.1 Clinical courses of a 62 y.o. female patient (IgG anti-VGKC Abs 1,450pM). Chest contrast CT revealed an in-
vasive thymoma. Cranial MRI showed bilateral hippocampal signal changes. Three standard courses of intravenous
immunoglobulin (IVIg ; 2g/kg divided into five daily doses) were given and was started on high dose oral predoniso-
lone (PSL) without oncotherapy (surgery, radiation and chemotherapy against invasive thymoma). And then she un-
derwent 3 days of plasma exchange (PE). Because there was no evident improvement after 4 months, adequate dose
cyclosporine A (CyA) was started. Clinical data were kindly provided from Dr. Yoko Takiyama, Kitasato University

hosipital and modified by the author.

B CLDICHEBRICERT 2LENH B, il
Shadbmiz, S8R, A704 F2OV AHRE,
PE, IVIgOWihd, FizidfliaebheTHT
T5.

BRI DERIZ, BR - BRPILFETLIL
A6, prednisolone B {% % 4L LMK
Dz MITT A", FLVGKCIAEZFD b DIzatd
HEMILEEDOLBNTHEH, TADA, K
EH, #BFA%, PELZESCHTIHERELEE
ThHa.

3. Ti& (ACR&EMY»? HEBMEL?)

VGKC-LE (&, JEN VAR BIFRIE KD H T,

26 Fh#ETEM Vol. 26 No.1 (2009)

HO®EEICH, BEHEEICL/MEIhTEY,
WERZEZS9) AT, BEFELTVS, BidD
HAE T OHVGKC HLARH 18 FlIZ D\ T,
BOfE L EEEEEO BT T, MM
DEFERET L7z, Z@F, EHOFEEIHSH
X% o703 18FIF 9B TH o7z, BEDAR
i, WIRE7H (5 bREURRESF), BH
YoNJE, BN (BEREIARE) £16ITHo7 F
¥, &4 T554%. HCHREN6.8%,
BREREHS40RTEN DO ON LD o7, Bl
BWFhOREH4: 5ThHho7. BEIOAKE
TOHHMLBCRERN267 » H, BEHEER2.40
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PNS =
hyperexcitability (==

CNS, especially
Limbic system

Anti-VGKC Abs positive

Fig.2 This figure summarizes the relationship of immune-mediated potassium channelopathies in the central, au-
tonomic and peripheral nervous systems, where anti-VGKC antibodies are clearly correlated with nerve hyperexcit-
ability. The concept of immune-mediated potassium channelopathies in the neurological field is now expanding. CNS
: central nervous system, ANS : autonomic nervous system, and PNS : peripheral nervous system. CFS : cramp-fas-

ciculation syndrome.

ARTWTFRLHEEAEOBERERL TV 1%
FER, FREERICOVWTHMHEMTHLI 2EE
Ao ol KF b)Y aMmfE (SIADH) @
BB, BEWATR, BEHAMMRIICDWTHMEERMIC
B ohnERAD SN Ld o7 HVGKCH
fli>FHMEIE, BCOhER 1245.1pM, HEEH
908.7pM Tdh o 7:. BR - BRI 2PIFEE L
A, WTh O REMKEREL &L Twe BE
RIEFHTI, REERICERLYPIIRIGE R L722S
BRERH TIX, REREDATIEROYE LT
BOBVEROONT, HREHIERICE LR
Bichos. MOEALOBEBT, BEICHTSE
BAITbh e WIEX, REREZBNICIT-T
LERIZELET S (Fig. 1).

DL HIZVGKC-LEX, BEHEMTEZL, B
CREEDOGE IR, HBENTFHENE V. Hik
LR EEMRESFOSHEE, BUEEICHT

BEENTFRERET 5.
IV. RAMEK+F v 3ONF—OEHF

iTWhALHMERBRAZTEET 2
cramp-fasciculation fE & # T b, HVGKCHufk
PERBILEDO LN, HETIE, IsaacsiEfEE L E
BRIV EEZLNTVWAE Y, HIVGKC
R ET 2K B3, T @ cramp-fascicula-
tion FEMEREAD &, IsaacsAEFEEE, Morvan JERERE,
2 LTVGKC-LE £ T, L#inAXRZ M5 ARR
T (Fig. 2). £7:, BEMRAFEETA»AY R
REM ERITEIE % O —& 2 b I VGKC HifkD
BIEATRIREN TV 5,

i, MayoZ V= v Z7Hh 5, BBRIEVHEHRED
Hol:. 15HDBRENDECHEER S ) -2V
L& T 5%, #HERKZ i 2° Creutzfeldt-Jakob
#% (CJD) T o 72156 TVGKCH A Bk T

HUVGKC ik 85043 fid 72 27
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V. &8
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Ee P ERE T3, $-BRICEF M) Y40
f£ (SIADH) 2 8HT2LVIRBEATS.
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RN, BEEHOHE, EROBERLHE -
BRYEDOND, BCRENRLZZONDVG
KC-LET, ®REHERICEREOHEIL, ©HT
BEORENLETHS.

B, BEZEAOEKERORM LA
VGKCHGAREDBRE WX W BLEFEE
RLHLEORERICEHCALET. IAER
DBEIZH-) TIREW LW LRENARE
HEIZE#H - LET.
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Anti-VGKC Antibodies Associated Limbic Encephalitis

Osamu WATANABE

Department of Neurology and Geriatric, Kagoshima University
Graduate School of Medical and Dental Sciences

Anti-VGKC antibody causing peripheral
nerve hyperexcitability is already an established
clinical entity. Recently, many patients with non-
herpetic limbic encephalitis with anti-VGKC an-
tibody (VGKC associated limbic encephalitis :
VGKC-LE) have been reported.

Although the spectrum of clinical features of
VGKC-LE continues to be defined, a number of
core features have emerged. Patients usually
present in middle age with subacute memory
impairment, and a range of psychiatric features
including disorientation, behavior change, and
seizure attributable to limbic dysfunction. Hypo-
natremia due to the syndrome of inappropriate
antidiuretic hormone secretion (SLADH) appears
to be common. In Japan, about one-half of pa-
tients are not associated with occult cancer.

Following treatment with varying combina-

tions of plasma exchange, intravenous immuno-
globulin (IVIg), and high dose oral steroid, most
patients show a decline in anti-VGKC antibody
levels with parallel improvement in neuropsy-
chology and seizure control. The steroids can be
slowly tailed off over months for preventing re-
currence. Patients appear to do best if promptly
treated, and there is evidence to suggest that
maximum improvement is seen in those patients
in whom maximum reduction in anti-VGKC an-
tibody level is obtained and brain atrophy is
therefore prevented.

Furthermore, anti~-VGKC antibody is also pos-
itive in some intractable epilepsies and syn-
drome resembling Creutzfeldt-Jakob disease.
These findings suggest that the spectrum of an-
ti~VGKC antibody syndrome is now expanding.

HVGKCHFERLARARIK 20
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Immune-mediated neurological disorders with anti-VGKC antibodies.

Kimiyoshi Arimura, Osamu Watanabe

Abstract

Anti-VGKC antibodies were first recognized to be correlated with the hyperexcitability of the peripheral
nerve (Isaacs’ syndrome). In Isaacs’ syndrome, antibodies reduce the channel density of peripheral nerve
VGKC and induce peripheral nerve hyperexcitability. Anti-VGKC antibodies were also found to be positive
in patients with Morvan’s syndrome, which is characterized by peripheral nerve hyperexcitability and
limbic symptoms. Furthermore, recent studies show that anti-VGKC antibodies are also correlated with
limbic encephalitis, but without peripheral nerve hyperexcitability. Hence, the concept of immune-mediated
neurological disorders with anti-VGKC antibodies is expanding. However, except in Morvan’s syndrome,
symptoms pertaining to involvement of both:the peripheral and central nervous system in the same patient
with positive anti-VGKC antibodies are rare. The differences in the pathomechanism of Isaacs’ syndrome and

limbic encephalitis are still unclear.

Key words: anti-VGKC antibodies; neuromyotonia; Isaacs syndrome; Morvan syndrome, limbic encephalitis;

pathomechanism

iraic

19914 Sinha 5 ¥ O#iiF ic & D MR EABUN OB
KEF v A MK E LT, IsaacsIERBIC BT > BAKE
¥4V Y AF v 3 N(voltage gated potassium channel:
VGKC) it ¥ s HCHAXR COTARS L, £
DHBLIEL CHVCKCHEAIIRNHEZEO R RE S
(peripheral nerve hyperexcitability: PNH) & o B8 THREY
A, PNHZIME T 2 lsaacs ERB2POE LIER
#= 2 —wv 3 & k=7 (acquired neuromyotonia: ANMT)
OREBRYE, BRBEORNITDOATELY, 20014
Linguori & % 1%, FAH#AEREIR T B 3 neuromyotonia D iE
iz, K - AR L & OPRHREIER & 80k - T RS
T roHBRMREREEB L. fE3XMorvan EE#REE (MoS)

LLTHEsnT s BEohiz, HVGKCHAE B
THIERMNEFET D L EBOTHEE L, HVEKCH
HOPRERRBE~OMEIEH ST, TORTEE
D, PNH % & ORMSMEER 2D T, iEMEERD
L% RTIRAM SO —EBIcHi VGKCHifk p53 5 =
DB L E L DO, —KITH VGKC HiABI %K E O R
RY b+ I AN 0T, BETH VGKCHAMERE O
BaRidoTE), MEETALADO—EHHVEKC
HEMEET I I LML Lo TETVWEY, (H1)
2D & D I VGKCHitkdtRA, i OMiEEe S 1M
TEZENBEONMILoTWED, VGKCED b DL
BOMRERIIFEELTVWS I bhhbbd, —EHOEH
FROWT, TERHOLD 2 VizFROLDERPET

BREXEXZRERERST AR Y
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20, 7 VGKCOBEERFIFM., FIRTR—ZD
DU ERPUEADBPEL LV, ERMTIREEROEH,
DN BEEEBTALE DI, ThODRERAIZBIL
THRIEORMEBRRT ATV,

VGKC B9 iR D R
1) Isaacs fE R

Isaacs FEMERE IF ANMT O LM RERTH D, 1o
FREERBIT & b T WHIHKENE O KM O BRI RE
(PNH) #R8# L 75, BREKNIZIZ. EBATLEMT
W84 2 @M, fasciculaton, I A X3I 7, K&,
BE, BEIA =7 (MTHEIF =T 2ZOLWV)
LEERRBYMLET LY, HEM Tiddoublet, triplet,
multiplet Z & @ myokymic discharge, fasciculation
potential, neuromyotonic discharge % @& %, # fEE
HRETRMBEPLPFRICI S RERELR L L.
ChLOEREETRIIPNHIZE 2D THB, 20
PNHOXE I EREBENRE > LR R EE UK
HERORBENH L EZ bh, £OMMBMARERP
ZLVWHRERETORIZEEZOLNTVE D, R
ZMiITizaTY Fobxy v 2 ) ¥ FELRAZETRE
HIT & 2 HIVGKCHIARIE R THE MO ER THEE
HTH5, F:lsaacsfEBEH TRMhD ECRBERROS
HrOHI40%DEFI TR b M. EOFTHROSVWOIZESE
HEAETH D, ThizfoT, HVCGKCHIELS D
Hobifk s UTIZTAChRRER O BRI B b B2 9,
—h. FEIFEESEERRO—ERK-TBI. N
1/4 DEG CHRESHE DA HIROLNE, T
D, TNLDEBBORELITI L & biT, BERITIER
DEENPEDPTII UL L b, 4FEBER 71 0—-T v 7
BBBETH DY, IsaacsFEREFFUNITH VGKC Hifk 2583
- TH 5 ANMT IZiZ T Iz fasciculation D 4 2 W& . X
D B9E R @ cramp-fasciculation SE R BES 0 KT~
SDMorvanfE BB L & 25D 29, saacslEE 2 & ¢
ANMT 2, EEBREYIZRIEFAREOBRREM I X 2 ER
&. 5 B Mk myokymic discharge % 7 i fasciculation
potential Z B NILBWIHEK 5, Ko<z xSz, #it
VOKCHEDRERTHZ2 a7 Fu b x¥ v ZHVT:
R IZ, ZOBMERIMIER L BEILTLE
W, GBIz RIRG 128 % © VGKC %38
FRB s CERARE AV ABERER Ay F 7 TV
TETOKBROWESBREOE CEATY 305, flifE

. ERED K> LHETH REUBEIREOEFH L
BoTWwd, T URMA»E, REMLMEETH
VGKCH#ifk 25t T H WIZANMT IRREER T dH 5 25,
BETHoTHBREIRMELV, BRELTIE, BEA
& O ANMT iR R 2 O REE 2 085 2 A, & <

IZ carbamazepine, phenytoin, lamotrigine, sodium
valproate, gabapentin Z £ DHLT A AIIT X 3 XTFER
ETav bu—AREETHS, Lo LEILVWEBERER
PORBHOHERHSHKT 5 & 5 LEEFCHERE
TN 2 RIEHBEWEE IR, MPELH, fET0 7Y v,
AFud FiEoRERELRS 2. BEADH T,
BEOMNERE, AEREICEREOZ L5, 7
RIEEORLUN, WMRETILEND L, MERED
#920% IcHIREMAHLTWE LS h, 200 ES
REHE Tk, Fh/NAERIRE. FBRME. Hodgkin Y > /<fE% &
DIERHE 2D 5,

2) Morvan #£#%# (Morvan’s syndrome.
Morvan’s ‘fibrillary chorea’)

Morvan fE{&#E (MoS) 1% (1) PNH R & ¥ 2 RKAg##
RER, (2) 2k aEMRER (FEIR. EEOE,
REE. HBiT8E%. RE- REEZ). B)THBROR
B2 AR T 5 PIRAEER (ZHE - KRS S,
K%, EREEEE. EEOFIE, HECEMEET
B) 2L T AEMMIERRE T, MKH|, AR50
£ K% ETIEROBMAR S 3, 20014 Linguori &9
¥ MoS @ 1 TH VGKC HUEfl 5B TH D . M
REoT—RMILIERORBZROWE LT, &
fiE TR 6 2 PNH iX Isaacs SEMRAF & A U/RAE  #CIR &
Erzbnd, dO—20OMoS DREMMWERTH 3 FHiT
E, BURZ & OB RMEMEEER I saacs EER T D
HWESNTWVWD, [saacsERBIIBIT2HT RS IR
LARMHMBRHETHEI LEZ LN 20 F OMELIX
ZWw, —HMoSIiZB\WTIX, Linguori b, 15 DIE
7 T2 ¥E BT D norepinephrine D R HE B L., &+
BHERHRTHILERLETVWEY, PIEHBERORK
#MTH 2 EARMEE 1. polysomnography iz & 2 BEHE /¢
F—VOREPLIBRORKEERRL TS, Th
LOREICBIBEROBFE»SMSTIREE LD
thalamolimbic system DHERE 238 { FEE L T\ 2 TTHEM:
HEZLRATWVS,
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