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SEORMTIRAT oA, FRERIL 64, 2%
B85 3%ETCERIBLEEGIC, 7V —F
DOHRITT.1%H6 2. T%ETIET Lk, T4
EHESbYL L AT o, FELGRRZ ) —F
M2 6% & REEGRE 13.9%IC <D EHEIZY
U—tEppd Lz, Bkl 2EBEICE
57 ) —EORER 5%EE~TH, AT
O FE5BTITAMAE 3. Th &ML 1.6%
LIEEETHY, TOZEPELATOALF
DA G OB E TR RO 7 ) —
FErimmlsEsboBbhtk, £-45E0
B TIERAERE Y VY oERLREAR
Mo,

]

AT oA FEGI125T MG ORI
Wz ) —v2mklTs LB, MRS
HFF ORI B AT oA Figha@bhizu,
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1) Kawaguchi N, Kuwabara S ,Nemoto Y, :
Treatment and outcome of myasthenia
gravis:  retrospective  multi-center
analysis of 470 Japanese patients,
1999-2000 J Neurol.Sei  224(1-2)
43-47,2004
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TEFIa ) U ZHEEK a6T7-T6/MIR HLAIL MG #E FEE L BT 5

BrEEE  AF B
;FEHEE MBEEF, EHEK, # A =, AREE
SR F, SCREF, HANEHP, iR, TogE

HRES

Fe4 1L, Main immunogenic region (MIR) #RBf&+ 5% /7 2 oFH{k mAb35s 2 H\ T, AChR
aB7-76 (20t T 5 HWHELE M BFETRUEL, FORKMERELBEL-. FO8R%E, 1) I
R O—HE2ERMN BEOIZLEA YIZ AChRa67T-T6/MIR AEAFETS Z L AWM LE. &
512, 2) AChRa67-7T6/MIR Fifkfiiit, EH# % 28 0 mean+3SD, 22. 0%% cut-off fli 45 &,
ARFHEY 14 flch 3 Bl (21%), =58 20 ] 17 6 (85%) DMBIE Ch o=, oy bo—n bk LT
MuSK FLIARBVERR T, LENS BEZMIE L, +<THBETHY, ERERMIL 100%TH -1,
3) AChRa67-76/MIR Fiifl % AR AR L 258 (= 4507 CREHT L7=Pf, BRIV mean=SD Id 13. 4
+09, 1%, 25T, 45. 902 WTHERENZLNA (p<0.001) . 4) AChRa 67-76/MIR Hifk
{ifi 2 08 TRRE O ST TR LA, S TRHFH Y (n=16){L mean+SD (252, 018, 7%, W&
FREEEEL (n=6) 1L, 272 16. X TCHELENRZ LN (p=0.01) S, HiRmETFRELMIEL,

AChRa 67-76 #i{k & MC RIEN QMR EBMNT <2 L F X 6.

BREN

48, BEMEHENM) ITE oS-
£aT, 1) TEFNaY ZEME (AChR)
FiEHMENG, 2) MFRMFor it —¥
(MuSK) HifkBfEMG, L T, 3) Mot
{E R 278y double seronegative MG |2
S ENS. Lindstrom & ¢ AChR HifkillE v
LEBYH M BHEFALERTAE S
FTAFEOMRE YL D, 1970 SEX, M6 DJF
B HiTHACRRITkCH D Ll ahr. &
HiZiE, AChR @ a ¥ 7= v | Ol HE
67-76 A%, MREEH T HELTE b—F,
Wihb D, Main immunogenic region (MIR)
LAESH, EAMC BEME 2/ T 5/ 20T
MO EEIChi L EREY. FOK,
B EFALLE FMGOMIRBFE LMY 5 vl
SENEN, FORRIHTVERL., BITE,
AChR FLETIEIX, TOFEIZE VREBHIEE
PERLBERETH I ENTES,

'R R IR RS TR,
* EE PR TR LR SR A,

R R AR

' Rl

SH, HEAREIIERCHERERMELA
L, MG ORIz kR VBEETHS.
LAY, TOHEMME BERE & MM LA
WIZ EMHEBLTWA, 46, FLiEL MIR
AWM AT /7 o bilE, mAb3s BT,
AChR a 67-76 2%t T IR ML ik % MG 3 THI
EL, TOMEMBEHEEZRNL L.

WRAE

1) xi8: NG BE 34 F R 14 B, 45
20 ), HiMuSK BUEREBIERE 12 B, HLP/Q
B vece HuikrBdE LEMS B#F 1260, #L T, iE
WA 28 BloEF M A -,

2) Jik : AChR a 67-T6/MIR itk EIL, ¥R
& LT b b BRI O 4 R e oD B 38 A
TE6TI M H 4B L 7 AChR |2 '®I- a -
bungarotoxin # & & ¥~ 4 ® (¥l- a
-BuTX-AChR) # A\ 7=, 1251- «— BuTX-AChR i
EFmiEF v FH¥E mAb3S EEMARIGE
¥ F0%, —EETRELREIEE. 3
BlO&PE, v 7907 — THERTESE 2 5
L7=. FilEMiL, mAb3S B CRELMRSES
ftid 100% & LT, MG MEDH ACRR Fitk L @
HEMIEBE2%ERT L, ki, £k
ERFHEEMAEREFHGEZASORE
> TRIE GO LOEZ AV
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1) AChRa 67-76/MIR ${&fifiiL, T4 F 28 )
) mean+35D, 22. 0%% cut-off LT3 &,
HRADEY 14 Ble 3 B(21%), 25820 fd 17
5l (85%) BBIETHo7-. HFERav bo—n
& LT MuSK LR PERE, LENS BHF &2 fE
L7, T 2TEMETHY, EBREMEI
100% Téh -7 (E1).

2)  AChRa67-76/MIR Hik {4 IRALAY & £
SR S5 TARMT LT, BRAEEY O mean+SD
2 13.4+9. 1%, £HAE, 45 9£21. 3% CTH
BhERZ LN (p<0.001) (E1) .

3)  AChRa 67-76/MIR Hifi{fi4 M TR
HEETHIT TR L7-FF, TER Y
(n=16) IF mean£SD |3 52. 0+ 18. 7%, ©& T flEd
$EL (n=6)I%, 2T16. 6% CHEBELENA LN
7=(p=0.01) (E1) .

E 23

IRET, MG BFIZHBIT S MIRFUAIZETS
#EIL, Tzartos 5 Y, Lennon & Y#I&20 K
RENDHN, TOMEDEBEE, KU, ¥
MLBREAOBERIZFAHTHY, BEIGAIZIE
EoTWigw, 4], F#iL, Tzartos 67
DHEEERLT, BHBO—L 288 M
MEDIZE A FIZ AChR a 67-T6/MIR HiiE D {F
ETHL&MRLE. &6I0R, AME

WMETIEHA LD, Z0 AChR a67-T6/MIR
PR L MG ER OB TR AT s L&
o Y

&

LI, AIEEHFELMEEL, AChRa67-T6/
MIR fifk & MC EIER ORRERET <& L5
zehi.
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1) Lindstrom et al. Neurology
1976:26:1054-1059

2) Tzartos et al. ] Neurol 1987:15:185-194
3) Tzartos et al. Proc Natl Acad Sci USA
1988:85:2899-2903

4) Tzartos et al Proc Natl Acad Sci USA
1982;79:188-192

5) Lennon et al. Neurology
1989,39:1069-1076

EEAERNR
L

ARHMEROLE - #BRR
FrETERS - 2L
ERFERR: 2L

Figure 1 AChR a 67-76/MIR antibody assay
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AChR O MIR 283 5 E / 7 O—F LK (mAb3s) At
PRI R - R E S ER oM it

BEraE HRREFEY

SEBIEHE R, PIRMBR V. TS D, AAERY

HREE

mAb3S = F AR Tt FN U LT F— (ACHR) @ a¥ 71y FOMBRASKEZRET ST 7 0—FIHETH
T EFEIZ BN 4R O nACR Z BB L EAMG ZREZH 52 &AM N TS, BEFNAZARIIBONTHSN, MES:EENIC
BB LD, AR nAb3s 27 0 ZUCE S L THEEN G B IE T & R IE 12 TRBE L 7=, mAb35 kX MEPP 48
WEM T 25 &I EPP quantal content HEADEH, o+ 7 ANE THERGELHETS - 2 RSN,

HEH
mAb3s BT >FUFHORUBHIZHH-3F Aelhtt 7

EFLAULETY— (ACKR) 2T P&HELTHSH
SE/ 2 0—FNHET. nACRR @ a7 2=w b ORI
@ % main immunogenic lesion (MIR)% @1 5, 1g6 477 5 2
LIERLU, T Mofd 5 2 & ik DM IR THE stk 75
PhEiC nAChR # B L T8 E %0 i R 5 0 0% ) 48

(EAMG) =R 5,

AW T mAb3S AVHEEM R I BT EMIZ DL TRUL
fidEE AL TRM L=,
WAFiE

(1) 8-10 M D BKTO V7 A DBMIRA 2511 g, S0 g BLE
1002 g @ mAb3S ZMHEL /=, 251 % 2L, 508 % 2 [T, 100
pg % ) PCICRBTEL 7o, MBTEH: 36-48 W T HURAML RS 5 B 4
EfEMR L. BUhBREE AL THIEREN . RN R

(MEPP) ¥ UA# HiIALAT

(EPP) EiciL. EPP ICER% M\ T quantal content (m)% :R
Wi, —HO EPP REROPRICIIMME (40Hz) FUHCFH#E M
#fTo /= (EPP40Hz run-down),

(2) ERIFO—)LELTHRBERA 3 @SB
1g610mg £ ML TRIROIERZTT o2, £, H ACR HitkiBik
OMIEMBHIE (MG) B (AChR-MG) 3 4. HiMuSK HilkhBiE
D NG B H (MuSK-MG) 3 H 5 KU V6CC kBt o
Lambert-Eaton WS4 EE (LEMS) B 2 &0 1g610mg %
Witk R E e L -,

(= d ~ DR R)

1) Fekgibit R 4- > & — BB 7R

2) BRI FEL BB A - 129 -

AR En RNt >y — DR 5 ket - LT
WTfro k.
MR

(1) RUMEREEESEEE 1107, MEPP B8 (mV) L
B[pug BEIYUAT 0514002 & 0462001, S0ug 57T IA
T0.74+0.04 £ 0.4350.04. 1002 g #5357 T 2T 0584004 TH
D /f-. EPPquantal content (m) 1L25p #8570 AT 351423,
50ug ST AT 300136 & 308+19. 100g {ETVAT
1815 THol. 25ug 5T IAD 1 LT EPP RBIETET
Wafzly, MEPP IREIIIER D - ho—)LZ e L TEHICIET
LTHYD, #H5REOBMRASHTRhrok. mIZIEHD >
FO—ILEHEBELT Soug 5TV E 100ng HHTIAT
BALTHD, 100ugi5IVATLDEFL -,

(2) EPP40Hz run down %75 &. IE# Tt EPP AT

(E11) 354, LEMS B 1gG10mg #5495 & FPP I

I Cearly facilitation) §5 ([ 2). mAb3S % S0 g $ 5
L /=< AT EPP 40Hz run-down {7 >7/=& T 5. EPP D
DA (5 3) 2880, LEMS BED 106 #85 LR E
HplLTWE,
# 1. BUNEERC SRS

MEPP i
an |
Control (n=3) 1354006 | 355+29
AChR-MG (n=3) | 0.73+0.04* | 39925
MuSK-MG (n=3) | 0.86+0.06* | 38.6+2.3
mAb3S5
25ug | 051£0.02 | Notrecorded
0.461+0.01 | 351%23




S0ig 0.74£0.04 30.0£3.6
0.43+0.04 30.8+1.9
100 g 0.58+0.04 18.0+15

m  quanial content, *P<0.01

¥ 1. EPP40Hz run-down (E#2>FDO—)L)

Y

4 2. EPP40Hzrun-down (LEMS ¥ 1gG #%4)

1-
-

4 3. EPP40Hz run-down (mAb35 $15)
=0

mAb35 #5312k D MEPP RIMAYE F L /=KE & L Clih#
WTO ACKRR OB NEA NS, #5RMTCETORSIZ

EHTLWZ EMNGHMMERICSE S al BTy MY B E
AR~y AICBWTRSeg THosEiohs, MG BRED
IgG % 10mg B LEREL LI THETORGIRAE <,
mAb3S 12 MG B# 1gG £ 0 £3811Z AChR ERALEES EE
Abshas.

EPP quantal content (m) 13 S0p g 5B LN 1001 g 5 TH
B LTWi=, MG B#E 19610mg £ 5 L7-BE m 3 EED
HWHOOETRMTHI M6, SpgFicBnTHmid
WAL TWHEEZALGND, ZOZEME mORLITESRIC
EELTWSEEASND, mAb3S IHEEE nACIR D a3 %
aSsH7A=y FHERTEENG, m MRITIRFEL
T mAb3s HZhsOdFazy FZERT S I EMELSN
A% fiRgESR T hSOY Ty bOFERENHE N
TV/sby, EPP40Hz run-down T LEMS 8% 1gGlomg &4
L7=BEIZ& 575 early facilitation 2D DT EMS, m A5
DY HBFIL LEMS ICBIBIL TWS EEA NS, COT &M
5 mARLPTEIRAFELT mAb3s WAZA N AEMED
AChR IZIEFIL TW A fEfE & E A Sh 5.

MR T waxing 22T 5 MG QIEHAIARIZHESNT
W5A, MG & LEMS Oij# ORMZRET S mAb3s 2S£ D
REWFIZHELTOAEMSEA TS,

BR

(1) mAb3s i3 MEPP 48 %K F &% L 1LIT EPP quantal
content (m) E#PEHZ.

(2) m OWPIL LEMS IZERIL=RIFAE 2 shk,

(3) mAb3S REREBESHIZIBLWT S FTAKELFTR
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GENECBTAHEEAAL F~v—D—DRY;
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SRSk e || N
R RFZES  ALmaqs Y= Y @i el Y, '-'i||‘ U kY R
ffy  olafm V. BERECEHE Y, @Rk, JWMIE=

MAEE
Lambert—Eaton i BE 2 AE W RE (LEMS) 45 X OFTEAE R B8 5 4E (MG) {2345V T Synaptophysin (Syp)

lzk o huk (SypAb) O 227, LEMS IR E 23 A B KNG IR A 22 44, |[ Wt 25 4 4
Wk L=, fifd+% recombinant Syp ZHUKE Lz ELISA 15 7C Syp Ab % B LT, FORSHE

LEMS B 6 4 (26%) . MGHLE 24 (9%) 7205 Syp Ab At &l B %t “f* AL EREN RS
X iz otz SCLC G F LEMS TUX 9 #lh 4 1) (44%) 23 Syp Ab |u,,f'|_ G =hy, SCLC LA
O MRS S F LEMS 20 S (RIS e o Fo [RIFTAEAE MG 1 00 e IR NG (F ] T o
~ 1=, Syp Ab [T LEMS/MG 45 L T SCLC D23 A= —h— L 2 A 0[EEN S D

HRE W SCLC LAAOBEMMS (W, B, B
Lambert-Eaton i W H#E ke (LEMS) Titii  ~ /B0 A0FF) 3 4. EHEMGS ARG 11 4

WEARAEVE D 1L S % I F 4 2L (VGCC) ,_‘]- 1 n T *'wf‘ MG AR F oM R, WRRNE S (F) 11

B AHAVGEC Ab) IO il S L & EGUFF 1L A THhT=

Z BTV LA L LENS @49 15% Tt V6ee I SO EBIZE VT, recombinant Syp & U

Ab kR HEH A L b A seronegat ive-LEMS L 7= FLISA £ T Syp Ab 2R L, (E%
Luovbhitd -fELFEET D, FO 1 VGCC Ab » FE) + 3x B AEL A S LD & Syp Ab
LIskiz 4 »rmlﬂun.u,mln L ARY ART BB & i L 7=,

Foa ) A M) (2D P& (Sug Ab, Syp Ab BEEMI T, 72 AF T 1y b (KWB)
MIAb) OFFER S AMZe 0 }‘\!\‘ OFiE:  ECT M & 7 o biESyp BREGT D 0 %M
AR G EIRRIT I ER LT u D RliENE A 2

:',},:-’ J’---ﬂ_“iﬁ_r.t '/'i'/' IJ.J_’;/"?-
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IEH %S BRIl S e d s o, Eo,
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Mo e Y & 20K (DHPR) (2T S804 %
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HERFEE ZR M, KEER., Ex AF X

MRES

EAE A E St T AR & (2, LT F A Y oL T iR (AT,
f1L AChR i {&fli) 23 LR AFIHEI LN, F4 1 LBFEOEERHEHEICHTS
it RS ART HH AT BT AE (% retrospective 72 f#HT 2T~ 7=, *HRAEMF] 48 Fl, 18 flicis
UWNTHFH% I AChR FLEEBASHFATE < 10%8L_ L _ERAH NI, (8 4 OIEH 2%
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