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Therapeutic Apheresis in Paraneoplastic Neurologic Syndrome
Masakatsu Motomura, Hirokazu Shiraishi and Toshiro Yoshimura

First Department of Internal Medicine, Graduate School of Biomedical Sciences, Nagasaki Univer-
sity

Summary Plasma exchange (PE) may be a useful adjunct to management of patients with the
Lambert-Eaton myasthenic syndrome (LEMS) although it cannot be considered standard therapy
for the other paraneoplastic neurologic syndrome at present. LEMS is an autoimmune disorder of
neuromuscular junctions in which IgG autoantibodies lead to presynaptic loss in the P/Q-type
voltage-gated calcium channel (VGCC), resulting in defective neuromuscular transmission.
Clinically, LEMS is characterised by proximal muscle weakness initially affecting gait, autonomic
symptoms (dry mouth, etc), augmentation of strength during initial voluntary activation, and
depressed tendon reflexes with post-tetanic potentiation. The disorder is paraneoplastic (small cell
lung cancer) in about 60% of cases. PE with immunosuppressive drug therapy has been used to
treat severely affected patients. PE appears to be effective and shorten the duration of the
myasthenic crisis in LEMS patients. Clinical improvement induced by PE is thought to be a result
of the accumulation of newly synthesized P/Q-VGCC due to a decrease in the rate of antibody-
mediated P/Q-type VGCC loss. From our antibody data, the titre of anti-P/Q-type VGCC antibody
decreased after plasmapheresis, but increased to the pretreatment levels 7 days after the last
plasmapheresis without immunosuppressive drug therapy. After adding the immunosuppressive
drug, the patient’s clinical state and CMAP improved markedly and autoantibody titres decreased.
These results suggest that it is important not only to remove the autoantibodies but also to suppress
the synthesis of autoantibody for the treatment of LEMS. Finally, considering our experiences and
the literature, we discuss the indication of apheresis in paraneoplastic cerebellar degeneration and
stiff-person syndrome.

Key words : apheresis, plasma exchange, Lambert-Eaton myasthenic syndrome, paraneoplastic
cerebellar degeneration, stiff-person syndrome

BENnb I EBEHINTER, 772y Ri3Th

1. > Iz
Lo 5 DIFIETED B 5 HEIE LR ET 3 & 5 EREH

PENEE PR AERFE (paraneoplastic neurologic
syndrome: PNS) ki, BEEEEOBEIIBWVT,
FEEAIRE & IEHEHINE & O &\ 7251 S AR XA AK
N B 7200C, IEFE O 2 BOPiEH E

Axh, HORENRFE CHREEELZRTLOEN S,

R1IXTRT LI, SHTRE L DECSHREEME
BrREFoNDY, 5D PNSDS 5, Lambert-
Eaton #i i /7 fEE & (Lambert-Eaton myasthenic
syndrome : LEMS) & EH ff # £ /7 £ (myasthenia
gravis: MG) &, &b ICHCHREEFIC X > TEY
IR MR BEGIEA TH S, WERE L b, &
FACHIR T 2R R BOHC X - TREVE

DEERINCENIRETFEE L THERFIHSh, 20
BERMEMEAS N TE2, KL D, MG OHBEIC
BWTIE, Wk - BRSNS SBICETT 2 HEIE
H2ME (myasthenic crisis), Wbz 7Y —¥
REWZBWT, 772V ARE—RIROMENT 2
FESIL T\ 3, %, LEMSBWTd, Z0EEH
MG EREIREZR 7Y —E¥DRE UL I ENEHLM LR
Dy, 772 VY ANE-FREZDEEZOND, —
7, BEEEM/IMYEMAE (paraneoplastic cerebellar
degeneration: PCD) ©% < i%, FFEM RN
PEPHE TS, Lalihrs, Zhse0BENGO
WEME AT 2 8EIP 2 <, BEOHEEAV:
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Syndrome Antibody Tumor Procedure Indication categories
Myasthenia gravis Anti-AChR Thymoma Plasma exchange
Lambert-Eaton myasthenic syndrome Anti-P/Q-type VGCC SCLC Plasma exchange II

Paraneoplastic cerebellar degeneration

Anti-Yo Ovary, Breast Plasma exchange 111
Anti-Hu SCLC Plasma exchange I
Anti-P/Q-type VGCC SCLC Plasma exchange ?
Stiff-person Anti-GAD, amphiphysin  Breast Plasma exchange 11
Opsoclonus-myoclonus syndrome Anti-Ri Breast Plasma exchange ?
E% Lambert-Eaton fh#EHEERE
« ACh \Nm/
¥ AChR IS
0 vacc W

, Ca2+

/ '

mhEmEans

HVGCCH%

fEmEOE

1 LEMS ORE#EF
IEH OMREFEAE T, BEBASRERICET 2 LBUKEEA VY Y AF ¥ 20 (VGCC) %@
CTC, MBEENICHANY TLL X UHBHEAT S, Ric, YFZ72A/NEROT 2 F L3 ) o3 ikE LD

B, BEFERO7 v FLva) Y ZREBEAET 5.

ZORER, BEBHOBL, B~ E2, 4£H

ZWIZ, P/QE VGCC L PRGSO T7TvFLa ) v ORHIZELBESE L TwaEtEZLNLTY

20, fRESHRE Bk O M/ RE (SCLC) ARl g,

VGCC & £ D% < OFERIIZHR O & HE 2 FR

LTWw3, LEMS B&E T, 3 SCLCHIlERE® P/Q B VGCC iz L THEMNAEL, ZoBECHIED
R EGT - BEMEROMBK KR VGCC K AFEEMNRIRILET 3 e FEINTWS, [HiP/QRE
VGCCHEN ED & 5 BHFE T VGCC DEERY ST, R EKLhoO 7 vF N ) viEEREEY £
S 5p] ZOFHMEBFITHTH 2, ZOFBR, HHETROEL XOEEMBERNSHET 2 &

ZH6NTn5,

BAER T, BERT T VOMEENCEIIL Tni
W, £77, PCDREZFRENT L7 7= vy AOHFANK
DIERP 2L, FBRICIBERNIZE EVAVSH
TWwiw, ZOfMd PNS Tid, &L, BHRKEY
EXTYVI7U—X R« S 70— X RAFEBREEY ITBW
T7 7 = V¥ RABEOEIMEOIMEN I S iz, K
T, F—IXPNSORKXWEETH 5 LEMS D7
7z VY ARBEEHBEAEED T T 5. R,
PCD, stiff-personfEfEHE L7 7 = VY ABFEICDOW
THHEZEL T,

2. LEMS jmREAIE

LEMS X, ffi/hi f2 98 (small cell lung car-
cinoma : SCLC) % 609% I &ft3 2 EEE MM EE

HAT? 7 vy REaMHsE

BHOREKRTH 2°°7, —F, LEMS iF, HFREEKE
TO7eFnal) YRHEEZ 2 OREBOEE L T 5
R EGE - BEMRERY TbbH 5, LEMS D
FAERIF & LT, /MR IC R L T v 2 BALK
ANV T AF v 2 (P/Q-type voltage-gated
calcium channel : VGCC) 9 izxt 3 3 H IS,

MR AT « BEMEOMRKAE VGCC Iz fER
XL, BETHEHEINLTWS (K1), BE,

LEMS OfERHE & LTI, & MR EE 03K
H2ERESEY, $1 P/Q B VGCC HiiRHIE D s R 1219,

I 5IZiF, VGCC 2RI S ¥ EEMBD Cazt A
EBRERLIDY, P/QEVGCCHEETH D £FH 2
5N TWwBH, VGCC DERRMD & A& IR am I 1
EoTwiwy, LEMS Ti, MRS THEET %
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P/Q& VGCC DENBWD T 5 & &L BEANZIFET
H5. P/IQEVGCC BN T 58F L LT, X
D3 DODFEFHNSHEZ 5B,

(1) P/QAYVGCCHEREDEERLIE  P/Q A

VGCC DHZERITH % w-conotoxin MVIIC # AW T,

blocking PiiEDRH E N T 553, ZDBHERIFE
{, ZTOREHREDRWEEZONDBY,

(2) P/QEVGCC D pd € £ : P/Q & VGCC
B I HEEMEO Ca* MAEBRBER LY, #i
P/Q # VGCC #itk4 P/Q B VGCC piEH & % U
2, PIQEVGCCEZBAZIEL I EMWREINT
WA,

(3) #ERENLLEIY T 7 ABEOBE : MG T
BRLEELEFEEZ oN TV, LEMS 8%
DETY F 7 AR 1gG PR DOEE IR, &

SRR & 2B THIRREERNAILIIFED 5 iz n,

512, LEMS BE®RE 7 u 7)) ¥ 2B~ &5
3 % passive transfer EER T, #EE2IHIL THER
BRI T % L v E L 02, #EROB5 3D
TwEFEZ LN TV,

BRES T, (2)P/QH VGCC DR & b
BEThBEEZONTWVS,

3. LEMS &% - fEIK - 528F

IEMS@ ZHNCB LTI, MEFRR EERE
FWFTRBULEATH S, FIZE, BFEHOBEET,
Tﬁﬁﬁ%@ﬂ@wﬁ@?t%%ﬁﬁ%ﬁ?% oV
S, A7V -V IHCERHENEITONETH
5. 20K, SHEERERET?2HF ED waxing
WRERDIZS, LEMS LK TE %, RETHE,
mEH P/Q B VGCC HiikHlE & v 7 vV v ilBR ke XD
EAMERONMIZ, LEMSOZKIcERTH 3.
F 7z, BFD LEMS X, % DH 10912 /N ok FE %
AL TV, ko T, FERTHO/INGER %278
b, BERAEHEZIMRE L IMETS P/Q A VGCC fifk
HEZTONETH S, FHBEBERORTCEL TiX
UTOXRPFTLEMS110BIDO F L 52 BB L CEHE /2

V22,

(1) EERAEE B3, BEFERI
17525 80 R CFH 62X ThH - /2. Fi/NlilgED S
PEEIX61%, ZDOMDEMI8Y, ZL T, DD
SIYBFEIEEHBI TH - 1. WA T, 2D
849% MSEM B F RN LEMS Z2FIEL Tz, I
W P/Q B VGCC #ifk i3z LEMS @ 85% TR TH

D, Pk & 7w seronegative LEMS #3550
D 15% IR 5 #1722,

(2) FIRIER D T0% U LD TR IETIC L &
CHITRETRELTBY, RWT, SEK, LK
AETE2E L7, £/, RERL D BRHPBERS
HEMFEIDEEUORERZE T 5012, &2
10% 8D shf: (K 2-1).

(3) VIHEFRIAT R © 979% DFERI T T
ETHRD 61, ¢K%%%k%ﬁ$#%%,iﬁ

IME T2 80% & @FICED 5 tz, RER TIZIR
I TN 28% &% <, IREIFREIX 5% TH -7z, R
BOWEHHE L LT, MREFRERDS 9% @D o h,
Z o2z /MRS G HEL Tz, BERNZIZR

IREER  (n=110)

EBEBHET
TEHHET
SRS
#1
REETE
mTRE
BREEE
HER#HEER
IREBEER
*EHD

100
(%)

K 2-1 #IFRER (n=110)
T0% LU EMTHEBETICD L O BITERETREL B
D, KT, BEHE, EEHHETZ2EL7%.

PRRMEFHMR (n=110)

TESHNET

TRENET
RBRRGHET /HE
EMATRABBRAERL
BRFEh AR

IREGT =

BRERE

BEEEER

INBEREER

FRAE

0 20 40 60 80 100
(%)

B 2-2 ¥FIREREREFHAME (n=110)
BRFCEHE E LT, DMETERS 9% 1B Sh, 5

ERCBHTHEH, ATBEREET 2R 3%ICRD
shi:.

264 HE7 7 vy X¥EHeE 23535 (2004)

NI | -El ectronic Library Service



Japanese Society for Apheresis

Thon, NTHKR 2 EHT 2HRAEN 3%IHD 5
iz (B2-2). %7, BEMEEREG 37%DES T
wOHN, ZOWNRIZOEHM 3% THRLE L, KWV
T, A 11%, % Ofth, FEIHET, HERESE, A
YRT VY, B EBAoNT (K2-3),

4. LEMS Oj&E

LEMS a0 AR, [Hi/ kg (SCLC)
DFER L ZORBFNRETH 5. %¥ %o, LEMS
B Ot/ IMRERE 2 2Bk, EHRIGE, SR

BERMEER (n=110)

]

{EkE

RTET

HERREE
A RFY
B
0 10 2 30 40 50
(%)

X2-3 BEEHRER (n=110)
BHEMBYER L ST%DEFITED S, HEH 3% TEHED
Loz,

Y THBELREBSE S L, LEMSER b ZHICH
EFETL0OTHDEY, ZORANCH->T, Ay 7 A7
# — FRZE O Newsom-Davis HEEIEL T 3
LEMS O 35 # /7 8 (K3) % = 329, #7 & 13,
[LEMS % &6f¥ % SCLC 1¥, LEMS Z&6fL & v
SCLC & D FEMNRW] L#kE L1, ZOBENSE
Fix, LEMS O H U RIERF 2 SCLC DRLE % #E 5
TWBIERRTIEWEES, MEDZ L2 F 2
T, 7, FHEARRE, R, BEFEEEIEEDHC
DWTEHHT 5.

4.1 FEIPRYEE

3 4-YT7 27V Y EER, BOFRILLDS
T, B HRITNESEYRETH 52, LEMS T
X, BHCHERIC & > THRBKRRICHFAET 2 VGCC 3
BAL, HEEA»r oI 7 FLa) O
BEEERZKT, 3,4-Y7 3 /) VI, BLAKERE
BV T AT v ANVEERITT 2 Fva ) oERE
RzER>, 2%0, MEKROBEFCEBRERT 286
BRI TH D, L LESR I LI, ZOHRIAE
HTEHAEL L TLPREINTB ST, ZOMKEE
FICIERADS D 2 DB TH 5. FEHSI1E, KED
MEZBROAREET, BELOITOBA 7 4 —
AR earvey s EELETHALTWS, 2O
B T3, ¥IEE 5mg, 3E»S 4 BEFEOZSE DS
ML, £0O%, LEMSHER &t EREHFHR 2
B ENHEEL, RARIZ 100 mg/HEZE 2 5W»

TREATMENT ALGORITHM FOR LAMBERT-EATON MYASTHENIC SYNDROME

LEMS confirmed? | —> 3,4-DAP 10-20mg, x4/day
treat tumor 4 Y | small cell lung cancer?
Yy N
Y | [N
Lsmall cell lung cancer suspected? |
Y i
f remission? }-1——)/ continue 3,4-DAP (—Y[ remission?
’N Y Y [ -
severe weakness? ;I( \ " severe weakness?
VN apheresis or IVIG apheresis or IVIG | (N

consider prednisolone ad }(—'

‘———)‘ prednisolone ad + azathioprine

3 Lambert-Eaton S/ IEREE DA A ET (Newsom-Davis, 1998)29
LEMS, Lambert-Eaton myasthenic syndrome ; 3,4-DAP, 3,4-diaminopyridine ; IVIg, intravenous
immunoglobulin ; prednisolone ad, prednisolone alternate days.
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3L Twa, Jia) vy x5 —YIHER A
T2E, 3J4-VT7I /U VOBEIIZAIENT

&5, FWERICBAL T, OABERFEORERH,

faE - TRz EXRH oM, FIREEZDV %L Lo
—hIFABEERHATEILICLD, WLHEERE
BT 2IE0TE B,

4.2 EEBtLEMS 0%

AFLED LEMS T3 H7 60% i fifi/NHFLRE D & H 28
Do, O 80%LL L EMEE S RATIC LEMS %
FHEL T 32, fE-> T, LEMS L 2ZW L 7213,
fifi/INRRESE % Ak & U o B IE S O & R AT
INETH5, ONeill 5913, [LEMS £ 2ZH L T
»odie b 2 EMI, RAOEERL > THi/MA

RO BT INE sk n ]| LRELTWAS,

FEEPHEICIE, 5877 B E R V& o FISe S il
BN & 2IBERITY &, BOEREZ{EE T 2 aJReMEs
L %52, koT, A LEMS BF12iE, 3,4-
PTFI/EYYrEHia) vy AT I —YHERT
LEMS fER 2 S Z R Ic B ¥ 2 BE YYD, &
EIFEIEEIZTh T2, SCLC DBEBICHS T RET
b5,

4.3 TEIESHt LEMS nAaE

LEMS o2kl &b 24/, SCLC DR%E
ZLTHROD O ZRWIEFIHRE RS, KD
LEMS Ti&, #30%»EFEEHFTH 222, 20X
3 IERITIE, BRiZ, 3,4-Y 7 I/ Y rEiiaY
VIAT T —YHERIZETHEEBEESNTWS, 208
ERA+aThHE, BIBKEAT oA RIS R

HIFITHFET L Z L1k 5, —&HIC, LEMS ®
FIIERE, [ CHREEE SRR TH 2 EREHES
EWCH¥ELC TIThbh b, ZhoDBEETY, HENE
IOYEEY 35 E BB EE IR 20 H % 5
&, HHWVE, IS DEBEVEIERPAHED
KT EATE R VS, MR LRERE
a7 ) CEEREE BESIC RS,

5. LEMS &EARe

fEF LD, LEMSH#EIC L 2 AMERAE (7Y
—¥) ERLILELIMELVBAEIN TS (&
2)3~ KFHLEMS O$k&ETH, 110 HIF 38R
HIFRAERD o, XMEZEEED, £0
BEIX 3~6% LB S 552, Xk, ZhE T
ALK 5 LE L § 5 RS2 %K L 72 LEMS 20 fiE
FIHmE SN TWD (R2). ZOHNRIL, B &=
1109, 20 fiH 15 B fili/ Nl & S5 L CTui,
FOFERELTE, R2WWRT LT, FMHEIH
SHRER e & OEYRSE, Mixs EORBREPE, ZLT,
LEMS BEOMENH 5, & 512, EREKREERMSE
HObH-7: 12000 11 FliciZs s>, FRRLOEK
MFEIEIC 2 2 C LR S Nz, ZOIBEIE, BEED
IPED 7 ) — ¥ LRI, MEETHE IR L%
Zohs, PEX D, LEMSHEZ X 3R ALIE
ZOFBPICECERESNIRETHS, LTI, &
HODRRER LT FER 2R T,

BE 82K, Wit

F7F L HITEE,

£2 AIEKEULELTIHBAL%FEL - LEMS EFIOXEER

e HwEF W/ EE FAHRE ALHaS D HAR BRFRFEAER
Sanders AP et al*? 1980 61/M SCLC Yry=pnal) s 0% (+)

Lundh H, et al*” 1984  70/F  (—) LEMS D38, HEt AREA (+) BEFlEE
Collins LC*® 1986  64/M SCLC ik, ZRE Lk (+) BETREE
Krendel DA, et al*® 1986  63/F SCLC N8I s 2 AR SoE 7 L
Gracey DR, et al®® 1987 % £ SCLC #itg, 7>y =nrayy REH Sk L

ROV L UN. 11
&R EER%, COPD

* 5 BlERE M 4/ 1
i 64, 66, 69, 69, 59

Anderson TJ, et al®*® 1990 68/M SCLC LEMS O#5%E 4 B (+) BETREE

(I 537 1990 63/M SCLC BIEFMER 77 H (+) BETREE

Pelosi G*¥ 1991  61/M SqCC i RE A i AT £ 2 EREIR/QW

Barr CW, et al®® 1993  69/F (—) Bl&FE%, cephalexin WR 3~ A (+)

Beydoun SR*® 1994 75/F SCLC HERESE T HEfEATE 451 SCHEL L

Smith AG, et al*? 1995  62/F SCLC LEMS D5 8 HfH (+)

Nicolle MW, et al*? 1996  74/M SCLC LEMS D5 35 H (+) BETREE
1996 73/F SCLC LEMS D= 25 H (+) BETREE

g 5 1997 21/F (—) LEMS D#EE 6+ H (+) BTEE

BB 1999  80/F (—) LEMS O, 2 ESEL 155 (+) BETREE

L5 2001  63/M SCLC LEMS D#EE 258 (=)
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BEAERE - B,

KGR | EEEH D, ZOMFFRIEEL L.

HRRE | Ak, 19912 HE X YIRER2 LS
EETBICHIMADIZL L, EhPTwnl Ligkiffv
7. SHEI DB T L o7, TH, SITEEOR
HTHETYRE 1 BIABR L & o7, TROIGIAHEL D
FJMET, EHEIEMROETBERKNOIEFE L ZFE D,
FHERHER R EamEEEM 2.4 mV,
{KAE FE ¥ C waning, & 885§/ BT 2759% D wax-
ing Bi%) & IMEHR P/QB VGCC HikE T (782.1
pmol/L) X0, LEMS kW Hi/ligsEs &8
RO T, g, ABBiE#FVRL, MmEEsTHs,
AFuaA4 R NVA, GET7Ta 7Y v KEEE
(IVIg), $ia YV vz A7 7 —CHEFAR (X AF/
VO Y TiES Lz, 1998 410 H, LEMS fE
RowEicky, BUHTHEEE R, HEEEA
B izoiz,

ABEHEIRAE - &K 134.5cm, RHE 24.7kg, IME
136/74 mmHg, Ak $384/4, & # 36.5°C, WUk £
12/4%, MaREERS, Z OO RIkadEHE L.

FREARIAT AL DR BT, MR I REES
(+), BETRE (—), #7: Lh4/5, T LA
3/5, AL 4/5, BMEBRRS (-), 7 Vv A RIS
(=), WS (=), BE, WiRES) BELL.
BT BN & BN - BTN, HEMEER
dry mouth (+).

MEMRA KX ZHEEIM (Hb;8.9g/dl, Fe;
36), DA b, MFEFRIRAEIXIES.

BERAEFENA (BERHEMNER) - EEHEE)
B|AL0.66 mV, EHERERIEIC T 300% D waxing
HRZFD T,

HERGE D THRE2FUD E LBHET, BREEE,
EMAT R TEAHHREEBENOFWET, SHERIE
T O waxing IRFEHEMHBFE D & 4, LEMS OEEM
Fzohiz, 11AI8HED A AT 25mg, BOK

4-1 BEFFRAERE

HRBR L7208, FRRERE IR L 7ok &7
St, RBUHBLIY NS 7 7 Y IRED 7 L%
W 7o GRS MR A #a % 5 3 BIFEST L 7z, $iP/QHY
VGCC i 44 13 929.7 pmol/L (12/14) — 546.3 pmol/
LEETURD, BHERNTRESHIEEEN 0.5
mV (12/14) — 0.375mV (12/25) T& v, EIKH
2 H LEMS RO & e dliE 37D s ik o /e,
12 A28 H X DR, a4 SR, 12 H 31 Hickk
HEMIFCETER L, 199F1H1H, #Hik
OWIRDEE, FHEAIBNY FY A R TRTWLHEIT,

ZedR, R DSIETY, EiklL ~VOET, SPO2 BMET
L7z, 20, ERIORPRELLLOD, HEFR
355 o feic®, [ENRE, NLWPRERLE 257z,

WA 2T, (CABEES 64 5 H)

— R R R

ME 50~60/—mmHg, WRA 112/43, i 38.4°C.

BB R - BRRIEG~HEL, 78 (—), hWiE
(—). ZOMEFEIZL.

TR HIRT R,

B UI-100 (JCS), AT ERIEEEZ I, XX
CLER

HETREE (+).

Ayt bR 3/5, R AL 2/5, A7 3/5.

BERKE (—), 7V ARRE (), RKE
(—).

& A B D WBC 22,900/mm?®, RBC 402x10*/
mm®, Hb 11.7 g/dl, Hct 35.0%, PLT 22.6x
10*/mm?®, M4 b2 CRP 5.10 mg/dl (<0.17),
Na 128 mEq/L, K 4.2 mEq/L, Cl 84 mEq/L, %
OEE R L, OEX D 117/4, TAFRE, 2,

MmwEs A (BFSL, & &) PH 7.182, PO2
168.6 torr, PCO2 91.0torr, HCO3 —32.8
mmol/L, BEZRAEIRIE 98.9%.

FEIRBEHE © 1 B3 & & 30~120 ml, ZPBFiAS &<
2,000 ml,

& 1) 4 BEOESERFHIFR

AR (50 Hz) CTHEEHEMEMCHR. EAamEEEN230.05mV 5
1mV (20009%® waxing JR&R) WHEEL TWw3,
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~ ]
AR
3,4-DAP 35mg/day, Pyridostigmine 180mg/day

IMT-sesema 111 Hpmeezze 111 11
ARrya7yogze: B
rrnenes TR

1] =
ACMAP(mV) syY-t , ®#P/Q-VGCC
151 l AR Hieh i (pmol/1)
200
1.0
150
o5 100
50
o 4 % CMAP; 0.05mV__ i 0
0 30 60 90 120 150 @MAM

X4-2 HERAR
82 5%, k. JREHETIC LEMS OBENHOARLL, I 77 YBEHN T L%H
W7 B IRCE AR % HiAT L 7223, LEMS ERIZHZE Y 3, FERA4 (myasthenic crisis)
WZMao7z, ZOBEOBEE LTI, BMMEREe g s o7 ) Y REREBNEHTH- 72,

B X SR EH (e iR 28RO E R
v,

KIEF O BEFRALOFRK X, HFERICIE
SPO2 ixehs®E (99%) L, BN (THAHEHE
i3 0.05 mV (4-1) FHIZETLTWZ &k
D, LEMS ORI L 2 IR FTE T & 2 MRk
T (7V—X) ThdeFEzonlk, 1HTHRE
YIBEMETT, 3,4 DAP REEZBAA, 1 H 23 Hicld%S
WHEBL L 72, 1 H 25 A, BERE\EDICERE, HFUA
TIFRBRERE -7, 2 11 Hwwlk, 2325 H
LB E S EIMEIT L. SAI6HED
IVIg % 10 g/day (0.4 g/kg) X5 HREIMITL 72, AR
B A CITREAIEEIENL £ 0.44 mV (2/19) F TH
#EL, TREFTLT, LEMSEER & fhricth®
L7z (K4-2).

6. LEMS & M#F3c#

I E TOHRE TIE, Dau 530 14%, 54D LEMS
BEIWHLTT7 25 10 B O HEMIMAERZ R EM, pred-
nisolone+azathioprine, ¥ X UTMHFOHAEHLE T
REEITOEOSREZHB LI L 22, MEOMAE
bEPROIEBERDRERNE L > LR L T3,
Newsom-Davis 59 &, 94D BE I L T HEHmsE
R EBIBREAT A N, SEIHEHE L 0%
T, 8BITZDRERDI. ZOHRIZT 72 v

VAT 2 BMTRAKERD, 305 4 B THIEI
/IR, BRERE  Clc3EBR»» D MG
L DEEMEY, ZOREE LT, VGCCHEM
AChARDZh I DBV &, MEBEBOEEDE L £
EZoNDEEFERLTWE, ZhoD0®mETE, HD
PEROREF R RSh Tukhrote, 22T, HLiZ,
i/ 2 &L Twew LEMS B 2 flic 7 7
T VY AERATL, BRER, BXREEEN, »D,
HOWEDORET 21T o 720047, EF A i3 BEimEEs
#, fEFI B T, HMIMERH L M HEEE
MITL72, 2EME BT, 77 2 vy ADORNRIIRED
ST, TURITRA+TST, KERE 07
VEEPRIBEEA T a4 N, fEiElE L
7o, ZORE, BRI OEREHEN bUENE
shiz, MEPOBHCHEE, 772V yAZLDEA
HICBRE I N0, ZORRIE—BET, FECH
A 2D &/ 2701213, TiBESE 2SS 2 5
DRBHBEEEZ oI, B, EFIBTR, 772V
VAR K DTS FIED 103D 1L TFETETL
eHs, TEAMBCIRIZRAMECEL, fiP/QRY
VGCCHIEDELRENIEEICH NI ERHE XN
72, FERANCIE, T VY AOMREREARICT S
oW IXBCHGBOEE R Z 2 i5FEE A DY
LZENBLBETHLEHEZOND,
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Plasma exchange + + * + * + *l[] I\:Ig 4(;‘g

» Time required
to walk 5 m (s)
s
1

@ Binding antibody
(pmol)
8
|

W CMAP (mV)

1
6 (months)

Dec/'9s Jan/'98 Feb Mar
i 1 2

azathioprine 50mg/day

prednisolone
pisma xchange [eomatey
plasmapheresis
double-filtration
1500

g

°
L& 1000
4
T8 so0
T
&8

o

CMAP amplitude 2.4 mV 52mv
gait \
disturbance

H5 LEMS &77zxzLv2R
FEF A (T2 M) ZEMIMEERHL, SEM B (735 1E) TiF, St L g - \EEES TS N, 256EFE b
W7 7 2 VY ADMREE AT, RES o) VRERE, BIBERERAT A FEl, LT, SEE#RZEmL 7z, $1P/Q
BVGCCHAKRZ T 72 VY AL VARCKREINTN, 77 2V ¥ AOE R —8M CREN IR 2R S ¥ 2012

W, PUREEL 2R Y B REIIRRIS L E TH o T,

7. LEMSEBEIZBIT57 7L ADOGMERIT

LEMS {&FEOKRERNE, Fib L7z X 5 ik
FEOFRE ZOWRESM LD bELans, —4, &
FEEHHHITIX, 3,4-diaminopyridine EFL2 V) > X A
77 —YIHER R DR E A, BIBEEAT O
A NP EHIRIF THE T 2 LRI TH 3.
Zho DIRERETY, Bt/ HERPUEE T EELE
B E IR AR D IG5, IO DIREN
BIfERPEHEDC DI T IERTERWER, 7
7z VY ABEIGIE D, HDWIE, AT uA FER
FIEHIFIFNL 2 ORIRFER & BRI L2 E T 5
DT, ZORMEEZEMHET 2707 72 VY AIXHEH
REEELEZOND,

BAE, AT, Bimagsgi, —EEERmE
1, 2L T, RERERED 3ENHEROE TIThbh
Tw3, T, IneD 3204 EEHAT 5,

(1) Hm4EsH (plasma exchange) : #=/[245)
BESR £ 7o (3B AT S BERR 2 FI V> TS % 4 U BEsE
TELHETHD, BFRHE L TTIVT S VIR H R
M A LB T 5,

(2) ZHEEREEIMEEZH (double filtration plas-
mapheresis) . FEAM AR 53 B TorlE X /- 14 & 1M
OB 2 R7 405 —) R, FRYE L ER
HCkrET 5. MERMAAREZHR TE 27012, 2 A
FOERITE, XS WCIERRKIC L 2RITERH b < &
5. LEMS O ZRAYE ¢ H %5 P/Q # VGCC Hi ik
FIgGoE (HFEIBT) ChbbHDT, ZOHH%

BRET D 2RT7 4V =R R ITHIE RS0,

(3) G (immunoadsorption plasma-
pheresis) : N b7 E VSN ELTREEL
7elE A 7 A (IM-TR) #, EIEMHEIE, ¥ 7
Yo NVEERCEHERICA SN TV, BEERESD
iE D FINYE T H % 1 AChR itk % 609 LA iR %]
BE CEIAR O DOLEN WS Tk D in vitro D
FhRFE R TIE, LEMS 091 P/Q# VGCC itk b #it
AChRIUE LRI N ) v 7 7 YIREH T LK
Bah, BERACOEREEDbNRS,

ZHhET, LEMSIZE#THZ LHEINTEL
DIFF W BMINAE IR TH D, M4 SRR C
WEDERNED T EF v 23D kswn, Fhk ki,
ARETE, LEMS 327 7 2 vy AR B RB
BHER>TEST, SBOBELRFFEETH S,

8. FEEEM/IMEMEE 7 7L X

SN AAE (PCD) # 27 258 I,
(1) INEERES FE L G603 200 Yo ikl M4,
(2) Bt/ INERaSE % &0 590 Hu PUiEB A, (3)#H
7z &0 290 Ri YiEE %R, (4) Hodgkin i®&fif
B, 2L T, (5)LEMS &tk Licnfiahn s,
INSDPCDIZBWTIX, #oH»OPiiayir
DAL, o OPUENZ DOFRIEMF IS L T
3Ll S N T XD, FOIHLE & B FERIERIE
ShTwizwv, Kz, Hu & Yo L Cid, VY a >
By PEHEZ#HYNCRIEL, mifiobidiEEL
INDH, FERERSREEIRZAE 4 Uk v Lk
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SN TWwaY, BHKESTIE, 3T Yo « Hu St mEME
eI sTwwy, 72, KRS, H

« Hu 3itkBs M PCD BE I 327 7 2 vy A
BMTH- Tz eI |_FIID RO, —Ff, R,
LEMS &89 2 PCD OEIRAERIT, Z O/NMAEK
DFEHFIC P/QE VGCC T 2 HEIMELEETH
LZEMNRENY, O L, PCDO—HICiX
MBZBOBFHATHZ 2 L #TRB L, SHROM L
BHThb

9. Stiff-person FEfREE 7 7L TR

Stiff-person (man) fEMBEFEL, FKEEFHICHFIFET S
MR G ARe:, WE 2R e L, EREEcE
i, E7238s ATHEBCIENY, 5%, Fkke
%Y, MEHEEDEEINS, _®ﬁﬁ&mﬁ£@ﬁ,

TBEEL EORBTEGCHERIND, £2L1E
Ui, M+ BH, SR, FEk £ O BEMEER & 4
I, AEBCBWT, FFE65kDa © GABA EX
[ 3T H % i glutamic acid decarboxylase (GAD)
XS BRI 60% WCBBIETH D, F 7z MARATHE,
wE7 a7 v REEE (IVIg) TEROER % &
52 Emn, HORERELFEZ OGN TV 5529, &
72 IDDM, WA, BIEEES £ O HCRER
BoGFIbHMsNn TS

Stiff-person FEMRAE DK BT ZHRE T H 5 53, 1997
F, TRICRFB L-AREEHRE L2 E T 2 stiff-leg
(limb) EBEEOIMEHIN L SN, ZDk, 13460
stiff-leg (limb) JEREFED 2T L D, stiff-person fiE
BRECIZELZHRELEZONTWVLE®, FAKET
EEE, Bh/NRRE, KEBRE, Hodgkin U > /Y,
N, Mol COSHBINRIS N TE Y, BEEE
HHREREE L E 2 o320 Db 5. BRICHESH
%Ti 128kDa W/ NV FEET 5, ¥+ 7 A/NMIE

EETT Y FH A4 b=y R I2Bb % amphiphysin
05@"9” LA ST 559,

FHED X A = X AIZDW T, BRAEEENICEHE
BERTAMILICX 3 5 GABA {E8IMEOMHI = 2 — o >,
KNk EEE B OMS ST 2 Hz o605
GABAEEIt = 2 — o v OEESHS Ik > T

2530, HCHURIC & 2 EBN R FHERF I, Beit
BlHEDTINETOE ZBHSEMITITR > TR,

B GABA fFEIR A I 2 YV 7 ¥ /84, N
raxzv, 7x=bA 2, N)VTOME, HNTE
EY»EMTH L, FRRERE, FICHCHEDR
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%, Hifl = BH9 L U mEgaies, Vlg, #IBKE

A704 FPERHTHD, IVIgiZ D TIZZERE b
HE SN TS5, 2001 4, Dalakas 5°0 3 16 filD
stiff-person fEMRFE D BEF I L, 7 v 5 LLEE
RBEETO, Vg OFRHEEEEHL T 5, —7,
FEEHHIC DL TIIEZ D b DX 5 i %mMK,
BIEEEAT 04 F, MFEZWBENTH -7 L DR
L0355, Wessig O (ZFFEIFE D stiff-person fE &
#£1Z opsoclonus, encephalopathy % & L 7z fEHIZ
L, 11 BRI % 1T L, Hl amphiphysin
#Wﬁﬁ@ﬁQ‘ b rﬁ@aﬁl%%?ﬂ&)k EHRELT
. KIEEATHEICE, BICHEL EOENE
%@%fﬁ%ﬁﬁhb %, é%@*ﬁ%%ﬁ‘ﬁ N -
MmTHOETOLETH S,
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