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k- —b 2 EREEDEIREF (LEMS)

Lambert-Eaton myasthenic syndrome (LEMS), how is it diagnosed?

b o »o wiF Z9 C L S N Al

NI Bt%i‘{ﬂl WOFE K B EB

Masakatsu MOTOMURA Koji IKE Etsuro SHIMIZU
RS L 72w HIER #)JAE (myasthenia gravis;

FUHIC

ARFEDFH L. T v N—= b « £ — b U ERRE
(Lambert-Eaton myasthenic syndrome: LEMS) & \»
VWAL EB TR AZIEH LD, EDO LI BIRATH
BHOREAEN TN AL VO TR VES
Do GMHNE, TD XD LB gL LT, LEMS

Na+ Fv4 )L

1 LEMS & Ot fiR &
OB (A) BB RS, 1E 7 3 O BT BMEN LA MR K (B) 28158 3 5L AR IO N HI

AR

MG) &\ )i E THEMTHILE, LEMS @ 90%
. R R oW (K1) ICRET 5 P/Q A
BAARAE A V7 5F ¥ 2V (voltage-gated cal-
cium channels: VGCCs) (2319 % H CHUAKR THIE
§ 5 MEEEEG T - AR ETH Y €D 50%
SN A% (small cell lung carcinoma: SCLC)
AP L T B BIESTEMREBRE T D B 5 & Bl

HR ORI & Bl i

123+ 7 2/ (synaptic vesicle: SV) 2MEFD 2D T2 F VA USSR I EL T LR, i1 (active zone: AZ)

WHEIND (RBD2DDO)) o ZOAZLEMSDIFZE AL TH Y P/ QELE A ARLEE A V> 2F v 2V (P/Q-type

voltage-gated calcium channels: P/QMIVGCC) SRAEL TV AEHEE SN TV 55

1% (RIC)

O LEMSE & F i — BE oMol

T AR R AN AETE O BRI I GBI ANZ 50, A RO N2\

NT: nerve terminal, M: mitochondoria, SV: synaptic vesicle, preSM: presynaptic membrane,

PSC: primary presynaptic cleft, SSC: secondary presynaptic cleft.
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T&5 7,

ARFEMEREIZ. 1953 4E12%E[E Anderson & V12X -
TIRMICHE SNz, 20K, KEIX 43— 27
= v 7 Eaton & Lambert 2 TEXEH I MG &
X5 7% 0 SCLC 7% & o VMRS (2 B3 2 7 lE 5
PEIEBERE L R U727 M4)id. Eaton-Lambert Ji
fBRE & WHEN 720 FEBI I ORI XD . MR %
EEHORERITINZ T, Lg% &0 HEMBEIRA
FEREREDIERIT N 5 72 0 1982 4FIZHeE 4 v 7 A
7 % — K K% ® Newsom-Davis %% Lambert G4 ®
iz A CLEMS LM EAHEL ", BIEICE
T\, 1995 4E12 P/Q M VGCC HittRfll @ a3 4 »
AT F—FKRFEEXLT— - 7Y =y 7 THIEE
N, WEshz®s 2ok, ZoWEE TSI
® LEMS B#E 23t &, £ ORRRIESEEIIC 2 5
7z ()M 2 0fER, LEMS BHE O 10%12
i/ NN ZE EE (paraneoplastic cerebellar de-
generation: PCD) % &0F3 5 Z EAVHIBI L7 (F A1
DR

AR JE 7B FEHEC© LEMS O & EFA AT b .
ZOFER, 2017 FARFBICHERT 348 Ad LEMS B H
B sh ™ 47 LT HAMREAEBO
MG ZEFTA K54 2014 LET S h, BRI
LEMS O A4 F I 4 ) EiFs T, 2022
4 5 12 MG/LEMS # 7 A K J 4 ¥ 2022 H35E K
L7zc E56121d, 202149 A2, LEMS @2l &
B D P/Q B VGCC Bkl 52 2 A3 PR B,

Lol AfTid, LEMZIDRLT, 1.0
IR THAEL, FLT, M. EDXHIZTH
THPIZOVTIRIT 5,

L. FEA

LEMS DR % BES 572012, ZR22 0 RIE B %
FORT B0 AIEMBERE A 2R R RARE R 2 T
BTy BRI, /TG (2 B 5 2 I L & Mg L
XFTRT

BHE 63, B

FFR BB B KT RATREE

BEAEIRE - HFECHEH L Lo

KIGHE Rt diE % Lo

AT kb EL B2 1 HIC 40 A 40 4E

BUwEE « X4E 1 HE X ) PR 255 2 L 2SWEELS
Y, FCEHICEEZAET 5 L)Xk o72, ER
FaEZHT5RFICHRE R FEBlg I Tw,
ZOK%, FHTHREOSLEXARLEL EHICRD,
X VT =T BBICM TSR L LI ot &
HIC, HERHIREHRET A L) kol £D7
DIT, XA 6 i, Ntz 22 L.

— AT - 55 169.7cm. /A5 68.2kg (CPF4ET
Skg DKL) | IMLE 160/91mmHg. k3 80 [8] /45 - %,
A 36.8°C . SpO2 98% (room air) . «UMiliy JEHIZ 5
Wi Lo

PRFEA AT AL BRRGE BHL EFLIE 3/3m TR AR,

% 1 LEMS ORE. FRH o i

O’ Neill et al, Nakao et al, Titulaer et al, Liu et al.
1998, n=50 2002, n=110 2008, n=97 2019, n=50

Bt 32:18 84:26 55:42 32:18
SIS E AR (%) 54 62 57 56
FRERT 5 (%)

B IMET 82 80 82 100

TR I 90 97 100 100

i SO 92 85 92 100

HIE k58 ) s 25 n.a. 5 38 48

ARG T 54 28 46 48

IR 4 10 n.a. n.a.

AN n.a. 9 9 14

I AN 4 6 5 n.a. 10
BRI R (%)

17178 74 31 78 56

15 Hk 18 11 29 26

FE B 4 7 n.a. n.a.

AVRTFY 26 4 65 19
SCLC A pE=E (%) 42 61 54 46
P/Q®VGCC Ab (%) n.a. 85 93 n.a.

SCLC: small cell lung carcinoma, VGCC Ab:Voltage-gated calcium channel antibodies, n.a.:not available

(SCHK3) DRIk B & O %)
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A

MCS Median Right

1: pre tetanus 5mV J 2ms
2: post tetanus Smv J/ 2ms

B
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Rep.stim Median Right 5Hz

Gain/Analy. 2mV/5ms

Rep.stim Median Right S0Hz

C

2 LEMS OFZ Wi %H TdH 5 B LA

RI2A T, RS O CMAPHRIF2.50m VAL T L. I S CAMPHRIR7.26mVE LA L7z, KI2B T,
SHzAZH B T37.5% D WHRBIG 23388 Sz K 2C13, 50Hz i $EE SR D Wi B R 2R 37 105 Dl

TCMAPIRIEASI 3. 190% i B B R Asifd STz,

MR BE N 2 2 o 720 BURPHI O 5L CHEIMR
CHREE TR L 720 B OBERSHIET. iKY
BRSO % dr o 720 T T A Midk TBOEAL
BN O DK T A% ). Gowers B fERETH -
Too B, HBETE R SBHBRICKERG T (G
17.5kg, 77 14kg) &7 > 72, fillsd L A5 - IRE LIS
EHTH oz BATIFHCTIIWBETH o 720 R
ABEITTODPLETH > 70 HEAGEE. 4
IR AL EETH B 25, HENTORITIZH
43 CHHET, HAGERR modified Rankin Scale (mRS)
3ITAHY L7z, HAVREE R E & HR 2 7880,
R I T L R o 720

ABERFRAFT R © M5 - — AL 13 8% %
RO o 72 WRBEAERE X IEH. B SS-A Pk,
Pt SS-B Bk, $it AChR Pifk, Ht MuSK HifkiEkEM:T
» o720 P/Q R VGCC $ifhid 248.7pmol/L (IEH I
FRAE ; 20.0pmol/L) T - 72 ProGRP (liiatA ~—
H—DHA Y YA TF FETEEEK) 1E 1730pg/
ml & REEHETH o7z, KM IZEHEMRAT
. IERRRE OB AR IEEN A, (compound muscle
action potentrial:CMAP) %% 2.50mV & il T, 5@
i1 7.26mV & IEHAL L 720 AR BE A SGEA R

(13)

(3CHk14) LDIZHK)

TlE 37.5% DR E D7 (B2) Y, $HEMTIX

BERET WA RTD o 725 5712 & 0 SIDHEAAS
TaThrEEZON, Y xuy R TIIRET
PEMEAR T IZFBD 2 h o 720 WER CT T3 FEES
#) 33mm O BIEAE 2 JEH 2 T, AR
EW ) YSEIAEAR L Tz REMARDG] S
BARRHIAKS R (B3)7, DLk, BEAH
AN LT v FVACHUERTEIC L ) LEMS
LD S N HEMRR O 72 D I g NRHZ ABE L 720

AR FEGH  SE SCHRAE T, BRI class V

3 JwEk CT. Wi
(3CHK15) L iik)
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D/INARETd > 720 PET-CT T3 % RIET 5
I REERIBD Loz, DEX Y. ANl
fitigE (cT2aN2MO; Stage 11 A) & Bl L. Fafbazikik
& ARRIR R & BiAT L 7zo WEERICPEWV. S EGE
L. Mok d 2w U7ze XA 12 B 2RI RE T
MFRBHUIHEEL, ML D B — A TR, HEA
W E W L7z (mRSTICHY), P/Q
VGCC itk id 1.0 DL F pmol/L (i I8l $R i B o> 1L i
EFREHE L7) &Rz b U7z o ORI GRER C I,
IE A > CMAP 13 7.06mV & g L, AR50 1 ol
WIS % B b OO, EHFEEERIE T ol
BRI R SN h oo X+24E 1 HHAED BT
WFHIZLTBY ABREZ#ED KL 255 I EHN
FHT TR ARE R D KL T 5,

ZO%ERNZ. SCLC A LEMS o #it#%]¢, LEMS
Z Witk SCLC 2358 i.& v, ZDEHIZ L ) LEMS
FERAHEINC S Lz T UL, IR RnE
BEREOMAGI L HF 2 50 AKBIDRT L HIZ. LEMS
ZRESHRVZDIIIRERNEETH ), HE LI
DT % AE S 15 AT A B A R A AR
ThbdI L, LI, AEMERDEEIN TS
T L&A LEMS &) SEBER 2 M RIET 5,

I. £EDKIEHmD

1. BERE ERIERF

BRETA» SMO L EE) = 2 — 0 > OREMmICH
% MFEHER & A & D5 I & MR A8 (neu-
romuscular junction: NMJ) &\, Mg xEIf o X
I RN T — BV 72012, H ORISR A
FEPR B LR 9 Vo TOMRMOMIBEIZIE 7 &
FN ) vk (acetylcholine receptor: AChR) %%
EEEEICEE LCB D . B (motor end-plate)
LR S, EAERMEJTAE (myasthenia garvis: MG)
DIREFITH 5B —F. MEMoOMBEETIX. 7
+F )V a1 ¥ (acethylcholine: ACh) %Sl BE#& K
DR S N5 ERA 2 GRS (active zone: AZ) &5
v, LEMS QWA TH S (B 1) 2D AZIZP/
Q-VGCCs 2 i A L, iHB)EA SN EET 2 &
ZDOB/MEALZ ik LT VGCCs 2B &, HhiHIIL
WIZAN YT AL VHRAT B TNHRESPT
Lo T ¥ T AN E 7z ACh B3 e

(14)

KPS Ehs, 2OB, ¥ 7 A/NEOREE 1
REHARILRIL E ORlS . 2 LT IR 2 rbh
%o ORI, BEICHBRIL S M-S o
HEBESERIZE D DI D 300us &\ FRER Tf7
bihs ",

Z OFIERE 1L, SCLC o JEH M fa i P/Q 7Y
VGCCs % BLL TH Y, JESIIH T 5 5092 Ut I
XY HEYRD AL B WIS, MEHICA L2 P/Q
B VGCC HURASEBAHE - HHARE DR K OGN
WAHAET 5 P/Q B VGCCs 0z &4 (VGCC
down-regulation). fifE#E RN HLOTLF VI ¥
B & B S, HIKT & BERRREE 2 L OdE
KA %5, LEMS ®—#Tlx, PCD-LEMS &
FH D P/Q R VGCC PuiR A3 M Jix B M 2 8% L T,
/NG P/Q B VGCCs % A S8, EEj
HE A2 & TR AN S s 7, 2019 4
Shimizu & &, PCD-LEMS & & D I H 12 GRP78
PRSI BL L. 2 Bk AS LI i B Y % b
EIELI LR, LRROWRHEZZXFT 2%
ﬁ‘o 7z 18)0

2. BRIRI&

AFE D LEMS110 fEf o ' <id, Bk 2:
1. FSAEEHIE 17 205 80 1 T3 62 . SCLC
HUEFIZ62%TH > 720 LEMSHERDITE A &I
REE, DU, FRIC TR AT TFE L. A ATRE
ENREL DL (R1)o ERDE — 7 BEIIZERIEIR,
g T2 542G BT 0BG, MG O X
I BIEROADFEREETHZ LT LA LR
Vo ZOML, TR A YET V7 B o B R
EF 72, 9-14% /NI AEER T B RE /NI A VA
(Paraneoplastic cerebellar degeneration: PCD) #°
RoNd, HRIZATH, ANMEEBZ TIHFEDE
Rig%R LTS (F1). SCLC DA BN &
PES ARG OMEND V. A, B B
EWGHE. U v oSHE. BBREE . 2OV LA 0
7o EOMRENWNE e EAHE SN TV S,

3. AELTH

LEMS {B# O IEARF X, SCLC Oofi% & 2D
BIERTH B 5, FIERIIC SCLC 23R &
N7-BHE T, SCLCIZHT AmHENEY LI
. ERFHZT TR < LEMSAER b B3 2



T 5. —J¥. SCLC % & O 5 IR H3 etk ©
HHYE. BRI CHgRE L ERE~ — 5 —
FiAr %\ LEMS 764 f% 2 I ) K3 RETH %,

NS DR FEELZ BT 2 T, Newsom-Davis
DOLEMSHE#HT VITY) XL w32, BHEOT VT
VAL (R4 Z2RT. BRakHPH, ThH0ihk

LEMSOFEEZ R

(3457 /EUS>THE |

/EfeRbEORSR

EENFETD

BEE AR

L 4
3427=) lf U= ik <BMEREFE>
B RRAFIT=>0iEM KBH>IOTY L
< REAMER>
JL EZVOAER
FHFATU AR
* |
BRCRIGULRWES(E
UWFEIIIREETD

X4 LEMS O{GEH# 76

3,4-U7 ) VUL BB OF I 0Db LT, R IR
@ﬂﬂ?d&f:ﬁé LEMSO# Witk i, SCLCOMEREATV . IE 55
WD o7 FUZZ OBIEFREERAT) o — 7 245 1] AR
%ﬁoﬂ)r#ﬁwiﬁ/\ I MGORIEBHUHEL T RIE B
BAT aA RR G IHIF 2 O N IRIGHE DT T, ERESI Tl
ML AL R L 003 7 a7 K B 2, B RN #EE B
VYRR EDE YA DRSNS,
LEMS: Lambert-Eaton myasthenic syndrome,
3,4-DAP: 3,4-diaminopyridine,
IVIg: Intravenous immunoglobulin,
prednisolone ad: prednisolone alternate days.
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WX, AT TREEH TV, 20114432
ULV E2—TI 34-YT73I /78I ERES
0 7)) vREEHERED (IVIG) D208 EF VA
OHBHEHRE LTI LIFshTng ¥,

LEMS BHOFIE, EMEEL. 512 SCLC 2 &
PETH2NEINICL o TRELEL D, 2017 4F
Maddison 5. il & 24— MFZ%ET. LEMS &
VW HERERBEAD SCLC D P #H A2 %E ST
Wb I EERELZY,

. EOKXIICEZHAT D

LEMS O #Z Wi id. SR, 7 ﬁiﬁ%mmﬁiﬁv
EEE CHURIC RSV TIT 9 o RS
LEMS O#ZWiicix. MO IE T MKT\WE
B AR SO A O Wi B s & ST & 72,
LEMS & [a] CBEAAEBT R 2 29 2 8B L LT
& FEWICENTDH 525 AChR HUKREYE MG™ ™,
ARV ) R A, BLO BRI LEMS™ % X0
mBHH L, ZOLE)BEEFITIE, P/Q R VGCC ik
M E B, 22 TiE. LEMS OZ W05 2 b
HTHLHMHEXBAE L P/Q B VGCC Hiikill € %
MG & R HHH L. MG/LEMS #71 F 5
4> 2022 ® LEMS Z Wit (R2)™ 2 %,

1. BB

LEMS & FAZRIBERER T MG & 572 D, A7
ARG E LCOREIMET LAav., XoT Ml
L R 3 W INBYME G S5 0 FINTER) & BEBRfh & L CAT
%o MG Tl ARG EIERL (compound muscle
action potential: CMAP) & & @ & T X 72 v 2%,

(3Cwk21) E0iEHR)
% 2 LEMS 5l s e
A R
(1) PUBGE R A O 15 A% F
(2) BB T
(3) B HRE R

B. SRR O S

(1) 158 H OB 535 B FEAL O SBR F

(2) fECHE 15 ) 5 (2-5Hz) T 10% L ool i B 52
(3) E Mg EE I (20 ~ 50HZ) & 5\ 13 1075 [ o fi KB R 00 72 12 60 % L o0 il g Bl 4

C. LI F Ok

P/QMBAMATEE A V7 BT X R OVBifk

D. HJ5E
T o84, LEMS & 37 5.

ADHSH (2 EG2HAL LS Y, BASHA L RDOLNS.
ADHI B2 EL2HBU LS Y, Bidld b \Wid2HHZHmz L, CHRE

(3CHK30) & 1 #5iR)



42

LEMS Tlix CMAP #kIFESZEHIIN T 32 (K 2A),
2 ~ 5Hz OHER#L T I1Z. MG kI CMAP o
WA o s (B2B). —7. 20 ~ 50Hz O &4
BRI ClE. CMAP D, waxing BIR S 6 %
(B 2C), LEMS IZH-RM % Z 0Bz, 108
Mo ABEIGHER (post-exercise stimulation) T
DALERT AT LDTE B, Oh B 1L, MM % MET
L CHli's @ 100 % 34 2> & 60 % i 5 % 785 AL BRAE Y
DML T2 RELY, LTIk, B
FERIIC X B A% M 272012, 10 B ok K
R I 2 O CMAP O3 K% 5t8%5 % (post-exer-
cise facilitation: PEF) MR I RT3 ¥,
C ® PEF 3R I IKET (84-96%) . FFFEEAS
100% & HE SN Tn5 ™,

2. P/Q & VGCC #ifk

P/Q # VGCC ikl EidiE, 2K, HT
TIERE Z W S 0M2T 5 2 L idHisk 525, LEMS @
ZWHZ AT o SCLC A LEMS 1313451,
non-SCLC LEMS @ 90% 3k ¢ P/Q & VGCC hifk
D& 72 % %Y —7J5. Mayo Clinic (238 TH
VGCC PuiRbatE 236 A o JE5EPE eI % 3R
NR7z& 2 A, MBI DA IRAE . /N
FRERE, I AN F—ELIIchblzoTWw 2", 20
L9 BBtk ok L, e LTo P/Q # VGCCs
2, MREA R TR L HEMRSR, BLON
IR EWIEL AL TWAZ LR ML TV 5 7
DLEFEEINDL, YLD, P/Q R VGCC Hifkkmik
Tho>Td., LEMS L BWiT 5720121, BAEH
BA CHREH AN ORE ZHEH T 2 LE D 5.

3. LEMS ZHE% (¥ 2)

RS WT A HE X, I T ) RS T k1 2022 &[]
KR, 1ABetE “false negative” BEZ V7L §54 X
HICHE LTIER &S N7z MG OB iR, B
% EOFEIR & AChR Hufhba ik Tl Wi ¢ & % A%
LEMS Tid, EXEHBREIZWIICLHTH S, A
DREIRIZIZ. LEMS T 90%LL 12 A & 2 U
ORI BEEHE T, BIO, HHEMRAER D
SIHHZHY L7z B O ERIEERBO RS & L
T, () 1% HoEAHIGHEMORIFK T, (2)
B B R 3 (2-56Hz) T 10% UL Lok E 4. (3)
SR EERIE (20 ~ 50Hz) & %\ id 10 B o Kbl

(16)

BIHE£IZ 160% DL oML o 3 HE AR L
720 COWEEBACHIALE LT P/Q R VGCC Hifk
ZHY FAF722s AR O RE 2w 5%
WrIHH & &bz, 2 oMz, FEB O MG/
LEMS Z# 74 K94 v % TSRE & 720,

HHHIC

AFRD LEMS WFzeid., 5 2 68 L € & 72, BAE.
—HOFEIL, HROFE—RINTH S 34-YT7 3/
)TV ORBINEAEITE TV RN ETH
5% 2021 4ER L 0 ZF OBRBRAAFE TS S .
IGIERICERIROBSG T TE LX) b 2 Lk
PRI NS,
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