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Lambert-Eaton /7 # JJ i 5 # (Lambert-Eaton myasthenic
syndrome, LT LEMS & B&RE) (GTUEGEAM i O 1T, B
AR S, VRS 2 & A S L H ORI - ks
G HRETH 512, EERAEREE LT s Ty
BN, — i) %% EEIES O & PHE 50~60% L Wit S TH
D, HTHNIAE DG 33~61% & L\ e ST
790 AR S NAF T o LEMS EFZEIC L 5 &, H
ARIZBIT % 2017 420> LEMS BEHE 348 AT, HEEA R
13100 HAH720 27 NeAmATHY, F72 LEMS EED
46.7% S IES; 2 A 0F L, BESOWERE L CidiliZMlliasE o5
FEDS T1.4% L 1% CTd - 729, LEMS 1SRRG AT B
HAEREARIZFEBL L T 5 P/Q BB VT o A5 v
$ )V (voltage-gated calcium channel, PLF VGCC & W&EE) @
BEEIC & ) MEERE T 24 5, RERRNIUEE L Tidht
VGCC HEA I HNTE Y 85~90% Ttk & 7 9. A
W IE] U AR 3 B B C b 2 T A M & Ji L T AL
IR S B % 29 % (3 & O BT IR % 529 2 95 B3
ThHY?, WPILFEEZ D LEMS JEBNLERD 7 — A2 ) —

ATFFEClE 5~10% & ST 2999 Afa|k 4 13 11 FIF0E
AaF 2L N LIRSS 2 5 CRNRh I A6 £ 0 A E IR
DERHGES N7 LEMS O 1 6% #7720 MiET 5.
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Tk B, EakbEE

BEAERE - RN liE (51 iy, RERz M IRTE AT %) ,
ISR, 2 BRI, NRESEEREZ & CTHEED Y.

FMEHE © FFRCEE R L.

ARG IR ¢ BRJHEE 28 % ~30~60 A/H, eI

BURIE © N EEAL A OF R & 8 E HE LSSE 10
HERIZUF 2055 L7z, FE A9 T IR o DU A 5 o
MR (MMT 4/5) & BRMEAAT 2380, HRIG T H#E IR ER
JEEDHIRR, BAHIIERD R h o 7. EAAE AR TIERR
MWEADEMR B IZ B W CEREDOEEMHIGEIEN (compound
muscle action potential, LLF CMAP & Bsi) DT, post-
exercise facilitation (/IMNEZMZT TZEEHEE CMAP 2.4 mV, Ui
Ffift CMAP 8.7 mV) DT Z 2%, BUAEMEEERD 3 Hz
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TEAF I C waning BH5 (progressive decrement) % 7267
(ADM I2BF % 1 5B ICKT 2 4 A OHIEZE54%). P/Q
T VGCC PRl 113.7 pmol/l & EH-%# 588, LEMS & 2l
SNz, B CT M CHESR Y o /SEilER %GR, [HERAL
DBEWFEZE A FFSHERIC RIS/ NI & 2
WrE iz, MEERICHTAEY FAF7 3 Vv RAWIZ L 5
SHEFREZFG L, FRNRHERSOKGRLE EEERAND
[ME#1+TC3,4-Y7 3/ ¥ T (34-diaminopyridine, LT
3,4-DAP L W&GE) OWARARE A MG L7z, EEE IS 5
WAL (VR TSF o+ bRV F) LT
T8N, BN & BB L7z, 58E 3 22 BRI AN
ODEZE R SERE L, UBEIEIRENRFCABED L, Fl/IVeEsE
2K BEHHEE (7 A1)~ 100 mg+ 7 T ¥ K27 LOVIiEREE
75mg) & BHEMEEDONIRIC & 2 REMIETTb R, &
WL OASMELZE L CB Y, POFEIINE O T @ m % 72
W, FOAEDRERTH -7 Al Sh e IBEIEOH
A HE LW, HOPRIFIRA L2 EIZE LT ks
7o, BERBELZBEH X DMCIERHEZ B L, BPE3 HEIC
EARIBIEIRTE & 72 ) MEEARCRMR S N BRI T A 55
S TIRRR R E & FH 2@ LR EMIEE 2 L TB Y
LAEWE - NDIREREHEO FICU ICA=E L7,

ABERFEUE ¢ MR 37.5°C, IUE 114/55 mmHg (FEA & L
TR7% 3 VIRERIE 1.5 v #5), HR 103/min, SpO, 96%
(SIMV, fEHEX, FiO,0.21, PEEP 3 cmH,0, Pressure Support
7 cmH,0, MARIEI%L 13 [/5) THIEEIEZ it E g, O
FRWER T IIFRO TR E I LHF TH - 72, MiEAIT R TI
HAklE GCS11 (E4VTMS6), MEALEE 4G 3mm, /£ 3mm, Xt
FAHE M CTdy o 72, TR O BRI R R g 14 T
Y, HERIEDO Do 2. TR MMT (i _EJ5 &
SRS 2/5, TR B AL 1/5, BESCEHE DU A L
WL, WIIREHIRD 2o 72, EEIZEFIIEO T, W
FEEN B L TR T 07205 - hin W Th - 7. Ha
MR E & L CIE B % f 7278, 2 O3 R i <
fEFMIFRD o 72,

A BEEEAS T R LMEE Tk WBC 14,700/ & EF- %38
%, Hb10.9 g/dl DEEE DA M % 7B 72, D-dimer & 2.3 png/ml
ERRPEEE T, LRI TR T N E BE RO o
7z BIRIMLE A AGHT CTldfs =2 —F 0,31 #5DFRHT
T pH 6.944, PaO, 127 mmHg, PaCO, 139 mmHg, HCO,~
28.7 mmol/l & FM % i LR R IMAE T - 72, HIHB X A
AETEHAS 240K IEEO S, Mk RREE S (LW sharp T
Hotz. Ny FYA FITTHAT L 72 R0 RE g 2 ki <
1, ERIHEEL 40% T, AEBEOIGH RSN Z LIk
BCTh ol #5 CT CIEHHMRE Y v/ SHillE Rz &
ROF, RSBV TNES OB EDEEE 2R 513
IR A D E I & 7 5 IEE0O % Ao 72, i MRI i ©
ILECEF(E, FLAIR (£ CTH O 2 2B ESRA IR 2o
7. KRR fm B TN YRR 12 B 1 5 CMAP (X
0.57mV (JUGHEM# 3.4mV) TH Y, FHGIZBITS 3Hz K
BHERERCIZ 1 38 HISRT T % 4 38 H OMIEFRIL 21% TH >
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72, P/Q B VGCC $tfAfiiix 143.1 pmol/l T - 7-.

ABEthim « LA T R 5 LEMS S MEHEIC L 5 1T
RINMEANS: L35I L7z, ICU AZERFISIZE) FAF 7 I VR
1t¥ 180 mg/day, 3,4-DAP 15 mg/day Tk L C\272. BI%hE
HIE & L CHMIM AT SR (plasma exchange, LLTF PE &
WsRL) % R4 BIREAT L, %72 3,4-DAP % 28 & 12 5 mg/day
$OWEE L7z PE 4 [0 HA# TR IEPICIRIE DU % B 72
7o, ZTORWE S N— B~ L 72, TUE o 1
FHON T holz/z0, BINGESE LTHREI QT ¥
#3981 (intravenous immunoglobulin, LT IVIg %k & B%
) % 13— A (400 mgkg, 5 HM&EG) irL/z& 25
WAV OUEE RO 0%, FEOEM OB KT R4y
BRI FRGE LAUR CORTIIREERIREETH 572, T L F
=vur5mg ONREZIE L, 10 mg IZEH O L xF VT L
F=vua>500mg3 HE D/ ZAHEEFH3 a— AT L
7o, FORIIAIRTL F=v1 v % 5mg N Uik L7z
BRIERTRAT L T 7z FROEMH O KT ot (MMT
4/5 F2FE) ZFR, ABEES 60 H H U2 I3HUR ST RE 2 KT8 &
Lol WRRIZMEREE L LTIZE) FAF27 3 v B
180 mg/day, 3,4-DAP 75 mg/day, 7L F=>'UO » 5mg/day &
L, HEBRLZ (Fig.1). BRE#ZT L% <0 P/Q A VGCC
PriAiilE 72.0 pmol/l & ARl & Foiis L Ceess L7z, 724
ABLER AT RSB L CiE, BEERT O /NBYMER 2B S
CMAP i+ 1.76 mV ([UfEHETTE 6.7 mV) TARERS & i L <
HARLTWw (Fig. 2). FREFCHGE L ZRHICBT5
3 Hz BUERISGRER CII A B & FB L CH S 2 i R 0 7
FRRO L orz QBTN T2 45EHOWMER17%). B
ifk, 2 BB X /R & ke L, 3,4-DAP % 5 mg/day
FORiHE L 90 mg/day CTHEFF L 72, ZOMRERFRAIZ LI
Koo MMT (£ 5/5 Z#EFF L, B S 5 7% IRIE R IR o
Bl el L7z, aBBE 3 2B 2 0/NMEYMRFICBIT % 3 Hz )
BRI TIE 15 HICHT 2 4 5 HOMERIZ 0% TH Y
YRRz (Fig. 3).
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Fig. 1

Course after onset of Lambert-Eaton myathenic syndrome (LEMS).

After LEMS was diagnosed, we initiated treatment with pyridostigmine bromide, mild weakness improvement was observed. Small cell

carcinoma was detected, and radiochemotherapy was administered; muscle strength was improved, but mild fatigue persisted. 3,4-DAP was

started at 15 mg/day and was gradually increased; however, the fatigue did not improve. The patient was intubated and admitted to the

intensive care unit once he contracted AMI. Every 2 weeks, the dose of 3,4-DAP was gradually increased by 5 mg. The patient was extubated

after four PEs. Muscle strength gradually improved after one course of IVIg therapy. Although there was an improvement, the fatigue

persisted; thus, three courses of mPSL pulse were administered. Treatment with pyridostigmine bromide, 3,4-DAP (75 mg/day), and

prednisolone (5 mg/day) was continued as maintenance therapy. The patient was then discharged home.

Throughout the course, the anti-P/Q-type VGCC antibody decreased during symptom remission and increased during symptom exacerbation.

PSL: prednisolone, PE: plasma exchange, IVIg: intravenous immunoglobulin therapy, mPSL: methylprednisolone, 3,4-DAP: 3,4-diaminopyridin,

SCC: small cell carcinoma, AMI: acute myocardial infarction, LEMS: Lambert-Eaton myasthenic syndrome, VGCC: voltage-gated calcium

channel.
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Fig. 2 Time course of nerve conduction studies in Abductor Digiti Minimi (ADM).

The changes in compound muscle action potential (CMAP) in ADM are as follows: there was a decrease in CMAP at rest and postexercise

facilitation at the time of admission and after four PEs; however, there was an improvement trend in CMAP at rest before discharge. The

CMAP at rest significantly improved 2 months after discharge, and no postexercise facilitation was observed.
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Fig. 3 Time course of repetitive stimulating nerve tests in Abductor Digiti Minimi (ADM).

There were changes in repetitive stimulation nerve tests in ADM. No clear relationship was observed between the decrement rate and

myasthenic symptoms during hospitalization; however, the repetitive stimulation nerve test at 2 months after discharge showed improve.
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Abstract

A case of Lambert-Eaton myasthenic syndrome with exacerbation
of respiratory failure triggered by acute myocardial infarction

Tomohiro Uemura, M.D.P?, Jun Sawada, M.D., Ph.D.?, Ikkei Ohashi, M.D.?,
Bungo Hirose, M.D."® and Rika Yamauchi, M.D., Ph.D."¥

U Department of Neurology, Asahikawa Medical University Hospital
2 Department of Neurology, Sunagawa City Medical Center
9 Department of Neurology, National Hakone Hospital

The patient, a 58-year-old man, experienced weakness of the proximal muscles in both lower extremities, and
Lambert-Eaton myasthenic syndrome and small cell carcinoma of unknown primary origin were diagnosed. He received
symptomatic treatment for myasthenia and radiochemotherapy for small cell carcinoma; once this regimen, the
myasthenic symptoms improved. However, acute myocardial infarction occurred, after which type II respiratory failure
developed, and the patient required ventilator management with tracheal intubation. Acute-phase treatment, such as
plasma exchange, intravenous immune globulin therapy, and methylprednisolone pulse therapy, and intensification of
symptomatic treatment allowed for extubation, and eventually the patient was able to walk independently. According to
electrophysiological examination, compound muscle action potentials were larger at discharge than at the time of
exacerbation.

(Rinsho Shinkeigaku (Clin Neurol) 2023;63:363-368)
Key words: Lambert-Eaton myasthenic syndrome, acute myocardial infarction, type II respiratory failure,
methylprednisolone pulse therapy, repetitive nerve stimulation




