49 : 660

2 =

PU MuSK HUIARS I 4 5 B BEE 7 18 T JRE O
Piay vy x5 7 - EEORR

AN 19 SR =R

LT A HRY

BRI kY K

i

EJ 1 3EFE, muscle specific kinase (MuSK) (2339 2 #nfd % & D2 BREEHENIE (MG) DFEEHIHEIL S h,
W7EF U L ZRE (AChR) HifABM MG PERAERM MG EDBEZOHEEIBEEE-TWV3. §H,
$i AChR HifAfeML BRI MG D5 5, 3 MuSK kG EMmRARMO 2 #0O MG BEOBRKERERIAV I
275 —EE HIE) ICHTIRICDEVERSTIL A ZORER, i AChR HFERM MG BEICEWVT, PED
BAAIRFO7 429 AL CEBBAREETRTIEHVICIE, i MuSK FLikEM MG & 5 72450, ¥ 73 MuSK
WG MG BEICHAFEEZFERT 2 (EH WV ICIE, BBEUISX cholinergic crisis IFEL T, PEZEEICFEIAN

ETH3.
(BRER##E, 49 : 660—663, 2009)

Key words : &SR FIEFH I, FIMuSKHUE, PURBEMG, $ia) Y2275 —¥E, 7o 3R Bikis

FUBHIC

S HTIFEHEE (MG) (&, MiEHICAEET 2 B RHE
PHPT eF IV B4R (AChR) HuikkETE MG (seropo-
sitive myasthenia gravis ; SPMG) & AChR HifkFEME MG (se-
ronegative myasthenia gravis : SNMG) (ZX 5 &4, SNMG
D) LK TIL 40~50% 7%, EIN T 30% A3, Hi muscle
specific kinase (MuSK) HifkBzE MG TH Y, 5% 0 25k
B MG Ta 4. Bl MuSK HulkBtE MG i3, $i2) > =27
F—EEGIIE) IR L, EHBIDL VO R ST BB
FRTEMAIL CHME SN TWAE?Y, Sulbhbiid, B
MuSK #ufk B MG O EE LSS EHS»MICTr I L %
HEyE LT, ot MuSK dufkbatt & BBtk o SNMG B % 54
ELT, Moo RE2HET L.

MR ETE

Xt 4r 51 SNMG B3 18 BT, 5 BT MuSK kb
MG 7 Bl (% 7B, SFIFFEFES 490 %, 31~70 %) & WHL
REEPE MG 11 61 (3B 561, 206§, “FHFIEES © 437 %,
17~64 %) OERRAER & HL 2 I3 2 S & T E L
2. SNSOEBIDT ¥ RBOHE L, BRI E
WTER S N7FERE ANV TR S 272, BLIFEOFI R,
ARAIC & 2 AR L & BRERERD S B8 5 V3T o H)

EEBI o7

Frvu BRI X 2R LRI 5 BT, 18 Flk
D 9 Bl SNMG (Bt MuSK HifkbsPE MG 5 #1, Btk MG4 1)
BV PIagEZRA L T B IEdH vid 24 BRI LL_E OBk 3E
FiEEE BT, FryuryRBEORNEBIY ) BRIk
AL, MEE 2729 2 CHEM LAz FEg, Emaix
20ml 2 b= Fa 7= 4 10mg Z&MBL, 30 HW
O %P TWo < ) & 2mg Z#HE LEWER % A7 LT,
BINT 21 XDV TiE L 72, 5 Blo$it MuSK difk
Fath MG @ 9 % 2 6] (Table 2, before) (X iE#E BRI 1T
L, BHRBPOMO 3L —REHPt I A S Nz Blhd -
7275, RIEP R VDH B\ T fasciculation D7D L Tik
WA o7z (Table 2, none). &M MG4HIE 1 Flxkr&EHia
FAMEH ST
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4o, REDOEZD 5 HIRE T ELEROIAERIA S
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JEAERIICIZA EE 1T % <, PL MuSK Uik R A BB
BEho 2D, HERZRLLTWT/TE4/1D) L E,
Frou rRBCTORMBEE 3/7 £ 10/11) L% EThHo
7z (Table 1). $t MuSK HikRMERE X B TH > 7225,
WEICEEZE T o7 (p=010). HT MuSK HiikbztE MG
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Table 1
. range of . . ; X e e positive effec'tiv_e positive
MuSK ab onset of male/ thymus bulbar neck artificial Tensilon oral anti- response to
(cases) ) female | hyperplasia | symptom | weakness | respirator cholinestera pon:
age test ses steroids
positive (7) 31-70 0/7 1/3 7/7 % 5/7 1/7 3/7% 2/7 7/7
negative (11) 17-64 5/6 6/10 4/11 5/11 1/11 10/11 7/11 1/11
MuSK ab: anti-MuSK antibodies *; p < 0.05

Clinical characteristics and effets of anti-cholinesterases of seven patients with anti-MuSK antibodies (upper column)
and eleven patients without anti-MuSK antibodies (lower column) in eighteen seronegative generalized myasthenia

gravis. Asterisks show a presence of significant difference of frequency of each parameter among two groups estimated

by 2-tailed Fisher's exact test (p < 0.05).

Table 2
anti- dose of
MEE K gender exaan%ieniiion cholinesterase edrophonium elt‘iersopok?osr?ittﬁn side effects
medication (mg) P

. fasciculation of facial muscles, dysarthria,

+ cles, 8
F 43 before 2 worsening dyspnea, stuffy sensation of throat
+ F 48 none 4 worsening lacrimation, worsening of ptosis
4 F 61 none 5 negative fasciculation of facial muscles, stuffy sensation
of throat
" F 69 none 5 positive fasciculation of facial mu_s\cles, improvement of
ptosis

+ F 71 before 10 negative fasciculation of facial muscles
- M 26 none 5 positive none
- F 59 b 3{1{;161(;;;1%21;16 10 positive none
- F 63 air(l)bri?go/rg;;n 10 positive none
- F 70 b g;ﬁi(gtgl/g:g;e 8 positive fasciculation of facial muscles

MuSK ab: anti-MuSK antibodies
F: female before: before treatment

M: male

Response of intravenous injection of edrophonium chloride on five patients with anti-MuSK antibodies (upper five columns) and four patients

without anti-MuSK antibodies (lower four columns).

72, B MuSK HURB LG CTIFIR G EE 2 D BEE L7z ) — X
2B 72 ERNE 161 (14%) OAT, WEEE ICE&fA AT
A NI Z O TG 2 BOS L CRARIE IR 32 L
7z.

Pt MuSK Hifkbstt MG (5 #1) & matikEtE MG (4 #1) |
JifT L7 > v v 3B R T3, Bt MuSK HufkBstk 4 fﬂ
Smg U Tl b Fa 7+ = 2 ofEcm (IR
T - 1) 12 fasciculation 253, 3 BICIXMHBEOFE F % 1%
CxFFz, 1B CIRRE TEROTEANALNZ 1O
MuSK HifR B Tl 2mg DA =T, HE - F O fascicula-
tion & F&3H - BIIREE & PR 2 3R 2 72720, ZhDl hok
ik L7z, BIER 7 < 10mg $5-43°C & 729t MuSK itk
Ptk 1 Blo AT, IRIETEROYGEEZRL, 7 v v v ik
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WS R L2E T, 5 804 3 B4 5mg LT o3k
I FHE 7+ =7 A THAO fasciculation 2535, I
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T EFEOPIERT Vv u VRERT, W obl o SR
12 & B 5B repetitive discharge VB E N5 2 2905 3
AChE O #A v LEEREAR 2R IE SN TWw b, HL MuSK
PURBTE MG ToR# L L Todia3iz, @il UER cholin-
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Abstract
Effects of acetylcholinesterase inhibitors on patients with MuSK antibody positive myasthenia gravis

Tetsuro Konishi, M.D."”, Masayuki Kousaka, M.D.”, Kentarou Yamakawa, M.D."”,
Masaru Matsui, M.D.” and Kiyoe Ohta, Ph.D.?
"Department of Neurology, Utano National Hospital
“Clinical Research Center, Utano National Hospital

In order to clarify the clinical characteristics and effects of acetylcholinesterase inhibitors of patients with
generalized myasthenia gravis with antibodies to muscle specific kinase (MuSK), we investigated seven patients
with MuSK antibodies and eleven patients without both antibodies of acetylcholine receptor and MuSK. All pa-
tients with MuSK antibodies showed bulbar symptoms, which frequency was significantly higher compared to
those in patients without double antibodies. The frequency of positive result of Tensilon test was significantly
lower in patients with MuSK antibodies than in those without double antibodies. In response to intravenous edro-
phonium chloride, MuSK positive patients showed adverse reactions in a small dosage of edrophonium chloride,
less than 5 mg, such as fasciculation on facial muscles and stuffy sensation of throat.

The adverse responses to a small dosage of intravenous edrophonium chloride injection is useful information
to distinguish patients with seronegative generalized MG, whether they have MuSK antibodies or not. When ace-
tylcholinesterase inhibitors medication is tried to patients with MuSK antibodies, if necessary, a small dosage of in-
hibitors should be used to avoid cholinergic hypersensitivity.

(Clin Neurol, 49: 660—663, 2009)
Key words: generalized myasthenia gravis, anti-muscle specific kinase antibody, seronegative myasthenia gravis, acetyl-
cholinesterase inhibitors, Tensilon test, hypersensitivity reaction




