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Fig. 1 Effect of repetitive blinks on the inter-palpebral fissure.

The inter-palpebral fissure measured as its ratio to the corneal diameter (lower graph) did not change with increasing number

of the blinks. The numbers in the upper panel and those in the horizontal scale of the lower graph mean the number of blinks.

Fig. 2 Videofluorography before and after edrophonium administration.

Arrow shows residue in vallecula of epiglottis before edrophonium administration (left), which is no longer

seen after edrophonium administration (right).
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o Lo Orbicularis oris
Stim Freq: 3Hz_| No.inTrain: 10
Stim Dur: 0.2ms Stim Rjct 1ms
Stim Site: Postauricular
v Pot P-P Amp Area Area Stim
1 : No. Amp | Decr Decr Level
S mv | % | mvms| %
S 1 247 o] 519 0] 49.4mA
2 2.08 4 4.93) 5| 49.4mA
3 210 3 4.94 5| 49.4mA
4 2.08 4 4.92 5| 49.4mA
5 207 5 4.90} 6] 49.4mA
6 2.07 5 4.86) 6] 49.4mA
7 2.05 6 4.79) 8| 49.4mA
» o swomiol | £ 5§ B dsm
Included Stim: 3Hz,02ms,#10 | | 10 211 3| 487 6] 49.4mA
- 5mV . «2ms ) . . L™
o ..~ | Abductor pollicis brevis
| Stim Freq: 3Hz | No.in Train: 10
Stim Dur: 0.2ms Stim Rjct 1ms
m Site: Wrist
| Pot Peak | Amp Area Area Stim
| No. Amp | Decr Decr Level
T mv % mVms %
. . 1 4.68 0 19.90 0| 10.2mA
2 462 1 19.30 3| 10.2mA
3 453 3 19.20 4| 10.2mA
4 4.46 5 19.00 5| 10.2mA
5 4.44 5 18.70) 6| 10.2mA
6 447 4 18.80) 6| 10.2mA
7 445 5 18.90| 5| 10.2mA
» ool | 51 R 3 EY e
Included Stim: 3Hz,02ms, #10 | | 10 4.45 5| 1910 4] 102mA
BTN «5ms ) . "
S . Trapezius
Stim Freq: 3Hz | No.in Train: 10
Stim Dur: 0.2ms Stim Rjct 1ms
Stim Site:
Pot Peak | Amp Area Area Stim
e No. Amp | Decr Decr Level
e mv % mvms| %
. . 1 321 0| 28220 0| 43.1mA
2 3.08 4| 2550 10| 43.1mA
3 2.94 8| 24.80 12| 43.1mA
4 2.81 12| 2450 13| 43.1mA
5 3.01 6| 2440 13| 43.1mA
6 2.92 9| 2450 13| 43.1mA
7 2.96 8| 2490 12| 43.1mA
" anomiol | 4 B4 BN BEm
Included Stim: 3Hz,02ms, #10 | | 10 304 5| 2540  10[43.1mA
Fig. 3 Harvey-Masland test with 3 Hz repetitive stimulation.
Note no waning in left orbicularis oris, abductor pollicis brebis and trapezius muscles

during the stimulation.
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Fig. 4 Clinical course.

Bulbar palsy clearly improved after administration of methylprednisolone and pyridostigmine. The maximum

dose of methylprednisolone was 20 mg per day and that of pyridostigmine was 120 mg per day.
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Table 1 The cases of myasthenia gravis without weakness or easy fatigability in extraocular muscles and extremities.
Age, Chief bulbar . AChR MuSK Tensilon  Harvey-Masland
gender symptoms Other complicated symptoms antibody antibody test test Others References
69, F gizi?f}f;i; - + - + - present case
dysphagia, B . . appearance of ptosis and diplopia
%M dysarthria + undescribed + undescribed 4 months after the first symptoms 4
. B B B B positive finding of tensilon test
%M dysphagia + two years after the first symptom 5
76, M dysphagia, . - + undescribed + undescribed 6
vocal cord paralysis
74, M dysphagia - - undescribed + undescribed 7
84, F dysphagia - + undescribed + + 8
77, M dysphonia follqwed - + undescribed undescribed — undescribed 9
by dysphagia
77, M dysphagia gnd facial weakness + undescribed undescribed + 10
dysphonia
70, M dysphagia - undescribed undescribed + + 11
68, M dysphonia follgwed bllateral'weakne§s of qrblcylarls n undescribed n i 12
by dysphagia oculi and orbicularis oris
28, F dysphagia - - undescribed - - 13
28, F dysphagia - + undescribed + - 13
25, M dysphagia - - undescribed - - 13
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A case of myasthenia gravis presenting solely with bulbar palsy unassociated with easy fatigability

Manabu Inoue, M.D., Ph.D.", Yasuhiro Kojima, M.D."”, Masato Kinboshi, M.D.",
Tomokazu Nakagawa, M.D."”, Masutaro Kanda, M.D., Ph.D." and Hiroshi Shibasaki, M.D., Ph.D.?

YDepartment of Neurology, Jjinkai Takeda General Hospital
“Emeritus Professor, Kyoto University Graduate School of Medicine

A 69-year-old Japanese female was admitted because of progressive nasal voice and dysphagia. Neurological

examination revealed paresis of the soft palate with marked dysphagia and rhinolalia. Otherwise there was no weakness

or easy fatigability in extraocular muscles and extremities. On laboratory test, anti-acetylcholine receptor antibody (anti-

AChR Ab) was positive, while anti-muscle-specific tyrosine kinase antibody (anti-MuSK Ab) was negative. Edrophonium

test was positive, resulting in clear improvement in phonation and swallowing. Harvey-Masland test of ocular and

extremity muscles did not show any waning. With the diagnosis of bulbar myasthenia gravis, the patient was treated with

methylprednisolone and pyridostigmine, resulting in clear improvement of the symptoms. The present case shows that

it is important to consider MG even in cases presenting solely with progressive bulbar palsy without easy fatigability. So

far, cases of bulbar myasthenia gravis with positive anti-MuSK Ab have often been reported. As shown in the present

case, bulbar myasthenia gravis can also be associated with positive anti-ACh-R Ab but negative anti-MuSK Ab.

(Clin Neurol 2013;53:229-234)

Key words: myasthenia gravis, progressive bulbar palsy, loss of easy fatigability, anti-acetylcholine receptor antibody




