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Fig. 1 Repetitive nerve stimulation test (case 2)
A : Repetitive nerve stimulation test at 2 Hz of the
median nerve showed a CMAP amplitude decrement of
24%.
B: The decrement ratio regressed to 16% following
intravenous administration of edrophonium chloride.
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Table 1 Repetitive nerve stimulation test
Case 1 Case 2 Case 3

Stimulated nerve
Recorded muscle
19.0%
4.5%

Decrement ratio

Decrement ratio (after edrophonium chloride)

L. Facial nerve (3 Hz)

L. Nasalis muscle

R. Median nerve (2 Hz) | L. Median nerve (3 Hz)

R. APBM L. APBM
24.0% 14.0%
16.0% 3.3%

APBM : abductor pollicis brevis muscle

Table 2 Nerve conduction studies. ( ):

normal ranges

Case |
MCV (m/sec) Distal latency (ms) CMAP amp. (mV) SCV (m/sec) SNAP amp. (V)
R. Median nerve | 37.1 (45.0-65.0) 6.00 (<4.2) 0.42 (>5.0) 62.0 (45.0-68.0) 18.0 (10.0-60.0)
L. Median nerve | 39.6 5.48 0.71 55.0 18.0
R. Ulnar nerve | 52.1 (45.0-65.0) 544 (<34) 0.32 (>5.0) 60.0 (45.0-65.0) 21.0 (10.0-60.0)
L. Ulnar nerve | 51.6 3.52 2.96 64.0 20.0
Case 2
MCV (m/sec) Distal latency (ms) CMAP amp. (mV) SCV (m/sec) SNAP amp. (V)
R. Median nerve | 45.3 (45.0-65.0) 3.80 (<4.2) 0.36 (>5.0) 46.8 (45.0-68.0) 14.8 (10.0-60.0)
Case 3
MCV (m/sec) Distal latency (ms) CMAP amp. (mV) SCV (m/sec) SNAP amp. (xV)
R. Median nerve | 49.0 (45.0-65.0) 4.36 (<4.2) 3.26 (>5.0) 61.3 (45.0-68.0) 14.5 (10.0-60.0)
R. Ulnar nerve | 53.3 (45.0-65.0) 3.00 (<3.4) 3.55 (>5.0) 66.1 (45.0-65.0) 23.0 (10.0-60.0)

MCYV : motor conduction velocity

SCV : sensory conduction velocity

CMAP : compound muscle action potential
SNAP : sensory nerve action potential
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Table 3 Cases of motor neuropathy associated with thymoma

Stoll et al (1984)2%

Witt et al (1988)%

Asanuma et al (1999)% Case |

Age of Onset/Sex 51-year-old/Male

41-year-old/Male

48-year-old/Female 65-year-old/male

Onset and Subacute Subacute Subacute Subacute
Progression
Weakness Upper & Lower Upper & Lower Upper extremities Upper extremities
extremities extremities
Deep tendon reflex Hyporeflexia Hyporeflexia Normal Areflexia in upper
extremeties
Babinski reflex — — — —
Fasciculation + — = +
Sensation Normal Normal Normal Normal
Nerve conduction Prolongation of Reduction of CMAP Normal Reduction of CMAP

study F-response Prolongation of No F-response
F-response
Needle Denervation potentials Denervation potentials | Neurogenic & myogenic | Denervation potentials
electromyogram change
Muscle biopsy Neurogenic amyotrophy n.d. Neurogenic amyotrophy n.d.
Spinal fluid Normal n.d. Normal Normal

Autoantibody —

AChR antibody

AChR antibody,
Anti-nuclear antibody
and SS-A antibody

AchR antibody and
Anti-nuclear antibody

Therapy Radiation therapy Steroid therapy and Plasmapheresis and Plasmapbheresis, steroid
pyridostigmine bromide steroid theraphy therapy and
pyridostigmine bromide
Course No change Improved Partially improved Initially improved

CMAP : Compoud nerve action potential

n.d.: not done
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Three cases of motor neuron disease resembling progressive amyotrophy

with examination findings suggestive of myasthenia gravis
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Abstract

We encountered 3 cases of progressive weakness and atrophy of the muscles of the extremities in which electro-

In these 3 cases motor neuron disease was initially suspected. However, tests

for anti-acetylcholine receptor antibody and the edrophonium test were both positive, and the repetitive nerve stimulation test

revealed waning in all cases. The 3 patients were thus suspected to have myasthenia gravis and were treated with an

anticholinesterase agent and immunotherapy which improved muscle weakness.

In cases of progressive muscular atrophy

suggestive of motor neuron disease, motor neuropathy due to immunological abnormalities associated with myasthenia gravis

or thymoma may be present.

ase agent and immunotherapy.

Individuals yielding positive results on the above tests should be treated with an anticholinester-

{Key words> Myasthenia gravis, Motor neuron disease, Motor neuropathy, Anti-acetylcholine receptor antibody, Edro-

phonium test
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