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Juvenile distal muscular atrophy ( Hirayama disease)

17 y/o male

A(-) B(-) C(+) Rt-handed Non-vegetarian

PI:

Right upper limb weakness, insidious onset, progressive, for 2 years.

The weakness was first noticed in the right wrist extension, and then wrist flexion,
hand grasping. Right shoulder abduction and elevation were involved also.

The patient had difficulty in daily activities with his right hand, such as open a jar or
bottle, using a spoon or chopsticks, reaching a higher place.

Mild decrease in sensation in the dorsal side of right hand in 2 months.

No PHx

No FHx

Comment :
This NCV study on the upper limbs showed reduced CMAP amplitudes on the
right ulnar and right radial nerves, and mild slowing of velocities on the
segment across the elbows on the bilateral ulnar nerves.
The above findings suggest right radial and ulnar neuropahy, and also mild
bilateral ulnar nerve entrapment. Please correlate with clinical condition
and advise EMG study.

Comment :
EMG study showed active denervation with no activation over right extensor
digitorum communis muscle; moderate chronic denervation over right flexor
carpiradialis, first dorsal interosseus, and lower cervical paraspinal
muscles; mild chronic denervation over left extensor digitorum communis and
first dorsal interosseus muscles; normal EMG pattern over right
brachioradialis and abductor pollicis brevis muscles.
Impression of NCV/EMG :
This finding suggests bilateral C7, 8 T1 intraspinal lesion, more severe
over right side.esp.C7,8.
It may be compatible with clinical features of Juvenile distal muscular
atrophy ( Hirayama disease)

MRI of cervical spine with and without IV Gd-based contrast medium showed:

> Flexsion sagittal image also done.



> Increased thickness of dorsal spidural space during flexion, mild CSF flow void.
Slightly thinning of spinal cord at C5-6 level. C/W Hirayama disease.

> Loss of normal lordotic curve at C-spine, encroaching on the spinal canal.

> No abnormal enhancement. No bony mass. No widening in C1-2.

> No mass in brachial plexuses.

> No abnormal paraspinal tissue.



