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Abstract

This is a clinical and EMG study in 60 cases with juvenile muscular atro-
phy in the distal extremities (upper or lower limbs), Electromyography was
done in 247 muscles ( 116 upper limb muscles, 131 lowerlimb muscles ) . In
relaxation,31%upper limb muscles and 5.3% lower limb muscles showed fi-
brillation potentials, most of which were on the affected side, A few cases
also showed fasciculation potentials.In slight contraction (muscular), 79,3%
upper limb muscles and 84.7% lower limb muscles showed increased polyphasic
potentials.In 25,3% upper limb muscles_and 24,3% lower limb muscles the
average duration was prolonged, Synchronization was increased in 71.8% up-
per limb muscles and 72.4% lower limb muscles, The above changes may
oceur either on the affected side or on the healthy side. In maximal con—- |
traction, 82,8% of the upper limb muscles and 56,8% lower limb muscles

showed slight or heavy losses of muscular potentials, and presented a dis~
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crete activity pattern or reduced interferrence pattern, There was no diffe-
rence on the affected or normal sides.In 7.8% upper limb muscles and 12,8%
lower limb muscles the average amplitudes were increased. ln 16.49% upper
limb muscles and 22.4% lower limh muscles there were giant potentials, E
MG results:64.7% upper limb muscles and 63.2% lower limb muscles show-
ed anterier horn cells damage; at the same time 26.7% and 29.6% show-
ed partial denervated demage, the rest of them was undefined or normal E
MG. According to the patients’ clinical pictures and the reference to E
MG results of motor neuron disease,we suggest that this disease may not be
an independent unit, it belongs to a form of amyotrophic lateral sclerosis,
The cause of this disease and the characteristic EMG changes are discussed

in article.



