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Two Brothers of a Family with Heredofamilial Tremor Associated with
Epilepsy: Neurophysiological Study

Kenji YAMAMOTO, Mikio OSAWA, Koichi SHIBATA, Itsuro KOBAYASH]I,
Toshiko TAKEMIYA and Shoichi MARUYAMA
Department of Neurology, Neurological Institute, Tokyo Women’s Medical College

Physiological study in two brothers of a family with tremor associated with generalized seizure
were reported. This disorder was supposed to be inherited as an autosomal dominant. There were no
abnormal neurological findings except for the tremor and the seizure. From the clinical viewpoint,
there seemed to be a close relationship between the tremor and the seizure. Electroencephalogram
showed paroxysmal discharges with marked photosensitivity. On the electromyogram, 9-10 Hz,
postural tremor was noted in their upper extremities, which was enhanced during intentional
postures. The amplitude of the P25-N33 of the somatosensory evoked potentials following the electrical
stimulation of the median nerve and of the P100-N145 of the pattern-reversal visual evoked potentials
were augmented. Electrical stimulation of the median nerve at the wrist elicited the long latency
muscular response (C-reflex) from the thenar muscles at rest. Oral administration of valproic acid was
able to effectively suppress the tremor as well as the seizure. 8 blocker was also effective for the
tremor.

These findings indicated that there were increased excitability in the somatosensory and visual
cortex and the enhanced transcortical long loop reflex which were, at least partially, responsible for
both the tremor and the seizure. These possible pathophysiologies may resemble those of some type of
myoclonus epilepsy.
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Stimulation:median nerve at wrist

Record:thenar muscles Left
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