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A case of Isaacs’ syndrome: quite unusual clinical symptoms and
successful treatments

Chika Sato, Yasunori Mito, Yasutaka Tajima

Brain Science Center, Department of Neurology,
Sapporo City General Hospital

Abstract

We report our experience with a very rare case of Isaacs' syndrome diagnosed in
a 67-year-old man with unusual clinical symptoms. He was treated appropriately
based on the pathogenic mechanism of Isaacs' syndrome and showed a favorable
clinical course.

The patient first visited our department approximately 4 years prior to this report
with a complaint of unsteadiness when walking. He was given a diagnosis of
sensory ataxic neuropathy with thymoma. He underwent thymectomy and received
high-dose immunoglobulin therapy, achieving significant amelioration of symptoms.
However, mild numbness in the limbs persisted. He became aware of jerkiness
and tightness in the limbs 3 years later and was admitted to our department for
management of progressive symptoms. Myokymia in the limbs, particularly severe
in the bilateral upper limbs, muscle cramping and stiffness were noted. Based on
these neurological signs and the findings of electrophysiological studies, Isaacs'
syndrome was diagnosed. He was concomitantly given high-dose immunoglobulin,
plasma exchange and steroid pulse therapies, and his symptoms improved
significantly. Anti-neuronal antibodies, including the anti-voltage-gated potassium
channel antibody (anti-VGCK antibody) specific to Isaacs' syndrome, were negative.
Interestingly, he was positive for anti-acetylcholine receptor antibody and the level
declined after treatment. This suggests that unidentified autoantibodies against
cell membrane surface antigens may be involved in the pathogenesis. We believe
this case to be important for elucidation of the pathogenic mechanism of Isaacs'
syndrome.

Keywords : Isaacs' syndrome, myokymia anti-VGCK antibody
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