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Fig. 1 Skeletal muscle MRIs on admission.
(A) Fat-suppressed T,-weighted (axial, 1.5-T; TR 3,680 ms, TE 97.6 ms) and (B) contrast-enhanced T,-weighted images (axial, 1.5-T; TR
400 ms, TE 11.2 ms). T,-weighted image shows high intensity areas in the gluteus maximus muscles (arrows), which are clearly enhanced
in contrast-enhanced T,-weighted image (arrow heads).
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Fig. 2 Needle electromyography.
(A) Fibrillation potentials in tibialis anterior muscle. (B) Myokymic discharges (doublet or triplet motor unit discharg-
es). (C) Increased insertional activity in the left tibial anterior muscle at rest.
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Abstract

A case of Isaacs’ syndrome causing various central nervous symptoms successfully treated
with high-dose intravenous methylprednisolone therapy

Mitsunori Shimmura, M.D.”, Norihisa Maeda, M.D."”, Shuji Kanetou, M.D.",
Nobuyoshi Takashima, M.D." and Kei-ichiro Takase, M.D., Ph.D."”

UDepartment of Neurology, lizuka Hospital

A 44-year-old man with a hilateral hand tremor suffered from a decline in concentration and abnormal vision for
several months. He also complained of easily falling down because of muscle stiffness and cramps in his lower limbs. On
admission, he demonstrated lower limb stiffness, muscle cramps, diplopia, hyperhidrosis, left upper limb ataxia and
dysesthesia in all limbs. Laboratory examination showed a marked elevation in his serum creatine kinase level
(26,890 U/I), and needle electromyography demonstrated myokymic discharges in the muscles of his lower extremities.
Isaacs’ syndrome was diagnosed based on a positive voltage-gated potassium channel antibody titer of 1,007 pM.
Administration of an anticonvulsant (phenytoin, 200 mg/day) did not resolve his symptoms; however, high-dose
intravenous methylprednisolone therapy (1 g/day for 3 days) resulted in marked clinical improvement. This case
suggests that high-dose intravenous methylprednisolone therapy for Isaacs’ syndrome might be as effective as other
immunosuppressive therapies such as plasma exchange or intravenous immunoglobulin.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:37-40)
Key words: Isaacs’ syndrome, anti voltage-gated potassium channel (VGKC)-complex antibody, elevating serum creatine
kinase, steroid therapy




