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Kennedy Disease Showing Prominent Remyelinating Features of
Sural Nerve

Jee Young Kim, MD, Seung Min Kim, MD? Kee Duk Park, MD, Tai Seung Kim, MD",
IlNam Sunwoo, MD?

Department of Neurology, Ewha Womans University School of Medicine,
Department of Neurology” and Pathologyb, Yonsei University School of Medicine, Seoul, Korea

We report a 55-year-old man with chronic weakness of both legs with recently experienced nasal voice. Despite the
absence of sensory symptoms, electrophysiologic studies revealed the presence of sensorimotor polyneuropathy. A
sural-nerve biopsy showed remarkable reduction of large myelinated fibers with prominent remyelination. Intravenous
immunoglobulin was administered due to suspected chronic demyelinating neuropathy, but had no effect. Abnormal
trinucleotide-repeat expansion of the androgen receptor gene was subsequently detected in both the patient and his
family. These observation indicate that prominent remyelinating features are not necessarily indicative of demyelinating
neuropathy.
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Figure. (A) Semithin section of sural nerve. Loss of large diameter of

——————

myelinated fibers and occasional myelinated fibers with relatively
thin myelin sheath comparing to axonal diameter are seen (toluidine
blue, x400). (B) Histogram of myelinated nerve fiber. Abnormal
single peak at 3 pm of myelinated nerve fiber. Myelinated nerve fiber
density is 6,756 ﬁbers/mmz, mean myelinated nerve fiber diameter is
4.6 um, and myelinated fiber less than 7 pm occupies 84.9% of
myelinated fibers. (C) Teased fiber preparation. Segments of remyelina-
tion are evident in three different myelianted fibers (osmium
tetroxide, x400).
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