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Ultrastructural Findings of Hereditary Sensory
and Autonomic Neuropathies, Type IV and Il

Jai Hyang Go' and Yeon-Lim Suh

Department of Diagnostic Pathology, Sungkyunkwan University,
College of Medicine, Samsung Medical Center, Seoul 135-710, Korea

Hereditary sensory and autonomic neuropathies (HSAN) are disorders of hereditary neuropathy mainly affecting sen-
sation and also accompanying autonomic nervous system dysfunction. They are divided into five subtypes hased on
inheritance pattern and clinical manifestation. Among HSAN, tvpe 1l is characterized by autosomal recessive in-
heritance, presentation at later stage of life, slow progression and mainly sensation abnormalities. The main patho-
logy of the peripheral nerve is the absence of myelinated nerve fibers. Type 1V is very rare disorder and only a few
cases have been reported. It is characterized by autosomal recessive inheritance, presentation at birth as failure to
thrive, retarded motor development, unexplained pyrexia and rapidly progressive and severe clinical course. The main
pathology of the peripheral nerve 15 a loss of unmyelinated and small myelinated nerve fibers. We report two cases
of type IV and one case of type Il especially focusing on ultrastructural findings, which are characteristic of and
diagnostic for HSAN. (Korean J Pathol 1998; 32: 535-539)
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Fig. 1A. The semithin section of HSAN IV, It reveals that the sural nerve mainly consists of myelinated nerve fibers (case 1).
B. The electron microscopic findings of HSAN IV, It show near total absence of unmyelinated (U) and small myelinated
fibers sparing large myelinated fibers (M)(case 1)(> 1000).
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Fig. 3. The electron microscopic
findings of the sural nerve. It show
near total absence of unmyelinated
(U} and small myelinated fibers
sparing large myelinated fibers (M)
(case 2)( > 2,000).

Fig. 4A. The semithin section of HSAN IL It reveals that the superficial radial nerve mainly consists of unmyelinated nerve

fibers with scant myelinated fibers (arrows).

B. The electron microscopic finding of sural nerve. The nerve shows rare myelinated fibers (M) and decreased un-

myelinated fibers (case 2)( = 2,500).
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