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features are parti useful in distinguishing chronic acquired
demyelinating neuropathy from familial inati The i
nostic findings in patients with familial demyelinating neuropathy reveal uniform

slowing of NCV (nerve conduction velocity) in all the segments of nerve without con-
duction block. In contrast acquired group shows nonuniform slowing of NCV with
temporal dispersion of CMAP (compound muscle action potentiall on proximal stimu-
Iation. In addition conduction block is noted in some of acquired patients. We experi-
enced 2 patients from one family with HSMN type 1. who showed conduction block
and concluded that differentiation between chronic acquired and familial demyelina-
tion neuropathy is not possible with conduction block alone in a substantial number
of patients.
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Fig. 1. Feet of 28-year-old patient, which show hammer toes, high arched-foot, and leg atrophy (espe
cially anterior compartment),
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Fig. 2 Feet of 25-yearold younger brother, which also

show hammer toes, high-arched-foot but not signifi-
cant leg atrophy.
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Fig. 8-a, b, ¢ 1al and (b : Left(a) and right(b)

s

ial CMAPs in brother, recording
fmm abductor hallucis, and stimu-
lating at. the ankle(upper tracing)
and popliteal fossa(lower tracing).
In (@), NCV slowing(32.1 m/sec)
and conduction block (4%) without
significant prolongation of the
total duration of CMAP are noted.
(@t Left. median CMAPs in broth
er, recording from abductor polli
brevis, and stimulating at wrist
(upper tracing), elbow(middle trac-
ing), and axilla(lower tracing),
which show NCV slowing (wrist-
elbow segment : 412 m/sec ; elbow-
axilla sogment :36.4 m/sec) and
conduction block (54%) in the wris
telbow segment. without significant
prolongation of the total duration
of CMAP. In (b}, NCV slow-
ing (37.6m/sec) and partial conduc
tion block with mild abnormal
temporal dispersion are noted.
Note the stimulation intensity and
duration




Fig. 4. Right peroneal CMAPs, recording at
tensor digitorum breivs, and stimulat-
ing at ankle(upper tracing), below fibular
head (middle tracing), and above fibular
head (lower tracing) which show normal
NCV but conduction block (37.8%) in
ankle-below fibular head segment without
significant prolongation of the total dura-
tion of proximal CMAP.
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Conclusion
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