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in Shapiro syndrome
Too cold, even for a Viking

Teaching Neuro/mages:

Hypothermia and corpus callosum agenesis

( Figure MRI of the brain

(A) Sagittal T1-weighted and (B) axial T1-weighted images showing corpus callosum agenesis (arrow) suggestive of Shapiro
syndrome. No pituitary abnormalities were noted. (C) Coronal T2-weighted image showing the Viking helmet or moose head
appearance assumed by the lateral ventricles in the absence of the corpus callosum.

A 58-year-old man presented with daily hour-long
spells of hypothermia, hyperhidrosis, and hypoten-
sion. Results of laboratory studies, including thyroid-
stimulating hormone, free thyroxine, total/bioavailable
testosterone, morning cortisol, and urine osmolality,
were normal. MRI of the brain revealed corpus callo-
sum agenesis (figure, A and B) consistent with Shapiro
syndrome.

Shapiro syndrome is a rare disorder described in
fewer than 60 patients. It consists of periodic hypo-
thermia, hyperhidrosis, and corpus callosum agene-
sis.!? Any condition with corpus callosum agenesis
can cause the lateral ventricles to assume a Viking

helmet appearance (figure, C). The hypothermia in

Shapiro syndrome is probably due to hypothalamic
dysfunction and may be responsive to clonidine.?
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