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Teaching NeuroImages:
Corpus callosum splenium hyperintensity
in fragile X–associated tremor ataxia
syndrome

We present 2 patients with genetically proven sympto-
matic fragile X-associated tremor ataxia syndrome
(FXTAS), one 62-year-old man with progressive action
tremor and one 74-year-old man with progressive ataxia,
showing typical middle cerebellar peduncle hyperinten-
sities on MRI fluid-attenuated inversion recovery se-
quences associated with a hyperintensity of the inferior
part of the splenium of the corpus callosum (figure).
Splenial hyperintensity has been reported as frequently
encountered and proposed as an additional radiologic
diagnostic criterion in FXTAS.1,2
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Figure Brain MRI (FLAIR sequences) of both patients

Fluid-attenuated inversion recovery (FLAIR) imaging (patient 1, A and B; patient 2, C and D) shows hyperintensities in the
inferior part of the splenium of the corpus callosum (A and C) and in themiddle cerebellar peduncle bilaterally (B and D), asso-
ciated with a traumatic subdural hematoma (due to ataxia-related fall) in patient 2.
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