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Teaching NeuroImages:
Cockayne syndrome with extensive
intracranial calcification

A 20-year-old short-statured man presented with
multiple hyperpigmented photosensitive lesions over
the face and keratitis. Apart from hyperactive tendon
reflexes, neurologic examination had normal results.
CT brain and X-ray skull showed extensive intracra-
nial calcification (figure). Other family members were
healthy. Blood calcium, phosphorus, and parathyroid
levels were normal.

Based on the clinical and radiologic findings, the
patient was diagnosed with Cockayne syndrome
(CS). Genetic testing could not be done.

CS is an autosomal recessive disorder due to
impaired DNA repair mechanisms involving the
genes ERCC6 and ERCC8.1 Clinical features
include growth retardation, photosensitivity, intra-
cranial calcification, retinal degeneration, and
deafness.

Common causes of basal ganglia calcification
include idiopathic (Fahr syndrome), (pseudo)hypo-
parathyroidism, age-related, toxoplasmosis, and car-
bon monoxide poisoning.
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Figure Intracranial calcification in Cockayne syndrome

Skull X-rays show basal ganglia calcification (A, B). Brain CT shows calcification of subcortical regions (C), basal ganglia (D),
and dentate nuclei (E).
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