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Two cases of tuberous sclerosis with subependymal giant cell astrocytoma are
presented. This rare autosomal dominant disorder was also detected in family
members of the patients who had never had any symptoms of cerebral involvement.
Both patients underwent surgery because of signs of increased intracranial pressure.
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Tuberous sclerosis (TS) is a neurocutaneous disorder inherited as an autosomal
dominant trait which affects various organ systems with different clinical
manifestations. The estimated incidence figure is 1 in 30,0001,

It is well known that subependymal tumors in the periventricular region, termed
subependymal giant cell astrocytomas, may occur in TS. These tumors have a
definite appearance, with predominantly elongated astrocytes and giant cells2,
Although they are histopathologically benign lesions, they can appear after the
acute onset of hydrocephalus and increased intracranial pressure. Therefore, early
detection of a subependymal giant cell astrocytoma (SGCA) is of clinical
importance in a TS patient and computed tomography (CT) screening of first
degree relatives of these patients is advised.

Case F.eports

Case 1

A 12-year-old boy, who was right-handed and had normal mental development,
first experienced generalized seizures at the age of eight. A diagnosis of TS was

* From the Departments of Neurosurgery and Pediatrics, Marmara University Faculty of
Medicine, Istanbul.
»» Acsistant Professor of Neurosurgery, Marmara University Facuity of Medicine.

s»# Agsistant Professor of Pediatrics, Marmara University Faculty of Medicine.
sss» professor of Neurosurgery, Marmara University Faculty of Medicine.
ssass Agsociate Professor of Neurosurgery, Marmara University Faculty of Medicine.
sxssee professor of Radiology. Marmara University Faculty of Medicine.


















