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Benign and malignant pathology in
neurofibromatosis type 1

Melanie Walker, MD; and Patrik Gabikian, MD

A 25-year-old man presented for
evaluation of aphasia and gener-
alized seizures. Examination re-
vealed café au lait macules,
axillary freckling, and bilateral
Lisch nodules. Surgical history
included excision of an upper ex-
tremity plexiform neurofibroma
and optic glioma resection fol-
lowed by whole-brain radiation
20 years previously. His mother
and maternal grandmother had
also been diagnosed with neuro-
fibromatosis type 1 (NF1). Re-
cent onset signs and symptoms
were attributed to the frontal
mass, biopsy proven to be glio-
sarcoma. Malignant gliomas can
arise as a late consequence of
whole-brain radiotherapy or re-
sult from malignant degenera-
tion of previously benign tumors
in patients with NF11,2 figure.
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Figure. (Top) Gadolinium-enhanced coronal MRI of the
brain revealed ventriculomegaly, right carotid sheath (ar-
row) and retropharyngeal nerve sheath tumors (double ar-
rows), and a large heterogeneous left frontal mass with
intraventricular extension (arrowheads). The extracranial
lesions represent benign tumors seen in neurofibromatosis
type 1. The left frontal mass was determined to be a glio-
sarcoma. (Bottom) Gadolinium-enhanced axial MRI re-
veals further detail of carotid sheath tumor (A),
retropharyngeal nerve sheath tumor (B), and frontal glio-
sarcoma (C).
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