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Atypical cutaneous presentation of tuberous 
sclerosis complex:  Giant angiofibroma on the scalp
Apresentação cutânea atípica da esclerose tuberosa:  
angiofibroma gigante no couro cabeludo
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Tuberous sclerosis (TSC) is an autosomal dominant neu-
rocutaneous syndrome characterized by several abnormali-
ties, including benign tumors of the embryonic ectoderm in 
multiple organs, such as skin, eyes, and central nervous sys-
tem1. The main dermatological manifestations of TSC are 
hypochromic macules (ash leaf spots), facial angiofibromas, 

fibrous cephalic plaques, periungual fibroids, shagreen patch, 
and confetti lesions2.

A 26-year-old woman presented with a giant angiofibroma 
with an atypical and rare symptom of TSC, the main symptom 
being the skin lesions (Figures 1, 2, 3 and 4). The giant and asym-
metric form is described as a rare presentation in the literature3.

Figure 1. Massive lesion of soft parts in the occipital region presenting fibroelastic consistency, compatible with giant angiofibroma.
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Figure 2. Hyperchromic papule on the left forehead (A) and small hyperchromic papular lesions in the malar regions (B). 

Figure 3. Typical lesions of tuberous sclerosis. In CT scans (A 
and B), it is possible to recognize subependymal nodules, some 
of which are calcified (arrow in A) and found in the topography 
of the left Monro foramen (arrow in B). Also, note the presence 
of giant occipital angiofibroma in these CT scans (A and B). 
FLAIR-weighted MRI image (C) showing evidence of hypersignal 
in the white and gray matters compatible with tubers.

Figure 4. CT (A) and MRI scans (B) showing a soft tissue lesion 
characterized by marked cutaneous thickening in the occipital 
region.
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