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A 60-year-old woman with cognitive developmental delay presented with childhood onset 

seizures and cutaneous abnormalities evolving left hemiface and eye. Examination showed alopecia, 

naevus psiloliparus, subcutaneous fat accumulation and proptosis (Figure 1). Brain MRI disclosed 

intracranial lipomatosis and left hemimegalencephaly (Figure 2), and encephalocraniocutaneous 

lipomatosis (ECCL) was confirmed.  

ECCL, also called Haberland or Fishman syndrome, is a rare congenital neurocutaneous 

disorder characterized by ectodermal dysgenesis with unilateral cutaneous, ocular and brain 

involvement.1,2 Neuroimaging features include intracranial lipomatosis, leptomeningeal enhancement, 

polymicrogyria and enlargement of lateral ventricle.2 Differential diagnosis includes sebaceous 

naevus syndrome, Proteus syndrome, oculocerebrocutaneous syndrome, Sturge Weber syndrome and 

hemimegalencephaly.1 
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Title of the figure 1: Cutaneous findings in encephalocraniocutaneous lipomatosis. 

Legend of the figure 1: Patient with this syndrome presenting with cutaneous neoplasm, 

nevus psiloliparus, large protuberant soft tissue masses of scalp (lipomas) respecting midline, 

alopecia, proptosis and mandibular osteoma causing facial asymmetry. 
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Title of the figure 2: Typical neuroimaging features of encephalocraniocutaneous 

lipomatosis. 

Legend of the figure 2: Axial and Coronal T2-Weighted (A, B), axial T2/Fluid-attenuated 

inversion recovery sequence (FLAIR) (C), T1-Weighted (D and E) and Sagittal T1 with fat 

saturation displaying the extensive lipomatous mass in the left temporal region (A and C). 

The image also displays the extension to the temporal muscles and the infiltration of the 

retrobulbar fat. Intracranial lipomatosis (B, D and E) in the left frontoparietal region, 

extending to the superior convexity. The loss of signal on fat suppression indicates fatty 

nature. (F) Left hemisphere enlargement and white matter signal change, featuring 

hemimegalencephaly (A, B and C). 
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