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A 29-year-old man presented with headache and numbness in his 
right face and right upper extremity. He had a large congenital melanocytic 
nevus involving the chest, upper extremities, neck, and lower part of his face 

(Panels A and B). He also had multiple, small, satellite nevi that had been present 
since childhood on other parts of his body. Magnetic resonance imaging of the 
head with gadolinium showed a homogeneously enhancing tumor of the medial 
left frontoparietal lobe (Panel C, arrow). The patient subsequently underwent crani-
otomy with tumor removal. Histopathological analysis of the resected mass showed 
a melanocytic neoplasm of intermediate grade. Seizures and worsening of metas-
tasis in the brain and gallbladder subsequently developed. The patient underwent 
gamma-knife radiosurgery and chemotherapy and was receiving palliative hospice 
care 48 months after the diagnosis of brain metastasis. Patients with large con-
genital melanocytic nevi are at increased risk for melanoma and neurocutaneous 
melanosis. Because of its malignant potential, surgical removal of such lesions in 
childhood should be considered.
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