Von Hippel-Lindau disease

m Multi-system disorder

m characterized by the development of
numerous benign and malignant tumors (at
least 40 types), as well as several non-
malignant lesions.
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Non CNS manifestions

pheochromocytoma(s)
numerous pancreatic lesions (may be the earliest manifestation 3)
— pancreatic cysts
— pancreatic islet cell tumours
— microcystic adenoma(s) of pancreas
— pancreatic adenocarcinoma (rare)
CHEREN T

— renal cell carcinoma(s): usually of the clear cell type 7; can occur in up to
40% of cases and is one of the most feared complications; RCCs present
at an earlier age in those with vHL

— renal cysts: can occur in up to 75% of cases °; often tend to be bilateral
and multiple

— renal angiomyolipoma(s)
liver cysts
papillary cystadenoma(s) of the epididymis
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