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The VHL gene provides instructions for making a protein that functions as part of a complex (a group
of proteins that work together) called the VCB-CUL2 complex. This complex targets other proteins to
be broken down (degraded) by the cell when they are no longer needed.

Hemangioblastomas may arise sporadically in a solitary form or associated with Von Hippel-Lindau
disease with multiple tumors. VHL protein is defective in both forms of hemangioblastoma, leading to
the accumulation of hypoxia-inducible factor, stimulating angiogenesis via VEGF and PDGF mainly 1).
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