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                The tumor suppressor gene VHL is the genetic basis for the disorder: when mutated it causes tumors and cysts to grow throughout the body. The protein (pVHL) plays a role in cellular oxygen sensing as it targets HIF-2Î± (hypoxia-inducible factor-2Î±) for proteasomal degradation, acting through the HIF complex. In VHL, the HIF complex is inactivated and, as a result, HIF-2Î± accumulates, leading to red blood cell proliferation and eventually tumorigenesis.
In an open-label phase 2 trial with 61 patients with kidney cancer linked to VHL or other tumors linked to VHL. Welireg treatment resulted in a partial or complete response in 49% of those with renal cell cancer.
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