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Molecular and Genetic Basis for Tumorigenesis
in

Tuberous Sclerosis Complex".

Objectives: Tuberous sclerosis complex (TSC) is an inherited
tumor syndrome caused by mutations either the TSC1 or TSC2
tumor suppressor gene. Patients with TSC develop tumors in
multiple organs including the brain, heart, kidneys, lungs, and
skin. TSC tumors show activation of mTOR signaling and
respond to treatment with mTOR inhibitors such as sirolimus.
In this talk, I will review work from our laboratory showing: 1)
mutations in TSC2 1n fibroblast-like cells from TSC skin tumors,
2) cellular targets of sirolimus treatment in a xenograft and
conditional knock-out models of TSC skin tumors, and 3)

paracrine factors important in TSC tumorigenesis.
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