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[ Abstract]
associated with Wilms' tumor in adult, and inquire into its pathogenesis and look for an effective treatment.

Objective To report the first familial genetic tuberous sclerosis complex(TSC)

Methods A retrospective analysis was used in the clinical data of the patient to analyze its genetic
characteristics, clinical feature, pathogenesis and discuss the possible treatment. Results The skin
manifestation of TSC was appeared in her familiy for five generations, the facial angiofibroma was wide
spread in her face from birth and Konen tumor appeared in her acra since 20 years old, an occupying
lesion in her right kidney with regional lymph node metastasis was detected by imaging examination,
pathological examination hinted as a Wilms' tumor, we conform the disease as a familial genetic TSC
associated with Wilms' tumor. A trimodality therapy of actinomycin D, vindesine and pirarubicin was
prescribed for the patient, her right kidney occupying shrunk after a month and a half. Conclusion There
is no article to report about the familial genetic TSC associated with Wilms' tumor in adult so far, and its
pathogenesis is unclear, so the treatment we can choose is limited.
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