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[ Abstract]  Abstract 46,XY disorders of sex development (DSD) refer to a wide range of conditions
with diverse features and pathophysiology. Affected patients present with 46,XY karyotype,but their gonad and
phenotypic gender are not inconsistent with the genetic gender. Its pathogenesis is complex, and the manage-
ment is difficult. Any factor that affects the differentiation of testis,the synthesis of testosterone or the function
of testosterone may lead to the occurrence of 46,XY DSD. A comprehensive differential diagnosis should be
based on detailed evaluation of the genitalia, imaging and hormone investigations ( appropriate stimulate tests
should be performed in necessity). Genetics analysis, although , is of importance in determining the etiology , but
should be combined with clinical manifestations upon analyzing its pathogenicity. Optimal care for DSD patients
requires an common efforts made by an experienced multidisciplinary team ( MDT) which includes endocrinolo-
gy ,urinary surgery ,plastic surgery, clinical genetics, medical psychology ect.
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