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Molecular Basis of Congenital Adrenal Hyperplasia

FUJIEDA Kenji*

Summary

Congenital adrenal hyperplasia due to the defects in steroidogenesis manifests adrenal insufficiency and
abnormal sexual differentiation. This disorder stands as a major actor in the process of sex differentia-
tion and sexual maturation. Recent molecular elucidation of steroidogenic enzyme and cofactor gives
remarkably insights into molecular basis of congenital adrenal hyperplasia.

Herein, molecualr basis of 21-hydroxylase deficiency and lipoid adrenal hyperplasia was discussed.

Disorders in sexual differentiation, Congenital adrenal hyperplasia, 21-hydroxylase deficiency, Lipoid

adrenal hyperplasia, StAR
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