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[ Abstract] Primary pigmented nodular adrenocortical disease (PPNAD), as a rare cause of Cush-
ing’s syndrome is associated with inactivation of the PRKA1A gene which encode the cAMP-dependent pro-
tein kinase A regulatory subunit Rla. Mammalian rapamycin target protein C1 (mTORCI ) signaling path-
way, as well as the abnormal expression of serotonin receptor and glucocorticoid receptor are involved in the
pathogenesis process of PPNAD. Genetics and pedigree analysis has revealed the diversity of mutation sites

and penetrance in PPNAD. Reviewing the latest developments in these areas is helpful to the precise diagno-

sis and treatment of PPNAD.
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