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[ Abstract] Isolated adrenocorticotropic hormone deficiency (IAD) is a rare disease characterized by
pure involvement of the hypothalamus-pituitary-adrenal axis, decreased serum cortisol level, absolute or rela-
tive deficiency of adrenocorticotropic hormone ( ACTH) level, but normal functions of the thyroid axis,
growth hormone axis and gonad axis. The specific pathogenesis of IAD is still unclear, and may be related to
autoimmune destruction, ischemic injure to the pituitary, CRH deficiency, POMC gene defects, transcrip-
tion factor gene mutations, abnormal structure of PC1, and drug-related injuries. The clinical manifestations
of IAD are lack of specificity; adult idiopathic isolated ACTH deficiency patients and partial congenital isola-
ted ACTH deficiency patients mostly manifested as fatigue, poor appetite, nausea, varying degrees of hypo-
glycemia and hyponatremia. Patients with complete congenital isolated ACTH deficiency have relatively se-
vere symptoms, including severe hypoglycemia, seizures, and cholestatic jaundice. The key to the diagnosis
of IAD is to measure the hormone levels of pituitary and target gland, and glucocorticoid supplementation is
the main treatment. Many IAD patients remain undiagnosed for a long time, which seriously affects the qual-
ity of their life. Therefore, this paper systematically describes the characteristics of IAD to improve our
understanding of the disease, so that patients can receive early diagnosis and treatments and obtain a good
prognosis.
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