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Editorial on the Research Topic

Rare forms of pediatric adrenal disorders: beyond congenital adrenal
hyperplasia due to 21-hydroxylase deficiency

Defects of the adrenal gland in childhood comprise a broad spectrum of etiologies,
ranging from genetic variants resulting in adrenal insufficiency (1), autoimmune
dysfunction (1), impaired stimulation by the hypothalamic-pituitary axis (1), and
adrenal tumors (2-4) that may result in autonomous neoplastic hypersecretion of both
adrenal cortical (3) and medullary steroids (4). Adrenocortical hypofunction can be a life-
threatening condition requiring urgent diagnosis and replacement with glucocorticoids (1).
In contrast, hypersecretion of cortisol as in Cushing’s syndrome leads to specific clinical
features such as growth failure, obesity, hirsutism and osteoporosis, which if undiagnosed
can cause major morbidity and decrease in quality of life (3). Adrenal tumors, including
adrenocortical carcinomas and pheochromocytomas, may be isolated or a component of
familial endocrine neoplastic syndromes, requiring urgent diagnosis, genetic
characterization, and surgical removal (2-4).

In this collection of articles, we describe the rare genetic causes of adrenal insufficiency
and discuss the diagnosis, molecular characterization, and treatment of adrenal defects that
comprise the diverse landscape of familial glucocorticoid deficiency syndromes (Liu et al.,
Maharaj). Autoimmune Addison’s disease is also discussed which, although rare in
childhood, may occur in isolation or as a component of polyendocrine autoimmune
dysfunction in conjunction with hypoparathyroidism and gonadal insufficiency (Capalbo
et al.). The molecular features are also described (Capalbo et al.). The genetic origins of
adrenoleukodystrophy are discussed together with the pediatric features, therapeutic
approaches and long-term prognostic predictions (Cappa et al.).
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Finally, neoplastic disorders such as adrenocortical carcinoma, Author Contributions
Cushing’s syndrome, and pheochromocytoma are discussed in
detail (Unsal et al., Zagojska et al., Guarnotta et al., Savage et al., RF: Writing - review & editing. MS: Writing - review & editing.
Bima et al.). Adrenocortical carcinoma is extremely rare in MOS: Writing - original draft.
childhood but is associated with a poor prognosis (Zagojska
et al.). Cushing’s syndrome may be ACTH-dependent, as in
Cushing’s disease, which is the secretion of excess ACTH by a COI’]fliCt Of intel’eSt

pituitary adenoma or ectopic ACTH syndrome, or ACTH-

independent, as in adrenocortical tumor or adrenocortical The authors declare that the research was conducted in the
hyperplasia, which may be isolated or part of the genetic complex  absence of any commercial or financial relationships that could be
of McCune-Albright syndrome or Carney Complex (Unsal et al,  construed as a potential conflict of interest.

Guarnotta et al,, Savage et al.). Guidelines for the management of The author(s) declared that they were an editorial board

pediatric pheochromocytoma are described together with  member of Frontiers, at the time of submission. This had no
therapeutic recommendations for the management of  impact on the peer review process and the final decision.
hypertension (Bima et al.).

Our aim in bringing together this collection of articles is to
provide clinical and scientific updates to inform and educate both ~ PuU blisher's note
pediatric and adult endocrinologists and their nursing support staff
about the wide range of adrenal disorders that, although rare in All claims expressed in this article are solely those of the authors
childhood, can be life-threatening and, by definition, serious. and do not necessarily represent those of their affiliated
Collaboration between pediatric and adult endocrinology staff is  organizations, or those of the publisher, the editors and the
emphasized, particularly in disorders such as familial endocrine  reviewers. Any product that may be evaluated in this article, or
neoplasia and Cushing’s syndrome, where few pediatricians have  claim that may be made by its manufacturer, is not guaranteed or

extensive experience in the management of these disorders. endorsed by the publisher.
References
1. Hasenmajer V, Ferrigno R, Minnetti M, Pellegrini B, Isidori AM, Lenzi A, et al. Rare 3. Stratakis CA. An update on Cushing syndrome in pediatrics. Ann Endocrinol

forms of genetic paediatric adrenal insufficiency: Excluding congenital adrenal hyperplasia. (Paris). (2018) 79:125-31. doi: 10.1016/j.ando.2018.03.010

Rev Endocr Metab Disord. (2023) 24(2):345-63. doi: 10.1007/s11154-023-09784-7 4 Nazari MA, Jha A, Kuo MJM, Patel M, Prodanov T, Rosenblum JS, et al.
2. Riedmeier M, Decarolis B, Haubitz I, Miiller S, Uttinger K, Bérner K, et al. Paediatric phaeochromocytoma and paraganglioma: A clinical update. Clin

Adrenocortical carcinoma in childhood: A systematic review. Cancers (Basel). (2021) 13 Endocrinol (Oxf). (2023) 101(5):446-454. doi: 10.1111/cen.14955

(21):5266. doi: 10.3390/cancers13215266

Frontiers in Endocrinology 02 frontiersin.org


https://doi.org/10.3389/fendo.2023.1209189
https://doi.org/10.3389/fendo.2023.1216501
https://doi.org/10.3389/fendo.2023.1329082
https://doi.org/10.3389/fendo.2024.1345174
https://doi.org/10.3389/fendo.2024.1460320
https://doi.org/10.3389/fendo.2023.1216501
https://doi.org/10.3389/fendo.2023.1216501
https://doi.org/10.3389/fendo.2023.1209189
https://doi.org/10.3389/fendo.2023.1329082
https://doi.org/10.3389/fendo.2024.1345174
https://doi.org/10.3389/fendo.2024.1460320
https://doi.org/10.1007/s11154-023-09784-7
https://doi.org/10.3390/cancers13215266
https://doi.org/10.1016/j.ando.2018.03.010
https://doi.org/10.1111/cen.14955
https://doi.org/10.3389/fendo.2024.1512883
https://www.frontiersin.org/journals/endocrinology
https://www.frontiersin.org

	Editorial: Rare forms of pediatric adrenal disorders: beyond congenital adrenal hyperplasia due to 21-hydroxylase deficiency
	Author contributions
	Conflict of interest
	Publisher’s note
	References


