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1 | INTRODUCTION
Antiphospholipid syndrome (APS), which is character-
ized by thrombotic events and pregnancy morbidity, is a
systemic autoimmune disease with constant positive an-
ticardiolipin Antibodies." APS is very rare among pedi-
atric cases; in the largest cohort study, the incidence was
2.8%.” Secondary APS occurs in the presence of another
disease, mostly systemic lupus erythematosus (SLE).’
Hematologic and neurologic manifestations are common
in pediatric cases.”

Adrenal insufficiency (AI) can occur in these pa-
tients in the context of vascular disorders including
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Adrenal insufficiency is a rare, important manifestation of secondary antiphos-
pholipid syndrome (APS) in pediatrics. In the presence of hematologic disorders
such as thrombosis, we should consider APS.

Adrenal insufficiency can rarely occur in the context of vascular disorders and
thrombosis in patients with antiphospholipid syndrome. There are few case re-
ports in pediatrics. Here, we present a pediatric case—the first pediatric case re-

port in Iran—and review articles in this age group.
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thrombosis and hemorrhage of adrenal glands.” Al is ei-
ther primary, mostly due to autoimmunity, or secondary
to hypothalamic-pituitary impairment.® Various clinical
symptoms are due to impaired secretion of mineralocor-
ticoid and glucocorticoid.” Acute AI usually presents with
hypotension, abdominal pain, vomiting, fever, and hy-
povolemic shock, while in chronic cases it presents with
fatigue and irritability.® Glucocorticoid deficiency also re-
sults in hypoglycemia, seizure, weakness, and hyperpig-
mentation.® Acute adrenal crisis is life-threatening and
requires special attention and clinical suspicion.’

As one of the rare causes of Al in children is secondary
APS, it must be considered especially in the presence of
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should also be considered’” which is the gold standard for
diagnosis.

In the situation of adrenal crisis, treatment includes
sufficient parenteral hydrocortisone, restoring intravascu-
lar volume, and normalization of serum sodium and glu-
cose. Maintenance therapy includes glucocorticoid and
mineralocorticoid replacement for primary Al and corti-
sol replacement for secondary AL"

The more prevalent etiologies for primary Al are auto-
immune destruction, congenital adrenal hyperplasia, ad-
renoleukodystrophy, drugs, infections, and hemorrhage.*
Although it is rare, we should consider APS as an import-
ant cause of this fatal disease especially in the presence
of hematologic manifestations such as thrombosis. We
should also consider Al in patients with SLE or APS in
the presence of inexcusable weakness and fatigue, salt
craving, hypotension, and specially hyperpigmentation.
Adrenal crisis, a fatal condition, would happen if we do
not diagnose Al on time. If the patient presents with an
adrenal crisis, we should not delay the treatment. As in
our patients, with the suspicion of adrenal crisis, we sent
laboratory samples and start the treatment emergently
and after stabilization we discharged her with the treat-
ment of underlying cause, SLE and secondary APS, as we
mentioned above.
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