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Adrenal insufficiency in children with severe - thalassemia / Hb E disease who received regular hypertransfusion
with chelation : optimal VS suboptimal iron chelation therapy
Praparat Wangyaichim

Objective : To determine the prevalence of adrenal insufficiency (Al) in children age 8-13 years with severe B-thalassemia/
Hb E disease who received regular hypertransfusion with chelation and to evaluate the difference in the prevalence of Al
between optimal and suboptimal iron chelated group.
Result : A prospective study of the presence of Al in 45 children (mean age 10.5 £ 1.5 years) with severe B-thalassemia/ Hb
E disease who received regular hypertransfusion with chelation was performed. There were 16 and 29 patients in optimal
iron chelated group (serum ferritin < 2,500 ng/mL) and suboptimal iron chelated group (serum ferritin > 2,500 ng/mL),
respectively. Median serum ferritin of optimal iron chelated group was 2,091 (285-2,459) ng/mL while suboptimal iron
chelated group had median serum ferritin of 4,875 (2,503-13,185) ng/mL. Mean serum ferritin levels between these 2 groups
were statistically different ( P < 0.05).

Median of 8 AM serum cortisol level in optimal iron chelated group and suboptimal iron chelated group were 10.3
(4.8-20.9) mcg/dL and 7.9 (3.2-21.3)mcg/dL, respectively. There were no difference in 8AM serum cortisol between optimal
iron chelated and suboptimal iron chelated group (P=0.52).

The overall prevalence of Al in children age 8-13 years with severe -thalassemia/ Hb E disease who received regular
hypertransfusion is 28.9%. 18.8% (3 of 16 patients) of patients with optimal iron chelation had 20 Al while 34.4% (10 of
29 patients) of patients with suboptimal iron chelation had 10AI 3.4% (1 of 29 patients) and 20Al 31% (9 of 29 patients).
The relative risk of Al in patients with suboptimal iron chelation is 1.84 times of patients with optimal chelation . However,
there is no correlation between serum ferritin and serum cortisol.

Conclusion: Among children age 8-13 years with severe B-thalassemia/ Hb E disease who received regular hypertransfusion
with chelation, the prevalence of Al is 28.9%. The prevalence of Al in suboptimal iron chelated group is higher than optimal
iron chelated group. The majority of Al is 20Al
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