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Introduction 

Congenital adrenal hyperplasia (CAH) encompasses a 

group of inherited autosomal recessive diseases affecting 

adrenal steroid synthesis (White and Speiser, 2000). 

The impaired cortisol secretion causes ACTH levels to 

rise and stimulate adrenocortical hormone secretion, 

resulting in adrenal hyperplasia, and increased production 

of androgens and steroid precursors before the enzymatic 

defect (Forest et al., 2005). 

The most frequent CAH variant, accounting for 95% 

of all affected patients, is 21- hydroxylase deficiency and 

caused by inactivating mutations in the  21- hydroxylase 

gene (P450c21) which is designated (CYP21) (White and 

Speiser, 2000). Deficiency in P450c21 activity prevents the 

conversion of 17-hydroxyprogesterone to 11-

deoxycorticosterone (Hsien-Hsiung Lee et al., 1996). Most 

patients are compound heterozygotes having different 

mutations of the CYP21 gene on each allele (Hsien-Hsiung 

Lee et al., 1996).  

Two distinct phenotypes are recognized in CAH due 

to 21-OHD: Classical CAH, the most severe form 

comprises both salt- wasting (SW) and simple virilizing 
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(SV) forms, with a worldwide incidence of 1:15000 live 

births, and the Non-classical (NC) form which may be 

asymptomatic or associated with signs of postnatal or even 

adult onset androgen excess (Forest et al., 2005). 

Treatment of CAH consists of glucocorticoids (GCs) 

and, when necessary, mineralocorticoids to prevent adrenal 

crisis and to suppress the abnormal secretion of androgens 

and steroid precursors from the adrenal cortex (Oglivie et 

al., 2006). Lifelong glucocorticoid replacement therapy is 

often required in CAH patients to reduce adrenal androgen 

excess (King et al., 2006). 

The therapeutic spectrum of glucocorticoids is narrow 

and supra-physiological doses, are often needed to control 

the hyperandrogenism (Arlt et al., 2010). It has been 

suggested that patients with CAH develop unfavourable 

cardiovascular risk profile either because of the 

hyperandrogenism in untreated or undertreated patients or 

because of the supraphysiological doses of GCs used 

(Mooij et al., 2010). 

Steroids contribute to elevated cardiovascular diseases 

partly by changing the levels of lipoproteins that carry 

cholesterol in blood  by increasing levels of LDL and 

decreasing levels of HDL which may lead to heart attack or 
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stroke (Mooij et al., 2010), also can cause alteration in 

cardiac structure such as enlargement and thickening of the 

left ventricle which impairs normal contraction and 

relaxation of it (cardiomyopathy) all these may lead to 

hypertension, cardiac arrhythmias, congestive heart failure, 

heart attack and sudden cardiac arrest (Depiccoli  et al., 

1999).  
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Aim of the Work 

This study aims to evaluate echo-cardiographic 

functions in children with congenital adrenal hyperplasia 

receiving corticosteroid therapy for more than six years.  

 


