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Aneurysmal dilation of the ascending aorta is commonly associated with Marfan syndrome and other connective tissue disorders.  There are well-established treatment guidelines for the medical and surgical management of these patients.  Aneurysmal dilation of the ascending aorta may however occur in association with other congenital heart defects and may result in aortic valve dysfunction or aortic dissection.  Ascending aortic pathlogy is prevalent in a number of cardiac lesions commonly seen in the adult congenital cardiac clinic, namely bicuspid aortic valve irrespective of valve function, coarctation of the aorta and tetralogy of Fallot.  The etiology of aortic dilation in these disorders is less well understood.  Until recently, treatment recommendations for these patients were lacking.  The incidence of aortic dilation in the above-mentioned congenital cardiac lesions will be reviewed.  Proposed pathogenic mechanisms and the role of endothelial dysfunction will be discussed.  The role of medical management with an emphasis on the use of angiotensin-converting enzyme inhibitors will be explored and current surgical recommendations will be reviewed. 
