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Background. Isolated single coronary artery (iSCA) defined as solitary coronary ostium arising from aorta in absence of other major congenital cardiovascular defects is rare (0.024-0.066%) and often discovered incidentally in adults. Certain malignant subtypes of iSCA, however, may present with angina, myocardial infarction (MI) or sudden death. Clinical presentation during childhood is extremely rare and not well studied. We present a summary of reported cases of iSCA in pediatric population. 
Methods & Results. Exhaustive literature search identified 18 children with iSCA (age 9±5 years, 67% male). Single coronary ostium was located in right [n=12 (67%)] or left [n=6, (33%)] aortic sinuses. A total of 13 (72%) showed either inter-arterial (n=11) or intra-cristal (n=2) course of anomalous vessel. In addition, 1 (5.5%) patient had hypoplastic (reduced length) of an anomalous left anterior descending coronary artery. Presenting complains were chest pain in 3, syncope in 4, cardiac arrest in 2 and palpitations and murmur in 3. Method of diagnosis included coronary computed tomographic (CCTA) and magnetic resonace angiography (MRA) in 6 (33%); invasive coronary angiography (ICA) in 3 (17%); autopsy in 4 (22%); and ICG/CCTA/MRA in 5 (28%). Diagnosis of iSCA was made with significant delay in 17%. Major adverse cardiac events included MI [n=5 (28%)]; coronary stenosis at the site of bypass vessel anastomosis [n=2 (11%)]; heart failure [n=2 (11%)] and sudden death [n=3 (17%)]. Surgical management included coronary artery bypass grafting in 2, surgical re-implantation of anomalous coronary artery in 1, surgical coronary un-roofing in 1 and translocation of main pulmonary artery to left pulmonary artery in 1. 
Conclusion. Malignant subtypes of iSCA may be associated with myocardial ischemia and major adverse cardiac events, including death, in children. A high clinical index of suspicion and timely diagnosis may be important in preventing major complications of malignant iSCA. 
