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To the Editor
The anomalous origin of coronary arteries is a rare 
abnormality that has been associated to myocardial 
ischemia and occasional sudden death. (SD). There 
are different presentations, among which, the origin 
of the left main coronary artery in the right sinus of 
Valvalva is a very uncommon one.
A 50-year old woman with no history of cardiovascu-
lar risk factors was admitted to the hospital due to 
sudden chest pain. The electrocardiogram revealed 1 
mm ST segment depression in the anterior and lateral 
walls. She was admitted to the Coronary Care Unit 
with diagnosis of unstable angina. Troponin I was 
1.85 (cut-off value: 0.04). Her outcome was satisfac-
tory, without symptom recurrence. The coronariogra-
phy (Figure 1) revealed absence of significant stenoses 
and origin of right coronary (RC), left main anterior 
descending (AD) and circumflex (CX) arteries from a 
common trunk in the right coronary sinus. The pa-
tient progressed well and was discharged. A 64-slice 
computed tomography coronary angiography con-
firmed the diagnosis (Figure 2), revealing AD artery 
inter-aorto-pulmonary trajectory, with an intramyo-
cardial segment at the level of the interventricular 
septum, absence of coronary lesions and high calcium 
score of 18. 
Subsequent perfusion studies did not show ischemia.

The prevalence of anomalous origin of coronary ar-
teries is about 1% in angiographic studies, a percent-
age which is even lower in necropsy records. At first, 
these anomalies were considered simple findings. 
However, their diagnosis became relevant from stud-

ies showing the importance of their detection, spe-
cially the evaluation of their initial trajectory and the 
relationship with aortic and pulmonary arteries (PA) 
because of the probable compression they might exert 
on the coronary arteries. (2) There are plenty of possi-
ble presentations, from a completely silent and benign 
one to forms that evolve with syncope, angina, infarc-
tion and/or arrhythmias. Severe symptoms have been 
communicated in around 20% of cases. Sudden death 
has been mainly associated with physical exertion, 
particularly relevant in documented SD in athletes. 
The as yet undetermined precise mechanism respon-
sible for these symptoms has given rise to different 
hypotheses: arterial constriction during physical ex-
ertion in anomalies involving inter-arterial trajectory 
between the aorta and the PA, intramural trajectory 
in the aortic wall mainly at the origin of the artery 
and origin of coronary arteries with excessive angula-
tion may result in compressive phenomena leading to 
ischemic conditions. (3) Different presentations have 
been described, spanning the coronary ostium in the 
contralateral sinus or in the non-coronary sinus, pres-
ence of a single coronary artery, origin from another 
coronary artery and the anomalous origin from the 
pulmonary artery.

Classically, two great groups of anomalies are de-
scribed: origin and distribution anomalies and coro-
nary fistulae, the former being the most frequent ones 
in a 4:1 ratio. The anomalous origin of the left coro-
nary artery in the right sinus of Valsalva occurs very 
rarely in nearly 0.15% of cases. (4)

Surgical indication is controversial and it is not 
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very clear in asymptomatic patients with no evidence 
of ischemia. Stress-rest SPECT has shown to be use-
ful to identify at risk patients and select candidates 
for surgical correction. (5)
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aortopulmonary fistula

To the Editor
Aortopulmonary fistula is rare entity. (1) It is a mal-
formative communication between the aorta and the 
pulmonary artery, which can be congenital or acquired, 

and occurs mostly as the result of sinus of Valsalva aneu-
rysms. Its complication arises from left to right volume 
overload due to pulmonary hyperflow and heart failure, 
and is corrected with surgical treatment. (2) In most 
cases, the diagnosis is made by aortography or echo-
Doppler, (3, 4) but also by transesophageal echo or X-ray 
computed tomography.

A 36-year old male patient, with history of apparent 
good health, was referred to our clinic due to moderate 
to high exertion-induced dyspnea. He was in functional 
class II (NYHA), with broad peripheral artery pulses, 
suprasternal pulse, apex beat at the left fifth intercostal 
space midclavicular line, and thrills. On auscultation he 
presented a normal first heart sound, fixed-split second 
pulmonary sound and continuous pulmonary murmur.

Echocardiographic parasternal short-axis view at the 
level of the great vessels revealed main pulmonary ar-
tery (PA) dilation, turbulent flow from the aorta to the 
main PA and jet of pulmonary regurgitation (Figure 1).

Due to the need of surgical treatment, a computed to-
mography was performed that confirmed the diagnosis 
of aortopulmonary fistula (Figure 2)

fig. 2. 
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The patient underwent uneventful surgery. Other cen-
ters close the fistula using an Amplatzer device. (3, 5)
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