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Letters to the Editor

Anomalous Origin of the Right 
Coronary Artery With an Interarterial 
Course

To the Editor:

A 13-year-old boy, without medical history, who 
practiced football, required a consultation after 
sudden deaths of professional football players 
reported in media. He was asymptomatic. Physical 
examination and ECG were normal. Trans thoracic 
echocardiography (TTE) showed an anomalous 
origin of right coronary artery from the left anterior 
sinus with an oblique course between the aorta 
and pulmonary artery trunk (Figure 1, Panel A) 
confirmed by a multislice CT coronary angiography 
(Figure1, Panels B and C). Holter-ECG, stress-ECG 
and stress echocardiography were normal. Stress 
myocardial perfusion scan provoked a moderate 
ischemia in inferior territory (Figure 1, Panel D). 
Surgical correction with a reimplantation of the right 
coronary artery was realized. The peri-operative 
period was uneventful. Three months after surgery, 
TTE showed an unobstructed neo-coronary ostium 
(Figure 2, Panel A) and stress myocardial perfusion 
scan did not show myocardial ischemia (Figure 2, 
Panel B).

Compression of the anomalous coronary artery 
between the aorta and pulmonary artery trunk, 
closure of the slit-like coronary orifice or vasospasm 
may explain myocardial ischemia and sudden death 
in patients with anomalous coronary artery arising 
from the wrong sinus. Usual screening failed to 
identify patients at risk of sudden death.1 Anatomic 
delineation of a coronary artery course between the 
great vessels remains the greatest known risk for an 
adverse event. TTE is the first choice exam, with 
correct visualization of the ostia in 90% of cases. 
Multislice CT coronary angiography or magnetic 
resonance angiography are recommended to 
improve analysis of coronary course. 

Both surgical repair and a few cases of stent 
angioplasty have been reported to have short-
term reliability, without long-term follow-up. 
Extensive clinical experience of surgical correction 
in these patients has been accumulated. Surgical 
revascularization may consist of1 coronary bypass 
grafting,1 direct ectopic coronary reimplantation at 
the aortic root,2 unroofing the intramural coronary 
segment,3 or creation of a new ostium at the end of 
the ectopic artery’s intramural segment4. Because 
the long-term results of coronary bypass grafting 
are not ideal (potential need for reintervention, 
risk of competitive blood flow in the presence 
of unobstructed ectopic coronary artery at rest), 

alternative surgical procedures are increasingly 
considered as more favorable options in centers with 
expertise.2 Transcatheter stenting of the proximal 
intramural segment has been succesfully applied in 
adults for a decade.3,4 The experience remains very 
limited in children. Even if stent angioplasty may 
be an interesting alternative to cardiac surgery, 
it is an often technically complex procedure with 
difficulty to reach and cannulate the ectopic artery’s 
ostium. Furthermore, the ideal degree of stent 
dilatation remains problematic and the type of stent 

Figure 1. Anomalous origin of right coronary artery from the left anterior 
sinus with an oblique course between the aorta and pulmonary artery 
trunk visualized by trans thoracic echocardiography (Panel A, blue arrow). 
Multislice CT coronary angiography allowed a more definitive definition 
of coronary angulation and course (Panel B and panel C, blue arrow). 
Myocardial perfusion scan (under stress and in repose) identified moderate 
ischemia in inferior territory, a region supplied by the right coronary artery 
(Panel D). Ao: aorta; Pa: pulmonary artery trunk.
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(drug eluting or standard stent) is not established. 
Echocardiographic screening of first-degree relatives 
was recently advised after the description of a 
familial occurrence of anomalous origin of coronary 
artery.5
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Noninvasive Characterization  
of a Case of Danon Disease

To the Editor:

Genetic studies have recently identified a novel 
disease caused by mutations in the X-linked 
lysosome-associated membrane protein-2 (LAMP2) 
gene: Danon disease. We report the noninvasive 
characterization of a patient with this pathology.

A 19-year-old man was admitted to hospital for 
the evaluation of new onset of heart failure. There 
was a 4-week history of gradually progressing 
exercise intolerance. On admission, the patient 
presented in New York Heart Association class 
II. His mother died at the age of 44 years with 
suspicion of dilated cardiomyopathy. On physical 
examination, cachectic appearance was noted. 
Auscultation revealed bilateral rales halfway up 
and hepatomegaly. Routine blood tests produced 
elevated troponins, creatine kinase and liver enzyme 
levels. The electrocardiogram was consistent with 
left bundle branch block and high QRS voltage. 
A chest X-ray showed cardiomegaly with massive 
pulmonary congestion.

Transthoracic echocardiography demonstrated 
biventricular symmetrical concentric hypertrophy 
without left and right outflow tract gradient. 
The intraventricular septum and posterior wall 
thickness were 25 mm and 24 mm, respectively. The 
echogenicity of the whole myocardium was evenly 
increased (Figure 1a,b). The left ventricle (LV) was 
dilated, with an end-diastolic diameter of 69 mm, 
and both atria were enlarged. The systolic function 
was decreased due to global hypokinesis with 
akinetic apical segment. Ejection fraction assessed 
by Simpson’s method was 27%. Right ventricular 
function was impaired, with free wall hypokinesis 
(Tricuspid Annular Plane Systolic Excursion 

Figure 2. Three months after surgery, transthoracic echocardiography 
showed an unobstructed neo-coronary ostium demonstrated by color flow 
mapping showing flow in the proximal right coronary artery (Panel A, blue 
arrow). Myocardial perfusion scan (under stress and in repose) did not 
show myocardial ischemia (Panel B). Ao: aorta; Pa: pulmonary artery trunk.
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