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In this issue of the Journal, Mery and colleagues1
from Texas Children’s Hospital use decision analysis
methodology to investigate the optimal management
strategy of young patients with an anomalous aortic
origin of a coronary artery (AAOCA). As the authors
mention, developing evidenced-based guidelines for
the management of patients with AAOCA is challenging,
in part, because of the rarity of the disease.2,3 Although
a handful of large postmortem reviews have reported the
incidence of sudden cardiac death (SCD) associated with
AAOCA among young individuals,4,5 our overall
understanding of the natural and ‘‘unnatural’’ (surgical)
history of AAOCA remains limited because of a lack of
large prospective reviews.2,6 Consequently, commonly
accepted management strategies, such as exercise
restriction, are largely based on anecdotal reviews or
single-center experiences. Furthermore, the low prevalence of AAOCA makes a randomized control trial
comparing management strategies unlikely.3
Mery and colleagues1 used independent decision
analysis models for an anomalous left coronary artery
and for anomalous right coronary artery from the opposite
sinus of Valsalva (Figure 1) to evaluate life expectancy
and quality of life assuming 1 of 3 hypothetical
management strategies: (1) observation without exercise
restriction, (2) exercise restriction, or (3) surgical
intervention. Results from the decision analysis models
demonstrated that for patients aged less than 30 years
and more than 10 years with anomalous left coronary
artery, surgery was associated with improved survival.
Likewise, observation was found to be the preferred
strategy for patients aged more than 30 years, for whom
the perceived risk of SCD was lower than average, or
for patients in whom the risk of perioperative mortality
was higher than average (assumed to be 0.5%). For
patients with anomalous right coronary artery, observation
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Surgical view of normal anatomy and anomalous left
and anomalous right coronary arteries.
Central Message
Management strategies for AAOCA are controversial, in part because of the low prevalence of
the disease. Decision analysis modeling may
maximize quality of life and survival for patients with AAOCA.

See Article page 1366.

seemed to be the preferred strategy. In terms of life
expectancy, observation and surgery were similar.
However, quality of life was superior with observation
alone, except for patients aged less than 30 years with a
high risk of SCD. An important and interesting finding
by Mery and colleagues1 was that exercise restriction
was the least preferred management strategy for almost
all patients with AAOCA.
The finding that exercise restriction was a suboptimal
strategy is in contrast to what is reported in clinical practice,
where exercise restriction or avoidance of competitive
athletics is often recommended without consideration of
the anatomic subtype.3,7 As Mery and colleagues1 note,
the impact of restricting the activity of young athletes
may be associated with a significantly decreased quality
of life. Therefore, suggesting that exercise restriction is an
inferior management strategy for almost all patients with
AAOCA is an important finding that may have important
implications for developing guidelines on how to manage
young patients with AAOCA.
Mery and colleagues1 are to be commended on
making use of an innovative strategy to address a
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difficult clinical problem. Fundamental challenges in
generating evidence-based guidelines within congenital
heart surgery are related to the relative rarity of lesions
and their broad spectrum of morphologic variation.
Specifically, the diversity of anatomic lesions, low
prevalence of any single lesion, and array of management strategies make it difficult for a single institution
to determine the optimal strategy for a given lesion.
To address these challenges, the Congenital Heart
Surgeons’ Society established the Data Center, a
multi-institutional research database, created to develop
guidelines for the diagnosis and management of patients
with congenital heart disease. The AAOCA registry, as
noted by Mery and colleagues,1 was created to help
address the current lack of evidence-based managing
for patients with AAOCA.8 Although analyses of large
multi-institutional registries ultimately may guide
management strategies for patients with AAOCA,
defining the natural and unnatural history of AAOCA
is certain to take years of patient follow-up. In the
short-term, however, we must rely on methodology, as
demonstrated in this study, to help us define the optimal
treatment strategy for this lesion.
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FIGURE 1. Coronary artery anatomy from the surgeon’s perspective for:
(1) normal coronary anatomy (Normal), (2) an anomalous left coronary
artery from the right coronary sinus (ALCA), and (3) an anomalous right
coronary artery from the left sinus (ARCA). (Figures provided courtesy of
the Congenital Heart Surgeons’ Society Data Center. Available at: http://
www.chssdc.com/content/aaoca-anomalous-aortic-origin-coronary-artery.)
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