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I Clinical algorithm for patients with Anomalous Aortic Origin of a Left Coronary Artery (AAOLCA) I

Cardiology consultation®
(core group of pediatric/adult congenital cardiology providers)

Testing®

-ECG

- Echocardiogram (ECHO)*

- Retrospective ECG-gated CTA"

- Comprehgnsive exercise s.tress test (EST)S 1 Signs ascribed to ischemia: :

- Dobutamine stress perfusion-CMR (DS-CMR)® : :

Screening for siblings discussed with family : ¢ Exertional chest pain or syncope :

I : e Ventricular tachycardia or high-grade PVCs :

1 ® Troponin leak associated with symptoms 1

Discussion at CAAP Multidisciplinary Meeting : 1

Pursue other e Emm e
causes of Sudden
Cardiac Death (i.e.
genetic testing, Aborted SCD, (+) EST
CMR) or (+) DS-CMR NO
v v
— 1 | - 1
AAOLCA with AAOLCA without AAOLCA with Other types of
Intraseptal Course Intraseptal Course interarterial course AAOLCA**

v

Cardiac cath with

iFR/FFR +/- IVUS JTYES

Ischemic Signs

v

Cardiac cath with
iFR/FFR +/- IVUS

(+) cardiac cath

(+) cardiac cath

YES

Recommend surgical Follow-up
intervention/. Exercise L
restriction until surgery or if Shared d.eC|5|on rtla!(lng

surgery is declined. re: exercise restriction.

| |
Postoperative short-term follow-up

Ischemic Signs

Offer surgical intervention/.

If declined, shared decision
making with family re: beta
blocker and exercise restriction.
Consider home AED.

Follow-up, consider repeat
testing. Shared decision making
with family re: exercise
restriction. Consider home AED.

Follow-up.
No exercise
restrictions.

Long-term follow-up

- 1 wk: Surgical follow-up

-1 mo: Cardiology visit with ECG, echocardiogram™*
- 3 mo: Cardiology visit with ECG, EST, DS-CMR, CTA
- 6 mo: Cardiology visit with ECG'"

No exercise restriction after 3 months visit**

- Cardiology follow-up with ECG every 1 to 2 years
- Echocardiogram if clinical concerns
- Functional testing every 5 years, or sooner if clinical concerns

Symptoms or positive testing? Discuss in CAAP Multidisciplinary Meeting.

SCD: Sudden cardiac death, CAAP: Coronary Artery Anomalies Program, DS-CMR: Dobutamine stress cardiac magnetic resonance imaging, EST: Exercise stress test, iFR: instantaneous

wave-free ration, FFR: fractional flow reserve, IVUS: intravascular ultrasound.

* Consent obtained for participation in prospective registries.

* Additional studies (i. e. Holter) may be performed depending on the clinical assessment.

¥ External echocardiograms do not need to be repeated if the study is deemed appropriate.

§ EST or DS-CMR may be deferred until approximately 6 to 8 years of age, unless clinical concerns. DS-CMR and EST deferred if post aborted SCD.
11 An external CTA may be used if able to upload the images and the study provides all necessary information for management decision-making. CTA should be deferred until

approximately 6 to 8 years of age, unless clinical concerns.

**QOther types of AAOLCA may include origin from the non-coronary sinus/juxtacommissural and intraseptal course.
J Recommend surgical intervention if >8 years of age, or sooner if there are concerns. Aspirin will be administered for 3 months after surgery.

t1 Patient may be seen by outside primary cardiologist.

$1 Postoperative patients will be cleared for exercise and competitive sports based on findings at the third month postoperative visit including results of CPET, DS-CMR, and CTA (as well

as cardiac cath, if done preoperatively).
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