Cardiology in the Young

cambridge.org/cty

Images in Congenital
Cardiac Disease

Cite this article: Dalby ST and Angtuaco MJ
(2023) Follow the MAPCA: an unusual source of
right pulmonary artery flow. Cardiology in the
Young 33: 993-994. doi: 10.1017/
$1047951123001002

Received: 7 November 2022
Revised: 19 February 2023
Accepted: 11 April 2023

First published online: 28 April 2023

Keywords:

Pulmonary atresia intact ventricular septum;
right ventricular-dependent coronary arteries;
major aortopulmonary collateral arteries;
children

Corresponding author:

Stephen Dalby, M.D., Pediatric Cardiology
Section, Rady Children’s Hospital, 3020
Children’s Way, San Diego, CA 92123, USA.
E-mail: SDalby@RCHSD.org

© The Author(s), 2023. Published by Cambridge
University Press.

CAMBRIDGE

UNIVERSITY PRESS

@ CrossMark

Follow the MAPCA: an unusual source of right
pulmonary artery flow

Stephen T. Dalby>2® and Michael J. Angtuaco?

!Department of Pediatrics, University of Arkansas for Medical Sciences and Arkansas Children’s Research Institute,
Little Rock, AR, USA and 2Department of Pediatrics, University of California San Diego, Rady Children’s Hospital,
San Diego, CA, USA

Abstract

Major aortopulmonary collateral arteries in the setting of pulmonary atresia with intact
ventricular septum are very rarely encountered, having been documented in only a handful
of case reports. We present the right ventriculogram of a patient found to have this rare
combination of findings along with right ventricular-dependent coronary artery circulation
and unusual supply of the right pulmonary artery.

We present a case of a cyanotic newborn found by echocardiogram to have pulmonary atresia
with intact ventricular septum and major aortopulmonary collateral arteries. Cardiac catheter-
isation was performed to assess the coronary artery circulation and major aortopulmonary col-
lateral artery supply. The right ventriculogram demonstrated large coronary sinusoids arising
from the right ventricle, supplying all major branches of the coronary artery circulation (Fig 1,
Supplementary Videos S1-S2). There was no contrast seen entering the aorta from the coronary
circulation as the ostia were atretic, consistent with right ventricular dependence of the coronary
arteries. Additionally, there is a vascular connection arising from the left main coronary artery
that supplies the right pulmonary artery. Thus, flow from the right ventricle travels through a
coronary sinusoid to the left coronary artery before coursing through the collateral vessel to
supply the right pulmonary artery. While major aortopulmonary collateral arteries in the setting
of pulmonary atresia intact ventricular septum are quite rare, having only been reported in a
handful of published reports,' the novelty of this angiogram lies in the well-displayed, unusual
supply of flow to the right pulmonary artery. To our knowledge, this particular anatomy has
never been displayed or reported in the literature.

Fig. 1 Still frame of right ventricular angiogram demonstrating unusual course of blood supply to the right pulmonary
artery (black arrow heads: coronary sinusoid; black arrows left main coronary artery; white arrow heads: collateral vessel;
white arrows: right pulmonary artery)
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