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Gross right heart dilatation secondary to Ebstein’s
anomaly
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Cardiac imaging is essential for the diagnosis and follow-up
individuals with congenital heart disease (CHD). Currently
echocardiography is the ﬁrst-line investigation, although no
single imaging technique is sufﬁcient for complete evaluation of
cardiac anatomy and physiology in these patients. Increasingly,
adults with CHD are referred for cardiac magnetic resonance
(CMR) imaging. The high spatial resolution, functional assessment
capabilities and excellent reproducibility of CMR make it a desirable investigation for CHD [1].
Ebstein’s anomaly is a rare (incidence ≈1 in 200 000 live births)
congenital heart disorder characterized by malformations of the
tricuspid valve (TV) and right ventricle (RV). The hallmark features are clearly demonstrated in this CMR study. They are:

the pale jet of tricuspid regurgitation is notable during systole.
The intraventricular septum ﬂattened during diastole consistent
with right-sided volume overload and there is slow ﬁlling of the
LV consistent with ventricular–ventricular interaction.

1. Malposition of the posterior and septal TV leaﬂets in the walls
of the RV with enlargement, fenestration and/or tethering of
the anterior leaﬂet.
2. Dilatation of the true atrio-ventricular junction and downward displacement of the functional TV annulus.
3. Atrialization of the RV [2].
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In the four-chamber view (Fig. 1A), the grossly dilated right heart
is clearly evident, with an atrialized RV and dilated tricuspid annulus. The enlarged anterior TV leaﬂet is well visualized (red
arrow), as is the hypoplastic septal leaﬂet (yellow arrow). The
LA and LV are small, owing to compression from the volumeoverloaded right heart.
The massively dilated atrial and ventricular portions of
right heart are visualized in the short-axis cine view (Fig. 1B).
Again the tricuspid valve septal leaﬂet is seen (red arrow) and
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Figure 1: (A) CMR four-chamber cine view. Seen here is the grossly dilated right heart, with an atrialized RV and dilated tricuspid annulus. The enlarged anterior TV leaﬂet
is well visualized (red arrow), as is the mislaid and hypoplastic septal leaﬂet (yellow arrow). The LA and LV are small, owing to compression from the volume-overloaded
right heart. LA, left atrium; LV, left ventricle; RA, right atrium. RV, right ventricle. (B) CMR short-axis cine view. The massively dilated atrial and ventricular portions of right
heart are visualized. Again the tricuspid valve septal leaﬂet is seen (red arrow) and the pale jet of tricuspid regurgitation is notable here in systole.
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