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Fontan Completion after Total Right Ventricular Exclusion
in a Child with Ebstein’s Anomaly
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The mortality rate remains high in patients with Ebstein’s anomaly appearing during the neonatal and early infantile period. We
report here a patient with Ebstein’s anomaly who underwent total right ventricular exclusion asinitial palliation and subsequently
underwent Fontan completion. A 5-month-old boy presented with cardiomegaly and cyanosis. Echocardiography demonstrated
Ebstein’s anomaly with severe tricuspid regurgitation and huge right ventricle. The total right ventricular exclusion procedure,
consisting of resection of the right ventricular free wall and closure of the tricuspid orifice, was performed concomitant with a
bidirectional Glenn anastomosis. Postoperative echocardiography showed increased left ventricular end-diastolic volume (from
33% to 90% of normal value) and improved left ventricular gjection fraction (from 31% to 69%). At follow-up cardiac cath-
eterization before Fontan operation, mean pulmonary artery pressure was 15 mmHg, and pulmonary vascular resistance was 2.5
U-m2. At 3 years of age, an extracardiac total cavopulmonary connection was successfully carried out. Total right ventricular
exclusion asinitia paliationin critically ill patients with Ebstein’s anomaly provides an adequate cardiac and pulmonary condi-
tion to establish Fontan circulation.
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Fig. 1 Operative findings.
A Resection of the right ventricular free wall.
B Direct suture closure of the remnant of the right ventricular free wall.
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Fig. 2 Echocardiographic images at end-diastolic phase on short-axis view.
A Before total RV exclusion.
B After total RV exclusion.

Table 10 Echocardiographic findings

pre-TRVE post-TRVE pre-TCPC post-TCPC
LVEDV (ml) 4 11 31 26
LVEDV (% of normal) 33 90 121 109
LVESV (ml) 2.8 34 9.6 7.1
LVEF (%) 31 69 69 72
IVS paradoxical motion + - - -

LVEDV: left ventricular end-diastolic volume, LVESV: left ventricular end-systolic volume, LVEF: left
ventricular ejection fraction, 1VS: interventricular septum, TRVE: total right ventricular exclusion, TCPC:

total cavopulmonary connection
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