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Background: Individualized approach is the key for the successful management of congenital heart disease
(CHD) complicated by congenital intestinal atresia (CIA). There are few reports for diagnosing, outcomes and
prognostic factors in these patients.

Methods: Medical records of 61 patients (40 males and 21 females; median gestational week, 38; median birth
weight 2.5 kg) with CHD and CIA treated between 1994 and 2011 were retrospectively evaluated. Patients with
both CHD and CIA were evaluated by a subgroup of CIA.

Results: CHD diagnoses included ventricular septal defect (n=22), patent ductus arteriosus (n=38), tetralogy of
Fallot (n=7), and atrial septal defect (n=5). CIA included anal atresia (n=31), esophageal atresia (n=17), duo-
denal atresia/stenosis (n=10), and Hirschsprung'’s disease (n=10). The overall survival rate of patients was 83%.
Thirty-one had chromosomal abnormalities. Of those, 7 patients died. Forty patients received surgeries for both
CHD and CIA consequently. In 1 patient with anal atresia, the site of stoma influenced cardiac operation. One
patient with esophageal atresia underwent CIA operation after cardiac palliation for high pulmonary blood flow.
One patient had duodenal obstruction associated with suture failure for high pulmonary blood flow. Three patients
with Down syndrome that underwent proctostomy for Hirschsprung'’s disease died from fulminant enteritis.
Conclusions: Our individualized approaches provided a high survival rate in neonates with CHD and CIA. Our
strategy included CIA operation preceded CHD operation. The high pulmonary flow needed prompt interven-
tion to prevent circulation failure and suture failure. Down syndrome patients undergoing proctostomy should
be carefully monitored for post-surgical fulminant gastroenteritis.
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Fig. 1 Main diagnosis of heart disease (N=61)
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ASD, atrial septal defect; cAVSD, complete atrioventricular septal defect; CoA, coarctation of the aorta; DORV, double
outlet right ventricle; HLHS, hypoplastic left heart syndrome; MA, mitral atresia; PA, pulmonary atresia; PDA, patent
ductus arteriosus; PS(v), valvular pulmonary stenosis; SV, single ventricle; TAPVC, total anomalous pulmonary venous
connection; TGA, transposition of the great arteries; TOF, tetralogy of Fallot; VSD, ventricular septal defect.
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Fig. 2 Fetal diagnosis of congenital intestinal atresia
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Fig. 3 Operation of congenital heart defect and congenital intestinal atresia

CIA, congenital intestinal atresia.
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CIA, congenital intestinal atresia; mBTs, modified Blalock-Taussig shunt.
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Table 1 Three patients of fulminant enteritis with Hirschsprung disease and Down syndrome

Age Heart disease 0pQs Time from the onset WBC CRP
9 P of colitis to death (L) (mg/dL)

1 TTm VSD 3.07 20hr 26,500 0.0
2 TyTm s/p VSD closure 1.05 12hr 16,900 1.56
3 1y11m cAVSD, hypoplastic RV, s/pPAB 1.21 10hr 5,000 11.15

cAVSD, complete atrioventricular septal defect; PAB, pulmonary artery banding; VSD, ventricular septal defect.
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