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Sup. mesenteric v.
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1 Inferior vena cava

2 Hepatic v.
3 R. hepatic v.
4 L. hepatic v.
5 Portal v.
6 Splenic v.

7 Sup. mesenteric v.
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An Enormous Shunt between the Portal Vein and the Hepatic One Associated with
Multiple Coronary Artery Fistulas
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*Department of Pediatrics, Okayama University School of Medicine
**Department of Pediatrics, Mizushima Mitsubishi Hospital
**Department of Pediatrics, Children’s Medical Center of Okayama National Hospital
*+¥Department of Pediatric Cardiology, Kinki University School of Medicine

We reported a 9-year-old boy with a rare combination of multiple coronary artery fistulas and a
congenital shunt between the portal vein and the hepatic one (portosystemic shunt).

Cardiac catheterization at 4 years of age revealed multiple fistulas from the right coronary artery
to the right atrium and a fistula from the left coronary artery to the left ventricle. A patch closure of
the opening of the fistula from the conus branch in the right atrium and ligation of the another fistulas
of the right coronary artery were carried out. The pulmonary to the systemic flow ratio was reduced to
1.35 after the operation, but cardiomegaly was persisted. So reexamination was performed 5 years
after the operation.

Cardiac catheterization revealed residual multiple coronary artery fistulas and an enormous
porto-systemic shunt. Portal vein was communicated directly to the dilated hepatic vein without
bifurcating normal heaptic branch into the liver. The pressure of the portal vein was normal. There
wasn’t any other congenital heart disease which might cause the dilatation of the heaptic vein. Ductus
venosus persisted to be opened after birth as a bypass tract of the portal vein because the development
of the intrahepatic branch of the portal vein was very poor.

Congenital porto-systemic shunt has to be considered as one of the cause of the dilatation of the
hepatic vein and the carefull follow-up is mandatory because encephalopathy could be caused by this
shunt.
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