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Successful transcatheter closure of a congenital portsystemic shunt with
interlocking detachable coils in a 3-year-old girl
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Congenital portsystemic shunts (CPSS) are rare vascular anomalies in which the portal
vein drains into a systemic vein, bypassing the liver through a partial or complete shunt. The clinical
expression of CPSS ranges from asymptomatic to the development of many complications such as
hepatic encephalopathy, mental retardation, hepatopulmonary syndrome, pulmonary hypertension,
and hepatic tumor. For symptomatic CPSS, surgical ligation or transcatheter embolization should be
undertaken with caution for portal hypertension.

We report a 3-year-old girl who presented hypergalactosemia in mass newborn screening.
Contrast enhanced abdominal CT scan showed an extrahepatic portsystemic shunt, which connected
to the portal vein via the inferior vena cava. Elevated plasma concentration of total bile acids
(TBA) continued for three years and she developed dysarthria. She was successfully treated by
transcatheter embolization with interlocking detachable coils. After embolization, plasma TBA fell
to normal and the high signal on T1-weighted image in globus pallidus on brain MRI disappeared.
Transcatheter embolization is effective for the treatment of extrahepatic portsystemic shunt. Early
detection and appropriate management are important to achieve a good outcome.

Congenital portsystemic shunts, Transcatheter embolization,
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IVC : inferior vena cava, EHPS : extrahepatic portosystemic shunt

SV : splenic vein.
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WBC 9,300 /e B 1.0mg/de TP 6.2g/d¢
RBC 422x10%/me DB 0.1 mg/de¢ Alb 3.7g/d¢
Hb 12.0g/de¢ AST 291U/8 BUN 8.0mg/de
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MCHC 33.4% ChE 288 1U/¢
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