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Background: Congenital portosystemic shunts (CPSS) are rare vascular malformations that 

result in blood bypassing the liver and re-entering the systemic circulation unfiltered. The 

outcomes of CPSS diagnosed prenatally are unknown. Previously published data is related to 

patients diagnosed after symptom appearance, including hepatic encephalopathy, liver tumors 

and portal hypertension. 

Aims: To describe a cohort of prenatally diagnosed children with CPSS and report on the natural 

history and outcomes. 

Methods: The study was conducted between 2006 and 2019. Prenatal diagnosis was performed 

during routine prenatal ultrasound. Patients were followed by the pediatric gastroenterologists’ 

unit. 

Results: 32 patients were identified; 28 patients with intrahepatic shunts and four patients with 

extrahepatic shunts. During follow up, Failure to Thrive (FTT) was observed in three of the 

patients with one shunt (16.7%), and five of the patients with two shunts or more (55.6%). The 

difference is significant (p- value=0.037). 24 patients with intrahepatic shunts had their shunts 

closed spontaneously. Median time for closure of the shunt was seven months (IQR 2-14 months, 

range 0-35 months). No predicting factor was detected for closure of the shunt before the age of 

one year. All extrahepatic shunts required surgical closure. 

Conclusions: Congenital intrahepatic shunts usually close spontaneously and do not need 

intervention. All patients in our prenatally diagnosed cohort survived with limited to no sequelae. 
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