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[ Abstract] Objective To explore the clinical manifestations and treatment strategies of congenital intra-
hepatic portosystemic venous shunt ( CIPSVS) in children with a review of literature. Methods The clinical
and postoperative follow-up data was retrospectively analyzed for a child with type V CIPSVS, namely, patent
ductus venosus (PDV) with pulmonary hypertension as the first symptom, and the relevant literature was re-
viewed and analyzed. Results The patient had repeated respiratory tract infection and pulmonary hyperten-
sion,and underwent venous catheter ligation. No respiratory tract infection occurred in the 6-month postoperative
follow-up, with pulmonary hypertension lower than before. Relevant literature reports were analyzed simultane-
ously and 41 cases were included. There were 4 cases treated with interventional surgery,17 cases with open
surgery ,and 3 cases with endoscopic surgery,all seeing clinical symptoms relieved after surgery. But there were
17 cases that did not report the treatment plan. Conclusion CIPSVS is a clinically rare disease with its clini-
cal manifestations highly diverse. In the cases of liver dysfunction and abnormal metabolism due to insufficient
hepatic portal blood perfusion,and abnormal perfusion of cardiopulmonary system, CIPSVS may be the possible
cause. lis treatment require individualization.

[ Key words] Hypertension, Pulmonary; Congenital Intrahepatic Portosystemic Venous Shunts; Patent
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