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Abstract

An 11-month-old female with syndromic extrahepatic biliary atresia (SEHBA) underwent liver transplantation. We review our experience and reported literature on the transplant patients with SEHBA and their outcome. In cases of extrahepatic biliary atresia, it is important to accurately identify syndromic features in order to determine the optimal surgical and medical management at liver transplant. SEHBA accounts to 10-15% of children coming to liver transplant with EHBA. The surgical challenges posed in particular by the absence of retrohepatic inferior vena cava (IVC) and preduodenal portal vein are discussed. 
The liver transplant was performed at the same time that a Ladd procedure was performed. The patient is now being followed in the clinic with a satisfactory outcome. 
The purpose of reporting this case of SEHBA is to mention how important is to make the correct diagnosis on time, nevertheless in patients with late diagnosis, simultaneous correction of anomalies and LT should be considered an option of treatment. 
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