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ABSTRACT 

Spontaneous biliary perforations (SBP) are rare but important cause of surgical jaundice in 

early infancy. High index of suspicion is needed to diagnose this rare condition. We report a 

neonatal case of SBP which posed a diagnostic dilemma by presenting with features of 

neonatal cholestasis.   
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INTRODUCTION 

Spontaneous perforations of extra hepatic bile ducts are rare but important cause of 

surgical jaundice in early infancy.
(1)

 Their occurrence in neonatal period is uncommon. The 

exact etiology of this condition is not clearly known. This condition may present acutely in a 

previously normal child with biliary ascites, jaundice, peritonitis with or without 

accompanying septicemia and shock.
(2)

 High index of suspicion is needed to diagnose this 

condition which can otherwise prove fatal. We report a case of spontaneous biliary 

perforation (SBP) in a neonate who presented with neonatal cholestasis syndrome.  

Case: 

A 27-day old exclusively breast-fed male neonate presented with progressively increasing 

bilateral inguinal swelling since birth. The swelling increased in size during crying but could 

be reduced manually. There were no bowel or bladder complaints. Child was born by 

spontaneous vaginal delivery at term with birth weight of 2.76 kg following an uneventful 

antenatal period. Child was apparently normal during the early neonatal period till the 

symptoms started. On examination, child was alert, active and had bilateral inguinal hernia. 

Testes were palpable in the scrotum on both sides. Mild abdominal distension was noticed. 

Liver was soft, palpable 2cm below the right costal margin with normal span and the spleen 

tip was just palpable below left costal margin. Other systems were within normal limits. 

Child was planned for surgery and subjected to preanesthetic workup. During this period, he 

developed icterus, worsening abdominal distension and intermitted clay colored stools. 

Child was admitted for evaluation of jaundice. Liver function tests revealed conjugated 

hyperbilirubinemia (bilirubin total 12 mg/dl; direct 6.2mg/dl) with mildly elevated liver 

enzymes (AST32 IU/L,ALT 44 IU/L,ALP 212 IU/L) and normal prothrombin time (INR 1.3). 

Ultrasound abdomen showed normal liver echotexture and span (5.6 cm) with free fluid in 

the abdomen. Though initially neonatal cholestasis syndrome was suspected based on 

conjugated hyperbilirubinemia in an apparently well child, presence of free fluid abdomen, 

absence of significantly deranged liver function and hepatomegaly forced us to suspect 

other causes. Abdominal distension was worsening during the hospital stay. Ascitic tapping 

was done to find the cause of progressive ascites and it revealed very high bilirubin levels 

(total 36 mg/dl, direct 20 mg/dl), clinching the diagnosis of biliary ascites. Spontaneous bile 

duct perforation was suspected as a cause for biliary ascites. Exploratory laparotomy was 

performed and the diagnosis of SBP was confirmed per-operatively by cholangiogram. 

Perforation was present anteriorly near the junction of cystic and common hepatic duct. An 

intraabdominal drain was placed at the site of perforation and was removed after a week 

when bile drainage ceased.  Ascites and jaundice improved after the procedure. The child 

was discharged and was found to be normal on follow up.       

 

DISCUSSION  

Spontaneous biliary perforation was first recognized as a distinct entity by Dijkstra in 1932.
(2)

 

The exact pathogenesis of SBP is not known, although an acute rise in biliary pressure 

leading to perforation has been hypothesized. The commonest reported site of perforation 

is at the junction of the cystic and hepatic ducts and other sites include cystic duct, common 

hepatic duct and common bile duct.
(3)

 The perforation is located anteriorly in most of the 
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cases and the bile leaks into the general peritoneal cavity. However, posterior perforations 

leak preferentially into the lesser sac through the foramen of Winslow.
(2)

 In our case, the 

perforation was anterior and near the junction of cystic and common bile duct.  

The incidence of SBP peaks at 1 year of age with most of the cases occurring within 4 

years.
(3)

  Neonatal presentations are extremely rare even though a single case report of fetal 

SBP has been reported.
(4)

 Symptoms usually occur in an infant with no previous symptoms 

of biliary disease. The common features of presentation are fever, jaundice, failure to thrive, 

peritonitis with or without biliary ascites. The case being reported presented early with no 

features of sepsis or peritonitis. But, in a case series of 3 cases of SBP in Indian children, all 

presented with features of septicemia and peritonitis.
(5)

 Ultrasound can reveal generalized 

ascites or loculated collection of bile as complex echogenic masses around the common bile 

duct and within the lesser sac. Diagnosis can be confirmed by hepatobiliary nuclear scans. 

But, it was not done in our case due to unavailability in our center. SBP should be suspected 

in all cases of neonatal cholestasis with unexplained ascites. Presence of high bilirubin levels 

in the ascitic fluid will confirm biliary ascites.  

Definitive treatment involves surgery, which ranges from percutaneous tube drainage to 

complicated biliary procedures. In preoperatively diagnosed cases, percutaneous tube 

drainage is the ideal treatment because SBP heals spontaneously in the absence of distal 

obstruction.
(6)

 For cases confirmed during surgery, the procedure of choice is external 

drainage. Postoperatively, the drain is left in situ till bilious drainage ceases. In our case it 

took one week for the drain to be removed. Direct attempts to repair the perforation site or 

other biliary surgical procedures employed by some authors are usually associated with 

significant morbidity and mortality.
(3)

 Recognized postoperative complications like portal 

vein thrombosis and chylous ascites were not found in our case during follow up.
(2)

         

   

CONCLUSION 

SBP should be considered in all cases of cholestasis with unexplained ascites. Confirmation 

should be done by paracentesis and bilirubin measurement in the ascitic fluid. 

Ultrasonography and scintigraphy can help in diagnosis. Once diagnosed, simple drainage is 

the treatment of choice.  With early recognition and treatment, prognosis is excellent. High 

index of suspicion is needed to diagnose this condition which can otherwise prove fatal.     
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