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INTRODUCTION 
Biliary atresia (BA) is a progressive, idiopathic,
fibro-obliterative disease of the extrahepatic
biliary tree that presents with biliary
obstruction in the neonatal period, and is the
most common indication for liver
transplantation in children. Early diagnosis is
preferable before 6 to 8 weeks of age. At least
70% of children with biliary atresia will undergo
liver transplantation, 50% of them by 2 years of
age1. OBJECTIVE
To describe a case which posed difficulties in
diagnosing an infant with biliary atresia

CASE HISTORY
A term female infant was born by normal
delivery with no significant perinatal events.
The antenatal scan had showed a cystic
abdominal mass (9 x 8 x 10mm) of unknown
origin.
An ultrasound scan was done on Day 4 of life
(Fig 1). It showed an 8 x 9 x 8 mm very well-
defined spherical fluid filled mass lying in the
position of the second part of the duodenum.
This was adjacent to but not apparently arising
from the head of the pancreas. Radiologically it
was thought to be a duplication cyst.
She was seen on Day 27 for prolonged
jaundice. Her total bilirubin was 152 µmol/l
with conjugated bilirubin of 120.5 µmol/l.
Ultrasound scan on Day 30 (fig 2) showed
similar findings but no dilatation of bile duct.
MRCP (Fig 3) was done on Day 34. It showed a
6mm cyst adjacent to distal CBD and no
connection between the cyst and the duct.
Intrahepatic and CBD were not dilated.

CASE HISTORY (continued)
Serial LFT were described in Table 1. initially the stools
were pigmented but they became pale and urine
became darker on Day 29.
Her liver biopsy in a tertiary unit showed plugs of bile,
canalicular cholestasis and periductal fibrosis.
On Day 41, she underwent surgery for Kasai procedure.
The intraoperative cholangiogram showed a cystic
structure with no connection with the biliary tree.
Intraoperative findings were suggestive of biliary
atresia. DISCUSSION
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Age 
(days)

Bilirubin Conj Bili ALT AST ALP GGT

27 152 120 54 - 365 -
28 157 121 55 - 391 1693
29 163 129 57 103 390 1656
31 156 124 47 91 374 1303
33 159 127 48 94 396 1171

Fig 1: an ultrasound image on Day 4

Table 1: serial LFTs

Fig 2: an ultrasound image on Day 30

Fig 3a: an MRCP image on Day 34 Fig 3b: an MRCP image on Day 34

The presence of a cystic structure at the porta hepatis
without intrahepatic biliary ductular dilatation goes
towards the diagnosis of biliary atresia, in the
antenatal period2,3. Cassacia et al found that anechoic
small cyst in the hepatic hilum is highly suspicious of
BA.
Presence of a triangular cord sign which is the
visualization of the fibrotic cord in the portal hilum is
one of the hallmarks of sonographic imaging with a
positive predictive value of 95% 4. We were not able to
identify this sign. The utility of MRCP has not been
encouraging in view of the cost, varying results and the
need for immobilisation5.
This case has demonstrated to have a low threshold of
diagnosing BA in the presence of
antenatal diagnosis of cyst at the porta hepatis and
early referral to the tertiary centre is advisable.


