EDITORIAL

Biliary Atresia: Current Trendsin Outcomeand M anagement

KRISHNA KUMAR GOVINDARAJAN
From Department of Pediatric Surgery, JIPMER, Puducherry, India.
sasisang@rediffmail.com

iliary atresia ranks the foremost surgical
condition among the various disorders
causing neonatal cholestasis. Although its
etiology isnot entirely clear, variousoffending
agents have been described. Its presentation can be of two
types. perinatal and embryonic. The perinatal type —
believed to be due to altered interactions between vira
agents and immune responses — is commoner (80%),
whereas the embryonic type is associated with gene
mutations concerning the devel opment of the biliary tree
such as Biliary Atresia Splenic Malformation (BASM)

[1].

Detailed workup is essential to rule out the
nonsurgical conditions, and as such biliary atresiais a
disease of exclusion. Sonography is a useful initia
investigation, followed by nuclear scintigraphy and intra-
operative cholangiography. Thefibrotic extrahepatic bile
ductal apparatus, seen as echogenic triangular cord
crania totheportal vein bifurcation (triangular cord sign)
alongwithasmall (<1.5 cm), non-contractilegall bladder
(confirmed on a4 hour fasting scan) with visualization of
hepatic subcapsular flow constitute the sonographic signs
of biliary atresia [1]. Histological parameters such as
ductal diameter, fibrosis, cirrhosis and presence of ductal
plate malformation have been noted to be useful in the
prediction of long-term outcome|[2].

Early surgery (within 60 days of age) has been
proposed as agood prognostic feature in severa studies.
However, surgery aslate as4 months of age hasalso been
proven to lead to jaundice clearance [3]. Age as a factor
has been linked to the etiology such asBASM and cystic
type biliary atresia, whereas in the perinatal form, age
does not seem to be associated with the outcome [4].
Scoring systems have been developed to predict the
outcome after surgery, but lack universal application and
wide usage [5]. Utility of post-operative scintigraphic
clearance and serum bilirubin level at six weeks as an
early predictor for outcome has been demonstrated in the
literature [6]. Serum alanine transferase and serum direct
bilirubin at 2 months after surgery have also been shown
to predict thelong-term outcome[7].

Theresearch paper by Redkar, et al. [8], published in
the current issue of Indian Pediatrics, assumes
importanceasit isbased on asingle surgeon’sexperience

over along duration of 14 years. The study lends support
to the proposition that the jaundice clearance rate at 3
months is important as an early marker in the long-term
outcome evaluation of children operated for biliary
atresia. The unpredictability of the surgical outcome is
evident, as the authors have acknowledged marginal
successof long-term survival with nativeliver, even after
a successful Kasai procedure. However, primary liver
transplant is not a practically feasible option, as yet. At
present, Kasai procedure is recommended as the initial
surgical management of biliary atresia, even when the
presentation is late. The scarcity of organs, financial
constraints, and life-long requirement of
immunosuppressant as part of transplant protocol are
limiting factors, in addition to the challenging surgical
technicalities behind undertaking transplant in ayounger
infant.
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