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Overview of Biliary Atresia
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Biliary atresia is a progressive, idiopathic, obliterative disease of the extrahepatic biliary tree
that presents with biliary obstruction in the neonatal period. It is the most common indication
for liver transplantation in children. If untreated, progressive liver cirrhosis leads to death by
two years of age. Nowadays, more than 90% of biliary atresia patients survive into adulthood
with the development of Kasai portoenterostomy and liver transplantation technology. Early
diagnosis is critical since the success rate of the Kasai portoenterostomy decreases with time.
This study comprehensively reviews the recent advances in the etiology, classification, preva-
lence, clinical manifestations, treatment, and prognosis of biliary atresia.
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QIR Zhelg o) Ha7F YeRdt(4, 7).

ohe rlr ok

I‘IJ

Fig. 1. Anatomic classification of biliary atresia based on the level of biliary obstruction.

A. Normal biliary tree.

B. Atresia limited to the CBD (Type ).

C, D. Atresia involving the CHD; atresia limited to the CBD (Type lla, C) and atresia of the CHD, cystic duct, and CBD (Type Iib, D).

E. Complete atresia of extrahepatic bile ducts up to the porta hepatis (Type lll). Note that intrahepatic bile ducts are always affected.
CBD = common bile duct, CHD = common hepatic duct
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Fig. 2. Cystic biliary atresia in a 2-month-old girl.

A. US image shows a cystic lesion in the porta hepatis (0.8 cm, arrowhead) and periportal echogenic thickening (arrows).

B. T2-weighted axial MR image also demonstrates a cystic lesion in the porta hepatis (0.8 cm, arrowhead) and elongated gallbladder with
mucosal irregularity (arrow).

C. Intraoperative cholangiography is obtained by clamping the CBD with a Bulldog Clamp (long arrow) and injecting a contrast medium
through a catheter inserted into the cystic lesion (arrowhead). Intraoperative cholangiography shows invisible distal CBD consistent with
Type | biliary atresia (see 1B). Note the cystic lesion is connecting patent common hepatic duct (short arrow) and cloudy intrahepatic bile
duct (asterisks).

CBD =common bile duct
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Kasai Portoenterostomy
S ua)Eo] ke 755k 27]0] Kasai portoenterostomy S A &JsfloF g},
HrEaS] Z7]oll= 7 Jato] ZiE s o] Jlal 1hERe] RSt HErtolE(fibrous
remnant) Wol| 7te] §=& tixlsh= njAleh Thl o] Eafgitt= o] 2o E7{5}to] Kasai
portoenterostomy& A5 T}, 5 WL w2 E 7o) o ThERo] HaxAlE A7

Sk Z2Ho) Ao 2] 272 AF AEsH Frh(Fig. 3). €74 AlRtol Fatshd Ak THE R

o A= vIAIEE T Fe] Ad] A2 (ductal epithelium)7} 2% o] G5 S50] &3] o|F
0]2| =% &ttt Kasai portoenterostomy?} 4da-5HA| =W 4% 2 5= Qhof] o] S E T Ka-

sai portoenterostomyE B £ G547 7H A= eleke 7 gho] AAfs] XY= 7] wizol 3
20 & tiREo| demalE St 1holAlo] " sttt Tfol| &= E516tal Kasai portoenter-
ostomy+= 7Fo|AlS & AIZ|7kA] A& AIZHS #ol & 4 UL, 22%2] gHAteijAl= Kasai porto-

enterostomy % /g <1717F4] 30\ o]’ 7ko] 4] glo] A= A ATH28). TR = 7F o] 4]

2io] g 7hs/do] Qlo] EEmlalS Aol Al AAA Tho] A2 HAEA] Al Ao B 7
-0l A Kasai portoenterostomy= 4] Alagtct,
Kasai portoenterostomy”} /g8 Z5HH &5 HiEo] A&s] o] Fofz|2] Zaf o] A
SH AlE £ 37119 Soll = Feo] A&E AU @5 LR 27 4AshA] o= ek 3F
o]A]-& q12zlof g}, Kasai portoenterostomy”F At A& -9 A x| <& (revision of Ka-

sai portoenterostomy)> LRH2 0 2 HAE| 2] oh=t},

Fig. 3. lllustrations representing the methods of Kasai portoenterostomy.

A. Removal of atretic extrahepatic bile ducts and fibrous remnants reveals microductules at the transected
end of the fibrous remnants at the porta hepatis.

B. The Roux-en-Y jejunal loop is anastomosed around the transected end of the fibrous remnants at the
porta hepatis with sutures.

Microductules

Portal vein

Hepatic artery
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