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A 62-year-old man was admitted to our department with persistent 
jaundice and diffuse abdominal pain lasting about a week. Laboratory 
tests presented hyperbilirubinemia (total bilirubin 8.03 mg/dL, direct 
bilirubin 5.59 mg/dL), increased gamma-glutamyl transpeptidase (296 
U/L) and white blood cells (18.68 × 103/uL), and negative tumor 
markers. Clinical history included diabetes mellitus, COPD and an un
treated hepatic hydatid cyst diagnosed 30 years earlier. The patient had 
recently undergone ERCPs for recurrent cholangitis caused by micro
lithiasis. A previously performed emergency abdominal CT scan 
confirmed the hepatic cyst at the V-VII segment aside a gallbladder 
adenomyoma, choledocholithiasis and intrahepatic bile duct ectasia. 
Moreover, an appendicular formation suspicious for mucocele was 
diagnosed. The subsequent MRI described an ovoid mass-like structure 
of heterogenous signal intensity, compatible with echinococcal cyst, 
compressing the biliary confluence and causing dilatation of intra
hepatic biliary tree (Fig. 1); the main bile duct was also dilated (13 mm) 
with multiple minute stones. Triphasic contrast CT scan documented 
dishomogenous lesion, 55 mm in diameter, sitting across the V-VII-VIII 
hepatic segments (Fig. 2); vascular reconstructions showed few 
anatomical variants: an aberrant right hepatic artery for the VI-VII 
segments branching from the superior mesenteric artery and an acces
sory left hepatic artery originating from the left gastric artery; further
more, a right posterior venous branch for the VI-VII segments arose from 
the portal vein followed by intraparenchymal branching for the V-VIII 
segments, an anatomical variant knows as type D/IV according to the 
classifications proposed by Nakamura [1] and Cheng. [2]. After a 
multidisciplinary meeting focused on Echinococcosis management, the 

patient was started on oral Albendazole and then surgery was planned. At 
laparotomy, intraoperative ultrasound showed a 7 cm segment V 
hyperechoic mass appearing contiguous with a second 3 cm mass of the 
VI-VII segment, which displaced the vascular structures of the hepatic 
hilum. In consideration of the vascular variations previously diagnosed, 
a right posterior hepatectomy was performed to carefully approach the 
mass preserving as much hepatic parenchyma as possible. The proced
ure also included cholecystectomy, bile duct clearance and ileocecal 
resection for mucocele. Despite the patient's clinical history of hydatid 
cyst and the radiological characteristics of the cystic formation, intra
operative macroscopic aspect of the mass did not suggest an Echino
coccal cyst but a cloacal dilatation of the bile confluence [3], filled with 
brown friable material and mucosal fragments. Postoperative pathology 
diagnosed a biliogenic suppurative hepatitis on end-stage liver cirrhosis 
with a focus of severe dysplasia of one of the bile ducts and an intracystic 
7 mm poorly differentiated cholangiocarcinoma. Furthermore, the ap
pendix was the site of a low-grade mucinous neoplasm. According to the 
Todani classification, which bile duct malformation should be 
considered?  

- Type I  
- Type III  
- Type IVb  
- Type V 
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Fig. 1. Cholangiogram reconstruction of the biliary tree.  

Fig. 2. Triphasic contrast CT scan showing a 55 mm dishomogenous mass across the V-VII-VIII hepatic segments.  
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