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Alveolar Echinococcosis Mimicking Perihilar Cholangiocarcinoma
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A-66-year-old man presented to the surgery clinic with 
fatigue, jaundice and weight loss of 5 kg in one month of duration. 
Laboratory tests showed elevated liver enzymes (AST=178 U/L, 
ALT=374 U/L; ALP=506 U/L, GGT=1570 U/L), and elevated 
serum bilirubin levels; (total/direct bilirubin 4,2/3.3 mg/dL). 
Abdominal computed tomography and colangio magnetic 
resonance imaging revealed a stricture involving the confluence 
and proximal hepatic ducts in liver hilum (Supplementary 
file). Endoscopic retrograde cholangiopancreatography 
showed a filling defect of the confluence, hepatic ducts with 
upstream dilatation of the hepatic ducts (Fig. 1). Patient 
underwent surgery with a preoperative diagnosis of type 3A 
perihilar cholangiocarcinoma according to Bismuth-Corlette 
classification. Right hepatectomy plus segment 4B resection was 
performed. Gross examination of the surgical specimen revealed 
stenosis involving bifurcation of the main hepatic ducts, proximal 
common bile duct and right hepatic duct (Fig .2, Supplementary 
file). Microscopic examination showed microcysts invading the 
bile duct wall and obliterating the duct lumen. Microcysts were 
surrounded by laminar membrane, granulomatous inflammatory 
infiltrate with significant tissue necrosis (Fig. 3).  

Human alveolar echinococcosis is a rare, life-threatening 
parasitic disease caused by the Echinococcus multilocularis, 
a helminth of the Cestoda class. This helminth is found 
throughout the animal world in the northern hemisphere 
including eastern region of Turkey. Humans are accidental 
intermediate hosts and the infection caused by the larvae 
of Echinococcus multilocularis. In 98% of cases, infection 
manifests primarily in the liver [1, 2].  Hepatic lesion of the 
alveolar echinococcosis is characterized by heterogenous mass 
with calcifications and peripheral contrast enhancement which 
tend to infiltrate liver parenchyma [3]. The disease has a long 
asymptomatic period with development of a tumour-like 

growth which, left untreated, leads to death in 90% of cases 
within 10–15 years of diagnosis [1]. Hepatic hilum involvement 
of alveolar echinococcosis is very unusual presentation of 
this disease. The initial presenting symptoms of jaundice, 
weight loss and elevated serum bilirubin levels led to clinical 
diagnosis of perihilar cholangiocarcinoma. Liver imaging 
studies also supported the diagnosis of Klatskin’s tumor. Biliary 
duct involvement of alveolar echinococcosis is a very rare 
presentation of this infectious disease which closely mimicks 
perihilar cholongiocarcinoma.
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