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Cholangiocarcinoma is a cancer of the bile ducts. Bile is synthesized in the liver and
breaks down lipids (fats) to aid in digestion. Once produced in the liver, bile travels
through the bile ducts to the gall bladder, where it can be stored, or to the duodenum, to
help with digestion. Bile ducts are located both inside the liver (intrahepatic) and outside
the liver (extrahepatic). Most cholangiocarcinomas occur at the convergence of the
hepatic ducts and are known as Klatskin tumors. The incidence of intrahepatic
cholangiocarcinoma has been increasing worldwide.

Epidemiology

Cholangiocarcinoma is a rare disease, with approximately 3500 new cases diagnosed in
the U.S. each year. It is generally a disease of older people, with the peak in incidence in
people in their 60s. However, younger patients can also be affected. Cholangiocarcinoma
is slightly more common in males than females

Risk Factors
Most cases of cholangiocarcinoma arise in people with no known risk factors. However,
in a minority of patients, certain predisposing characteristics can be identified:

e Primary sclerosing cholangitis (PSC): This is an autoimmune disorder of the
biliary tree and is the most common risk factor for cholangiocarcinoma in the US.
Patients with PSC have been reported to have up to a 15% chance of developing
cholangiocarcinoma and are more likely to develop it at a younger age.

e Parasitic infection: Infestation with the liver flukes Opisthorcis veverrini and
Clonorchis sinensis has been associated with cholangiocarcinoma.

e Structural abnormalities of the biliary tree, often congenital, are associated with
an increased risk of cholangiocarcinoma.

e Biliary tree stones: Intrahepatic bile duct stones are rare in the U.S. but more
common in parts of Asia.

e Chemicals: Thorotrast, dioxins, nitrosamines, alcohol, and smoking have been
associated with cholangiocarcinoma, although the link in many cases is
controversial.

e Viral hepatitis: Hepatitis B and C have been linked to cholangiocarcinoma

e Cirrhosis from any cause

e Chronic typhoid carrier state

Clinical Features

The signs and symptoms of cholangiocarcinoma are variable and depend on the location
of the tumor. Diagnosis is often delayed because symptoms often do not show up until
late in the course of the disease. Moreover, the symptoms are not specific to
cholangiocarcinoma and can also be seen with other more common problems.

Signs and symptoms of cholangiocarcinoma include:
e Painless jaundice (yellowing of the skin and eyes)
e Dark urine






