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Introduction:

The hallmarks of choosing this topic to be reviewed are the characters
of that condition as being a sufficiently serious one, with a rather common
existence on basis of classification of hepatic malignancies, meanwhile a
modest delay in the diagnosis and initialization of treatment, will be

reflected instantly in the prognosis of a given case.

Cholangiocarcinoma is difficult to be diagnosed in part because of its
relative rarity, and because it is clinically silent until it becomes an

advanced disease with obstructive symptoms (Olnes & Erlich, 2004).

Understanding of carcinogenesis and metastasis of cholangiocarcinoma
at the molecular level will provide tools for better prevention, diagnosis
and treatment. Cholangiocarcinoma is the term applied to the primary
malignant neoplasm arising from the biliary tract (it was first described by
Durand - Fardel in 1840), they are categorized according to its site into
intra-hepatic, hilar and distal bile duct cancers, it is a slow growing tumor

but highly metastatic with a poor prognosis (Praviz and Pearce, 2004).

The incidence of bile duct cancer in autopsy series ranges from 0.01%

to 0.46% (Praviz and Pearce, 2004).

The intra-hepatic variety is the second most common primary hepatic

malignancy after hepatocellular carcinoma (Chari et al, 2009).

Cholangiocarcinoma accounts for 3% of GI malignancies. Usually
presents between ages 50-70 but can present earlier in patients with

primary sclerosing cholangitis (PSC), ulcerative colitis and in patients with
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choledochal cysts, slightly higher incidence in men. Recently, many
advances have been made in understanding the causes and pathogenesis as
well as in diagnosing and treating cases of cholangiocarcinoma & bile duct

cancers (Jones et al, 2000).

Over the past few decades, remarkable advances in imaging technology
have been made that allow more accurate diagnosis of biliary tract diseases
and better planning of surgical procedures and other interventions aimed at

managing these conditions. (Taylor et al, 2006).

Ultrasound or computed tomography scans usually detect dilated
intrahepatic bile ducts. Transhepatic cholangiography or endoscopic
retrograde cholangiopancreatography (ERCP) clearly detect the lesion and
both are indicated in most cases, transhepatic cholangiography is of greater
value. Recently, magnetic resonance imaging with cholangiography
(MRCP) takes the upper hand as the most informative noninvasive

modality for diagnosis of bile duct tumors (Pitt et al, 2005).

The clinical features of cholangiocarcinoma depend on the location of
the tumor; Approximately 60%-70% of cholangiocarcinomas occur at the
hepatic duct bifurcation, and the remainder occurs in the distal common

bile duct (20%-30%) or within the liver (5%-15%).

Patients with extrahepatic tumors usually present with painless jaundice
from biliary obstruction, Common complaints include pruritus (66%),
abdominal pain (30%-50%), weight loss (30%-50%), and fever (up to
20%).0Other symptoms related to the biliary obstruction include clay-

colored stools and dark wurine. Patients with intrahepatic
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cholangiocarcinomas rarely present with jaundice; most often they present

with dull right upper quadrant discomfort and weight loss.

Surgery is the only curative treatment for cholangiocarcinoma.
However, there are several restrictions on which people are eligible for
surgery. There are several large blood vessels which travel next to the
common bile duct, namely the hepatic artery and portal vein. Generally, if
these vessels are surrounded by tumor, surgery is not possible, though at
some centers surgery will be attempted with reconstruction of the removed
blood vessels. If the tumor has grown into the liver or metastasis form in
the liver, surgery is generally not considered. If tumor has spread to the
lymph nodes or to the abdominal cavity, surgery is also contraindicated

(Shinohara et al,2009).

Operative techniques have been improved as a result of a better
understanding of biliary and hepatic anatomy and physiology. Moreover,
the continuing evolution of minimally invasive surgery has promoted the
gradual adoption of laparoscopic approaches to these complex operations.
Accordingly, biliary tract surgery, like many other areas of modern

surgery, is constantly changing (Bartlett et al, 2006).

Patients with cholangitis whose conditions fail to improve with
conservative treatment usually require urgent decompression of the
obstructed biliary system. Recent studies show that the long-term success
rate of endoscopic stenting is comparable to that of surgery, with similar
recurrence rates. Therefore, surgery should probably be reserved for those
patients with complete ductal obstruction or those in whom endoscopic

therapy has failed (Furmanczyk et al, 2005).
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Surgical intervention is recommended for those patients who are
otherwise healthy, whose disease appears to be localized, or in whom
duodenal or gastric outlet obstruction is present, palliative surgery is
directed towards relieving jaundice by creating a biliary-enteric
anastomosis, and if a gastric or duodenal outlet obstruction is present or a
likely possibility, a gastro-jejunostomy should be created at the same time.
Although palliative surgery is effective in achieving its goal of
circumventing the obstruction, no survival advantage has been described

when compared with non-operative techniques (Furmanczyk et al, 2005).

We need to improve the diagnosis, so identifying tests that improve the
yield of biopsy is very important. There is currently much work being
performed with gene profiling in bile and identifying serum markers

(Alvaro et al, 2010).
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The aim of the study:

This study aims at reviewing the different algorithms and protocols

recently adopted in the diagnosis and treatment of cholangiocarcinoma, in

order to find an optimal plan for early diagnosis and for treatment of

different patients having this disease.
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