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Abstract

This article reports the case of a 34-year-old woman
with xanthogranulomatous cholangitis who developed
obstructive jaundice. Microscopically, the bile duct was
surrounded and narrowed by a xanthogranulomatous
lesion, but no xanthogranulomatous cholecystitis was
seen. Although percutaneous cholangiograms done
via the transhepatic biliary drainage showed smooth
narrowing of the upper to middle bile duct, the cytology
of bile was diagnosed as class V adenocarcinoma.
Therefore, right extended hepatectomy and extrahepatic
bile duct resection were performed. The differentiation
of benign and malignant strictures at the hepatic hilum
is often difficult. Xanthogranulomatous cholangitis is one
possible diagnosis of a bile duct stricture. Precise review
of all the preoperative information is required to make a
correct diagnosis.
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INTRODUCTION

The differential diagnosis of bile duct strictures at the
hepatic hilum is often difficult. When computed tomograms
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or magnetic resonance imaging show an invasive tumor
around the bile duct, the tumor should be diagnosed as
malignant. The correct diagnosis is difficult when there is
a discrepancy between the imaging and cytologic diagnosis.
The sensitivity of bile cytology to detect malignancy is too
low to make a conclusive diagnosis. We present a case of
bile duct stricture due to xanthogranulomatous cholangitis
where a cytological diagnosis of class V adenocarcinoma
was made preoperatively. Microscopically, the bile duct
was surrounded and narrowed by a xanthogranulomatous
lesion, but no xanthogranulomatous cholecystitis (XGC)
was seen.

CASE REPORT

A 34-year-old woman visited a neighborhood doctor
because of jaundice in January 2003. The serum total
bilirubin concentration was 7.5 mg/dL. The serum
alkaline phosphatase and y-glutamyltranspeptidase
concentrations were 1588 IU/L and 286 IU/L,
respectively. There was no leukocytosis. The serum
carcinoembryonic antigen, carbohydrate antigen 19-9,
and a-fetoprotein levels were within normal limits.
Percutancous transhepatic cholangiodrainage (PTCD)
was performed. The cholangiogram showed smooth
stenosis of the common bile duct and both hepatic ducts
(Figure 1). Bile cytology specimens from the PTCD
revealed some cohesive groups of columnar cells with
partial papillary growth (Figure 2A). The nucleocytoplasmic
ratio was increased and variously sized round nuclei with
granular chromatin and prominent nucleoli were observed
(Figure 2B). The cytology of the bile was diagnosed as
class V adenocarcinoma. She was transferred to our
hospital for surgical treatment in February 2003. Computed
tomograms of the abdomen demonstrated ascites, but
no tumor mass was detected around the bile duct. A
diagnostic laparoscopic examination revealed no peritoneal
deposits. After percutaneous transhepatic embolization
of the right portal vein, extended right hepatectomy and
extrahepatic bile duct resection were performed. On
inspection, the resected specimen showed wall thickening
of the biliary tree from the hepatic duct to the common
bile duct. However, the surface mucosa of the extrahepatic
bile duct and gallbladder was smooth with no evident
neoplastic change. Neither gallstones nor biliary sludge
were seen. The cut surface of the bile duct showed a
yellowish xanthomatous lesion expanding from the lamina
propria toward the serosa (Figure 3). Microscopically, there
was fibrous thickening and marked infiltration of foamy
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Figure 1 Percutaneous transhepatic cholangiograms showing a stricture of the
common bile duct and bilateral hepatic ducts, although the bile duct wall was
smooth.

Figure 2 Microscopic cytology showing atypical columnar cells with
variously-sized round nuclei with granular chromatin and prominent nucleoli.
A: Papanicolaou stain, x 200; B: Papanicolaou stain, x 400.

macrophages, lymphocytes, plasma cells, and eosinophils
in the lamina propria of the bile duct mucosa (Figure 4).
These fibrotic, inflammatory, and xanthogranulomatous
changes were localized to the extrahepatic bile duct sparing
the gallbladder, and resulted in luminal narrowing of the
bile duct. The gallbladder showed mild infiltration of
lymphocytes and plasma cells, thickening of the smooth
muscle layer, and edema of the subserosa. Although the
surface epithelia of the bile duct showed some hyperplastic
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Figure 3 Gross features of the resected specimen showing the absence of a
neoplastic lesion, with smooth mucosa in the right hepatic lobe and extrahepatic
bile duct.

Figure 4 Microscopic view showing marked infiltration of foamy macrophages,
lymphocytes, plasma cells, and eosinophils in the lamina propria of the bile duct
mucosa. A: HE x 200; B: HE x 400.

features, namely increased luminal folds, no significant
structural or cellular atypia were noted. A diagnosis of
xanthogranulomatous cholangitis without cholecystitis was
made.

DISCUSSION

XGC is a relatively rare inflammatory disease of the
gallbladder. Xanthogranulomatous cholangitis is rare,
though there are some reports of bile duct stenosis due to
extension of XGC". The pathogenesis of XGC remains
elusive; cystic duct obstruction with gallstones and bile
stasis are thought to be important etiologic factors™. In
our case, there was no stone in the gallbladder or the bile
duct, and XGC was never seen microscopically, although
mild inflammation was seen in the gallbladder. Therefore,
the cause of the xanthogranulomatous cholangitis in this
case remains uncleat.

The manifestations of this case were similar to
those of other causes of bile duct stricture, and must be
distinguished from gallstone disease, bile duct carcinoma,
and primary sclerosing cholangitis (PSC). It is not known
whether XGC and gallbladder carcinoma are associated;
some authors have indicated an association, and it
can be difficult to differentiate XGC from gallbladder
carcinoma™®. We initially suspected that the bile stricture
was PSC or a submucosal lesion like a MALLToma, based
on the smooth stricture of the bile duct seen in the
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cholangiograms. However, we diagnosed the bile duct
stricture as malignant adenocarcinoma because repeated
bile duct cytology was class V adenocarcinoma. Two
prospective studies of the bile cytology of biliary stritures
have shown that the accuracy of brush cytology for
cholangiocarcinoma is approximately 60%""". In addition,
Gerhards et a/ reported a false-positive diagnosis of
malignancy resulted in a 15% resection rate for benign
hilar strictures. They concluded that resection of a benign
lesion mimicking a malignant stricture at the proximal bile
duct could not be avoided”.

Xanthogranulomatous cholangitis is included in the
differential diagnosis of benign and malignant strictures at
the hepatic hilum. Precise reviews of all available findings
are required to make the correct diagnosis. Finally, the
surgeons must know that the bile cytologic diagnosis is
sometimes falsely positive for malignancy.
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