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INTRODUCTION:  The  detection  of  an  abnormal  hepatic  mass  with  ductal  dilatation  is  highly  concerning
for  malignancy.  However,  if such  patients  happen  to  be  immigrants  from  endemic  parts  of  Asia  or  South
America,  further  investigations  are  necessary  to rule  out oriental  cholangiohepatitis,  a  rare  recurrent
disease  of  the  hepatobiliary  system  that  can  masquerade  as  cholangiocarcinoma.
PRESENTATION  OF  CASE:  We  report  a case  of  a  patient  of South  Asian  origin  who presented  to  us with  acute
cholangitis  and moderately  dilated  left hepatic  ducts.  The  findings  were  highly  suspicious  for  advanced
hepatic  malignancy;  however  the  laboratory  and  pathological  investigations  remained  normal.  We  sus-
pected an  unlikely  etiology  and  proceeded  with  conservative  hepatic  resection.  The  histology  revealed
cholangiohepatitis  without  any  evidence  of  malignancy.
DISCUSSION:  Cholangiohepatitis  is a complex  hepatobiliary  disease  that  commonly  manifests  as  recurrent
cholangitis  or  overt  biliary  sepsis  and  can rarely  present  as  an  abnormal  hepatic  mass.  It  results  from  the

development  of  intrahepatic  or  extrahepatic  strictures  that  causes  stone  formation  and  biliary  dilation
in the  absence  of gallbladder  disease.  Although  it is  endemic  in many  parts  of  the  world,  it is rare  in the
western  world,  and therefore  it can  present  as  a  significant  diagnostic  enigma.
CONCLUSION: Cholangiohepatitis  is a rare clinical  entity  that  requires  a  multi-disciplinary  team  approach.
Surgery  plays  a dominant  role  in  the  management  of  such  patients  and  therefore  surgeons  need  to be
aware  of  this  disease.

© 2012 Surgical Associates Ltd. Published by Elsevier Ltd. All rights reserved.
. Introduction

Oriental cholangiohepatitis (OCH), also known as recurrent pyo-
enic cholangitis or Hong Kong disease, is an unusual complex
epatobiliary disease that is rarely seen in the western countries.

t is endemic in certain parts of Asia and South America, and
ith increasing number of immigrants arriving from these areas;
any such cases are referred to surgeons for advanced surgical
anagement.1,2

OCH is characterized by development of intrahepatic and extra-
epatic strictures, pigment stones and biliary dilation in the
bsence of gallbladder disease.2 The patients present with spec-
rum of findings ranging from mild recurrent abdominal pain to
omplicated biliary sepsis and hepatic masses.1,3 These patients
re treated successfully using a multidisciplinary approach.
∗ Corresponding author at: Department of Surgery, Temple University Hospital,
401 N. Broad Street, 4th Floor Parkinson Pavilion, Philadelphia, PA 19140, USA.
el.:  +1 215 707 3626; fax: +1 215 707 1915.
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2. Presentation of case

A 74 year old male of South Asian origin was admitted with
abdominal pain, nausea and vomiting for few weeks. His medical
history was  significant for gout, chronic renal insufficiency, hyper-
lipidemia and cerebrovascular accident. An initial ultrasound was
unremarkable, but the CT scan revealed a suspicious area with mod-
erate dilatation of the left hepatic ducts (Fig. 1a). Upper endoscopy
showed a bulge at the duodenal bulb, however, the blood tests
including CA 19-9 levels (2.3 U/ml) and biopsies came back neg-
ative for any abnormal cells/malignancy. The patient underwent a
transhepatic cholangiogram with brush biopsy and placement of a
biliary drainage catheter. The cholangiogram revealed an obstruc-
tion at the junction of the right and left biliary ducts, without
evidence of stones (Fig. 1b), while the cytology revealed a normal
ductal epithelium with mild atypia. The procedure was compli-
cated with development of fever and leukocytosis for which he
was treated with intravenous fluids and antibiotics for presumed
cholangitis. At this stage he was  referred for evaluation to our cen-

ter.

As the etiology of biliary obstruction in the presence of a
suspicious mass remained unclear, it was decided to proceed
with conservative surgery. The patient successfully underwent left

. All rights reserved.
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ig. 1. (a) Imaging–CT scan showing dilated ducts. (b) Imaging–cholangiogram
howing dilated ducts.

epatic lobectomy and cholecystectomy. An intraoperative hep-
tic ultrasound did not detect any mass, while the intraoperative
rozen section of the bile duct margin was negative for malig-
ancy. Serial sectioning of the lobectomy specimen showed marked
brosis around the larger bile ducts. Numerous, hard and crumbly,

ellow and black calculi, and sludge, was present within the bile
ucts (Fig. 2). The bile ducts and surrounding hepatic parenchyma
ere sampled for microscopic evaluation. Microscopically, there

ig. 2. Pathology–cut section showing intra-hepatic stones, ductal dilatation and
ocal strictures.
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was marked periductal fibrosis, with an associated infiltrate of
acute and chronic inflammatory cells in the ducts. Although there
was mild duct epithelial atypia, which was  secondary to the calculi,
there was  no evidence of malignancy, either in the ducts or in the
surrounding hepatic parenchyma. These features are diagnostic of
Oriental cholangiohepatitis.

The patient had an uneventful postoperative recovery. Follow-
up MRCP six months later showed no evidence of right lobe
involvement. He remains asymptomatic one year after resection.

3. Discussion

Oriental cholangiohepatitis was initially described in 1930’s
by Digby4 and has since been known by various names includ-
ing recurrent pyogenic cholangitis (RPC), Hong Kong disease, and
Oriental infestational cholangitis.1 It is characterized by the devel-
opment of intrahepatic and extrahepatic strictures, pigment stones
and biliary dilation in the absence of gallbladder disease.2 Due to
bile stasis and stone formation proximal to the site of strictures,
patients often develop recurrent episodes of cholangitis with symp-
toms ranging from mild abdominal pain to pancreatitis and overt
biliary sepsis.1,3

The disease is reported to be typically seen in people who live in
or have immigrated from certain endemic parts of Asia and South
America.1,3,5 However, there have been recent reports of patients
who are neither from endemic areas nor have visited these areas.6,7

There is no specific gender predisposition and the peak incidence is
seen in the third and fourth decades of life, albeit in endemic areas
it can also be seen in infants and in patients above the age of 60
years.5,8,9

The etiology is unknown, although the observation that this
disease occurs in certain endemic areas where biliary parasites
such as liver flukes and Ascaris are common suggests that infes-
tation may  play a role in pathogenesis. The three major liver flukes
infecting humans (Clonorchis sinensis, Opisthorchis species, and Fas-
ciola hepatica) and Ascaris have been shown to cause epithelial
damage and biliary obstruction, possibly initiating the inflamma-
tory response that eventually leads to overt disease.9 However,
despite the epidemiologic association, evidence supporting the role
of these infections in the pathogenesis of OCH is inconclusive. While
these infections can be demonstrated in 20–45% of patients with
OCH, they are not uniformly present.8–11 Further, OCH is relatively
common in some Asian countries in which these parasites are not
endemic.12

The characteristic clinical presentation is the development of
recurrent cholangitis, secondary to bile stasis and stone impaction
proximal to the ductal strictures. Stones are formed de novo within
the intrahepatic bile ducts, and are primarily pigmented stones.5,8

The exact mechanism of stone formation is not well defined.1 In
addition, the bile ducts are markedly abnormal, characterized by
extrahepatic and intrahepatic ductal dilatation with areas of focal
stricturing. The ductal walls are fibrotic with an intense inflamma-
tory cell infiltration.2,3,5,8,10 The bile is often purulent and contains
debris of small stones, sludge, bile pigment, desquamated epithe-
lial cells and bacteria.10 Common bacteria cultured from this bile
include E. coli, Klebsiella, Pseudomonas, and Proteus species and,
less frequently, anaerobes, although growth of multiple organisms
is common.8,11

In a study by Sperling and colleagues, the most common
presentation was cholangitis (44%), followed by abdominal pain

without cholangitis (32%), and pancreatitis (17%).13 Patients may
also present with abscess formation at distant sites, such as the
lungs and the brain. Rarely, patients are referred with hemobilia,
portal vein thrombosis and suspected hepatic masses.10
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The finding of a hepatic mass is concerning because these
atients have a predisposition for developing cholangiocarcinoma.
holangiocarcinoma is known to frequently arise in diseased and
trophic liver. In a study of 427 patients, Jan14 found cholangiocar-
inoma in 3 percent of patients with OCH while in another report,
hen and colleagues15 noted cholangiocarcinoma in 55 of the 1105
atients studied over a three-year period. Further, it has been pro-
osed that cholangiocarcinoma should be suspected in patients
ho have worsening jaundice or weight loss with an unexplained

ncrease in liver enzymes.15

For reasons that are not quite well understood, the left hepatic
uct and its branches, especially the left lateral segmental duct,
re commonly involved in the early part of the disease. However,
n the later stages, both right and the left hepatic lobes along with
he extrahepatic biliary tract tend to get involved.2,16,17 A proposed
xplanation is that the left hepatic ducts come off at a more acute
ngle compared with the right hepatic ducts, thus predisposing to
tasis and stricture formation. Some other findings include a hyper-
rophied papilla of the sphincter of Oddi due to repeated passage
f stones and sludge, a scarred and shrunken liver with multiple
dhesions or abscesses, dilated ducts and abnormal masses that
ay  confused for abnormal hepatic lesions.9,10

The diagnosis is established by combination of imaging studies
nd pathology. Ultrasound can detect ductal dilation, stones and
bscesses in 85–90% of patients.9 More detailed information can be
btained using a CT scan, which can delineate dilated central intra-
epatic ducts, tapering peripheral ducts, duct wall enhancement,
bscesses, bilomas, and stones.9,18 CT scans also help in differ-
ntiating localized diseased segments and atrophied parenchyma
rom the rest of the normal parenchyma. Other helpful modalities
nclude cholangiography and magnetic resonance cholangiopan-
reatography. Additionaly, all patients need to have their stool
ested for ova and parasites.9

Once the patient is confirmed to have OCH, the further
anagement requires a multidisciplinary team approach, with

ndoscopic, surgical and radiologic intervention as necessary.1,2

atients presenting with cholangitis are treated appropriately with
uid resuscitation, antibiotics and biliary drainage.2,19 Acutely ill
atients in whom ERCP or radiologic intervention fails to achieve
esirable results generally require surgical intervention that may
ntail cholecystectomy, common bile duct exploration or resec-
ion. If an isolated area of the liver is affected, resection can be
urative.1,2

Hepatic resection is advised for patients with focal diseased
epatobiliary segments, atrophied lobes or suspicious masses.
epatic lobectomy and bilateral partial hepatectomy are some
f the common surgical techniques described for management
f these patients. Although, there have been no large controlled
rials comparing hepatic resection with other modalities, there
re retrospective reports of patients followed in major centers

cross Asia over many years. These reports have suggested better
uality of life, lower rates of secondary biliary cirrhosis, cholan-
iocarcinoma, and mortality in patients treated with surgical
esection.1,2,20

1
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4. Conclusion

In conclusion, Oriental cholangiohepatitis is a complex disease
of the hepato-biliary system that requires a multi-disciplinary team
approach. Surgery plays a dominant role in the management of
these patients and surgeons need to be aware of this rare entity.
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