
CASE REPORT | BILIARY

The Klatskin Tumor That Wasn’t: An Unusual Presentation of
Sarcoidosis
Priya D. Farooq, MD and Darryn R. Potosky, MD

Division of Gastroenterology and Hepatology, Department of Medicine, University of Maryland School of Medicine,
Baltimore, MD

ABSTRACT
We present the case of a patient who presented with signs and symptoms associated with a Klatskin tumor.
After endoscopic retrograde cholangiopancreatography (ERCP) and biopsy, she was found instead to have gran-
ulomatous infiltration of the extrahepatic biliary tree consistent with biliary sarcoidosis. The patient was treated
successfully with systemic corticosteroids and azathioprine. She later developed cutaneous, lymphatic, and pul-
monary granulomatous disease. Isolated biliary disease is a rare initial presentation of systemic sarcoidosis.

INTRODUCTION
Sarcoidosis is a disease characterized by granulomatous infiltration and can affect any organ system.1-3 Isolated
extrapulmonary involvement in the absence of lung disease is only seen in 2%-13% of patients.4,5 Gastrointestinal
involvement is not uncommon, but isolated involvement of the biliary system in the absence of hepatic disease is
rare. There have been only a few reports of similar cases in the medical literature.6-15

CASE REPORT
A 41-year-old African American woman presented with new-onset jaundice and pruritus. She endorsed a 13-pound
weight loss over the prior few months but denied additional symptoms, including fevers, chills, night sweats, and
other gastrointestinal symptoms. Physical examination found scleral icterus but was otherwise unremarkable.
Laboratory studies showed serum alkaline phosphatase (ALP) 1440 U/L, total bilirubin 2.4 mg/dL, aspartate amino-
transferase 205 IU/L, alanine aminotransferase 152 IU/L, albumin 3.2 g/dL, international normalized ratio 1.0, and
platelets 286 000/mcL. Computed tomography (CT) demonstrated an ill-defined, infiltrative mass consistent with
a Klatskin tumor (Figure 1), with magnetic resonance cholangiopancreatography (MRCP) demonstrating significant
upstream intrahepatic biliary ductal dilatation (Figure 2). Carcinoembryonic antigen was normal and cancer antigen
19-9 (CA19-9) was mildly elevated at 53 U/mL. ERCP revealed a tight stricture at the common hepatic duct extend-
ing into the takeoff of the right and left ducts, which are associated with malignancy (Figure 3). Stents were placed
in the right and left systems. Duct brushings were negative for malignancy. Biopsies of the stricture showed exten-
sive granulomatous inflammation in the wall of the bile duct (Figure 4). Stains were negative for mycobacteria or
fungus.

Alternative diagnoses, including sarcoidosis, biliary inflammatory pseudotumor, and atypical primary sclerosing
cholangitis, were considered. MRCP was repeated later that month and again demonstrated persistent intrahe-
patic biliary ductal dilatation. Chest x-ray for evidence of pulmonary sarcoidosis revealed no hilar lymphadenopa-
thy or pulmonary infiltrates.

Subsequent testing showed a mildly elevated serum angiotensin converting enzyme (ACE) level; c-ANCA, p-
ANCA, IgG4, purified protein derivative (PPD) and anti-mitochondrial antibody (AMA) were all normal. Given the
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lack of malignant pathology and the presence of granulomas,
the patient was started on a prednisone taper. During treat-
ment, her ALP improved from 1440 to 398 U/L, and transami-
nases and total bilirubin normalized. After completion of the
steroid taper, her serum ALP rose again to 849 U/L. Repeat
ERCP found improvement in the strictures and intrahepatic
ductal dilatation without complete resolution. Repeat brush-
ings were negative, and the stents were removed. Prednisone

was restarted, again leading to an improvement in ALP. Soon
after, azathioprine was added as a steroid-sparing agent.

Subsequent liver biopsy found mild nonspecific portal inflam-
mation and no evidence of granulomatous disease; stain for

Figure 2. MRCP showing prominent intrahepatic biliary ductal dilatation
proximal to the location of the previously noted hilar mass.

Figure 1. CT image demonstrating an ill-defined, infiltrative mass at the
confluence of the right and left hepatic ducts (arrows). Figure 3. Initial ERCP demonstrating a 10-mm stenosis of the common

hepatic duct extending into the takeoff of the right and left hepatic
ducts.

Figure 4. Biopsy showing extensive granulomatous (large arrows) inflam-
mation in the wall of the bile duct (small arrows). Scale bar, 1mm.
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IgG4 was negative. Her doses of prednisone and azathioprine
were adjusted over several months to near resolution of her
liver tests. A third MRCP after 6 months of medical therapy
showed resolution of the ductal dilation (Figure 5). Soon after,
she became pregnant, and self-discontinued all medications.
After a planned abortion, she was restarted on monotherapy
with ursodeoxycholic acid for biliary sarcoidosis. Her ALP
remained near normal.

Three years after her initial presentation, she was noted to
have small erythematous papules and plaques on her face
and scalp. Skin biopsy was consistent with cutaneous sarcoid-
osis. She was treated successfully with topical and intrale-
sional therapies. Three months later, she developed inguinal
lymphadenopathy also biopsy proven to be sarcoidosis.
Nearly 4 years after her diagnosis, she developed a severe
cough and shortness of breath. Chest CT and bronchoscopy
with biopsy confirmed pulmonary sarcoidosis. She had an
excellent response to steroid therapy, but due to a quick
relapse when tapered, was again started on azathioprine with
good response.

DISCUSSION
Sarcoidosis is a systemic disease characterized by granuloma-
tous infiltration of multiple organ systems, most commonly in
the lungs and lymph nodes. It can also affect the liver, spleen,
heart, skin, and eyes.1-3 Extrapulmonary sarcoidosis in the ab-
sence of lung involvement is uncommon; in a study of 736
patients enrolled within 6 months of diagnosis, only 2% had
isolated extrapulmonary involvement.4 A separate retrospec-
tive study of 180 patients showed 13% had liver involvement
without lung disease.5 Hepatic sarcoidosis is well reported;
50%-79% of liver biopsies in patients with sarcoidosis will
show evidence of hepatic granulomas, with a smaller percent-
age demonstrating laboratory abnormalities.3,6,7 The most fre-
quently reported symptoms are abdominal pain and pruritus.7

In contrast, jaundice is the presenting symptom in less than
5% of hepatic sarcoidosis patients and is more likely to be
caused by intrahepatic cholestasis. Of those patients, isolated
bile duct obstruction is a rarely documented cause.6

There have been 9 similar case reports published in the medi-
cal literature since 1978. Sarcoidosis can cause biliary obstruc-
tion via granulomatous inflammation within the bile duct or
extrinsic compression by intraabdominal granulomatous
lymphadenopathy. Lymphadenopathy was the attributed
cause in at least 5 of the case reports. In addition, of the 6
patients with tissue from liver biopsy or resection, 4 had evi-
dence of hepatic granulomas. Of the 9 patients, 7 of them
underwent surgery to either diagnose or treat their condition,
while 1 patient improved with stenting alone and the other
required only corticosteroid therapy.8-15

In our case, the patient had granulomatous infiltration of the
extrahepatic bile ducts, leading to stricture formation, in the
absence of documented hepatic sarcoidosis. The area of nar-
rowing at the confluence of the hepatic bile ducts was biop-
sied and demonstrated evidence of noncaseating epithelioid
granulomas. The infiltrative mass was likely an outgrowth of
the granulomatous tissue infiltration or pseudotumor, giving
the appearance of an obstructing tumor. The mass resolved
with steroid therapy.

A unifying diagnosis was initially difficult. The finding of gran-
ulomas on biopsy and robust response to steroids are non-
specific. In addition, isolated biliary sarcoidosis is rare and
usually reported in the context of previously diagnosed pul-
monary sarcoidosis. The diagnosis of systemic sarcoidosis
was finally confirmed only after the patient developed skin
and pulmonary manifestations years after her initial presenta-
tion. This case highlights an unusual presentation of biliary
sarcoidosis as the initial manifestation of systemic sarcoidosis,
which has been managed medically with good outcomes.
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