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a b s t r a c t

INTRODUCTION: Idiopathic retroperitoneal fibrosis (Ormond’s disease) may involve the perirenal tissue,
mesentery and biliary system in extremely uncommon situations in addition to classical compression of
retroperitoneal structures particularly the ureters.
PRESENTATION OF CASE: We report the case of a 60 year’s old man with clinical manifestation of obstructive
jaundice, due to the common bile duct narrowing caused by a primary retroperitoneal fibrosis. Magnetic
resonance cholangiopancreatography (MRCP) showed the presence of intrahepatic bile duct obstruction,
suggesting the diagnosis of a hilar cholangiocarcinoma. Endoscopic retrograde cholangiopancreatogra-
phy (ERCP) showed strictures in the proximal common bile duct. A biliary endoprosthesis was inserted
at ERCP. Histological investigations as well as CT-scan were compatible with retroperitoneal fibrosis.
DISCUSSION: The main clinical presentation of the Ormond’s disease is compression of the ureters, and
less commonly blood vessels and nerves. Our patient presented with obstructive jaundice, due to the
common bile duct (CBD) compression, which was unusual. The first description of the extrahepatic biliary
obstruction secondary to retroperitoneal fibrosis was made in 1964 and since then only 13 cases have
been reported in the medical literature.
CONCLUSION: Retroperitoneal fibrosis can cause compression of the CBD and therefore mimic a cholan-
giocarcinoma. Patients can be successfully managed with long-term CBD stent placement.

© 2015 The Authors. Published by Elsevier Ltd. on behalf of Surgical Associates Ltd. This is an open
access article under the CC BY-NC-ND license (http://creativecommons.org/licenses/by-nc-nd/4.0/).

1. Introduction

Retroperitoneal fibrosis (RPF) is a rare inflammatory fibrotic
process causing compression of retroperitoneal structures particu-
larly the ureters [1]. Idiopathic RPF (Ormond’s disease) may involve
the perirenal tissue, mesentery and biliary system in extremely
uncommon situations [2]. In this case report, we describe an
uncommon presentation of retroperitoneal fibrosis presenting with
a malignant-appearing common bile duct stricture.

2. Presentation of case

A 60 year’s old man presented with a one month history of
jaundice, weight loss and right upper quadrant pain. Clinical exam-
ination found no stigmata of chronic liver disease. Laboratory
tests revealed a C-reactive protein (CRP) at 50 mg/dL, blood urea
nitrogen at 0,6 g/L and creatinine level at 23 mg/L. Total biliru-
bin was 137 umol/L (normal 2–20 umol/L) with direct bilirubin
at 120 umol/L (normal 0–3.4 umol/L). Abdominal ultrasonography
showed splenomegaly and intrahepatic duct dilatation but no evi-
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dence of stone or mass in the head of the pancreas; there was also
bilateral hydronephrosis.

Magnetic resonance cholangiopancreatography (MRCP)
revealed a suspected lesion in the hepatic hilum responsible
for a significant dilatation of the intrahepatic bile ducts. A pre-
sumptive diagnosis of cholangiocarcinoma was made. Endoscopic
retrograde cholangiopancreatography (ERCP) showed strictures in
the proximal common bile duct. A sphincterotomy with brushings
and biopsies were performed, and a 10 F stent was placed to drain
the biliary tree. The histology revealed an acute inflammatory and
infiltrative process without any evidence of malignancy.

Abdomino-pelvic CT-scan revealed a soft tissue surrounding the
aorta with extension to the renal and hepatic hilum. Laterally, RPF
spreads to involve the ureters and right kidney causing bilateral
hydronephrosis (Fig. 1). A biopsy of the retroperitoneal mass under
computed tomography control was performed. Histologic exami-
nation showed a non-specific fibrotic and inflammatory tissue with
no malignancy signs, compatible with idiopathic retroperitoneal
fibrosis (Ormond’s disease). The patient underwent successful
bilateral ureteral stenting (Fig. 2) with good renal function evo-
lution. Treatment with corticosteroids and immunosuppressive
therapy was initiated.

http://dx.doi.org/10.1016/j.ijscr.2015.06.005
2210-2612/© 2015 The Authors. Published by Elsevier Ltd. on behalf of Surgical Associates Ltd. This is an open access article under the CC BY-NC-ND license (http://
creativecommons.org/licenses/by-nc-nd/4.0/).
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Fig. 1. (a and b): Abdomino-pelvic CT scan with bilateral hydronephrosis and soft tissue surrounding the abdominal aorta, extended to the hepatic and renal hilum, including
the bifurcation of iliac common arteries.

Fig. 2. Abdominal radiograph showing correct positioning of the ureteral and biliary
stents.

3. Discussion

Retroperitoneal fibrosis, also called Ormond’s disease, does not
have a definitive cause [3]. The main mechanism is supposed to be
an autoimmune disorder due to the presence of antibodies against
ceroid, a complex of oxidized lipid and protein [4,5]. On the other
hand, malignant tumors and proliferations can occur in 8% of cases
[6,7]. The main clinical presentation of the Ormond’s disease is
often the ureters’s compression, as well as blood vessels and nerves.
Our patient appeared with clinical manifestation of obstructive
jaundice, due to the common bile duct narrowing, which was an
unusual presentation [4,8]. The first description of the extrahep-
atic biliary obstruction secondary to RPF was made in 1964 [9].
Since then 13 cases have been reported in the medical literature.

Eleven were operated and two cases were managed with a single
plastic stent [9,10]. Treatment of RPF focuses on relieving any com-
pression from body structures. For ureteric involvement, ureteric
stenting or ureterolysis are options. Obtaining deep tissue biopsies
can be done to confirm the diagnosis and to exclude the malignant
type. Corticosteroids (and other immunosuppressants) can be used
to prevent disease progression [8].

4. Conclusion

In conclusion, this atypical case illustrates that RPF can affect
the CBD and mimic a cholangiocarcinoma. Such patients can suc-
cessfully be managed using long-term tumor stents.
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