ACG CASE REPORTS JOURNAL
CASE REPORT | LIVER

Retroperitoneal Fibrosis as a Cause of Chylous Ascites
Adnan Ur Rahman, MBBS, MRCP1, Rajeswari Ramaraj, MBBS, MRCP1, Emyr Humphreys, MBBS,
FRCP2, and Elizabeth Slowinska, MBBS, MRCP3
1

Department of Gastroenterology, University Hospital Llandough, Cardiff, South Wales, United Kingdom
Department of Rheumatology, Prince Charles Hospital, Merthyr Tydﬁl, South Wales, United Kingdom
3
Department of Gastroenterology, Prince Charles Hospital, Merthyr Tydﬁl, South Wales, United Kingdom
2

ABSTRACT
Retroperitoneal ﬁbrosis is a rare condition characterized by chronic inﬂammation and marked ﬁbrosis of the retroperitoneal tissue, often leading to entrapment of abdominal organs. We report a 69-year-old white man who
presented with a 5-week history of gradual onset of progressive abdominal distension. He had no history or risk
factors for an underlying liver condition. Ascites and a retroperitoneal mass encasing the major abdominal vessels were revealed on imaging. Biopsies of the mass conﬁrmed the presence of retroperitoneal ﬁbrosis, and the
ascitic ﬂuid was milky, consistent with chylous ascites. We discuss this rare presentation and the challenges of
treatment for chylous ascites caused by RPF, including the role for supportive treatment.

INTRODUCTION
Retroperitoneal ﬁbrosis (RPF) or Ormond’s disease is a rare condition that is characterized by chronic inﬂammation
and marked ﬁbrosis of the retroperitoneal tissue, which often leads to entrapment of the ureters and other abdominal organs.1 The clinical manifestations heralding RPF are usually non-speciﬁc and often are related to localized
mass effect and systemic symptoms related to the inﬂammatory nature of the disease.2

CASE REPORT
A 69-year-old white man presented with a 5-week history of gradual onset of progressive abdominal distension. He
did not report any other gastrointestinal symptoms and denied night sweats or recent travel abroad. His comorbid
history included ischemic heart disease, with a myocardial infarction 11 years before this presentation. He was a former smoker, having quit 11 years ago (smoked 20 cigarettes per day for 35 years) and denied excessive alcohol
intake or recreational drug use. His medications included an angiotensin-converting enzyme (ACE) inhibitor, a
beta blocker, and a statin, all of which he had been taking for many years. He reported a family history of cancer,
with 2 siblings deceased due to cancer of unknown origin. He had no history of previous blood transfusions, tattoos, or intravenous (IV) drug use. He was a farmer 20 years prior to presentation and had no exposure to asbestos.
A clinical examination conﬁrmed shifting dullness and the presence of ascites with no organomegaly. He had no
peripheral stigmata of chronic liver disease, and the rest of the systemic examination was unremarkable.
He had a normal complete blood count, clotting, liver function tests, liver screen serum ACE level, and urine analysis, and his renal function was moderately impaired (glomerular ﬁltration rate 51 mL/min). Serum electrophoresis
was normal, with a mild but not signiﬁcant elevation in the immunoglobulin G4 (IgG4) subset. Macroscopic examination of the ascitic ﬂuid revealed a milky color with elevated triglyceride levels consistent with chylous ascites.
Microscopic analysis showed a cell count of 80% lymphocytes with no evidence of a bacterial peritonitis or tuberculosis. The transudate had a normal cytological examination. Ultrasonography conﬁrmed a large volume of ascites
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Figure 2. Hematoxylin and eosin stain showing ﬁbrosis and inﬂammation
(magniﬁcation 400).

lymphoproliferative disorder with mass lesion. A completion
CT staging did not reveal any evidence of lymphadenopathy
or other pathology.

B

Figure 1. (A) Abdominal and (B) pelvic computed tomography conﬁrming
a retroperitoneal mass encasing the main abdominal vessels-mesenteric.
Noted on the images are the renal and upper abdominal aorta (green
arrow), the residual ascites with pigtail in situ (red arrow), and hydronephrosis with some ureteric obstruction (yellow arrow).

with a normal liver and portal vein. An abdominal and pelvic
computed tomography (CT) showed a mildly enhancing softtissue mass lesion encasing the mesenteric renal vessels and
partly encasing the upper abdominal aorta, and the pancreas
was involved as well (Figure 1). There as no overt involvement
of the renal areas, but the left kidney appeared slightly
enlarged, suggesting a degree of ureteric involvement,
although the ureters were noted to be patent. These appearances were reported to be highly suggestive of a
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Histology of a CT-guided biopsy conﬁrmed a diagnosis of
idiopathic RPF (Figure 2). Immunohistochemistry was normal and did not support Ig4 disease. The patient developed
worsening renal failure during his hospital stay. A renal consult conﬁrmed clinical intravascular ﬂuid depletion, and IV
ﬂuids were commenced, resulting in an improvement in renal function. This conﬁrmed a prerenal cause for the acute
deterioration. Once his renal function started to improve,
the rheumatologists suggested that he might beneﬁt from
corticosteroid therapy. This was mainly to prevent further
progression of the inﬂammatory process of RPF and
thereby slow or stop the advancement of obstruction and
worsening of renal failure. He was given 3 pulsed doses of
500 mg IV methyl prednisolone. He was discharged and
started on daily oral steroids, but the ascites rapidly reaccumulated and kidney function did not improve. Steroid
therapy was discontinued. While he was on steroids, he was
also started on azathioprine; this immunosuppressant was
stopped due to intolerance. Since his discharge, large-volume
paracentesis has been performed every 2–3 weeks for recurrent ascites. The patient currently awaits placement of an ascitic pump to allow home management.

DISCUSSION
One case report in the literature reports chylous ascites
occurring once during the course of progressive idiopathic
RPF.3 To our knowledge, ours is the ﬁrst case report that
describes chylous ascites as an initial presentation of underlying RPF. Chylous ascites frequently presents as a progressive
and painless abdominal distension, particularly if due to an
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atraumatic cause.4 Chylous ascites is an uncommon cause of
ascites and occurs due to the leakage of lipid-rich lymph into
the peritoneal cavity due to damage or obstruction of the
lymphatic system.5 A systematic review of the literature suggests that one of the common causes of atraumatic chylous
ascites is malignancy (25%), followed by cirrhosis (16%) and a
variety of less common causes (23%).6 In this particular case,
compression of the retroperitoneal lymphatics is a plausible
explanation for the manifestation of chylous ascites. We also
noted that there was some encasement of the pancreas,
which also is not commonly reported in the literature.7
Intermittent large-volume paracentesis or even continuous
drainage via a catheter is a reasonable management option
for symptom relief.8
RPF can be idiopathic or secondary. Secondary RPF causes
include drugs, underlying malignancy, infections, radiotherapy, and surgery.1 Idiopathic RPF constitutes about 70% of
cases, and the pathogenesis remains unclear, although there
is a suggestion that asbestos exposure may be one of the risk
factors.1,9,10 The primary modality used for diagnosis of RPF is
CT or magnetic resonance imaging.11 Biopsies of masses are
generally performed to exclude secondary causes, such as
malignancy and IgG4-related pathology. The primary treatment of idiopathic RPF is medical therapy, i.e., corticosteroid
therapy, and this is mainly to prevent the progression of the
inﬂammatory process and the ensuing consequences, e.g.,
ureteric obstruction leading to advanced or end-stage renal
failure.1 In cases where RPF is unresponsive to steroid therapy, immunosuppressant therapy can be used.12,13 This case
report demonstrates a rare presentation and the challenges
of treatment for chylous ascites caused by RPF, including the
role for supportive treatment.
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