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ABSTRACT

Sclerosingmesenteritis is a rare spectrumof disease that results in chronic inflammation and fibrosis of the abdominalmesentery. Its
heterogeneous presentation, nondiagnostic imaging, and pathology findings make diagnosis challenging. In this study, we present
the first reported case of hilar sclerosing mesenteritis resulting in chylous ascites, gastric outlet obstruction, and duodenal perfo-
ration. Diagnosis was made after extensive investigations including computed tomography imaging, magnetic resonance chol-
angiopancreatography, positron emission tomography scan, bidirectional endoscopy, endoscopic ultrasound, and diagnostic
laparoscopy. While initially mistaken for hilar cholangiocarcinoma, the patient has significant clinical improvement with corti-
costeroids and now remains in symptomatic and radiographic remission on low-dose prednisone and tamoxifen.
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INTRODUCTION

Sclerosing mesenteritis (SM) is a rare benign condition marked by chronic inflammation and fibrosis of the intestinal mesentery.1–4

Its etiology is mostly idiopathic, though risk factors include male sex, older age, autoimmune disease, and abdominal surgery.5

Patients often present with abdominal pain, bloating, distension, and weight loss, but it can also be an asymptomatic incidental
finding.1 Complications occur in up to 24% of cases, including small bowel obstruction, chylous ascites, and mesenteric vein
thrombosis.1 SM in the hepatobiliary or peripancreatic areas can mimic cholangiocarcinoma or pancreatic cancer.6,7 Diagnosis is
challenging, as symptoms are nonspecific and imaging findings often unclear. Treatment remains sparse and is based on retro-
spective studies5,8,9 In this study, we report a case of porta hepatis SM presenting as a hilar mass, mimicking cholangiocarcinoma.

CASE REPORT

A59-year-oldWhitemanpresentedwith 1month of abdominal swelling, pain, and reduced oral intake, alongside a 50-poundweight
loss over 10months.Hismedical history included hypertension, dyslipidemia, alcohol use disorder in remission, and 3 prior episodes
of resolved moderate-to-severe alcoholic pancreatitis.
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Computed tomography (CT) revealed soft tissue thickening at
the porta hepatis, large-volume ascites, and chronic superior
mesenteric vein thrombosis (Figure 1). His abdomen was
diffusely tender and distended, without palpable masses.
Paracentesis yielded 500 mL of cloudy ascites. Fluid analysis
showed a low serum albumin-ascites gradient, with 2,784 3
103 cells/L (57% neutrophils, 33% lymphocytes), lactate de-
hydrogenase (138 U/L), glucose (6.7 mmol/L), and lipase
(5 U/L). Cultures and cytology were negative for malignancy.
Gamma-glutamyltranspeptidase (85 U/L) and alkaline phos-
phatase (177 U/L) were mildly elevated; other tests were
unremarkable.

Magnetic resonance cholangiopancreatography revealed ill-
defined soft tissue thickening at the porta hepatis with mild
biliary duct dilatation (Figure 1). Endoscopic ultrasound biopsy
of the lesion was negative for malignancy but showed a chronic
lymphohistiocytic infiltrate (Figures 1 and 2). Multiple IgG4
stains and serum IgG4 tests were negative. Large-volume par-
acenteses revealed no malignant cells, and autoimmune serol-
ogies and tumor markers were negative.

The patient developed significant gastric outlet obstruction
within 1 month of his admission due to extrinsic compression
by the hilar mass. Bidirectional endoscopy revealed no intra-
luminal pathology, but extrinsic duodenal compression leading
to mucosal edema was noted. His portal pressure gradient
(2 mm Hg) ruled out portal hypertension, and liver biopsy was
negative for parenchymal disease. Positron emission tomog-
raphy scan showed hypermetabolism at the porta hepatis lesion
(Figure 1).

Initially diagnosed with a presumed cholangiocarcinoma, he
was started on palliative dexamethasone 4 mg daily, leading to
rapid symptomatic relief. A follow-up CT scan showed reso-
lution of ascites and mass shrinkage. However, he developed
a contained duodenal perforation adjacent to the lesion, which
was managed nonoperatively.

Three months later, he was readmitted with recurrent gastric
outlet obstruction after stopping steroids. CT imaging showed
recurrence of the porta hepatis lesion, with no malignancy on
endoscopic ultrasound-guided biopsy. Ascites fluid now
showed chylous ascites with a lymphocytic-predominant nu-
cleated cell count of 5723 106 cells/L and elevated triglycerides/
chylomicrons. Diagnostic laparoscopy confirmed large-volume
grossly chylous ascites (Figure S1, http://links.lww.com/
ACGCR/A38) and omental inflammation (Figure 2) and neo-
vascularization. A tapering course of high-dose prednisone
resulted in symptomatic resolution over 4 days. After excluding
other causes, a diagnosis of hilar SM was made. At 9-month
follow-up, the patient remained in remission on tamoxifen and
low-dose prednisone at 2.5 mg daily.

DISCUSSION

In this study, we present a rare hilar variant of SM, mimicking
cholangiocarcinoma and resulting in chylous ascites, gastric
outlet obstruction, and small bowel perforation.

SM is a chronic fibroinflammatory disease of the abdominal
mesentery that is histopathologically characterized by chronic
inflammation, fibrosis, fat necrosis, and lipodystrophy.1–3 It is

Figure 1. Cross-sectional imaging reveals an ill-defined soft tissue density (green arrow) around the porta hepatis on both (A) computed
tomography and (B)magnetic resonance cholangiopancreatography. Nasogastric tube in situ for decompression of gastric outlet obstruction.
Background large volume ascites is noted. (C) Endoscopic ultrasound reveals an ill-defined soft tissue mass with associated lymphade-
nopathy. (D) PET-computed tomography demonstrates overlapping fluorodeoxyglucose avidity. PET, positron emission tomography.
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rare, with an estimated incidence of 0.6%-1% and commonly
affects men in the fifth to seventh decades of life, as demon-
strated in our case.3,10 Risk factors have included autoimmune
disease and abdominal surgery, and we postulate that disease
pathogenesis in this patient could have been triggered by
immune/tissue repair dysregulation from his previous acute
pancreatitis episodes.2

Depending on disease location, there is heterogeneity in clinical
presentation. As in our case, abdominal pain, distension, and
weight loss are common presenting symptoms.1,10 In a previous
review of 92 patients, 10% of cases were incidental findings.1

While common in the small bowel (69%), previous reports have
identified colon, omental, and pelvic involvement.10

Complications have included small bowel obstruction (24%),
chylous ascites (14%), and superior mesenteric vein thrombosis
(3%), all of which were present in our case.1,11 Mechanistically,
our case demonstrates that the extrinsic compression by the
fibroinflammatory mass can result in gastric outlet obstruction.
Although the hilum was the main region affected, the presence
of chylous ascites suggests possible disease extension into the
abdominal lymphatics. It is unclear what caused the bowel
perforation, but we presume this was due to rapid regression of
the infiltrate from the duodenum following steroids.

Though a benign process, SM is often misdiagnosed as a ma-
lignancy, resulting in significant patient distress and un-
necessary invasive diagnostic interventions.6,11 In a previous
case series, 5 of 6 patients with peripancreatic SM were mis-
diagnosed with pancreatic cancer and 3 underwent partial
resections.6 Porta hepatis involvement is even rarer, and to our
knowledge, we are only the second reported case of hilar SM.7 In

both cases, cholangiocarcinoma was the initial presumed di-
agnosis, though here we show for the first time that hilar SM can
also result in chylous ascites and intestinal obstruction.

Previous retrospective studies have recommended tapering
oral corticosteroids in conjunction with long-term tamoxi-
fen as the mainstay of SM treatment.1 In patients with ta-
moxifen contraindications, colchicine, azathioprine, and
thalidomide have also been recommended, based on limited
evidence, as alternative steroid-sparing agents.1–3,12 Recent
case reports have also highlighted steroid-free remission
with tumor necrosis factor-a and IL-23 blockade.8,9 Although
the disease can be asymptomatic and self-limited, patients
are at high risk of complications and should be closely
monitored for progression.2

In conclusion, hilar SM represents a rare presentation of a rare
disease that easily mimics malignancy resulting in heteroge-
neous complications. Our study highlights the need for broader
recognition and supplements existing data on medical therapy,
helping clinicians appropriately diagnose and manage this
disease process.
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Figure 2. Endoscopic ultrasound-guided fine-needle biopsy at 103 magnification of the mass demonstrates (A) lesional tissue comprising
a chronic lymphohistiocytic infiltrate (dark purple). The sample is highly positive for (B) CD451 and (C) CD681, markers of lymphocytes and
histiocytes specifically (dark brown stain on immunohistochemistry). A similar infiltrate is observed in the (D) omental biopsy (dark purple),
demonstrating chronic panniculitis.
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Previous presentation: This case report will be presented at the
Canadian Association of Gastroenterology’s Digestive Diseases
Week in February 2025; Quebec City, Canada.

Informed consent was obtained for this case report.
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