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Sclerosing mesenteritis:an uncommon cause of

chronic abdominal pain

Abstract

Sclerosing mesenteritis (SM), also known as mesenteric panniculitis or mesenteric
lipodystrophy, is a rare disease that affects the mesentery of the small intestine. We
present a case of 59 years old with chronic abdominal pain and incarcerated umbilical
hernia diagnosed as SM by CT scan which was confirmed by histopathology. Patient
continued to have chronic low grade abdominal pain even after correction of the
hernia. Repeat CT scan continued to show stable SM. SM is usually associated with
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underlying conditions such as lymphoma, peritoneal carcinomatosis, mesenteric

fibromatosis, mesenteric edema and carcinoid tumor which needs to be ruled out.
SM usually follows a benign and slowly progressive course. Asymptomatic patients
typically require no treatment, while refractory cases have shown some symptomatic

improvement with immunosuppressive therapy.
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Introduction

The mesentery is formed as a fold of the peritoneum that supports
the intestine to the abdominal wall which contains numerous structures
like blood vessels, nerves and the lymphatic system. Sclerosing
mesenteritis (SM) is a rare disease of the mesentery characterized by
chronic inflammation and fibrosis of the mesentery which was first
described by Jura as “retractile mesenteritis” in 1924! and the term
sclerosing mesenteritis was given by Emory et al.> Only around 1200
cases have been reported® however, the prevalence is thought to be
around 0.6% and many cases remain undiagnosed.* SM is known by
various names some of which are Feiffer—Weber—Christian disease,
Xanthogranulomatous  mesenteritis, mesenteric  lipodystrophy,
retractile  mesenteritis, sclerosing mesenteritis, liposclerotic
mesenteritis, lipomatosis and lipogranuloma of the mesentery.! We
present a rare case of SM in a SOyears old male who presented with
abdominal pain.

Case presentation

A 58-year-old white male with a past medical history of coronary
artery disease, gastroesophageal reflux disease, hyperlipidemia and
partially incarcerated umbilical hernia was referred to the surgeon
by his primary care physician due to chronic right lower quadrant
abdominal pain associated with one episode of non-bloody vomiting.
He denied change in bowel habits, weight loss or blood in stools. On
physical examination the only positive finding was that the abdomen
was soft with mild tenderness in the right low quadrant and no
peritoneal signs. Complete Blood Count (CBC), Basic Metabolic
Panel (BMP) and Liver Function Tests (LFT) were essentially within
normal limits. The total cholesterol was 316mg/dl, high density
lipid was 38mg/dl and triglycerides level were 203mg/dl. Lactic

increased mesenteric attenuation with induration and associated
lymphadenopathy within the inferior midline abdomen (Figure 1).
Lymph nodes demonstrated a halo of spared fat (Figure 2) consistent
with sclerosing mesenteritis. The patient subsequently underwent
elective laparoscopic epigastric and umbilical herniorrhaphy
with mesh. The surgical specimen pathology consisted of adipose
tissue. The histologic finding was mesothelial lined fibrous tissue
showing chronic inflammation. It negative for malignancy including
lymphoma. Upper Gastrointestinal Endoscopy (EGD) was performed
and was negative for malignancy and Helicobacter Pylori. Patient
was discharged from the hospital without any complications with
pain medications. On subsequent follow up, the patient continued
to complain of chronic mild right lower abdominal pain that was
controlled with non-steroidal anti-inflammatory drugs . Repeat CT
abdomen/pelvis one year later showed stable appearance of inflamed
fat at the root of mesentery with numerous small lymph nodes (Figure
3).
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Figure 2 Lymph nodes demonstrated a halo of spared fat.
Discussion

SM is most common in white men over the age of 50° as our
patient. In systematic review of 192cases done by Sharma et all almost
60% of patients were while males with the mean age of 55years with
a male to female ratio of 2.3:1.° Similarly, in a review of 92cases
70% were males and the median age group was 66years.” One study
mentioned that men and women are equally affected without any
racial predominance 1. Children are not as commonly affected which
may be because they have less fat than adults.’

Sclerosing Mesenteritis is characterized by fat degeneration,
necrosis, chronic inflammation, scarring and eventually fibrosis of
the fatty tissue within the mesentery.” The most commonly affected
are the mesentery of the small bowel and the mesoappendix even
though the large bowel mesentery is less commonly affected.® The
exact mechanism is unknown; however, several conditions have
been associated with SM.> The study by Sharma et all on 192cases
showed that 28.6% of the cases had history of abdominal trauma or
prior surgery, 8.9% had history of cancer and 5.7% had underlying
autoimmune disease.® Some authors have implicated the association
of SM with IgG4 related disease.! 1gG4 related disease which is a
fibroinflammatory condition is characterized by formation of tumor
like growth in multiple sites of the body and elevated 1gG4 level in
the serum.’ Kim et al.,'’ reported a SM case in a 45years old woman
and Minato et al.,"" reported a SM case in a 53years old man both of
which concurrently had IgG related disease.!®!" Other studies have
shown the association of SM with carcinomas like breast, Colo-rectal,
gynecological and urological cancers and hematological malignancies
like Non-Hodgkin’s Lymphoma and Multiple Myeloma.'""7 In a
review of 359 cases with SM like CT findings, 27.9% of the cases
had either new or old cancer. Lymphoma was the most common
malignancy followed by prostate, melanoma, lung and renal cell
cancer.'®!"” Furthermore; studies have shown association of SM with
conditions like sclerosing cholangitis, Riedel thyroiditis, mixed
connective tissue disease, ankylosing spondylitis, Sjogren’s syndrome
tuberculosis, acute pancreatitis and granulomatous diseases.!'>?* Only

Figure 3 Repeat CT abdomen/pelvis one year later showed stable appearance

of inflamed fat at the root of mesentery with numerous small lymph nodes.
significant finding in our patient was partially incarcerated hernia.

Patients with SM may be asymptomatic or present with symptoms.!
The study by Sharma and Akram showed that the most common
presenting symptom was chronic abdominal pain followed by fever.
Other symptoms included weight loss, diarrhea, vomiting, anorexia,
constipation, bloating, malaise, nausea, pain with eating and fatigue.®
HeH etal.,” reported a 77years old male who presented with dyschezia,
abdominal pain and mass in left lower quadrant and Katsuya Endo et
all reported a 22years old Japanese male who presented with chronic
abdominal pain and small intestine mesentery mass.”*! Harvin G
reported a case of SM who presented with intestinal obstruction.?
On physical examination majority of the patients have a normal
abdominal exam however others may elicit abdominal tenderness,
abdominal mass and ascites based on the underlying cause.>* Our
patient presented with chronic right lower quadrant abdominal pain
with partially incarcerated abdominal hernia.

The laboratory findings of SM are non-specific.” Majority of the
patients have elevated C-reactive protein (CRP) and erythrocyte
sedimentation rate (ESR). The study by Sharma et all showed
that 86.5% of patients had elevated CRP and 88.4% of the cases
had elevated ESR. Other nonspecific laboratory findings include
leukocytosis, anemia and low total protein levels.®* Those with
concurrent IgG4 related disease will have elevated IgG4 levels in the
blood.”!" CT scan has been useful in diagnosing SM however it is
not diagnostic.”? Owing to the rarity of the cases, the CT findings are
described as “Hazy” or “misty” mesentery or unexplained mesenteric
mass."” The usual CT scan findings are mesenteric lymphadenopathy,
fat sparing the mesenteric vessels also known are fat sparing sign,
hazy mesenteric fat and separation of mesenteric vessels, increased
thickness of the involved mesentery, and well or poorly defined
mesenteric mass, pseudo capsule (soft-tissue surrounding the inflamed
mass).*? These are usually described as a mass in the mesentery with
fat enhancement with multiple soft tissue nodes along the root of the
mesentery without vascular compromise.?* Due to the involvement of
the jejunal mesentery, the mass is usually found in the left side.”® MRI
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is not usually performed for the diagnosis of SM, however if done, it
is characterized by hyper intense signal in the T2W fat sat indicating
edema and intermediate signal density with multiple strands due to
fibrotic retraction of the mesentery on TIW signals. When fibrosis
is prevalent it manifests as delayed hyper enhancement on T2W
images.” On pathology grossly, there is thickening of the mesentery
which can be diffuse, single knotty of multiple knotty.' Histologically
there is a mixture of fat necrosis, chronic inflammation and fibrosis
which involve the mesenteric and submucosal fat of the bowel and the
mucosa remains intact.! In almost half of the vases the most common
finding is extensive fibrosis with inflammation and little fat necrosis
while almost one quarter of the cases have predominant chronic
inflammation and other quarter has lipid-laden foamy macrophages.®
Our patient had CT scan findings suggestive of SM which was
confirmed by gross and histologic findings in pathology.

Due to the rarity of the condition, there are no specific guidelines
for treatment of SM however steroids, colchicine, azathioprine,
thalidomide, cyclophosphamide and progesterone have been tired,
however asymptomatic cases don’t need therapy. Surgical resection
is recommendation for non-resolving cases and complicated by bowel
obstruction.? Sharma et al reported that out of 192 cases, 41.7% of
cases received surgical resection, 34.9% underwent medical treatment
and 17.2% cases were conservatively managed. Of those who received
medical 83.5% got steroids and 11.9% received colchicine, tamoxifen
and 6-mercaptopurine each. Remainder of the patients either
received 6-mercaptopurine, antibiotics, azathioprine, methotrexate
and infliximab. Other rare agents used were cyclophosphamide,
IVIG, dipenicillamine and tacrolimus. Of the medical treatment
receivers, 78.6% had complete resolution of symptoms and 20.8%
patients had complications the common being bowel ischemia,
obstructive uropathy/renal failure, steroid related complications,
sepsis/respiratory failure and venous thromboembolism. Rarer
complications included pericardial effusion and pulmonary edema.
The overall all-cause mortality rate was 7.3% and the common causes
of death were postoperative complications, bowel ischemia, sepsis and
bronchopneumonia, venous thromboembolism, renal failure, venous
thromboembolism, renal failure, cardiac arrest and pulmonary edema.
At 10months follow up more than half the patients had abdominal
tenderness.® A treatment algorithm was prepared by Akram after review
on 92cases. Asymptomatic patients with incidental diagnosis do not
need treatment. Patients with features of bowel obstruction need to
undergo surgical treatment followed by tamoxifen plus tapering dose
of steroids if there is persistence of symptoms. First line treatment for
symptomatic patients not requiring surgery including tamoxifen with
tapering doses of prednisone. For patients who are contraindicated for
tamoxifen especially due to thromboembolism should be treated with
colchicine, azathioprine or thalidomide.® Of the 92cases about 73%
of the patients were followed up within a month. Out of these, 26%
patients remained asymptomatic and 74% continued to have mild
abdominal symptoms.® Our patient had surgery for repair of the hernia
but not all the affected mesenteries were removed. Several months
after the diagnosis, he had a comfortable life with on and off mild
abdominal pain which was resolved by ibuprofen.

Finally, SM is a rare care of chronic abdominal pain. Though
most of the cases are benign like ours, they can be associated with
underlying malignancy which need to be ruled out. There are no
specific guidelines for treatment of SM till date. Further studies are
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required to formulate specific guidelines for the treatment of SM for
which our case could add value.
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