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Female, 83-year-old
Sclerosing mesenteritis
Abdominal pain e intestinal obstruction ¢ vomiting

Surgery

Rare disease

The term “sclerosing mesenteritis” includes a spectrum of rare idiopathic diseases involving the small and/or
large bowel. It appears as a diffuse, localized, or multinodular thickening of the mesentery, with a variable de-
gree of chronic non-specific inflammation, fat necrosis, and fibrosis.

Here, we report a case of 83-year-old woman with symptoms of intestinal occlusion, vomiting, and abdominal
pain. Radiographic examinations showed air fluid levels in right and left quadrants and in the mesogastric site,
while computed tomography (CT) documented a strangulated inguinal hernia with ileal obstruction. Based on
clinical examination and radiologic findings, the patient underwent surgery for inguinal hernia reduction. The
examination of viscera revealed 2 tracts of ileum with ischemic signs and covered by fibrin; thus, the 2 intes-
tinal loops were resected. Histological examination revealed chronic non-specific inflammation of the whole
intestinal wall, including the subserosa in the resected tract of proximal ileum, while the distal ileal loop (not
herniated tract) showed a subserosal fibrous nodule of 2 cm in greatest diameter, composed of a proliferation
of spindle cells haphazardly arranged in a collagenized stroma. The diagnosis of sclerosing mesenteritis was
rendered.

The present case shows the possibility of an incidental diagnosis during another intervention such as hernia
surgery. Pathologists should be aware of this disease to avoid confusion with aggressive tumors such as intra-
abdominal desmoid-type fibromatosis and gastrointestinal stromal tumor.

Abdominal Wall ¢ Hernia, Inguinal ¢ Panniculitis, Peritoneal
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Background

The term “sclerosing mesenteritis” includes a wide spectrum
of idiopathic diseases involving the small and/or large bowel.
It may appear as a diffuse, localized, or multinodular thicken-
ing of the mesentery, with a variable degree of chronic non-
specific inflammation, fat necrosis, and fibrosis [1,2]. Sclerosing
mesenteritis, first described by Jura et al as “retractile mesen-
teritis” in 1924 [3], was later (1965) renamed by Ogden et al
as “mesenteric panniculitis” [4]. Sclerosing mesenteritis has
been reported in association with colorectal carcinoma, di-
verticular disease, and strangulated inguinal hernias as lo-
calized and nodular forms of panniculitis, sometimes with re-
traction and distortion of the intestinal loops, with adhesions
between them [5].

The etiology and pathogenesis of this condition are unknown,
although it is often associated with a clinical history of trauma,
infections, ischemia, and autoimmune diseases. Many authors
agree that sclerosing mesenteritis probably does not consti-
tute a specific entity but is rather a reactive fibroblastic/myo-
fibroblastic proliferation of intra-abdominal fat.

Herein, we present a case of nodular sclerosing mesenter-
itis incidentally diagnosed after surgical hernia reduction.
Interestingly, the lesion was found in a tract of distal ileum
not involved by mechanical obstruction and it was histolog-
ically composed of spindled myofibroblasts set in a collage-
nized stroma without evidence of an inflammatory component.
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Figure 1. Preoperative CT scan. (A) Strangulated right groin
hernia (blue arrow) — coronal view. (B) Intestinal
occlusion (blue arrow) — sagittal view. (C) Air-water
levels (blue arrow) — axial view of intestinal loops.

Case Report

An 83-year-old woman presented to our unit with obstruction
signs, vomiting, and abdominal pain. Her clinical history was
negative for neoplastic diseases. In the past clinical history of
the patient, there was the endoscopic resection of 2 colonic
polyps which were histologically classified as a “tubular ade-
nomas with low-grade dysplasia”. In addition, the patient had
already undergone right inguinal hernioplasty. Laboratory in-
vestigation results were normal, except for low sodium levels
and increased levels of cardiac markers. Radiographic examina-
tion revealed air fluid levels in right and left quadrants and in
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Figure 2. Histological profile of the lesion. (A) Proximal ileal loop showing the histological feature of ischemia: the incarcerated loop
showed subacute/chronic non-specific inflammation, resulting in a slightly thickening of subserosa, while the submucosa is
markedly edematous (hematoxylin & eosin; 10x). Mesenteric fibrous nodule in the distal ileal loop. (B) The fibrous nodule is
composed of a proliferation of spindle-shaped cells set in a collagenized stroma hematoxylin & eosin; 40x).

Figure 3. Immunohistochemical profile of the lesion. (A) Diffuse staining with a-smooth muscle actin (immunoperoxidase; 40x).
(B) Negative immunostaining with B-catenin (immunoperoxidase; 40x). (C) CD117 (immunoperoxidase; 20x). (D) CD34

(immunoperoxidase; 40x).

the mesogastric site, while free subdiaphragmatic air was not
evident. Computed tomography (CT) revealed a thickened in-
testinal wall in multiple loops in the context of a right inguinal
hernia, while the loops upstream of the obstruction were ex-
panded with multiple air fluid levels (Figure 1). Multiple enlarged
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lymph nodes were appreciable on the right side. Accordingly,
the patient underwent hernioplasty. Xifo-pubic incision was
performed. After opening the peritoneum jejuno-ileum tract
distension was evident. An ileal loop was incarcerated in the
crural region, showing ischemic signs. An ileal resection with
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Table 1. Differential diagnosis: Comparative morphological and immunohistochemical features of SM, DF, and GIST.

B-catenin (nuclear

Disease Morphology ) CD117
SM — Circumscribed margins Diffuse No staining No staining No staining No staining
—Spindle cells haphazardly  staining
arranged
DF — Infiltrative margins Focal No staining Diffuse No staining No staining
— Spindle cells arranged in staining staining
long organized fascicles
GIST — Circumscribed margins Variable Variable No staining Diffuse Diffuse
— Spindle cells variably staining staining staining staining

arranged, including in a
fascicular pattern

SM - sclerosing mesenteritis; DF — desmoid-type fibromatosis; GIST — gastrointestinal stromal tumor; a-SMA — a-smooth muscle actin.

manual termino-terminal anastomosis was performed. In addi-
tion, another loop (distal ileum), adjacent to the cecum, showed
a fibrous nodule in the mesentery; therefore, resection with
end-to-end anastomosis was performed. The distal ileal loop
was approximately 10 cm in length. In the mesentery, a nodu-
lar, firm, whitish lesion, measuring 2 cm in greatest diameter,
was observed. The proximal ileal loop was 3.5 cm in length and
showed a thickened bowel wall and a slightly narrowed lumen.
Histologically, the incarcerated loop showed subacute/chronic
non-specific inflammation (lymphocytes, plasma cells, granulo-
cytes) of the whole intestinal wall, and hemorrhage, resulting
in slight subserosal thickening (Figure 2A). Notably, the mes-
enteric fibrous nodule in the distal ileal loop wa found to be
histologically composed of a proliferation of spindle-shaped
cells with slightly eosinophilic cytoplasm and elongated nor-
mochromic nuclei with mild to focally moderate atypia, hap-
hazardly set in a collagenized stroma (Figure 2B). Only focal-
ly scattered lymphocytes and macrophages were observed.
The submucosa was markedly edematous. Mucosal erosions
and hemorrhage were absent. Inmunohistochemical analy-
ses, with diffuse staining for vimentin and a-smooth muscle
actin (Figure 3A), revealed the myofibroblastic nature of the
spindle cells. DOG1, CD117, CD34, B-catenin (Figure 3B-3D),
S100 protein, pancytokeratins, and EMA were negative. Based
on the morphological and immunohistochemical features, the
diagnosis of “nodular sclerosing mesenteritis” was rendered.

Given the histologic results, the patient was submitted to a

follow-up program consisting in a first CT scan after 6 months,
followed by an annual CT scan for the first 2 years.

Discussion

Sclerosing mesenteritis is a rare disease of uncertain etiology
in the wide spectrum of mesenteric panniculitis. The diagnosis
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of mesenteric panniculitis is based on evaluation of the fol-
lowing 3 components: I) necrosis, 1) chronic inflammation, and
1) fibrosis. According to the predominant component, there
are at least 3 distinct pathological phases: 1) mesenteric lipo-
dystrophy, when fat necrosis is predominant; Il) mesenteric
panniculitis, if both fat necrosis and inflammation are pres-
ent; and I1l) sclerosing mesenteritis, when fibrosis is predom-
inant [6,7]. The whole bowel wall can be involved, except for
the mucosa, which remains intact [8]. Sclerosing mesenteri-
tis is more often seen as a secondary rather than a primary
pathological condition. Indeed, although the etiology of mes-
enteric panniculitis remains unknown, some cases have been
reported in association with 1gG4-related disease, a fibroin-
flammatory condition characterized by an inflammatory infil-
tration of 1gG4-positive plasma cells, fibrosis, and obliterative
phlebitis. In these cases, the lesions show a diffuse fibrosis
and infiltration of 1gG4-positive plasma cells [9-11]. Recently,
a review on the topic [12] has discussed all the conditions that
can be associated with mesenteric panniculitis, including pre-
vious abdominal surgeries or traumas, neoplasms (colorectal,
lung, gastric carcinomas, lymphomas), autoimmune diseas-
es (Sjogren’s syndrome, sclerosing cholangitis, Riedel’s thy-
roiditis), infectious diseases (tuberculosis) and vascular in-
sufficiency. The differential diagnosis includes benign and
malignant lesions, especially desmoid-type fibromatosis and
gastrointestinal stromal tumor (Table 1). Sclerosing mesenter-
itis is a disease whose symptoms are unclear and difficult to
identify. In the literature, the most frequently reported symp-
toms were abdominal pain, diarrhea, and weight loss [1], ob-
structive symptoms [2,7], abdominal mass [4,5,9], and un-
usual presentations due to the disease localization; in some
cases, no relevant symptoms were reported [2,3,8]. Because
of the low prevalence [10] and the heterogeneous presenta-
tions, sclerosing mesenteritis is seldom considered in the dif-
ferential diagnosis. Frequently, the patient undergo surgery
for the complications [4,6] and bowel and/or mass resection is
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performed [5,6,11,12]. Because the symptomatology is so un-
certain and diverse, imaging may help in the diagnosis [13]. In
CT study, the “fat-ring sign” or “fatty halo”, consisting in low-
density fat surrounding nodules and vessel within the mass,
even if non-pathognomonic, has been reported in 75-80% of
sclerosing mesenteritis cases [10,14]; likewise, small soft-tis-
sue nodules, usually less than 5 mm in diameter, are found
within the mesenteric mass in 80% of patients [10]. Sclerosing
mesenteritis localized to the small bowel mesentery may mim-
ic a malignant neoplasm both clinically and radiologically, and
sometimes even histologically. The present case is intriguing
because the nodular sclerosing mesenteritis was incidentally
found in the distal ileum of a patient who underwent hernia
repair. Notably, histological examination showed a fibro-scle-
rotic myofibroblastic spindle cell tumor-like lesion lacking in-
flammatory components and fat necrosis, suggesting that an
inflammatory or traumatic pathogenesis was unlikely. The dif-
ferential diagnosis of our case mainly included desmoid-type
fibromatosis, gastrointestinal stromal tumor, and leiomyosar-
coma. Unlike desmoid-type fibromatosis, our lesion did not
show infiltrative margins, an organized fascicular growth pat-
tern, or expression of b-catenin. Gastrointestinal stromal tumor,
the most common mesenchymal tumor of the gastrointestinal
tract, shows more cellularity than sclerosing mesenteritis and
it is characteristically stained with CD117, CD34, and DOG-1.
In our case, none of these markers were found. As the spindle
cells of our case exhibited a diffuse expression of a-smooth
muscle actin, the possibility of a leiomyosarcoma had to be
excluded. The absence of a clear-cut fascicular arrangement,
severe nuclear atypia, and high mitotic index are all features
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which argue against the diagnosis of malignancy. In case of
doubtful symptomatology, a careful imaging study together
with an eventual exploration with biopsy and histopatholog-
ical examination may help to define the suspected diagnosis
before the onset of complications and the need for surgery, as
reported in the literature [2, 15]. A multidisciplinary approach
is therefore recommended. Steroid therapy may help reduce
symptomatology [2,15] and is used in postoperative care [5].

Conclusions

In conclusion, sclerosing mesenteritis is a rare disease (preva-
lence <1%, incidence around 3.4%) [16] which should be con-
sidered in the differential diagnosis of inflammatory and/or
neoplastic lesions of the intestine. The present case defines
the possibility of an incidental diagnosis during another inter-
vention such as hernia repair. Pathologists should be aware of
this disease to avoid confusion with aggressive tumors such
as intra-abdominal desmoid-type fibromatosis and gastroin-
testinal stromal tumor.

Sclerosing mesenteritis represents an incidental finding for the
surgeon, a feast for the pathologist, and a relief for the patient.
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