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Abstract. - Sclerosing mesenteritis (SM) is a
rare, idiopathic disorder of unknown aetiology
that involves the adipose tissue of the mesen-
tery, being characterized by chronic and non-
specific fibrous inflammation. Patients usually
present with non-specific clinical manifesta-
tions, such as abdominal pain and diarrhoea.
The diagnosis of SM is difficult and it can be def-
initely established only by means of surgical or
imaging-guided biopsy. Different therapeutic
strategies have been used in case series with
different rate of success. The disease is general-
ly self-limiting, and the long-term prognosis is
good, even if some cases of severe SM are re-
ported in literature. Here, we report a fatal case
of sclerosing mesenteritis associated to protein-
losing enteropathy.
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Introduction

Sclerosing mesenteritis (SM) is a rare, idio-
pathic, benign disorder of unknown aetiology
that involves the adipose tissue of the mesentery,
being characterized by chronic and non-specific
fibrous inflammation'?. First described by Jura in
19243, numerous terms have been used to de-
scribe this disease, especially on the basis of the
predominant histology, retractile mesenteritis or
mesenteric fibrosis (predominant fibrosis)*,
mesenteric panniculitis (marked chronic inflam-
mation)® and mesenteric lipodystrophy (predomi-
nantly fatty degeneration and necrosis)®. This
varied terminology has caused considerable con-
fusion until 1997 when, after a review of 84 cas-
es, Emory et al' concluded that these histologic
variants are part of the spectrum of one disease,
named sclerosing mesenteritis (SM), in which a
fibrous component is constantly present.

The rarity of this condition has generated
many troubles and discussions on epidemiologi-
cal studies, clinical features and therapeutical
strategies. Patients usually present with abdomi-
nal pain and distension, diarrhoea, weight loss
and palpable abdominal masses'~. Being its clini-
cal manifestations non-specific, the diagnosis of
SM remains difficult. Clinically, definitive diag-
nosis is established by means of a surgical or
imaging-guided biopsy. The disease is generally
self-limiting, and the long-term prognosis is
good, even if some cases of severe/fatal SM are
reported in literature’.

Treatment decisions are based on personal ex-
perience and case series. Different therapeutic
strategies, including corticosteroids, colchicine,
immunosuppressive drugs, and hormonal therapy
have been used with different rate of success’.

Here, we report an unusual and fatal case of
sclerosing mesenteritis associated to a protein-
losing enteropathy (PLE).

Case Report

A 59-year-old male (height 1.65 m, weight
60.5 kg) was admitted to our hospital with a 3
months history of recurrent upper quadrants ab-
dominal pain, associated with postprandial vom-
iting, diarrhoea (5 bowel movements/day without
blood), weight loss (12 kg after symptom onset)
and a clinical picture consistent with PLE. His
past medical history included hypertension and a
previous laparoscopic cholecystectomy after
acute cholecystitis two years before. He had no
familiar history of gastrointestinal disease or any
form of malignancy.

Physical examination revealed slight fever, hy-
potension (95/60 mmHg), tachycardia, bilateral
pitting oedema of the lower extremities. No pal-
pable abdominal mass was observed.

Laboratory findings indicated the presence of
chronic inflammatory status with significant ele-
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vation of both ESR and C reactive protein, mild
iron deficiency anaemia, severe hypoalbumine-
mia (2.3 g/dL), hypokalemia and pseudo-
hypocalcemia.

CT scan showed mild segmental stricture of
some proximal jejunal loops with the presence of
significant hypertrophy of the mesenteric fat; the
extensive fibro-fatty proliferation of the mesen-
tery was associated with multiple enlarged lym-
phnodes (Figure 1a); flap bilateral pleural effu-
sions and ascites were also evident. No (arteri-
al/venous) vascular sign of mesenteric thrombo-
sis was evident at angio-CT reconstructions. This
complex picture appeared to be suspected for SM
(in differential diagnosis with Crohn’s disease).
Upper endoscopy with push enteroscopy showed
the presence of superficial ulcers with a major
(extrinsic) stricture sited at the fourth portion of
duodenum/first loop of the jejunum. Histology
did not show specific inflammatory signs (im-
munohistochemistry negative for CMV, absence
of granulomas, absence of neoplastic changes).

Despite the continuous administration of
methylprednisolone 60 mg/day, albumin, potassi-
um, calcium and supportive parenteral nutrition,
we did not observe significant improvement in
laboratory parameters and clinical conditions so
that the patient was referred to diagnostic/thera-
peutic surgery.

The surgical procedure evidenced a significant
thickening of the mesenteric fat with the pres-

ence of a multiple visceral kinking of the bowel
loops. Biopsies were performed on the fibrotic
stretch of the mesentery. The histological exami-
nation showed fibrous and fatty tissue with focal
edema and moderate lymphoid infiltrate without
significant atypia, a picture consistent with the
diagnosis of SM (Figure 1b).

We decided to start therapy with tamoxifen (20
mg/day) which showed no efficacy.

After 1 month from the surgical procedure our
patient died because of rapidly progressive is-
chemic ileo-colitis.

Discussion

SM is a rare, idiopathic disorder characterized
by non-specific chronic inflammatory infiltra-
tion and fibrosis in the mesenteric fat. This
process also may lead to abdominal masses, the
involvement of vessels and mesenteric calcifica-
tion’. Some possible pathogenetic factors have
already been reported: trauma, infection, au-
toimmunity, surgery®, para-neoplastic response’,
and IgG4-related disease!'*. However, because of
its rarity, the pathogenesis of SM remains uncer-
tain’. SM is more frequent in males, especially
during the 6" and 7" decades of life’. The me-
chanical effect of the mesenteric mass encasing
the intestines, blood vessels and lymphatics is at
the basis of the most frequent symptoms: ab-

Figure 1. A, SM at CT scan: Increased attenuation (haziness) of the mesenteric root is depicted with associated “mass effect”
and displacement of the small bowel loops. Small mesenteric adenopathies (arrows) can also be appreciated along with en-
gorgement of the mesenteric veins (arrow-head) in the right flank. B, SM at histology: mesenteric inflammation with fibrosis
and lipodystrophy is well evident (staining: hematoxylin-eosin; magnification: 100x).
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dominal pain, distension, diarrhoea, weight loss,
and a palpable abdominal mass®. These clinical
features are caused by the mechanical effect of
the mesenteric mass encasing the intestines,
blood vessels, and lymphatics. Therefore, SM-
related complications include small bowel ob-
struction and ischemia, and superior mesenteric
vein thrombosis’. Also, there are a number of re-
ports which present PLE!"2) as in the present
case, in association with intestinal ischemia with
perforation. As reported in this patient, anaemia,
elevation of the erythrocyte sedimentation rate
and C-reactive protein level, such as other non-
specific abnormalities, may be found in SM. Be-
cause its clinical manifestations and laboratory
findings are non-specific, the diagnosis of SM is
difficult to perform and it can be definitively es-
tablished only by surgical or imaging-guided
biopsy!®. The most consistent histological find-
ings are the presence of fibrous tissue and a
chronic inflammatory infiltrate!. According to
literature we got the diagnosis by histology on
mesenteric biopsies performed during surgery.
The most common finding at CT scan is the
presence of soft tissue mass in the small bowel
mesentery (especially at the root of the small
bowel mesentery). Sabate et al'4, first, and Wat
et al’, then, indicated in two studies the CT
sings that can be considered somewhat specific
for SM: “fat ring sign” which is based on preser-
vation of the densitometric values of fat nearest
the mesenteric vessels a “tumoral pseudocap-
sule” which represents a band of soft tissue that
separates the uninvolved mesentery from the in-
flamed fat, “calcifications” which are often con-
tained in the lesion’.

Most cases have been reported as having a
self-limiting benign course®. Nevertheless, in
about 20% of patients, it is associated with sig-
nificant morbidity and a chronic debilitating
course’, until few fatal cases>'®7.

About treatment of SM there is no clear con-
sensus. Most patients are managed conservative-
ly and about a half of them may not require ther-
apy’. In effect, some authors recommend that
asymptomatic or mild symptomatic SM may be
left untreated and observed?. Some symptomatic
cases improved after treatment with corticos-
teroids?®, azathioprine?’, cyclophosphamide?,
thalidomide and tamoxifen’, though no random-
ized controlled trial has been performed on this
specific issue. Surgical resection of the lesion is
of little benefit, except in the case of bowel ob-
struction or perforation?! for which surgical re-

section is recommended?'. Others authors recom-
mend aggressive immunosuppressive therapy
with prednisolone and cytostatic agents to pre-
vent progression of the lesion once the diagnosis
is established"’.

In this patient, we used corticosteroids without
obtaining a significant improvement of clinical
and serological outcomes. Moreover, we had no
enough time to try different therapeutical strate-
gies due to the rapid worsening of general condi-
tion, which was greatly affected by PLE-induced
malnutrition not responding to a supportive par-
enteral nutrition regimen. The pathogenesis of
such PLE was probably a direct consequence of
the SM. Stasis of the mesenteric veins most like-
ly caused intestinal ischemia and reduction of
portal blood flow. Most probably, inflammation
and thickening of the mesentery could play a role
in the pathogenesis of PLE and the sudden-onset
abdominal pain was caused by the intestinal is-
chemia correlated to mesenteric veins involved in
SM.

Conclusions

SM should be taken into account for the dif-
ferential diagnosis in patients with abdominal
symptoms and PLE. PLE in patients affected by
SM should be considered a negative prognostic
factor and it could be of importance in making
a rapid decision for aggressive medical therapy.
Many other cases and studies are needed to as-
sess diagnostic criteria and the better therapeu-
tic strategy for patients affected by SM.
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