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Summary Solitary benign fibrous mesothelioma (BFM) is uncommon and is termed as solitary
fibrous mesothelioma or localized fibrous mesothelioma. Although the most common site for its
development is the pleural region (65%), it has also been reported in the peritoneum. They are
mostly seen in adults (average age: 54 years). Herein, we present a case of BFM in a 2-year-old
male child, who presented to our hospital with abdominal pain and a lump in the abdomen.
Differential diagnosis included solitary fibrous tumor, gastrointestinal stromal tumor, and
benign fibrous lesions of mesentery. Establishing a preoperative diagnosis is difficult on the
basis of clinical parameters or imaging studies and final diagnosis can only be assessed based
on the results of histopathological and immunohistochemical examination.
Copyright ª 2012, Asian Surgical Association. Published by Elsevier Taiwan LLC. All rights
reserved.
1. Introduction

Mesotheliomas can arise from epithelial or mesenchymal
elements and can be classified as either diffuse or benign
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fibrous type. The diffuse types are highly malignant, infil-
trating the surrounding tissue, whereas the benign variants
are very uncommon and are termed as benign fibrous
mesotheliomas (BFMs). BFM has now been termed as soli-
tary fibrous mesothelioma or solitary fibrous tumor (SFT).1,2

It is an exceptionally rare clinical entity and mostly
develops in the pleural region (65%); however, in recent
years, a few cases have also been reported in the
extrathoracic sites including the peritoneum, mesentery,
pericardium, and extraperitoneal spaces.3 When
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mesotheliomas arise at the extrapleural site, it may be
difficult to distinguish them from other soft tissue tumors.
Therefore, immunohistochemical (IHC) analysis plays
a diagnostic role. They are mostly seen in adults between
27 and 64 years of age and their natural history is
unknown.4 The etiology and pathophysiology remain elusive
amid speculation on their complex genomic imbalances.
Figure 2 Cut surface of gross specimen, which is pale yellow
and homogeneous.
2. Case report

A 2-year-old boy was admitted to the outpatient ward of
the pediatrics unit with complaints of excessive crying,
episodic diarrhea, and a lump in the abdomen. There was
no history of any surgery or trauma. Family history was
unremarkable. Clinical examinations revealed that the
abdomen was a bit tense. There was a palpable solid mass
in the left lower quadrant of the abdomen measuring
approximately 10 cm in size. The mass was nonpulsatile
with restricted movement and tender on deep palpation.
An abdominal ultrasound sonography revealed a large
hypoechoic mass arising from the pelvis displacing the
bowel loops. Left kidney showed mild grade 1 hydro-
nephrosis. A contrast-enhanced computed tomography
revealed a hypodense lesion showing homogeneous contrast
enhancement in the pelvic region with focal areas of
necrosis (Fig. 1). Radiological findings were highly sugges-
tive of gastrointestinal stromal tumor (GIST). On the basis
of clinical presentation and radiological appearances,
a tentative diagnosis of GIST was made and an exploratory
laparotomy was performed. Peroperatively, the tumor was
found to be highly vascular with prominent vessels.

The excised specimen labeled resected tumor of
descending colon was submitted for histopathological
analysis. A gross examination revealed that the specimen
was a well-encapsulated solid, firm to slightly hard,
measuring 9 � 6.5 � 2 cm3, and present at the serosal
aspect of intestine. The outer surface of the specimen was
lobulated. The attached intestine measured 6 cm in length
and the cut surface was gray white to pale yellow (Fig. 2).
Figure 1 Contrast-enhanced computed tomography scan
shows a hypodense lesion with heterogeneous contrast
enhancement with areas of necrosis.
Microsections of the specimen examined showed arrays of
bland spindle-shaped cells resembling fibroblasts with
variable cellularity and areas of collagenization. Blood
vessels showed a hemangiopericytomatous pattern. Mitosis
and necrosis were inconspicuous. The histopathological
examination included differential diagnosis of BFM or SFT,
GIST, mesenteric fibromatosis, and myofibroblastic tumor.

A panel of IHC markers was used to confirm the diag-
nosis. The tumor was positive for CD34 and vimentin, but
was negative for CD117, SMA, S100, and CD99. The final
diagnosis of BFM was thus made by analyzing the IHC
staining, which played a critical role in diagnosing this
entity.
3. Discussion

BFM is now called SFT and is a rare entity. It was first
described in 1950, and since then only few cases have been
reported. SFT is usually a localized benign neoplasm arising
Figure 3 Histological findings (200�) show proliferation of
spindle-shaped cells with areas of collagenization and
branching blood vessels.



Figure 4 Immunohistochemical image showing CD34-positive
spindle cells and vessels.

50 S. Singh et al.
from submesothelial layer. Approximately 65% of SFTs are
pleural in origin, but can also be found at other sites such as
mediastinum, pericardium, mesothelium, peritoneum,
mesentery, retroperitoneal spaces, and paranasal sinuses.
SFTs arising in peritoneal or mesenteric regions are called
extrapleural fibrous tumors.5 However, cases of SFT that
are of extrapleural (peritoneum) origin are extremely rare
(2.8/100,000).2 They are mostly seen in adults between 27
and 64 years of age, with the average age being 54 years.
Clinical features vary depending on the site and size of
tumor. The etiology and pathophysiology remain elusive.
On radiological images, they appear as a well-defined solid
tumor, which may contain cystic areas with focal areas of
calcification. Radiological appearances are not diagnostic
and reveal nonspecific overlapping benign fibrous lesions of
mesentery (extrapleural SFT, mesenteric fibromatosis,
sclerosing mesenteritis, and inflammatory pseudotumor),
GISTs, lymphoma, metastasis, carcinoid, and soft tissue
sarcomas.6 Establishing preoperative diagnosis is difficult
by analyzing clinical parameters or imaging findings alone,
and therefore, complete diagnosis totally depends on
pathological findings.

Histologically, extrapleural SFT are well-circumscribed
firm masses with a pale cut surface. Microscopic analysis
revealed that they were composed of spindle-shaped cells
with a variable number of hyalinized collagen matrixes and
with a wide range of histological features regarding cellular
form and arrangement (Fig. 3). A hemangiopericytomatous
pattern was common.7 Mitotic activity may be variable with
rare necrosis. IHC analysis revealed that the tumor cells
were diffusely positive for CD34 and vimentin, but negative
for CD117, SMA, CD99, and S100, which ruled out the
differential diagnoses of GIST, mesenteric fibromatosis, and
myofibroblastic tumors.8 Therefore, the final diagnosis
rested on IHC analysis (Fig. 4). However, SFT should be
considered in the differential diagnosis of any mesenchymal
lesion arising from gastrointestinal tract. They are usually
benign but have high predilection of recurrences and
aggressive behavior. Therefore, long-term follow-up is
recommended.9

Our case is unique in its presentation because it is seen
the peritoneal region of a 2-year-old child, and both the
age and site of origin are rare. Available studies report the
pleura as the most common site of SFT with incidental
reporting in other mesothelial layers. SFT is an under-
recognized entity owing to lack of IHC in most of the
centers. However, with the induction of IHC and increased
applications of markers, cases are now being reported in
relation to the abdominal cavity and other extrapleural
sites.
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