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Abstract

Solitary fibrous tumors (SFTs), are a group of rare, spindle-cell derived fibrous neoplasms most commonly found in the thoracic
(pleural) cavity (80%). However, it has been described that SFTs can affect a wide range of anatomic sites outside the pleura,
including retroperitoneum, meningeal, nasal cavity and others (20%). Solitary fibrous tumors are usually described in patients
between 40 and 70 years of age, and are primarily benign. We present the case of a 27-year-old male with an incidental finding of
a retroperitoneal mass, reported during a routine CT-scan for a pneumonia follow-up, its surgical resection and histopathological
findings.
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Introduction

Solitary fibrous tumor (SFT) is an extremely infrequent tumor
first reported as a pleural tumor in 1898 [1]. This heterogeneous
group of tumors includes both benign (80%) and malignant
neoplasm, with an ongoing debate concerning their cell of
origin. SFTs are commonly described in mid aged and elderly
people, and no risk factor has been identified [2]. Many SFTs
are found as asymptomatic incidental masses, while others
are aggressive symptomatic tumors; depending primarily on
their size and location. Because of their histological variety and
rarity, it is almost impossible to predict the individual clinical
behavior, therefore immunohistochemical analysis, is the most
important pillar for diagnosis and prognosis of this disease
[3]. Hematoxylin -eosin staining alone may not be sufficient
and rather makes it difficult to separate this tumor from other
spindle-cell tumors, for which CD34 stain has been described
as the most important immunohistochemical marker. Enbloc resection of the tumor remains to be the cornerstone of
treatment, radiotherapy may be useful as an adjuvant therapy
for malignant forms, while no evidence supports the use of
chemotherapy [2].

Case report

A 27-year-old male with no significant previous illness or acute
symptoms, was referred to us with the incidental finding of
an 8x6 cms retroperitoneal mass reported after a CT-scan
performed for pneumonia. Six months before his referral, after
the tumor was reported, a percutaneous guided biopsy had
been performed, and described as a benign tumor. Expectant
observation was decided, and he received no treatment; CT

follow-ups were scheduled for every 6 months. Six months
later, the first follow-up abdominal CT-scan revealed that the
tumor had grown more than 50% of its original size, for which
he was referred to evaluate surgical treatment. The vena cava
had already been reduced to a slit-like lumen, and the tumor
encompassed the right renal hilium (Figures 1A and 1B). Routine
biochemistry, chest radiograph and physical examination were
completely normal. Patient was admitted for surgery.
During surgery, a solid, fibrous encapsulated tumor was
located in the retroperitoneum, displacing but not invading the
duodenum, pancreas, renal hilium and aorta, firmly attached
to the pre-vertebral fascia, and compressing the vena cava.
Apparently the tumor seemed arise from the paravertebral
sympathetic ganglia. It was completely excised after careful
detachment from all surrounding tissues, vessels and organs;
renal vein and artery were preserved; caval and aortic integrity
was accomplished. A second, small inter-caval-aortic nodule
was also excised and sent in for histopathology. Macroscopically
the main tumor was a white, firm, fibrotic mass that measured
8.5x6x4 cms (Figure 2A). On light microscopy (HES), the tumor
was reported as a hypocellular neoplasm, primarily composed
of abundant fibrous tissue, with thick abnormal collagen
fibers mixed with fusiform cells. No mitotic activity, nuclear
pleomorphism, or tumoral necrosis was found (Figure 2B).
Immunohistochemically, the neoplasic cells were positive for
CD34 and bcl-2 stainings, (Figures 2C and 2D) but negative for S
-100 protein. The final histological diagnosis was a benign solitary
fibrous tumor. The second, satellite nodule was also described
with the same characteristics. There were no complications in
the post-operative period and clinical and CT follow up showed
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Figure 1. Abdominal CT-scan shows a well encapsulated
homogenous, solid, retroperitoneal mass about 5x6 cm
in diameter, compressing the cava and aorta, displacing
retroperitoneal structures to the front and left. IV contrast
shows no sign of important vascular feeding.

Figure 2. Surgical Specimen.
(A) Macroscopic findings showed a firm, egg-shaped mass with
a pink and smooth external surface and fibrotic adherences, 8.5
x6x4 cm in diameter.
Histological Findings.
(B) (H&E staining) Hypocelular neoplasma, abundant fibrous
tissue, thick, abnormal collagen fibers mixed with spindleshaped cells.
(C) BCL-2 + (D) CD-34 +.

no evidence of recurrence at 6 months after the procedure.

Discussion

Solitary fibrous tumors, as well as related lesions such as
lipomatous hemangiopericytoma or giant cell angiofibroma, are
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rare fibrous neoplasms originating in the pleura and occurring
often in the thoracic cavity, although recent data suggests that
as much as 20-30% of SFTs have extra-pleural origin [4,5,7].
Such as the case presented above, a solitary fibrous tumor with
retroperitoneal origin, supporting a recent study of Wignal et al.,
which reviewed 34 cases with histopathologic confirmation
of SFT, where only 3 cases (9%) were intrathoracic [11].
SFTs were initially considered to have mesothelial origin,
therefore termed solitary/localized mesotheliomas [6] but
its histogenesis has been controversial. Recent histological
and immunohistochemical studies define that fibrous tumors
of this category have a mesechymal origin as the most probable one [6,7]. Because of the unspecific histological morphology of SFTs, (the so-called “patternless pattern”) immunohistochemical analysis is vital for the final diagnosis, rather
than hematoxylin-eosin staining alone [9].
Immunohistochemical staining has shown that most
SFTs are negative for desmin or SL-100, and more than 90%
are positive for CD34 or BCL2, making immunoreactivity for
these antigens crucial for the final diagnosis of SFTs [10,11].
Solitary fibrous tumors principally affect middle aged adults,
with no sex predilection, or other known risk factor [1,5,12].
Most SFTs are asymptomatic and present as a painless
mass, rare and unspecific symptoms may present depending
on location, most commonly as a local pressure effect [12].
Because of their variety in presentation, unspecific or
null symptoms, SFTs, such as the case presented, are usually
diagnosed as an incidental finding in radiographs or CTscans [11].
On imaging studies, SFTs generally appear as a single, lobulated (62%), well defined mass, with well defined margins
(100%) and occasional collateral feeding vessels (35%) [11].
Shin et al., reported that SFTs show heterogenous enhancements and areas of different uptake in CT-scans, probably
due to the varying cellularity. On T2 MR images, benign
SFTs tend to show low signal intensity, whereas malignant
SFTs tend to reveal a higher signal intensity on T2-weighted
images [13,14].
Encountering a large, solid, vascular tumor, with prominent
feeding vessels should always alert the possibility of a solitary
fibrous tumor. Percutaneous biopsies offer minimal risk and
should be used for diagnosis. SFTs are usually benign (80%)
in all sites, with overall good prognosis with surgical en-bloc
resection, which remains to be curative in almost all cases;
radiotherapy may be used as adjuvant therapy. Long term
follow up is mandatory, with CT-scan or MR imaging [2,11].
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