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Solitary Fibrous Tumor: An Uncommon Cause of
Paraparesis and Sciatic Pain

Ana Vilaca®®, Margarida Monteiro?, Teresa Pimentel?

Abstract

Solitary fibrous tumor (SFT) is a rare type of soft tissue neoplasia,
usually seen in adults. They are mesenchymal neoplasias that ap-
pear to exhibit fibroblastic differentiation, classically described in the
pleura, but can arise anywhere. They have a generally benign course;
however, in rare cases, they may recur locally or at a distance. When
surgery is not possible or in the presence of metastasis, chemotherapy
or palliative radiotherapy may be therapeutic options. The patient was
a 44-year-old man, a construction worker, healthy apart from a totally
resected left pelvic SFT 3 years before. He was observed over the
last several times in the emergency department (ED) by right sciatic
pain and discharged. He had no history of trauma. A lumbar MRI was
performed without alterations of relief. The worsening of the symp-
tomatology, with commitment of the autonomous march, resorted
him again to ED. Clinical features showed grade 2 strength with hy-
poesthesia and an aquiline reflex abolished in the right lower limb
(MI) and strength grade 4+ at the distal level of the left MI. There
was a palpable rounded swelling on the posterior aspect of the right
thigh (5 x 8 cm), with an elastic and non-painful consistency at palpa-
tion. MRI of the neuro-axis showed no changes of relief. Pelvic CT
showed swelling with soft tissue component, which invaded the iliac
bilaterally and right sacroiliac joint, with lithic alteration. The histolo-
gy of the pelvic lesion and thigh lesion revealed an SFT. Radiotherapy
and then chemotherapy were performed. The patient died 1 year after
the diagnosis. We report a fatal case of recurrence of SFT. The authors
highlight the case because of its rarity and its “malignant” evolution.
Long-term follow-up of these patients is required because of the risk
of recurrence of these tumors and their uncertain biological behavior.
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Introduction

Solitary fibrous tumor (SFT) is a rare type of soft tissue neo-
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plasia, usually observed in adults. They are initially reported
by Klemperer et al [1]. It is a mesenchymal tumor that appears
to exhibit fibroblastic differentiation, classically described in
the pleura, but extrathoracic SFT has also been reported [2].
Although sciatic pain is very common, extraspinal compres-
sion of the nerve is extremely rare. SFT can be diagnosed
preoperatively only by needle biopsy [3] because it is a rare
lesion and not easily recognizable. In addition, no specific tu-
mor markers have been identified or images published for this
tumor type. They have a generally benign course, being classi-
fied as having intermediate biological potential (rarely metas-
tasizing) [4]. However, in rare cases, they may recur locally or
at a distance. When surgery is not possible or in the presence
of metastasis, chemotherapy or palliative radiotherapy may be
therapeutic options.

Case Report

The patient was a 44-year-old man, a construction worker,
healthy apart from a totally resected left pelvic SFT 3 years be-
fore. The patient presented at the emergency department with
bilateral sciatic pain and gait disorder. He had progressive sci-
atic pain at the right for 11 months and on the left for 1 month
that aggravated walking and sitting. He reported numbing and
tingling of the right foot for 6 months. One month before, he
developed constipation and effortful micturition, after a week,
paresis of the right foot and leg, and later also his left foot.
There is no history of trauma. Physical examination showed
cafe-au-lait spots in the trunk (Fig. 1a), limbs (Fig. 1b) and
axillary ephelides (Fig. 1c). There was also a palpable rounded
swelling on the posterior aspect of the right thigh (5 x 8 cm),
with an elastic and non-painful consistency at palpation. Neu-
rological examination disclosed an asymmetric paraparesis
(right leg grade 2, left leg grade 4 MRC), normal deep tendon
reflexes apart from abolished right aquilian reflex and indiffer-
ent right plantar response. He also showed reduced tactile and
algic sensation distally in both legs. At this point, cauda equina
syndrome due to compressive lesion was suspected, and spi-
nal MRI was performed. With a normal MRI, an extraspinal
cause was pursued. Pelvic CT scan was done that revealed a
mass, which invaded the iliac bilaterally and right sacroiliac
joint, with lithic alteration (Fig. 2a). The histology of the pel-
vic lesion and thigh lesion was compatible with bilateral SFT.
The histological study revealed a cytological atypia and a high
numerous of mitoses. Although the patient had no pulmonary
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Figure 1. (a) Cafe-au-lait spots in the trunk. (b) Cafe-au-lait spots in the limbs. (c) Axillary ephelides.

symptoms, after the SFT diagnosis of the pelvic mass, a tho-
racic CT scan was also performed that showed a small periph-
eral nodule in the left upper lobe (Fig. 2b) and nodular den-
sification area in the periphery posterior region of the apical
region of the right lower lobe (Fig. 2¢). After needle biopsy of
the peripheral nodule in the left upper lobe histology, it was,
indeed, compatible with SFT, with pleural involvement. As it
was not possible to approach the pelvic mass surgically, due
to vascular involvement, the patient initially received radio-
therapy. Although the tumor did not respond, and after several
sessions of radiotherapy, a therapeutic trial with chemotherapy
was performed. No response had been seen and pelvic CTs and
PET performed revealed growth of bilateral mass with inva-
sion of adjacent organs: mesentery, sigmoid colon, intestinal
adhesion and invasion of the bladder. The patient died 1 year
after the diagnosis.

Discussion

The World Health Organization classification of soft tissue
tumor in 2002 categorized extrapleural SFT as a fibroblastic/
myofibroblastic tumor of intermediate malignancy, which is
defined as an ubiquitous mesenchymal tumor of possible fi-
broblastic type with a prominent hemangiopericytoma-like
branching vascular pattern [5]. Although most cases are be-
nign, the behavior of SFTs is unpredictable. Because of the
overlapping of the histological diagnosis of SFT with other
soft tissue tumors, its correct and precise pathological char-
acterization necessitates experienced soft tissue pathologists
to evaluate the specimen both for a proper diagnosis and for
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the detection of malignant features [6]. The malignant form
causes an aggressive course of the disease, with local invasion,
recurrence of disease and metastasis [7]. Pathological charac-
teristics of malignant SFT include hypercellular lesions, cyto-
logical atypia, numerous mitoses (four or more mitoses per 10
high-power fields), tumor necrosis, and/or infiltrating margins
[8]. Vallat-Decouvelaere et al reported malignancy in eight of
92 cases of extrathoracic SFT, including local recurrence or
distal metastasis, in seven of which at least one of the typical
pathological characteristics was observed in the primary tumor
[9]. Various benign or malignant soft tissue tumors emerging
from fat, muscle, and nerve may develop in the retroperitoneal
region. Some retroperitoneal tumors are diagnosed because of
clinical symptoms or image inspections. From the data col-
lected we found no association between neurofibromatosis
and SFT. In our case, progressive compression of the sacral
plexus and sciatic nerve in the thigh was responsible for the
symptoms and its appropriate investigation allowed the diag-
nosis. To our knowledge, this is the first report of sciatic pain
as manifestation of SFT. However, little is still known about
the genetic and molecular events responsible for the pathogen-
esis of SFT and how these may relate to clinically determined
risk factors. A few immunohistochemically or molecular bio-
markers, including p53, telomerase activity, cyclin expression,
and Ki67, have been suggested to have prognostic significance
[10]. Larger SFTs have been associated with more genomic
copy number alterations than small tumors, suggesting a pos-
sible link to aggressive behavior. Future investigations to char-
acterize potential biomarkers of SFT are needed [4]. As we
said, SFT are rare tumors, especially in the advanced phase, as
only a minority of patients will eventually recur after primary
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Figure 2. (A) Pelvic CT scan revealed a mass, which invaded the iliac
bilaterally and right sacroiliac joint, with lithic alteration - histology of
the pelvic lesion and thigh lesion was compatible with bilateral SFT. (b)
Thoracic CT scan showed a small peripheral nodule in the left upper
lobe. (c) Thoracic CT scan revealed nodular densification area in the
periphery posterior region of the apical region of the right lower lobe.

surgical management [11]. As far as we know it is also the
only report with such a malignant evolution, with disease pro-
gression, involving several organs, despite the treatments that
were performed. Therefore, data regarding the actual effective-
ness of systemic therapy in this setting are limited and stem
from small retrospective studies. However, because the effi-

cacy of standard chemotherapy is limited in STS, much hope
has grown around the development of targeted therapies [11].
Furthermore, although anti-angiogenic agents have interesting
activity in SFT, our data and those reported by others suggest
that this subtype is only modestly more sensitive than other
subtypes of sarcoma. This however would need to be assessed
in a prospective trial which is greatly needed in these rare tu-
mors. We underline the fact that the patient had no response
either to radiotherapy or to chemotherapy.
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