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Solitary fibrous tumour of the soft tissue of the face: a case report
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Abstract. Solitary fibrous tumour of the soft tissue of the face: a case report. Introduction: Solitary fibrous tumour (SFT)
is a rare mesenchymal neoplasm described first in the pleura. Recently, SFTs have been found in various extraserosal
locations, including the head and neck region.

Case presentation: We report a case of SFT originating from the periorbital region of the face.

Preoperative cytological examination by fine needle aspiration biopsy diagnosed a mesenchymal tumour. The patient
underwent surgical resection. The mass was completely resected. Definitive histostopathologic and immunohistologic
examination confirmed the diagnosis of SFT.

Discussion: The rare localisation in extrapleural sites and the multiplicity of histological patterns can explain the diffi-
culty in arriving at a definitive diagnosis in SFT. Usually, SFT is a benign tumour, although malignant variants exist.
Clinical behaviour is unpredictable and recurrence or malignant transformation can also occur, especially in cases with
macroscopically or microscopically invaded margins. Complete surgical excision and long follow-up is therefore always
recommended. The recent increase in reports of extrapleural SFT indicates that this rare tumour should be included in

the differential diagnosis of soft tissue head and neck tumours.

I ntroduction

Solitary fibrous tumour (SFT) isa
spindle cell neoplasm, which was
first described in 1931 by
Klemperer and Rabin as a
localised fibrous mesothelioma of
the pleura! Nevertheless, recent
publications have also reported
this tumour in extra-pleura sites
and areas remote from serosal sur-
faces. We report the case of a SFT
arising from the periorbital soft
tissue in afemale adult.

Case presentation

A 41-year-old female was referred
to our department with a 4-month
history of a slowly growing mass
of the left internal periorbital
region (Figure 1). The patient had
no significant medical past histo-
ry. The mass was bilobated, firm,
and well-demarcated, and mea-
sured about 2x 1 cm. Magnetic
resonance  imaging  (MRI)

described a well-defined, low-
signal mass on T2-weighted
images developed in the soft tis-
sue without bone destruction. Fine
needle aspiration biopsy (FNAB)
was performed, resulting in
the diagnosis of mesenchymal
tumour. The tumour was then
removed through alateral rhinoto-
my approach without complica-
tions. The mass was well-circum-
scribed and relatively easily
removed in totality, including the
surrounding  skin intimately
adherent to the tumour (Figure 2).

Histopathological analysis
revealed a pale and firm mass that
measured 3.5 x 1.3 x 1.5 cm, dis-
playing interlacing fascicles of
fusiform cells. Vascularisation
was prominent, with branching
vascular channels virtualy indis-
tinguishable from those usually
reported in haemangiopericytoma
(Figure 3). Some areas appeared
to have a high cellularity and a
high mitotic activity (>4/10

HPF). The cells stained positively
for CD-34 and vimentin but were
negative for S-100, AE1/AE3,
NSE, actine and desmin, confirm-
ing the diagnosis of SFT. The
postoperative course was unevent-
ful and close postoperative follow-
up was proposed. There was no
clinical or radiological evidence
of tumour recurrence six months
after surgery.

Discussion

SFTs are known to occur predom-
inantly in the viscera pleuraof the
lung and are now considered to be
of mesothelial origin.2 After con-
siderable controversies about the
precise aetiology of this tumour,
recent publications acknowledge
that SFTs originate from mesen-
chymal cells of submesothelial
tissue.*s Recently, SFTs have been
described in a variety of extra
pleural localisations such as the
head and neck region, including
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Figure 1
Clinical photograph of the tumour

the orbit, oral cavity, thyroid
gland, major salivary glands,
sinonasal tract and soft tissue.®*
The pathologic and clinical fea
tures of extrathoracic and thoracic
SFT are very similar. The symp-
toms are related to the anatomical
site where the tumour islocated or
they may have a systemic expres-
sion such as hypoglycaemia,
arthralgia, osteoarthropathy or
clubbing.® Histologically, a multi-
plicity of pathological patterns
characterise SFTs, particularly in
extrathoracic locations. This hete-
rogeneity explains the difficulty of
differentiating extrathoracic SFTs
from other tumours. Indeed, this
tumour is composed of aternating
areas of hypercellular and hypo-
cellular zones made of spindle
cells against a background of col-
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lagenised stroma with abundant
“haemangiopericytoma-like” vas-
cularisation. Areas of calcification
or stromal degeneration, including
myxoid change and focal
pseudopalisading of tumour cells,
are possible. In immunohisto-
chemical analysis, SFT is consis-
tently  immunoreactive  for

Figure 2

The lesion presents a caracteristic grey-white aspect

Figure 3

highly cellular tumour consisting of fusiform cells and
characterised by haemangiopericytomarlike vessels

high magnification, atypical spindle cells and mitotic
the tumour infiltrates the surrounding adipose and muscu-

CD-34 expression of virtually all tumour cells

vimentin, and CD34, BCL-2 and
CD99 are expressed variably. The
other markers, such as desmin,
neural markers (S100 protein),
epithelial markers (cytokeratin),
vascular markers (factor VIII-
related antigen) and smooth mus-
cle actin are usualy not
expressed. The variability of the
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Table 1
Differential diagnosis of SFT
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Haemangiopericytoma

Solitary Fibrous Tumour

Der matofibrosarcoma

Location

Usually extremities

Pleura and extrapleural
localisation

Trunk, proximal extremities

Vascular pattern

configuration

Abundant dividing sinusoidal
vessels with a “staghorn”

pattern

Foca “haemangiopericytoma-like’

Inconspicuous vascul arisation

Cell population Homogeneous, highly cellular. Varying cellularity, storiform Uniform population of fibroblasts
Hyalinisation is uncommon arrangements of spindle cells arranged in a monotonous
and often thick and keloid-like storiform pattern
hyalinisation
CD 34 Most are + Virtudly all + Diffuse and extensive staining in
most cases
Histologic malignant | Small number Small number Always

forms

histological aspect of SFT can
lead to a misdiagnosis of haeman-
giopericytomaor dermatofibrosar-
coma. Indeed, focal haeman-
giopericytoma like stag horn and
fibrous dermatofibrosarcoma-like
storiform patterns have been
described in SFTs (Table1l).
When CD-34 and vimentin are
expressed in most of these
tumours, however, there are no
specific tumour markers. Accurate
microscopic evaluation by expe-
rienced pathologists is aways
recommended.  Preoperatively,
FNAB can be useful when thereis
a suspected SFT.*

When described, CT scan
shows a well-circumscribed mass
with a muscle-like density and
intense and  homogeneous
enhancement.”* The enhancement
can be heterogeneous in the case
of myxoid stroma, intratumoural
necrosis or bleeding. Bone modi-
fications may be reported in long-
standing lesions. MRI reveas an
isointense T1 signal, relative to
muscle, and intense enhancement
with gadolinium.’** As demon-
strated in our patient, T2 signal is
hypointense to muscle and
frequently shows intralesional
heterogeneity.

Criteria for malignancy were
suggested for pleural tumours by
England et al.,* including high
cellularity and mitotic activity
(>4 mitosis per 10 high power
fields), cellular polymorphism,
haemorrhage and necrosis. In our
case, the tumour met only a few
criteria for malignancy, such as
high cellularity and mitotic activi-
ty. The clinical behaviour of SFT
is unpredictable and recurrence,
metastasis or malignant transfor-
mation are possible even for histo-
logically benign tumours.t:®
Indeed, the resectability of the
tumour is the best prognostic cri-
terion. This explains why positive
surgical margins, tumour size
greater than 10 cm and recurrent
disease are other relevant factors
for local recurrence and metasta-
sis. By contrast with previous
reported series, Gold et al.”
showed that extrathoracic SFTs
had an increased risk of recur-
rence, suggesting that tumours
involving the pleura were general-
ly resected with larger margins
than extrapleural SFTs. In any
case, complete surgical excisionis
always recommended. Long fol-
low-up is necessary because of the
possibility of late recurrence and

unpredictable behaviour. Radio-
therapy or chemotherapy has been
proposed as adjuvant treatment
following incomplete resection,
with variable results.2*

In conclusion, we report a rare
case of extrathoracic head and
neck SFT showing typical charac-
teristics  (clinical, imaging,
histopathological and immunohis-
tochemical features) similar to
those observed in other locations.
Histopathological appearance can
lead to confusion with haeman-
giopericytoma and dermatofi-
brosarcoma. Even when most
extrathoracic solitary fibrous
tumours pursue a benign course,
there is a potential risk of recur-
rence or metastasis. Indeed, clini-
cal behaviour is not always corre-
lated to histological findings.
Careful long-term follow-up is
recommended for all patients with
SFT. Complete resection is the
therapy of choice. Other treat-
ments like radiotherapy or
chemotherapy have not been eval-
uated.
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