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Solitary fibrous tumour (SFT) is an uncommon spindle cell tumour of mesenchymal origin characterised by NAB2-STAT6 gene
fusion. Although it was first described in the pleura, it can occur in connective tissue in any part of the body, but rarely presents in
the orbit and ocular adnexa. SFT, which is part of the same disease spectrum as other fibroblastic tumours such as giant cell
angiofibroma, haemangiopericytoma and fibrous histiocytoma, usually presents as a painless, slow-growing mass in any age group
and generally follows a benign course, with a good prognosis after complete excision. However, malignant forms rarely occur. Even
for benign tumours a more aggressive clinical behaviour is possible, with relentless infiltrative local growth, frequent recurrence
following surgery, and malignant transformation with the potential for metastatic spread. Careful long-term follow-up is essential.
The published literature on SFTs of the orbit and ocular adnexa is reviewed, and the aetiology, clinical presentation, epidemiology,
radiological features, histopathology, immunohistochemistry, risk stratification, clinical management, and prognosis are discussed,
reflecting on our own experience.
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INTRODUCTION
Solitary fibrous tumours (SFTs) are rare mesenchymal tumours of
fibroblastic origin, first documented by Klemperer and Rabin as a
distinctive localised pleural based tumour in 1931 [1]. Although
they most commonly occur in the thorax, particularly the pleura
and mediastinum, they may present almost anywhere in the body
[2–4]. Orbital involvement is fairly rare and was first described in
1994 [5, 6]. Other documented ophthalmic sites include the
conjunctiva [7–10], caruncle [11], the lacrimal sac [12–18] and
eyelids [9, 19]. Until relatively recently, orbital tumours such as
haemangiopericytoma, fibrous histiocytoma and giant cell angio-
fibroma were thought to be separate entities. However, with
recent advances in immunohistochemistry (IHC) and molecular
biology, these tumours have now been recognised as variants of a
single entity, the SFT [20–22]. Although SFTs are generally benign
tumours with a good prognosis after complete excision, malignant
forms occur [23, 24]. Even in the case of benign tumours a more
aggressive clinical behaviour is possible, with relentless infiltrative
local growth [25], frequent recurrence following surgery [26–30],
malignant transformation [31–35] and the potential for metastatic
spread even after many years [27, 36]. Hence, close long-term
surveillance is essential. This article aims to provide a compre-
hensive review of the published literature on SFTs of the orbit and
ocular adnexa. The aetiology, clinical presentation, epidemiology,
radiological features, histopathology, molecular biology, IHC, risk
stratification, clinical management, and prognosis are discussed,
with illustrations from a representative case from our institution
of a patient with an orbital SFT arising in the superior rectus.

Although the superior rectus location is atypical, this case clearly
illustrates the common clinical, radiological and pathological
features of an orbital SFT.

SEARCH METHODOLOGY
The published literature on orbital SFTs was evaluated by
searching PubMed for papers published in English from 1990 up
to 31st January 2022, using the keywords ‘solitary fibrous tumour’,
‘orbit’, ‘lacrimal sac’, ‘conjunctiva’ and ‘eyelid’. Interventional case
reports, retrospective case series, clinicopathological studies, gene
sequencing studies and authoritative reviews are all included.

Aetiology
SFTs arise de novo with no apparent causative factor [20]. Very
little was known about the molecular genetics of these tumours
until just over a decade ago, when whole-exome and transcrip-
tome sequencing identified fusion of NGFI-A binding protein 2
(NAB2) and signal transducer and activator of transcription 6
(STAT6) genes due to genomic inversion at the 12q13 gene locus
in the vast majority of SFTs [37, 38]. The resultant fusion protein,
STAT6, is believed to act as a transcriptional activator through
early growth response-mediated pathways [39] and nuclear STAT6
overexpression is a very sensitive and specific biomarker for SFTs
[39–41]. There have been rare, isolated case reports of orbital
SFTs showing accelerated growth in pregnancy, possibly related
to a high concentration of progesterone receptors within the
tumours [42, 43].

Received: 27 February 2022 Revised: 15 May 2022 Accepted: 20 June 2022
Published online: 13 July 2022

1Department of Ophthalmology, Cambridge University Hospitals NHS Foundation Trust, Cambridge, United Kingdom. 2Department of Neuropathology, Cambridge University
Hospitals NHS Foundation Trust, Cambridge, United Kingdom. ✉email: paolo.scollo@cantab.net

www.nature.com/eye

1
2
3
4
5
6
7
8
9
0
()
;,:

http://crossmark.crossref.org/dialog/?doi=10.1038/s41433-022-02160-w&domain=pdf
http://crossmark.crossref.org/dialog/?doi=10.1038/s41433-022-02160-w&domain=pdf
http://crossmark.crossref.org/dialog/?doi=10.1038/s41433-022-02160-w&domain=pdf
http://crossmark.crossref.org/dialog/?doi=10.1038/s41433-022-02160-w&domain=pdf
http://orcid.org/0000-0002-5577-616X
http://orcid.org/0000-0002-5577-616X
http://orcid.org/0000-0002-5577-616X
http://orcid.org/0000-0002-5577-616X
http://orcid.org/0000-0002-5577-616X
https://doi.org/10.1038/s41433-022-02160-w
mailto:paolo.scollo@cantab.net
www.nature.com/eye


Epidemiology
Head and neck SFTs account for about 6% of all SFTs and, in their
multi-institutional retrospective case series comprising 88 SFTs of
the head and neck, Smith et al found orbital SFTs made up 25% of
the cohort, behind sinonasal tumours which accounted for 30%
[44]. Therefore, orbital SFTs account for ~1.5% of SFTs at all sites.
Thompson et al. estimate the incidence of orbital SFTs to be 0.2
per million patients per year [27]. Although SFTs are still rare,
there has been a steady rise in the number of published cases in
recent years due to better immunohistochemical methods
facilitating more precise diagnosis. This had led Bernardini et al.
to question whether orbital SFTs are that rare after all [45].
In a large retrospective case series comprising 1000 orbital
tumours from a single institution in Japan, 5% were SFTs [46].
A database search of all SFT cases reported by the histopathology
department at our institution between 2014 and 2021 yielded
94 SFT cases, 2 of which involved the ocular adnexa (2.1%). One
tumour (our index case) was from the orbit and another involved
the eyelid.
Orbital SFTs appear to have no gender predilection [27, 44].

According to Thompson et al., orbital SFTs present in a younger
age group (median 42 years) than the 5–7th decades for other
anatomic sites, even when compared to the head and neck
region in general where Smith et al. reported a median age of 52
[27, 44]. Rare cases of SFTs affecting the orbit and ocular adnexa
presenting in childhood and adolescence have been published
[12, 33, 47–51]. Hence, SFT should be in the differential diagnosis
of an orbital mass in any age group. 95.6% of all SFTs in the
head and neck are ≤5 cm, making them smaller than tumours at
other sites [44]. This is largely due to the anatomic confines of
the area, especially in the orbit where the tumours will be
detected earlier due to signs and symptoms of mass effect.
Although most orbital SFTs arise primarily in the orbit they may
invade the orbit from adjacent sites, such as the intracranial
cavity [52] and sinonasal region [53], or even metastasise from
distant sites [54, 55].

Clinical presentation
SFTs are typically slow-growing tumours which can affect any age
group, but often present in middle aged patients. Orbital SFTs
usually present with painless unilateral proptosis, swelling and globe
displacement in the vast majority of cases [26, 27, 56]. Signs and
symptoms related to the tumour are usually present for 6–12months
before diagnosis [26, 27]. Blurred vision, ocular motility restriction, a
palpable mass, diplopia and ptosis are less common at initial
presentation, and headache and epiphora rarely feature [27]. There
is no predilection for any particular orbital region but the clinical
signs and symptoms are dictated by the precise location within the
orbit, for example lacrimal gland [57–61] which may mimic a
pleomorphic adenoma [58]. Primary involvement of the eyelid
[9, 19], lacrimal apparatus [12–18] and conjunctiva [7–10] have also
been reported. There are no reports of intrinsic extraocular muscle
involvement in the literature. As orbital SFTs progress there is
increased mass effect (Fig. 1), and exposure keratopathy as well as
optic atrophy may be late findings. Progression of orbital SFTs could
also result in invasion of adjacent sites such as the sinonasal cavity,
skull base or intracranial cavity [62, 63].

Radiology
Radiology plays a vital role in the investigation of patients with
orbital SFTs. CT and MRI scans not only help to distinguish orbital
SFTs from the myriad of soft tissue tumours encountered in the
orbit, but also help with localisation, tumour sizing, planning of
surgical intervention and post-operative monitoring.
Orbital SFTs typically appear as unilateral, solitary, well-

circumscribed ovoid masses on radiological investigation, display-
ing avid contrast enhancement on both CT and MRI due to
their high vascularity [2, 64, 65]. Both intraconal and extraconal
positions are encountered and the tumours may occupy any
orbital location. A predilection for the superior extraconal orbit
has been reported in several series [26, 64, 66, 67]. However,
Alkatan et al. found that the medial orbit was most commonly
involved [56].

Fig. 1 Clinical presentation and progression of SFT in left superior rectus. A 41-year-old man with a 1-year history of vertical diplopia,
followed by left proptosis and frontal headache for 2–3 months. Note mild inferior displacement of left eye by superior orbital mass.
B Progressive tumour growth during 5 years of observation. Note increased left proptosis, worsened hypoglobus, upper lid swelling and
significant inferior scleral show. Mild diffuse left conjunctival injection is suggestive of exposure. C Contrast-enhanced coronal MRI scan on
presentation revealed a well-circumscribed mass in left superior orbit. The mass is centred on the superior rectus muscle which is not
identifiable separate from the mass. There is diffuse contrast enhancement with a few hyperintense streaks. Orbital biopsy confirmed a
solitary fibrous tumour. D Contrast-enhanced coronal MRI scan 5 years after presentation shows significant enlargement of the left superior
rectus mass, which displays avid heterogenous contrast enhancement and displaces the left optic nerve medially and inferiorly.
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CT. The key radiological features of orbital SFTs on CT scans are
as follows: a well circumscribed ovoid lesion which is either iso-
dense or slightly hyper-dense compared to cerebral cortex and
displaying avid contrast enhancement which may be homoge-
neous or heterogeneous (Fig. 2). Kim et al. also reported early
washout of contrast material on dual phase CT [2]. Although
remodelling of the bony orbit occurs when tumours are large and
long-standing, bone destruction only occurs in exceptional cases
with aggressive recurrent or malignant tumours [25]. Intralesional
calcification is usually absent in SFTs [2].

MRI. On MRI scanning (Figs. 1 and 3) SFTs generally display
homogenous isointense or hypointense signal intensity on T1-
weighted images (Fig. 3A) and heterogenous mixed isointense,

hypointense or hyperintense signal intensity on T2-weighted
images (Fig. 3B and D). Variations in the signal intensity on T2-
weighted MR images could reflect the differences in the tissue
components, especially collagen (hypointense to isointense
signal), and the extent of cystic degeneration (hyperintense
signal) within individual tumours [2, 64, 65]. A recent study by
Masuno et al. concluded that although no significant correlation
was observed between the amount of collagenous tissue and the
qualitative evaluation of the signal on T1 and T2-weighted images,
kurtosis in the histogram analysis on T2-weighted imaging
showed a strong correlation with the amount of collagenous
tissue within SFTs [67]. As with CT scanning SFTs display avid
contrast enhancement on MRI (Fig. 3C) due to their high
vascularity and prominent vascular channels [2, 64, 65]. The time

Fig. 2 CT scan features of SFT. A Axial CT scan of the orbits 1 year after presentation showing a large well-circumscribed, fusiform mass in the
left superior orbit extending to the orbital apex and corresponding to the superior rectus muscle. Note the lesion has similar radiodensity to brain
cortex. B Sagittal contrast-enhanced CT scan. Note the avidly enhancing mass in the left superior orbit conforming to the shape of the superior
rectus. Themass extends to themuscle origin at the orbital apex and the optic nerve is displaced inferiorly. C Coronal CT scan of orbits 1 year after
presentation reveals a large well-circumscribed ovoid mass of brain density in the left superior orbit centred on the superior rectus. The bone is
not involved but the left orbit looks expanded. There is no intralesional calcification. D The lesion enhances uniformly with contrast.

Fig. 3 MRI features of SFT. A Hypointense well-circumscribed ovoid mass in left superior orbit on Coronal T1-weighted MRI. B Coronal T2-
weighted MRI reveals intermediate density well-circumscribed lesion in left superior orbit. C Contrast-enhanced and fat-suppressed T1-weighted
coronal MRI. The large left superior rectus mass enhances avidly with contrast. Note peripheral ring enhancement (superiorly and medially) and
few hyperintense streaks inferiorly. D Axial T2-weighted MRI 5 years after presentation. Note large fusiform mass in left superior orbit. The mass is
mostly isointense with brain with some heterogenicity. EDiffusion-weighted MRI scan at presentation showing non-restricted diffusion of the left
superior orbital mass.
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intensity curve (TIC) of dynamic contrast-enhanced MRI (DCE-MRI)
shows a slow washout pattern similar to the internal carotid and
its large branches, which helps to distinguish orbital SFTs from
other orbital tumours. For instance, schwannomas have a
persistent or ‘plateau’ TIC pattern on DCE-MRI [64, 66]. In addition,
flow voids are sometimes discernible on T2-weighted and contrast
enhanced T1-weighted images due to fast flow vessels within the
lesions [2, 64]. SFTs display the characteristic of non-restricted
diffusion on diffusion-weighted imaging (Fig. 3E) [64, 65].

Ultrasonography. Ultrasound is rarely used in the assessment of
orbital SFT. However, 62% of patients in a large series by Blessing
et al. underwent ultrasound and the lesions displayed low to
medium internal reflectivity [26].

Pathology
Macroscopic appearance. Macroscopically, SFTs are typically firm
tumours with a rubbery consistency and, depending on the
stromal concentration of collagen and cellularity they may be pale
grey, cream, or tan coloured. Figure 4A illustrates the macroscopic
appearance of the specimen from our index case following orbital
exenteration.

Histology. Histologically, these tumours of mesenchymal origin
usually show patternless, haphazard growth of bland spindle-
shaped tumour cells with variable hypo and hypercellular areas
and are typically associated with wire-like bundles of collagen,
although thick keloid-like collagen may be present (Fig. 4C–F). The
ratio of tumour cells to stroma influences the appearance of the
tumour. The classic appearance is of a staghorn branching pattern
of thin-walled sinusoidal-like vasculature (Fig. 4G) although some
dilated vessels have hyalinized thick walls composed of smooth
muscle cells [68]. Mitotic figures are variable and may be frequent.
Focal necrosis is common [20], cystic degeneration occurs
[61, 69–71], some SFTs are giant cell-rich [9, 50, 60, 72, 73] and
lipomatous differentiation has also been reported [44, 74, 75].
Biphasic tumours comprising both spindle cell and epithelioid
architecture have been reported [76, 77], including a case of a
recurrent orbital SFT where the epithelioid component was not
present when the lesion was first excised [76].

Immunohistochemistry. Although radiology is an extremely useful
modality of investigation, it is non-specific. Furthermore, as the
lesions are microscopically variable, diagnosing an SFT on histology
alone can also be difficult. Therefore, IHC is required for diagnosis.

Fig. 4 Histopathology and immunochemistry of SFT. A Macroscopic appearance of longitudinally cut left orbital exenteration specimen.
Note the cream-coloured tumour centred on the superior rectus (arrow), infiltrating the orbital fat, and extending to the periorbita superiorly.
The tumour extended to the orbital apex posteriorly. Hence the posterior margin was involved, and the orbital apex was debulked piecemeal.
B Macroscopic appearance of longitudinally cut left orbital exenteration specimen stained with H+ E. Note the mostly basophilic tumour
centred on the superior rectus (arrow). C Low power view displaying the typical ‘patternless’ architecture of the solitary fibrous tumour with
haphazard growth. H+ E (magnification ×200). D High power of bland spindled cells set within a collagenized stroma. Mitotic activity is low.
Note a single mitotic figure in this field (arrow). H+ E (magnification ×400). E There is myxoid change within the stroma in which many thin-
walled open blood vessels could be seen. H+ E (magnification ×100). F Orbital solitary fibrous tumour with extraocular muscle fibres evident
(arrow). H+ E (magnification ×200). G High power showing a very vascular tumour with some blood vessels displaying the classical ‘staghorn’
branching arrangement (arrows). H+ E (magnification ×400). H Strong and diffuse cytoplasmic CD34 immunoreactivity (magnification ×200).
I Strong and diffuse STAT6 nuclear positivity on immunohistochemistry (magnification ×200).
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SFTs usually display diffuse and intense positivity to CD34
(Fig. 4H) due to their mesenchymal origin [5, 21, 26, 27, 56].
However, nuclear STAT6 overexpression is a very sensitive and
specific biomarker for SFTs and STAT6 IHC staining (Fig. 4I) is key
to separating these tumours from other similar fibroblastic
tumours of the orbit [26–28, 39–41]. Other variably positive
markers include vimentin, BCL2 and CD99. SFTs are usually
negative for S100 protein, cytokeratins, smooth muscle actin and
epithelial membrane antigen [20, 26, 27].

Management
Since orbital SFTs are usually benign, slow-growing tumours
conservative management is not unreasonable if the lesion is
asymptomatic, not posing a threat to vision and not causing a
significant cosmetic blemish.
When intervention is required surgical excision en bloc is the

treatment of choice for both primary and recurrent disease to
reduce the risk of recurrence, locally aggressive behaviour or
malignant transformation which can develop many years later
[26, 31, 32, 36, 78, 79]. However, surgery can be challenging
because of a friable pseudo-capsule, tenacious attachments and
infiltration of orbital fat and important structures in a crowded
space, even if the lesion appears well circumscribed radiologically
[78]. Furthermore these tumours have a rich vascular supply and
have a tendency to bleed during surgery. Therefore, surgery must
be weighed up against the risk of blindness, diplopia, and ptosis,
especially for persistent or recurrent disease at the orbital apex
[26]. The difficulties highlighted above often lead to incomplete
excision or piecemeal removal/debulking. In Jackson et al.’s series
of seven patients, three tumours were incompletely excised (43%)
[78]. Similarly, in Blessing et al.’s series of 21 patients 5 tumours
(24%) were removed in piecemeal fashion due to fragmentation
during dissection. Interestingly, 3 of the 7 patients with positive
surgical margins had persistent or recurrent disease, although 2 of
these patients remained asymptomatic and the disease was
discovered on routine post-operative imaging [26]. Although en
bloc tumour resection is the definitive treatment, residual tumour
may remain stable for some time. However, close follow-up is
required if complete excision is not achieved [26, 80].
The surgical approach depends on several factors such as

tumour size, location, tumour behaviour (soft tissue infiltration)
and whether the tumour extends beyond the confines of the orbit.
Pre-operative intravascular embolization helps to reduce intrao-
perative bleeding and facilitate tumour excision [31, 81–84].
Extirpation of the tumour is often possible without bone removal
[85]. However, an osteotomy is sometimes required [86]. Meyer
and Riley described the use of a cryoprobe to effect the tumour
extraction [87], and an ultrasonic aspirator may also be used [88].
For lacrimal sac tumours extending into the nasolacrimal duct or
sinonasal cavity, a combined external and endoscopic approach is
desirable [16, 18] and, for tumours involving the skull base or
orbital apex a craniofacial approach with neurosurgical involve-
ment is recommended [30]. Orbital exenteration, with or without
locoregional flaps, is sometimes required in advanced, aggressive
and malignant disease [26, 88, 89].
Adjuvant treatment such as radiotherapy is recommended in

high-risk cases. However, its benefit is questionable because there
are no available clinical trials, and the value of radiotherapy in the
management of orbital SFTs is not yet proven [78]. Stereotactic
radiosurgery, which uses precise and calculated doses of radiation
to a tightly conformed treatment plan to destroy target lesions
without damage to adjacent cells, may have a role to play as
adjuvant treatment following incomplete resection or for the
treatment of recurrent orbital SFTs, but there is very little
published data available [90, 91]. The benefit of adjunctive
chemotherapy in the management of orbital SFTs also lacks
sufficient evidence and its use must be weighed against the risk of
significant side effects. Combination therapy with temozolomide

(an oral cytotoxic alkylating agent) and bevacizumab (an anti-
VEGF monoclonal antibody) has shown some promise and is
generally well tolerated, but myelosuppression is the most
common side effect [92].

Risk stratification & prognosis
In general solitary fibrous tumours metastasise in 5–25% of cases
[93] but, in a critical review of 47 cases of orbital SFT, Thompson
et al estimated the risk of metastatic disease resulting from orbital
SFT to be lower at 2.1% [27]. There are few reports in the literature
of distant metastases from orbital SFTs. Thompson et al reported 1
case of distant bony metastases to the femur 7 years after excision
of an orbital SFT [27]. Tanabe et al. reported a case of an orbital
SFT with multiple local recurrences, even after orbital exentera-
tion, followed by radiotherapy and gamma knife treatment,
resulting in lung metastases 41 years after primary surgery [36].
Distant metastases have also been localised to the skull base,
paravertebral muscles and peritoneum in another case [76].
Although orbital SFTs rarely metastasise, local recurrence is
greater in the orbit (26%) than at other sites where the recurrence
rate is 10% [27].
Predicting aggressive behaviour of SFT, such as multiple local

recurrence, relentless infiltrative growth, malignant transformation
and distant metastases, is difficult using clinicopathological
features. Several risk stratification models have been devised to
predict the risk of aggressive behaviour by SFTs, based on variably
employed factors such as mitotic index, tumour size, patient age,
cellularity, nuclear pleomorphism, previous radiotherapy and
tumour necrosis [27, 93–95]. However, these models have been
developed mostly in relation to non-orbital SFTs and have been
shown to have limited use in predicting the propensity to develop
distant metastases for orbital lesions [27, 96]. This is mainly
because orbital SFTs are generally smaller (median size 2.6 cm)
than their non-orbital counterparts and the patients generally
present at a younger age. In proposing a risk stratification model
specific for orbital SFTs, Thompson et al. have taken these factors,
and the higher risk of local recurrence rather than distant
metastases, into account [27]. However, even their model is not
perfect and is likely to need further refinement.
Several variants of the NAB2-STAT6 gene fusion which

characterises SFTs have been identified, but the clinical
implications and prognostic value of these fusion variants is
still being explored [97–99]. In a recent study Georgiesh et al.
found 12 fusion variants that could be divided into two groups
based on the STAT6 domain composition in the chimeric
protein. STAT6-TAD variants only contained the transactivation
domain, and in the STAT6-FULL group most of the STAT6
domains were intact. STAT6-TAD tumours had a higher mitotic
count and were associated with an increased risk of recurrence
[97]. Another evaluation of NAB2-STAT6 fusion found STAT6-
FULL variants were preferentially expressed in older patients,
larger tumours and pleuro-pulmonary location, while STAT6-TAD
variants were mainly found in younger patients, smaller tumours
and meningeal location. However, the authors did not observe
preferential expression of any fusion variant in head and neck
tumours [98]. Furthermore, that study found no correlation
between gene fusion variants and mitotic count or necrosis, and
gene fusion variants did not correlate with final patient
outcome, nor did they predict adverse clinical events. Park
et al. also found no association between NAB2-STAT6 fusion
variant and malignant behaviour of SFTs [99]. Therefore, the
prognostic value of fusion variants is unclear and needs further
exploration but may help to refine the currently available risk
stratification models.
The prognostic potential of specific molecular biomarkers in

SFTs has also been explored in recent years. The dysregulation
of telomerase reverse transcriptase (TERT) through TERT promo-
ter mutations is implicated in the causation of a range of cancers.
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In one large series TERT promoter mutations were found in 29%
of SFTs [100]. Their presence is associated with larger tumour size,
necrosis and older patients, as well as being most common
in high-risk tumours, but they do not reliably predict
clinical outcome [99–101]. Inactivation of apoptosis protease
activating factor 1, mutation of the tumour suppressor gene
P53, and overexpression of BCL6 co-repressor are other
examples of biomarkers which may contribute to malignant
transformation and play an ancillary role in risk stratification and
prognostication [98, 99].

CONCLUSIONS
Although there has been a steady rise in the number of
published cases in recent years due to better immunohisto-
chemical methods facilitating more precise diagnosis, orbital SFT
is still a rare tumour. They present in any orbital location in any
age group and should be in the differential diagnosis of any
orbital mass. Nuclear STAT6 overexpression is a very sensitive
and specific biomarker for SFTs and STAT6 IHC staining is key to
separating these tumours from other similar fibroblastic tumours
of the orbit [26–28, 39–41]. Orbital SFTs are generally slow-
growing and benign but can display aggressive behaviour with
relentless infiltrative local growth [25], frequent recurrence
following surgery [26–30], malignant transformation [31–35]
and the potential for metastatic spread even after many years
[27, 36, 76]. Hence, they may present a significant management
challenge. Long-term follow-up is essential because both
recurrence and metastatic spread can occur after long disease-
free intervals. Predicting the clinical behaviour of these tumours
based on their histological appearance alone is difficult and the
attempts at risk stratification to date are not fool-proof. The risk
stratification models will need further refinement, especially
with respect to orbital tumours which are generally smaller,
present at an earlier age, have a lower metastatic potential but a
greater tendency to local recurrence than non-orbital SFTs [27].
Surgery remains the main stay of treatment and the evidence
supporting the use of radiotherapy or chemotherapy as an
adjunct to surgery is lacking. Optimal treatment of advanced
and metastatic disease is also unclear but should improve with
greater research and better understanding of the molecular
biology of these tumours.
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