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A B S T R A C T   

Introduction: Synovial sarcoma is a malignant tumour of mesenchymal origin with an aggressive character and a 
rare cervicofacial location. Its management is multidisciplinary in order to improve prognosis and survival. 
Case report: We report the case of two rare and synchronous localizations of monophasic synovial sarcoma of the 
maxilla and chest wall in a 58-year-old woman, whose management was based on exclusive chemotherapy. 
Discussion: The cervicofacial location of synovial sarcoma represents 3% of all locations in the body. Its clinical 
and radiological manifestations are aspecific. Its diagnosis is based on a combination of histological and genetic 
arguments. Its therapeutic management depends on the tumour stage and prognostic factors. 
Conclusion: Early diagnosis of cervicofacial synovial sarcoma allows to avoid a mutilating procedure for the 
patient and to improve the long-term prognosis by a good control of the tumour.   

1. Introduction 

Synovial sarcoma is a high-grade histological variety of sarcomas [1, 
12]. It’s a rare soft tissue malignant tumor accounting for 5%–10% of all 
adult soft-tissue sarcomas [3,4,6,9]. it can occur at any age and every-
where in the body [3,9]. the extremities in young adults are the most 
commonly affected sites [1,5,6], the cervico-facial localization is rare 
and represents less than 10% of malignant mesenchymal tumours [5,8]. 
Therapeutic management is multidisciplinary, based on surgery and 
radiotherapy for localised forms and chemotherapy for extensive forms 
[8,9]. 

Our paper reported a case of two rare and synchronous localizations 
of monophasic synovial sarcoma of the maxilla and chest wall in a 58- 
year-old woman. The importance of reporting this case lies in the rar-
ity of the facial and chest wall localization of synovial sarcoma, and in 
our knowledge, it is the first case of synchronous double location of 
synovial sarcoma interesting two rare locations of this tumor type. 

This work has been reported in line with the SCARE 2020 criteria 
[13]. 

2. Case report 

A 58-year-old female patient with high blood pressure on amlodipine 

10 mg (1cp/d), presented to our department of maxillofacial surgery in 
February 2021 for a left maxillary mass that had been evolving for 6 
months. The history of the disease goes back to 6 months before his 
admission with the appearance of a left maxillary tumefaction pro-
gressively increasing in volume responsible for homolateral exoph-
thalmos and partial nasal obstruction without any other associated 
thoracic or abdominal-pelvic discomforts, all evolving in a context of 
apyrexia and weight loss quantified at 8 Kg in 6 months. 

The clinical examination revealed a hard, painless and deep fixed left 
maxillary mass filling the upper oral vestibule, with no skin or mucosal 
signs, partial left nasal obstruction and left exophthalmos with no 
decrease in visual acuity or oculo-motricity disorders. Examination of 
the lymph nodes did not reveal any palpable cervical or axillary aden-
opathy. The thoracic and abdominal examination did not find any 
palpable mass or inflammatory skin signs on the surface. 

Facial Magnetic resonance imaging revealed an expansive process 
with a polylobed contour centred on the left maxillary sinus in T1 iso-
signal and T2 hypersignal, heterogeneously enhancing after injection of 
contrast, measuring 32×20×38 mm with extension towards the corre-
sponding jugal soft tissues, the left nasal cavity and the left orbital cavity 
reaching the contact of the inferior right muscle [Fig. 1]. 

A biopsy of the mass was performed under local anesthesia via the 
left superior vestibular approach and the anatomopathological result 
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came back in favour of a monophasic synovial sarcoma with positivity of 
the Epithelial Membrane Antigen (EMA) on immunohistochemistry 
[Fig. 2]. 

A thoracic-abdominal-pelvic CT scan was performed to evaluate the 
extent of the disease, which revealed a tissue mass in the right anterior 
chest wall measuring 58×43×35 mm with extension to the adjacent 
lung [Fig. 3]. A surgical biopsy under general anesthesia of the thoracic 
mass by anterior transcutaneous approach was performed and the ana-
tomopathological result was similar to the left maxillary mass. Given the 
similar anatomopathological findings of the two maxillary and chest 
wall masses and the impossibility of identifying the primary location, 
the diagnosis of synchronous double location of synovial sarcoma was 
retained. 

A multidisciplinary consultation was held to discuss the case and the 
decision to treat with chemotherapy was indicated. The patient was 
referred to oncology for curative chemotherapy and then followed as an 
outpatient at a rate of twice a month for the first three months and then 
once a month for one year. 

3. Discussion 

Synovial sarcoma is a malignant mesenchymal tumour expanding 
from pluripotent mesenchymal cells and can develop in all parts of the 
body [2,10,12]. It is a high histological grade variety of sarcoma and 
represents the fourth most common entity after malignant fibrous his-
tiocytomas, liposarcomas and rhabdomyosarcomas [1,11]. It is a rare 
tumour that affects young adults aged 15–40 years with an average age 

Fig. 1. Facial MRI showing a left maxillary sinus tumor in isosignal T1 hypersignal T2 with invasion of the left orbit and nasal cavity.  

Fig. 2. Histological picture of monophasic synovial sarcoma.  
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of 30 years and a slight male predominance [1–3,9,11]. 
The most common location of synovial sarcoma is the extremities 

and particularly the lower limbs in the periarticular regions [4,6,7]. 
Chest wall and cervicofacial location are rare, the latter is accounting for 
only 3% of all locations in the body [1,5,12] with predominance in the 
hypopharynx, parapharyngeal and cervical paravertebral space [1,5,9], 
and rare cases of maxillary, mandibular, infra-temporal fossa and 
ethmoidal sinus location have been reported in the literature [2,8–10]. 

The clinical manifestations of synovial sarcoma of cervicofacial 
location are non-specific and differ depending on the location of the 
tumour [1,10]. It most often presents as a painless mass that progres-
sively increases in size over several months until it is large enough to 
cause pressure on adjacent structures and the appearance of clinical 
signs, cervical lymphadenopathy may also be found at the time of pre-
sentation indicating lymph node extension [1,4,8,10]. 

Medical imaging (CT and MRI) allows confirmation of the tumoral 
nature of the lesion and study of its limits and its relationship with 
neighbouring structures. CT is more interesting for specifying bone 
erosion and intratumoral calcifications, whereas MRI best specifies the 
locoregional extension of the tumour, vascular invasion and intra-
tumoral haemorrhage [8,10]. In our case, the tumour was T1-isosignal 
and T2-hypersignal and was locally advanced by extension to adjacent 
anatomical regions (orbit and nasal cavity), and the extension workup 
allowed the fortuitous discovery of the chest wall location. 

Macroscopically, synovial sarcoma presents as a rounded, well- 
limited, pseudo-encapsulated, lobulated or plurinodular mass, some-
times with cystic and haemorrhagic foci and calcifications [10]. Path-
ologically, synovial sarcoma can be monophasic consisting of epithelial 
or spindle cells only, or biphasic characterised by the presence of 
glandular epithelial cells associated with small spindle cells of fibro-
blastic type, or poorly differentiated consisting of small oval-shaped 
cells characterised by sparse cytoplasm and a dense nucleus [8, 
10–12]. Immunohistochemical studies may be necessary in some cases 
to confirm the diagnosis. Synovial sarcoma expresses Epithelial Mem-
brane Antigen (EMA) and cytokeratins in 90% of cases, CD99 in 60% of 
cases and S100 protein in 30% of cases [8,10,11]. In our case, the 
anatomopathological study of the biopsies of the maxillary and anterior 
chest wall tumours showed a fusocellular tumour proliferation with 
EMA positivity on immunohistochemistry, which allowed the diagnosis 
of synovial sarcoma. 

Genetically, synovial sarcomas are characterised by a chromosomal 
translocation t(X;18)(p11.2;q11.2) found in more than 95% of tumours. 
This results in a fusion between the SYT gene on chromosome 18 with 
SSX1, SSX2 or SSX4 (very rare cases), which are genes located on the X 
chromosome. The SYT-SSX2 fusion is usually associated with the 
monophasic type. The SYT-SSX1 fusion is present in both biphasic and 
monophasic tumours. The SYT-SSX fusion transcript has a high 

diagnostic value and can be detected on pathological specimens with a 
sensitivity of 96% and a specificity of 100% [8,10–12]. The fusion type 
is a major prognostic factor as the SYT-SSX1 fusion gene is associated 
with fast-growing, aggressive and metastasising synovial sarcomas: sy-
novial sarcomas with poor prognosis [8]. 

The therapeutic management of cervicofacial synovial sarcoma is 
multidisciplinary, including surgeons and oncologists. Large tumour 
resection with cervical lymph node dissection and adjuvant radio-
therapy remains the treatment of choice for non-metastatic localized 
forms to reduce the risk of local and distant recurrence and to ensure 
better local control of the tumour [8,11]. The value of adjuvant 
chemotherapy is not yet well defined, but it appears to theoretically 
reduce or delay the occurrence of distant metastases [8,10]. For inop-
erable or metastatic forms, chemotherapy with Doxorubicin and/or 
Ifosfamide is the first line treatment with a response rate of around 50% 
[11]. In our case, the presence of two concomitant tumour locations and 
the locally advanced nature of the maxillary location precluded surgery 
and the indication for chemotherapy was given. 

Local recurrence after tumour removal occurs in 50% of cases, 
especially in the first two years, lymph node metastases occur in 10–20% 
of cases and remote metastases occur in 30–42% of cases and are 
dominated by pulmonary, bone and liver location [7,8,10,11]. In our 
case there was no lymph node extension of the tumours, and the primary 
location (maxilla or chest wall) could not be identified so the diagnosis 
of synchronous dual locations was retained. 

Five-year survival varies between 65 and 76% and 10-year survival 
between 10 and 15% depending on prognostic factors, the most 
important of which are tumour size, extent of loco-regional and distant 
invasion, mitotic index, degree of tumour necrosis and feasibility of 
complete tumour resection [8,11]. 

4. Conclusion 

Synovial sarcoma is a very aggressive malignant tumour with a rare 
cervicofacial location. Its diagnosis is based on a combination of 
radiological, histological and molecular evidence. Surgical excision 
associated with irradiation of the tumour bed constitutes the reference 
treatment for localised and operable tumours. In metastatic or inoper-
able forms, chemotherapy improves the prognosis of patients. Early 
diagnosis of this rare entity allows to avoid mutilating surgery and to 
ensure a better prognosis for the patients. The discovery of a cervico- 
facial localization of synovial sarcoma imposes the search for distant 
metastatic or synchronous localizations by the realization of a system-
atic evaluation of extension by a thoracic CT scan. 

Fig. 3. Thoracic CT scan showing a right anterior chest wall tumor.  
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Rev. Mal. Respir. 30 (2019) A95. 

[7] L. Fekih, L. Boussoffara, S. Fenniche, H. Abdelghaffar, I. Akrout, A. Ayadi, M. 
L. Megdiche, Sarcome primitif rare de la paroi thoracique: le synovialosarcome 
[Rare primary chest wall sarcoma: the synovialosarcoma], Rev. Mal. Respir. 28 (5) 
(2011 May) 681–685, https://doi.org/10.1016/j.rmr.2011.03.012. Epub 2011 
May 17. 

[8] Eabdenbitsen Adil, Karima Darghal, Ilham Rkain, Hanan Benhalima, 
Leila Essakalli, Synovialosarcome de la mandibule : à propos d’une observation, 
Med Buccale Chir Buccale 20 1 (2014) 59–62. 

[9] Shin Saito, et al., Synovial sarcoma of the maxillary sinus: an extremely rare case 
with excellent response to chemotherapy, OncoTargets Ther. 11 (2018) 483–488. 

[10] A. Oujilal, M. Boulaich, A. Lahlou, A. Lazrak, A. Sefiani, M. Kzadri, 
Synovialosarcome de la fosse infratemporale, Rev Stomatol Chir Maxillofac 107 
(2006) 397–399. 

[11] Onana Remy, et al., Le synovialosarcome du poumon: ̀a propos d’un cas et revue de 
la littérature, Pan African Medical Journal 36 (137) (2020), https://doi.org/ 
10.11604/pamj.2020.36.137.23034. 

[12] Gopalakrishnan Vancheswaran, Amini Behrang, et al., Synovial sarcoma of the 
head and neck: a single institution review, Hindawi. Sarcoma. ume (2017). Article 
ID 2016752. 

[13] R.A. Agha, T. Franchi, C. Sohrabi, G. Mathew, for the Scare Group, The SCARE 
2020 guideline: updating consensus surgical CAse REport (SCARE) guidelines, Int. 
J. Surg. 84 (2020) 226–230. 

A. Sabr et al.                                                                                                                                                                                                                                     

https://doi.org/10.1016/j.amsu.2021.102523
https://doi.org/10.1016/j.amsu.2021.102523
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref1
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref1
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref1
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref2
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref2
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref2
https://doi.org/10.1007/s11864-018-0525-1
https://doi.org/10.1007/s11864-018-0525-1
https://doi.org/10.11604/pamj.2011.9.2.377
https://doi.org/10.11604/pamj.2011.9.2.377
https://doi.org/10.1097/PAS.0b013e3181aa913f
https://doi.org/10.1097/PAS.0b013e3181aa913f
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref6
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref6
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref6
https://doi.org/10.1016/j.rmr.2011.03.012
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref8
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref8
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref8
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref9
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref9
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref10
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref10
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref10
https://doi.org/10.11604/pamj.2020.36.137.23034
https://doi.org/10.11604/pamj.2020.36.137.23034
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref12
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref12
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref12
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref13
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref13
http://refhub.elsevier.com/S2049-0801(21)00473-8/sref13

	Synovial sarcoma of the maxillary sinus and chest wall: An exceptional association of two synchronous rare locations, Case  ...
	1 Introduction
	2 Case report
	3 Discussion
	4 Conclusion
	Provenance and peer review
	Guarantor
	Annals of medicine and surgery
	Conflicts of interest
	Sources of funding
	Ethical approval
	Consent
	Author contribution
	Appendix A Supplementary data
	References


