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Abstract

Synovial Sarcomas are malignant tumors of mesenchymal origin. It is rarely seen in the head and neck region. There is
male dominance among the patients with SS. In our case, 51 years old female patient was admitted to the ENT clinic
with the complaint of painless swelling on the right neck that had progressively enlarged in the last two months. After
the examinations, a diameter of 7x5.5 cm of mass was observed in the posterior sternocleidomastoid muscle in the MRI.
After the non-diagnostic FNA and pan-endoscopy, the tumor was surgically removed. The histopathology diagnosis of
the neck mass was Biphasic Synovial Sarcoma. Chemoradiotherapy was recommended after the surgery.

No local recurrence or distant metastasis was found in the postoperative 4nd-year control assessment. This study
emphasizes the importance of a multidisciplinary approach and raises awareness in diagnosing and treating a very rare
case of Biphasic Synovial Sarcoma in the head and neck region.
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Introduction

Synovial Sarcomas (SS) are high-grade malign soft tissue sarcomas derived
from mesenchymal pluripotent cells and commonly located in the deep soft
tissues of the lower extremities [1,2]. SS is rarely seen in the head and neck
region with 1.9-3.5% [3-5]. Although it morphologically resembles synovial
tissue but is not originate from synovium [2]. There are two histological
subtypes of the SS, including epithelial and spindle cell/sarcomatous
components: monophasic and biphasic. Monophasic SS is more common
than biphasic [2,6]. Treatment of SS is surgical excision of the lesion and
radiochemotherapy [2,7]. Since primary biphasic SS in the neck region is
extremely rare, we think our case will contribute to the literature.

Case Presentation

A 51-year-old woman was admitted to the ENT and HNS clinic with the
complaint of painless swelling on her right neck that had progressively
enlarged in the last two months. In neck ultrasonography (USG)
examinations, a hypo-isoechoic solid mass in the posterior of the right
sternocleidomastoid (SCM) muscle was determined, containing areas of
cystic degeneration in some places, compared to the surrounding tissue. The
mass measured 7.5x5.5 cm, starting from the area matching the parotid gland
localization on the right and continuing between the posterior spinal muscles
in the contrast-enhanced neck magnetic resonance image (MRI). It shows
diffusion restriction in the T2 series and a distinct heterogeneous contrasting
pattern in postcontrast examination. (Figures 1.).
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Figure 1: Magnetic resonance image (MR) of the neck. Neck mass invading neighboring muscle.
(A) T1 - Coronal axis. Red dots show the tumor border.
(B) T1 - Axial axis. Red dots show the tumor border.
(C) T1 - Sagital axis. Red arrow show the tumor localization.
(D)T2 — Axial axis. Red arrow show the tumor localization.

Tuberculosis and lymphadenitis were considered primary differential
diagnoses. The second possible diagnoses were lymph node with necrotic
component and infectious mononucleosis. Then, pan endoscopy and fine
needle aspiration biopsy (FNAB) was performed. Panendoscopy was
interpreted as usual. Upon the suspicious cytology result of FNAB, total
excision of the mass from the right neck was planned for the patient.

Orotracheal intubation was performed under general anesthesia. The mass
was approximately 8x8 cm in diameter and placed behind the SCM muscle
on the right side of the neck. A 10 cm horizontal incision was made over the
mass. The skin, subcutaneous tissue, and platysma were passed, and the
lesion was reached. The mass was dissected from the surrounding tissues.
The lesion is located on the paravertebral fascia at the base. There was a
pedicle-like tract extending to the jugular foramen, skull base, from under
the SCM muscle; as a result of this, it was cut and ligated. The largest
dimension is 5 cm, in which tumor integrity was still observed. The mass
drained during excision, and bleeding occurred, but it was under control. The
lesion was excised totally, and hemostasis was obtained. A hemovac drain
was placed. The layers were closed following the anatomy. No surgical
complications and hemostatic instabilities were observed postoperatively.

Afterward, the pathological result of the mass was described as Biphasic
Synovial Sarcoma. There were epithelial and mesenchymal developmental
patterns. In the epithelial areas (“+”, positive; “-”, negative): pankeratin (+),
high-molecular-weight kininogen (HMWK) (+), Bcl-2 (+), CD99 (-), S-100

(-), desmin (-), mammary serum antigen (MSA) (-), CD34 (-), thyroid
transcription factor-1 (TTF1) (-), calcitonin (-), and amyloid (-). The Ki67
staining rate was 30%. Morphological and immunohistochemical findings
suggest Synovial Sarcoma (SS) for diagnosis.

Furthermore, it was advised to investigate specific translocation for SS to a
definitive diagnosis. Then chemoradiotherapy treatment was recommended
to the patient according to the decision of the oncology council. After four
years of multimodal therapy, the patient does not exhibit signs of local
recurrence and distant metastasis.

Discussion

Synovial Sarcoma (SS) is an uncommon soft tissue malignancy accounting
for 8-10% of soft tissue neoplasms that are more frequent in the younger
population (15-37 years old), and the male/female ratio is 3:2 1,3,6-10. Our
case is 50 years old woman, making this report valuable for literature.

Translocation between chromosomes 18 (SYT gene) and X (SSX1 or SSX2
genes) and t(X;18) (p11.2; q11.2) are associated with SS [2,11,12]. S-100
was staining poorly in immunohistochemical studies, which is similar to our
case; however, other sating results vary from case to case [3,13].

There are two histomorphological subtypes of SS: monophasic and biphasic.
The first show only epithelial features; the second has both
sarcomatous/spindle cells and epithelial components [1,8]. There is no
significant difference in survival outcome between the two subgroups [6,14].
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Patients with SS of the head and neck usually present with painless mass and
slow progressive growth; hence it has a vague clinical presentation [6,8,15].
Also, otalgia, hoarseness, dysphagia, odynophagia, foreign body sensation,
or bleeding may be present depending on tumor localization [6,15]. Head
and neck SSs can place in the submandibular, parapharyngeal,
supraclavicular, hypopharyngeal, para-SCM, skull base, sinonasal tract,
scalp, parotid gland, paraspinal, paravertebral, thyroid gland, and gingiva
areas [8,9,16-20]. Harb et al. reported no association between localization
and recurrence, but mortality was significantly higher in the paraspinal, skull
base, and sinonasal SS [6]. The recurrence rate varies from 5.5% to 45.5%
[2-4]. The recurrence was related to overall survival (OS) [21].

The mean tumor size is 0.5-7.0 cm [3,4,10]. Studies found that tumors with
>5cm diameter are a risk factor for distant metastasis, local recurrence, and
OS [7,10]. On the other hand, Gopalakrishnan et al. reported no significant
differences in progression-free survival and OS while considering >5cm
tumor diameter as a cut-off value [2]. Macroscopic examination after the
excision showed that our case’s tumor diameter was 5,5 cm. Studies showed
that wide surgical excision and negative surgical margin are prognostic
factors for recurrence and survival [8,22,23].

Carillo et al. reported that microcalcification might be seen in imaging and
histologic exam of ~33% of SS 1. However, it was not found any
calcification in our case.

SS generally metastasize hematogenously; however, studies reported that
tumor could spread to lymph nodes in 15-20% of cases [10,24,25]. But,
lymph node involvement was unrelated to prognosis and local recurrence
[14]. Therefore, no evidence exists for prophylactic neck dissection to
improve outcome [14]. Crowson et al. reported that distant metastasis is
associated with poor survival [14]. Additionally, OS is similar between male
and female patients [6]. Although SS grows slowly, it has a poor prognosis
with an average survival rate at five years of 25-66% and a 10-year survival
rate of 11-53% [1,10]. In our case, there is no evidence of tumor recurrence
and metastasis for four years. Multimodal treatment is the main option for
the patient with biphasic SS [2,5,16,26].

This study emphasizes the importance of a multidisciplinary approach and
raises awareness in diagnosing and treating a very rare case of Biphasic
Synovial Sarcoma in the head and neck region.
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