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ABSTRACT

We report a rare case of synovial sarcoma of the chest wall in a child. A 12-year-old male
presented to our pediatric surgery department with chief complaint of swelling accompanied
by slight pain of the upper right side of the anterior chest wall since approximately 5 months.
Firstly, we performed an ultrasound (US)-mass biopsy. Histopathological examination showed
fibromatosis. After that, we underwent surgical resection. Pathological examination revealed a
monophasic type synovial sarcoma. Immediately post-operation, the patient manifested a loss
of the extension of the forearm, hand, and fingers on the right side. Physical therapy was per-
formed with good results. On the basis of our diagnosis, we performed 6 cycles of multi-drug
adjuvant chemotherapy and then radiotherapy. After 3 years of surgery, there was no evidence
of recurrence. However, careful observation may be required.
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INTRODUCTION

Synovial sarcoma is a distinct subtype of soft tissue sarcomas (STS). It is reportedly the most
frequent non-rhabdomyosarcomatous STS in children and adolescents, with around 30% of
cases occurring in patients under 20 years old.' The disease is unique in its differentiation into
2 elements: epithelial cells with glandular components and spindle cells.?

Synovial sarcoma arises in the para-articular regions, mainly in the tendons, tendon sheaths,
bursal structures, and less frequently in the fascial structures and ligaments.’ Thoracic syno-
vial sarcoma is more rare than its extra thoracic counterpart and may arise in the chest wall,
pleura, mediastinum, heart, or lung.?

Long history of symptoms and heterogeneous clinical presentation sometimes delays
diagnosis.

This article discusses the case of an adolescent who presented to the hospital with palpable
mass of the upper right side of the anterior chest wall that appeared 5 months ago.

To our knowledge, there are limited publications about synovial sarcoma of the chest, even
less in children. Misdiagnosis may have serious repercussions on therapeutic strategy.

A 12-year-old male presented to our pediatric surgery department with chief complaint of
swelling accompanied by slight pain of the upper right side of the anterior chest wall since
approximately 5 months. There was no context of prior trauma or previous injury. The patient
had no history of fever, malaise, or weight loss. The patient had no family history of the
disease.

On examination, the patient was conscious and oriented with no evidence of acute distress.
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On physical examination, there was a noticeable asymmetric
chest wall expansion with swelling noted at the upper right side
of the anterior chest wall. This mass was well-constrained and
extended from the right clavicle to the axillary region. The mass
size was 6 cm. The rest of the examination was unremarkable.

Soft tissue US showed a retropectoral tissue mass that may sug-
gest adenomegaly. The mass size was 50 x 30 mm (Figure 1).

Thoracic computed tomography (CT), done 1 month later,
showed a well-defined under right clavicle mass extended
to the axillary region with heterogeneous enhancement. The
mass size was 7 X 5 cm. Calcifications were detected.

The mass had close contact with the axillary artery and vein
without any compression (Figures 2 and 3).

An US-mass biopsy was performed.

Histopathological examination showed spindle cells with
hyperchromatic nuclei.

The tumor cells showed immunoreactivity for beta-catenin.
Other markers were also tested like epithelial membrane
antigen (EMA), smooth muscle actin (SMA), cell antigen CD34
(CD34), and Panck. They were negative. This profile was sug-
gesting fibromatosis .

Figure 1. Soft fissue ultrasound: a rectopectoral tissue mass.

Figure 2. Thoracic CT: showing a well-defined under right clavicle mass
extended to the axillary region. The mass size was 7 x 5 cm. CT,
computed tomography.
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Figure 3. Thoracic CT: showing a well-defined under right clavicle
mass extended to the axillary region. The mass size was 7 x 5 cm.
CT, computed tomography.

We performed surgical resection. On surgical exploration,
large mass was identified immediately on retropectoral. The
mass was strongly adhered to several branches of the brachial
plexus.

The tumor size was about 12 cm. It was a laborious task to
retrieve such a mass. We believed that some tumor cells still
remained in contact with the brachial plexus, but we could not
remove them completely to save neurological function.

Macroscopic examination of the specimen (measuring 11 X 7 X
4 cm) revealed that it was firm and whitish in color. Histological
examination showed proliferation of malignant spindle cells
with no particular features. We observed positive immunos-
taining for beta-catenin, b cell lymphoma 2 (bcl-2), EMA,
CD99, and panCK . The tumor was negative for Protein S100
(PS100) and caldesmone. The margin was free from tumor cells
and no re-excision was needed.

This histological exam confirmed the diagnosis of syno-
vial sarcoma monophasic type, grade 2 according to French
Federation of Cancer Centers Sarcoma Group (FNCLCC).

Postoperatively, the patient had a rapidly developing loss of
extension on the right side of the forearm, hand and fingers.
Physical therapy was performed with good results.

On the basis of our diagnosis, we performed 6 cycles of multi-
drug adjuvant chemotherapy with ifosfamide, and mesna. We
administered, also, radiotherapy (total 54 Gy with a boost of
61 Gy which allowed a better local control).

Currently, (3 years after the operation), the patient is alive. He
is followed-up regularly, and no local recurrence or metastasis
is detected.

Last positron emission tomography (PET) scan in February
2021 showed no relapse.

DISCUSSION

Synovial sarcoma is a STS subtype, which accounts for approx-
imately 6% of all STS.? Synovial sarcomas occur at all ages, and
primary tumors are localized throughout the body, with a pre-
dilection for the extremities of young adults.* Primary synovial
sarcomas of the chest wall are extremely rare.
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Synovial sarcomas cause a wide range of symptoms, including
palpable lumps, painful masses, motor or sensory disturbance,
indolent swellings, or pain without any identifiable bump.®

Baseline imaging encompasses US, magnetic resonance
imaging, computed tomography, and in some instances, plain
film radiographs. About half of radiographs, and particularly
those associated with smaller lesions, can appear normal.®

In children, the therapeutic strategy is complex. But we think
there is a correlation between the quality of surgery and overall
survival and local recurrence.

Treatment of choice for synovial sarcoma of the chest wall as in
all soft tissue sarcomas is multimodal combination of wide-to-
radical resection, radiation therapy, and adjuvant chemother-
apy following resection, and since synovial sarcoma is known
to recur, a careful follow up is mandatory.”

Synovial sarcomas might metastasize to bone, liver, skin, the
central nervous system, and even breast tissue.?

The main surgical principle is a bloc resection of the tumor and
the biopsy tract. Adjuvant radiotherapy may be considered for
patients with tumors exceeding 5 cm in size.?

Administration of adjuvant ifosfamide/doxorubicin-based
Chemotherapy  combination  with  cyclophosphamide
(CTX) is recommended in children with synovial sarcoma, as
these tumors rather resemble pediatric rhabdomyosarcoma
than other STS-subtypes regarding response to CTX."

In a cohort of 248 patients presenting synovial sarcoma,
younger patients were associated with a significantly bet-
ter cancer-specific survival (CSS) in the univariate setting.
Likewise in the multivariate analysis, the significance prevailed,
together with tumor size as independent prognostic factors
regarding CSS."

CONCLUSION

We have reported our experience with a rare case of mono-
phasic-type synovial sarcoma from the chest wall. This pathol-
ogy requires multidisciplinary management. Radical surgery, if
feasible and not mutilating, seems to improve prognosis.
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