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An unusual primitive localization of synovialosarcoma:
About a case and review of the literature
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ABSTRACT
Introduction. Synovialosarcoma is a rare malignant tumor, accounting for 10% of soft tissue sarcomas. It usually develops
in the limbs and its pulmonary localization is exceptional. The diagnosis can only be made after having eliminated an extrapleuropulmonary localization in the past and at the time of diagnosis. The image‑guided tru-cut core biopsy or open
lung biopsy and their histopathological examination, supplemented by immunohistochemistry are preferable for the tissue
diagnosis of pulmonary synovial sarcoma.
Clinical observation. We report a rare case of primary pulmonary synovial sarcoma in a 58-year-old man, the objective of
which is to show diagnostic difficulties.
Conclusion. Trough this case, we present a rare disease that is often difficult to diagnose.
KEYWORDS: Histopathology; immunohistochemistry; lung; primary synovial sarcoma.

RÉSUMÉ
Introduction. Le synovialosarcome est une tumeur maligne rare, représentant 10 % des sarcomes des tissus mous. Il se
développe habituellement dans les membres et sa localisation pulmonaire est exceptionnelle. Le diagnostic ne peut être
posé qu'après avoir éliminé une localisation extrapleuropulmonaire dans le passé et au moment du diagnostic. La biopsie
au trocart guidée par l'image ou la biopsie pulmonaire ouverte et leur examen histopathologique, complété par l'immunohistochimie sont préférables pour le diagnostic tissulaire du sarcome synovial pulmonaire.
Observation clinique. Nous rapportons un cas rare de sarcome synovial pulmonaire primitif chez un homme de 58 ans
dont l'objectif est de montrer des difficultés diagnostiques.
Conclusion. A travers ce cas, nous présentons une maladie rare souvent difficile à diagnostiquer.
MOTS CLÉS: Histopathologie ; immunohistochimie; poumon; sarcome synovial primitif.
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INTRODUCTION
Synovial sarcoma is a rare soft tissue sarcoma accounting for 8% of all soft tissue tumors in the body. 50-60%
of these cancers develop in the limbs [1]. Primary thoracic sarcomas are rare and represent less than 1% of
all primary thoracic tumors [2]. Metastatic synovial
sarcoma from extremities is the most common in pulmonary parenchyma and pleura. Only 0.5% of all primary pulmonary malignancies are due to pulmonary
sarcomas, Primary pulmonary synovial sarcoma is a
highly aggressive [3]. It affects the young adipose tissue (15-40 years) with a slight male predominance [4].
Approximately 30 cases of synovialosarcoma of primary pulmonary site are described in the literature. We
report a new observation, presenting the particularities of this tumor, which is rarely seen in clinical
practice.
CASE PRESENTATION
A 58-year-old patient, a chronic 25-package year
smoker who quit a month ago, consulted for chest
pain and dyspnea associated with a cough producing
hemoptoiic sputum in the context of altered general
condition. The physical examination was unremarkable. In addition, the notion of tuberculosis contagion
was not retained. The chest X-ray showed a coarsely
rounded opacity, internal limit confused with the mediastinum, clear external limit, homogenous, located
in the upper third of the right thoracic hemi-field
(Figure 1).
A thoraco-abdomino-pelvic CT scan was requested
and showed a pulmonary tumor process of the dorsal
segment of the upper lobe must on emphysematous

FIGURE 2. thoraco-abdomino-pelvic CT scan was requested and showed a pulmonary tumor process of the
dorsal segment of the upper lobe must on emphysematous
lung (74x80 mm).

lung (74x80 mm) comes in contact with the ribs and
spine backwards and in contact with the trachea and
vessels under the clavicle forward without signs of
invasion (Figure 2). The abdominal and pelvic stage
was not abnormal, which is a priori, a fundamental
element of the primitive character of the tumor.
Transthoracic biopsy of the pulmonary tumor process was performed (guided by CT). It is concluded
from grade I synovial sarcoma of the FNCLCC at the
histological study of the fragments. The tumor
showed spindle-shaped and monomorphic cells with
enlarged and overlapping nuclei per site (Figure 3).
On immunohistochemical study, tumor cells were
positive for Bcl2 (Figure 4) and vimentin (Figure 5).

FIGURE 3. Histological appearance of a fusocellular monophasic synovialsarcoma, showing spindle-shaped and
monomorphic cells with enlarged and overlapping nuclei
per site A: low B: medium C: high magnification.

FIGURE 1. The chest X-ray showed a coarsely rounded
opacity, internal limit confused with the mediastinum, clear
external limit, homogenous, located in the upper third of the
right thoracic hemi-field.
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FIGURE 4. The immunohistochemical study shows tumor
cells positive for Bcl2 (A) and Vimentin (B).
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They were negative for EMA. Unfortunately we
could not perform chromosomal studies on this patient; we lack the molecular platform in our instruction because we belong to a low-income country. We
retained the diagnosis after eliminating the differential diagnosis.
After the confirmation of the diagnosis, the patient
was referred to the oncology center for chemotherapy, but he died of a devastating hemoptysis.
DISCUSSION
Synovial sarcoma is a rare soft tissue sarcoma accounting for 8% of all soft tissue tumors in the body.
A 50-60% of these cancers develop in the limbs [1].
Primary thoracic sarcomas are rare and represent
less than 1% of all primary thoracic tumors [2]. Metastatic synovial sarcoma from extremities is the most
common in pulmonary parenchyma and pleura. Only 0.5% of all primary pulmonary malignancies are
due to pulmonary sarcomas, Primary pulmonary
synovial sarcoma is a highly aggressive [3]. It affects
the young adipose tissue (15-40 years) with a slight
male predominance [4].
The age of our patient is 58 years, which is much
higher than the data in the literature but joins the
series of Mastroianni et al. whose average age of patients was between 50 and 60 years [5]. Most sarcomas have not been associated with risk factors, but
some genetic and environmental predispositions
have been suggested in a minority of patients [6].
The diagnosis of primary pleuropulmonary synovial
sarcoma (PPSS) requires a combination of clinical,
radiological, pathological, and immunohistochemical investigations to exclude alternative primary tumors and metastatic sarcoma [7].
The origin tissue of synovial sarcomas is not well
defined; it appears that they develop from a pluripotent mesenchymal cell with synovial differentiation
[8].
The symptomatology as well as the imaging is not
characterized by specific sign directing towards a
synovial sarcoma. The clinical and radiological data
are that of a pulmonary tumor process without histological specificity [9]. Our patient also had a nonspecific clinical and paraclinical presentation. The
radiologic manifestations of PPSS are no different
from bronchogenic carcinoma, metastatic, or other
primary lung tumors. However, the young age, absence of mediastinal adenopathy, and bone erosion
despite a large size mass favors the diagnosis of a
lung tumor other than bronchogenic carcinoma. Because lung is the most common site of metastasis in
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soft tissue SS and radiological features of primary
and metastatic SS are similar, an extrathoracic tumor
must be excluded by thorough clinical and radiological evaluation before the diagnosis of PPSS [10, 11].
Histologically, there are four histologic subtypes:
biphasic, monophasic (spindle), monophasic epithelial, and poorly differentiated (round cell) tumors.
The most commonly observed subtype is monophasic, and the biphasic subtype is easily diagnosed on
the basis of the presence of both epithelial and spindle cells. However, the monophasic subtype can be
misdiagnosed as other types of sarcoma [12]. Our
patient had a monophasic fusiform subtype at the
biopsy.
In the presence of malignant tumor proliferation of
spindle-cell sarcomatous aspects, a carcinomatous
component should always be sought to eliminate the
diagnosis of sarcomatoid carcinoma. Once the pure
character of sarcomatous proliferation is established,
the possibility of a sarcomatoid carcinoma, which,
unlike synovial sarcoma, is always rich in cytonuclear atypia, must be rejected at first sight. In addition,
proliferating cells are intensely and diffusely positive to epithelial markers. After discarding these 2
more frequent events the diagnosis of sarcoma can
be retained [13].
The next question is whether the pleuropulmonary
tumor is primitive or secondary. The second eventuality is by far the most frequent. The mother tumor
usually sits in the soft tissues. Only the absence of
extrapleuropulmonary tumor localization in the past
and at the time of diagnosis will attest to the primitive nature of the tumor. In our case, a thoracoabdomino-pelvic CT scan had eliminated an extrathoracic localization of the tumor, so we had retained the diagnosis of primary pulmonary synovial
sarcoma.
In immunohistochemistry, synovialosarcomas express in 90% of cases the Epithelial Membrane Antigen (EMA), and Bcl2 in 90% of cases, CD99 in 60% of
cases and S100 in 30% of cases [14].
In most cases, there is a characteristic t translocation
(X; 18) involving the SSX1 or SSX2 genes of the X
chromosome (Xp11). Transcripts of the SYST-SSX
fusion gene can be detected in pathological samples
with a sensitivity of 96% and a specificity of 100%
[15]. In the framework of our observation, immunohistochemistry revealed positivity to bcl2 and vimentin.
Despite its high sensitivity, molecular testing is not
required if the diagnosis of synovial sarcoma is certain or probable on the basis of clinical, histological,
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and immunohistochemical evaluations [16].
There are no standard recommendations for the management of SS. Wherever feasible, wide surgical resection with tumor‑free margins remains the preferred
modality of treatment followed by chemotherapy
and/or radiotherapy [17].
Surgery is not recommended for tumors that are locally invasive or have metastatic disease. Neoadjuvant
and adjuvant chemotherapy may be required in some
cases along with surgery. SS is generally considered as
relatively chemosensitive tumor, and treatment with
adriamycin alone or in combination with ifosfamide
remains the standard chemotherapy in metastatic disease [18‑24].
Undoubtedly, there is a serious need for an ideal therapeutic agent in SS that is more effective and less toxic.
Several novel potential therapeutic targets under research are SS18‑SSX fusion oncogene, epidermal
growth factor receptor, and vascular endothelial
growth factor receptor [25, 26].
The prognosis for patients with PPSS is poor, with an
overall 5-year survival rate of 50 percent.

Factors predicting a worse prognosis for patients
with synovial sarcomas include tumor size (>5 cm),
male gender, older age (>20 years), extensive tumor
necrosis, high grade, large number of mitotic figures
(>10 per 10 hpf), neurovascular invasion, and, recently, the SYT-SSX1 variant [12]. In our observation,
approximately two months between the appearance
of the first clinical signs and the confirmation of the
diagnosis, the patient died after the first chemotherapy treatment with a devastating hemoptysis.
CONCLUSION
Primary pulmonary sarcomas are rare. They first
discuss a tumor with double carcinomatous and sarcomatous contingent whose first component is discrete or was not interested in sampling. Once the
diagnosis of sarcoma is established, a secondary pulmonary site should be removed, which is more likely. It is therefore only after a diagnostic procedure of
exclusion that the primary pulmonary seat of a sarcoma will be retained. Our observation is in line
with what has been reported in the literature.
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