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Abstract

Introduction: Primary renal synovialosarcoma (SVS) is a rare and aggressive
disease in which the metastatic potential is very high. Its diagnosis is based on
morphological and molecular studies. No therapeutic consensus has yet been
established for this histological variant of renal cancer. We describe our expe-
rience with a patient followed at the Mohamed IV Center for cancer treat-
ment for primary monophasic synovialosarcoma of the kidney. Case Presen-
tation: In October 2020, a 58-year-old patient with hypertension under treat-
ment, consulted for right back pain without hematuria or calculus emission. The
initial examination found a slight right lumbar tenderness. Thoraco-abdominal
computed tomography revealed a cystic lesion of the superior pole of the right
kidney without secondary lesions. Surgical treatment consisted of an enlarged
right total nephrectomy using a bi-subcostal approach. The post-operative con-
sequences were simple. Histologically, it was a poorly differentiated cystic
malignant tumor process measuring 17 cm long axis. The limits were healthy
as well as the adrenal. Immunohistology made it possible to retain a mono-
phasic synovialosarcoma. However, the patient did not receive genetic analy-
sis. Given the poor prognosis of these tumors, treatment with adjuvant che-
motherapy and radiotherapy has been imposed; as indicated in our case. Con-
clusion: Primary kidney SVS is a rare, aggressive disease with a poor progno-
sis. However, the prognosis may be improved by multimodal treatment. A
positive diagnosis is difficult and can be confused with other types of renal
carcinoma hence the interest in molecular biology.
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1. Introduction

Primary renal synovialosarcoma (SVS) is a rare and aggressive disease where
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metastases can occur in 50% of cases [1].

Its diagnosis is based on morphological and molecular studies demonstrating
spindle cells and SYT-SSX translocation due to the difficulty in differentiating it
from other renal mesenchymal tumors.

Very few publications have addressed this histological variant of primary renal
cancers, taking into account; no therapeutic consensus has yet been established.

We describe our experience with an elderly patient age 54 and followed in the
Mohamed IV Center for cancer treatment for primary monophasic synovialo-

sarcoma of the kidney.

2. Case Presentation

In October 2020, a 58-year-old patient with hypertension under treatment,
consulted for right back pain without hematuria or calculus emission. The ini-
tial clinical examination found a slight right lumbar tenderness without lum-
bar contact or deterioration of the general condition. The lymph node areas
were free.

Thoraco-abdominal computed tomography revealed a cystic bilocular cortical
lesion of the upper pole of the right kidney, measuring 160 x 115 x 80 mm in
diameter, type IV according to the Bosniak classification, without secondary le-
sions.

Complement by abdominal MRI was done showing a large cyst involving the
upper part of the right kidney with enhanced adenoids after injection of gadoli-
nium measuring 160 x 100 x 113 mm (Figure 1 and Figure 2).

The surgical treatment consisted of a right enlarged total nephrectomy (Figure
3) by bi-subcostal approach. The post-operative consequences were simple.

Figure 1. Abdominal MRI, Frontal section: bulky process cystic upper pole of the right
kidney.
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Figure 2. Abdominal MRI, Sagittal section: bilocular cystic process site of enhanced ve-
getation after gadolinium injection.

Figure 3. The right nephrouretectomy.

Histologically, it was a cystized poorly differentiated malignant tumor process
measuring 170 mm long axis. The limits were healthy as well as the adrenal. On
the immunohistological study; the fusiform component was diffusely labeled
with Bcl-2a, and Ki67 was expressed at 40%, allowing monophasic synovialosar-

coma to be retained. However, the patient did not receive genetic analysis.
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Given the poor prognosis of these tumors, treatment with adjuvant chemo-
therapy and radiotherapy was decided in a multidisciplinary consultation meet-
ing.

The patient received four courses of chemotherapy based on Adriamycin 60
mg/m’ on D1, Ifosfamide 1800 mg/m* D1-D5 and Uromitexan 1800 mg/m* D1-D5.
The protocol was received without incident, with very good clinical and hema-
tological tolerance.

One month after the end of chemotherapy, the patient began her 3D confor-
mational radiotherapy on the excisional pocket (Figures 4-7). The dose received
was 50 Gy in 25 fractions. The dose constraints to the organs at risk were ac-
ceptable in particular for the left kidney, the liver, and for the abdominal cavity.

Six months after the end of radiotherapy; no incidents were reported. An eval-
uation of the laboratory workup demonstrated renal clearance at 59.5 ml/min

and normal hepatic function.

Frem -rame -

Figure 5. Frontal section: distribution of treatment fields.
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Figure 7. Sagittal section: distribution of treatment fields.

3. Discussion

SVS is an exceptional tumor in its primary renal location. 114 cases have been
reported since the case of Faria et al in 1999 [2] until 2016 [1].

SVS is a tumor of mesenchymal spindle cells that exhibits variable epithelial
differentiation and specific chromosomal translocation and sensitive, t (X; 18)
(SYT SSX). It results from the fusion of the synovial sarcoma X (SSX) gene (va-
riant 1 or 2 most often) on the X chromosome (in Xp11) and the SYT gene (also
called SS18, for synovialsarcoma translocation chromosome 18) on chromosome
18 (in 18q11). It has recently been reported that the SSX4 gene is also involved in
such a translocation [3] [4].

Kidney SVS presents a diagnostic dilemma, as it resembles renal cell carcino-

ma, and no clinical or imaging features can help make a preoperative diagnosis.
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Its diagnosis is based on the morphological (spindle cell) and immunological
profile of the tumor. It can also be established by genetic analysis via FISH and
RT-PCR, demonstrating the translocation of the SYT18-SSX gene.

It can appear under three different histological aspects: monophasic (exclu-
sively formed by monomorphic areas of spindle-shaped cells), biphasic (coexis-
tence of spindle-shaped and epithelial cells) or poorly differentiated. The mo-
nophasic form as in our observation seems to be more common and of better
prognosis [5].

The lungs and liver are the most common sites of metastasis for renal SVS [6] [7].

Although synovialosarcoma of the kidney is considered an aggressive form, it
has been shown to be sensitive to anthracycline-based chemotherapy [8]. The-
reby; the therapeutic modalities comprising surgical resection such as enlarged
nephroureterectomy followed by adjuvant chemotherapy based on Ifosfamide
and Doxorubicin have given positive results. According to the literature, [3] [9]
[10] [11], however, the interest of complementary radiotherapy is debated.

Further studies of a larger number of cases of primary renal SVS are needed to

provide more knowledge regarding appropriate treatment and follow-up.

4. Conclusions

Primary kidney SVS is a rare disease, and can be confused with other types of
renal cell carcinoma. For that; a molecular biology analysis by RT-PCR demon-
strating the SYT-SSX translocation is required.

Renal SVS is very aggressive and the prognosis is poor, hence the interest in mul-
timodal treatment based on surgical resection and adjuvant radiochemotherapy.
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