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INTRODUCTION 

Synovial sarcoma is rare soft tissue tumor affecting mostly 

extremities and less commonly head and neck, lungs, heart 

and digestive system in adult age group.1 Differential 

diagnosis includes other submucosal tumors which are 

more common like leiomyoma and gastrointestinal stromal 

tumor (GIST). Only about 20 such cases of synovial 

sarcoma affecting esophagus have been reported in 

literature but none have been reported in adolescent age 

group with large tumor size in Indian population.2 So, here 

we present a case report of synovial sarcoma of esophagus 

seen in a 14-year-old boy and successful management. 

CASE REPORT 

Our patient was a 14-year boy who came to our outpatient 

department (OPD) department with complaints of 

dysphagia to both solid and liquids and mild retrosternal 

pain from past 2 months. Physical examination was 

unremarkable. Routine blood investigations were within 

normal limits. A contrast enhanced computed tomography 
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(CT) scan showed vertically oriented long and large 

hypodense lesion arising from right anterolateral wall of 

pharyngoesophageal junction to upper two-thirds of 

esophagus from C6 to D8 causing >50% narrowing of 

trachea (Figure 1). Upper gastrointestinal (GI) endoscopy 

was done which showed linear submucosal lesion from 17 

to 28 cm from incisors. Barium swallow showed dilated 

esophagus (Figure 2). Our preoperative diagnosis was 

giant leiomyoma. Bronchoscopy was also done which was 

normal. 

 

Figure 1 (a and b): CECT showing giant esophageal 

growth. 

 

Figure 2: Barium swallow showing dilated and bulky 

esophagus. 

After anaesthetic clearance patient was planned and taken 

up for minimally invasive esophagectomy. Due to long 

segment growth esophagectomy was considered instead of 

enucleation. Intraoperatively bulky submucosal growth 

extending from just cricopharynx to lower thoracic 

esophagus till inferior pulmonary ligament (Figure 3). 

Stomach and rest of abdomen was normal. First 

thoracoscopic mobilisation of esophagus was done in 

prone position followed by laparoscopic retrieval of 

specimen and creation of gastric conduit with posterior 

mediastinal pullup of gastric conduit in supine position 

(Figures 4 and 5). Finally, hand-sewn neck anastomosis 

was done. Patient was gradually started on oral diet after 

taking oral contrast X-ray and was discharged on post-

operative day (POD) 15. Histopathology report came out 

as synovial sarcoma spindle cell type with FNLCC grade 

2 (tumor differentiation-3, mitosis-1, and necrosis-1). 

Mitotic rate 7-8/10 HPF with 30% necrosis. Margins were 

free. Immunohistochemistry (IHC) staining showed 

DOG1 positive in 50% tumor cells, CD 117 negative, CD 

34 negative and Ki67 80%. After tumor board discussion, 

adjuvant therapy with doxorubicin and ifosfamide was 

then started and planned to be given for five courses. After 

six months follow up, the boy is free from tumor 

recurrence. 

 

Figure 3: Thoracoscopic picture with azygous vein 

being ligated for esophageal mobilization. 

 

Figure 4: Completion of thoracolaparoscopic 

mobilization. 

 

Figure 5: Resected specimen. 

DISCUSSION 

Fewer than 2% of primary esophageal tumors are 

mesenchymal in origin; the majority of esophageal 

sarcomas are leiomyosarcoma.3 No cellular origin has yet 

been proven; however, current research suggests that it 
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might develop from primitive mesenchymal cells or 

myoblasts.4,5 Synovial sarcoma in esophagus is very rare 

with nearly 20 reported cases, of which most were 

polypoid and located in upper and mid esophagus and 

biphasic histology.2 Esophageal sarcoma is usually 

reported in adult age group. Genetic study has shown that 

translocation of t (X; 18) (p11.2; q11.2) results in the 

fusion gene product SYT-SSX which is responsible for 

pathogenesis of synovial sarcoma.6 They can be 

intraluminal as a polypoidal growth and may progress 

extraluminally into the mediastinum. Symptoms include 

dysphagia related to intraluminal obstruction, substernal 

pain, heartburn, or weight loss. Cough, dyspnoea, or other 

respiratory symptoms may rarely develop from large 

lesions causing airway obstruction.  

Contrast enhanced CT and upper GI endoscopy will 

usually pick up the submucosal lesion. EUS can also be 

helpful to identify the layer involved, extent of growth, 

margins, size. Biopsy preferably EUS guided is indicated 

in lesions with a diameter greater than 2 cm, or PET avidity 

to help guide management.  

Synovial sarcoma of esophagus has two histological 

subtypes. The monophasic type consists of only spindle 

cells alone. The biphasic subtype, which is more common 

consists of epithelial cells along with spindle cells. 

Immunohistochemistry is necessary to differentiate from 

other spindle cell tumors and cells are positive for 

vimentin, epithelial (EMA, CK7, AE1/3), bcl-2, and 

neuroectodermal (CD56, CD57, CD99) markers.6 Also, 

molecular markers like t (X:18) is a sensitive marker and 

is demonstrated in 70 to 90% of synovial sarcomas. Novel 

SS18-SSX fusion-specific antibody provide high 

sensitivity and specificity for the diagnosis of synovial 

sarcoma.6 

Coming to the treatment for patients with localized 

disease, surgery with an adequate wide margin combined 

with adjuvant chemotherapy and/or radiation is regarded 

as the preferable treatment.7 Esophagectomy mostly with 

minimally invasive approach is preferred surgical option. 

Robotic minimally invasive surgery is also a safe and 

feasible option. The length of stay for minimally invasive 

surgery is about half that expected for open thoracic 

surgery. Our case being a giant growth extending from 

cervical till distal thoracic esophagus, we performed 

minimally invasive thoracolaparoscopic esophagectomy 

with gastric pull through followed by neck anastomosis 

and successfully managed without any complication. 

Stretched azygous and tracheal narrowing also make 

minimally invasive esophagectomy a safer option 

compared to transhiatal esophagectomy.  

Adjuvant chemotherapy using doxorubicin and/or 

ifosfamide is the best treatment option in terms of 5-year 

overall and disease-free survival in cases of soft tissue 

sarcoma.7 For advanced patients with unresectable tumor 

and metastasis, doxorubicin and ifosfamide may be the 

front-line chemotherapy of choice. 

Clinical follow-up has been limited, and synovial sarcoma 

is widely known to recur or metastasize after long disease-

free intervals. The 5- and 10-year overall survival of 60% 

and 34%, respectively, for synovial sarcoma.8 Several 

factors indicative of a favourable outcome have been 

reported, including a patient age less than 25 years old, a 

tumor size less than 5 cm, and the absence of a poorly 

differentiated component.9 Singer et al found that synovial 

sarcomas smaller than 5 cm had 100% 10-year survival.8 

CONCLUSION 

Our patient belonging to adolescent age with synovial 

sarcoma extending from cervical to distal thoracic 

esophagus makes it an interesting case report and very 

rarely reported in literature. Such patients can be managed 

by minimally invasive esophagectomy especially in 

minimally invasive era without any complications. As 

many lesions are misdiagnosed as GIST or 

leiomyosarcoma and with availability of cytogenetic and 

molecular techniques, the accurate diagnosis of synovial 

sarcoma in the digestive tract may increase in the coming 

years.  
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