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CASE REPORT

Introduction:
Unfortunately, the incidence rate of esophageal 
carcinoma is high amongst the Asian popula-
tion. However, worldwide this disease is rare 
with a prevalence rate of 0.1-1.5%.1 Sarcomas 
consist of various histological presentations 
such as carcinosarcoma, leiomyosarcoma, sy-
novial sarcoma etc. Th e morphological features 
of sarcomas vary with their location and growth 
patt ern. Th ey may be present on cervical or tho-
racic esophagus and can either be sessile or pe-
dunculated in appearance. Sarcomas are usually 
found in elderly with diffi  culty in swallowing as 
the most common reason for medical referral.2 
Smokeless tobacco and alcohol are risk factors 
for esophageal sarcoma.3 We present a case of an 
elderly female with spindle shaped esophageal 
sarcoma along with relevant radiographic, mi-
croscopic, and histological fi ndings.

Case Report:
A 70 years old female with 10 years’ addiction 
to Niswar, local chewable tobacco, arrived with a 
past history of pneumonia, hypertension(HTN), 
ischemic heart disease(IHD), and bilateral cata-
ract. She presented with progressive dysphasia 

for solids, severe weight loss, low-grade inter-
mitt ent fever, and vomiting. Barium Swallow 
revealed normal swallowing mechanism with 
no evidence of laryngeal aspiration or nasopha-
ryngeal regurgitation. Th e hypopharynx and 
cervical esophagus appeared to be normal as 
well. However, there was evidence of expansion 
of the proximal part of the thoracic esophagus 
which contained multiple lobulated fi lling de-
fects due to the presence of submucosal nodules 
with distorted margins as shown in fi gure 1. Fur-
thermore, complications such as hiatal hernia 
and gastroesophageal refl ux disease (GERD) 
were also seen.

Th e upper GI endoscopy of this patient showed 
a protruding lesion from the wall of the esopha-
gus as shown in fi gure 2. Endoscopic biopsy of 
5 retrieved specimens on microscopic exami-
nation revealed fragments of neoplastic lesions 
composed of sheaths of atypical spindle shaped 
cells with pleomorphic hyperchromatic nuclei 
and frequent mitosis. Also, no squamous or glan-
dular diff erentiation. A tumor marker study was 
completed for cytokeratin. Myosin, desmin, and 
myogenin were negative while actin was focally 
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positive. Th e complete blood picture revealed 
less than normal levels of hemoglobin (Hb) and 
hematocrit (Hct). In addition, enzyme studies 
indicated a higher than normal level of gamma-
glutamate (GGT). It was concluded that the 
morphological and immunohistochemical fea-
tures were consistent with that of undiff erenti-
ated sarcoma.

Discussion:
Esophageal tumors may either be epithelial 
or mesenchymal in origin. Epithelial tumors 
(squamous cell carcinoma or adenocarcinoma) 
account for approximately 95% of all esophageal 
tumors4, while tumors of mesenchymal origin 
are rare having fewer than 2% of cases reported1. 
Esophageal sarcomas can be categorized into 
tumors of pure mesenchymal origin; which in-
cludes leiomyosarcoma and synovial sarcoma, 
and carcinosarcomas, tumors of both epithe-
lial and mesenchymal origin, occurs more oft en 
than primary mesenchymal tumors.5 Esopha-
geal sarcomas may present with diff erent gross 
features. For example, they may be polypoidal, 
appearing as either pedunculated or sessile 
masses6, annular, and diff use with the later being 
more invasive and exhibiting early metastasis.7

Like most esophageal carcinomas, sarcomas 
have a greater tendency to occur in the elderly 
with a median age of diagnosis being 58 years.8 
Risk factors for esophageal sarcoma include 
chronic alcohol and tobacco use.9 In this case; 
it was associated with the long term use of a lo-
cal tobacco called Niswar. At the time of inquiry, 
one of the chief presenting complaints of the pa-
tients is dysphagia.6 However, nausea, vomiting 
and chest pain accompanied by weight loss are 
also considered major causes of morbidity. Th e 

overlapping symptoms and rare occurrences 
of sarcomas make it very diffi  cult to diagnose, 
hence, demanding a thorough investigation for 
confi rmation and the planning treatment.

Barium studies are recommended to identify 
the extent and location of the lesions, and for 
evaluation of esophageal function.10 Studies may 
show exophytic lesions, ulceration, tracking, or 
intraluminal polypoid masses. To confi rm the 
diagnosis, microscopic and histological reports 
usually play a key role. In microscopic fi nd-
ings, presence of spindle shaped cells indicates 
sarcomas11,while the presence of epithelial or 
glandular elements occur in the cases of carcino-
sarcomas.12 Th e myxoid and hemangiopericytic 
patt ern with calcifying and ossifying patt ern are 
highly characteristic of synovial type13, and the 
fi brous histiocytomas are typically observed in 
leiomyosarcoma.14

In addition, esophageal tumors are an indica-
tion to carry out immunohistological studies. 
Recent fi ndings have suggested that histological 
studies can diff erentiate between various cat-
egories of sarcomas.15 Th e presence or absence 
of myogenin, actin, vimentin and desmin aids in 
establishing the histological basis of diagnosis.
Kimura et al presented four cases of polypoid 
tumor in which the sarcomatous component 
were positive for actin16, while Taniyama et al 
displayed strong positive immunoreactions of 
spindle shaped cells to alpha-smooth muscle 
actin.17 Sarcomatous tumors can also be diff er-
entiated from carcinomas on the basis of their 
immunoreactivity to p53 which is absent in the 
later cases.18

Surgical removal or esophagectomy will be the 
basis for treatement of sarcomatous esophageal 
growth.19 Furthermore, esophago-gastroduo-
denoscopy (EGD) can provide support in the 
diff erential diagnosis as well as the resection 
of esophageal sarcoma. EGD will also assist by 
determining the stage, anatomical relation, as 
well as the extent of the spread of the disease.20 
Th e role of radiotherapy and chemotherapy is 
yet to be established21, nevertheless, this option 
should be considered for inoperable or compli-

Figure 2:  Showing protruding lesion seen on 
upper GI endoscopy

Figure 1:  Barium swallow showing an apple 
core appearance of mid esophagus
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cated cases.22 Symptomatic treatment should be 
provided for progressive dysphasia and other 
major complaints. Also, a nutritional diet should 
be planned if necessary to improve the patients’ 
quality of life.

Lastly, the survival rate of esophageal sarcoma, 
like all other sarcomas, depends highly upon the 
anatomical site, histopathology, growth patt ern, 
and tumor stage.23 Moreover, early recognition 
of symptoms with rapid diagnosis and treatment 
may vastly improve the patient’s survival rate.

Conclusion:
To diagnose a rare condition like esophageal sar-
coma we should have a high index of suspision,  
good history, clinical examination followed by 
barium swallow and esophageal biopsies. In 
our case, EGD and multiple esophageal boip-
sies played an important role in the diagnosis of 
esophageal sarcoma. We recommend this proto-
col very eff ective for the diagnosis and manage-
ment of esophageal sarcoma.
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