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―Case Reports―

Small Cell Carcinoma of the Esophagus: A Case Report
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Abstract

A case of esophageal small cell carcinoma successfully treated with combination therapy
consisting of preoperative chemotherapy, radiation therapy, and surgical resection. A 76-year-
old man presented with a small cell carcinoma measuring 6 cm in diameter in the middle third
of the thoracic esophagus. After preoperative therapy, the gross tumor was completely
resected. The patient eventually died of metastatic disease 25 months after diagosis. We
discuss the treatment of esophageal small cell carcinoma.
(J Nippon Med Sch 2014; 81: 97―100)
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Introduction

Small cell carcinoma is a distinct entity first
described in the lung. The occurrence of primary
intrapulmonary tumors has been described in other
organs. Primary small cell carcinoma of the
esophagus, which is similar in appearance and
behavior to its counterpart of the lung, is rare. Most
patients relapse after dissemination of the disease
and have a poor prognosis1. The management of
small cell carcinoma of the esophagus is not well
defined because of the small number of reported
cases. We report on a patient with advanced small
cell carcinoma of the esophagus treated with
radiation therapy (total dose, 31.5 Gy), combination
chemotherapy with cisplatin and etoposide, and
surgical resection.

Case Report

A 76-year-old man had complained of dysphagia
during ingestion of solids for 2 months and consulted
his family doctor. A barium ingestion test revealed a
mass in the middle third of the thoracic esophagus.
He was then referred to our department. He was
not a habitual smoker, and no abnormalities were
found on physical examination. Routine laboratory
data were within normal limits. A pretreatment
barium esophagram revealed a 6-cm mass with
central ulceration in the middle third of the thoracic
esophagus (Fig. 1). Endoscopic examination also
showed an esophageal tumor with the same
configuration. The histologic features of a biopsy
specimen obtained from the tumor during
endoscopy were consistant with small cell
carcinoma. A computed tomographic scan revealed
abnormal thickening of the middle esophageal wall,
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Fig.　1　A pretreatment barium esophagram revealed 
a 6-cm mass with central ulceration in the 
middle third of the thoracic esophagus.

Fig.　2　Computed tomography revealed abnormal 
thickening of the middle esophageal wall, 
but no metastatic disease was evident in the 
mediastinal lymph nodes or liver.

Fig.　3　After neoadjuvant therapy, a barium 
esophagram showed an elevated tumor with 
ulceration which achieved a partial response.

but no metastatic disease was evident in the
mediastinal lymph nodes or liver (Fig. 2).
After small cell carcinoma of the esophagus was

diagnosed, the patient underwent chemotherapy.
The regimen consisted of cisplatin, 80 mg�m2 on day
1, and etoposide, 100 mg�m2 on days 1 to 3. The
patient also received radiation of the tumor and
regional lymph nodes with a total dose of 31.5 Gy.
After neoadjuvant therapy, a partial response was
achieved, as shown by barium esophagram (Fig. 3)

and esophagogastroendoscopy (Fig. 4A, 4B).
Curative esophagectomy with lymph node dissection
was then performed. The patient’s postoperative
course was uneventful. However, he eventually died
of metastatic disease 25 months after diagnosis.
Pathological examination indicated that the tumor

had not invaded the muscle layer (T1, invading the
submucosa), and only 1 metastatic lymph node was
found (pT1N1M0, pStage IIB). The resected
specimen had a shallow ulceration in the middle-to-
lower esophagus with no gross evidence of a
residual tumor (Fig. 5A). The tumor was a small cell
carcinoma with cells arranged in a cord-like
configuration and no evidence of squamous or
glandular features (Fig. 5B). Histochemical studies
showed that the tumor cells were positive for
synaptophysin and CD56 but negative for
chromogranin A.

Discussion

Small cell esophageal carcinoma (SCEC) is a rare
neoplasm2,3. Although the rarity of this tumor has
impeded statistical evaluation, SCEC has a poor
prognosis because of its aggressive biologic behavior
and early widespread dissemination2,3. The main
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Fig.　4　Esophagogastroendoscopy revealed an elevated lesion with excavative ulceration on 
the posterior wall of the esophagus (A) and a Lugol-unstained lesion (B).
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Fig.　5　The resected specimen had a shallow ulceration in the middle-to-lower esophagus with no gross 
evidence of a residual tumor (A). The tumor was a small cell carcinoma with cells arranged in a 
cord-like configuration and no evidence of squamous or glandular features (B).
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symptoms are rapidly progressive dysphagia and
weight loss, which are usual for esophageal cancer.
Small cell carcinoma is histologically defined by

small spindle-shaped or polygonal tumor cells with
hyperchromatic nuclei and scanty cytoplasm. The
neuroendocrine character of SCEC has been
reported because of the presence of intracytoplasmic
argyrophilia and neurosecretory granules
occasionally observed with Grimelius staining and
electron microscopy, respectively. However, such
neuroendocrine characteristics are not required for
the diagnosis of SCEC4―7 and were not present in the
present case. Moreover, tumor tissue in cases of
SCEC frequently includes squamous cell carcinoma
or adenocarcinoma5―10, and components of squamous
cell carcinoma have been found in more than 20% of
patients with SCEC5―11. In the present patient, the

microscopic tumor foci remaining after preoperative
chemotherapy were exclusively small cell carcinoma
without squamous cell carcinoma. Fulminant
systemic spread has been reported to be a common
characteristic of SCEC. Johnson et al. have reported
that the calculated tumor doubling time in their
patients with SCEC was approximately 2 days12.
Because of this rapid growth, the prognosis of SCEC
is extremely poor. McFadden et al. have reviewed
the literature and reported that the median survival
of patients with SCEC was 7.8 months4, whereas our
patient survived 25 months.
Various treatments, including surgery,

chemotherapy, and radiotherapy, have been used in
an attempt to prolong the survival of patients with
SCEC. In recent reports, regimens including cisplatin
have achieved better responses. Tanebe et al. have
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reported that of regimens with 5 anticancer drugs
(cisplatin, etoposide, vincristine, doxorubicin, and
cyclophosphamide), those including cisplatin and
etoposide were most effective13. Radiation therapy is
effective, as in small cell carcinoma of the lung, but
because it is only a local control therapy, radiation
alone is not an appropriate initial treatment.
Surgery as the primary treatment for small cell

carcinoma of the lung was abandoned because of the
results of the British Medical Council studies of the
1960s comparing primary radiation therapy with
surgery14,15. The same tumor of the esophagus has
been considered similarly. However, several studies
have shown long-term survival after surgery as a
local therapy for SCEC. One patient in the series
reported by Law et al. survived more than 5 years
after surgery16. Nishimaki et al. reported on 2 long-
term survivors treated with esophagectomy for
limited disease; 1 patient survived 106 months, and
the other patients survived 64 months17. They
described the important role of esophagectomy in
the treatment for locoregional SCEC. Craig et al.
have reported a mean survival of 20 months in 7
patients treated with esophagectomy with or
without adjuvant therapy18. Medgyesy et al. have
reported 4 cases of limited disease treated with
surgery after preoperative chemotherapy with or
without radiotherapy19. These reports of long-term
survival after surgery suggest that surgery is an
effective means of local control in combination
therapy for SCEC.
In conclusion, SCEC, like small cell carcinoma of

the lung, has, for more than 3 decades, been
considered a disease for which surgery is not a
primary treatment. We now believe radical
esophagectomy could be included within a protocol
as the treatment of choice for selected patients with
SCEC, especially for patients with clinically limited
disease.
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