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Case Report

Primary Esophageal Adenoid Cystic Carcinoma
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Adenoid cystic carcinoma (ACC) is common in the
salivary glands but rare in the esophagus. Routine
esophagogastroscopy performed in a 54-year-old
woman as part of a medical check-up revealed a submucosal tumor (1.5×1.0 cm) at the mid-esophagus.
Endoscopic ultrasonography revealed a lesion with
mixed echogenicity in the submucosal layer. The submucosal mass was removed by incisional endoscopic
enucleation, and pathological analysis revealed epithelial cells with small hyperchromatic angular nuclei
in tubular and cribriform patterns. The lesion was
pathologically confirmed as an ACC of the esophagus.
(Gut and Liver 2007;1:178-181)
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INTRODUCTION

CASE REPORT
A 54-year-old woman was admitted for the treatment of
a submucosal mass detected during a routine endoscopic
check-up. The patient was not a smoker and did not
drink alcohol. The physical examination did not show any
specific findings. The cacinoembryonic antigen (CEA), a
marker for squamous cell carcinoma, was normal. The
other laboratory findings were normal. An esophagogastroscopic examination showed a submucosal tumor of 1.5
×1.0 cm at the mid-esophagus (Fig. 1). Endoscopic ultrasonography (EUS) showed a lesion with mixed echogenicity in the submucosal layer with intact muscularis
propria at the mid-esophagus (Fig. 2). With the agreement of the patient, the submucosal mass was removed
successfully by incisional endoscopic enucleation in order

Adenoid cystic carcinoma (ACC) is a malignant tumor
that is commonly found in the minor salivary glands.
Other sites of occurrence include the tracheobronchial
tree, breast, skin, lacrimal gland, and the female genital
tract. ACC is known to be a slowly growing epithelial
tumor. ACC makes up approximately 18.1% of all neo1
plasm found in salivary glands. Sixty percent of ACC cases occur in the minor salivary glands. Esophageal ACC
2
accounts for 0.1% of esophageal malignancies. Metastatic
regional lymph nodes are uncommon, while distant
3
spread to the lungs and bones is frequent. According to
the previous studies the prognosis is very poor due to the
distant metastases. We report a rare case of primary esophageal ACC that presented as a submucosal mass without metastases.
Fig. 1. Endoscopic finding. It shows a 1.5×1.0 cm-sized submucosal tumor at the mid-esophagus.
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for both confirmative diagnosis and treatment.
Histologically, the tumor was a well-circumscribed,
non-encapsulated, ovoid, grayish-white, homogeneous,
and solid mass found in the submucosa. The tumor was
composed of epithelial cells with small hyperchromatic
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angular nuclei in tubular and cribriform patterns. The
cells formed ducts, tubules and cylindromatous microscopic spaces, the lumen of which contained eosinophilic
mucoid materials. No solid pattern was noted. No squamous differentiation was present. These findings were
consistent with an adenoid cystic carcinoma developing
from a minor salivary gland of the esophageal mucosa
(Fig. 3). A fusion Positron Emission Tomography-Computed Tomography (PET-CT) scan showed neither lymphadenopathy nor evidence of distant metastases. After a
10-month follow-up, the patient remained free from
symptoms and metastases.

DISCUSSION

Fig. 2. EUS finding. It shows a mixed echogenic lesion in the
submucosal layer at the mid-esophagus.

ACC involves the minor salivary glands, submandibular
glands and parotid glands.4 The clinical behavior of ACC
in the head and neck is paradoxical. First, although tumor
growth is slow, its clinical course is relentless and progressive. Second, even though an operative intervention is
usually feasible, multiple local recurrences are usually
followed. Third, although metastatic spread to regional

Fig. 3. Pathologic findings of the resected submucosal tumor. (A) It shows mixed tubular and cribriform features (H&E stain, ×400).
(A) It shows mixed tubular and cribriform features (H&E stain, ×200). (B) It shows numerous ‘cylinders’ containing eosinophilic
material (H&E stain, ×400).
Table 1. Review of Cases of Esophageal Adenoic Cystic Carcinoma Presenting as Submucosal Tumor


Site

Size

Metastasis

Treatment

Follow up


Kabuto T, et al8
Blaauwgeers JL, et al9
Kim JH, et al10

Lower
Middle
Lower

1.4×1.0 cm
1.5×1.0 cm
2.3×1.8 cm

None
None
None

Present case

Middle

1.5×1.0 cm

None

Esophageal resection+Esophagogastrostomy
Esophageal resection+Esophagogastrostomy
Esophageal resection+Esophagogastrostomy+
Combination chemotherapy
Endoscopic enucleation

18 months
5 months
12 months

10 months
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lymph nodes is uncommon, distant spread to lungs and
bones is frequent.3
The clinical behavior of esophageal ACC is not well
5-7
known due to the small number of reported cases. The
average age of patients is 65 years, with a male to female
ratio of 3.4 to 1. The most common symptom is pro5,7
gressive dysphagia. ACCs have most frequently been reported in the middle third of the esophagus (63%), less
often in the lower third (30%) and rarely in the upper
third (7%). The most common endoscopic findings include a fungating or polypoid mass rather than an ulcer5
ative or infiltrative growth pattern. Only three cases have
been reported where they were presented as submucosal
8-10
One of the tumors was investigated by
mass (Table 1).
8
endoscopic ultrasonography. The ultrasonic image in the
report showed a thickened hyperechoic submucosal layer
and a relatively well-preserved hypoechoic muscularis
propria.
Histologically, ACC of the salivary gland may show
three different growth patterns: cribriform, tubular and
solid. The cribriform pattern, which is most frequently
noticed, is characterized by having nests of cells with cylindromatous microcystic spaces. In the tubular form,
well-formed ducts and tubules with central lumina, are
lined by inner epithelial and outer myoepithelial cells.
These are filled with hyaline mucoid material. The solid
or basaloid type consists of sheets of uniform basaloid
cells lacking tubular or microcystic formation. In the cribriform and solid variants, small true ducts are invariably
11,12
The
present, but may not be immediately apparent.
solid pattern appears to be associated with worse prog13,14
In this case, the
nosis than the other two patterns.
submucosal lesion was an ACC of the esophagus and
there were no solid patterns identified.
The treatment of choice for ACC is radical excision.
When the surgical margin is positive, postoperative radiotherapy is recommended. Chemotherapy is not usually
15
chosen due to a poor response rate. The 5-year survival
rate is approximately 35%, but the long-term survival is
poor. Eighty to 90% of patients die of this disease within
16
10-15 years. Poor prognostic factors that influence survival include solid histological pattern, advanced clinical
16
stage, and positive surgical margins. Few treatment
guidelines are available for esophageal ACC. The treatment of choice for an esophageal ACC is radical excision
(i.e., esophagectomy and esophagogastrostomy). The role
of chemotherapy, through either adjuvant or primary che17,18
Postoperative radiotherapy
motherapy, is not clear.
9
may help improvement of progressive dysphagia. Until
now, three reported cases presenting as a submucosal
mass generally had good clinical courses without meta-

8-10

stasis after the radical excision (Table 1).
Here we report a rare case of esophageal ACC presenting as a submucosal mass detected by routine endoscopic
examination and treated by incisional endoscopic enucleation.

REFERENCES
1. Li LJ, Li Y, Wen YM, Liu H, Zhao HW. Clinical analysis of
salivary gland tumor cases in West China in past 50 years.
Oral Oncol 2007; Epub ahead of print.
2. Suzuki H, Nagayo T. Primary tumors of the esophagus other than squamous cell carcinoma--histologic classification
and statistics in the surgical and autopsied materials in
Japan. Int Adv Surg Oncol 1980;3:73-109.
3. Bradley PJ. Adenoid cystic carcinoma of the head and neck:
a review. Curr Opin Otolaryngol Head Neck Surg 2004;
12:127-132.
4. Khan AJ, DiGiovanna MP, Ross DA, et al. Adenoid cystic
carcinoma: a retrospective clinical review. Int J Cancer
2001;96:149-158.
5. Petursson SR. Adenoid cystic carcinoma of the esophagus.
Complete response to combination chemotherapy. Cancer
1986;57:1464-1467.
6. Cerar A, Jutersek A, Vidmar S. Adenoid cystic carcinoma of
the esophagus. A clinicopathologic study of three cases.
Cancer 1991;67:2159-2164.
7. Sweeney EC, Cooney T. Adenoid cystic carcinoma of the
esophagus: a light and electron microscopic study. Cancer
1980;45:1516-1525.
8. Kim JH, Lee MS, Cho SW, Shim CS. Primary adenoid cystic carcinoma of the esophagus: a case report. Endoscopy
1991;23:38-41.
9. Kabuto T, Taniguchi K, Iwanaga T, et al. Primary adenoid
cystic carcinoma of the esophagus: report of a case. Cancer
1979;43:2452-2456.
10. Blaauwgeers JL, Allema JH, Bosma A, Brummelkamp WH.
Early adenoid cystic carcinoma of the upper oesophagus.
Eur J Surg Oncol 1990;16:77-81.
11. Nascimento AG, Amaral AL, Prado LA, Kligerman J,
Silveira TR. Adenoid cystic carcinoma of saliva ry glands.
A study of 61 cases with clinicopathologic correlation.
Cancer 1986;57:312-319.
12. Matsuba HM, Mauney M, Simpson JR, Thawley SE, Pikul
FJ. Adenocarcinomas of major and minor salivary gland
origin: a histopathologic review of treatment failure
patterns. Laryngoscope 1988;98:784-788.
13. Darling MR, Schneider JW, Phillips VM. Polymorphous
low-grade adenocarcinoma and adenoid cystic carcinoma. A
review and comparison of immunohistochemical markers.
Oral Oncol 2002;38:641-645.
14. Waldron CA, el-Mofty SK, Gnepp DR. Tumors of the intraoral minor salivary glands: a demographic and histologic
study of 426 cases. Oral Surg Oral Med Oral Pathol 1988;
66:323-333.
15. Triantafillidou K, Dimitrakopoulos J, Iordanidis F, Koufogiannis D. Management of adenoid cystic carcinoma of minor salivary glands. J Oral Maxillofac Surg 2006;64:11141120.

Na YJ, et al: Primary Esophageal Adenoid Cystic Carcinoma

16. Perzin KH, Gullane P, Clairmont AC. Adenoid cystic carcinomas arising in salivary glands: a correlation of histologic
features and clinical course. Cancer 1978;42:265-282.
17. Karaoglanoglu N, Eroglu A, Turkyilmaz A, Gursan N.
Oesophageal adenoid cystic carcinoma and its management

181

options. Int J Clin Pract 2005;59:1101-1103.
18. Matsumoto M, Nomiyama T, Nakae J, Nishikawa H.
Combination chemotherapy for a senile patient with adenoid cystic carcinoma of the esophagus: a case report. Jpn
J Clin Oncol 1993;23:258-262.

