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Abstract

Primary external auditory canal (EAC) malignancies are very rare 
with adenoid cystic carcinoma (ACC) representing approximately 
5% of these tumors. The majority of these patients present with con-
stant ear pain of prolonged duration, hearing loss and a mass in the 
external ear canal. The treatment is surgical resection and postopera-
tive radiation therapy. However, the overall prognosis is poor due to 
recurrences and distant metastasis. In this article, we report a case of 
ACC of the EAC with a review of the literature.
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Introduction

Primary cancers of the external auditory canal (EAC) are rare 
and most are squamous cell carcinoma. Those of glandular 
origin comprise just 20% of EAC tumors, with adenoid cystic 
carcinoma (ACC) of EAC being extremely rare [1]. Adeno-
cystic carcinoma of the head and neck is usually found in the 
salivary glands, oral cavity, nasopharynx, and palate [2]. There 
have been only a few cases of adenocystic carcinoma involv-
ing the EAC reported in the international literature. An ado-
lescent clinical course which usually leads to a late diagnosis 
is the main characteristic of the adenocystic carcinoma of the 
EAC [3]. The mainstay of treatment is the surgical excision 
with main goal of the achievement of clear margins because of 
the high risk of repeat local recurrence [4].

Due to the rarity of the adenocystic carcinoma of the EAC, 

there are very little evidence about long-term outcome and fol-
low-up.

In this article, we present a case of ACC of the EAC along 
with a review and discussion of the literature to date.

Case Report

A 56-year-old woman was admitted to our hospital with otal-
gia since 2008, which was treated with conservative treatment 
with analgesics and antibiotics. In 2012, the patient underwent 
a computed tomography (CT) scan of the visceral skull, which 
revealed a well circumscribed mass of 6.6 mm maximum di-
ameter which was directly in contact with the cartilaginous 
part of the ear canal without any signs of invasion. The pa-
tient underwent surgical removal of the lesion. The histologi-
cal report confirmed the diagnosis of an intermediate grade 
(grade II) ACC of the EAC with perineural invasion. The tu-
mor was composed of basaloid cells and few areas of necrosis 
were noted. The immunohistochemistry results were positive 
for CK8/18, EMA, SMA, CD117/cKit and S100. Ki67 labe-
ling index was 30% (Figs. 1 and 2). The invaded deep surgi-
cal margin was the reason for the second operation to ensure 
clear resection margins. A month later, the patient underwent 
a surgical removal of the superficial lobe of the parotid gland 
and ipsilateral cervical dissection. The histology was negative 
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for malignancy. Two months after surgery, she attended our 
department for postoperative irradiation. The radiotherapy was 
performed in a linear accelerator with 6-MV energy, with a 
three-dimensional conformal radiation delivery technique. She 
received a total dose of 50 Gy in 25 fractions with a daily dose 
of 2 Gy in the tumor bed and a total dose of 44 Gy in the ipsi-
lateral cervical lymph nodes. The patient was followed up at 
3 monthly intervals with clinical examination and CT in the 
first year and then twice yearly. The patient has no evidence of 
disease recurrence during 41 months of follow-up.

Discussion

Adenocystic carcinoma of the EAC is extremely rare, approxi-
mately 5%, therefore it is very rarely encountered in the every-
day clinical practice. The mean age for ACC is the fifth decade 
and it is two times more common in women than men. The 
most common clinical symptoms are otorrhea, pain, hearing 
loss, bleeding and a mass in the ear canal [5]. A wide deep bi-
opsy should be performed in every EAC mass, as it is essential 
for the establishment of the diagnosis of adenocystic carcino-
ma. The use of MRI in these cases has not been fully delineated. 
Gadolinium-DTPA contrast-enhanced MRI is most helpful in 
demonstrating infiltration into surrounding tissues [6].

The true origin of adenocystic carcinoma of the EAC has 
not yet been defined, yet it is proposed that these tumors may 
arise from ectopic salivary glands. Three main histologic pat-
terns of ACC have been described: tubular, cribriform and 
solid [7]. The tubular pattern seems to have the best prognosis; 
however, the relationship between histopathology and progno-
sis remains unclear because of the limited number of cases and 
inadequate long-term follow-up. Adenocystic carcinoma of the 
EAC is more aggressive than adenocystic carcinoma arising in 
the salivary glands and leads to poor prognosis [8].

Adenocystic carcinoma has a high propensity towards 
perineural involvement, which explains why one of the most 
common symptoms is otalgia. When perineural and lympho-
vascular invasion is present, the tumor recurrence rate is high-

er [9, 10].
The treatment of adenocystic carcinoma of the EAC de-

pends on complete surgical resection with clear margins. Other 
important prognostic factors are the involvement of the parotid 
gland, nerve and bone. For that reason, elective parotidectomy 
is recommended [11].

It is difficult to determine the role of postoperative radia-
tion therapy in adenocystic carcinoma of the EAC, due to the 
limited number of patients. However, it is suggested when 
positive microscopic margins are present, in advanced T stage, 
in cervical nodal metastasis, in solid histologic pattern, in peri-
neural invasion and in recurrent tumors [12].

In spite of aggressive and early management, patients with 
adenocystic carcinoma of the EAC often experience recurrenc-
es. Metastasis to regional lymph nodes and distant sites, like 
lungs, are very common [13].

Conclusion

Adenocystic carcinoma is a rare neoplasm originating in the 
EAC. Patients with long-standing otalgia and ear canal mass 
should be considered for biopsy and imaging. Early aggressive 
surgical management with adjuvant radiotherapy may help to 
prevent distant metastasis [14]. More multicenter randomized 
trials with long-term follow-up should be performed so as to 
have evidence about the sequence of the treatments and the 
role of radiotherapy and chemotherapy in these neoplasms.
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