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Abstract

A rare case of Adenoid Cystic Carcinoma (ACC) of the External Auditory Canal (EAC) encountered in a 45 year old female is
reported. The patient underwent a radical resection of the EAC, mastoidectomy and partial resection of the parotid. On
histopathological examination cells were found to be arranged in a cribriform glandular pattern and focal perineural invasion was
also noted. These tumors need to be diagnosed early and treated radically or the long clinical course ultimately results in death

due to local invasion or distant metastasis.

INTRODUCTION

Malignant tumors of the External Auditory Canal (EAC) are
' Glandular
tumors are infrequent lesions of the EAC and account to
20% of all EAC neoplasms.’
nomenclature, classification, tissue of origin, and accurate

rare and most are squamous cell carcinomas.
Controversy still exists about

diagnosis of these tumors. Adenoid Cystic Carcinoma
(ACC) arising in the EAC is exceedingly rare one in 18 to
one in 30 malignant EAC tumors.”* Despite a benign
histological appearance and slow growth of ACC, the natural
history of this disease is characterized by a slow malignant
course. Local recurrences and metastasis to the cervical
lymph nodes, lungs, bones and liver can occur over many
years.” Moreover, ACCs tend to invade surrounding tissue
by perinueral or periosteal extension. The 5 - year survival

rate is high but local recurrence rate is equally high. '

We report a case of adenoid cystic carcinoma of the external
auditory canal with emphasis on the features that distinguish
it from benign lesions, the surgical aspects of therapy and
review the medical literature existing in relationship with
this pathology.

CASE REPORT

A 45 year old female presented to Department of ENT, St.
Johns Medical College Hospital a tertiary referral centre in
south India in May 2007, with complaints of sharp pain in
the left ear, radiating to the neck for 3 months. She had
decreased hearing on the same side and left ear discharge
since childhood. On examination, a smooth pink swelling
was seen in the left external auditory canal, which blocked
the canal lumen completely. The swelling was seen to arise

from the posterior canal wall. Biopsy of the swelling was
performed. Histopathological examination was suggestive of
adenoid cystic carcinoma. Computed Tomography scan of
temporal bone were done (Figl.)

Figure 1

Figure 1: Axial Computed Tomography scans showing the
lesion in the left EAC.

”(
\

The tumor was classified as a stage 1 (T1NO) lesion based
on University of Pittsburgh TNM staging for EAC
carcinoma.’ The patient underwent left lateral temporal bone
resection. An en-block excision of the bony and
cartilaginous canal was carried out. Initially an intact bridge
mastoidectomy was done and facial nerve exposed. Facial
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recess opening was extended inferiorly to hypotympanum perineural invasion was also noted. No sign of recurrence
till the level of stylomastoid foramen. Mastoidectomy was has been observed with a follow up of 2 years. (Fig 4)
extended superiorly to the root of zygoma. ( Fig 2) .

Figure 4
Figure 2 Figure 4: A, Skin with underlying infiltrative neoplasm,
Figure 2 : Sub temporal resection H&E x40

Posterior canal wall was penetrated just lateral to the facial
ridge. Specimen consisting of the osseous and cartilaginous

Figure 5
canal W?H’ .1ateral to tympanic ’membran'e, along with a cuff Figure 4: B, Neoplastic cells in cribriform pattern, H&E x
of parotid tissue was removed intoto. (Fig 3 ). 200

Figure 3
Figure 3: Resected specimen

DISCUSSION

Adenoid Cystic Carcinomas (ACC) may involve the
External Auditory Canal (EAC). Glandular tumors of the
EAC are rare but ACC is the most common type of these
rare glandular tumors. ACC appears to arise from the
ceruminous glands, sweat glands or ectopic salivary gland
tissue.” In some cases, the tumor may have arisen in the

adjacent parotid salivary gland and secondarily may have
extended into the ear canal®. ACC originating from the EAC
appear to be more aggressive

On histopathological examination cells were found to be

arranged in a cribriform glandular pattern and focal
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Adenoid cystic carcinoma of the external auditory canal is
usually seen in the 40-50 year age group. A characteristic
feature of this neoplasm; is the presence of a sharp pain
radiating away from the ear and an EAC lesion. The EAC
lesion may present as a polyp, ulceration, and granulation or
simply as a sub epithelial swelling. It may not be possible to
clearly demarcate the borders of the swelling. Other
symptoms include facial paresis, tinnitus and hearing loss. It
is important to assess the nasopharynx to rule out tumor
arising from that area and then spreading to EAC. The tumor
may sometimes spread to the EAC from the parotid. '

High resolution Computed Tomography (HRCT) of the
temporal bone is the imaging of choice. Evidence of
irregular bone erosion or destruction of the canal wall is
indicative of malignancy. ACC may locally invade soft
tissue and bone, extend into the parotid gland and
temporomandibular joint and metastasize to the regional
lymph nodes, lung and liver. So lungs and regional lymph
nodes must also be evaluated with CT for metastasis.

A tumor of stage 1 requires a lateral temporal bone
resection. Other stages require subtotal to total temporal
bone resection. Stage 3 & stage 4 tumors also require post
operative radiotherapy. Adjuvant radiotherapy may also be
given in cases of incomplete excision or in the presence of
inadequate margins. Radiotherapy and chemotherapy are not
curative but can help in palliation and as adjuvant therapy.
ACC has a propensity for recurrence, so patients treated
need to be followed up for a long time. The presence of
tumor along the margins of resection, perineural spread,
involvement of parotid or the involvement of bone increases
the chance for recurrence.

Histologically three main patterns of ACC have been
described: tubular, cribriform and solid.” In the EAC
significant correlation between histological patterns and
prognosis has not been demonstrated because of the small
number of cases.' However in salivary glands prognosis of
ACC correlates with the histological pattern. "’
Predominantly tubular ACCs have the best prognosis,

whereas the predominantly solid ACCs have the worst

prognosis. These neoplasms are characterized by the
presence of nerve sheath and lymphatic invasion. There is
also perineural or periosteal extension. Histological
differential diagnosis of ACC should include basal cell
carcinoma, ceruminous gland adenocarcinoma and
ceruminous gland adenoma. And it may be difficult to
differentiate from an adenoma or a benign mixed tumor

- . - - . . 10.
arising in ceruminous glands from small sample biopsies

CONCLUSION

ACC of the EAC is a rare malignant tumor. This tumor has
an aggressive behavior characterized by local invasiveness
and a metastatic risk of approximately 30%. We would
therefore like to emphasize the need for early detection of
adenoid cystic carcinoma of the external auditory meatus; its
differentiation from other benign conditions; the necessity of
radical surgery and the need for long term follow up.
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