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Case Report
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SUMMARY

Introduction: The cystic adenoid carcinoma (CAC) in the external auditory meatus is rare and was originated in the

ceruminous glands. It is manifested by otalgia in about 90% of the patients.

Case Report: In this article we report the case of a patient with Cystic Adenoid Carcinoma of the external auditory

meatus with mastoid involvement that presented peripheral facial paralysis. The treatment is essentially

surgical, combined or not with postoperative radiotherapy. The factors of bad prognosis are the tumor

expansion, facial nerve and middle ear invasion and lymph node affection, which diminish the survival

in five years from 59% to 23%.
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INTRODUCTION

The temporal bone malignant tumors are uncommon

and occur in less than 0.2% of the head and neck neoplasms

(2). The spinocellular and basocellular carcinoma are the

most frequent (3) and the adenoid cystic carcinoma may

rarely occur (1).

The adenoid cystic carcinoma is a malignant tumor

typical to minor salivary glands; it’s rare in the external

auditory meatus and originate in the ceruminous glands.

This tumor may also arise from lacrimal gland, bronchus,

breasts, genitals and intestine. It tends to be locally invasive

and of slow growth, but has a local recurrence tendency.

Even with the local control of the disease, it’s known to

have a late metastatic presentation (6). In the past this

tumor was frequently diagnosed and treated wrongly,

because it had a deceiving behavior and appearance and

was mistaken for a benign disease.

It equally affects men and women (1), may appear

at any age, except for children, and is proven to occur

normally between the fifth and the seventh decade of life

(3).

The main initial symptom, in 90% of the patients, is

earache (1). Other symptoms also occur, such as bleeding,

otorrhea, dizziness, deafness and facial paralysis (3). The

tumor mass may present as a polyp, ulceration, granulation

tissue or simply as a discreet subepithelial elevation. The

regional metastases are mainly for subdigastric lymph

nodes, uncommon remotely, and, when occurring, the

most affected location is the lung (1).

To obtain the diagnosis computed tomography is

carried out and it is confirmed upon histopathological exam

(2).

The treatment is essentially surgical, combined or

not with postoperative radiotherapy (4).

LITERATURE REVIEW

The adenoid cystic carcinoma was first described in

1859 by BILLROTH, who called it cylindroma. In 1894, HAUG

used for the first time the term adenoid cystic carcinoma to

identify this tumor, and this denomination was restated in

1942, by SPIES, QUATTLEBAUM, FOOTE and FRAZELL. The external

auditory meatus tumors classification was formulated by

WETLI e col. in 1972. The classification was based on aspects

found in the electronic microscopy, biological activity and

the answer to several modalities of instituted treatment.

Four types of standards arose from this research, including:

ceruminous adenoma; ceruminous adenocarcinoma; adenoid

cystic carcinoma and pleomorphic adenoma (1).

Type I or Ceruminous Adenoma - benign, localized,

of well-differentiated ceruminous glands, cystic or papillary.

It doesn’t invade adjacent tissues, but, when not fully

excised, frequently presents recurrence (4).

Type II or Ceruminous Adenocarcinoma - has the

same histological presentation as the previous one, in

some cases shows pleomorphism and mitotic activity,

infiltrative nature and involves soft tissue and bone with a

high incidence of recurrence after partial surgical removal.

It may provoke intracranial or remote metastases (4).

Type III or Adenoid cystic carcinoma - is the most

common type, of higher malignancy, and the only one

proven to produce remote metastasis. According to

DUCHETEAU and cols. (1976), pulmonary, renal, cutaneous

and osseous metastases are common. Histologically, it

presents a malignant aspect with niches of small dark cells,

inside which there is cystic space or hyaline material. It

presents a large tendency to invade nervous structures (4).

May be categorized into three histological subtypes based

on the growth pattern: tubular, cribriform and solid (5).

Type IV or Pleomorphic Adenoma or Mixed Tumor

- is more uncommon, lobulated, well-delimited, presents

strings and nests of epithelial cells surrounded by myxoid

and/or pseudo-cartilaginous stroma of myoepithelial, benign

origin, but may also recur with multiple nodes where not

fully removed (4).

Intracranial and remote metastases occur generally

with a higher frequency than lymphatic metastases, which

are uncommon (4).

SHOTTON et al assume the cranial base may be

invaded through three ways:  Eustachian tube (peritubal

space), maxillary nerves and internal carotid artery (6).

Surgery remains as the adenoid cystic carcinoma

treatment, with a growing interest in the technique of

sentinel lymph node biopsy (7). When the tumor is located

exclusively in the external auditory meatus, the treatment

without bone destruction is block resection with removal

of the osseous meatus with the cartilages, modified radical

mastoidectomy of malleus and incus, parotid, the entire

muscular, lymphatic contingent and nervous structures

with facial preservation followed of irradiation.  In the major

tumors, a more radical resection is required, such as a

modified subtotal resection of the temporal bone with

removal of other affected structures (1). According to

ANAGNOSTOU and cols. (1974) radiotherapy may be indicated

when the tumor, whether primary or recurrent, expands
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beyond the surgical resection limits, in cases of remote

metastases, when the patient’s clinical conditions impair

the surgery or, finally, when the patient refuses to undergo

the surgery (4). Chemotherapy keeps on playing a limited

role in this group of malignant diseases (7).

There are new treatments for adenoid cystic carci-

noma including: kinase tyrosine inhibitors, antibodies,

angiogenesis inhibitors and proteosoma inhibitors, but such

procedures are under study only for salivary glands tumor

and have not been tested for tumor in the external auditory

meatus (8).

CASE REPORT

IGR, 45-year-old, brown man natural and resident in

Serrinha, Bom Jesus do Itabapoana / RJ, was attended in the

otorhinolaryngology service of the Hospital São José do Avaí

3 months ago with a deviation of the labial comissure to the

left side, left upper eyelid paresis. He mentioned burning

and pain in the left eye, paresthesia in the left hemiface. He

denied smoking and reported occasional ethylism.

A diagnosis of peripheral facial paralysis was made

and the treatment was started with Prednisolone 20 mg,

Acyclovir and Omeprazol. But the patient didn’t obtain

improvement and returned 1 month ago complaining of

persistence of the peripheral facial paralysis.

We requested 40-channels mastoid multislice heli-

coidal computed tomography before and after the venous

contrast injection, that revealed a tympanic cavity and

antromastoid veiling with destruction of the epitympanum

ossicles and wall, temporal bone squamous part and the

external auditory meatus, with osseous fragments in the

upper region of the external auditory meatus.

Then the patient was submitted to left radical

mastoidectomy.

The mass removed was forwarded for

histopathological exam which revealed a malignant tumor

of temporal bone of subtype infiltrative adenoid cystic

carcinoma.

After the surgical treatment the patient reported a

partial improvement of the facial paralysis, but it culminated

in hearing loss because an aggressive procedure was

needed for removal of all the mass.

DISCUSSION

Out of the tumors of head and neck, the squamous

Picture 1. CT at axial cut, showing the tympanic cavity veiling

and antromastoid with destruction of ossicles.

Picture 2. CT at axial cut, confirming affection of the external

auditory meatus.

cells carcinoma is the most common histological type,

followed by the basocellular carcinoma, adenoid cystic

carcinoma, adenocarcinoma and rhabdomyosarcoma

(9).
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The adenoid cystic carcinoma is the most common

of glandular carcinomas (9). In a review by CONLEY and

SCHÜLLER, out of 61 patients with malignant tumors of the

external auditory meatus, 19.6% were adenoid cystic

carcinoma (1).

The perineural invasion is one of the most treacherous

and insidious forms of tumoral dissemination. Because of

the extensive neural system, the head and neck malignant

tumors have many ways to invade the cranial nerves and

gain access to intracranial structures. The most common

tumor associated to perineural invasion was the squamous

cells carcinoma, followed by the adenoid cystic carcinoma

(10). About 30 to 45% of the patients with perineural

invasion are initially asymptomatic; the radiologist plays a

critical role for subclinical detection of the disease (10).

According to the literature, the symptomatology of

this type of tumor is variable and depends basically on the

lesion’s location. Normally, the patient presents with vague

and nonspecific complaints. Head weight, ear pressure,

tinnitus, pain, otorrhea or hypacusis may be mentioned.

Otalgia is particularly common in the adenoid cystic carci-

noma cases for their tendency to invade nerves. Sometimes

there are reports of progressive or episodic facial paralysis.

In the above mentioned case, the main complaint of the

patient was of progressive facial paralysis (4).

Upon otoscopy, in general, we note a grayish or

yellowish mass in the external auditory meatus, or, more

rarely, medial to the integral tympanic membrane, but the

normal otoscopic exam (in cases of tumor out of the

meatus) may make the diagnostic suspicion very difficult.

In some patients, a narrowing of the meatus is detected

(11). Therefore, as presented in the literature, there was no

alteration in the otoscopy of the described patient, but the

tumor projected onto the mastoid.

Only the histopathological study may state the

nature of the tumor with certainty (4).

The surgical treatment of malignant tumors of the

ear and temporal bone is not universally standardized. In

general, lesions localized in the outer part of the meatus are

treated with a limited resection, that is, local resection,

radical mastoidectomy, while more advanced lesions are

treated by means of block resection, partial temporal

osseous resection, subtotal petrosectomy, total

petrosectomy.  The radiotherapy is defended as a

compliment for surgery or a palliative and not as a curative

isolated treatment (12). The patient was submitted to

radical mastoidectomy and forwarded to the radiotherapy

service.

The bad prognosis factors are extensive tumor,

facial nerve paralysis, cervical and parotid lymph-node-

megaly, as well as invasion of the middle ear, which, when

occurs, leads to reduction of the five-year disease-free

survival of 59% to 23% (3).  In the case in question, the

patient presented two factors of bad prognosis: paralysis of

the facial nerve and invasion to the middle ear.

FINAL COMMENTS

The adenoid cystic carcinoma is an extremely

invasive tumor and, if early diagnosed in its evolution, it

presents a better prognosis. In the case report, the tumor

was diagnosed at a more advanced phase, partially due to

the not much common symptom, peripheral facial paralysis,

presented by the patient.
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