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A case report of adenoid cystic carcinoma of larynx: A distinctly rare entity
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Abstract

Introduction: Malignant tumors of minor salivary glands are relatively uncommon. In the larynx, ACC is extremely rare. These tumors are

commonly arise in the subglottic region of larynx.

Materials and Methods: We present an unusual case of ACC in a 50 year old male. On laryngoscopic examination a growth was seen in
the arytenoid region of larynx. An incisional biopsy was taken and sent for HPE

Results: A tumor was seen in the submucosal region with typical cribriform pattern and myxoid matrix. A diagnosis of ACC was noted
Conclusion: ACC is a very slow growing tumor but is notorious for local recurrence and distant metastasis. Hence caution is needed in such
cases, especially when the tumor is seen beneath the mucosa. Failure of diagnosis ACC may lead to fatal outcome in some cases.
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Introduction

Adenoid Cystic Carcinoma (ACC) is a malignant
salivary gland tumor, more common in minor salivary glands.
It constitutes 2-4% of head and neck carcinomas. There is no
distinct risk factor for this malignancy. It is more common in
minor salivary glands of oral cavity, most common site being
hard palate followed by nasal cavity, paranasal sinuses,
pharynx and larynx.? Larynx ACC is extremely rare. ACC of
larynx is not associated with history of smoking unlike
Squamous cell carcinoma (SCC).%# Although the clinical
behaviour of extra laryngeal ACC is well known, currently
only limited statistical case series are available for laryngeal
ACCs.

Histologically ACC consists of cribriform, tubular and
solid subtypes.® In all these types the cells are basaloid with
mucinous or hyaline matrix. Despite the etiological and
histological differences between laryngeal SCC and ACC,
basaloid variant of SCC needs to be distinguished from ACC,
since basaloid SCC is well known entity in larynx and
prognosis is much more favourable for ACC compared to
basaloid SCC.

Laryngeal ACC tends to infiltrate into the surrounding
structures slowly, such as thyroid and esophagus.® Distant
metastasis is more to lungs although regional lymph node
deposits are uncommon. This tumor is also known for local
recurrence.

We report a case of ACC of arytenoid region of larynx,
diagnosed by histopathological examination of a direct
laryngoscopy biopsy.

Case Report

We report a case of 56 year old male presenting with
discomfort in the neck region during swallowing. The patient
came to the ENT department. A complete clinical
examination was done. No nodes were palapable. No
hoarseness of voice was noted. A direct laryngoscopic

examination was done. A growth was identified in the right
arytenoid region. An incisional biopsy was taken and sent for
pathological examination.

Gross examination showed three tiny grey white soft
tissue bits; altogether measured 2x1x0.5 cm, all of which
were processed and embedded.

Microscopically, multiple sections studied showed
fragments of tissue with a structure of stratified squamous
epithelium with focal ulceration (Fig. 1).
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Fig. 1: Laryngeal biopsy showing an infiitrative tumor
beneath the squamous epithelium. (H&E.10X)

Beneath the epithelium is seen an infiltrative tumor
composed of basaloid cells arranged in cribriform pattern,
small nests and in cords. The individual cells had scant
cytoplasm and oval hperchromatic nucleus (Fig. 2).
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Fig. 2: Cribriform pétierh of arrangement of tumor cells.
(H&E.40X)

The intervening stroma was myxoid (Fig. 3).

1% {on o e ‘
LR { '.a;"- . .‘ﬁ
R

P L R R o

Fig. 3: Microscogiy showing myxoid stroma
characteristically seen in adenoid cystic carcinoma.
(H&E.40X)

Mild nuclear atypia was noted. With these
histopathological findings, a diagnosis of adenoid cystic
carcinoma of larynx was made.

Discussion

ACC of larynx is a rare tumor, accounting for <1% of
laryngeal malignancies. According to a study by Guangiaol
et al, 175 well documented cases of ACC were identified the
larynx.” Laryngeal carcinomas are divided into three sub
types depending on location: supraglottic, glottic and
subglottic. Patients with supraglottic tumors present with
dysphagia, patients with tumors in the glottis present with
hoarseness or dyspnoea. However few patients are
asymptomatic and reach the advance stage when they present
to the hospital.%*°

Among the laryngeal carcinomas, SCCs are the most
common. Smoking is an important etiological factor for
laryngeal SCC which leads to oxidative stress and elevated
Reactive Oxygen Species which in turn lead to carcinoma.®
Mean age is sixth and seventh decade.

Less common tumors of larynx include other epithelial
tumors, soft tissue tumors and neuroendocrine tumors.
Laryngeal salivary gland carcinomas are rare because of low
density of glands in the larynx. Among the salivary gland
malignancies, ACC is the most common type. ACC is not
associated with smoking which is different from SCC. ACC
is a slow growing tumor and patients are asymptomatic for
long period. Lymph node metastasis is uncommon in ACC
but metastasis to other site like lung occur. Most common site
in larynx is subglottis. The symptoms of ACC if present,
include dyspnoea, dysphagia and dysphonia. Because of its
indolent behaviour and late diagnosis, ACC is fatal in many
cases. Hence investigations like CT are more important in
early diagnosis. ACC occurs as a submucosal tumor and
hence direct invasion into the adjacent structures including
surrounding soft tissues and thyroid occur.!!

Histopathologically, three patterns are seen in ACC:
cribriform, tubular and solid. Cribriform pattern is the most
common and has the best prognosis. The solid pattern is the
least common and has aggressive course.> Total
laryngectomy is the treatment of choice for laryngeal ACCs.
Some studies have shown that chemotherapy has a positive
response in advanced cases.

The differential diagnosis to be considered in laryngeal
ACC is basaloid SCC. However basaloid SCC shows tumor
nests arising from the squamous epithelium of the mucosal
layer, shows peripheral palisading of tumor cells and
occasional keratinization. There features are absent in ACC,
in which we can see tumor lying beneath the epithelium and
shows myxoid matrix in most cases.

Conclusion

Laryngeal ACC are rare tumors accounting for less than
1% of laryngeal malignancies. The case report here is
cribriform type of ACC. These tumors should be suspected
when they are located in the submucosal location especially
in a patient who is not at risk for SCC. Further radiological
evaluations should be done to assess the extent of tumor.
Surgery with wide margins with or without chemotherapy is
recommended for these cases. Perineural invasion should be
looked for and follow up of patient is mandatory to detect
recurrence and distant metastasis.
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