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ABSTRACT

Here, we are presenting a case of polymorphous low-grade adenocarcinoma (PLGA) of base of tongue, which is a malignancy with low-grade
aggressiveness, less metastatic potential in a 76-year-old male with swelling on the left side of the neck for 2 weeks. The patient received a
radical external beam radiation therapy on face and neck. Now, the patient is disease free and is on follow-up a year after the treatment.
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INTRODUCTION

Polymorphous low-grade adenocarcinoma (PLGA) is a tumor of
minor salivary glands with indolent course with fewer incidences
in oral cavity and oropharynx. Surgery is the primary treatment
modality even though the role of radiotherapy and chemotherapy
is ill-defined.

Case DESCRIPTION

A 76-year-old male from a rural area presented with complaints
of swelling on the left side of neck for two weeks. The patient
was apparently normal fortnight back, and then, he noticed a
tiny swelling over the left side of the neck, which was gradually
progressive in nature to attend the present size of marble. Swelling
was not associated with any pain. The patient also gave a history
of difficulty in swallowing since one week, which was gradually
progressive in nature and it was more associated with solid foods
in comparison with semisolid and liquid foods. The patient did
not have any history of decreased appetite and weight loss, and
neither hoarseness nor hemoptysis. The patientis a chronic smoker
since 40 years, and he used to smoke 10-12 bidis per day, but he
was a nonalcoholic. There is no significant past history, family
history, and medical history. On general physical examination,
patient was well built and nourished with well orientation to time,
place, and person. Oninspection, oral cavity and oropharynx were
normal. On palpation, oral cavity was normal whereas there was
induration felt over the base of the tongue whose lower extent
cannot be defined. On indirect laryngoscopy, ulceroprolifertive
growth was seen involving the base of the tongue with extension
into the vallecula and epiglottis. On neck examination, there was
a level Il solitary lymph node on the right side measuring about
2. cm X 1 cm, which was firm in consistency, nontender, and mobile
in both horizontal and vertical directions. A systemic examination of
cardiovascular, respiratory, central nervous system, and abdomen
was normal. Laboratory blood investigations such as complete
hemogram profile, renal function tests, and liver function tests
were normal. Chest X-ray was normal (Fig. 1). Soft tissue neck lateral
view demonstrates growth over the base of the tongue (Fig. 2).
Contrast-enhanced computed tomography (CECT) of oropharynx
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and neck demonstrates a moderately enhancing soft tissue density
mass lesion with ill-defined margins, which is seen involving right
posterior base of the tongue extending to floor of the mouth where
itis forming an ill-defined enhancing mass lesion. An approximate
size of the lesion is 3 x 2.8 x 2.6 cm (AP X Transverse x CC). This
lesion is just crossing the midline. Inferiorly, the lesion is extending
up to the hyoid bone and touching its superior surface with no
obvious evidence of erosion; mass is extending into preepiglottic
space and involving the lingual surface of epiglottis, and it is also
extending into adjacent right lateral oropharyngeal wall of adjacent
oropharynx (Fig. 3). On CECT scan, an enlarged necrotic lymph node
with the size of 2 X 1.8 cm is seen in the right upper jugulodigastric
level (Fig. 4), and centrilobular emphysematous changes are seenin
the visualized bilateral lung fields along with minimal fibrosis noted
in bilateral apex. A pulmonologist opinion was taken regarding the
findings in the CECT scan; as the patient was asymptomatic, there
was also no history of antitubercular drug intake and no members
in the family suffering from pulmonary Koch'’s, so the patient
was kept on a regular follow-up. Histopathological examination
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Fig. 1: Normal chest X-ray

Fig. 2: Soft tissue neck lateral view demonstrates growth over the base
of the tongue

Figs 3A and B: Contrast-enhanced computed tomography of oropharynx and neck demonstrates a moderately enhancing soft tissue density mass
lesion with ill-defined margins, which is seen involving right posterior base of the tongue extending to floor of the mouth where it is forming an
ill-defined enhancing mass lesion

of incision biopsy from the base of the tongue demonstrated
PLGA with origin from the minor salivary gland. There was not
any perineural invasion, and on immunohistochemical profile,
epithelial membrane antigen (EMA) was positive (diffusely strong),
p63 (irregular positivity), whereas smooth muscle actin (SMA) and
S-100 were negative (Fig. 5). On the basis of histopathological and
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immunohistochemical profile, the diagnosis of PLGA of base of
the tongue with origin from the minor salivary gland was made.
The patient planned to undergo a radical external beam radiation
therapy with dose schedule of 66 Gy in 33 fractions with dose rate
of 200 cGy per day (conventional) by bilateral parallel opposed fields
on face and neck with spinal cord sparing after 44 Gy to respect
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Figs 4A and B: Contrast-enhanced computed tomography scan demonstrating enlarged necrotic lymph node with the size of 2 x 1.8 cm, which
is seen in the right upper jugulodigastric level

Figs 5A to E: Photomicrographs showing: (A to C) Low-grade adenocarcinoma (20, 10, and 4x); (D) Tumor cells with smooth muscle actin positivity
(10x); (E) Tumor cells with epithelial membrane antigen positivity (10x)
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the normal tissue tolerance dose of spinal cord (TD;5 volume) by
cobalt-60 teletherapy machine. Now, the patient is disease free
clinically and radiologically and on follow-up a year after treatment.

Discussion

History of PLGA dates back to 1983 when Freedman and Lumerman
described it as a distinct entity, and later on, Evans and Batsakis
coined the term PLGA." Polymorphous low-grade adenocarcinoma
is a tumor of minor salivary glands.? Histopathologically,
adenocarcinoma of tongue constitutes less than 2% of all
malignancies.® But there are some exceptions such as tumors
with predominant papilliferous arrangement, which have an
aggressive clinical behavior, so it is usually classified as papillary
cystadenocarcinomas.*

Mucoepidermoid carcinoma is the most common tumor of the
minor salivary glands followed by the PLGA, which is the second
most common tumor.>

Various nonminor salivary gland sites include palate, upper lip,
buccal mucosa, posterior tongue, retromolar trigone, paranasal
sinuses, major salivary glands, the breast, paranasal sinuses, the
skin and orbit, and vulva and vagina.®

It is usually seen in the fifth to seventh decades of life, but
there are some exceptions in which adolescent age group has also
been reported in the literature. It is more common in the females
when compared to male with a ratio of 2-4.6:1.5 But Gupta et al.
commented that the disease is more common in females with a
male to female ratio of 1:1.02-1:20.”

Castle etal.did aretrospective clinicopathologic study of 164 cases
from 1970to 1994, in which there were more number of female patients
in comparison with males (109 women and 55 men).8 Polymorphous
low-grade adenocarcinoma originates from the intercalated ducts
and reserved cells.! Polymorphous low-grade adenocarcinoma usually
presents as an asymptomatic slow-growing painless mass, which is
occasionally associated with bleeding or discomfort.’

Differential diagnosis of PLGA consists of pleomorphicadenoma
and cystic adenocarcinoma. Gross feature of pleomorphicadenoma
consists of well circumscribed margins with capsule formation,
whereas microscopically, it is characterized by chondromyxoid
matrix and plasmacytoid cells. Adenoid cystic carcinoma is
characterized microscopically by the presence of cribriform and
tubular structures with double-layered ducts composed of angular
hyperchromatic cells. PLGA is characterized by lack of unique
immunohistochemical markers.!

Epithelial tumor markers, S-100 protein, and vimentin are
expressed by tumor cells."

Regional and distant metastasis rates in PLGA arerare; regional
metastasis ranges between 5% and 15%, whereas distant metastasis
ranges from 0.6% to 7.5%.!° Kim et al. reported a role of transoral
robotic surgery in the treatment of PLGA of the base of the tongue
without any complication of aspiration or dysphagia.'® Gupta et al.
reported a case of PLGA of palate with extension into the maxillary
sinus and nasal cavity, which was treated by subtotal maxillectomy
with good success rate.”

Neck dissection is usually indicated in the patients who are
present with radiological or clinical evidence of lymph nodes,'*"
whereas elective neck dissection is indicated in PLGA of the base
of the tongue.

The benefit of radiation therapy in the management of PLGA is
not well defined. It is indicated postoperatively in case of positive or
even in close surgical margins.’ It is also indicated in adjuvant setting
in the patients with cervical metastasis.” Makita et al. assessed the
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role of proton beam therapy on a patient with a dose of 70.4 Gy in 32
fractions and intra-arterial chemotherapy consisting of the weekly
cisplatin. Stable disease was maintained for 2 years without evidence
of new metastasis. There was no hematological toxicity or neurological
toxicity, but there was grade Il dermatitis and to mucositis."

CONCLUSION

Polymorphous low-grade adenocarcinoma of base of the tongue
is a tumor with low-grade aggressiveness and less incidence of
distant metastasis. The main diagnostic method for the diagnosis is
biopsy with a lack of characteristicimmunohistochemical markers.
The main treatment modality of this rare disease is surgery with
ill-defined role of the radiation therapy and chemotherapy, even
though there are experiences with rare treatment modalities such
as proton beam therapy.
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