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Abstract
Polymorphous low-grade adenocarcinoma (PLGA) is a rare malignancy which could usually be seen in minor salivary glands. The incidence of PGLA in all minor 
salivary gland tumor are 10% and 25% in all malignant minor salivary gland tumor. Salivary gland adenocarcinomas have been known as aggressive however progress 
of PLGA is silent and non-aggressive. Pathologic diagnosis of this tumor is so difficult because of multiple cytological variations. Besides this, treatment options and 
prognosis of disease is not clear and controversial. In this case diagnosis, management and treatment of PLGA of hard plate is presented with recent literature review.

Introduction
Polymorphous low grade adenocarcinoma (PLGA) is a malignant 

tumor that usually develops in the minor salivary glands [1]. PLGA is 
10% of all minor salivary gland tumors and 25% of minor salivary gland 
malignancies [2]. Although many salivary gland adenocarcinomas are 
known to be aggressive, this type of salivary gland adenocarcinoma is 
quite silent. PLGA was first reported by Batsakis et al.  in 1983 and 
described as ‘terminal duct carcinoma’. In 1984, Evans and Batsakis 
published 14 additional adenocarcinomas of the same type as terminal 
duct carcinoma and described them as PLGA. Pathological diagnosis 
of this tumor is quite difficult although tumor consists of different 
malignant cell types [3]. However; diagnosis, management and 
prognosis of this tumor cases are still controversial. Detailed studies 
should be applied focusing this issue for enlightening the etiology 
and management of this tumor. In this case, we presented diagnosis, 
management and treatment approach of palatal PLGA case and 
literature review about this rare tumor.

Case report
Informed consent was obtained from patient before planning of 

this study. A fifty-five year old male patient was admitted to our clinic 
with complaint of upper palate swelling (Figure 1). Routine ENT 
history, physical examination and laboratory studies are normal. As a 
result of the CT imaging, approximately 2x1.5 cm mass lesion starting 
from the hard palate and extending to the soft palate was reported. 
Periostal invasion was not present according to the CT. Pathological 
lymphadenopathy was not detected with physical examination and 
neck USG. The patient was operated with 1 cm safety surgical margin 
and mass lesion was resected ( Figure 2). The defect was reconstructed 
with island flap pedicled by bilateral second molar tooth (Figure 3).  
In histopathological examination; the tumor has irregular borders 
and mucinous salivary glands were observed close to tumor in tissue 
sample (Figure 4). Tumor was consisted of solid, atypical microcystic 
and cribriform structures with atypical, pleomorphic, epithelial cells. 
Immunohistochemistrical examination showed diffuse / strong staining 
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with Vimentin (Figure 4B ) and S-100 (Figure 4C), focal / weak staining 
with CD117 ( Figure 4D) and Ki-67 proliferation index of 1-2% in 
tumor cells. PLGA was diagnosed according to low grade atypia of cells, 
diffuse / strong staining with vimentin and S-100, focal / weak positive 
with CD117 and low score of Ki-67 proliferation index. No recurrences 
were detected at postoperative 6 month follow-up.

Discussion
PLGA is a very rare tumor, usually affecting the minor salivary 

glands of the oral cavity. PLGA is frequently located in the palate (49-
78%), followed by buccal mucosa and upper lip, which can be seen 
in the oral cavity, lower lip, alveolar arc, and minor salivary glands of 
tongue [1,4]. PLGA is the second most common malignancy following 
mucoepidermoid carcinoma of minor salivary glands [5,6]. It has been 
accepted that PLGA is only observed in the minor salivary glands 
however PLGA cases has also been reported that in the major salivary 
glands [5,7], in the paranasal sinuses [8], in the breasts [9] and in the 
vulva and vagina [10,11] in recent years. PLGA tumors can be observed 
in lungs as primary or metastatic lesions [12,13,14]. Same histological 
and immunohistochemical characteristics  are observed in different 
located PLGA tumors as in minor salivary glands  [5]. It is often seen in  
6th and 7th decades although could be observed in adolescent period 
[15].  It is commonly seen in female patients, female to male ratio is 2,4:1 
[16,17]. In the study of Pittsburgh University with 24 subjects; mean 
of age is 59,4. 14 patients had palate, 3 patients had nasopharyngeal, 
3 patients had floor of mouth, 2 patients had upper lip, 1 patient had 
tonsil, 1 patient had parotid PGLA tumor in that study [3]. In our 
patient, the lesion was located at the palate, most common site.
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This may be difficult to diagnose PLGA due to morphological 
heterogenity and may be confused with tumors such as pleomorphic 
adenoma and adenoid cystic carcinoma, and immunohistochemical 
studies may be required. Another important point to note is the 
possibility that these tumors can be transformed into high grade 
malignancies over time [3]. The presence of a papillary cystic pattern 
in the PGLA cases is thought to correlate with aggressive clinical 
progression [5]. According to some authors, papillary cystic pattern 
should be classified in a different class [3]. PLGA is accepted as a 
noninvasive tumor despite local infiltrative and perineural, perivascular 
invasive features [2,5]. Nodal metastasis and distant metastasis are 
rarely seen [14,15]. Local agressive tumors are also be described in 
literature [3,14,15]. Positive surgical margin, recurrent surgeries, 
previous radiotherapy, diagnosis in early ages are risk factors for 
aggressive clinical progression [3,5,15]. The most appropriate treatment 
approach for PLGA is wide limited local excision [1-5]. Postoperative 
radiotherapy is recommended only in cases where the tumor is seen at 
the surgical margin. In the presence of cervical metastases, adjuvant 
radiotherapy and radical surgical excision are recommended. Radical 
surgery is recommended in recurrent cases [1-4]. A limited number 
of cases require modified radical neck dissection. It has been reported 
that the tumor may recurrence after locally excision through follow up 

Histologically, PLGA has no capsules and has infiltrative tumor 
borders. Different groups of cells with variable growth patterns are 
observed. These different cell groups usually consist of a group of cells 
arranged in tubular, solid, papillary, microcytic, cribriform or fascicular 
pattern. Since the histological structure of PLGA shows similar features 
in pleomorphic adenoma, adenoid cystic carcinoma and low grade 
papillary adenocarcinoma, these tumors should be considered in 
differential diagnosis [1,3,4,16]. 

Figure 1. Preoperative image of the tumor

Figure 3. Image of the reconstruction of the defect with island flep

Figure 4. Histopathological apperance of tumor tissue

Figure 2. Image of the defect after excision of tumor
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[3]. Combination of surgery with radiotherapy provides limited benefit, 
and little information is available on the effectivity of chemotherapy 
treatment [5]. Many authors have stated that PGLA can be fatal in 
long-term follow-up. In a study involving 40 patients, patients were 
reported to have been living for a long time, but 12.5% of the 10 year 
mortality rate [18]. In this case, tumor was resected with wide limited 
local excision and  reconstructed with island flap of bilateral second 
molar tooth pedicled. Pathologic examination of the patient revealed 
no papillary cystic pattern or neck metastasis. Surgical margins were 
intact therefore radiotherapy and neck dissection were not done. The 
patient was followed up taking into consideration the possibility of 
recurrence or late metastasis.

Conclusion
PGLA is rare and newly defined malignancy and pathological 

diagnosis is also quite challanging. Recurrence and late metastasis 
could be observed during follow up. Mortality and morbidity are high 
in case of recurrence or metastasis. Therefore follow up of these patients 
is very important during clinical practice. More detailed studies and 
case reports focusing this issue can increase the knowledge of clinicians 
so management and treatment of these tumors can improved.
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