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Abstract

Pleomorphic adenoma (PA) is a tumor that develops in the main (70%) and accessory salivary glands. Atypical locations in the 
upper airways are rare, dominated by the nasal cavity (82.5-90%) followed by the maxillary sinuses and nasopharyngeal tract. We 
report the case of a 57-year-old female patient with a non-contributory past medical history who was admitted with swelling of 
the left maxillary region that had been progressing slowly for 8 years. Clinical examination and CT scan revealed a tumor of the left 
maxillary sinus. Transfacial surgery was performed and analysis of the surgical specimen revealed a pleomorphic adenoma. We 
discuss the various aetiopathogenic theories that may explain this atypical location in the light of the literature.
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Introduction
Pleomorphic adenoma (PA) is a tumor that develops in the 

main and accessory salivary glands. It accounts for 70% of salivary 
gland tumors, 65% of which are located in the parotid gland [1]. 
Histologically, it is a combination of epithelioid growth and connec-
tive tissue-like growth. Extra-parotid locations of AP are dominated 
by the palate, followed by the upper lip and oral mucosa [2]. PAs of  

 

the upper respiratory tract have rarely been described in the litera-
ture and occur almost exclusively in the nasal cavity, with the nasal 
septum accounting for 82.5 to 90% of reported incidences [3,4]. 
followed by maxillary sinus and nasopharyngeal tract [5]. Several 
theories have been put forward in the literature to explain locations 
in the upper airways. We report a case of maxillary intrasinusal PA 
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and discuss the various theories explaining this entity in the light 
of the literature.

Patient and Observation
This was a 57-year-old female patient who came to our clin-

ic with a painless swelling of the left subpalpebral region that had 
been progressing slowly for 8 years without epistaxis or headache. 
Her past medical history showed that she was a farmer with no 
known chronic pathology, but with a history of sniffing tobacco and 
consumption of common alcohols, which could not be quantified. 
On clinical examination, the patient had a developed curvature in 
the left maxillary region with healthy, preserved skin and sensitivi-
ty. In the mouth, the left hemipalate was puckered without crossing 
the midline. Endonasal examination without preparation revealed 
a healthy mucosa and a seromucous discharge from the left middle 
meatus. The endonasal structures were not compressed. The diag-
nosis of right maxillary endosinus tumor syndrome was made and 
a contrast CT scan was ordered. The CT scan showed a sinus tissue 

process pushing back the bony structures without lysing them. The 
patient was prepared and taken for surgical removal under general 
anesthesia and orotracheal intubation.

The approach was lateronasal incision with a labial extension 
and the findings were a fully encapsulated mass of elastic consist-
ency with a bumpy surface (Figure 1). The orbital floor, although 
weakened, was spared. At the end of the operation, there was a buc-
conasal communication approximately 10 cm in diameter, which 
was closed by a simple mucosal suture. The immediate post-oper-
ative course was straightforward and the patient was discharged 
on the 3rd post-operative day. Analysis of the surgical specimen re-
vealed a pleomorphic adenoma. After three weeks, there was a buc-
cosinusal communication approximately 5 mm in diameter with 
infected edges. Controlled healing was recommended along with 
antibiotics. At 3 months, the patient was reviewed with a satisfacto-
ry facial scar and complete bucco-nasal closure (Figure 2). After 22 
months of follow-up, no local recurrence had been noted.

Figure 1: Surgical specimen

Figure 2:  Patient 22 months after surgery. (a): lateral view et (b): front view
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Discussion
Age et Sex

Pleomorphic adenomas of a typical location are a fact, without 
explanation, of female subjects whose usual age is between the 
third and sixth decade of life at the onset of the disease [7-9]. This 
fact was also noted in our clinical observation.

Extraglandular location

Pleomorphic adenomas are most often found in the salivary 
glands. Neoplasms of the minor salivary glands can occur at any 
site. The palate, upper lip and buccal mucosa are the three most 
common sites, accounting for 82.2% of all minor salivary gland tu-
mors [1,10].  Pleomorphic adenomas of the upper respiratory tract 
have been rarely described in the literature and occur almost exclu-
sively in the nasal cavity, with the nasal septum accounting for 82.5 
to 90% of reported incidences [3-5] followed by maxillary sinus 
and nasopharyngeal tract [6]. Berenholz et al. and Ishikawa et al. 
have described mixed intranasal tumors without primary involve-
ment of the paranasal sinuses, which confirms their rarity [9,11] 
Although the vast majority of minor mucous and serous glands are 
located in the lateral nasal wall, pleomorphic adenomas in the nasal 
cavity get their origin mainly from the nasal septum [8].

Aetiopathogenic theories

Since the discovery of various sites of pleomorphic adenomas, 
the literature has continued to question the aetiopathogenesis of 
these so-called a typical localization. The origin of sino-nasal PA 
remains debated. Several aetiopathogenic theories have emerged 
since the late 1980s. A distinction is made between so-called em-
bryological or congenital theories and acquired theories. In em-
bryological terms, three theories have been put forward to explain 
nasosinusal PA: i/ Matthew et al suggest that a misplaced embry-
onic epithelial cell in the mucosa of the nasal septum could be the 
cause of a nasosinusal PA [12]; ii/ PAs may have their origin from 
remnants of the vomeronasal organ early in foetal life [13] and iii/ 
Evans RW and al suggest that PAs origin is from fully mature sal-
ivary gland tissue [14]. The acquired theories were reported in a 
systematic review of maxillary sinus PAs [15].

 These theories are underpinned by the proximity of the maxil-
lary sinus to the hard palate and nasal cavity. We know that PA can 
come from glands in the buccal mucosa and approach the maxillary 
sinus from the side of the palate [16,17]. Similarly, the nasal PA also 
develops close to the maxillary sinus [2,9,18,19]. Since CB main-
tained that the sinus PA in his case occurred after removal of an 
endobuccal tumor that had weakened the sinus floor [16]. Histolog-
ically, cellularity is generally greater in PAs from the nasal septum 
than in those from the main salivary glands. From an immune his-
tological point of view, the round epithelial cells of the ductal struc-
tures are immunoreactive for cytokeratin and the spindle-shaped 
myoepithelial cells for S-100 protein [20]. The presence of a pre-
operative palatal curvature and a postoperative buccosinusal com-
munication in our patient would suggest the theory of an extension 
by contiguity of an AP having reached the maxillary sinus from the 

accessory salivary glands of the palate.

Conclusion
AP is a nosological and histological entity that is well described 

in the literature. The atypical forms, which develop from the ac-
cessory salivary glands, are found in a variety of locations, rang-
ing from the oral cavity to the upper airways. There is no single 
aetiopathogenic theory to explain the atypical nasosinus locations. 
Histological and immune histological analyses can only distinguish 
between forms of pure salivary origin and those of nasal origin.
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