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Introduction
Pleomorphic adenoma (PA) is a benign tumor involving usu-
ally the major salivary glands such as the parotid and the sub-
mandibular glands. It originates less frequently from the minor 
salivary glands found in the mucosa of the palate, lip, floor of 
mouth, tongue, tonsil, pharynx, retromolar area, and nasal cav-
ity.1 Most of the PAs involving the nose arise from the minor 
salivary glands of the nasal mucosa of the septum or the lateral 
wall, those that are located in the external nose are extremely 
rare, and originate from ectopic minor salivary gland of the 
skin.1 We present an uncommon case of PA originating from 
the ala nasi. We discuss the clinical and histopathologic fea-
tures of this tumor, and review the literature on this rare entity.

Case Report
A 20-year-old male patient presented with a painless and grad-
ually increasing mass of the right ala nasi of 6 months evolu-
tion. Examination of the nose revealed a firm and lobulated 
mass located in the lateral part of the right ala nasi, of approxi-
mately 2 cm × 1 cm in size, covered by an adherent and thinned 
skin, extending into the nasal vestibule (Figure 1). No punctum 
or skin extension was noted. Anterior rhinoscopy found a whit-
ish nonobstructive mass, not bleeding on touch, covered by a 
normal vestibular skin (Figure 2). There were no other abnor-
malities in the nasal cavities, and the remainder of the physical 

examination was normal, in particular, concerning the major 
salivary glands and the neck.

The tumor was completely resected under general anesthe-
sia. Intranasal vestibular incision was performed parallel to the 
right alar rim. The tumor was carefully dissected without dam-
aging the capsule, but due to its adherence to the ala nasi skin, 
it was necessary to remove the tumor along with the covering 
skin (Figure 3). The subsequent defect was closed up without 
reconstruction. The postoperative period was uneventful.

Pathologic examination of the excised tumor found a pale-
white, irregular nodular mass measuring 2 × 1.2 × 1 cm. The 
cut-section was solid, pale-white, homogeneous, and firm in 
consistency. On histologic examination, the tumor was com-
posed of a mixture of calcified ductal and tubular formations and 
spindle myoepithelial cells into chondromyxoid stroma (Figure 
4). There were no areas of malignant transformation. On immu-
nohistochemistry, epithelial membrane antigen (EMA), cytoker-
atin 7 (CK7), and cytokeratin 19 (CK 19) phenotype expression 
were positive (Figure 5). The histopathologic analysis confirmed 
the diagnosis of PA with clear surgical margins. There were no 
signs of local recurrence with 18 months follow-up.

Discussion
Pleomorphic adenomas are benign tumors that rarely involve area 
other than the major salivary glands. In the upper respiratory 
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tract, PAs affect commonly the nasal cavity.2,3 The first reported 
case of PA of the nasal cavity was by Denker and Kahler (1929). 
Although, earlier, nasal septum PA were published by Zarniko in 
1910, in a monograph on “Diseases of Nose and Nasopharynx.”4 
Larger studies of intranasal PAs include 40 cases reported by 
Compagno and Wong,5 59 cases reported by Batsakis,6 and 41 
cases by Suzuki et al.4,7

In our case, the tumor originated from the nasal ala skin 
which is very uncommon. In the head and neck region, such 
tumors are described in different locations including the scalp, 
eyelids, cheek, upper lip, external auditory canal, and the nose.8 
Cases of nasal columella and ala nasi PAs were reported, 
respectively, by Ceylan et al1 and Sung et al.9

It would appear that in such cases, the tumor may originate 
from sebaceous glands, sweat glands, or ectopic salivary 
gland.5,8,10,11 In our case, PA seemed to develop from ectopic 
also named heterotopic salivary gland tissue. Various theories 
suggested that ectopic salivary tissue is a result of developmental 
disorders such as differentiation of remnants of primitive 

embryologic structures and misplaced embryonic epithelial cells 
derived from ectoderm.12

The clinical features of external nose PAs are nonspecific, 
usually the tumor is painless, and slow growing over a long 
period. Due to this lack of specificity, pathologic examina-
tion is necessary to confirm the diagnosis of PA and rule out 
other skin lesions such as dermoids, sebaceous cysts, and 
neurofibromas.

Pleomorphic adenomas should be differentiated from 
chondroid syringomas also known as mixed tumors of the 
skin. These tumors arising from sweat glands are most often 
benign, with a risk of local recurrences and malignant 
transformation.13

Figure 2. Endonasal view of a nonobstructive mass covered by a normal 

vestibular skin.

Figure 3. Intraoperative view: complete tumor dissection removing 

adherent skin (blue arrow) via intranasal vestibular incision.

Figure 4. Histopathologic photomicrograph showing epithelial and 

myoepithlial cells in myxoid stromal component (H&E; x200). Blue arrow 

indicates fibrous capsule; red arrow, mesenchymatous component; 

yellow arrow, epithelial and myoepithelial component.

Figure 1. Lobulated mass located on the right ala nasi, of approximately 

2 cm × 1 cm in size, covered by adherent and thinned skin.
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They have both epithelial and mesenchymal components 
and share histologic similarities with PAs, which are mixed 
tumors arising from the salivary glands. Epithelial cells show 
differentiation toward adnexal structures in chondroid syringo-
mas, this feature is not common in PAs.13

Furthermore, the degree of myoepithelial differentiation 
is lower in chondroid syringomas, expression of desmin and 
actin are almost negative which differentiate this tumor 
from PAs.14

In our case, immunohistochemical examination showed 
positive CK19 and EMA phenotypes expression, which is 
characteristic of ductal component. Also, smooth muscle actin 
and CK7 expressed by myoepithelial cells was positive. As 
these cells are not usually found in the chondroid syringoma, 
diagnosis of PA was thus confirmed.

The treatment of choice for nasal PA is complete surgical 
excision with clear margins.

Recurrences and malignant transformation could occur in 
6%.15 The reported recurrence rate is ranging from 2.4% to 
10%.7,16 The risk of recurrence is increased by initial incom-
plete resection which causes seeding of the tumor; it also 
could be related to some histologic characteristics. Krolls and 
Boyers17 suggested that myxoid stromas, which might easily 
spill into the surgical field, are most frequently associated 
with recurrent PAs. Compagno and Wong5 attributed the 
low recurrence rate of intranasal PAs to its high cellularity 
and little myxoid stroma. In our patient, there were no evi-
dence of recurrence after 18 months follow-up. Due to the 
potential risk of recurrence and malignant transformation of 
nasal PAs, routine examination and long-term follow-up are 
recommended.

Conclusions
External nose localization of PA is very rare with only few 
cases reported in the literature. This tumor does not show 

specific clinical features and presents usually as a slow growing 
painless mass. In our case, histopathologic examination con-
firmed the diagnosis of typical PA with both epithelial and 
mesenchymal components.

Although these tumors are benign, careful follow-up is rec-
ommended due to the potential risk of recurrence and malig-
nant transformation.
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Figure 5. Immunohistochemistry photomicrograph revealing 

myoepithelial cells with positive cytokeratin 7 expression (red arrow) 

(H&E; x400).
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