
© 2021 Journal of Oral and Maxillofacial Pathology | Published by Wolters Kluwer - Medknow 

Case Report

INTRODUCTION

Sclerosing polycystic adenosis (SPA) is a rare, 
reactive/neoplastic, inflammatory process of  the major 
or minor salivary glands (MSG) reminiscent of  sclerosing 
adenosis of  breast.[1] Since its first description, only over 
sixty cases have been reported worldwide, with majority 
occurring in major salivary glands. Only about twelve cases 
have been reported in MSG. Here, we present a case of  
SPA of  MSG in a 19-year-old male patient.

CASE REPORT

A 19-year-old  male patient reported with a slow-growing 
painless swelling in the lower labial mucosa of  7 months’ 
duration. There was no history of  trauma at the site. The 
family history and medical history were unremarkable and 

noncontributory. There was no history of  lip sucking or 
lip biting either. On examination, a well-defined solitary, 
round and soft-to-firm submucosal swelling approximately 
1.5 cm × 1.5 cm in size was present on the left lower 
labial mucosa [Figure 1a]. The mass was homogenous in 
consistency, partly movable with no associated tenderness 
or ulceration. The overlying mucosa was of  normal color. 
The lesion was excised under LA and sent to the department 
of  oral pathology and microbiology for histopathological 
and immunohistochemical analysis. On gross examination, 
the specimen was smooth surfaced, was grayish white and 
was firm, measuring about 1.5 cm × 1 cm [Figure 1b]. 
The cut surface was firm and typically demonstrated a 
well-circumscribed, mass containing multiple, tiny cysts.
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Figure 2:  Histopathological  image showing (a)  lobular 
arrangement of variably sized microcysts in a densely sclerotic 
background (×40, H and E). (b) Cystically dilated ductal structures with 
mild chronic inflammatory infiltrate (×100, H and E), (c) dilated ducts lined 
by flattened‑to‑cuboidal cells with eosinophilic cytoplasm and few areas 
showing ductal hyperplasia (×400, H and E), (d and e) apocrine-like 
and mucinous metaplasia of duct (×400 H and E), (f) calponin stain 
demonstrating prominent peripheral staining of myoepithelial cell 
layer (×100, immunohistochemistry)
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Histopathologic examination revealed unencapsulated but 
well-delineated nodules characterized by a subtle lobular 
proliferation of  ductal and acinar elements surrounded 
by a densely sclerotic, collagenous stroma. The most 
remarkable feature was the presence of  variably sized 
collections of  ducts, many of  which were cystically 
dilated and contained variable amounts of  intraluminal, 
eosinophilic material. The small-caliber ducts and 
dilated larger ducts were lined by flattened-to-cuboidal 
epithelium, with occasional mucin containing vacuolated 
and apocrine-like metaplasia, and were surrounded by 
abundant hypocellular hyalinized collagenous tissue with 
focal lymphocytic infiltrate. Some of  the ducts exhibited 
hyperplasia [Figure 2a-e]. Normal salivary gland acini were 
frequently found between and inside of  the lobules, with 
occasional acini demonstrating fine, barely discernible 
eosinophilic granules. Sections were also subjected to 
immunohistochemical staining by calponin (myoepithelial 
marker) [Figure 2f] and periodic acid–Schiff  (PAS)-diastase 
staining as an adjunct to aid the diagnosis. Some acinar 
cells showed PAS positive-diastase-resistant eosinophilic 
granules within the cytoplasm. In addition, a continuous 
layer of  calponin-positive myoepithelial cells was found in 
most ducts and serous acini. Based on these observations, 
a final confirmatory diagnosis of  SPA was rendered.

DISCUSSION

Salivary gland lesions represent one of  the most arduous 
and perplexing domains in the field of  diagnostic pathology. 
These include various benign and malignant salivary 
gland neoplasms as well as a plethora of  nonneoplastic 
lesions which often emerge as an enigma to even the 
most experienced pathologists. In general, the clinical 
similarity between neoplastic and nonneoplastic lesions, 
the morphological diversity and histologically overlapping 

features can make differentiation between these lesions 
difficult to ascertain.

Westra et al. conducted a second review of  histopathologic 
diagnoses made elsewhere and found that out of  a total of  
97 cases of  salivary gland lesions, nine were re-diagnosed 
as a different lesion and in 8 of  these cases it led to a 
modification of  prior therapy.[2] This review presents a 
novel entity of  SPA arising in salivary glands, which in 
addition to the aforementioned complexities is further 
marred by its unusual appearance and the enormous 
unfamiliarity among the pathologists to perceive it as a 
distinct lesion. Currently, this lesion is categorized as a 
nonneoplastic process in the latest WHO classification of  
salivary gland lesions. Only about sixty cases have been 
reported worldwide, mostly arising in the parotid gland, out 
of  which only 12 have occurred in MSG of  the oral cavity. 
This report and review describes only the second case of  
SPA arising in minor glands of  the lower lip.

Figure 1: (a) A well‑defined solitary, round, soft‑to‑firm submucosal 
swelling on the left lower labial mucosa. (b) Gross specimen was 
smooth surfaced, was grayish white and was firm
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Figure 3: Clinicopathological diagnostic approach for sclerosing polycystic adenosis
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Clinically, the lesion presents as a slow-growing, painless mass, 
simulating a wide array of  benign and malignant neoplasms 
and other nonneoplastic lesions which also tend to occur in 
a similar fashion. Furthermore, SPA has diverse histological 
features. A review of  SPA lesions arising in MSG was 
conducted including the present case, bringing the total count 
to 13 [3-9] [Table 1]. The histopathologic differential diagnosis 
consists of  a variety of  lesions such as polycystic (dysgenetic) 
disease presenting a diffusely honeycombed, lattice-like 
network of  variably sized cysts with inspissated intracystic 
secretions replacing the normal parenchyma, with only 
small clusters of  residual acini. Unlike SPA, fibrosis is not 
prominent and ductal and acinar proliferation is not seen. 

Sclerosing sialadenitis has prominent fibrosis with varying 
degrees of  chronic inflammation; however, unlike SPA, the 
fibrosis does not form nodules, the salivary gland parenchyma 
is atrophic without ductal or acinar hyperplasia, and the 
cystic changes are usually minimal. The proliferation of  
ducts with surrounding basement membrane may simulate 
pleomorphic adenoma. Here, a lobulated growth pattern 
along with a definite mesenchymal component weighs against 
that diagnosis. Because acinic cell and ductal proliferation 
is frequently found in SPA, acinic cell carcinoma (ACC) 
can be a diagnostic pitfall. However, in SPA, the lobular 
architecture is typically maintained; the ducts are rimmed 
partially or completely by myoepithelial cells and the invasive, 
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destructive growth of  a carcinoma is lacking. In ACC, the 
myoepithelial markers are negative. The focal papillary 
and prominent cystic components suggest considering a 
low-grade cystadenocarcinoma (currently classified under 
adenocarcinoma NOS in the WHO classification) in the 
differential diagnosis. However, the cystic pattern of  the latter 
is typically more complex, with areas of  invasive growth and 
a peripheral myoepithelial layer is absent.[4,10]

In effect, meticulous analysis of  the previously reported 
cases elucidated few pivotal attributes of  SPA that are 
fundamental to the diagnosis of  this entity. To begin with, 
presence of  circumscription; prominent dilated cystic 
spaces and a heterogeneous cell population that subsumes 
apocrine, foamy, sebaceous, squamous cell differentiation 
in a densely sclerotic stroma can yield significant clues 
to diagnose as well as curtail the multifarious lesions of  
salivary gland origin which may confound its recognition. 
In addition, identification of  prominent zymogen like 
eosinophilic granules in serous acinar cells constitutes 
a vital feature of  SPA that simulates ACC, although in 
SPA, the granules are much coarser and at times attain 
globular appearance. However, in our case, these granules 
were not very conspicuous on routine histopathological 
examination. PAS-diastase staining revealed mild positivity 
in focal areas. These findings are in agreement with the 
case of  SPA in buccal mucosa reported by Ogasawara 
et al., showing no evidence of  acinar-type cells with 
eosinophilic granules.[11] Nonetheless, careful exploration 
of  acinar cells studded with dot-like eosinophilic granules 
should aid in the recognition of  the lesion. Finally, 
the hallmark of  SPA is the presence of  an intact and 
continuous rim of  myoepithelial cells surrounding cystic 
spaces and ducts as demonstrated by various myoepithelial 
markers such as calponin and alpha smooth muscle actin.

As such, the onus of  clinching the accurate diagnosis rests 
upon careful observation of  various histopathological 
features. This article makes a modest attempt to delineate 
a clinico-histopathological diagnostic approach for 
differentiating SPA from its close mimics[12] [Figure 3].

Treatment should consist of  complete surgical excision with 
good surgical margins. Recurrences, sometimes multiple, have 
been reported quite frequently (19% as summarized by Gnepp).
[4] In conclusion, SPA is a rare benign salivary gland lesion whose 
differential diagnosis includes a nonneoplastic as well as a variety 
of benign and malignant salivary gland tumors, particularly those 
with cystic and oncocytic features. In the major glands, SPA with 
focal epithelial dysplasia ranging from mild atypia to low-grade 
ductal carcinoma in situ has been reported.[13] Thus, familiarity 
with this entity is very important because many of  its features 

overlap with those of  other more commonly encountered and 
clinically significant salivary gland neoplasms.
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