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Abstract
A case of sclerosing polycystic adenosis without cysts is described. The lesion occurred as a painless slow growing superfi-
cial right parotid lump in a 47 years old woman. The tumor measured 14 × 10 mm and displayed extreme well circumscrip-
tion, sclerotic stroma with scattered hyaline nodules, sprinkling of mononuclear inflammatory cells and islands of mature 
fat. The epithelial component was predominantly composed of tubules lined by low columnar to cuboidal epithelium with 
bland nuclear features. Only focal incomplete acinar differentiation with few cells containing small eosinophilic granules 
was present. The stroma contained a significant fibromyxoid component with increased cellularity. There was no recurrence 
on follow-up at 14 months.
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History/Clinical Findings

The patient is a 47 years old woman with no significant 
past medical history. She had felt a lump in the right parotid 
gland for a couple of years. A superficial parotidectomy was 
performed and the specimen contained a well demarcated 
tumor measuring 10 × 14 mm. There has been no recurrence 
at 14 months follow-up.

Histopathology

The tumor was unencapsulated with sharp separation from 
the adjacent salivary gland parenchyma (Fig. 1a, b). The 
stroma displayed three components in varying proportions. 
The most abundant stromal component was dense, sclerotic 
collagen which tended to be more prominent towards the 
periphery and focally formed hyalinized nodules with clefts 
in the sclerotic collagen (Fig. 1c). In addition, areas where 
the stroma had a more fibro-myxoid quality (especially in the 
center) as well as scattered foci of mature fat were present 
throughout the lesion (Fig. 1d). The stromal cellularity was 

significantly increased in these areas. Mononuclear inflam-
matory cells were focally distributed in a vaguely nodular 
distribution in the stroma. The epithelial component was 
chiefly made up of an adenosis-type of proliferation com-
prised of small tubules which were lined by a single layer of 
epithelial cells with bland nuclear features (Fig. 1e). A vari-
able degree of stromal distortion of the tubules was present. 
In a limited area, the epithelial component exhibited a vague 
attempt to form incomplete tubulo-acinar structures where 
several of the epithelial cells had increased amount of pale, 
degenerative appearing cytoplasm (Fig. 1f). Very focally, 
epithelial cells with a few eosinophilic cytoplasmic granules 
were seen. (Fig. 1g). No mitotic activity was identified.

Diagnosis

Non-Cystic Sclerosing Polycystic Adenosis.

Discussion

Sclerosing polycystic adenosis (SPA) is a rare tumorous 
condition of salivary glands featuring a variable, albeit 
characteristic, set of histopathological features that was 
first described by Smith et al. [1]. SPA occurs most com-
monly in major salivary glands, with the parotid gland the 
most commonly affected site. Isolated cases of SPA have 
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Fig. 1  The tumor was non-
encapsulated and sharply 
separated from the adjacent 
salivary gland parenchyma (a, 
b). The stroma contained hylin-
ized nodules with clefts in the 
sclerotic collagen (c). Stroma 
with fibro-myxoid features and 
increased cellularity was seen, 
especially in the center (d). 
The epithelial component was 
predominantly comprised of 
small tubules which were lined 
by a single layer of epithe-
lial cells with bland nuclear 
features (e). Incomplete acinar 
structures where the epithelial 
cells had increased amount of 
pale, degenerative appearing 
cytoplasm (f), and epithelial 
cells with a few eosinophilic 
cytoplasmic granules were 
focally present (g)



683Head and Neck Pathology (2019) 13:681–685 

1 3

also been described in the oral cavity, lip, sinonasal tract 
and lacrimal gland. However, most of these studies contain 
poor microphotographs. In three reports, though, the figures 
are of good quality and these thus substantiate that SPA may 
arise outside the major salivary glands [2–4]. The biologi-
cal nature of SPA is debated, but given that SPA is a clonal 
process, and may recur, a plausible perception of SPA is 
that it is a bona fide neoplasm. Given that the cystic compo-
nent is an inconsistent finding, perhaps a better designation 
would be “sclerosing adenoma” [5]. The histopathological 
spectrum and other aspects of SPA have been previously 

comprehensively reviewed [6, 7]. The histopathological 
spectrum of SPA includes a characteristic set of epithe-
lial and stromal components [7] (Table 1). The epithelial 
component includes acini, tubules and ducts with variable 
cytomorphological characteristics, including foamy, vacu-
olated (sebocyte-like), apocrine, mucous, clear/“ballooned”, 
squamous and oncocyte-like cells. Highly characteristic 
for SPA is the presence of acinar cells with eosinophilic 
cytoplasmic granules/globules of varying size. The focal 
presence of acinar cells with serous differentiation as an 
inherent component of SPA has received little attention in 

Fig. 1  (continued)
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the literature, but is well documented [7]. In most cases, a 
prominent, cystic component is present (hence the name), 
however a paucicystic example has been published [8]. The 
cysts may be lined by flattened, columnar, apocrine, or vacu-
olated cells. Most commonly the epithelial components in 
SPA are embedded in a sharply delineated, dense, sclerotic 
collagenous stroma, as seen in the present case. The stroma 
may form hyalinized nodules with clefts in the sclerotic col-
lagen, which were also present in the presented case. This 
case also contained a stromal adipocytic component which 
is commonly present. Uncommonly, the stroma may also 
display myxoid features with increased cellularity. This is a 
feature that has only infrequently been highlighted in the lit-
erature [7]. Commonly the stroma harbors a variably intense, 
frequently nodular chronic inflammatory infiltrate which 
may contain bona fide lymphoid follicles. Also in the case 
presented here were there chronic inflammatory cells seen, 
although not conspicuously. The acinar component may or 
may not show a lobular architecture. There may be distor-
tion of the epithelial components imparting an infiltrative 
appearance or formation of radial scar-like structures. SPA 
frequently harbors intraductal epithelial proliferations which 
may display atypia and morphological features of ductal car-
cinoma in situ (DCIS) [8–10]. Some degree of intraductal 
epithelial proliferations in SPA have been reported in at least 
50% of cases in major salivary glands. However, the propor-
tion of cases of SPA with epithelial proliferations that fulfill 
reasonably accepted criteria for high-grade DCIS does not 
exceed 10% of reported cases. One case with invasive car-
cinoma ex SPA has been documented [11]. If one is familiar 
with the histopathological features of SPA the diagnosis can 
be made on H&E-stained sections. The immunohistochemi-
cal features of SPA has been summarized previously [7]. 
Both ductal and acinar cells are positive for broad spectrum 
cytokeratins (AE1-3 and Cam5.2). Variable immunoreac-
tivity for EMA, S-100 protein, antimitochondrial antibody 
has been reported whereas CEA, p53 and HER2 have been 
negative. GCDFP-15 is usually strongly expressed in the 
acinar component. Weak positivity for GCDFP-15 may 

also be seen in dysplastic or DCIS components. Consist-
ent but variable expression of ER and PR is present in the 
acinar and ductal cells. ER and PR may or may not be pre-
sent in the dysplastic/in situ intraductal proliferations. AR 
was expressed by 10% of the cells in the high-grade DCIS 
component in one case. The proliferative activity (Mib-1/
Ki-67) is low (1–2%) in the benign (both ducular and adeno-
sis-) components whereas significantly increased prolifera-
tion may be encountered in an associated high-grade DCIS. 
P63-, smooth muscle actin- (SMA) and calponin-positive 
myoepithelial cells are present in the periphery of the acini 
and ducts in SPA. An immunohistochemical study focusing 
of myoepithelial/basal cells may be necessary to reveal the 
pseudoinfiltrative nature in cases where the DCIS compo-
nent has undergone prominent structural alterations due to 
stromal distortion [8].

In summary, a case of and adenosis-predominant non-
cystic SPA with a fibro-myxoid stromal component is pre-
sented. This case expands the combination of histopatho-
logical changes that one may encounter when faced with 
SPA in clinical practice.
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