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ABSTRACT:

The schwannoma-like pleomorphic adenoma is a rare histopathological variant of the pleomorphic
adenoma. It can occur in any salivary gland; however it is most commonly detected in the parotid.
Pleomorphic adenomas are well-known for their cytomorphological and architectural variability, which
is characterised by the presence of intermixed epithelial and mesenchymal-like components. We
present a rare case of parotid gland pleomorphic adenoma with prominent schwannoma-like
characteristics that mimicked a benign schwannoma. The tumour had a high prevalence (about 80%) of
schwannoma-like regions with a localised (approximately 20%) epithelial component along with
tubular organisation. Only 8 cases of schwannoma-like pleomorphic adenoma have been documented
in the literature, to the best of our knowledge. The differential diagnosis between this entity and
neurogenic and myogenic tumors is discussed.
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INTRODUCTION:

Salivary gland tumors account for about 3% of
all head and neck neoplasia. The parotid gland is the
main site for these tumors and about 95% of them are of
epithelial origin"’. Pleomorphic adenoma (PA) is the
most common benign salivary gland tumor. The parotid
gland is the main site of origin of this lesion, but minor
salivary glands can also be affected."’ PA represents
about 66 % of these benign lesions. Although a large
majority (95%) of PAs are benign, a small fraction may
show an aggressive behaviour (carcinoma ex
pleomorphic adenoma). This may occur after multiple
local recurrences and/or radiotherapy' . Conventional
PAs are characterized by a biphasic appearance,
resulting from the intimate admixture of epithelium and
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mesenchymal-like components with low mitotic
activity, lacking features of cellular atypia and nuclear
hyperchromasia. Frequently a matrixrich in
glycosaminoglycans is present. The proportion of
benign versus malignant tumor varies greatly by site. In
the major salivary glands, such as the parotid and the
submandibular gland, the majority of the tumors are
benign contrary to the minor salivary glands, such as
the sublingual and the floor of the mouth, where most
of them are malignant'”’'. We present a rare case of
parotid gland PA with prominent schwannoma-like
characteristics.

CASE REPORT:
A 41-year-old woman presented for a
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persistent asymptomatic swelling localized in the right
retromandibular area since 8 months. A well-defined
tumour measuring 1.8 cm, was found in the deep lobe of
the right parotid gland, with parapharyngeal extension,
according to a head and neck MRI. The radiologic
findings pointed to the diagnosis of PA. The lesion was
surgically removed and histopathology was performed.
Macroscopically the tumor appeared as 1.8 cm brownish
circumscribed nodule. The lesion was encapsulated and
hypercellular under the microscope, and at greater
magnification, the tumour showed high aggregates
(about 80%) of schwannoma-like regions (Figure 1).
The schwannoma-like areas showed tumor cells with
spindle type morphology, small elongated and
hyperchromatic nuclei arranged in palisades, with broad
areas of Antoni A type (Figure 2). The sparse epithelial
arca was organised in short tubular structures and
contained a few duct-like areas, sheets, and cords of
tumour cells. There were also eosinophilic, acellular,
hyalinized regions surrounded by cords or sheets of
tumour cells (Figure 3). The overall features were
suggestive of schwannoma-like pleomorphic adenoma.
Aregular follow-up showed no recurrence.

Figure 1: Low magnification of schwannoma-like pleomorphic adenoma
with both components (hematoxylin-eosin, magnification 4X).

Figure 2: The tumor is composed by spindle-shaped cells with elongated
nuclei and ill- defined cell contours, with nuclear palisading resembling
Antoni-A areas of schwannoma (hematoxylin and eosin, 10X
magnification).

Figure 3: Under high power view the duct like areas are surrounded by
double row of cells and hyaline-like collagen (hematoxylin and eosin, 40X
magnification).

DISCUSSION:

PAs are well-known for their cytomor-
phological and architectural diversity. These tumours
are made up of both epithelial and stromal components.
Although PAs are usually neatly contained, tiny
expansions protrude into the adjacent normal tissue in a
pseudo-infiltrative pattern. The epithelial cells are
derived from ductal epithelial and myoepithelial cells"
¥ Tumour cells in the epithelial layer are cuboidal in
shape and line duct-like structures that vary in size and
shape. Tumour cells of myoepithelial origin (MMCs)
contain polygonal, spindle, or plasma cell-like shapes,
form sheet, clump, or strand-like structures, and are
admixed with a myxoid or myxo-chondroid
component''. MMCs in PA occasionally form
interlacing fascicles, which are usually composed of
spindle-shaped cells reflecting neurogenic or myogenic
differentiation'”. Rarely, small areas of MMCs may
exhibit schwannoma-like palisading of nuclei,
however this is usually only a localised aspect of the
overall tumour mass". Our case showed features of PA
with widespread schwannoma-like characteristics
extending in almost the whole lesion. Schwannoma-
like PAs are composed of modified myoepithelial
cells"”. PA resembling schwannoma is an extremely
unusual lesion; only 8 occurrences of this nosological
entity have been documented in the literature (Table 1)
U There is a strong predilection for females. 6 of the
cases included females and 2 involved males, with ages
ranging from 39 to 90 years (mean age 64.5). Our case
was seen in female. The lesions were primarily found in
the parotid gland (n=6), with the exception of 1 unusual
case found in the hard palate and 1 case in
submandibular gland. Our case also involved parotid
gland. The lesions ranged in size from 1.5 to 3.5 cm
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Table: 1 Previously reported case of schwannoma-like pleomorphic adenoma.

S.No. Authors | Age | Gender Site Duration | Size(cm) Symptoms
1 Merino 74 F Parotid gland 5 years 2X3 Agymptomatic
and Livolsi
2 | Takedaand | 62 Y Hard palate 10 NA Asymptomatic
Shimono months

3 | Rajgretal | 75 F Parotid gland NA 3 Asymptomatic

4 | Tillleetal | 47 F Parotid gland 2months 3.2 Pain

5 Lombardi | 44 F Parotid gland | 3 months 1.5 NA

et al

6 | Chandraet | 60 M Parotid gland 12 vears 3.5 Asymptomatic
al.

7 | RothSHet | 90 F Submandibular NA 322 Asymptomatic
al gland

8 | RothSHet | 40 F Parotid gland 1.5 years 2 Asymptomatic
al

9 Case 41 F Parotid gland | 8 months 1.8 Agymptomatic

(mean value 2.6 cm)!

3-11

|, Areas of spindle cells grouped

in palisades resembling a benign schwannoma were
noted in all of the reported cases. Fine-needle aspiration
biopsy (FNAB) is a widely used diagnostic technique.
However, in the presence of lesions with prevalent
schwannoma-like architecture this method may be
inadequate to distinguish among PA and neurogenic or
myogenic tumors" . Schwannomas associated with
cranial and peripheral nerves have been reported within
salivary glands and there are published cases that have
been initially misdiagnosed as schwannoma-like
pleomorphic adenoma'”. In addition, a glandular
variant of schwannoma has been also reported in the
literature™. This lesion was characterized by entrapped
or metaplastic glands in an otherwise pure
schwannoma. This extremely rare schwannoma type
can add to the uncertainty in the differential diagnosis
of schwannoma-like pleomorphic adenoma. An
additional technique, such as immunohistochemistry,
can be used to alleviate this diagnostic problem: a
positive staining for cytokeratin in both the
mesenchymal-like and epithelial portions allows the
diagnosis of schwannoma-like pleomorphic
adenoma'”,

In conclusion schwannoma-like pleomorphic
adenoma is a rare variant of PA that, although
biologically benign, deserves to be considered in the
differential diagnosis with neurogenic and myogenic
tumors of the parotid gland.

CONCLUSION:

Schwannoma-like pleomorphic adenoma is a
rare entity that is mostly seen in females and affects
parotid gland. This entity should be distinguished from

the other neurogenic and myogenic tumors. Prognosis
of'this lesion is good.
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