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Abstract
Carcinoma ex-pleomorphic adenoma (CXPA) is a rare, aggressive, poorly understood malignancy of the salivary
gland. The clinical findings typical of this tumor include history of a slow growing, ulcerated, painless mass that
enlarges rapidly. Histologically, CXPA is characterized by the presence of carcinomatous transformation in
pleomorphic adenoma which includes abnormal nuclear changes with mitoses, dystrophic calcification, vascular or
neural invasion or both by lesional cells along with local and distant metastasis. Immunohistochemical staining in the
carcinoma areas revealed positive reaction for epithelial membrane antigen and p63 protein but negative for
vimentin. We report a case of a CXPA in the hard palate and discuss its clinical and histopathological findings.
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Introduction
Pleomorphic adenoma (PA) is the most common neoplasm of
salivary glands and may sometimes undergo malignant transformation
in its natural course. Carcinoma ex pleomorphic adenoma (CXPA) is
considered to be a malignant transformation product of a pre-existing
pleomorphic adenoma [1]. Carcinoma ex pleomorphic adenoma was
first described by Beahrs et al. in 1957. It accounts for 3. 6% of all
salivary gland neoplasms and for 11.7% of salivary malignancies. Less
than 7% of the cases occur in the palatal minor salivary glands. About
30% of patients present signs and symptoms including pain, facial
nerve palsy, enlarged lymph nodes, skin ulceration and dysphasia.
CXPA usually occurs in the 6th-8th decades of life [2]. Surgery,
radiotherapy, chemotherapy is the treatment of choice. We present
here a case of CXPA affecting a 40-year-old female patient of short
duration and poor prognosis.

transformation of myoepithelal cells. As per traditional approach,
maxillectomy was done. The Weber Fergusson incision was taken and
a full thickness skin graft from left thigh was repositioned on the raw
area (Figure 5). Excisional biopsy of the specimen showed areas of
myxoid like material, condroid like and scanty osteoid like component
surrounded by highly pleomorphic and hyperchromatic sheets of
malignant cells (Figure 6). On higher magnification cells were showing
abnormal mitotic figures indicating high proliferative growth. Few
areas showing dystrophic calcifications and vascular invasion were
also observed. Immunohistochemical staining was done using
epithelial membrane antigen, p63 protein and vimentin. The tumor
cells were positive for epithelial membrane antigen and p63 protein
but were negative for vimentin (Figure 7). Based on these results,
diagnosis of carcinoma ex-pleomorphic adenoma was given.

Case Report
A 40-year-old female reported to our institute with a chief
complaint of a swelling in the left maxillary region. Intraoral
examination revealed reddish pink soft, growth in the palatal region
since 2 months. It measured around 5×4 cm in size. It was a rapidly
growing lesion with the patient complaining of difficulty in
mastication and swallowing (Figure 1). Computerized tomography
showed the presence of a soft tissue mass on the left side of the hard
palate (Figure 2). Based on clinical and radiographic examination
provisional diagnosis of an osteosarcoma or a neoplasm of minor
salivary gland of the palate was hypothesized. An incisional biopsy was
performed under local anesthesia. Histopathologically, the specimen
demonstrated highly pleomorphic, hyperchromatic sheets of
malignant cells arising from acinar and ductal components of minor
salivary glands (Figure 3). These malignant cells were secreting
eosinophilic basement membrane like material (Figure 4). These
secretions were similar to the secretions by myoepithelial cells in a
pleomorphic adenoma suggesting that these cells were malignant
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Figure 1: Reddish pink soft, growth on the left side of the hard
palate.
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Figure 2: Computerised Tomography scan showing a soft tissue
mass on the left side of the hard palate.

Figure 3: Photomicrograph showing highly pleomorphic,
hyperchromaticsheets of malignant cells arising from acinar and
ductal components of minor salivary glands (H & E stain, X10).

Figure 5: Surgical photograph showing the Weber Fergusson
incision.

Figure 6: Photomicrograph showing areas of (a) osteoid tissue, (b)
chondroid tissue, (c) calcific deposits, (d) sheets of malignany
epithelial cells.

Figure 7: Photomicrograph showing (a) EMA positivity, (b) p63
positivity and (c) negative vimentin staining in CXPA.

Discussion
Figure 4: Photomicrograph showing the malignant cells secreting
eosinophilic basement membrane like material.
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Carcinoma ex pleomorphic adenoma is a tumor in which the
neoplasm develops from the epithelial component that fulfils the
criteria for malignancy [3]. In most instances, 75% of the luminal
epithelial cells undergo malignant change. In 19% of cases, a dual
epithelial/myoepithelial differentiated carcinoma is seen. Pure
myoepithelial malignant change is seen in only 6% of cases [2]. The
scarcity of well documented cases and lack of generally accepted
histopathologic criteria has led to poor understanding of this form of
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salivary gland cancer [3]. To satisfy the definition of CXPA, at least a
focus of benign pleomorphic adenoma must be identified or a
previous benign pleomorphic adenoma must have been excised from a
site in which recurrent tumor is carcinomatous [4]. The proposed
criteria for defining carcinoma ex pleomorphic adenoma by Nagao et
al. were used to select and reclassify our case of carcinoma ex
pleomorphic adenoma. The use of strict pathological criteria may
underestimate the frequency of carcinoma ex pleomorphic adenoma
because the malignant cells in some cases may obliterate the original
pleomorphic adenoma [5].
CXPA usually presents clinically with a history of a slowly growing,
painless mass that suddenly or over a short period enlarges rapidly. It
presents with signs and symptoms suggesting malignancy (e. g.
Fixation to surrounding structures, occasional pain, skin infiltration,
trismus, facial nerve weakness, or palsy). Facial nerve weakness or
palsy has been detected in approximately 23-40% of cases [6]. In the
present case the patient complained of pain and difficult in
mastication. These are clinically aggressive lesions often leading to
metastasis and a tumor related death [5]. Beahrs et al. reported the
predominance of males whereas Evans and Cruickshank showed that
CXPA are more common in the females. Chen HH et al. showed that
CXPA is the most common malignant change in PA. CXPA arising in
the palate is rare. Waldron et al. reported only four cases of CXPA out
of 181 palatal tumors. Da-Quan and Guangyan also reported 19 cases
out of 160 cases, but Regezi et al. failed to report any case out of the
109 cases [3]. Nagao et al showed that 50% of the CXPA of the parotid
gland were greater than 5 cm in size. On the other hand, Livilsi and
Perzin stated that this tumor, arising in a minor salivary gland, is
smaller than that arising in a major salivary gland. In the palate, the
neoplasm tended to be more small (75% were 2 cm or less) [7].
However the tumor size in the present case was large measuring 4×5
cms in dimension and affecting a female patient.
According to the World Health Organization histological
classification published in 2005, malignant changes in the pleomorphic
adenoma include three different types: CXPA, carcinosarcoma, and
metastasizing PA [2]. Among these types of adenoma, CXPA is the
most commonly encountered [1]. In agreement with Cawson and
Eveson’s concept, and according to the diagnostic criterias proposed
by Gerughty et al. [3], we think that our case is a carcinomatous
transformation in pleomorphic adenoma. Our case had all the features
of carcinomatous transformation along with local metastasis.
Immunohistochemistry was believed to be of potential assistance in
the diagnosis of salivary gland tumors and in the prediction of
histogenesis. In our case immunohistochemical staining in carcinoma
areas showed positive reaction for epithelial membrane antigen and
p63 and a negative reaction for vimentin.
Possible treatments of carcinoma ex pleomorphic adenoma include
four different modalities; surgical therapy, radiotherapy,
chemotherapy and combined therapy. According to Chen et al.,
surgery followed by postoperative radiation should be considered the
standard of care for patients with CXPA [8]. Livolsi and Perzin, stated
that lesions of the palate had better prognosis as compared to tumors
of the major salivary glands, perhaps because of their relatively small
size when discovered clinically [9]. Because the number of cases is very
small, there is no distinct tendency as to the rate of recurrence and rate
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of formation of metastasis. Gerughtyet al. suggested that the
histological evidence of an invasive growth pattern, neural or vascular
invasion, necrosis and focal calcification implied a poor prognosis [9].
In the present case the tumor was surgically removed followed by
radiotherapy.
The present case had an aggressive clinical course (Figure 8).
Disease control was achieved with surgery and postoperative
radiotherapy. However the patient was lost to follow up due to its
aggressive clinical course.

Figure 8: Post-operative photograph of the patient.
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