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ABSTRACT
Background and objectives: Carcinoma expleomorphic
adenoma (CXPA) is a rare neoplasm of the salivary gland which
arises in the epithelial component of a pleomorphic adenoma.
It is not automatically a high-grade tumor as is traditionally
suggested and should be further qualified as to type, grade of
carcinoma and extent, since intracapsular and minimally invasive
tumors behave favorably.
Setting: Department of Head and Neck oncosurgery, Kidwai
Memorial Institute of Oncology, Bengaluru.
Case report: A 38-year-old female was referred to our outpatient
clinic with history of a painless swelling in the left side of the
neck since 8 years. Fine needle aspiration revealed carcinoma
of the submandibular gland. Contrast enhanced CT revealed a
large heterogeneously enhancing mass lesion in the
submandibular fossa with the gland not seen separately. Lymph
nodes in level Ib and II were enlarged. Excision of the tumor
revealed CXPA with foci of high grade mucoepidermoid
carcinoma.
Conclusion: CXPA should no longer be considered a specific
diagnosis but a category in which the carcinoma should be typed,
graded and quantitated to impart more prognostically and
therapeutically relevant data for efficient management.
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INTRODUCTION
Carcinoma expleomorphic adenoma (CXPA) is a rare
neoplasm of the salivary gland which arises in the epithelial
component of a pleomorphic adenoma.1 Carcinomas of
the salivary gland comprise only about 3 to 5% of all head
and neck cancers, but comprise of at least 24 different
types as documented by WHO due to its diversity.2 The
management of these malignancies provide a significant
challenge to the head and neck oncosurgeons because of
their low incidence and their unpredictable long-term
outcome.3 Clinically meaningful classification of these
tumors are needed taking into account both the clinical
and pathological parameters for better understanding of
the prognosis and treatment.4
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An extensive literature search of many retrospective
studies indicates that histologic tumor grade ranks highly
among the most important predictors of outcome for salivary
gland carcinomas.5 A 5 years survival rate of 85 to 90% is
seen in low and intermediate grade carcinomas while it is
only 40% in high grade carcinomas.3,5 Multivariate analysis
done on a commendable series studies remarked histologic
grade as an independent predictor of outcome and also
correlate with other factors like the tumor size and the
nodal status.6
Here we report, a case of CXPA arising from a long
standing case pleomorphic adenoma of parotid of the
submandibular salivary gland.
CASE REPORT
A 38-year-old female was referred to our outpatient clinic
with history of a painless swelling in the left side of the
neck since 8 years. She noticed a increase in size for the
past 5 months. The mass was firm to hard in consistency
and measured 5 × 6 cm in dimension (Fig. 1). The skin over
the swelling had no signs of inflammation. No neck nodes
enlargement was seen. Oropharyngeal and laryngeal
examination revealed no significant findings. Fine needle
aspiration revealed carcinoma of the submandibular gland.
Contrast enhanced computed tomography (CT) revealed a
large heterogeneously enhancing mass lesion in the
submandibular fossa with the gland not seen separately.
Lymph nodes in level Ib and II were enlarged (Figs 2
and 3). A provisional diagnosis of a malignant tumor of the
submandibular gland was done.
Under general anesthesia submandibular gland excision
with supraomohyoid neck dissection was done. Subplatysmal flap was raised by a left-sided cervical collar
incision. The mass was excised in total and level I, II and III
were removed. The lingual, hypoglossal, spinal accessory
and greater auricular nerves were identified and preserved
(Fig. 4).
Histopathology revealed carcinoma expleomorphic
adenoma of the submandibular gland invading more than
1.5 cm into the adjacent fibrocollageneous tissue (Fig. 5).
The malignant component is predominantly undifferentiated
carcinoma with foci of high-grade mucoepidermoid
carcinoma (Figs 6 and 7). A single node in level I showed a
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Fig. 1: Pre- and postoperative views of the submandibular gland swelling

CXPA is a rare, highly malignant tumor and comprise of
3.6 to 11.7% of all salivary gland malignancies.7,8 It usually
develops from malignant transformation of a longstanding
pleomorphic adenoma of major salivary glands.7,8
CXPA is usually a more poorly circumscribed mass than
the benign pleomorphic adenoma and usually occurs in men

in six decade of life.9 They are prone for frequent recurrence
and commonly metastatize and are seen in major salivary
gland in 80% of cases and minor in 20% of the cases.10,11
In the major salivary glands parotid amounts to 81.7% of
cases, submandibular 18% and sublingual 0.3% of the cases.12
Incidences in males are three times more than in females
and are rarely seen in cases less than 20 years.13,14 Clinically
present as a mass of long standing duration with a sudden
increase in size.13,14 Clinical features of pain, facial nerve
palsy and fixation to surrounding soft tissues are seen in

Fig. 2: Axial cuts showing heterogeneous mass with no
separation from the submandibular gland

Fig. 3: Coronal CT cuts showing heterogeneous mass with no
separation from the submandibular gland

reactive changes while 25 nodes in level II and III also
showed reactive changes.
DISCUSSION
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12 to 55% cases with rapid increase in size and asymptomatic in few cases only.13,14
Early stages of CXPA have a 5 years survival rates of
30 to 76% while advanced diseases have even lesser survival
rates.7,15 Only 27% of patients are alive 1 year after diagnosis
of recurrence or metastasis.7,15 Malignant changes in the
pleomorphic adenoma includes three different types CXPA,
carcinosarcoma and metastasizing pleomorphic adenoma.16
The macroscopic features suggesting malignant transformation in pleomorphic adenoma include poorly defined or
infiltrative margins with presence of foci of hemorrhage
and necrosis.17
A significant predictor of outcome in salivary gland
carcinomas are histologic grades apart from tumor size and
nodal status.6 CXPA is not automatically a high-grade tumor
as is traditionally suggested and should be further qualified
as to type, grade of carcinoma and extent, since intracapsular
and minimally invasive CXPA behave favorably.6
Clinical literature of CXPA suggests that most common
histologic subtype of the carcinomatous component being

Fig. 4: Intraoperatively, the tumor being excised

Fig. 5: Earlier pleomorphic adenoma areas with hyaline areas,
with adjacent high-grade expleomorphic adenoma
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a high-grade adenocarcinoma, not otherwise specified
(NOS) and a salivary duct carcinoma.16,18 Fifteen percent
of these cancers are low grade as they are intracapsular and
minimally invasive carcinoma (<1.5 mm of invasion) and
should not be considered equivalent to the typical CXPA.6
Prognosis is better with intracapsular or minimally
invasive tumors compared to widely invasive tumors but
recurrences are also common with intracapsular and
minimally invasive CXPA.19 The presence of myoepithelial
carcinoma subtype increases the risk of recurrence in
intracapsular and minimally invasive type of CXPA.19
Factors like vascular invasion, high mitotic rate, and
histologic subtype were found to correlate with these high
recurrence rates.19
Zbaren et al in their study on 24 cases of CXPA found
the deep lobe to be involved in 33%, while an overall
survival rate of 76% were seen at 5 years and an recurrence
rate of 25% were seen.20 Studies by Eneroth and Zetterberg
support the hypothesis that risk of carcinomatous transformation increases with the age of the tumor. They also
suggested the classical features of CXPA are capsule invasion,
hemorrhage, necrosis alternating among themselves.4,21
Highly malignant adenocarcinoma or undifferentied
carcinoma are the most frequently encountered histological
types in CXPA although other types like squamous cell
carcinoma, mucoepidermoid carcinoma, adenoid cystic
carcinoma, papillary carcinoma and terminal duct carcinoma
are also seen.7 Total parotidectomy with neck dissection is
the treatment for CXPA with postoperative radiotherapy as
suggested by many authors.22,23
Chen and Colab reported a rise in tumor control rates
from 49 to 75% when postoperative radiotherapy was given
in 63 patients with CXPA.22,23 They also noticed poor
prognosis with high tumor grade, large sizes, soft tissue
invasion, perineural invasion and nodal metastasis.22,23
Tortoledo et al reported a histopathologic subclassification
for a study of 37 cases of CXPA where 13 were ductal,
10 undifferentiated, nine terminal duct and three myoepithelial types but two cases could not be classified due to
the small size of the surgical specimen.24
LiVolsi and Perzin in their study remarked that tumor
infiltration beyond the capsule is the most reliable prognostic
marker and CXPA metastasizes exclusively as a carcinoma.25
Mitchell et al reported that distant metastasis are common
than distant metastasis and show high affinity to bone and
lung especially the vertebral column.26
Luers et al retrospectively analyzed 22 cases of CXPA,
and found that 11 cases had an history of parotid mass of
1 year only and the maximum in the other 11 cases was
48 years. Five-year disease specific and overall survival
was 60% and recurrence free survival after 5 years was
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Surgery followed by postoperative radiation should be
considered the standard of care for patients with CXPA.
Histologic grading alone does not have a prognostic value
in salivary gland carcinomas. CXPA should no longer be
considered a specific diagnosis but a category in which the
carcinoma should be typed, graded and quantitated to impart
more prognostically and therapeutically relevant data.
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Fig. 6: Squamoid areas of mucoepidermoid carcinoma

Fig. 7: Mucoepidermoid foci in between carcinoma
expleomorphic features
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