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Özet

Karsinoma ex pleomorfik adenom primer veya rekürren
pleomorfik adenomun karsinomatöz transformasyonu
olan nadir bir tümördür. Bu tümörlerin en yaygın klinik
prezentasyonu parotis bezinde sert kitle olmasıdır. Bizim
olgumuz boyunda kitle ve solunum sıkıntısı ile başvuran
75 yaşındaki erkek hastaydı. Hastanın 20 yıllık bir
hikayesi bulunmaktaydı. Klinik muayenede sol parotisten
kaynaklanan boynunun sol tarafında 2. bölgeyi de
tamamen doldurmuş sert, fikse, çok sayıda lobüllü olan
kitle mevcuttu. Fasyal sinir fonksiyonları salimdi. Ayrıca
frontal bölgede, skalp altında, sol kulak aurikulasında ve
sol sternokleidomastoid kas yüzeyelinde sert, mobil
kitleleri mevcuttu. Orofarenks muayenesinde kitle
etkisiyle sol tonsil loju uvulayı da iterek orta hattı
belirgin bir şekilde geçmişti. Boyun MR’ında solda kafa
tabanında, parotit alanı dolduran, süperiorda rosenmüller
fossa seviyesinde, rossen müller fossayı soldan daraltan,
orta hatta doğru uzanım gösteren, orofarenks düzeyinde
hava lümenini belirgin derecede oblitere eden, mastikatör
alan, parafarengeal alanı kaplayan parotis lojunda cilt-cilt
altına doğruda uzanan, kaudalde hyoid kemik seviyesine
kadar uzanan, ölçülebilen boyutu 9x10 cm boyutlarında
T1 hafif hiperintens T2 hiperintens, lobüle konturlu,
kontrast tutan solid kitle izlenmekteydi. Hastaya cerrahi
olarak total parotidektomi ve sol boyun diseksiyonu
uygulandı. Ayrıca baştaki ve boyundaki diğer kitleler de
eksize edildi. Parotisteki kitle karsinoma ex pleomorfik
adenom, baş ve boyun bölgesindeki çıkarılan diğer
kitlelerin patolojik tanıları ise karsinoma ex pleomorfik
adenom metastazı olarak rapor edildi. Lokal olarak
agresif seyreden bu tümörlerin solunum sıkıntısna yol
açacak şekilde boyutunun büyük olması, baş ve boyun
bölgesinde yüzeyel olarak cildin hemen altında multiple
metastazlara yol açması çok nadir olarak görülmektedir.

Abstract

Carcinoma ex pleomorphic adenoma is a rare tumor
that results from the carcinomatous transformation of
a primer or recurrent pleomorphic adenoma. A
75-year-old male patient presented with a solid mass in
his neck and respiratory failure. The patient had a
20-year history of this disease. A clinical examination
revealed a solid and fixed mass with a number of
lobules that fully pervaded the 2nd region on the left
side of the neck, arising from the left parotid. Facial
nerve functions were good. Furthermore, solid and
mobile masses were identified in the frontal region,
below the scalp, in the auricle of the left ear and the in
left superficial layer of the sternocleidomastoid
muscle. An oropharynx examination revealed that the
left tonsil region had passed to the midline of the neck,
pushing the uvula under the effect of the mass. In an
MRI of the neck, the image involved the masticatory
and parapharyngeal area that filled in the left parotid
on the skull base, narrowed the Rosenmuller fossa on
the left superior and obliterated significantly the air
lumen on the oropharynx level. The mass extended to
the hyoid bone in the caudal and to the bottom of skin-
to-skin in parotid region. The measurable size of the
mass was 9 x 10 cm. The patient underwent a total
parotidectomy and a left neck dissection in surgery,
and in addition, other masses in the neck and the head
were excised.
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Introduction

Salivary gland neoplasms constitute 3–4 percent of all head and neck tumors, affecting around 2.5-3/100,000
people each year [1]. Pleomorphic adenomas are the most commonly found tumors among salivary gland tumors,
with 90 percent located in the parotid with a superficial lobe origin, and 10 percent with a deep lobe origin [2].
After surgical treatment, pleomorphic adenomas may reoccur between 1–46 years later. The malignant
transformation of such tumors is a rare condition, occurring in only 3–4 percent of cases. The malign type, known
as carcinoma ex pleomorphic adenoma is frequently observed in long-term or recurrent cases [3]. Less than 2
percent of pleomorphic adenoma cases may be histologically presented with a benign but clinically and highly
malignant table [4], and in these cases, bone, liver, lung and regional lymphatic metastases have also been reported,
as well as the local aggressive progress [5]. In our case, the carcinoma ex pleomorphic adenoma had existed for a
long time and had grown to a very large size, leading to ocal metastasis in head and neck region, and is presented
and discussed in this paper with reference to previous literature.

Case Report

A 75-year-old male patient was admitted with a hard mass in the neck, and suffering from respiratory failure. The
patient had a 20-year history of this disease. A clinical examination revealed a solid fixed mass with a number of
lobules that fully pervaded the 2nd region on the left side of the neck, arising from the left parotid. Facial nerve
function was good. Furthermore, solid and mobile masses were identified in the left superficial layer of the
sternocleidomastoid muscle and the auricle of left ear under the scalp in the frontal region. During an oropharynx
examination it was observed that the left tonsil region had passed to the midline of the neck, pushing the uvula
under the effect of the mass. In an MRI of the neck, the image involved the masticatory and parapharyngeal area
that filled in the left parotid on the skull base, narrowed the Rosenmuller fossa on the left superior and obliterated
significantly the air lumen on the oropharynx level. The mass extended to the hyoid bone in the caudal and to the
bottom of skin-to-skin in parotid region. The measurable size of the mass was 9 x 10 cm. In the MRI the T1 was
mildly hyperintense and T2 was a hyperintense lobule-contoured contrast-enhancingsolid mass (Figure
1a,1b,1c,2,3).
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 Figure 1A
 Mass axial MR image in sections

 Figure 1B
 Mass coronal MR image in sections

Entcase 2016;3:234 Sayfa 3/8

http://entcase.org/


e-ISSN:2149-7877

 Figure 1C
 Mass sagittal MR image in sections.

 Figure 2
 MR imaging appearance of the mass in the frontal region
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 Figure 3
 Parotid induced lesions and MR appearance of the mass under the skin in the left auricle.

The patient underwent a total parotidectomy and a left neck dissection , during which other masses in the neck and
the head were excised (Figure 4).

 Figure 4
 Surgically removed specimen

A heterogeneous off-white tumoral lesion containing necrotic areas, with a large diameter of 6 and 4.2
cm, having shiny appearance, lobule-contoured with bleeding on section faces was observed in a macroscopic
examination of the material. In a microscopic examination, a tumoral lesion was found infiltrating the skin with an
infiltrative and expansile growth pattern, but containing no necrosis or perineural invasion. The tumor included a
pleomorphic adenoma in the chondromyxoid stroma and an intertwined adenoid cystic carcinomas that had
invaded in large areas extensively, ductal adenocarcinoma, adenocarcinoma and malignant component with NOS
pattern. These findings suggest that the mass in the parotid gland was a carcinoma ex pleomorphic adenoma, while
the pathological diagnoses of the masses extracted from the head and neck region pointed to carcinoma ex
pleomorphic adenoma metastasis(Figure 5a,5b,5c).
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 Figure 5A
 Pleomorphic adenoma-like area invading the intramuscular region (HEx40)

 Figure 5B
 Two different carcinoma areas (right side: carcinoma showing ductal differentiation; left side: like adenoid cystic

carcinoma) (HEx40)

 Figure 5C
 Adenocarcinoma NOS-like domain (HEx40)

 The patient suffered no complications in the postoperative period.

Written informed consent was obtained from the patient who participated in the study.

Discussion

Pleomorphic adenoma is the most common form of tumor in the parotid gland. Although its characterization is
benign, its rate of recurrence is high. Tumors may spread to large areas such as the parapharyngeal space in
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patients with long-term complaints and in those with a late diagnosis. The potential risk of becoming malignant is
1–7 percent as an annual incidence [6]. Masses are usually determined in the neck upon physical examination, and
the neck mass in the present study reached a large size. The mass of the patient extended into the parapharyngeal
space, and was intraorally detected due to its large size. Large masses result in such complaints as difficulty in
breathing and dysphagia in patients due to the resultant narrowing of the air passage in the oropharynx and
nasopharynx. Furthermore, in the present study, mobile, smooth surfaced and solid masses were identified in the
superficial of sternocleidomastoid muscle, in the ear auricle below the hairy skin, and under the scalp in the frontal
region of the patient’s head and neck.

Carcinoma ex pleomorphic adenoma is usually seen in women in the sixth and seventh decade of life, and occurs
mostly in the parotid gland [7]. The malignant component of carcinoma ex pleomorphic adenoma is demonstrated
through the exceeding of the capsule of the benign component, and this is suggestive of invasion and malignancy,
raising the risk of metastasis into the regional lymph nodes [8]. Brandwein detected no recurrence or metastasis in
tumors that invaded areas smaller than 1.5 mm [9]; although Felix A et al. presented a case in which a carcinoma
ex pleomorphic adenoma had been completely encapsulated with regional metastases for 10 months after the onset
of the disease [10]. In the present case, metastasis spread to the regional lymph nodes, and regional metastases
were also identified in many areas below the skin and in the subcutaneous tissue of the head and neck. A review of
literature indicates that such metastasis is uncommon. 

A prognosis of carcinoma ex pleomorphic adenoma depends on the degree of invasion and lymph node
involvement, and pathological parameters such as local and distant metastases. A prognosis of non-invasive and
minimally invasive carcinoma ex pleomorphic adenoma is better than one of invasive carcinoma ex pleomorphic
adenoma. The size of the tumor and the level of invasive carcinoma ex pleomorphic adenoma are also important
prognostic markers. A clinical prognosis of cancer depends on the carrying out of a complete tumor resection. In
addition, a full and aggressive surgical and radiological treatment of carcinoma ex pleomorphic adenoma can
increase survival rates in patients .

The treatment of carcinoma ex pleomorphic adenoma varies according to its location, and involves a radical
resective procedure. A superficial parotidectomy is applied in the case of non-invasive and minimally invasive
carcinoma ex pleomorphic adenoma; and if there has been invasion into the surrounding tissues, a total
parotidectomy is carried out. In case of cervical lymph node metastasis, a neck dissection should be performed .
Generally, in the event of a perineural invasion, there are indications for radiotherapy in suspected surgical margin
resection in the presence of pathologic lymph node in high-grade tumors .

In summary, large tumors that are locally aggressive, and that lead to respiratory failure and cause multiple
metastases (frontal region, left ear auricle, left superficial of sternocleidomastoid muscle, below the scalp) just
below the surface of the skin in the head and neck region are rare. We believe that our case is very rare and will
contribute to literature based on the different clinical picture of the patient.

No sponsorships or competing interests have been disclosed for this article.
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