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Abstract

Introduction: Carcinosarcoma of the head and neck is a very rare pathology
< 1%. This is a mixed tumor with epithelial and mesenchymal components. It
is characterized by high recurrence, metastasis, and mortality rates. Aim: The
sporadic nature of carcinosarcomas of the oral cavity, sinonasal tract, larynx,
and hypopharynx causes difficulties with the diagnostic and therapeutic ap-
proach. Our clinical case is an example of a rare localization of carcinosarco-
ma, which allows for a detailed examination thereof. Materials and methods:
We present a clinical case of a 67-year-old male, admitted to the Otorhinola-
ryngology Clinic of University Hospital “Sv. Georgi”—Plovdiv, presenting
with difficulty swallowing and a lump on the right side of the neck for several
months. Computed tomography was performed and a tumor involving the
right palatine tonsil was found. The tonsil was surgically removed. The histo-
pathological findings showed a biphasic tumor with epithelial and mesen-
chymal components—carcinosarcoma. Results: Following monotonsillecto-
my, the patient was referred to radiotherapy. The local status does not indi-
cate any progression and infiltration into soft tissue. Conclusion: Carcino-
sarcoma is a malignant mixed tumor with high recurrence, metastasis, and
mortality rates. It is difficult to diagnose due to its non-typical location and
the need for immunohistochemistry testing, which is not always possible. The
therapy for carcinosarcoma of the head and neck is delivered as per protocol
for treatment of squamous cell carcinoma due to the absence of a specific one.
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1. Introduction

Carcinosarcoma is a rare and very aggressive malignancy of the head and neck.
It is a special variation of squamous carcinoma comprising epithelial and me-
senchymal components, where it is believed that the squamous epithelium has
undergone dedifferentiation with sarcomatoid transformation. It has elements of
sarcoma and carcinoma, extensively intermixed as to indicate neoplasia of epi-
thelial and mesenchymal tissue. Epithelial component (undifferentiated SCC,
squamous cell carcinoma, poorly differentiated adenocarcinoma). It may in-
clude: adenoid cystic carcinoma, epithelial myoepithelial carcinoma, salivary
duct carcinoma. Non-epithelial component (undifferentiated spindle cell carci-
noma). Other reported sarcomatous elements include: fibrosarcoma, osteosar-
coma, leiomyosarcoma, liposarcoma, follicular dendritic cell sarcoma, undiffe-
rentiated sarcoma, myxoid sarcoma, rhabdomyosarcoma, chondrosarcoma [1].
It has been found to have male predominance, with typical presentation over the
age of 60, and risk factors include a history of smoking, alcohol abuse, poor
quality of life, and radiation exposure. The clinical course of this malignancy is
not different from that of squamous carcinoma. It presents with non-typical
symptoms, sometimes asymptomatically until progression occurs—a metastatic
process, usually in the neck region [2]. The therapeutic approach is subject to
discussion and it is believed that the treatment protocol for squamous carcinoma
is applicable. Occurrence in the oral cavity is extremely rare. Few cases have
been reported: tongue, gingiva, palatine tonsil, floor of the mouth, buccal muco-
sa. Due to the aggressive nature of this tumor and the high rate of recurrence,
carcinosarcoma is treated with surgical excision, chemotherapy, radiotherapy.
Aim: The sporadic nature of carcinosarcomas of the oral cavity, sinonasal
tract, larynx, and hypopharynx causes difficulties with the diagnostic and thera-
peutic approach. Our clinical case is an example of a rare localization of carci-
nosarcoma, which allows for a detailed examination, analyzes and regular fol-
low-up. We intend to keep the data and compare it with the forthcoming cases
with this rare type of tumor with respect to complication, metastasis and survival

rates.

2. Materials and Methods

At the Otorhinolaryngology Clinic of the University Hospital “Sveti Georgi”
—Plovdiv, in 2017, one patient was diagnosed with a carcinosarcoma of the right
palatine tonsil. He was admitted to this clinic for complaints of a lump, which
appeared on the right side of the neck several months earlier, as well as discom-
fort and pain on swallowing. The patient reported tobacco smoking (20
pack-years). On examination, during mesopharyngoscopy, an exophytic tumor
was visualized in the area of the right tonsil, measuring about 3 - 4 cm in diame-
ter. Panendoscopy was performed with no signs of secondary tumors or other
localization. Paraclinical parameters were normal. At jugular level II, a tumor

was found on palpation, suspicious of metastasis, with dimensions of about 4
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cm, which was mobile and painless. Computed tomography was performed,
showing a tumor in the area of the right tonsil with non-uniform washout of
contrast medium and irregular thickness of the capsule. In the area of the ster-
nocleidomastoid muscle, a round lesion with metastatic characteristics was
found (Figure 1).

A biopsy was taken from the major lesion of the right tonsil, and the material
was sent for histopathological analysis.

Surgery was performed, excising the tumor through right-sided radical tonsil-
lectomy; the whole tumor was excised, together with the anterior and posterior
pillar, up to the base of the tongue on the same side. Right-sided selective neck
dissection was performed removing the visible metastasis and lymph nodes at level
IT and III. The patient was discharged six days after the surgery. The histopatho-
logical findings showed a tumor with two malignant components—epithelial from
squamous carcinoma, SK AE 1 (AE3/+/positive), and malignant mesenchymal,
represented by poorly differentiated mesenchymal chondrosarcoma—Vimentin
(+) positive (Figure 2).

The postoperative period was eventless, without any significant complications,
infection or postoperative bleeding. Following a review by the Oncology Com-
mittee, it was decided that this patient should receive radiation therapy and
chemotherapy. The patient attended regular follow-up visits and tests every

month. Appointment for PET scan six month after the surgery was arranged.

3. Discussion

Carcinosarcoma is a biphasic tumor comprised by squamous and sarcomatoid

carcinoma lesions. It was originally described by Virchow in 1894. This type of
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Figure 1. (a) Computed tomography showing clearly the tumor with non-uniform washout of the contrast medium; (b) The tu-
mor in the neck region has the characteristics of a metastasis.
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Figure 2. Histopathological images of the mixed tumor. (a) Mesenchymal Vimetin positive cells, magnification x100; Positive SK
AE1/AE3 in epithelial pockets, magnification x100.

tumor may arise in any region with squamous epithelium in the human body,
both in the respiratory tract and the reproductive organs. Batsakis describes
three different categories of mixed tumors:

1) Pleomorphic carcinoma—biphasic epithelial carcinoma. Metastases are
uniphasic or mixed.

2) Carcinoma with pseudosarcomatous stroma—epithelial neoplasm with a
benign yet atypical stromal reaction. Metastases are epithelial.

3) Carcinosarcoma—heterologous malignancy. Metastases may be uniphasic
or mixed [3].

It is rare in the head and neck region; the most frequent sites are the pharynx
and the larynx, and extremely rarely—the sinonasal tract [4]. There is a hypo-
thesis about the monoclonal origin of both epithelial and mesenchymal compo-
nents, which undergo transformation and dedifferentiation. This hypothesis has
been supported by immunohistochemistry tests [5].

The most common diagnosis rendered with head and neck fine needle aspira-
tion (FNA) biopsy is metastatic squamous cell carcinoma (SCC). While most
cases of metastatic SCC pose little diagnostic difficulty, the diagnosis of metas-
tatic histologic variants of SCC, often coupled with less common etiologies, can
be more problematic [6].

Viswanathan S. et al, investigated 103 cases with a confirmed diagnosis of
sarcomatoid carcinoma. Age range of the patients was 22 - 90 years (median 53
years), and male:female ratio was 3.7:1. Site distribution was oral cavity (n = 65,
63.1%), larynx (18, 17.5%), oropharynx/hypopharynx (12, 10.7%), maxilla (6,
5.8%) and metastatic nodes (2, 1.9%). A large number of patients (95%) pre-
sented with a mass lesion of less than 1-year duration. Histopathologically, epi-
thelial differentiation was evident on morphology in 48 (46.6%) cases, only on
THC in 34 (33%) cases, and in 21 (20.4%) cases no epithelial differentiation was
found. Typically, tumors were polypoidal (92, 89.3%) and ulcerated (95, 92.2%),
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with cells arranged predominantly in fascicles (59, 57.3%) or in a storiform pat-
tern (17, 16.5%) [7].

It has been documented that epithelial cells go through a spectrum of progres-
sive phenotypic changes, acquiring a mesenchymal pathway of differentiation
metamorphosing to a spindle shape, undergoing a loss of cellular polarity, pro-
ducing mesenchymal matrix components, and gaining vimentin while losing
keratin expression. It has been demonstrated that the phenotypic plasticity of
interconversion of epithelium to mesenchyme cells (as seen during embryogene-
sis) is expressed by a loss of intercellular cohesion, elongation of the cells, loss of
basement membrane, production of connective tissue (collagen), and invasion
into the stroma [8] [9] [10] [11] [12].

Carcinoma occurs most often in males aged between 60 and 70. The following
factors predispose the development of this malignant process—tobacco smoking,
alcohol abuse, low social status and quality of life. In our clinical case, tobacco
smoking is present as a risk factor. Clinical symptoms vary depending on the lo-
cation in the head and neck region. The aggressive growth of the carcinosarcoma
and its metastatic progression pose challenges to the adequate treatment of this
rare type of tumor. Studies by different authors report poor outcomes when ra-
diotherapy is the only treatment modality applied. Therefore, surgical treatment
is the primary method of choice. The pre-operative evaluation is of crucial im-
portance for the preparation of the patient. Computed tomography, magnetic
resonance tomography and angiography provide information about the size of
the tumor, its vascularization, involvement of surrounding soft tissue and me-
tastatic activity in the neck. In view of the rarity of this pathology in global pub-
lications, there is limited information about the histopathological variations and
the treatment protocol. In our case, the patient underwent radiotherapy after the

surgery.

4. Conclusion

In conclusion, carcinosarcoma poses challenges for diagnostics and treatment.
The presence of both epithelial and mesenchymal components necessitates the
use of immunohistopathological analysis and development of a treatment pro-
tocol. Surgical treatment is the method of first choice, followed by radiotherapy.
The oral cavity is the most frequent site of occurrence, and the inclusion of this
type of rare tumor in the differential diagnostic algorithm of malignancies of the
pharyngeal mucosa is necessary. Considering the small number of reported cases
and the debatable approach to treatment, more detailed geographical studies are
suggested as well as studies pertaining to the classification of this type of head

and neck tumors.
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