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Case Report

Chondrosarcoma is a highly destructive malignant tumor of cartilaginous, bone and mesenchymal origin. Its
localization in the head and neck is rare while localization in the nasal sinus site is even rarer. Only about 20 such
cases have been reported in the literature, and they were located in the maxillary and sphenoidal sinuses. Its clinical
presentation is non-specific. It poses a therapeutic problem because of its location at the base of the skull. We hereby
present a case of grade Il chondrosarcoma of shenoid sinus. The aim of our work is to describe the epidemiological,
clinical, radiological and anatomopathological profile as well as the therapeutic management of this pathological entity

through a review of the literature.
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INTRODUCTION

Chondrosarcoma is a primary malignant tumor
of the bone that produces tumor cartilage without ever
developing tumor bone tissue [1]. It accounts for 10 to
20% of malignant bone tumors [1] and only 7% of them
occur in the head and neck region [2]. The nasal sinus
location is rare: only about twenty cases have been
reported in the literature [3]. We report the case of a
patient treated in our department.

PATIENT AND OBSERVATION

A 29-year-old women, admitted for right nasal
obstruction, evolving for 1 year before her admission,
reported complications are the onset of ipsilateral
blindness without other associated signs or epistaxis.
During the physical examination, nasal flow was
reduced on the two sides, with higher severity on the
right. The nasal endoscopy showed the presence of a
budding polyploid mass, pedicled in the sphenoid sinus
occupying the upper half of the right nasal fossa
reaching the height of the middle turbinate (FIGURE
1). The ophthalmologic examination revealed the
presence of right blindness with visual acuity preserved
on the contralateral side. The CT scan showed the
presence of a hypodense tissue process centered on the
body of the sphenoid, with irregular contours measuring
51 * 32 * 55 mm not enhancing after injection of the
contrast product with thinning of the bone walls and
rupture of the cortex in places. The MRI confirmed the
presence of the heterogeneous lobulated expansive
lesion, hyper T1 hypo T2, in the body of the right

sphenoid with extension to the nasal fossae and the
ethmoid cells and with infiltration of the right optic
nerve at the level of the optic canal (FIGURE 2 and 3).
An endonasal surgery was performed on the patient
with excision by tumor’s fragmentation. The
anatomopathological and immunohistochemical study
favored a well differentiated grade Il chondrosarcoma.
Postoperative nasal sinus CT was satisfactory with no
tumor residue (FIGURE 4). The patient was referred for
adjuvant radiotherapy with a good clinical outcome
with a follow-up of 2 years.

Fig-1: Endoscopic view of the right nasal cavity (black
arrow: submucosal tumor pushing back the nasal septum,
yellow arrow: nasal septum)
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Fig-4: facial CT after surgery (after lyear)

DISCUSSION

Chondrosarcoma is a rare malignant tumor. It
accounts for 10 to 20% of malignant bone tumors [1].
Localization at Sinus level is very rare: around twenty
cases have been reported in the literature, including 10
by Fu and Perzin in 1974 [3]. The incidence increases
with age where the peak occurs in the fourth decade [1],
with a clear predominance among women, differently
from other Chondrosarcoma’s locations [4].

Chondrosarcomas tend to be large at
presentation [5]. Their symptomatology varies
according to the site and size of the tumor. The
symptoms are usually nasal obstruction, nasal
discharge, facial asymmetry, headache, restricted ocular
movements, diplopia, proptosis, facial pain and ear
fullness. Extension of the lesion with intracranial
involvement is characterized by loss of vision, proptosis
and multiple cranial nerve involvement [5].

Radiological imaging is essential before
attempting surgical intervention. Computer
Tomographic (CT) scan in coronal and sagittal plain is
the most informative investigation [6] for evaluating the
exact location of the tumour and its extension if any [7].
The MRI specifies the extension to essential sensory
and vital soft tissues; it differentiates between
granulomatous tissues and recurrences during the
monitoring of operated chondrosarcomas [8].

Chondrosarcomas arises from  primitive
mesenchymal stem cells or may arise in tissues known
to be formed of cartilage from nests that remain after
ossification. In their gross appearance, the neoplasm is
well circumscribed, ovoid, lobular, and with gelatinous
masses. A fibrous capsule may be present. Hemorrhage
may occur giving it a look of hematoma. The average
size of lesion may be 3-8 cm on presentation [9].

Lesions are graded 1-3 depending on the
amount and maturity of cartilage and the connective
tissues’s anaplasticity. Grade 2 and 3 are marked by
myxoid tissue and cystic degeneration consisting of
proliferating plump chondroblast or spindle shaped
mesenchymal cell and abnormal cartilage. The
histological grading by cellularity, nuclear size and
mitotic rate is reported to correlate with the rate of
distant metastasis and overall survival [10].

Although the histological appearances of this
tumour are generally characteristic, a differential
diagnosis of chondroma, chordoma, and
chondromyxoid fibroma should be considered. It is not
unusual for a fine needle biopsy or even an excision
biopsy to be unreliable since the specimen may not be
representative of the lesion as areas of cellular atypism
may be restricted only to certain parts of a well
differentiated chondrosarcoma [11]. Therefore, it is
important to evaluate multiple fields to grade these
tumours accurately [12]. Biopsy of the lesion is the only
way to confirm the diagnosis.

Surgery remains key to the treatment. Maximal
surgery is required in the chondrosarcomas. However,
to achieve an optimal surgery, several interventions are
often required which might lead to an increased risk of
complications.

The endoscopic way is the first choice of the
treatment of sphenoid chondrosarcomas [13]. Because
of this high risk of complications associated with wide
resection, limited removal is usually proposed. A large
debulking allows for safer irradiation away from
surrounding critical organs. Adjuvant radiation therapy
is also prescribed with excellent results compared to
surgery alone [14].

Concerning radiation therapy, the efficacy of
treatment is difficult to analyze for different reasons:
the rareness of the tumors, the long history of the
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disease, the variety of treatment procedures with
updated techniques finally the series mix of chordoma
and chondrosarcomas. Nevertheless, the required doses
to control the disease significantly exceed the dose
constraints for critical organs. Proton therapy is
considered the optimal method for dose gradient
irradiation to irregularly shaped targets closely
juxtaposed to critical organs. Proton therapy has been
used mainly with conventional fractionation at doses
between 67 and 83 Gy [15].

The prognosis depends upon the location and
extent of the lesion, adequacy of treatment and degree
of differentiation. Patients with incomplete resections
requiring further radiotherapy or chemotherapy have a
bad prognosis [16]. Survival varies from 44% to 81%
for chondrosarcoma of the head and neck region. The
10-year survival rate is less than 30% for all bone and
extra-skeletal locations. Recurrence is 40-60%. The
course is marked by local recurrences and especially
pulmonary metastases, sometimes very late onset.

CONCLUSION

Chondrosarcoma is a malignant tumor whose
localization in the sinuses is very rare. Symptoms vary
depending on the location and the expansion level. MRI
is the key examination method to make the diagnosis.
The treatment is mainly surgical. The effectiveness of
radiochemotherapy has not been demonstrated thus far,
but many authors recommend its use in addition to
surgery. Recurrences are frequent as well as metastases
(pulmonary ++) which makes chondrosarcoma a
malignant tumor with a poor prognosis.
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