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Introduction

Larynx is an essential midline structure situated at the meeting point of digestive and respiratory passage in the neck. As it is a com-

posite Osseo-fibro cartilaginous structure, it comprises of various cell types. Laryngeal cancers are an important cause of morbidi-

ty and mortality, with squamous cell carcinoma being the most common histological type [1]. Sarcomas arising in the larynx are

uncommon, representing less than 1% of malignant laryngeal neoplasms, out of which the commonest are chondrosarcomas [2-6].

Myofibroblastic sarcoma, and myxofibrosarcoma have an incidence of less than 2% of all malignancies in the larynx. It accounts

for approximately 5% of all sarcomas of the head and neck [7]. Myxofibrosarcoma (MFS) is a soft tissue sarcoma located mainly in

the subcutaneous soft tissues of extremities. It is a fibroblast-derived sarcoma, accounting for roughly 5–10% of all soft tissue ma-

lignant  tumours.  About  77% of  MFS cases  occur in the extremities,  commonly in the upper extremities.  Reports  of  MFS in the

trunk (12%), retroperitoneum or mediastinum (8%), abdominal wall and heart are also there in the literature [8]. MFS of the head

and neck is quite rare [8]. As to our best knowledge, we are reporting the first case of myxofibrosarcoma arising from the subglot-

tis region of the larynx.

Case Report

A 57-year-old male presented to ENT clinic with complaints of blood-tinged sputum since one month and noisy breathing since

15 days. Patient gave history of smoking for the past 20 years. Rest of the history was insignificant. On examination, patient had

biphasic stridor. Laryngoscopy showed a proliferative growth with streaks of blood in the sub glottis with normal movements of vo-

cal cords on phonation and respiration. Rest of the examination was normal.

The patient was taken up for emergency tracheostomy and direct laryngoscopy and biopsy. Under direct vision, a friable growth

was noted in the sub glottis arising from the right lateral wall. Sufficient tissue was taken and sent for histopathological examina-

tion (HPE).
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Figure 1: Video laryngoscopic view of the lesion

Figure 2: Direct laryngoscopic view of the lesion

Figure 3: Histopathological examination of the lesion
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HPE showed myxofibrosarcoma with areas of necrosis and was reported as LOW- GRADE MYXOFIBROSARCOMA SUBGLO-

TIS.

On CECT, a heterogeneously enhancing lesion epicentered at right subglottic region was noted with extensions, anteriorly to the

preepiglottic fat pad and the lamina of thyroid cartilage with loss of fat planes. Posteriorly the lesion showed loss of fat planes with

cervical oesophagus. Laterally, it was eroding into the cricoid cartilage on the right side. Medially it was crossing midline and caus-

ing severe subglottic luminal narrowing at level of C5 vertebra. Superiorly, it was extending up to arytenoid cartilage (up to level of

inferior end plate of C4 vertebra) with erosions of arytenoid cartilage and suspicious extension to the true vocal cord. No exten-

sion to false vocal cords was noted. Inferiorly, it was extending up to superior end plate of C6 vertebra.

Figure 4: CECT scan of the patient

TNM staging was T4aN0M0. As the tumour was very extensive involving the structures as described in the CT and as the primary

modality of treatment in MFS is surgery, patient was subjected to total laryngectomy. Patient was not given any adjunct radiothera-

py due to the tumour being low grade on HPE. Patient was lost to follow up after 6 weeks of surgery.

Discussion

Primary sarcomas in larynx are rare and are associated with diagnostic and treatment challenges. Among laryngeal sarcomas, chon-

drosarcoma is the most common, but other types such as leiomyosarcoma, rhabdomyosarcoma, osteosarcoma, liposarcoma, and

synovial sarcoma, have also been described [9]. Sarcomas of the larynx may develop in any portion of the organ. Associated symp-

toms depend on the size and location of the tumour, with the most common being hoarseness and dyspnea [1]. Though previous-

ly, few sarcomas have been reported to have arisen from the subglottis, we are reporting the first case of myxofibrosarcoma arising

from this region [10,11]. The term myxofibrosarcoma (MFS) is proposed as a synonym for myxoid MFH and covers a spectrum of

malignant fibroblastic lesions, which have cellular distribution, pleomorphism of the nucleus, and mitotic activity that ranges from

a less cellular lesion with minimal cytologic atypia to a greater cellular lesion with pronounced atypical features [12,13]. Myxofi-

brosarcoma (MFS) is commonly seen in elderly patients, more so in 6th to 8th decade of life [14]. MFS can be either low grade tu-

mour with low metastatic potential or a high-grade tumour with high metastatic potential of 20-35%. Metastasis is more common

in lungs and bones [15]. Surgical excision is taken as the mainstay of therapy. Radiation therapy continues to play an important

role when surgery is unfeasible or as an adjunctive either preceding or following surgery to treat aggressive tumours or positive

margins [16]. In a randomized controlled trial (RCT) involving soft tissue sarcomas of multiple subtypes, radiotherapy usage was
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found to reduce the recurrence rate of the sarcomas [17,18] Till date, there are no RCTs specifically evaluating MFS treated by ra-

diotherapy. In MFS patients with distant metastasis, chemotherapy is commonly used. The combination of anthracycline and iso-

cyclophosphamide have been reported to increase the survival rate in MFS patients [19]. Though the treatment regime is similar in

treatment of all laryngeal sarcomas, we are citing this case to throw light on the possible existence of such a rare malignancy aris-

ing from an uncommon site and for epidemiological purposes. The local recurrence rate for MFS is not based on the histopatholog-

ical grade. Generally MFS are low grade lesions and prognosis of this subtype is generally good. When it comes to recurrence, both

types of MFS have similar rates. Low-grade MFS, however, can change into a high-grade MFS after recurrence [20]. The local re-

currence rate for MFS is of about 16–57%. Multiple recurrence is also noted and estimated to be between 25 and 52%. It has a 5-

year overall survival rate between 61 and 77%. [21] Patients with MFS have to be followed long time for tumour recurrence. Recur-

rence has been reported to occur as early as 2 months post surgery and as far out as eight years postoperatively. 27 months is the re-

ported median recurrence time [21]. Unfortunately, we lost our patient to follow up.

Conclusion

This is the first case of myxofibrosarcoma arising from the subglottis being reported in the literature. Sarcomas in the larynx are

rare and are of various subtypes. It is important to be aware of the various clinical presentations, different possible histopathologi-

cal diagnosis of laryngeal masses including the one reported by us so that appropriate diagnosis is made and treatment can be initi-

ated at the earliest.
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