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ABSTRACT

INTRODUCTION: The objective is to report a rare tumour of the sinonasal tract and conduct a literature
review.
Malignant triton tumour is a subtype of malignant schwannoma with rhabdomyoblastic differentiation.
It is a very rare tumour, with only 15 reported cases involving the sinonasal region.
PRESENTATION OF CASE: Forty-seven years old female presented with a right-sided epistaxis, progressive
right sided nasal obstruction and anosmia and a visible mass in the right nasal cavity. Imaging studies
showed a mass extending from the piriform aperture to the nasopharynx in contact with the dura and
the orbital content. The mass was biopsied and the result was consistent with malignant triton tumour.
The patient refused the surgery at first so chemotherapy with MAID protocol was started. After the fourth
course of chemotherapy the treatment was stopped due to patient intolerance and a thrombosis of the
jugular vein. Patient then underwent surgery with frontal craniotomy and dural excision, endoscopic
control was done at the end to insure a complete removal. The patient received Radiotherapy in the
postoperative period (56 Greys). At 5 years of follow up the patient is doing fine with no signs of recurrence
and normal ophthalmological findings.
DISCUSSION: Sixteen cases, including our case, have been reported to date in the literature. The mean
age at presentation is 61 years. None of cases were associated with neurofibromatosis type 1. Eight
patients were reported to be alive 5 years post-treatment, and 2 patients were reported to have died of
the disease. The prognosis for triton tumours in the sinonasal tract is better than that for triton tumours
in other locations.
CONCLUSION: Malignant triton tumour is a rare malignancy of the sinonasal tract. Otolaryngologists
should be aware of this disease. The optimal treatment should include radical resection of the tumour.
© 2014 The Authors. Published by Elsevier Ltd. on behalf of Surgical Associates Ltd. This is an open
access article under the CC BY-NC-ND license (http://creativecommons.org/licenses/by-nc-nd/3.0/).

1. Introduction

Malignant triton tumour is a very rare tumour that occurs in
head and neck region and the trunk, with almost one third of the

Malignant triton tumour is a subtype of malignant schwannoma
with rhabdomyoblastic differentiation.! To date, approximately
150 cases have been reported in the literature. Masson, in 1932,
was the first to describe a malignant schwannoma with rhabdomy-
oblastic differentiation in a patient with neurofibromatosis type
1(NF1).2
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cases in the head and neck area.* It can be associated with neurofi-
bromatosis type one (NF1) (in patients younger than 35-years old)
or it can occur sporadically (in older patients). The patients with NF
1 have a poorer prognosis (Table 1).2

To the best of our knowledge, the sinonasal localisation was
reported in only 15 cases in the English and French literature.24-7
The aim of this article is to present a case with a rare malignancy of
the sinonasal tract and to describe a literature review of malignant
triton tumours in this specific anatomical location.

2. Case report

A 49-year-old women presented to the emergency department
in April 2005 with right-side epistaxis and a 2-year history of
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Table 1

Review of the literature on malignant triton tumours of the sinonasal tract.

Patients Age/sex NF 1 Localisation Treatment Radio- or Retreatment Outcome
chemotherapy
Shajrawi et al. [14] 75/M No Left paranasal sinuses Debulking RT Surgical removal of recurrence Alive NED at 6 months
at 36 months
Bhattetal. [11] 66/F No Left nasal cavity Extended external Alive with tumour at 27
ethmoidectomy months
Heffner and Gnepp [13] 64/M No Left nasal cavity Incomplete excision Died of tumour at 27 months,
pulmonary metastasis and
cranial extension
58/M No Nasal cavity Surgery RT Alive NED at 48 months
56/F No Left nasal cavity Local excision Removal of recurrence at 11 Alive NED at 7 years
and 15 years
59/M No Right nasal cavity Transpalatal excision RT Alive NED at 7 years
43/M No Right nasal cavity N/A Recurrence at 15 years, Alive NED at 7 years
treatment N/A
Nicolai et al. [5] 81/F No Right nasal cavity Endoscopic excision Alive NED at 36 months
Kim et al. [4] 38/F No Right nasal cavity Medial maxilectomy RT Alive NED at 5 years
Tringali et al. [6] 80/F N/A Right nasal cavity Extended midfacial resection Recurrence at 8 months with Alive with disease at 5 years
cerebral involvement,
midfacial and sub frontal
excision and RT. 3 endoscopic
partial resections in 5 years
Xue et al. [7] 47[F N/A Right paranasal sinuses Lateral rhinotomy RT Alive NED at 5 years
Terzic et al. [2] 35/F no Right nasal cavity Craniotomy with sub-cranial Alive NED at 30 months
resection
77|M No Left nasal cavity Partial endoscopic resection RT for lymph node metastasis Alive with tumour at 7.5
at 6 months months
73[F No Right maxillary sinus Partial endoscopic resection Endoscopic resection with RT Died of other causes at 5.5
for recurrence at 18 months years
76/M no Left sinonasal CAVITY Refused treatment Died of tumour at 1.5 months
Present case 49[F N/A Right nasal cavity Craniotomy with sub-cranial RT Alive NED at 5 years

resection

N/A: not available or not specified, NED: no evidence of disease, RT: radiotherapy.
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