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Abstract

Malignant triton tumors are rare but highly aggressive tumors.They originate from the Schwann
cells. These tumors can occur in any part of the body, they usually present in advanced stage and
have very poor prognosis.
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Background

Malignant triton tumors (MTTs) are very rare subtypes of malignant peripheral nerve sheath
tumors (MPNST) [1]. The reported incidence of sporadic MPNST and MTT is only 0.001% [2,
3]. MTT account for 5% of all MPNSTs [4]. They predominantly originate in the head, neck and
extremities [2]. It can arise from different locations.

The prognosis of MTT is poor as reported by a 5-year survival rate of only 5 to 15% [5].
Literature has shown that the prognosis of MTT is influenced by many factors like its location
(head, neck and extremities tumors carry better prognosis than the buttocks, retroperitoneal and
central nervous system tumors), tumor size, degree of differentiation, tumor free resection
margins, and Ki67 labeling index [6].

Case presentation

Our patient is a middle age gentle man with history of cerebrovascular accident at the age of 45
years, presenting with mass in left orbit with dimness of vision for 3 month. Surgical resection
was attempted. Histology revealed inflammatory myofibroblastoma with malignant
transformation. Pathology report came as spindle cell neoplasm. Within 3 months after surgery,
patient again presented with orbital swelling. Debulking surgery attempted. The histological
specimen composed of spindle cells, ovoid cells with lympho plasmocytic inflammatory
component. Patient came with bleeding and crusting from the surgical site with in 3 months
after debulking surgery. Orbital exentration of the tumor was done. Histology came as malignant
triton tumor. Vimentin was diffusely positive. S100 showed diffuse positivity. SMA was
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showing diffusely scattered positivity. Desmin was focally positive. After surgery patient
defaulted and again came with mass in the orbital cavity. CT Head and Neck showed
heterogenously enhacing mass causing erosion of medial wall and roof of left orbit, as well as it
is extending into preseptal space. CT thorax, lung window was showing well circumscribed
peripheral lung nodules suggestive of metastasis. Palliative radiation was given to locoregional
site to control the disease. During radiation, patient developed middle cerebellar artery stroke
and succumbed to death.

Figure 1: CT image showing heterogenously enhacing mass causing erosion of
medial wall and roof of left orbit, as well as it is extending into preseptal space.

Figure 2: CT thorax, lung window image showing well circumscribed peripheral
lung nodules suggestive of metastasis
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Discussion

Very few (less than 200) cases of MTT have been reported in the literature worldwide [6,8].
MTT is a very aggressive tumor with its rate of distant metastases to be as high as 48% and a
local recurrence rate of 43% [2,17]. MTT equally affects both men and women [5]. The mean
age of presentation is 31.7 years [10]. The familial predilection in MTT is not reported and the
same holds true for our patient as his past history was not remarkable of any familial correlation
with this tumor. According to Woodruff et al., the diagnosis of MTT should meet three criteria
[9]; first, the tumor originates from a peripheral nerve, in ganglioneuroma or in a patient with
neurofibromatosis type I, or in a location typical for peripheral nerve tumors; second, the tumor
demonstrates growth characteristics of Schwann cells; third, rhabdomyoblasts arising from the
body of the peripheral nerve tumor. In addition to the criteria proposed by Woodruff et al.,
currently immunostaining is used for histopathological diagnosis of MTT. 50% of all MPNSTs
staining for S-100 is positive. The positivity, seen in our case, is typically focal [11,12]. To
make a diagnosis of a MTT, the presence of rhabdomyoblasts within an otherwise ordinary
MPNST is very crucial.

References

1. Tish S., Ross L., Habboub G., Roser F., Recinos P.F. Malignant triton tumor diagnosed twelve
years after radiosurgically treated vestibular schwannoma. Clin. Neurol. Neurosurg. 2019;183.

2. Brooks J.S., Freeman M., Enterline H.T. Malignant "Triton" tumors. Natural history and
immunohistochemistry of nine new cases with literature review. Cancer. 1985;55:2543-2549.

3. Ducatman B.S., Scheithauer B.W., Piepgras D.G., Reiman H.M., llstrup D.M. Malignant
peripheral nerve sheath tumors. A clinicopathologic study of 120 cases. Cancer. 1986;57:2006-
2021.

4.Qiao J., L1 Y., Sun F., Xiao Y., Tian Y., Tang K. 2017. Case Report Malignant Triton Tumor
of the Prostate: A Case Report

5. Shetty P.K., Baliga S.V., Balaiah K. Malignant triton tumor: a rare case. Indian J. Surg.
2013;75:362-365.

6. Terzic A., Bode B., Gratz K.W., Stoeckli S.J. Prognostic factors for the malignant triton tumor
of the head and neck. Head Neck. 2009;31:679-688.

7. Agha R.A., Borrelli M.R., Farwana R., Koshy K., Fowler A.J., Orgill D.P. The SCARE 2018
statement: updating consensus Surgical CAse REport (SCARE) guidelines. Int. J. Surg.
2018;60:132-136.

8. Woodruff J.M., Perino G. Non-germ-cell or teratomatous malignant tumors showing
additional rhabdomyoblastic differentiation, with emphasis on the malignant Triton tumor.
Semin. Diagn. Pathol. 1994;11:69-81.

9. Woodruff J.M., Chernik N.L., Smith M.C., Millett W.B., Foote F.W. Peripheral nerve tumors
with rhabdomyosarcomatous differentiation (malignant "Triton" tumors) Cancer. 1973;32:426-

439.

10. Forgione A., Yousuf Guraya S. Advanced endoscopic imaging technologies for in vivo
cytological examination of gastrointestinal tract lesions: state of the art and proposal for proper

BMH Medical Journal (ISSN 2348-392X), 9(2): 44-47 (2022)



Shoufeej Pulikkal M et al, “Malignant Triton Tumor of Orbit” 47
clinical application. J. Microsc. Ultrastruct. 2013;1:65-75.

11. Weiss S.W., Langloss J.M., Enzinger F.M. Value of S-100 protein in the diagnosis of soft
tissue tumors with particular reference to benign and malignant Schwann cell tumors. Lab.
Invest. 1983;49:299-308.

12. Wick M.R., Swanson P.E., Scheithauer B.W., Manivel J.C. Malignant peripheral nerve
sheath tumor. An immunohistochemical study of 62 cases. Am. J. Clin. Pathol. 1987;87:425-
433.

13. Haddadin M.H., Hawkins A.L., Long P., Morsberger L.A., Depew D., Epstein J.I., Griffin
C.A. Cytogenetic study of malignant triton tumor: a case report. Cancer Genet. Cytogenet.
2003;144:100-105.



	Malignant Triton Tumor of Orbit - A Case Report

