
Spinal malignant triton tumor in a patient with
neurofibromatosis type 1
Sevgi Kulaklı1 , Fazıl Kulaklı2 , İlker Fatih Sarı2 , Samet Tatlı2 , İlker İlhanlı2 , Canan Çelik2

1Department of Dermatology, Giresun University School of Medicine, Prof. Dr. İlhan Özdemir Training and Research Hospital, Giresun,
Turkey 
2Department of Physical Medicine and Rehabilitation, Giresun University School of Medicine, Prof. Dr. İlhan Özdemir Training and
Research Hospital, Giresun, Turkey 

Address for correspondence: Fazıl Kulaklı, MD., Assistant Professor, Giresun University School of Medicine, Prof. Dr. İlhan Özdemir Training and
Research Hospital, Department of Physical Medicine and Rehabilitation, Giresun, Turkey
E-mail: drfzl46@gmail.com

Copyright © 2019 by The Association of Health Research & Strategy
Available at http://dergipark.org.tr/eurj

The European Research Journal 2019;5(4):719-721

Dear Editor,

eurofibromatosis type 1 (NF1) is an autosomal
dominant disorder with 100 % penetrance that

affects approximately 1 in 3500 people [1]. Malignant
triton tumor (MTT) is a rare malignant peripheral
nerve sheath tumor (MPNST) with rhabdomyoblastic
differentiation. Malignant triton tumor is commonly
seen in the head, neck, extremities, and trunk and only
2-3% of all MPNSTs arise from the spinal nerves.
MTT has an aggressive biological behavior, being
50% of cases associated with NF1 and has worse prog-
nosis than MPNST without rhabdomyoblastic differ-
entiation [2, 3]. In this study, we aimed to present a 
      patient with MTT. Although MTT is an aggressive
tumor, it is possible to detect it asymptomatically and
incidentally, so we think that, doctors should be care-
ful in this regard, especially in patients with NF1. 
      A 59-year-old male patient with neurofibromato-
sis, was admitted to our inpatient clinic with weakness
in both lower extremities. One month ago, the patient
falled down from a high place and weakness in lower
extremities started after this fall. Thoracal 10 vertebra
pathologic fracture and significant spinal cord pressure
were detected after the evaluations and the patient was
operated urgently. During the operation, the surgeon 

saw a mass ingrained in the spinal cord and he excited
this mass and sent it to pathology department. The
mental function of the patient was normal. However,
the mental function has begun to deteriorate after a
traffic accident. His sister stated that the same illness
was also in her, her mother and sister. The general con-
dition and consciousness of the patient was good but
cooperation and orientation were not enough. Multiple
neurofibromas were observed on the skin (Figure 1).
Neurofibromas began to form in the skin of the patient
in childhood and he was diagnosed with neurofibro-
matosis. Cranial nerves and upper extremity examina-
tion were normal. Range of motions of lower
extremity joints were normal. Proximal and distal
muscle strength of right lower extremity was 4/5, left
lower extremity was 1/5. Sensory examination failed
due to lack of cooperation. Deep tendon reflexes were
normoactive and no pathological reflex was detected.
The patient was diagnosed with incomplete paraplegia
and the rehabilitation program was started. During the
rehabilitation program, it was learned that the pathol-
ogy result of the patient was MTT. The pathology re-
sult was evaluated by oncology unit and it was decided
that the patient should continue the treatment in the
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oncology unit. 
      Neurofibromatosis type 1 is characterized by cu-
taneous neurofibromas, café-au-lait spots, skeletal
dysplasias, Lisch nodules, and sometimes malignant
tumors [5]. Patients with NF1 at a significantly higher
risk for benign and malignant tumors. MTT is an ag-
gressive and rare MPNST with rhabdomyoblastic dif-
ferentiation. MTT is commonly seen in the head, neck,
extremities, and trunk and only 2-3% of all MPNSTs
arise from the spinal nerves. In our case, MTT arised
from the spinal nerve. In a review of 124 cases of
MTT reported from 1973 to 2010, 38% of patients had
NF1, and the median age at diagnosis was 33 years
[4]. Patients with NF1 have a larger tumor size and
worse disease outcomes than patients with sporadic
disease. The 5-year specific survival rate is 54% to
75% in MTT patients with NF1 [6]. Patients may pres-
ent with enlarging mass. It may cause pain and neuro-
logical symptoms such as paraestesia, motor weakness
and radicular pain [3, 6]. Although MTT is an aggres-
sive and symptomatic tumour in patients with NF1,
our patient was asymptomatic and the tumor was de-
tected incidentally unlike other cases in the literature.
Depending on the location of mass, complete resection
is the primary treatment method of MTT [7]. Radio-
therapy is the other treatment that can be used when
necessary [8]. Although the use of chemotherapy in

MPNST is not clear, its use in therapy has been ac-
cepted [9]. In conclusion, patients with neurofibro-
matosis generally have a high risk of tumors. MTT is
an agressive and rare tumor which is more common
in patients with neurofibromatosis. Unlike other cases
in the literature, MTT clinic was asymptomatic in our
patient, it was detected incidentally and it arised from
spinal nerve which was seen very rarely. Even if the
patients are asymptomatic, physicians should be care-
ful in terms of MTT especially in patients with NF1.
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Figure 1.Multiple neurofibromas images
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