PRIMITIVE NEUROECTODERMAL TUMOR OF TONGUE - A CASE REPORT
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ABSTRACT

A very rare case of Primitive Neuroectodermal tumor (PNET) occurring at the tip of the tongue

is reported.

The patient presented at a private dental clinic at Hyderabad, Sindh, (Pakistan) with a tiny
nodule at the tip of the tongue. Fine needle aspiration was carried out followed by excision biopsy and

marker studies which confirmed the diagnosis.

It was concluded that the possibility of PNET tumor should be kept in mind while evaluating

lesions occurring on tongue.
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INTRODUCTION

Oral cavity is a site for numerous diseases in
children. Majority (80.3%) are inflammatory lesions.
Othersinclude tumor like lesions (40.5 %) and tumors.
Benign tumors constitute 40.5% and Malignant tu-
mors 9.5% in children.! The malignant tumors in
children include round cell sarcomas (Primitive Neu-
roectodermal Tumors and Rhabdomyosarcomas),
Hodgkin / Non-Hodgkin Lymphomas, Alveolar soft
part sarcoma and fibrosarcomas.?? The Primitive Neu-
roectodermal Tumors (PNET) are of two types Central
and Peripheral. Those arising in central nervous sys-
tem are rare, highly malignant, cystic and sometimes
hemorrhagic tumors.* Peripheral PNET tumors oc-
cur in bone and soft tissues. They belong to Ewing’s
family of tumors which are associated with chromo-
somal translocation t (11; 22) and functional fusion of
EWS gene to any of the several transcriptional factor
genes.®’248 The diagnosis includes fine needle aspira-
tion cytology followed by excisional biopsy and immu-
nocytochemistry.® Treatment includes maximal local
surgical resection with chemotherapy and Radio-
therapy.l® The prognosis is poor and few patients

survive upto 2 years.!!
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CASE REPORT

A 13 years old school boy presented to a private
clinicin June 2004 complaining of painless swelling on
tongue. He had slight difficulty in speaking and eat-
ing. Clinical examination showed 1x1 cm firm, mobile,
non-tender nodule at the tip of the tongue. The overly-
ing mucosa was normal. A clinical diagnosis of reten-
tion cyst was made and Fine needle aspiration cytol-
ogy was carried out. The smears showed a monotonous
population of small, uniform, round cells with hyper-
chromatic to vesicular nuclei with little or no cyto-
plasm. The cells were slightly larger than lympho-
cytes. A provisional diagnosis of Non-Hodgkin Lym-
phoma, intermediate cell type was made. The patient
was referred to Liaquat University of Medical and
Health Sciences, Jamshoro for surgery. Excision bi-
opsy was done with local flap reconstruction of the
tongue and the specimen was submitted to Aga Khan
University Hospital for histopathology and marker
studies. The tumor cells were positive for glycogen.
The sections were stained with a panel of monoclonal
antibodies using Envision system. The tumor was
found positive for Vimentin, EMA, MIC-2, BCL-2 (fo-
cal) and S-100 protein. Hence a diagnosis of malignant
round cell sarcoma was made.!? The differential diag-
nosis included PNET, Lymphoma and Rhabdomyosa-
rcoma. Immunohistochemical studies were in favor of
PNET. The child was followed up. There was recur-
rence of the tumor and the child developed widespread
metastasis in lungs, liver and bones. He expired in 2
years.
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Primitive Neuroectodermal Tumor of Tongue

Fig. 1: Clinical presentation ofthe PNET tumor at the tip of tongue.
Male: 12 years.

Fig 2:  Microscopic picture of PNET tumor (Fine Needle Aspiration
Cytology Smear) x 450
DISCUSSION

A solitary nodule occurring at the tip of the tongue
in a child may be a retention cyst, a benign tumor like
rhabdomyoma or granular cell tumor or a malignant
tumor like lymphoma, PNET or Rhabdomyosarcoma.
Although the most common malignant tumor of tongue
is squamous cell carcinoma but it is extremely rare in
children.

The diagnostic tools include FNAC followed by
excision biopsy. Immunocytochemistry is required to
differentiate between the various sarcomas.

Peripheral PNET are rare highly aggressive tu-
mors. More common in males and the age group is 10-
20 years. Annual incidence in USA is 2.1 cases per
million children.® They clinically appear as solitary
well defined nodules and rapidly increase in size.
Histopathology shows small anaplastic cells with mi-
totic activity and rosette formation. Although most are
completely undifferentiated, they may show neuronal
or glial differentiation. The Primitive neuroendocrine
tumors are positive for Vimentin, EMA, MIC-2, BCL-
2 and S-100 protein. The patient needs CT scan, MRI
and Bone scan to exclude metastasis at the time of
diagnosis. Treatment includes surgery followed by
Radiotherapy and Chemotherapy. The patient needs
regular check ups and clinical follow up. The prognosis

of PNET is poor and few patients live beyond two
years.

In the literature reported rare benign tumors
occurring at the tip ofthe tongue include Schawannoma
and Neurilemmoma.!** Few malignant PNET tumor
occurring at the tip of the tongue have been reported in
the literature.!’® The patient was treated by giving
Radiotherapy and Chemotherapy after surgical re-
moval. Multiple metastases occurred in liver within 10

months. The child survived for 2 years.

CONCLUSION

Peripheral primitive neuroectodermal tumors are

rare but they do occur at unusual locations like
tip of the tongue. The possibility of PNET should be
kept in mind while evaluating lesions occurring on

tongue.
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