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Abstract

Dysembryoplastic neuroepithelial tumor (DNET) is a rare benign tumor generally seen in children
and adolescents with intractable epilepsy. This tumor demonstrates typical histological features such
as glial nodules and the so called glioneuronal element. The diagnosis of DNET cannot rely just upon
imaging features but needs a multidisciplinary contribution from the clinical and diagnostic
department involving the clinician, radiologist as well as the pathologist to reach a definite and
conclusive diagnosis. However histopathology is the gold standard for the final diagnosis.
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Introduction

The
tumor

term dysembryoplastic neuroepithelial
(DNET) first

Daumas-Duport and colleagues to describe a

was coined by
cortical lesion presenting in childhood [1]. It is a
rare benign tumor generally seen in children and
intractable epilepsy. The
of DNET are
supratentorial tumor generally affecting the

adolescents with

typical radiological findings
temporal lobes and without any peritumoral
effect [2]. This

demonstrates typical histological features such

edema or mass tumor

as glialnodules and the so called glioneuronal

element [3, 4]. Their favorable prognosis is also
due to the fact that most lesions remain stable,
with
haemorrhage due to hamartomatous vessels

yet rare cases slow progression or
have been reported [5, 6]. Herein we have
presented a case report of a patient with
diagnosis of DNET where we are able to find and
document the typical features of DNET.

Case report

A 13 year old male patient came in the
neurosurgery outpatient department of Dhiraj
Hospital with complaint of right sided headache
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for 1 year and history of convulsion 2 months
back. He also gave history of convulsion for few
times 1 year back. His routine neurological
examination and laboratory examination were
within normal limit. CT scan of brain revealed
focal edema in left posterior parietal region.
(Photo - 1) MRI brain revealed a well defined
wedge shaped cortical based bubbly appearing
lesion seen in the left parieto-occipital region.
T2W images showed a well defined hyper
intense lesion. Overall appearance was
suggestive of cortical neuroglial tumor with
possibility of DNET. (Photo - 2) Excision biopsy
was taken from the brain tumor and sent for the
histopathological examination. The microscopic
examination showed focal hypocellular area
with oligodendrocytes like cells. (Photo - 3) The
stroma showed microcystic pattern and myxoid
background. (Photo - 4) The tumor cells express
S-100 (Photo - 5) and negative for GFAP. (Photo
- 6) The
immunohistochemical features were those of
DNET.

morphological and

Photo — 1: CT scan of brain revealed focal
edema in left posterior parietal region.

Photo - 3:
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Photo — 2: MRI brain revealed a well defined

wedge shaped cortical based bubbly appearing
lesion seen in the left parieto-occipital region.

Focal hypocellular area with
oligodendrocyte like cells (H & E Stain, 4X).

Discussion

In 1988, Dumas-Duport, et al. first used the term
dysembryoplastic
describe low-grade tumors found

neuroepithelial tumor to
in young
patients with intractable partial seizures [1]. In
1993, the distinct pathological entity known as
DNET was the WHO

classification of brain tumors as a grade | tumor

given a place in
of neuroepithelial origin [7, 8, 9]. Generally
DNET is a benign tumor but there have been
cases of malignant transformation [10].
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Photo - 4. Microcystic  pattern  in
dysembryoplastic neuroepithelial tumor (H & E
Stain, 4X).

Photo — 5: Strong S-100 positivity in DNET.

- ? '.

This tumor generally affects children and young

adults and presents with a history of intractable
seizures. Our patient was also a 13 year old male
who presented with a history of headache and
intractable seizures.
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On neuroimaging DNETSs are cortical lesions with

little mass effect and a predilection for the

temporal lobes. On computed tomography
DNETs are typically well-demarcated,
hypodense, cortical lesions that can be

associated with deformation of the overlying
skull. MR images often show a solid and cystic
mass with the cystic portions appearing slightly
more intense than cerebrospinal fluid. The solid
components often appear multinodular,
hypointense on T1-weighted MR images, hyper
and

intense on T2-weighted MR images,

occasionally weakly enhancing [11, 12].

Three histologic forms of DNET have been
described: complex, simple, and nonspecific
[13]. The histopathological hallmark is bundles
lined by oligodenroglia-like cells,
forming columns in a pale mucoid matrix in

of axons

which isolated neurons float. These so called
glioneuronal elements are observed both in
simple and complex forms of DNET. The
heterogenous appearance of the latter is due to
additional glial or neuronal cell populations
which mimic low- grade gliomas. Our patient
was presented with a history of intractable
seizures and histology showed the typical
DNET

features of including glioneuronal

elements.

Since most patients with DNET following surgery
have shown excellent recovery and the seizure
in them are more or less fully controlled. These
patients need not to be subjected to any
radiation or chemotherapy .therefore it is
essential that DNET should be accurately
diagnosed [14]. The diagnosis of DNET cannot
rely just upon imaging features but needs a
multidisciplinary contribution from the clinical
the
clinician, radiologist as well as the pathologist to

and diagnostic department involving
reach a definite and conclusive diagnosis [11].
However, histopathology is the gold standard for

the final diagnosis.
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Conclusion

DNET is a rare benign glioneuronal tumor of the

central nervous system. The patients of DNET

with seizures are excellent surgical candidates

and having low recurrence rate. As the lesion

carries a favorable prognosis and these patients

do not require radiation following surgery, it

becomes very essential that this lesion should be

accurately diagnosed by the surgical pathologist.
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