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Dysembryoplastic neuroepithelial tumour: A case report

Khaled A', Joarder A’, Chandy M’, Nasir TA'

Abstract

Aim and Objective: Dysembryoplastic neuroepithelial tumour is an unusual brain tumour with varied incidence commonly
occurring in younger age groups. We report a 16 year old female diagnosed as a case of dysembryoplastic neuroepithelial

tumour.

Clinical presentation: a 16 year old female was examined for headache and convulsion for two months. MRI revealed a brain
tumor which was later confirmed as dysembyroplastic neuroepithelial tumor by histopathological examination.

Conclusion: DNET is a relatively rare brain tumor and needs differentiation from other closely resembling brain tumor

because of its favorable prognosis.
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Introduction: Dysembryoplastic neuroepithelial tumor was
first proposed by Daumas-Duport in 1988." DNT is
characterized as mixed neuronal-glial tumor in the current
WHO classification of CNS tumors corresponding to WHO
grade.” This tumor demonstrates typical histological features
such as glial nodules and the so-called glioneuronal
element.* DNTSs are clinically associated with drug-resistant
focal or secondary generalized seizures arising in childhood
probably due to an up-regulation of several multi-drug
transporters.”™ The vast majority of these tumors have been
reported in the cortex with the temporal lobe being most
common. In up to one third of cases contrast enhancement in
MRI is observed.’ Their favorable prognosis is also due to the
fact that most lesions remain stable, yet rare cases with slow
progression or hemorrhage due to hamartomatous vessels
have been reported.”” Outcome after surgical resection has
also been considered favorable, as the majority of children
remain seizure-free."” In contrast, a long history of epilepsy,
older age at time of surgery and adult cases are associated
with poor seizure control." Rarely, cases with multi-focal
lesions'™'* or familial occurrence"’ have been described.
There are very few reports of DNTs with elevated
proliferative activity that underwent transformation into
malignant gliomas at a later stage.™"”

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. Besides, there is no published report
of DNET from our country so far. With this background
knowledge, in this case report we describe the clinical and
histo-morphological features in a patient with DNET.

Case History: A 16 year old non diabetic, normotensive

female came in the neurosurgery out patient department of

Apollo hospital Dhaka with the complaint of left sided
headache for two months associated with decreased hearing
for one month and history of convulsion 1.5 month back. She
also gave history of convulsion for few times two years back.
A family history of CNS malformation or neurofibromatosis

was excluded. Additionally no family member had a positive
history for intracranial tumor. Her Glasgow coma scale score
was 15(E4V5M6). Her routine neurological examination and
laboratory examination were within normal limit. MRI
revealed a well defined lesion in the left temporal fossa
posteriorly abutting the cranial vault and tentorium cerebelli.
Brilliant enhancement noted on contrast study. After taking
written informed consent, left occipito-temporal craniotomy
and excision of the mass was done and specimen sent for
histopathological examination. Grossly the specimen was
one lobulated grayish-white piece of tissue measuring
3.5x2.5x3 cm having macrogyri like appearance. On
sectioning it shows homogenosity with viscous consistency.
On microscopic examination, it shows glial nodules in
association with specific glioneuronal elements and foci of
cortical dysplasia. The heterogenous appearance is due to
proliferation of pleomorphic cells composed of astrocytes,
oligodendrocytes and neuronal elements. Areas of focal
myxoid change, microcystic changes and vascular
proliferation are also noted (Fig:1).

Figure 1: Oligodendroglial like cells and floating neurons
within myxoid background in dysembryoplastic neuroepithelial
tumour.

A diagnosis histomorphologically consistent with
Dysembryoplastic neuroepithelial tumour was made.
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Dysembryoplastic neuroepithelial

Discusssion: The morphologic features of DNT consisting of
a preferential cortical topology, multinodular architecture
and the young age of onset, led to the hypothesis that DNT is
an own tumor entity and may be derived from the secondary
germinal layers.' Histopathological hallmarks are bundles of
axons lined by oligodendroglia-like cells, forming columns
ina pale mucoid matrix in which isolated neurons float. These
so-called glioneuronal elements are observed both in simple
and complex forms of DNT. The heterogenous appearance of
the latter is due to additional glial or neuronal cell populations
which mimic low-grade gliomas. Our patient presented with
a clinical history of focal epileptic seizures and histology
showed the typical features of DNT including glioneuronal
elements. Additionally, the tumor contained mainly
oligodendroglial components and few astrocytic and
neuronal areas in disarranged cortical layers. Thus, the
diagnosis of a DNT, complex variant, WHO grade I was
made.

A non-specific variant of DNT without typical glioneuronal
elements has been proposed by Daumas-Duport.’ These are
histologically indistinguishable from certain low-grade
gliomas. One case without typical glioneuronal elements but
mature ganglion cells within a multinodular architecture has
been reported in the literature.” Because of this
histopathological confusion with oligodendroglioma, low
grade glioma and ganglion cell tumor, neuroradiological
appearance together with clinical presentation always needs
to be taken into consideration.”

Most DNTs show no or a very low proliferative activity, with
MIB-1 labeling indices usually being <1%. However, few
cases with occasional mitotic activity and elevated MIB-1
index (28%) which is more typical for high-grade gliomas,
have been reported."*"*" In addition, despite a traditionally
benign course, in rare cases of elevated proliferative activity
DNT might undergo transformation to malignant gliomas."*"”
Although no exact numbers are known, extracortical located
DNTs are rare. Onguru and colleagues reported a case in the
floor of the anterior horn of the left lateral ventricle.” Five
cases of DNT in the caudate nucleus, partially extending into
the ventricles and one in the septum of the lateral ventricles
have been described so far.”** Infratentorial located DNTs are
even rarer and have been reported in the tectum,”
cerebellum, ™" pons'’ and brainstem."” Multifocal DNTs were
observed in cases with neurofibromatosis type™* XYY
syndrome" and surrounding cortical dysplasia, '

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.”’ However the
concept of DNET is evolving further as new investigations
are carried out.”
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