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ABSTRACT We presnet a case of 16 years old girl with 10 years history of uncontrolled multiple generalised seizures 
inspite of adequate Anti-epileptic drugs(AED'S).Electroencephalogram(EEG) showed generalised discharg-

es with relatively normal background activity.Magnetic resonanace imaging showed Lissencephaly type 1 with SBH .

Introduction: 
Band heterotopia also known as double cortex syndrome is 
a form of diffuse grey matter heterotopia.It is best thought 
as being on the lissencephaly type 1.Subcortical band het-
erotopia spectrum,as genetic defects are in many cases 
the same and results from arrested migration of neuron 
,such that they form a grey matter layer within the centrum 
semiovale (or)subcortical white matter.

The majority of patients with double cortex syndrome are fe-
male onaccount of genetic abnormality often being located 
on x chromosome.seizures and delayed development are the 
most common presentation,usually evident in the first dec-
ade.The majority of band heterotopia syndrome cases have 
noebwwn attributed to an abnormality of hte DCX gene 
(also known as XLIS gene) located on the long arm of chro-
mosome X.MRI is the imaging modality of choice(6).Positron 
emission tomography reveals metabolic abnormalities.

Case report: 
A 17 year girl  presented with history of recurrent unpro-
voked seizures since age of 5 years.Patient had delayed 
milestones,history of frequent falls and recent visual im-
pairment.On neurological examinatiocognitivrimpairmrnt 
present with spasticity of all four limbs,bilateralplantarsext
ensors.EEG showed generalised sharp and slow waves.MRI 
brain showed a band of grey matter located deep to and 
roughly paralleling,the cortex and signal intensities is the 
same as normal cortex on all sequences(2).Patient was ini-
tially started on phenytoin 100mg od at night at age of 5 
year later changed to divalproate and clobazam due to re-
current seizures.Laterleviteracetam 500mg bd was added. .

fig.01.MRI brain showing a band of grey matter located 
deep to and roughly paralleling,the cortex and signal in-
tensities is the same as normal cortex on all sequences

Discussion: 
Double cortex syndrome (or) diffuse cortical dysplasia is 
a rare cause of refractory epilepsy.As per clinical and epi-
leptic spectrum in 10pts of double cortex syndrome pub-
lished in neurology journal 1991,all patients are female,all 
have uncontrolled epilepsy,age of onset between 2 months 
to 11 years,all have mental retardation.The case de-
scribed above have all the above features.Ideally patient 
should have positron emission tomography/computerised 
tomography(PET/CT) study(3).The pattern of metabolic ab-
normality in diffuse band heterotopia and useful for presur-
gical evaluation(4).the above patient may be a ideal candi-
date for palliative surgery with corpus callostomy.

Conclusion:
subcorticalband heterotopia are very  cause of neurologi-
cal and developmental disability and epileptic seizures. 
The seizures may arise at any age, but epilepsy will usually 
commence in childhood and is often resistant to anticon-
vulsant medications. Surgery may have a role in the treat-
ment. Double  cortical malformation syndromes with spe-
cific pathological, clinical, imaging, and genetic syndromes 
are being defined, and this knowledge has improved the 
clinician’s ability to provide more accurate prognostic and 
genetic counseling to affected families, including prenatal 
testing for certain disorders. The study of these disorders 
has provided researchers with a unique opportunity to in-
vestigate the mechanisms of epileptogenesis.
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