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Dyke-Davidoff-Mason syndrome was diagnosed in a 2 year child who presented with history of generalised seizures since 
the age of 5 months. Significant birth history included delayed cry and a stay of 30 days in intensive care unit. The milestones 
were delayed. On examination the vitals were stable. The head circumference measured 44 cm ( < -3 SD for the age). There 
were no neurocutaneous markers. The child had left hemiparesis with brisk tendon reflexes and extensor plantar reflex. CT 
brain revealed hemiatrophy on the right side with ipsilateral shift of falx . The sulcal spaces and ventricular system on the 
same side were prominent. The overlying calvarium was thickened.
INTRODUCTION
Dyke-Davidoff-Masson syndrome is a rare epilepsy syndrome with predominant manifestations of seizures, facial asymmetry, 
hemiatrophy, contralateral hemiparesis, skull vault thickening and mental retardation. 

CASE REPORT
A 2 year old male child, 1st by birth order and born of 
non-consanguinous marriage, presented to our services with 
history of generalised seizures since the age of 5 months. 
Significant birth history included delayed cry and a stay of 30 
days in intensive care unit. The milestones were delayed. On 
examination the vitals were stable. The head circumference 
measured 44 cm ( < 3 SD for the age). There were no neuro-
cutaneous markers. The child had left hemiparesis with brisk 
tendon reflexes and extensor plantar reflex. The cranial nerves 
and CSF examination were normal. CT brain revealed hemi-
atrophy on the right side with ipsilateral shift of falx (arrow 
in figure 1). The sulcal spaces and ventricular system on the 
same side were prominent. The overlying calvarium was thick-
ened(arrow in figure 2). Based on above findings, a diagnosis 
of Dyke-Davidoff-Mason syndrome was made and the child 
was started on anti-convulsant therapy.
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DISCUSSION
Dyke-Davidoff-Mason syndrome, first described in 1933 (1), is 
characterised by unilateral cerebral atrophy with compensato-
ry hypertrophy of the overlying skull and hyperpneumatisation 
of the ipsilateral sinuses. The atrophic cortex displays a prom-
inence of ventricular system and sulcal spaces (2). There is a 
slight male preponderance(1). The patient presents with con-
vulsions, contralateral hemiparesis and mental retardation(1). 
Seizures can be focal or generalised. Other complaints include 
facial asymmetry, learning disability, psychiatric complaints and 
impaired speech(2). 

The cerebral hemiatrophy may be a consequence of occlusion 
of middle cerebral artery due to infections or developmental 
anomalies(-the congenital form)(1). The acquired variety re-
sults from trauma, tumor, infection, ischemia, haemorrhage 
and prolonged febrile seizure(1, 3). It is the time of onset of 
symptoms that differentiates the two. Besides, there is pres-
ence of unilateral calvarial thickening in the congenital variety. 
This widening of diploic space is believed to be due to com-

pensatory bone-growth as a result of vacuum created by atro-
phic neuroparenchyma(1, 3).

Differentials include: a)Sturge-Weber syndrome (cerebral atro-
phy associated with leptomengeal angioma and presence of 
port-wine facial nevus, intracranial tramtrack calcification, and 
the absence of midline shift) and b)Rasmussen encephalitis 
(unilateral hemispheric atrophy without any calvarial chang-
es with intractable epilepsy). Other less common differentials 
are linear nevus syndrome, Fishman syndrome and  basal gan-
glia  germinoma(1, 4). A proper history, thorough clinical ex-
amination and imaging findings clinch the diagnosis(2).

Management approach to a child with Dyke-Davidoff-Mason 
syndrome includes anti-epileptic medications, physiotherapy 
and speech rehabilitation(4). Hemisperectomy (1)is performed 
in cases with intractable cases. Prognosis is favourable if there 
is absence of recurrent seizures and the onset of hemiparesis 
is after 2 years of age.  
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