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Abstract 

Dyke-Davidoff-Masson Syndrome (DDMS) is a rare disease in Indian subcontinent. It is more common in western 

countries. DDMS is characterized by seizures, facial asymmetry, contralateral hemiplegia and mental retardation. 

Characteristic radiological features are cerebral hemiatrophy with homolateral hypertrophy of skull and sinuses. We 

report a case of DDMS in a 9 year old girl who presented with seizures, Developmental delay in motor and speech 

domains, spastic hemiparesis of left upper and lower limb and MRI revealed characteristic features diagnostic of DDMS. 
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Introduction 

Dyke-Davidoff-Masson syndrome (DDMS) is defined 

as the atrophy or hypoplasia of one cerebral hemisphere 

(hemiatrophy) which is secondary to brain insult in 

foetal or early childhood period [1]. More commonly 

they present with recurrent seizures, facial asymmetry, 

contralateral hemiplegia, mental retardation, or learning 

disabilities and speech and language disorders. Sensory 

loss and psychiatric manifestations like schizophrenia  

 

 

had been reported [2] [3]. DDMS was first described in 

1933 by Dyke, Davidoff and Masson, were they 

described the plain skull radiographic and pneumato- 

encephalographic changes in a series of 9 patients with 

hemiplegia who had cranial asymmetry [4]. Since then 

not many paediatric cases has been reported in 

literature. We present here a 9 year old girl with typical 

clinical and imaging features of DDMS. 

Case Report 

A 9 year old girl child presented to the emergency department with H/o focal seizures involving the left arm and leg with 

upward rolling of eyeballs, loss of consciousness and frothing. She had seizures since third day of birth and was seizure 

free up to one year of age and started getting seizures after that. She was treated with phenytoin sodium and discontinued 

treatment for the past one year. She had increased frequency of seizures since discontinuation of treatment. Antenatal and 

perinatal period was uneventful. Family history was not contributory. Child had a developmental delay in motor and 

speech domains.  

 

On physical examination the child was malnourished. Has microcephaly (HC-42.5cms). She had a left spastic 

hemiparesis, brisk tendon reflexes, decreased power with extensor plantar response and right hand preference. But there 

was no facial asymmetry. She has Hemiplegic gait. She was able to walk by herself. She had no neurocutaneous markers. 

Cranial nerve examination was normal. Blood and C.S.F studies were normal. M.R.I brain report revealed atrophy of 

right cerebral hemisphere with dilatation of the ipsilateral ventricle with periventricular leukomalacia on the same side. 

There was also shift of midline to right and thickening of calvarium on the right side. She restarted on phenytoin sodium 

(5 mg/kg). She had no seizures after initiation of treatment. She started receiving physiotherapy and speech therapy after 

admission. But there was no significant improvement in spasticity. 
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Fig-1: Hemiatrophy on the right side with midline shift to the right 

with periventricular leukomalacia on the same side 

Discussion 

DDMS is characterized by variable degree of unilateral 

loss of cerebral volume, contralateral hemiplegia and 

compensatory changes in the calvarium. The aetiology 

of DDMS may be roughly divided into two categories 

either congenital or acquired. In congenital type insult 

occurs in intrauterine life when maturation of calvarium 

has not been completed [5].  

 

The cerebral insult is believed to be vascular in origin 

[6]. In acquired type, trauma, infection, vascular 

abnormalities, or intracranial haemorrhage may be 

responsible for the condition [2] [6] [7] [8]. The 

mechanism of cerebral atrophy is unclear, but it is 

hypothesised that ischemic episode from a variety of 

different causes reduce the production of brain derived 

neurotropic factors, which in turn lead to cerebral 

atrophy [2]. 

 

When hemiatrophy of one cerebral hemisphere appears 

early in life (during first two years of life) certain 

changes like homolateral hypertrophy of the skull and 

sinuses occur. The compensatory cranial changes occur 

to take up the relative vacuum created by the 

hypoplastic cerebrum. The classical clinical features of 

DDMS are seizures, facial asymmetry, contralateral 

hemiplegia or hemiparesis and mental retardation. 

However mental retardation was not always present and 

seizures may appear months or years after the onset of 

hemiparesis [7].  

 

Dyke Davidoff Masson syndrome should be 

differentiated from Rasmussen encephalitis, silver  

 

 

russel syndrome, hemi convulsion-hemiplegia-epilepsy 

(HHE), Hemimegalencephaly, fishman syndrome, 

linear nevus syndrome, struge weber syndrome and 

Basal cell germinoma [9]. A proper clinical history and 

CT/MRI findings provide the correct diagnosis.  

 

The treatment guidelines have not been clearly 

developed yet because of limited experience. Treatment 

is symptomatic, and should target convulsion, 

hemiparesis and learning difficulties.  

 

Prognosis is better if hemiparesis occurs after the age of 

two years and in absence of prolonged or recurrent 

seizures. Children with intractable disability and 

hemiplegia are potential candidate for hemispherectomy 

with successes rate of 85% in carefully selected cases 

[10]. 
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