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INTRODUCTION 

Landau Kleffner syndrome (LKS) is rare entity. It occurs 

in children with normal development. It is characterized 

by epileptic seizures of various morphology, aphasia and 

characteristic EEG abnormalities.1 

LKS is synonyms with other names, aphasia with 

convulsive disorder, infantile acquired aphasia, acquired 

epileptic aphasia, Worster drought syndrome.2 Most 

common age group affected being 3-7 years with male 

pre-ponderance.3,4 

Exact etiology of disorder is unknown, various theories 

have been postulated. Most accepted one being an 

autoimmune etiology. It finds support in form of steroid 

being used in treatment with some success. But the 

causative antigen, the antibody remains elusive till date. 

Another theory linked to gene has also been considered 

genetic mutation involving GRIN2A gene has been found 

causal in some cases.1,5 Though pattern on inheritance is 

not yet defined, likely it is of sporadic occurrence.  

Our case had uncommon clinical manifestation motor 

weakness despite having normal motor examination. As 

rare as it can be, it finds merit in reporting, because 

literature regarding LKS is sparse.  

CASE REPORT  

Index case was 13 years female come who symptomatic 

for 2 weeks. She had aphasia, was not able to walk and 

one episode of seizure (Generalized tonic-clonic type) at 

day of the admission. There was no other significant 

history viz. fever altered sensorium prior admission. 

ABSTRACT 

 

Landau Kleffner syndrome (LKS), occurs in healthy children who develop progressive aphasia along with seizures 

usually polymorphic with associated paroxysmal Electroencephalography (EEG) changes. Described cases in 

literature were neurologically normal with normal development prior to onset of LKS. This syndrome has male 

preponderance (2:1) age group affected being 3-7 years. Majority of cases (70-80%) shows additional symptoms viz. 
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seizure as initial symptoms, followed by expressive aphasia after a latent period of 2 months. She was not able to 

walk/post onset of aphasia. She was neurologically normal prior to onset of seizure. 
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Figure 1: Reports of basic investigation. 

 

 

Figure 2: Reports of MRI brain and EEG. 

On further probing, child had history of seizure two 

months prior to the onset of current symptoms. She was 

treated elsewhere, available documents showed that, it 

was status epilepticus morphology being left focal, it was 

controlled on phenytoin, NCCT head done suggesting 

ICSOL (Intra cranial space occupying lesion) in right 

temporal region. Birth history was uneventful, she had 

normal development, no family history of seizures.  

On examination higher mental functions showed 

expressive aphasia, normal sensorium, normal cranial 

nerve examination, motor and sensory examination was 

unremarkable as tone, power, reflexes were well 

preserved. Rest of neurological examination was within 

normal limits, there were no meningeal signs, no signs of 

raised intra cranial pressure. 

Investigations showed normal haemogram/ liver/renal 

function tests/ electrolytes/ sugar/ lactate/ urine R and M/ 

inflammatory markers were normal (Figure 1). MRI brain 

normal and EEG showed slow background activity with 

generalized sharp wave discharges (Figure 2). 
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Figure 3: Whole exome sequencing report. 

Diagnosis of LKS considered and child was treated with 

prednisolone at 2 mg/kg, oral diazepam at 0.2 mg/kg, 

seizure control done with levetiracetam at the 20 

mg/kg/day. 

Child showed remarkable improvement with above 

treatment. Speech gradually normalized, she remained 

seizure free, regained the ability to walk. Clinical 

improvement strengthened the diagnosis of LKS. Whole 

exome sequencing showed normal GRIN2A gene normal, 

heterozygous mutation in DNM1L gene was identified 

(Figure 3). 

DISCUSSION 

LKS is an age-related epileptic syndrome of childhood. 

Main manifestation being loss of speech, language skills, 

and seizures.6 Seizure were varied type ranging from 

focal, tonic-clonic to absence seizures. It is characterized 

by acquired aphasia, convulsions and sleep activated 

EEG paroxysms predominating over the temporal and/or 
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parieto-occipital regions. Other symptoms include 

behavioral and/or psychomotor disturbances. Epilepsy is 

associated with favorable outcome in terms of seizures 

control. Being a rare disorder prevalence is not clear, to 

the best of our knowledge only 200 cases have been 

reported so far. 

This syndrome as a male preponderance, approximately 

being 2:1, it usually affects children aged three to nine 

years.7  

The etiology remains elusive, many theories have been 

postulated. Autoimmune etiology has been suggested. 

Use of steroids and improvement in outcome support the 

same. Genetic etiology has also been considered, though 

largely cases remain sporadic, mutation in GRIN2A gene 

have been found casual in some cases.8-10 

LKS is diagnosed based on excluding other neurological 

disorders viz. Encephalitis, toxoplasmosis, 

Neurocysticercosis, Space occupying lesions, meningitis, 

subacute sclerosing panencephalitis (SSPE), 

inflammatory demyelinating diseases.11-19 It should also 

be differentiated from autism, especially when it is 

related with isolated EEG anomaly. 

This syndrome has relapsing remitting course with 

unpredictable outcome. It ranges from complete recovery 

to severe permanent aphasia, majority of reported 

children experienced seizure free outcome with moderate 

language deficitis.20 

Treatment of this disorder is entirely symptomatic, 

seizure control is achieved using valproic acid / 

levetiracetam / clobazam, nocturnal diazepam is used for 

aphasia, oral prednisolone is used over long period of 

time (2-3 months). If even after, above therapy patient 

does not respond then course of intravenous 

immunoglobulin (IVIG) can be given as some patient 

respond to IVIG. Speech therapy should be continued for 

a long period of time as improvement in language occurs 

over prolonged period. 

Our case was started on oral prednisolone, night time 

diazepam, speech therapy and levetiracetam for seizures. 

Child showed improvement in language and motor sector 

with no seizure recurrence. 

Current case highlights the importance of having high 

clinical index of suspicion, as our case was not very 

typical of what is described in literature, in terms of age 

of onset, no behavioral disturbance, loss of ability to 

walk. Therefore, a vigil eye with high index of suspicious 

is required in diagnosing and managing such rare 

disorders. 

Analysis of whole exome sequencing showed 

heterozygous mutation in DNM1L Gene which is located 

on chromosome (12P11) and encodes for Dymanin-1 like 

protein. Its mutation is known to cause EMPF-1 

(Encephalopathy, lethal, due to defective mitochondrial 

peroxisomal fission-1 (614388). This disease is lethal in 

Early childhood, clinical features being encephalopathy, 

delayed psychomotor development and hypotonia with 

laboratory finding showing metabolic acidosis, lactic 

acidosis, MRI brain showing nonspecific white matter 

changes.21-25  

As the literature is still evolving, we believe that mutation 

in DNM1L gene is related in pathogenesis of LKS. 

Further studies are required to establish association 

between LKS and mutation in the above-mentioned gene. 

To the best of our knowledge only one case with 

mitochondrial respiratory chain-1 deficiency has been 

reported in association with LKS. Though this causal 

association between two still remains elusive. 

CONCLUSION 

Being a rare disorder, such research is needed to pen 

diverse clinical features of this enigmatic entity. More so, 

myriad clinical features associated with LKS after 

remains unrecognized citing paucity of literature. As in 

our case inability to walk despite having normal 

motor/sensory examination suggests the same. 

Moreover, mutation in DNM1L gene which has not been 

reported previously, suggests that LKS may have more of 

genetic involvement as previously thought. 

Timely detection and management offer a favorable 

outcome in terms of speech and seizure control. Further 

research is needed in elucidating the cause there by 

hoping for better treatment and outcome. 
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