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Case Study

ABSTRACT

Landau-Kleffner syndrome or acquired epileptic aphasia is an acquired infantile epileptic syndrome.
It was identified by Landau and Kleffner in 1957, where six affected children were listed. It is
characterized by an acute loss of speech and language and an overall regression of behavior in a
child who had good psychomotor development with language normal. The rarity of this syndrome
makes it demanding to diagnose. Multidisciplinary treatment will be required by pediatricians,
neuropediatricians,  child  psychiatrists,  psychologists, speech-language pathologists,
otolaryngologists and radiologists. The final diagnosis is based on an altered EEG during sleep with
a normal brain MRI, as well as clinical manifestations syndrome. we report the case of a 13-year-
old child, with good psychomotor and cognitive development, from 1* degree inbred parents, there
was no family history of childhood epileptic disorder, having presented six months ago 15 minute
tonic-clonic straight hemicrises and a dysgraphia was installed gradually, against a background of
apyrexia. These symptoms progressed six months later, towards a very significant regression of the
oral language with difficulties of articulation and a total regression written. The sensory and motor
examination was normal. The cranial nerves were intact. The walk was normal. The systemic
examination was without abnormality. The studies on cerebrospinal fluid (CSF) were normal.
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Magnetic resonance imaging (MRI) of the brain with contrast is normal. EEG objectified short,
predominantly centro-temporal biphasic short bursts and during sleep, the presences of a central
theta focus. The patient was put on sodium valproate, Levetiracetam, Clobazam, intravenous
immunoglobulin and corticosteroid and speech therapy.

Keywords: Landau-kleffner syndrome; acquired epileptic; aphasia.

1. INTRODUCTION

Landau and Kleffner described this syndrome in
children, initially called aphasia syndrome
acquired with a convulsive disorder in 1957. This
syndrome is characterized by a progressive
regression of language accompanied by
convulsions in children with normal psychomotor
development, but it there is no causal
relationship [1]. It interests children between 3
and 7 years of age, the male/female ratio being
2:1 [2]. Patients initially present language
problems (deafness of words or auditory verbal
agnosia (AVA)), with an inability to understand
speech. A convulsive seizure occurs in 70% to
85% of affected patients around the age of 4 and
10 years and generally stops after 15 years. An
abnormal peak and wave electroencephalogram
(EEG) pattern during sleep often precedes
language improvement. Behavioral changes may
be observed to be due to language impairment.
There is no standard treatment for LKS. The
means of treatment include anticonvulsant drugs,
steroids, adrenocorticotropic hormone (ACTH),
the ketogenic diet, immunoglobulins and even
surgery. Early use of corticosteroids or ACTH
can relieve symptoms and normalize the EEG in
LKS [3]. The EEG is a basic component for
diagnosis, which will object to abnormal epileptic
discharges in children, while clinical crises are
observed in approximately 70% of cases. The
EEG presents generalized, multifocal or
changing transient and undulatory discharges,
mainly in the temporal region, sometimes
unilateral and particularly exacerbated during
sleep [4].

2. CLINICAL CASE

We report the case of a 13-year-old child, with
good psychomotor and cognitive development, of
1st degree inbred parents, there was no family
history of childhood epileptic disorder, his sister
and brother are in good health, no notion of
taking tonixes or trauma (physical or
psychological), he presented six months ago 15
minutes tonic-clonic straight hemicrises and a
dysgraphia settled gradually, against a
background of apyrexia. These symptoms
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progressed six months later, towards a very
significant regression of the oral language with
difficulties of articulation and a total written
regression. On the general physical examination,
the GCS score is 15/15. The child measured 154
cm (M) in height and 37 Kg (M) in weight and has
a head circumference of 51 cm, without signs of
dysmorphia. The sensory and motor examination
was normal. The cranial nerves were intact.
Cerebellar signs and nystagmus were absent.
The walk was normal. The systemic examination
was without abnormality. Her lab tests, including
full blood count, kidney function tests, and liver

function tests were normal. Studies on
cerebrospinal  fluid (CSF) were normal
(cytological,  biochemical tests, immune-

electrophoresis of proteins in CSF, anti NMDAr
antibodies, anti VGKC and lactate). Amino acid
chromatography, acylcarnitine profile, lactaemia
and ammonia were up to standard. MRI of the
brain with contrast is normal. The GET obijectified
short short bursts, mainly centro-temporal
biphasic, and during sleep, the presence of a
central theta focuses. The patient was put on
sodium valproate, levetiracetam, clobazam,
intravenous immunoglobulins and corticosteroids
and speech therapy with good clinical and EEG
improvement.

3. DISCUSSION

LKS, acquired epileptic aphasia, childhood
aphasia or aphasia with convulsive disorder [5,6],
is characterized by the triad: epileptic seizures in
a healthy child (generally male), aphasia
receptive and expressive, EEG abnormalities [7].
It generally appears between 2 and 13 years old
[5]. A predominance in male children is noted,
with a male / female ratio of 2:1 [2].

The neurophysiological mechanism of stagnation
and involution of acquired speech in affected
patients is not yet very clear. Landau and
Kleffner [7] had suggested that it could be
secondary to a functional ablation of the primary
cortical language by persistent rejections in these
regions, while Gascon et al. [8] mentioned the
possibility that EEG discharges are cortical
manifestations of a low-level subcortical
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differentiation process. Sometimes it can be
secondary to low-grade brain tumors, head
trauma, demyelinating disease or neuro-
cysticercosis [8].

The overall aphasia of this child may be linked to
a constant peak EEG activity in the left temporo-
occipital region and no other secondary cause
was found in our case.

Bilateral clonic tonic can be observed in 70% to
85% of patients, behavioral disorders in 78% of
cases, and hyperactivity and a decrease in the
duration of concentration are observed in 80% of
patients. [8].

EEG abnormalities are constant (clinical or
subclinical). EEG abnormalities consist of a
discharge of spikes, patterns of spikes or acute
waves of high synchronous amplitude either in
foci of variable location, usually temporal or
temporo-occipital, or in both hemispheres. Sleep
activates anomalies, which may be absent in
wakefulness recordings [9]. Brain imaging (CT or
MRI) is generally without abnormality, and
positron emission tomography can show a united
or bilateral hypo- or hyper-metabolism [10].

Treatment aims to reduce the frequency of
seizures and improve language and cognitive
function. It is based on the use of standard
antiepileptics such as valproate and lamotrigine
[11]. If the crisis and aphasia persist, the use of
steroids may be considered: oral prednisolone 2
mg/kg/day for 2 months, followed by a gradual
reduction to 0.5 mg/kg both days. If
corticosteroids are beneficial, this dosage can be
maintained for 6 to 8 months [12]. Intravenous
immunoglobulins can be used [13]. Speech
therapy will be prescribed for several years
because the improvement only occurs over a
prolonged period. Sub-cortical transection may
be indicated in clinically refractory cases [14].
The prognosis depends mainly on the age of
onset of aphasia. Early onset indicates that the
chances of complete recovery are low. The
objective of this article is to educate pediatricians
about this syndrome because early management
can present a relatively better prognosis.

4. CONCLUSION

LKS is rare and you have to think about it in front
of the triad: seizures, aphasia and EEG
abnormalities without forgetting the other
differential diagnoses. Multidisciplinary treatment
will be considered early for a better prognosis.
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