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ABSTRACT

Epileptic seizures account for common neurologic presentations in paediatric neurology units in developing countries.
Atypical presentation of syndromic epilepsy may be missed especially sensory, psychic or autonomic manifestations.
An 8 year old male Nigerian child presented with recurrent vomiting and delayed motor milestones, regression of
speech (acquired aphasia) with unremarkable birth history or any underlying medical or surgical condition. He had
delayed gross motor development and continuous bilateral polyspike waves of slow sleep on EEG. Self-limited
autonomic epileptic seizure syndrome which was a strong differential of autonomic seizures in early childhood was
not suggestive as his EEG findings failed to demonstrate occipital spike wave pattern nor did photic stimulation evoke
any epileptiform waves. Child made significant clinical improvement with anticonvulsants, neuro vitamins, and
behavioural therapy, evidenced by regain of non-verbal communication, resolution of autonomic symptoms and
temper tantrums. A high index of suspicion should be applied in patients with acquired aphasia with subclinical or

recurrent autonomic symptoms.
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INTRODUCTION

Epileptic seizures account for most neurologic
presentations to the emergency paediatric units of
developing countries like Nigeria.® Whereas convulsive
seizures may be identified without much difficulty,
sensory, psychic and autonomic variants may elude
clinicians with low index of suspicion as the semiology
appears like other common clinical conditions.? Landau
Kleffner syndrome (LKS) was first described in the year
1957 as a condition characterized by acquired epileptic
aphasia with nocturnal EEG abnormalities. Reduction in
language function and attention deficit are common
accompaniment. Recovery is often delayed despite
anticonvulsant therapy and communication problems are

persistent. Patients present with recurrent convulsive
episodes of seizures with regression of speech milestone
which are not regained even following treatment.® Several
researchers have reported cases of recurrent seizures
associated with acquired auditory verbal agnosia.*®

However, there is a dearth of documentations on acquired
aphasia associated with autonomic seizures among the
paediatric population. Autonomic seizures with occipital
spikes, panayiotopoulos syndrome, now known as self-
limited epilepsy with autonomic seizures is a rare
epileptic syndrome associated with occipital spikes seen in
young children but rarely associated with loss of acquired
communication skills (acquired aphasia).® Children with
this type of seizures will stop having symptoms within 1
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to 2 years of age. Autonomic seizures with associated
acquired aphasia are a rarely documented epileptic
encephalopathy whose occurrence needs to be reported.

Therefore, this aims to report a case of a child with
recurrent autonomic symptoms, delayed development and
regression of belatedly acquired expressive verbal
communication milestone, whose electroencephalogram
revealed continuous polyspikes of sleep in keeping with
syndromic epilepsy earlier described by Landau Kleffner.

CASE REPORT

LAA is an 8 year old male child with complaints of
recurrent episodic vomiting, loss of sphincter tones and
regression of speech milestones, noticed 4 months prior to
presentation. V omiting was non projectile, non-bilious,
consisting of recently ingested meals. Each episode was
associated with urinary and faecal incontinence and
postictal sleep lasting for 2 hours. Vomiting occurred
initially at monthly intervals for 2 months, then fortnightly
for 6 weeks and later once weekly prior to presentation.
Each bout of vomiting lasted for a few minutes and
resolved spontaneously.

Child was also noticed to be laughing incongruously most
times when engaged in any communication (both verbal
and otherwise) and could neither comprehend nor follow
parental instructions.

He had visited several primary and secondary care
facilities with no medical or surgical etiopathogenic
correlation with his presenting symptoms. The absence of
any clear underlying causation necessitated a referral to
our facility for further specialist expert care.

His birth history was unremarkable; however, gross motor
development was delayed and earlier belatedly acquired
speech milestone had regressed with recurrent episodic
vomiting. Other aspects of his history were not
contributory.

His physical findings revealed a well-nourished child,
unwilling to sit still in the consulting room and not
following instructions. He had mild palpebral conjunctival
pallor, global hypotonia and aphasia. Other findings were
essentially normal.

Investigations

Complete blood count, serum electrolytes, calcium and
magnesium showed normal parameters. However, EEG
revealed bilateral continuous polyspike waves of slow
sleep (CSWSS).

Treatment
He received haematinics, calcium supplements,

risperidone and AED (Valproic acid). He has been on
follow up with the child neurology unit with good seizure

control, better attention span, now sits calmly and follows
instructions (regained non-verbal speech milestone).
However, he is yet to regain lost expressive speech
milestone.

Figure 1: Clinical photograph of patient at follow up.
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Figure 2 (A and B): EEG of child showing continuous
bilateral polyspike waves of sleep.

DISCUSSION

According to developmental epilepsy clinic and family
information group report of 2016, LKS occurs in 1 in a
million children, mostly male children between 3 and 9
years of age.!”
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Most documented seizures among these individuals are
convulsive and mostly occur during sleep. However,
before the convulsive seizures, subclinical seizures may
go unnoticed during the active phase of the disorder
leading to delayed or regression of already acquired
developmental milestones.!t-13

Acquired aphasia in childhood present with recurrent
seizures and is a known cause of epileptic seizures
globally. Although there is little coordinated data and
isolated reports of syndromic epileptic seizures
documented in different resource constrained settings.'416
Aina et al documented overall poor quality of life ascribed
to language difficulties.!” Other authors on the other hand,
have reported varying degrees of limitation of daily
activities due to recurrent seizures and the negative
impact of the condition to overall quality of life of
patients, 820

The common clinical features in children with this
condition include recurrent seizures and regression of
verbal communication skills. The index patient may have
had silent/subclinical ~ seizures which may have
contributed to the gross motor delays noticed during his
early  development and subsequently, loss of
communicative skills noticed 4 months prior to
presentation. In addition, the autonomic features he had
like vomiting, inattention and irrational behaviour, are rare
accompaniment of LKS by most documented series to the
best of authors' knowledge.?* The uncommon autonomic
symptomatology eluded the earlier facilities caregivers
sought care, until the clinical suspicion of LKS was
entertained.

The lost milestones may be regained, depending on how
urgent interventional measures are applied.??

Children with LKS may recover other lost milestones but
not expressive speech deficit. This could be as a result of
delayed identification of recurrent seizures and
consequently, the delay in getting the required therapy for
proper control.?®

Patients that receive treatment early during the active
phase of illness, may regain all lost milestones while
others that had delayed presentation and interventions like
the index case, may not regain all the lost milestones,
especially verbal communication skills as reported.?*

The index patient presented with extreme temper tantrums
that led to some level of frustration in his caregivers as the
child could hardly communicate his concerns to parents
who got overwhelmed by such an experience. Head
banging and inability to follow parents' instructions
noticed in index child have been reported by the national
organization of rare diseases in 2018.%°

Recovery of auditory verbal agnosia (language
comprehension) and aphasia (verbal expression) varies
from person to person.? In this case, the child was able to

comprehend parental communication after four months of
treatment, had regained nonverbal communication skills
like following parental instructions. He was then able to
follow conversations and sang with some clear words but
was still unable to use these words to effectively
communicate with caregivers. Although parents were still
expecting full regain of his verbal expression, the degree
of recovery was significant.

In 2022, the international league against epilepsy (ILAE)
recommended that Landau-Kleffner syndrome be
considered a subtype of developmental/epileptic
encephalopathy with spike wave activation on sleep
(DEE-SWAS). These conditions are a spectrum of
epilepsy syndromes in children characterized by a
specific abnormal EEG pattern and variable degrees of
cognitive regression. A child with a diagnosis of LKS
may transition to another DEE-SWAS syndrome over
time. The EEG recording in index demonstrated
polyspike waves during sleep with a constellation of
clinical symptoms in keeping with an acquired aphasia on
background recurrent autonomic seizures. Although most
seizures in LKS are convulsive, reports had suggested
that seizures may even be subclinical prior to the overt
motor manifestations identified at presentation.?” This
rarely reported but evident autonomic symptoms in a
child with continuous polyspike waves of slow sleep
obtained was strongly suggestive of LKS.

In summary, clinicians' index of suspicion for LKS should
be heightened in children with gross developmental
delays and speech regression associated with recurrent
seizures. Although most children with this neurologic
disorder do not usually regain lost milestones, timely and
focused intervention hold some promise in ensuring good
quality of life and allaying parental anxiety.

Limitation

A single case report may not be truly reflective of all
neurologic presentations of LKSs in childhood.

CONCLUSION

A child with recurrent seizures with acquired loss of
verbal communication associated with demonstrable
electroencephalogram of continuous spikes of sleep
should be considered for syndromic epilepsy like LKS
even if the seizures are non-convulsive.
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