Scholars Journal of Medical Case Reports

Sch J Med Case Rep 2015; 3(9B):884-885
©Scholars Academic and Scientific Publishers (SAS Publishers)

(An International Publisher for Academic and Scientific Resources)

ISSN 2347-6559 (Online)
ISSN 2347-9507 (Print)

DOI: 10.36347/sjmcr.2015.v03i09.029

West Syndrome: A Rare Epileptic Syndrome of Infancy
Akhil Singh', Akanksha Jain?
'Senior Resident, Department of Pediatrics, LN Medical College and JK Hospital, Bhopal, (M.P.), India
?Assistant Professor, Department of Community Medicine, Dr. Shankarrao Chavan Govt. Medical College, Nanded,
(Maharashtra), India

*Corresponding author
Akhil Singh
Email: dr_akhilsingh@yahoo.com

Abstract: We report a case of 9 month old boy who presented with complaint of irritability, jerky head nodding and
developmental delay. Neuro imaging was normal but EEG showed hypsarrythmia. Later diagnosed as a case of West

syndrome and managed with ACTH and prednisolone therapy.
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INTRODUCTION

West syndrome is a rare form of epilepsy
usually affecting children in early infancy. The peak age
of onset is between 3 and 7 months; onset after 18
months is rare, though onset up to 4 years of age has
been reported [1]. It was first described by Dr. Williams
James West 75 years ago in his own son but still its
diagnosis, evaluation and management remains to be a
challenge for medical professionals [2]. Incidence of
West syndrome in children ranges from 2 to 3.5 per
1000 thousand live births [3]. West syndrome
comprises of characteristic triad of infantile spasms,
developmental delay and hypsarrythmia on EEG [4].
Prognosis of children is usually poor despite proper
treatment [5].

CASE REPORT

A nine month boy who is the second issue of
non consanguineous parents completely immunized to
EPI was admitted in our hospital with complaint of
irritability and head nodding several times a day since 1
month. He was born as a result full term normal
delivery after an uneventful antenatal period.

On general examination his vitals were within
normal limits, pallor was present and no other
significant finding was noticed. There was gross
developmental delay with developmental quotient of
58%. On investigation complete blood count, liver
function test, renal function test, serum electrolytes was
normal. EEG showed bilaterally asynchronous high-
voltage polyspikes, and slow wave discharges
interspersed with multifocal spikes and slow waves.
MRI scan revealed normal brain. He was diagnosed as a
case of West syndrome.

Primarily management was started with
phenobarbitone 35 mg daily for 2 days and then
phenytoin was added in a dose of 35 mg daily for next
two days. After 4 days when there was no improvement
sodium valproate was started 140mg daily and then
increased up to 300mg daily. No significant response
was appreciated. On 9" day we started ACTH therapy
in dose of 20 U/day for 2 weeks and then increased to
30 U/day and then to 40 U/day intramuscular for
additional 4 weeks. After completion of ACTH therapy
prednisolone was given in a dose of 2mg/kg/day for 2
weeks.

On completion of ACTH therapy there was
significant decrease in frequency of head nodding but
EEG continue to show intermittent generalized rapid
spike bursts. There was no improvement in
developmental quotient.

DISCUSSION

We described a case of 9 month old boy with
West syndrome. Infantile spasm, developmental delay
and hypsarrythmia in EEG are the characteristic triad of
West syndrome when found in infants as in our case.

Infantile spasms are resistant to routine anti
epileptic drugs eg: Phenobarbitone, phenytoin and
sodium valproate but responded to ACTH therapy [6].
Although EEG and neuro developmental behavior did
not show much changes even after completion of
ACTH therapy. These findings were similar to the
results of Richard et al who studied west syndrome
outcome in 214 children. On the contrary, Riikonen in
1996 and Kimura et al in 1999 when managed there
cases with low dose ACTH therapy showed significant
improvement in  controlling of seizures and
developmental delay [7,8]. Later Sharma et al in 2008
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suggested that if ACTH therapy is given in first month
of occurrence of infantile spasm outcome can be not as
bad as it has been known [9].

Even though some authors have reported
significant findings in MRI brain in West syndrome,
normal MRI scan is not an uncommon finding as found
in our case. Abnormal MRI if reported leads to
confirmation of etiology [10]. Etiology in most of the
cases is known now days. Hypoxic ischemic
encephalophay, neonatal sepsis and neonatal meningitis
remain the predominant cause of West syndrome [11].

CONCLUSION

West syndrome is a rare form of epilepsy with
poor outcome. Infantile spasm is resistant to phenytoin
and sodium valproate. ACTH therapy is effective means
to control spasms but has little role in improvement of
neuro developmental outcome. There is an absolute
need for further studies which can discover the early
diagnostic measures and more effective treatment.
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