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SUMMARY
Congenital Zika infection has been linked to phenotypic features including neurological sequelae. In relation to West syndrome, it has been
shown that of 147 children with congenital Zika infection, 7.5% suffer from West syndrome. Furthermore, in the management of this
syndrome, the use of vigabatrin has been shown to be an appropriate therapy for these patients (1). This is one of the studies with which we
want to demonstrate the variations in the current treatment of West syndrome.
The aim of this literature review is to demonstrate how varied the treatment of this pathology is so far, to show what the medical

literature says about the most adequate treatment in the last 2 years.
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INTRODUCTION

In a case reported in 2021 of an eight year old female
patient from New Delhi, poor psychomotor development and
anxiety were evident in this patient. The prenatal history
indicates prematurity, in addition to a maternal history of
dehydration, fever and vaginal infection during delivery. The
patient presented with seizures from an early age up to the age
of 20 years, which was more characteristic at the time of

awakening. The seizures were accompanied by jerking
movements of the upper and lower extremities. The
electroencephalogram showed hypsarrhythmias and diffuse
cerebral atrophy on magnetic resonance imaging. This patient
was initially given adrenocorticotropic hormones, but was
replaced by anticonvulsant medication. Since the change of
medication to anticonvulsant drugs earlier, the patient has had
no new seizures (2).
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A study of 26 patients with West syndrome who were
given short-course therapy in 2020 found that idiopathic West
syndrome is self-limiting and has a good response to
treatment. Another feature found in the study was that
treatment with vigabatrin and adrenocorticotropic hormones
are the first line of treatment. Another element to consider is
that idiopathic West syndrome has a genetic component which
should be studied; and that generally patients with idiopathic
West syndrome with excellent prognosis of treatment is
usually of short duration (3).

In a study conducted in 2021, it became clear that the
use of high-dose prednisolone, typically a dose of more than 4
mg per kilogram, offers electro-clinical resolution and is a
great cost-effective strategy for the treatment of West
syndrome. There is also evidence that high-dose prednisolone
has efficacy equal to that of adrenocorticotropic hormone
therapy. Finally, the safety and tolerability of
methylprednisolone followed by oral prednisolone has been
found to be greater than that of adrenocorticotropic hormone-
based treatment (4).

It should be remembered that West syndrome is often
accompanied by hypsarrhythmias which are the most
important features in the presence of developmental delay.
These two features together with the presence of infantile
spasms lead to the diagnosis of this syndrome (5). In addition,
West syndrome includes hormone therapy, which includes
hydrocortisone, prednisolone or Pina adrenocorticotropin. To
this is added vigabatrin as a first-line treatment. A
combination of hormone therapy and vigabatrin has shown
greater efficacy than hormone-only treatment in patients aged
two to 14 months with new-onset West syndrome (6).

A study conducted in Japan in 2021 showed the
following results: Seizures occurred daily in 69.3%; seizure
frequency of less than one per year was observed when the
etiology was unknown (22.6%). Genetic aetiology was found
in 23.8% and cortical developmental formation in 19.1%.
Neurological abnormalities were absent in 37% but a high
percentage of abnormalities were seen when the patient
presented hypoxic ischaemic encephalopathy or Aicardi
syndrome. Electroencephalogram abnormalities were found in
96.7% and MRI was altered in 62.7%. Treatment included
hormone therapy, anti-epileptic therapy and a specific diet.
Importantly, intellectual developmental delay was present in
88.4% and was more severe in patients with Aicardi
syndrome, genetic aetiology and hypoxic ischaemic
encephalopathy (7).

The metabolic alterations found in West syndrome
were: obesity in 27.3%, diastolic hypertension in 48.8%,
hypertriglyceridaemia in 71%, decreased HDL in 54.2%,
weight gain and increased triglyceride levels in patients
treated with ACTH (8).

A study conducted in 2021 looked at the relationship
between BCG vaccination and administration of
adrenocorticotropic hormones for West syndrome. This is
studied  because  hormone  therapy  has  caused
immunosuppression and could result in infection after BCG
vaccination. As a result of this study it was shown that 33
patients received hormone therapy prior to BCG vaccination.

The interval between the administration of hormone therapy
and vaccination was very short, almost 14 days. The evidence
showed that none of the patients developed a BCG infection,
even up to an interval of eight weeks there was no
development of an infection (9).

A study conducted in 2021 showed that the median age
of onset of West syndrome was four months. It was shown
that prematurity, neonatal asphyxia, neonatal encephalopathy
and small for gestational age were among the features that can
lead to this syndrome. Some characteristics found in the
electroencephalogram were hypsarrhythmias; in the MRI, on
the other hand, were periventricular leukomalacia, cystic
encephalomalacia and in very few cases a normal MRI. It was
also shown that Trina, prednisolone, and adrenocorticotropic
hormone treatment are the best alternative for the cessation of
spasms (10).

In 2021, a total of 198 patients were studied in
Argentina between 2004 and 2017. It is evident that five
patients had a spontaneous remission related to an infection,
and this was demonstrated through electroencephalographic
manifestations and absent clinical manifestations. Of these
five children, four were male and one was female. Apparently,
these patients had remission of their pathology and
normalisation of their EEG following upper respiratory
infection; four of them had remission and one of them had
sudden exanthema (11).

There is a clinical case report of three cases of three
infants with West syndrome, all three infants were breastfed,
considering that the mothers follow a strict vegan diet. In one
of the three infants West syndrome developed during
treatment with vitamin B12 and was maintained until vitamin
B12 levels were normal. The fundamental point to mention in
this review is the fact that supplementation of the mother can
prevent the development of disease in the child. Early initial
treatment with vitamin B12 and replacement therapy are of
vital importance to prevent severe neurological problems and
improve the clinical course of the patient (12).

However, the mothers of patients with West syndrome
are also of consideration. A study conducted in 2021 reports
that mothers had high levels of depression and anxiety. The
scales used for anxiety were the Hamilton Anxiety Scale and
for depression the Beck Depression Scale. Maternal anxiety,
depression and parental stress were significantly higher in all
mothers of children with West syndrome compared to mothers
without children with West syndrome (13).

A randomised study conducted in 2021, studying the
effectiveness of intravenous methylprednisolone versus oral
prednisolone administration, used children aged 2:30 months
with West syndrome who were randomised to be administered
methylprednisolone at a dose of 30 mg per kilogram per day
for three days or oral prednisolone at a dose of 4 mg per
kilogram per day for two weeks. The first outcome found was
cessation of spasms on day 14. The second outcome was
response time in which electro-clinical remission was seen at
around two to six weeks (14).

One of the features evident in the treatment of West
syndrome has been that cessation of spasms has been seen in
53% when they occur within short periods of evaluation,
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although it should be noted that 2/3 of these patients relapse.
Electroencephalogram is abnormal in 78% and it is important
to mention that good response to standard therapy and a non-
structural aetiology are associated with better seizure control
(15). A study in 2021 evaluated quality of life at six years in
patients who were treated with West syndrome based on
hormone therapy. The conclusions drawn from this study
were: age of onset, delay in treatment and early spasm control
were several factors that did not have a major influence on the
patient's quality of life. This means that despite epilepsy
control, the boys suffered from an inadequate quality of life
(16).

CONCLUSIONS

West syndrome, based on several scientific articles
mentioned above, has been shown to have several factors
influencing early treatment, adequate seizure control and the
different therapeutic modalities encountered. However, it is
necessary to mention that all the studies mentioned above
evaluate patients from various perspectives; all this is of vital
importance to emphasise because the treatment of patients in
general is not strictly the same. In some of the studies
mentioned above, the use of vigabatrin, methyl prednisolone,
adrenocorticotropin-based therapy, prednisolone, among
others, is mentioned; however, each individual must be
properly evaluated so that the treatment given to the patient is
the best solution for the control of West syndrome.
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