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Abstract: We report a case of a child who presented cerebral and ocular congenital toxoplasmo-
sis associated with West syndrome. He was seen and followed-up in the in patients pediatric and
ophthalmologic units at the Gyneco-Obstetric and Pediatric Hospital of Yaoundé in Cameroon
between July 2008 and February 2010.
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Introduction
Congenital toxoplasmosis is an embryofoetopathy. It has been described all over the
world but could be more frequent in the sub-Saharan African regions where traditional
practitioners and many cultures do not make mention of the disease and associate
some neurological disorders in newborn and children to witchcraft. Most children with
congenital toxoplasmosis are developmentally normal' but up to four percent die or
have evidence of permanent neurological damage or bilateral visual impairment during
the first years of age.?* It is in this context that West syndrome can develop, and may
be defined as a combination of cluster axial spasms and a psychomotor deterioration
in an infant with a hypsarythmic aspect, as seen on electroencephalogram (EEG).*
We report the case of a child with West syndrome and cerebral and ocular
toxoplasmosis, who was seen and followed-up from July 2008 to February 2010
at the ophthalmology unit of the Gyneco-Obstetric and Pediatric Hospital of
Yaoundé¢ in Cameroon.

Case report

In February 2010, a male child aged 25 months was referred to us by a pediatrician for
a leucocoria that his parents had observed over three weeks in his right eye. Medical
past history of the child revealed that he was born on January, 29th 2008 at 38 weeks
of intrauterine life and had a low birth weight (1.8 kgs) with a 10/10 APGAR score
at the first minute.

At the age of six months (July 2008), there appeared a psychomotor development
retardation with progressive loss of eye-tracking associated with the sudden onset of
abnormal movements, characterized by spasm and flexor postures at a rate of about
three episodes of 10 spasm and flexor postures per day. The pediatrician made a diag-
nosis of West syndrome, which was confirmed in August 2008 by an EEG showing
hypsarythmia (Figure 1).
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Figure | Electroencephalogram with hypsarythmic tracing.

A cerebral computed tomography (CT) performed
reported periventricular and parenchymal calcifications
compatible with cerebral toxoplasmosis (Figure 2). The child
was placed on general corticosteroid therapy namely predni-
solone 1 mg/kg daily at reducing dosage over 6 months and
sodium valproate (Depakine*) for a long duration. At the
second and sixth month of treatment, the EEG became nor-
mal, and there was a cessation of spasm and flexor postures
at 12 months of age.

Ophthalmological examination revealed a total white
cataract with a 360° posterior synechiae in the right eye and
a normal anterior segment in the left eye. The ocular fundus
in the right eye was inaccessible and we noted in the left eye
a large and diffuse pigmented scar of chorioretinitis through-
out the temporal retinal quadrant, with vascular sheathing.
The intraocular pressure as assessed from digital palpation
was normal in both eyes.

Figure 2 Cerebral CT (75 HU) showing intracerebral calcifications.
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Orbital ultrasound showed a posterior vitreous detachment
in both eyes, with many intravitreous echoes in the right eye,
as a consequence of the vitreous inflammation.

In February 2010, toxoplasmic serologies were performed
in the mother and the child using the ELISA tech-
niques in order to detect IgG and IgM directed against
Toxoplasma gondii. The maternal serology showed a high
concentration of IgG (994 IU/mL) with an absence of IgM.
In the child, there was also a high concentration of IgG level
(1102 TU/mL) and an absence of IgM. HIV tests performed
in the mother and the child were negative. A serology for
the search of congenital rubella was negative. An ENT
examination was also performed; no evidence of hearing
loss was reported.

Considering these clinical and paraclinical facts, the
diagnosis of a cerebral and ocular congenital toxoplasmo-
sis complicated by West syndrome was made. Despite the
absence of IgM, the patient was placed on sulfadiazine,
100 mg/kg/daily, pyrimethamine 1 mg/kg/daily, and folinic
acid 25 mg weekly for six weeks. Cataract, which was
secondary to uveitis, was not treated surgically at first contact
with the child.

Discussion

Lesions suggestive of chorioretinitis, the high concentra-
tion of IgG in the mother and the child, and the presence of
cerebral calcifications are compatible with a positive diag-
nosis of toxoplasmosis, which is very likely to be congenital
considering neurological and ophthalmological signs during
the first months of life. Obviously the presence of congenital
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toxoplasmosis infection is defined by the persistence of
specific IgG antibodies beyond 11 months of age; and the
absence of congenital infection is defined by undetectable
IgG after 2 months of age in the absence of anti-toxoplasma
treatment.’ This is in line with our clinical case, which at
25 months of age presented with very high concentration of
IgG characteristic of toxoplasma gondii.

The absence of maternal antenatal and prenatal toxo-
plasma serology keeps us from stating with precision the
time of maternal contamination, which is very important
because it enables us to assess the risk of foetal symptom-
atic infection, and to take appropriate measures if the risk
of contamination is high. Indeed, a French study carried
out on 603 pregnancies in 1999 showed that the risk ranges
from 61% at 13 weeks of amenorrhea (WA) to 25% at
26 WA, and 9% at 36 WA.® Moreover, many French studies
have shown a reduction in brain and ocular manifestations
of toxoplasmosis infection in children after the mother had
received treatment against parasites during pregnancy.” !
On the contrary, some believe that there is no evidence to
support this statement.!>"14

The late discovery of the infection, as is the case in
this child is not unusual and might even be a frequent
circumstance of discovery.!* On an ophthalmologic level,
considering the scar nature of ocular lesions in this patient,
we can infer that he previously suffered from a panuveitis
which certainly might have gone unnoticed; especially as
spasm and flexor postures are more alarming for the mother
and more noticeable by a pediatrician than a red eye which,
on general corticosteroids administered for treating the West
syndrome, recovers its whiteness without the intervention
of an ophthalmologist. This is the reason why any West
syndrome that occurs in sub-Saharan Africa needs multi-
disciplinary management to find out the cause, especially
toxoplasmosis, which is a leading cause of posterior
uveitis.!®!” This will allow an early eye examination and
follow-up, which would spare the child the sequelae of low
vision and blindness that ensue and render the disability
burdensome, given that West syndrome is a significant cause
of psychomotor disability.'®

The cataract in this case may be a complication of the
uveitis, but also probably of the prolonged treatment with cor-
ticosteroids. However, it is known that general corticosteroid
is most often the cause of bilateral cataract. It was not treated
surgically at the first contact with the child considering the
inflammatory nature that would have occurred after surgery.
Furthermore, a favorable visual prognosis is not guaranteed

in these cases, as the cataract is only a single element in an
ocean of ocular lesions of poor functional prognosis; but
surgery could only be done later after it has been ascertained
that the uveal inflammation resolutely ended since more
than six months ago in order to minimize the possibility of
an inflammation re-occurrence and see whether a minimum
useful visual acuity can be restored in the child. This surgical
act will possibly enable an ophtalmoscopic report of the right
eye retina if the vitreous has a minimum transparency.

West syndrome may be idiopathic, that is to say, without
any apparent cause, and is said to be symptomatic when there
are identifiable brain lesions as is the case with our patient.
It appears this form is more disabling than an idiopathic or
isolated West syndrome.'?

The diagnosis of West syndrome is made clinically by
the existence of spasm and flexor postures of sudden onset
between the age of 3 to 7 months, and by EEG presenting
generally disorganized and irregular traces, while the cere-
bral CT and MRI detect the cerebral lesion, which is the
cause of the disease. It is the diagnostic methodology of this
syndrome,'* and this is what was done in the pediatric unit of
our hospital. Given the results of the different examinations
conducted, the West syndrome in this child would therefore
be a neurological manifestation of a cerebral congenital
toxoplasmosis.

Congenital rubella is a differential diagnosis of con-
genital toxoplasmosis. It is a cause of significant congenital
malformations realizing the Gregg’s tripod namely: ocular
lesions (cataract), cardiac lesions (persistent arterial duct,
pulmonary stenosis), and ENT manifestations characterized
by sensorineural deafness.' According to some authors, “salt
and pepper” chorioretinitis, involving the periphery and the
posterior pole of the retina is more frequently found in con-
genital rubella, but its real impact so far remains unknown
because in most cases, cataract obstructs the ophthalmoscopic
examination of the retina.? In this case report, there was no
biological element to confirm this etiology, especially as the
rubella serology was negative.

Given the severity of neuropsychological and sensory
lesions of congenital toxoplasmosis, primary prevention
through awareness raising and education of women of child-
bearing age on how to prevent congenital toxoplasmosis is
necessary. The removal of cats, proper cooking of meat, of
hands hygiene and drinking water hygiene should be encour-
aged in our context of developing countries.?! This primary
prevention will probably have a real effect on the reduction
of congenital infections.
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Conclusion

A multidisciplinary follow-up of the child is required,
especially as the deepness of the neurological and sensory
deficits caused by the disease is not yet totally revealed.
A comprehensive neuropsychological examination by a
neuropediatrician is necessary to accurately assess the child’s
growth and his cognitive capacities, before elaborating a
suitable treatment strategy. The presence of West syndrome
should cause the search for toxoplasmosis until the contrary
is proven in our context where the state-of-the-art science is
gradually being adopted thereby putting in perspective many
traditional African beliefs. Primary prevention of toxoplas-
mosis in the community should be encouraged.

Limitations
We were not able to provide the ocular fundus photography
due to lack of adequate equipment to obtain them.
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No conflicts of interest were declared in relation to this
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