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Ataxic cerebral palsy and genetic predisposition

G MILLER

Neuromuscular Research Institute, Nedlands, Western Australia

suMMARY It was calculated that in the 962 family
members of 36 patients with ataxic cerebral palsy
there were 75 (8%) with a history of neurodevelop-
mental disorder and 31 (3%) with a major congeni-
tal malformation. This was not significantly greater
than expected, and does not support the hypothesis
of a genetic non-Mendelian role in the aetiology of
ataxic cerebral palsy.

It has been suggested that a genetic non-Mendelian
influence may play a part in a multifactorial aeti-
ology in cerebral palsy. This gives rise to a
constitutional vulnerability to several risk factors
and a predisposition to neural tissue damage, and is
expressed as an increase in neurodevelopmental
disability and major congenital malformation in the
near relatives.1 2 In ataxic cerebral palsy, the least
common of the syndromes of cerebral palsy, the
infants are usually of normal birth weight with a
prenatal origin of the condition.3 The family histories
of a population with this disorder were therefore
examined for the frequency of neurodevelopmental
disability and major congenital malformation in
order to assess the role of a genetic influence in
aetiology.

Subjects and methods

Cerebral palsy is defined as a group of disorders of
movement and posture due to a non-progressive
defect or lesion of the developing brain.4 When this
disorder is an ataxia, which is not primarily due to
weakness, spasticity, dystonia, or choreoathetosis, it
is termed ataxic cerebral palsy.

Thirty six cases of ataxic cerebral palsy were

ascertained from the West Australian cerebral palsy
register and from the records of the Spastics Welfare
Association of Western Australia. Each case was
individually examined to ensure they fulfilled the
criteria for diagnosis. All were older than 5 years of
age and had histories consistent with a non-
progressive disorder. The number of cases of ataxic
cerebral palsy ascertained represented 72% of the
metropolitan population (details to be published
elsewhere).
A history of neurodevelopmental disability or

major congenital malformation in the parents, aunts
and uncles, first cousins, siblings, and children of
siblings, was recorded. The categories of neurode-
velopmental disability used are listed in the table.
Details of these were checked against the medical
records of several institutions and by correspond-
ence with the relevant personnel who were con-
cerned.

Results

Out of a total of 962 people on whom information
was sought, 75 (8%) had neurodevelopmental dis-

Table Categories of neurodevelopmental disability

Intellectual handicap
Cerebral palsy
Language delay or disorder ascertained by specialist consultation
Epilepsy of unknown origin
Congenital hearing loss
Severe visual handicap
Congenital strabismus
Special educational requirements-remedial teaching, special class

or school (where the reason was not considered to be primarily
socioemotional)
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abilities and 31 (3%) had major congenital mal-
formations. In a few instances (nine) the history of a
relative was uncertain or could not be verified, and
they were removed from the calculations.
There were two sisters with a similar non-

progressive ataxic disorder whose histories and
computed tomograms could have been consistent
with Joubert's syndrome, and one boy whose
mother had a similar condition.

Discussion

The prevalence of neurodevelopmental disability in
a general population similar to the one reported
here and using similar criteria, has been reported to
be 12-16%.5 An increased frequency of neurode-
velopmental disability in the direct families and near
relatives of those with ataxic cerebral palsy could
thus not be shown. The figure of 8% is somewhat
low, and this may have been due to underascertain-
ment as, although a thorough history was taken and
parents were asked to contact their relatives, a
disability may not have been admitted. However,
about 100 cases would have to be missed to achieve
an 18% incidence of neurodevelopmental disability
and it is most unlikely that those numbers were
missed. It would have been more satisfactory if the
frequency of neurodevelopmental disability in the
local population had been known.
The figures for 1980-3 for the percentage of

Western Australian births with a major congenital
malformation ranges from 3-2% to 4-2% (Western
Australian Congenital Malformations Register
Annual Report, 1984), a similar figure to that found
in the current study.

Ingram,6 in his study of ataxic cerebral palsy,
reported a high proportion of near relatives with
different types of neurological disorder, and Mon-

real in a clinic population study of cerebral palsied
children stated that there was an unusual number of
relatives with cerebral palsy, mental retardation,
and seizures.2 The methods used in those two
studies differ, however, from those used in this
report, and the results are not really comparable.

This study of a large proportion of a metropolitan
population of patients with ataxic cerebral palsy
does not support a genetic non-Mendelian influence
in the aetiology of this heterogeneous disorder.

I am indebted to Dr Fiona Stanley and Linda Watson for access to
the West Australian cerebral palsy register, the Spastics Welfare
Association of Western Australia, and to Carolyn Ebell for
preparation of the manuscript.
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Have school entry medicals had their day?

F D KENNEDY

Carnmoney Health Centre, Newtownabbey, Northern Ireland

SUMMARY Examination of the school health records
of 1033 primary school entrants showed that there
was a high level of preschool surveillance by health
visitors and that most problems recorded at school
entry medical examinations were already known to
another professional.

It is policy in Northern Ireland that all children
commencing primary school are given a school entry
medical examination. There ar/ widely differing
views held about the value of thes routine examina-
tions. Some believe they are of little value' while
others consider them to be of special importance.2
The aims of this study were firstly to determine the
number of children with records of preschool

copyright.
 on M

ay 19, 2023 by guest. P
rotected by

http://adc.bm
j.com

/
A

rch D
is C

hild: first published as 10.1136/adc.63.10.1260 on 1 O
ctober 1988. D

ow
nloaded from

 

http://adc.bmj.com/

