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G140 EVIDENCE THAT IN TUBEROUS SCLEROSIS,
INFANTILE SPASMS MAY RESULT IN LEARNING
DIFFICULTY INDEPENDENTLY OF THE EFFECT OF
CEREBRAL PATHOLOGY

F.J.K. O’Callaghan1, P. Bolton2, C. Joinson2, C. Martyn3 , M. Noakes1, S.
Renowden4, J.P. Osborne1. 1Royal United Hospital, Bath; 2Developmental
Psychiatry Section, University of Cambridge; 3MRC Environmental Epidemiol-
ogy Unit, Southampton University; 4Neuroradiology Dept, Frenchay Hospital,
Bristol, UK

Aims: To identify the relationship between intellectual outcome, cer-
ebral pathology and infantile spams in tuberous sclerosis.

Method: In August 1998 we undertook an epidemiological study
of tuberous sclerosis complex in the South of England. 179 cases were
identified in a population of 3,679,162 thus giving a prevalence rate of
4.9 per 100,000 (95% confidence interval 4.2 to 5.6). 149 patients
were interviewed and examined. Specific enquiries were made about
the reasons for presentation, age at diagnosis, early developmental
history and history of seizures. Intelligence was assessed using Raven’s
Progressive Matrices. A score of less than 70 was used to define the
presence of learning disability.

Results: 116 (78%) of 149 individuals had a history of epilepsy
and 68 (46%) of these patients had suVered from infantile spasms.
The peak age of onset of spasms was at 4 months. The time of onset
of spasms did not relate to future intellectual performance. However,
a history of spasms was strongly associated with the development of
learning diYculties (p<0.001 Chi = 34.6) and with the development
of poorly controlled epilepsy (p=0.024, Chi = 5.1). In a subset of 41
patients who underwent cerebral magnetic resonance imaging, the
relationship between infantile spasms and learning diYculties
remained even when controlling for the number of tubers in the
patients’ brains (p=0.004).

Conclusion: Although other factors, such as site or size of lesion
might confound the relationship between infantile spasm and intellec-
tual outcome, these results suggest that the spasms themselves may be
harmful.

G141 CHILDHOOD ENCEPHALITIS AND
HUMAN-HERPESVIRUSES-6 AND-7 (HHV-6 & -7)
INFECTION

K.N. Ward1, X. Couto Parada1, A.D. Thiruchelvam1, E.M. Ross2. 1Depart-
ment of Virology, Royal Free and University College Medical School, Windeyer
Building, 46 Cleveland Street, London W1T 4JF, UK; 2Department of Commu-
nity Paediatrics, Mary Sheridan Centre, Guy’s, King’s & St Thomas’ School of
Medicine, London SE11 4TH, UK

Background: Encephalopathy in early childhood contributes sub-
stantially to chronic neurological disability. The National Childhood
Encephalopathy Study (NCES), 1976–1979, suggested but could not
prove that viral illness was an important cause. The recently
discovered viruses, HHV-6 & HHV-7 are obvious candidates since
primary infection occurs early in life.

Method: Using the British Paediatric Surveillance Unit, children
with encephalitis aged 2 months to three years are recruited through-
out UK and Eire. Cases are reported by paediatricians and specimens
(CSF, saliva and serum) are tested for HHV-6 and -7. DNA is
detected using a nested duplex PCR, and IgG avidity tests are used to
diVerentiate primary HHV-6 and HHV-7 infections.

Results: With the invaluable co-operation of paediatricians, 191
children with neurological disease were entered into the survey
between October 1998 and August 2000. The modal age of presenta-
tion of the 101 confirmed cases is between 10 and 18 months. This is
later than the NCES where the peak was in the first year. Six primary
HHV-6 and eleven primary HHV-7 infections have been found and
even two dual infections. HHV-6 DNA was found in the CSF of 7
children, and HHV-7 DNA in the CSF of 8 children. Other infections
included 9 cases of herpes simplex, 7 of varicella zoster, 4 of enterovi-
rus and 1 adenovirus. Parallel antibody tests for HHV-6 and HHV-7
have enabled the relative importance of primary versus recurrent
infection to be assessed and correlated with neurological symptoms.

Conclusions: This ongoing survey shows that both HHV-6 and
HHV-7 are significant causes of neurological disease in early
childhood.

G142 VALUE OF A ROUTINE EEG AFTER AN
UNPROVOKED SEIZURE IN CHILDHOOD; A DGH
EXPERIENCE

W. Pagarkar, S. Sonnappa, K. Withana, B.Yuksel. Barnet and Chase Farm
Hospitals NHS Trust, Department of Paediatrics, The Ridgeway, Enfield, Lon-
don EN2 8JL, UK

Seizures in childhood are common and recurrence rate after the first
convulsive seizure varies from 27 to 81%. Requesting an EEG after a
seizure whether it is first or a febrile convulsion, is highly debatable
(1). OBJECTIVE: To assess the diagnostic and clinical value of
requesting an EEG after seizures in children at a District General
Hospital (DGH). METHODS: During a two year period, consecutive
children (n=97) who had EEGs (n=117) were evaluated; initial diag-
nosis, type of seizures, EEG results, management and outcome were
recorded. The median age of children (47 females, 50 males) were 3
years (range 1 day—15 years). All EEGs were performed and
evaluated by the same tertiary centre. RESULTS: Epileptic syndrome
was suspected in 47 children, 15 had abnormal EEGs. Of the 20 new-
borns who required EEG, only three had an abnormal EEG. All the
remaining 30 children including 8 children with febrile seizures had
normal EEG. Those children in whom epileptic syndrome was
suspected, had a significantly higher number of abnormal EEGs
(Yates correction, p=0.0025, 95% CI 1.96 to 27.4). If febrile convul-
sions (n=8), neonatal metabolic (n=4) and Hypoxic Ischaemic
Encephalopathy (HIE) cases (n=4) are excluded, the significance per-
sisted (p=0.01, 95% CI 1.58 to 35.5). CONCLUSION: In children
suspected of epileptic syndromes, information from the EEG was
important to aVect the treatment. EEGs from children with Neonatal
and febrile seizures, fits without proper description, yield very low
quantity of information to aVect the outcome. EEG should be ordered
more selectively after first and/or unprovoked seizure in childhood.

1. Gilbert DL, Buncher CR, An EEG should not be obtained routinely after
first unprovoked seizure in childhood. Neurology 2000;54:635.

G143 EXAMINING VISUAL FIELD DEFECTS IN THE
PAEDIATRIC POPULATION EXPOSED TO
VIGABATRIN

E.L. Spencer1, A. Kouri2, W. Whitehouse2, R.O. Robinson3, D. Calver,3 R.
Harrison4, K. Manuchehri4, G.F.A. Harding1. 1Clinical Neurophysiology
Unit, Aston University; 2Department of Paediatric Neurology, Birmingham
Children’s Hospital, Birmingham; 3Department of Paediatric Neurology, Guys
Hospital, London; 4Queen’s Hospital, Burton-on-Trent, UK

Rationale: Vigabatrin (VIG) is an antiepileptic drug which acts by
irreversibly binding to GABA-transaminase causing an increase in
GABA at brain inhibitory synapses. Since 1997, an increasing number
of studies have linked VIG to a specific pattern of visual field loss. The
majority of studies have not included the paediatric population due to
diYculties assessing visual field function using standard perimetry
tests in children with a developmental age below 9 years. This is a
particular problem as VIG is eVective against infantile spasms.

Methods: Therefore a field-specific visual evoked potential (the
H-Stimulus) was developed which consisted of a central stimulus
(0–5º radius), a blank annulus and a peripheral stimulus (30–60º

radius). Both the central and peripheral stimuli consist of black and
white checks which increase in size with eccentricity. The checks
reverse at diVerent rates allowing for two responses to be recorded
monocularly from occipital electrodes O2 and O1 referred to frontal
electrode Fz. 39 children were included in the study, with perimetry
carried out as a comparison.

Results: 35/39 children complied with the H-Stimulus and 11/39
performed perimetry. Using the summed amplitude of the peripheral
response from O2 and O1, any responses below 10 µv were deemed
abnormal. The H-Stimulus identified 3/4 abnormal perimetry results
and 6/7 normal perimetry results, giving a sensitivity of 75% and a
specificity of 85.7%.

Conclusions: The H-Stimulus is a useful alternative method that
is both well tolerated by young children and gives a reliable indication
of likely peripheral visual field loss.

Arch Dis Child 2001;84(Suppl I):A10–A68 A45

www.archdischild.com

 on M
ay 15, 2023 by guest. P

rotected by copyright.
http://adc.bm

j.com
/

A
rch D

is C
hild: first published as 10.1136/adc.84.suppl_1.A

45 on 1 A
pril 2001. D

ow
nloaded from

 

http://adc.bmj.com/


G144 VISUAL FAILURE WITHOUT HEADACHE IN
PAEDIATRIC “BENIGN” INTRACRANIAL
HYPERTENSION

M. Lim, M. Kurian, D. Calver, J.P. Lin. Paediatric Neurology Department,
Guy’s Hospital, London, UK

Objective: To assess the diVerences between the headache and non-
headache groups in benign intracranial hypertension (BIH).

Design/setting: Data obtained from a retrospective audit study
encompassing the epidemiology, aetiology, symptomatology, treat-
ment and visual outcome of the BIH population currently followed up
at Guys Hospital.

Results: See table. Within the paediatric group, a significant pro-
portion present without headaches (7/16). The atypical presentation
group were predominantly male and showed significantly more focal
neurological abnormalities such as visual field defects, larger blind
spots, diplopia, blurred vision and 6th and 7th nerve palsies, compared
to the headache group. Two (out of seven) children in the
non-headache group have marked visual impairment, and each
presented with bilateral “macula stars”.

Similar to the described adult population, the headache group of
children showed an increased incidence of associated risk factors, par-
ticularly obesity (4/9 weights > 99th centile), and the use of oral ster-
oids for intercurrent illnesses (1/9).

Conclusion: Children within the non-headache group of BIH
have a younger male preponderance, more focal neurological signs,
more visual field problems and an increased risk of visual failure. It is
possible that this may be a distinct population subset (with a possible
diVerent aetiology) within the paediatric BIH population.

Pathology and Perinatal

G145 TISSUE IRON STORES IN INFANCY AND THE
SUDDEN INFANT DEATH SYNDROME

R.E. Miralles, M.J. Sharrard, A.S. Rigby, S. Variend, M.S. Tanner. Depart-
ment of Paediatrics, University of SheYeld, SheYeld, UK

Aim: To re-investigate the reported role of hepatic iron in SIDS
(Arch Dis Child 1994;70:295–298).

Methods: A photometric method for non-haem iron (Feliver) in
paraYn-embedded liver was validated. We compared post-mortem
Feliver in SIDS infants (n=71, 42 boys), and in infants dying of an iden-
tifiable cause (“controls”, n= 62, 32 boys). The number born prema-
turely and the age at death were comparable in the 2 groups.

Results: Feliver fell with age, from a mean of 861microg/g in the first
two weeks of life, to 151.6 microg/g at 10 months. There was no sig-
nificant diVerence in Feliver between SIDS and control groups (SIDS
group: mean 536.3 microg/g, range 34.4 to 1417.7, controls: mean
513.5 microg/g, range 37.6 to 1662.5). Lower Feliver was associated
with low birthweight (p<0.05), but not with failure-to-thrive or
intrauterine growth retardation. Feliver was higher in females (mean
603 microg/g) than in males (456 microg/g) (p<0.05).

Conclusion: Though a plausible hypothesis, it is unlikely that
hepatic iron storage has a role in causing SIDS, a finding at variance
with previous smaller studies. Feliver is at a high level at birth decreas-
ing over the first year of life. The cause of the gender diVerence is
unclear.

G146 SEPSIS RATE IN CENTRAL VENOUS CATHETERS
ON A TERTIARY NEONATAL UNIT

J.H. Hoggard, A.R. Bedford Russell. Neonatal Unit, St George’s Hospital,
London SW17 0QT, UK

Background: Long lines are used on neonatal units mostly to
administer total parenteral nutrition (TPN). Reported infection rates
are 38–43%. St George’s neonatal unit is a surgical tertiary neonatal
unit where central catheters present a significant infection hazard.

Objectives: A prospective study was carried out to determine the
burden of infection in central venous catheters including both percu-
taneous (PCC) and surgically placed catheters (SC).

Methods: Data was collected prospectively from every baby
admitted to the neonatal unit in whom a central catheter (CC) was
placed, including premature, term and surgical neonates during a
5-month period.

Results: There were 217 new admissions to the unit and a total of
63 CC were inserted, 52 (83%) PCC and 11 (17%) SC. All received
both vamin glucose and intralipid. Thirty-seven babies (59%) had no
infection related to the CC (1 baby had a SC). Median (range) birth-
weight (BW) and gestational age (GA) were 1100g (540–3100g) and
28/40 (24/40–40/40) respectively. Of 12 babies (19%) with positive
blood cultures (BC), 6 had a SC. Median (range) BW and GA were
674g (553–3100g) and 27/40 (24/40–40/40). Average time from posi-
tive BC to removal of CC was 17.7 days. Five babies (8%) were
treated for at least 5 days with antibiotics for unconfirmed infection.
Four babies died with the CC in situ, 3 with positive BC.

Conclusion: Central catheters were sited in a quarter of babies
admitted to this neonatal unit. The infection rate of 23% is lower than
previously reported.

G147 SUDDEN INFANT DEATH SYNDROME (SIDS) IN
TWINS

M.J. Platt, D. Anand, P.O.D. Pharoah. FSID Unit, Department of Public
Health, University of Liverpool, Liverpool L69 3GB, UK

Aims: To determine whether there is a diVerence in like sex
compared to unlike sex twins in the incidence of SIDS.

Methods: All twin births in England & Wales 1993–8 comprise the
study cohort. The death certificates of all those who had died were
provided by the OYce for National Statistics (ONS). National data on

Abstract G144

Headache group
(n=9)

Non-headache group
(n=7)

Age (95% CI) 9.5 (+/-2.9) 7.3 (+/- 2.1)
Sex M: F 4:5 5:2
Associated risk factors 5/9 0/9
Blind spot aVected 0/9 5/7
CSF pressure (95% CI) 28.2 (+/- 5.7) 32.8 (+/-4.7)
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