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FOREWORD

The Britlsh Paedlatpie Survelllance Unit (BF3U) is no longer an experiment.
In June 1589 the reporting system will have been fully operational or three
years. Tne 8PSU is now an eatabiished part of paedtatric spldemiology In
the British Isles, and is beginning to atiract intersst and emulation in
other countrles and other specialtlea, It is an indication of the value of
the BPSU as a research tool that three papers pased on BPSU studles - AIDS,
Kaussaki dlsease and childhood onset diababes - ders acceptad for plenary
sessions, and two {on HUS} for a group sesslon, at the British Paedlatrlc
assoclation (BPA} ananual selentific meeting in April 1883,

Recognltion of the Important long-term role of the BP3U has also been marked
by the sddition to the Jeint Commlttee of Management (formerly the Steerlng
Copmlttee) of observers from the Department of Health and the Offlce of
Population Censuses and Surveys (OPCS}. The BPSU Executive Committee (BEC)
{formerly the Sclentiflc Advizory Comnittes), chalred unti) October 1488 Dby
&ir Peter Tizard and therealter by Professocr Pavi¢ Baum, has met regularly
to supervise the day-to-day running of the Unit.

I should 1lke to thank the membders of the BEC and the stalf of the Unit for
thelp work in 1988, and the offleers and staff of the BFA for thalr help and
suppprt; the bodles 1isted lster in this report who have helped flnanclally;
and - 1ast but nmot least - the members of the Britlish Pasdiatrle Assoclatlon
and the Faculty of Paediatrics of the Royal College of Physiclans of
Ireland, whose continulng participation makes posaible the BP3U's
econtribution to the health of chlldren.

Sir Cyril Clarke
Chalrsan

JNTRODUCTION

The object of the BPSU ls the advancement of knowledge of uncommen childhood
disorders through the involvement of pasalatriclans in a natlonal reporting
aystem., A jolnt project of the BFA, Lthe Publiis Health Laboratory Service
{PHLS) and the Departmeat of Epidemiology at the University of London
Institute of Child Health, the Unlt began operatlion in June 1936. ™his
report 13 primarily concerned with the calendar year 1988.

Tha BPSU reporting acheme iz bDased on the maillng of a monthly report eard
to the consultant pasdiatriclan members of the Britizh Paediatrlc
Ammoclatlon and the Paculty of Paediatrics of the Royal College of
Physiclans of Ireland. For scotland, the #cheme operates Lhrough the
Communicable Diseases (Scotland) Unit In Glasgow. Respondents indicate oOn
their card the number of cases seen ln the preceding month of any of the
current conditions of lnterest, or tick "nothing to report”, When a case iz
reported, -the BPSV office informe the appropriate research worker who then
contacts the reporting pasdlatriclan for further lnformation iln accordance
with the study protocol for that conditlon.

A conditlon L& added to Lhe report card on the application o a pesearch
worker and approval by the BEC, Tha committee often advises appllcanta on
matters of study and queatlonnalre dealgn. Part 3 of this report presents
notes [rom the investigators on the progress of each study lncluded in the
scheme in 1883, Part # gives sumary tables of the numbara of cases
reported. The elfectlveness of the aystem obvioualy depends on [lull
partielpation by menbera, and Part 5 pives detalls of response rates
{proportion of members returning the card) during the year,

c H

AIDS IN CHILDHOOD

Within the Britlsh Islea, Lthe BPSU has played a majer rols Iin tha
survetllance of childhood AIDS. Up te 31 Harch 1989, a tobtal of 33 cages of
AIDS lin children had been reported to the naticaal survelllance centre at
CD3C, and of these, 26 wére Flrat reported through the BPSU acheme.

In addltion, the BP3U has recelved 28 reports of infants with HIV antivody
but who did not satisfy the case deflnillon for childhood AIDS. In 17
infectlon 1s 3still Indeterminate, while 11 have developed  symploms
consistent with active HIV Infectlon, but not yet an AIDS lndlcator dlsease.

Of this total of S8 case reports, %1 (17 male, 29 fesale} ware definitely or
posaibly (the indeterminate cazea) infected vertically by their mothers, and
s {14 male, 1 female) DY transfusion of bloed or Factor YIII. ¥
Infectlona were acquired in the UK, and 1% abroad (3 of 4 transfusion
Infectiona, and 12 of the 41 infected mothers) . '

Of the &1 infants exposed ln uteéro, gestatlonal age ard birth welght wers
normally distrlbuted, Birth welght was known for 29 cases and ranged from
930 - ¥500gms. Tuwelve mothera were infected through injecting drug use, 5
«:Hoau: transfuslons, and 1S through heterosexusl contact wicth an  Infected
male.

Firteen chlldren wera infected postnatally. Four recelved transfusions of
infacted blood: three sbroad (2 following premature birth, 1 ror slekle
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cell gisease) and one in the UK, infested prior to fatrodustion of natlonal
blood donor scresning. The remalnder were haemophillacs Iinfected through
contasinated Factor VIII.  Paedlatric survelllance durlng thia pericd has
thus provided continued reasaurance that casual tranamission doea pot occur.

Survelilance data has provided & better understanding of the clinlical
presentation, which is often subtle and non~gpecific, the time Lo onset of
sywptoms and survival of chlldren with AIDS, In the UK, HIV¥ infected
chlidren have most commonly presented initially with a combinatlion of one or
more of the Collowlng: generallsed tymphadenopathy, welght loss or fallure
to thrive, recurrant bacterial infectlions, diarrhoea, depmatitis and fever.
The non-dlagnoatie nature of Lhess clinleal foaturea emphasisea Lhe
necessity for paediatriclans to ascertaln ripk factora in the pareats lin
order to puspact the dlagnoals,

Analysls of age at onset of aymptoms suggests there may be two dlstinct
aub-groups of children; those {70%) presenting within the first 9 months of
11fe, and a smaller group {30%) presenting much later.

Tnhe disgnosis of AIDS requires a deflnitlve or prasumptive dlagnosls of a
speeific indicator dlseane and Lhe initial indicator dizease at dlagnoala In
the 33 reported cases is shown in Table 1 bdelow. In thase infected
vertically, mean age at diagnoaia was 17 montha, and mean survival rollowing
dlagnosis is & montha. :

Table 1: AIDS Indicator Disease: Children, UK, 3 March 1589

Hode of transmlassieon:
yertical Horlzontal

Indlcator diseasa at dlagnosls:

Lymphold interatitial pneumonitis 1 2
HIY encephalopathy L] 3,
HIY weatlng ayndrome 3 2
Oesiphageal candidiasis 1 2
Recuprent bacterial Infections 2 1
Preumocyatis carinil pneunonlis 3 -
other 1 2
Total 21 12

& National survelillance data of 1OV jnfectlon shous that Infection in
wosen 1s Increasing. Since such infection ocours moat commonly in
wonen of <childbearing age e can expect & continued increase in
infected chlldren. In additien there are nearly 200 Infected
haesophiliac children (ascertalned through the natlonal laboratory
repocting systen) widely dlsteibuted theoughout the UK., It 1s 1llikely
that in the future many pasdiatricians wlll require experlence In the
managenent of HIV inrection In chlildren.

- Dr A G Ellam « PHLS COSC, 61 Colindale Avenue, London NW9 SEQ

'NEGNATAL HERPES .

| Co
Neonatsl herpes slmplex (H3V) infectlon has besn Included in the BPSU
notifisation scheme slnce 1t stasted in July 1988. In the flest moath
retrospactive notifications for the previous 12 months were requested and 6
wers made. In the next two 12 month periods 17 and 4o notifications tmpa

332

made and aince August 1888 there have been a rurther 19, To date, 37 of
these 82 notifleations have been confirmed as HSV infection In neonates.
Six were dupllcate reports, 21 elther did not have HSV or were not neonales,
3 could not be traced, and the remalnder awalt further informatlion.

Twenty-tso of the 3T mothers had no history of a herpes jnfectlon either In
or before Lhis pregnancy; in 102 dlsgnosls of infection ln pregnancy was
made aftes clagnosis in the baby; only S nad a past history including one
woman who had a negative swab at 35 weeks. Virus type is not avallable in
all cases, but ln the 26 where it i3 known Lt ls evenly divided beLween
types 1 and 2.

The Investigatops are currently writing to notifylng pasdiatriclans to
sbtain follow-up infermation on these lnfanta. 1Ime current information 1
that almost a third (11 infants) dled Within & month of birth; in 3 of
these the virus typs was not known, but thers Were 4 each in the type 1 and
typs 2 groups., Several of the surviving Infants have adverse sequelae, but
there 15 not yet sufflclent intormation or numbers to make useful atatements
about prognosis.

1 It iz important Lhat all virus lsolales are typed. However, treatment

uith anti-viral drugs may wean that virus cannot be isolated froa the |
infant. Paedlatrlelans should continue to notify all suspected cases |
of H3Y Infection $n Infants under one month old, even in the absence of .

virus 1solatlon.

[} .
~ Ms P Tooxey®, Profeszor ¢ 3 Peckham®, Dr R Dlnwiddie . *Dept of Paediatric -
Epldemiology, Institute of Chlld Health, 30 Guilford Street, London WCIN 1EH

REYE'S SYNDROHE

snnual totals of reports recelved for Reye's syndrome (R3) survelllance
years 138172 - 198778 (1 August = 31 July) uere: 48, 68, 93, B3, 52, 50, u8.
Elghteen siere recelved in the first slx months of 1588/9. of the &
patients reported In 1987/8, there were 10 who inlkially met the caae
eriteria bul who subsequentiy had thelr dlagnoais revized {(to an inborn
error of metavolism In 3). HNo follow-up \nformation has been recelved yet
for & Purther mix. Of the remaining 32, 7 died giving a case fatallty
ratlo (CPR) of 53%. The medlan and mean ages uere 15 montha and 2 years

months respectlvely; there was an excess of males (1.6:1) and thers wes .

winter peak - 1% (4%3) cases had their onsets December - February, Apart
from the CFA, Lthese features were different from those cbserved in previou:

years, when the mesn age ranged between 3 and & years, the sex distributlior’
was equal and thare were no sgasonal peaks. Only 10% of patients reportec:
“1in 81/8 had a hlstory of pre-admlssion aspirin expoaure, compared to 683 ir

&5/8.,

Annual total numbers of reports have contlnued to decline, albelt alowl:

(although tnis decline has been atriking in R Ireland which praviocusly bhat

an exgess incidence compared to the rest of the British Isles), In splite of

batter case ascertainsent via the BESU, which vas Introduced -at same tim

(June 1088) as publle and professional warnings were issued about a poasibli,
assoclation batueen RS and aspirin, The dramatlc decline between a5/6 ant:
AT/8° In caszes reported Lo have taken pre-admission aspirin was not

acconpanied by a slmilar sized decline in total nusber of reports. Esrlier
concern Ghat RS would be underdiagnosed 1n the abaence of a history ol
aspirin ingeation brought about by the warnlnga, was Lherefore, probably
unfounded,

-5 .




1.4

Thers ls, housver, considerable cause for congern that patlents with the
inborn erroprs of metabolism that mimic RS may be balng alssed, Relatively
few of the caszes reported have the neceasary detallad diagnostic
invastigatlona in spite of their very young mean and medlan aAges whleh make
such a dlagnosls mors Llkely Lhan “trus” RS. Tha decline ln the mean age of
RS patlents observad since the decline in use of aepirin has also oecurred
in the USA, 1t haa been suggested that this ls due to Lhe Increasing
proportion of cases that have a blochemical defact caused by the decllne in

" alder, asplrin - assoclated cases,

L Tdeally, all patlents presenting with a “Beye-iike® 1llneas should be
investigated for an indorn epror of metabolisa, but this is aspecially
important in patients under tuo years of age and/or those with a family
history or recurrent eplsodes. The mopt important dlagnostie specimen
18 an adnlsafon urine baken pefore mny lntravenous fluida are glven.

- br 8 M Hall - PHLS CDSC, 61 Collndale Avenus, London NW9 SEQ

KAWASAKI DISEASE

The change in case ascertalnment of Xawasakl ¢laease {XD) from the pravious
“passive® reporting scheme to “active” reporting via tha EPSU brought about
a deamatic Increase in reports: annual total 19383 - 88 (provislonal) were:
ay, 15, 17, 15, 60, 100, In most epldemioliogical and almost all clinlcal
respects {(lncluding the existence of atyplcal or "incomplete™ cases with
similar eardlovasculae complications}, KD in the British Isles appeara to
have ldentical reatures to those cbaerved in Other countries, both Westera
and Oriental. There ip a male/female excess of 1.4; 80% of cases are under
the age of 5 years (255 <1 year and 185 <6 monthali there isls ajgnificant
excess lncidence Lo Oriental/orlental-mixed race/Carlbbean children; there
ia evidénce of time - place clustering. The trlennlal epldemica and
winter-spring peaks obmarved elsswhere are not apparent in Lhe idritlsh cases
tut interpretation of such trends has been hampered by the small numdera In
the ~pre-EPSU” years and the change in asc¢ertalnment method, The maln
epldemiologleal dlfterence ls the consideradly lowsr annual’ ineidence In the
British Isles compared Lo moat other countries (15 cases per million
children under & In 1987 compared with 50 In Mest Cermany). This la in
spite of an ascertalnment acheme auperlor to that anywhere else, so it 1a
possible that Xb Ls under-dlagnosed in the Britlsh lasles.

The corcnary artery ansupysm complloation rate at 223, ls comparable to that
1n many other serles; the provisional case Fatallty rate ln 1988 was ay (ef
2% 1933-7). Both these rates were slnflar in Japan In the 19708 but thoy
have nou decilned there algniflcantly, It is thought that this iz due to
early diagnoals and treatment with high dose asplrin and gammaglodbulin  and
carelul evaluatlon of all cases with 2 D echocardiography, This management
scheme has not been formally evaluated in the Britlsh Islea but It 1»
owuz.u_..u from respondents’ voluntesred comments that Its use 1s far from
uidespread.

The - BFSU wlll provide an opportunily to address the Sfssue of whekther Kb is
associated wilh coronary heart dlsease in adult Life, by linking with the
NHS Central registry 1in order to “flag” KD patlents Lo monitor thelr
sventual age &t, and cause of death. TWwo laboratory studfes have been
successfully “plggybacked” on Lo the scheme. - one Lo determlne the
posslble aetiological role of suine fever virus (Asticlogy of Xawasakl
Dissase. Bannister B ot al. Arch Dls Child 198%; B54:397) and the oLher,
bases at the Institute of Chlld Health, London, o meagure anti-neutrophlil
eyloplasmic antlbodies and antl.endothellal cell antibodles,

¥
L]
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LR

3 Tne wortality and cardiac complication rates of XD can be reduced by
early dlagnosis and Lreatsent with high-dose aspirin snd gasmaglobulin.
The disgnosls should be considered even in patients who have fawer than
S of the classle eriteria and no other explanation for Lhe symptoss, a3
these “atypical cases™ may also have cardise complilcations.

- Or 3 H Hall - PHLS CDSC, 61 Collndale Avenue, London HWS 5EQ
I

HAEMOLYTIC URABMIC SYNDROME

A total of Y95 reports of haemolytlc uraemlc ayndrome (HUS) were recelved
for cases with onsets 1883 - 1983, Annual totals respectivaly wers: 3T,
4z, 83, 103, 115 and 105 (pravisional flgure) in 1588, For 13 of the 1588
cases only the inltial BPSD notification was received.

Cazes _5_._a reported each year from all reglons of England, from Scotland,
Wales and the Republie of Ireland. From Northern Ireland thera was one
report in 1985 and 3 1n 1987, The majority of cases were reported from
Northern England, the Midlands and the South East of England. A Telatively
large : number of cases (15} were reported Irom Scotland in 1988 - giving an
ingidence of 1.4 per 100,000 children undep 16 compared to 0.7 for England
and Wales,

For 1985, Lhe mesn age was 53 months {range 3 - 177 months):  for 1986, LT
months {range | - 168 months): [or 1987, 53 months (range 1 - 173 months);
and for 1988, 52 months (range % month to 203 months}., Combining the date
For 1985 to 1988, 135 of the cases wepe leas than ) year of age, 383 were 1
- 2 yearsm 20% were sged 3 - N years, 173 were aged 5 - § years and V1% vere
aged 10 - 16 years.

For 1965 to 1988, 210 cases {(53%) were females and 183 (474} were male. The
ethnle group was given for 162 patlents; 355 (98%) were white and the
remainder, Asian,

For 1985 to 1988, 22 cases (7%} reported a poajitive history of overssa:
travel in the month before onset of Lllnesa. Places visited were: France
(3}, Spaln (8), Tne Cenary Islands (4), Bangladesh (2}, Corfu {1}, Halks
(1), Tenerile (1) and Switzerland (1).

Of Lthose cases (1965 to 1987) for whom Information was provided on Gthe
occurrence of & prodomal illnesa: 293 (993) had symptoms; 276 (93 hac
dlarrhoea Includlng 182 (713} who had bloody dlarrhoea; 213 ° (T83) hac
vonlting and 40 {18%) had resplratory symploms, In 1986 all cazes reporbed
a prodomal iliness: 89 (D75} had diarrhoea lncluding 5T (62%) with blood:

‘dlarrhoea; 65 {75%) had vomliting and 13 {(14%) had respiratory symplons

For 1985 « 1987 the duration of dlarrhosa was Detween 1 and 28 days with
mean of 7 days (standard deviation # daye); the mean in 1938 was 6 day:
(standard devliation 3 days). There were 20 cases (1385-1938) who had m
prodromal dlarrhoes; 12 were male;  the mean age was 07 moniha; 18 wer
white and 1 waz Asian. Other prodromal symptoms (malnly respleatory} wer
reported in 18 of theas 20 patlents.

For - 1985 to 1947, B3 cases {22%) reported a concurrent similar diarrhoea
tilnezs ln other members of the household. This Includes 5 pairs o
siblings reported wilh KHUS at the same time and two female coualns wh
played togsther and developed HUS ab the same time,

The Increase In reports 1n 1985 was probably partly explained by th
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inception in that year of a joint study between the {then} CDSC-BFA
Reporting Scheme, Lthe Divislon of Enteric Pathogens of the Central Public
Health Laboratory, Colindale, and tha Briiish Association of Paedlatric
Nephroleglats, The study, which aimed to determine the role of verotoxin
producing E. coll (VTEC) in HUS in British children, was completed In
nid-1588 and ls currently baing prepared for publicatlon. The ([ucther
Increase 1n reports in 1586 wam probably caused by belter case ascartalnment
through Lthe BPSU Introduced In that year. However, Lthere was a decline
agaln 1n 1988 which may reflect epldemiological changes in the Ineldence of
VIEC Llnlectlions, The sources of VIEC In the Britlsh Isles are nor known and
thlis ls an lmportant fusrther question to address becsuse Lt might provide
intormatlen which could lead to the primary oreventlon -of HUS whlch,
although rare, is noW the commonest causs of acuta renal fallure in
¢hildren. - :

L] Haemorrhagle colltla caused by verotoxin producing B, Coll ahould be
high on the list of differential diagnoses in children presenting with
‘acute bloody dlarrhoes, especlally If they are under two years old.
Such patients are at rlek of developing HUS and the dlagnosls can be
made [rom the blood Flis which shows the characteristie pleture of a
nicroangiopathic haemolytie snaemia.

- br S M Hall - PHLS CDSC, &1 Collndale Avenue, London NW3 SBEQ

HAEHORRHAGIC SHOCK ENCEPHALOPATHY SYNDROME

A total of 107 reports of haemorrhagle shock encephalopathy syndrome (HSES)
were recelved for cases with onsets In 1983 - 1988: 18 In 1883, 10 in 1924,
13 In 1985, 7 fn 1986, 19 In 1987 and 31 (provislonal flgure) In 1888. For
9 'of these cases only the Initlal BP3U notificatlon was recelved, In
agdition to these 107 cases, S Fuether reporkts were recelved for patients
who later had thelr diagnoses revised.

The medlan age of the reported ¢ases was N montha with a range of 1N days to
15 years; Information on sex was avallable for 98 cases, 60 wers male and
33 were female, The reaaon for this male excess 1a unknown.

Cases were reported throughout each year, Overall wost reports were

recelved In January and March (7 cases reported each month) and [ewest in
July {2 cases). There was no clear year on year -owuosnppnq. howaver,

Cassa were reported from all reglens of Great Britaln, except Wessex, and
from Scotland and Northern Ireland, Ho cases were reportsd from Wales or
the Repudblic of Irsland., Information on outccme was recelved for &9 cazes.
Of theae, 29 dled, 10 survived with neurologieal damage and 10 survived with
an unknown neurclogical status,

The cause of HSES 1s still unknown and alber a decline in 1984 in zplke of
the introduction of the BPSU, the reason for its Ilncrsase in 1987.1988 s
unclear, A sbudy, funded by the Foundatlon of Sudden Infant Death, to
determine the possible role of overheating in HSES, 13 neaping eompletlon
and data are currently being analysed. Case ascertalinment was dlscoantinued
Fprom January 1989 becauss the inltial fear that the firat cases of this
“new” dlseaze, descrided in 1982, were poasible ths start of an epldemlc of
a new type of viral haemorrhagie rever, have proved groundleas.

» Reporting through the BPSU has shown that HSES has remained a rare form
of encephalopathy »slnce It was rirst described, It presents most
comyonly in the firat alx sonths of 1ife. Although there 13 no

[F A
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apecific diagnoatlc marker, At should be considered in infants with
encephalopathy compllicated by fever, profound shock, dlsordered
coagulatlon and profuse diarrhoea. Mortality and CRS morbldity rates
are high,

= Dr & M Hall - PILS CDSC, 61 Collndale Avenue, Loadon HW9 SEQ

SUBACUTE SCLEROSING PANENCEPHALITIS

Slnce the last report, 2% cases of subacute Bolsrosing panencephallitis
(B83PE) ‘have been reported Lo the 33PE Reglster through the BPEU, Nine of
these were .eligidble for the Register which is restricted to patients
resldent in England or Wales. Two cases wers duplicates and S of Lhe
remalning 7 had alpready been notifled from other sources, leaving 2 [ov
whleh the BPSU was the Flrsb notification, The other BPSU notiflcatlons
were of caaes In the Republic of freland {N), Horthern Ireland (&) Scotland
{2) and 2 foreign residents who are not lncluded in the Reglater follow-up.

The yleld of only 2 new casea froa this source waa agaln small but ft Ia
extremely important since 1t conflrmm thatl the majority of cames are already
belng notifled through the eatablished channels. These lnelude laderatory
reports Lo CDSC, wvoluntary notiflcation by paedlatriclans and neurologiste,
annual postal enquiry Lo neurolegists, and death certlficates, Az the
incldence of SSPE falls, under-nctificatfon assumes an aven greater
importance and reassurance from the BPSU that this is not cceurrlng La most
valuable.

The number of cases on the Regiater la curpently 278; 205 (T4} are malea,
Between 1970 and 1988 the aAge of onset of S5PE Increased significantly
particularly 1in lemales, although the age at which medsles was  contracted
shoued no change 1n elther zex, Current analysls of the data includes
gecgraphical differences In Incldence and changes Iln eclsk following the
decrease in notified measles,

' flespondents should continue to notify every case of SSPE they ses.
Dupllcate notifications are reaasuring, while sven one wm-notifled case
1s a merlous loss to the Reglster and undersines its credlbility.

- Dr C Miller'« PHLS CD3G, &! Collndale Avenue, London NWd S2Q

nar:ﬂa?mﬁa

Reporting of new cases of classical galactosaemia comvenced in January 1988,
In Lthe {ipst year of the proposed three year study, 22 cases have bdeen
ldentified 1n the-UX and Elre, This suggests that the incldence way be
higher than the suggested 1 in 70,000 For the UK.

To date, 755 of the ncn-fam{lial cases have atarted on diet by three weeks
of age., Thers are no knosm deatha amongst thls cohort but two previous sib
deaths are '‘reported from different familles. HMore data are raquired to
evaluate the case for screening ror galactosaemla in the-UK,

The notifying paesldtriclana have been asked for ¢ further detalls of
monitoring, dlechemical and clinleal, as there 1g ne agrded polley on this.
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bl The emerging evidence about the poah.ooqL. complications of npeuro-
developmental disorder and ovarian dysfusction means that a natlonal
prospectiva study needs to be considered, G,

- Mrs A Oreen, Dr J Kolton, Dr M Honeyman®, Dr J V Leonard - *The Child &

Famlly Centr¢, ;142 Maasx Rocad, Morthfield, Blemingham B31 2PR

il
v

DROWNING AND NEAR DROWKING

To date the investigators have received 84 confirmed reports of near
drowning incildents from the BPSU for 1988 and a further 37 rfatality reports
from Royal Soalaty for the Prevention of Accldents (RoSPA) pres3d cutling
survey and from OPCS. Thanks to the help of the notlfylng conjultants 1L
was possible to pool a substantlal amcunt of information pegarding medlcal
outeoms and the clrcumstances of theze incidents from hosplial noles,
Further information on drowning deaths {3 belng c¢ollected from Coroners.

onvuqnpncpuqaown:uuoaoazwpn:soeqoun:nnn ::om:tmammn. :pnrn»xnn

dilated puplla yat made a coamplete racovery. Five of thé 84 cases of near
drowning wepe subsequently Severely nandicapped,

The drowning and near drowming Incldents divlde Into a number of groups.
The lnvestigators uere surprized and worpled by the number of Inetdents
Involving lngquisitlive toddlers In garden ponds and prlvate pools. 17 near
drowning incldents and 10 drownings in prlvate pools were notifled In 1983,
Two of the near drowning children were lelt severely handlcapped. ‘There l»
a strong case for prevention with fenelng of prlvate poola by regulatlon,

Very few children have drowned in publie swimming pools. Only one chlld was
notifled in 1988 as having drowned in a public suimmlng pool and there uere
17T near drowning Ineidents, This may de & vindlcatlon of the strict salety
regulations that have recently been introduced by the Health and Safety
Executlve,

There has also Ddeen a surprlaing number of lIncidents In the bath,
particularly with bables, A number of older children contlnue to be drowned
in rlvera and lakes, although there have been relatively Few sea drownlngs.

* The Investigators have a subatantial amount of mbedlcal data to analyse
over the next 12 wonths of the study, and a unique cohort of patients
that may provide dota For further radlological and paychologlcal
studies. It ks hoped that fros the infocmation collected already It
will be possible to give fairly clear guidellnes for the management of
children with near drowning. &nd also Lo give definite information
which would be useful foe targeting efforts to 'prevent drouning
Incldents

- Dr A Kemp, Dr J R Sibvert - Department of Child Health, Llandough Hospital,
Penarth, South Giamorgan CFS XX .

CHILDHOOR CHNSET DIABETE3

Diavetes, a dlsease more common than those usually reported bo the BPSU, wWas
surveyed for | year. Informatlon was collected on children under the age of
18 years who developed dlabetes between 1at January and 31ai December 1838,
Tha everage nusber of cases reported monthly to the BPSU was 93, range BN
{May) to 118 (September). By the end of 1988 & total of 1118 cases had been
raported Lo the BPSU. In January 1309 each of the 350 consultants who had
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reported at least cne case was sent & 1lst of the cases and asked to report
any which were cutstanding or had inadvertently been missed. The remaining
conzultant paedlatrlclans who had not reported a case of dlabetes in 1988
were Aasked for dotally of any miassed cases. A further 385 cases were
reported dlrectly to Bristol, eibher by the use of photocopled lorms, or
dlpectly [From lInterested physiciana (55 cases) or the parents themselves
(10). By agresd convenltlion sumvary data on behall of paediatriclans already
partlelpating in the Barts/Oxford (BOX) study and mepbers of ths Scottlsh
Study Oroup (8530) were sent directly to Bristol by the administrators of
these studles. By mid-Kay 1983 the total numsber of children with dlabetes on
the database was 1550,

The data shown ln Table 2 are prellmlnacy. Complete informatlon has heen
obtalned rrom consultant pasdiatriclans {and BOX and $80) on 1388 <¢hlldren,
121 boys and 84T glirls.

cdaas

Table 2: Childhood onset diabetes - Mumbers (percentagea) diagnosed
analysed by age and sex

o - Ny $ .9y 10 - 15 yr T0TAL
Hale 129 (26) 224 (1) 308 (43) T21 (100}
Female 166 (2%) 219 {33) 282 (42) 687 (100}
TOTAL 355 (26) n3 {323 580 {42} 1388 {100}

!
Ratic of boys to glels » 1.1 3 1
Average age at diagnosia - 8.6 yr (range 0.1 -15.9 yr)

There was no difference between Lhe sexes, but 1t 1 Interasting to note
that 283 of the children were aged under S at dlagnosis, Flgure 1 shows the
numbers dlagnosed by moath, The monthiy rate for Lhe under-5'a waa
reasonably cenatant, but those In the age group § - 15 yr show the autumn
and winter peaks reported by other workers.

FICORE 1 CHILBHOOD OMSET BIABEIES iY1%
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Wnen Lhe numbers of children reported in sach regional health authority are
analysed there L3 an apparent greater than tuo-fold difference In incldence
tetween Lhe Jowsst (6/100,000) and the higheat {16/100,000), but rigorous
ascertainment chacks will be necessary to confipm thls. ’

Thers 14 no.doubt that the addition of diabetes to the orange card for 12

months lncreaged the worklosd of paedlatriclans consideradbly. It s clear,

however, -that in princlple the BPSU can, occaslonally, serve to collect

inrormatlon on the less rare conditions of chlildhood.

' The number of children in the British Isles who developed dlabetes in
1588 was ab least 1550, 25% higher than antlelpated. Almosl every day
during 1588 one child under the age of 5 years was ldentifled as having
dlabstes. Thers appears to be a greater than two-fold "difference 1n
Incldence of childhood-onset dlabetes across Lbe regloas.

- Professor J D Baum¥, Dr € A M Cale, Professor R J Jarpett, Miaz H A
Metcalle® . SInatitute of Child Health, Royal Hospltal for8lek Chlldren,
St Highael*s Hlll, Bristol B32 8BJ e

HAEMORRIIAGIC DISEASE OF THE NEWEORN

The study of hasmorrhagic dlaease of the newborn {(HDN) began in March 1388,
with a case deflnition of: “Any infant under & months of age with
spontaneous brulsing/bleeding or intracranial haemorrhage assoclated with
prolonged e¢lotting times pot dus to an Inherlted coagulopathy o
disseminated Intravascular coagulation™, Paedlatrlclans were asked to
nobify suspected cases as well as those coaflrmed by laboratory data., OF
the 38 reports recelved Ln the first § months of the atudy, 14 cascs were
congidered “confirmed” by Lhe investigators on Lhe basls of clinlcal ogata
supplied and laboratory evidence of prolonged prothrombln and  partlal
thromboplastin times [n the absence of thrombocytopaedla.

411 18 Infants were born after 36 weeks gestatlon and were of normal blrth
welght. ‘Thirteen had been aclely breast led uhilat the other recelved a
cow's milk formula Initlally and a soy Infant formula from day th of llle.
The Infants presented with signiricant haemerrhage between 3 days and 9
weeks after birth: 6 cases presented with intracranlal haemorrhage wWwhich
proved Catal in one. In 7 cases there were mlpor “warning™ bleeds or
brulsing 1-14 days before presefitatlon with a major bleed.

Oone of the 1% Infants was dellvered ln & unit having a policy of routlne
intramuscular prophylaxis for all neonates but the reporting paediatriclan
wAs unable to estavlish, from the parents cr anyone else, that thls baby had:
recelved the lnjeatlon of vitasin X, OCf the remalning 3 cszes, 7 had
racelved no prophylaxls, § had recelved a mingle oral dose of vitamin K (1
mg in 4 cases, 0.5 mg ln Lhe other) snd In one case a i mg oral doge was
thought to have been glven. There was no report of a case of HOH fn & baby:
who definitely recelved intra-muscular prophylaxls.

. Baaed on theae prellminary data, the lInvestigatora conclided that
intramuscular prophylaxls with-vitamin K3, 1 vg, protects agalnst HDH.
Prophylaxis with Lhe same dose glven orally 1s less effective but
probably better than no prophylaxis. If oral prophylaxis i to be
used, regimens using larger or repeatod doses, or aifferent
foraulstlons, zhould be consldered.

- Dr A M HeNlnch, Dr J H Tripp - Dept of Chiid Heslth, Royal Devon & Exeter
Hospital, Barrack Noad, Exeter EX2 50U

3.12 FUTURE DEVELOPHENTI '

A study of higher order births (HOBs) - that is, tpiplets and upwards -
began in January 1989 and will pun for oOne year. The Princlpal
investligators are Professors Halcolm Levens and Phillp Steer, and the study
has the support of the Britlish Assoclatlon of Perinatal Hedicine. Research
alms are: to ascertalin the current ineldence of HOBa; to study whether these
mothers became pregnant spontanecusly or by artificlal means} to determine
whether Bauch babies display a higher lncidence of congenital malforaations
or intrauterine grouth retardation; and teo document the lmpact of the
deliveriea on Lhe neonatal services.

survelllance of congenttal Loxoplasmosis (CT) was expacted Lo begin in
mid-1989, with the support of the Department of Health, primarlly to
ascertaln the Incldence of this conditlion and to ald decislon-saking about
ita posalble prevention by an antenatal acreenlng programs. Secondary
objectives are to determine the dlagnoatic criteris for CT belng uaed by
Beitish pasdlatrlciana; the therapeutlc reglmes followsd; and Lhe naturs and
extent of nesrodsvelopmontal abnoramality in casas reported.

45 at May 1989, possible studies on which a decision had yet to de reached
Included asthms deaths, ataxia telanglectasls, dystrophia myotonlca and
toxle shock syndrome,

The numbers of cases reported up to the end of 1938 are shown in Table 3.
In each column the figure under "A® is the Lotal nutber of reports recelved
and the Flgure under *B* 1# the corrected tlgure excluding cassa not yet
followed up, those reported In wrror and thoss double.reported within Lhe
BPSU sysiem. Numbers of cases glven here may dirfer slightly feom Lthe
preceding sectlon for reoasons of definitlon and Dbecauss different
time-perlods may be used.

' .

The time taken to Collow up & report varles greatly betueen conditions, a
doss the “accupacy” of reporting measured by tha proportion of cazes
confirmed. - Table % shows the cutcome of fellow-up by Lha appropeliate
ressarch’ worker of all camea reported up to the end of 1988, The pousible
outcomes are explalned below the table.

Flgure 2 (page mmumpwucuns-«nu the proportion of reporta for sach condition
represented by the posalble outecmes.



Tadble 3: Cazos reported - 1985, 1507, and 1388 by guarter

P T -1 1887 1988
Aoy June-Dec |Jan-Dec|Jan-Har |Apr-Jun|Jul-Sep|Oct-Dec| Ltotal
CONDITION - [} BlA B|A B|A B]JA -B|A B A B
AlDS 25 321 38 1] . T ot 9 3|12 2 § 1 oW1 6
Neonatal herpes| 17 aj 29 1| 8 2] 8 3T %) 3 2 27 8
Reys 35 15| 4% 22| v &) 3 2| 9 4| v B] 48 22
Kawasak{ gy 72|06 84| 25 221 36 24| N 21] 3T 31 129 98
Hus 35 30{ 63 47| 13 B8] 20 14| 26 23| 27 19| &6 6u
HSES w 1w 8|12 51 % - 3 T 2] 35 4
33F8 23 wiz2r wl v 1 4§ o &8 '5 o of 1 6
Galactosaemia - == =112 N 32 & T W 10 I 41 WV
brouning - =} = = | 20 6| N3 37| 3 29| W, 8 168 93
Y0DM - « | = = |294 258|239 222{302 268]{28) 226|1118 382
DN - - - = g 2| 1w 1] 12 u] 1 8] 38 13
ALL 22% 161|322 206[415 336|404 313{455 2G4 NN 30T| 1688 Y320

A: All reports received B: Cases confirmed at 1/4/89

HOTES

AIDS: a) Reports in June 1586 lncluded all cases seen previously.
b) Cases "not confirmed”™ inciude wany with ARC or HIV-related
disease not meeting the scplet definitlon of AIDS.
Heonatal herpes:
Reports In June 1986 included all cases seen In the previcus 12
months .
BSPE: a) Reporks in June 128§ ingluded all cases seen ln the previous
12 months.
b} Cases "not confirmed" include all those outaide England and
Wales, which are not followed up by CDSC.

HDN: Reportlng begsh in Harch 1988,
Table &: Outeome of rollow-up of cases reported to end of 1583, at §/u/09 f
VALID INVALID NYK | TOTAL|PERCENT IN-EACH OF:
CONDITION Ia Iv IIs IIb 111 I 11 IIZ
AID3 27 1 17 7 25 107 26l 50% 233
Neonatal herpes 33 0 5 a3 12 T3 §5% k134 163
Reye -1 3 1% k1 il 126 473 421 113
Kavazakl 251 3 24 11 24 319 1:}4 138 6%
Hus 88 Lk} 4 ] n 184 7% 1 178
HIES 26 32 [} 2 19 62 s 231 315
33PE 22 16 9 _ 2 L] 43 | 60% Vs 22y
Galactosaemla 17 Q| 4 11 Ed wn u1s ITs 228
browning 92 1 -] 4] 7 108 134 1% 63
IDDN 7 12 LL] 26 1] 1118 a8% 63 6%
HDN 12 1 1] 19 6 i8 343 501 1114
ALL 180N a3 140 15 227 | 2239 T5% 15% 102

QUTCOMES

I VALID REPORT:
Ia: Case followed up and confirmed by research worker,
Ib: Case confirmed, but alrsady known Lo research worker from another
scurce {pot & duplicate with the BPSU achemse}.
11  INVALID REFQRT:
Ila: Duplicate report within the BPSU scheme,
IIb: Reporting error {eg ticked wrong box), revised diagnoals,
uncertaln case not mesting definitlon, or unable to follow up.
See above re AIDS and SS5FB.
ITI KOT YET XKROWN:
Hot yet followed up by research worker at 1/4/89. .

= aurve

In January 1988 respondente were Asked Lo report any cases of rheusatic
fever seen 1n 1987. V5 cases were reported.

In Aprii respondents wape asked, &t the request of Lthe Natlonal Congenital
Rubella Surveillance Programme, Lo report any casea of congenital pudella
known to them born between 171786 and 31712/87. Thers were 20 reports.

FIGURE 2 British Pardlateic Survelllance Unit
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PARTICIPATION

The number of consujtant paedlatriclans participsting In the scheme ranged
in 1988 From B14 to 832, To snaure that the mailing list is up=to-date, the
BFSU office notes changes sent in by members for - thé .. BPA Handbook and
monitors new consultant appointments. The aveprage reaponse rate for Lthe
year (calcdulated as the percentage of cards senit , out which have been
returned within 90 days after the maillng) was 48.8% overall: a breakdown by
month and quarter 13 glven in Table 5,
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Table 5: :ouuﬂ:un,qmua by month, 1568
HONTH CARDS SENT RETURNED RESPONSE RATE  AVERAJE
ax FOR QTR
Januvary - 814 729 89,61 '
February 817 732 89.0% .
March 815 724 88.4% a9.2%
April L3N] 125 88.74
May 823 723 87.8%
June 821 725 88.33 88.3%
July 823 42 80,2¢ .
Auguat a2s 121 a8, 11
Septenber 823 T34 89.2% as.28 | ~.
*
oetober 811 733 89.1% ’
November 830 T40 89.23
December 832 122 24,8% 86,65
The response rate varles conslderably betuween reglons. The highest reglonal
rate rlor 1888 was 96.8% {East Anglla) snd the lowest was 78.1% {Southern
Scotland), Tabls © shous for each reglon the average number of members,

aversge cards returned and averege responis rate for 1988. {The Republlc of

Ireland and Northe

rn, Western and Southern Scotland are treated a2 reglonse.)

Table 6: Response rate by reglon, 1883
REGION CARDS SENT RETURNED RESPONSE RATE  RANKING
Rorthern LL 40 91.1% 1
Yorkshire ug 43 93.63 2
Trent 55 51 92.0% H.5
East Angllan HL| 21 96.8% 1
HW¥ Thames 53 N5 8y .88 18
HE Thames 73 LX] A5.74 15
SE Thamea 57 50 87.3% 13
SW Thames 34 29 85.4% 17
Wezsex as 32 89,43 10.5
oxford 5 30 87.2% L
South Weatern 32 29 90.0% 9
West Midlands T0 83 $0.7% 8
Mersey kY 2t 85.5% 16
Horth Weatern 5 T 89.4% 10.5
Wales 15 13 92.0% y.5
Horth Scotland 17 15 91.5% [
South Scotland 24 18 13.1% 20
West Seotland i 0 8T.7% 12
Northern Ireland 17 16 g2.2% 3
Republlie of Ireland 54 L] 3 85.1% 18
ALL REQIONS 822 129 88.83
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Flgure 3 jllustrates the spraad of reglonal response rates by comparing
deviations from the natlonal average, Reglons are la rank order,

FIGURE 3 Britlch Pardlatrle Susvelllance Enld
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Hembers who have not returned a eard for slx consecutive months are sent a
renlnder letter. These often tura out Lo De members who have retiped, and
are therefors removed from the maillng 1ist. The numbers of peralstent
vnon-respondenta” are small, 1n tontrast Lo the coherts of 69 and 34 membera
fnveatigated In the [irst year of the »scheme, and appear randomly
dlstrlbuted.

LICA

Tne then Sclentiflc Advisory Comuittee approved ln January 1588 a  cdocument
on Ethicsl Approval of BPSU Natlonal Supvevs. The Introdyckleq fo the
Reporting Schems and Quldelines on Applicationy for the Jncluslon of Studles
Were revised in January 1988. ‘Tne latter was subsequently revised agaln for
re-lsaué In Hay 1989,

The rollowkng wmmowwu have been publliahed:

British Paediatrié Survelllance Unit: Fourth Summary Report. Compunlicable
Dlaease Repory 88/02. 15/1/88

British Paedlatric Surveillance Unit: Fifth Summary Report. Communicable
Digease Report 83/19, 13/5/88

Britlsh Paediatrle Survelllanee Unit: Slxth Summary Report. Compunicable
Dlgease Report B8/u2. 21/10/88

Britlsh Paediatric Survelilance Unlt: Seventh Summary Report, Compunicable
Disesase Reoofk 89715, 14/4/89

The British Paedlatric Survelllance Unlt. Hall 3 ¥, Olickman M. Archives of
Disease in Childhood 1988, 63:134N-346 "
Report From the Britlish Paedlatrie Survelllance Unlt. Hall S M, Olickaan M,
Archives of Disease In Chlldhood 1888. 63:1117-1118

¢
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Report from the Britlsh Paediatrlc Survelllance Unlt. Hall 5 K, Glickman M.
Archives of Dlycase In Chllahood 1989, 64:438-Yk0 .
- . )

A half-day ¥ymposium was held on Sth Dotober as part of a week of evenls
warking the officlal cpening of the Institute of Chlld Health in Bristol,
Papers were given on Reye's syndrome, dlabetes, near drownlng, congenital
ruballa and Albs,

£

The following papers based on BPSU studles were accepted -for plenary
presentation at the BPA annual scientifle meetlng In.Aprll 1988:

Paedlstede AIDS and HIV infection lo the LR - Dr G A Ellan
Survelllange of Xawgsak] disggee in the Beltioh Isles - Dr 5 H Hall
Hatlonal survey of chiidhood-enset dlabetes, 1568 - Professor I D Baum

The rollowlng papers were preaented at the Britlah Assoclatlon for
Paedlatrle Hephrology group session;

- aemol C uraem
gyndercme - be D V Milford

v ki - 3 MO aem

ayndroag = Dr D ¥ Milford

QVERSEAS CONTACTS

Creat interest in the BPSU ham been shown by colleaguma abroad, lIncluding
Belgium, Holland, Xsrasl, Italy and New Zealand, The progress of the BPSU
has been discussed by the Union of Natlonal Eurcpean Paedlatric 3Socletles
and  Associationa (UMEPSA), which 13 Intereated In encouraging the
establishment of simllar sehemes in Burope and collaboratlon between such
national schemes.

FUNDING

The BPSU continued up Go the end of the flnancial year 1988/88 to be
supported prlmarily by a donation Ifros an anonymous Trust recelved by the
BPA through the Royal College of FPhyalelans of London. From 1969 the Ualt
13 funded for thrae years by a gensrous grant from. Children Matlonwide, pald
theough the RCP Appeal. We are also grateful to Sanofl Pharma for printing
of the Annual Reporbt, Lo Allen & Hanbury, and to a prlvate donor for a
donation of L£100.

All the research workera are now paylng the contrlbution requested by the
Unit, which In 1938789 was L72 per month,
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