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FOREWORD

This 1s the Britlsh Paediatriec Surveillance Unlt's firast annual report,
and T am pleased to say that this unique initiative haa got off to a
most impressive start. Tuo years from the flrast tentative proposals
for a mcheme Lo Jlmprove the efflelency of survelllance of rare
childhood diseases, one three-month survey has already been completed
and elght continuing studles are in progress. .

We are grateful for generous flnancial and practical support which has
helped to make this posalble, from John Wlley & Son Ltd, Duphar
Laboratories Ltd, Allen & Hanburys Ltd and an anonymous Truat.

I should like Gto thank the Scientific Advisory Committee, and in
particular its Chairman, Slr Peter Tizard, who bear the main burden of
the running of the Unit. I should alsc llke to thank the staff of Lhe
Unit, Dr Susan Hall and Mr Myer Glickman, CFfor their work durlng the
year,

Sir Cyril Clarke .
Chairman of Steerlng Cosmittes

INTRODUCTICN

The British Paedlatric Survelllance Unit (BPSY) was established in 1985
with the aim of Involving paediatriclans nationally in the surveillance
of rare childhood disorders, making poasible the ascertainment of cases
ot the scale needed for both clinical and epldemiologlcal stuwdy of such
uncommon dlseases a3 Reye's gsyndrome, neohatal herpes and subacute
sclerosing panencephalitis (S5PE). The Unit 1s a jolnt venture of the
British Paedlatric Associablon ({BPA}, the Communicabkle Diseasse
SBurvelillance Centre of Lhe Public Health Leboratory Service, and the
Department of Epidemiclogy at the Unlversity of London Institute of
Child Health.

The basis of the BPSU reporting scheme 1s the malling of a monthly
report card to all consulbant paediatriclan members of the Britlsh and
Irish Paedlatric Assoclatlons. Respondents return the card to the BPSU
of fiee in London, marklng the number of cases seen agalnst of speclific
conditions or tlcking a “nothlng to report” bhox. For respendents in
Scotland, the scheme operates via Lhe Communlcable Diseases (Scotland)
Unit 1n Glasgow,

Notificatlon of & case ls forwarded to a research worker studying that
particular conditlon, who sends a shori questionnaire (which has been
approved by the BPSU) to the reporting consultant or request® a loan of
the case notea., The researcher subsequently notiflies to the BFSU the
rnumber of confirmed cases, and for certaln conditions gives basle
epidemiological data.

The [full lmplementation of the acheme was preceded by a pllot mallling
tc a sample of BPA members and a “pre-malling” of information to altl
Ordinary Members. The flrst full malling took place 1n July 1988,

PILOT MAILING

A pllot malling uwas carried out in November 1985 - March 1886 to ebtain
the wvlews and comments of a sample of BPA members ot the concept and
operation of the reporting scheme,

The sample conslsted of 49 consultant paediatricians from all Health
Regions In the British Islez, the 18 Convenors of BPA speclalty groups,
and two other members, maklng a total of 69. Hembers of Lhe sample
were sent a draft Introductory Booklet glving general information on
the scheme, a report card on which 10 “dumty” reportable conditions
were listed, and a set of reportlng instructions. They were agked to
comment on the design and content of all of these and on whether a
“reply pald" card would achieve a better respcnse rate.

finawers were received from 66 of the 69.members selected (96%). Many
reapondents volunteered thelr enthuslasm and support for the HBPSU,
Only one respondent anticlpated a poor response In general and resolved
not to co-operate with the scheme.
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Most respondents Found the design of the documents clear and easy to
use. Some wminor modifications to the report card and Introductory
Booklet were made as a result of respondents' ccommenta, The most
important points made were: that FolloW-up questionnaires must be short
and slwple to complete; and that the procedure for declding which
conditichs to lnelude in the s¢heme must be clear and be s¢en to be
fair.

on “"reply pald” postage, a majorlty of respondents {628 of those
answering the questlon) did not think that a “"reply pald” card would
achleve a better respeonse, whlle 16 (38% of those answering) felt that
it would. The remalning 24 made no comment on postage. In view of the
limited budget of the BPSU it was therefore decided to start Lhe
malling using eards which were-pre-addressed but not "reply pald”.

"INCLUSTON OF STUDTES
4.1 Studies inclived In the scheme Lo date
The Followling studies are or have been Ineluded in the scheme:
£
AIDS_in echildhood
Principal research workers: Dr A Bllam & Dr M McEvoy
Hegearch base: CDSC
Duratlon of study: June 1986 for 3 years {then subject to

review)

Childhood gnset diabete

Principal research Worker:  Profeasor J D Baum
Research basa: BpSU

Duratlon of study: September 1986 for three months
This 12 & pilot sarvey in the Soxth Yeat health reglom caly

Neonatal herpes

Principal research workers: Dr R Dinwiddie & Professor C Peckham
Research base: Institute of Child Health
puration of study: June 1986 for 1 year (Lhen subject to review)

Reye's syndrome
Kapasaki caARE

Principal research worker: Dr S Hall
Research base:  BPSU/CD3C
Duration of studies: June 1986 for 3 yeara

halltis

Prineipal research worker: Dr © Miller

Research bate; CDEC

Duration of study: June 1986 for 3 years (then subject to
review)

- 1a_(XLAED

Princlpal research worker: Dr A Clarke
Research base: Unlveraity Hospltal ol Wales
Duration of study: June 1986 for 3 months
This sarver hoa now beee compluted

Studies under conafideration

The declalon whether or nor to add a condition to the liat of
reportable digeases 1x taken by the Unlt's Sclentifle Adviscry
Conmlttee, The Commitiee meets wmonthly to consider proposals for
and protocols of new studies.

Proposals under conslderation or uwhich have been accepted For
future

inclusion In the echeme are:

Accldental drowning and near-drowning

Atlanteo-axial dislocatlon 1n Dowi'a ayndrome

Chronic llver disease

Lowe's syndrome

Henlngocoeeal septlicaemia

Recurrent or peralstent hyperinsulinaemle hypoglycaemia

Studies not Included 1n the scheme

An  important alm of Lthe BPSU ls to I1mprove efficlency of
ascertalnment by including In a unified system ae many reporting
schemes as possible. However, after careful discussion wlth
project dlrectors 1t was thought best that two major natlonal
reporting schemesa, the ¥arlm Centre weningltls study and the
econgenital rubella reglster, should remaln separate From the BPSU.
A comprehensive 1ist is belng complied of all other natlonal or
reglonal enquirles to which paedlatriclens are currently asked to
contribvute,

After extenzive discussion, a propossl [or survelllance of
Glucose-6-phosphate dehydrogenase {06PD) deficlency was declined.

Consideratlons which might result in the exclusion of a particular
study [Crom the survelllance system lnclude: the involvement of
other speclaltles In case ascertalnment: a need for iwmediate
specimen collection: or the eondltion being too common to come
s#lthin the asccope of the ascheme. To accept a atudy, the Scentilflc
Advisory CommitLee wust be convinced that It i= methodoleglcally
sound, will represent a valuable contrlbution to medlical khowledge
and will not create an unreasonable addition to the workload of
those who repork cases, The Committee must also be assured that
adequate funding has been secured for Lthe completion of the
research.

-l .



s PROCHRESS OF THE SCHEME

5.1

Table 1:

Response rate

Over the lirst three months of the reporting scheme, on . average

gver BO% of members on the malling list returned thelr card, as
shown tn Table 1 below.

FESPORSE TO MAILING - FIRST QUARTER

June dJuly August
bate of mailing: 16/7/86 S5/B/B6 a8s8/66
Total cards sent: B2y a8 820
Total cards returned: 603 681 To04
Cards returned as fage

of total sent: 73.28 B831.0% 85.9%
Total cazes reported: 49 22 a7
Cases reported as Tage

of cards returned: a.1% 1.2% 5.3%
Cases reported as Yage

of total sent: 6.0% 2.7% 4.5%

fmurrwct et APSLLSUAY

The number of cases reported in the first month was greater than
that 1in succeeding months because the reporting lnstructlons for
that month for some of the condltlons requested all cases which
had been seen over the previous twelve months, or all cases known
to the reapondenk.

small varlations In the size of the maillng list result from
Identiflcation of omissions From the original list, from new
appointmenta, retirements, changes of post or address and
exclugion of those whose work is non-clinical.

Cases reported

The scheme has provided a marked lmprovement In case ascertalnment
for aome of the condltions which were previously the subj)ect of
surveillance gchemes with a differeant methodology. Results have
been particularly notable for AIDS ln childhood, Kawasaki dlseasze
and XLAED.

Except where stated, the figures In Table 2 (overleal) Include
only confirmed cases; further cases have been reported but not yet
confirmed.

Tabls 2:  CASES NEPORTED - FINDY QUINTEY

na.:..au..‘_.a... Confirmed casews
sune duly August Total
AIDS : B! - - 8
Herpes ™ 2 - 1™ ™
Reye's 6 1 2 9
Kawazsakl T 9 10 26
HUS 1 5 L) 10
HSES 1 - - 1
S8PE 3= - 3 6
XLAED g« t - 5 13

tcorrect =t 1971104}

INneluded Ungeanfirmed oganes

Honth 1 Ffisures insluded =11 ssses hnown ta reaspondents

Homth 1 figurss inaljuded casss sesn in past 13 monthe-

Of cases repcrted to date, only one has been “double reported”
within the stheme, Nine have been “paraliel reported” wulth other
methodgs of ascertalnment such as laboratory reporting.

CHARITAELE & COMMERCIAL SUPPORT

The settlng-up of the Unit was made possible by a donatlon from an
anonymous Truat and by a donation form a research fund recelved by the
BPA through the Royal College of Physiclans of London.

The organisers of the Harley Street Ball, an annual charitable event,
have kindly donated the proceeds of the First Ball, held in September
1986, ko the BPSU.,

Generous practical support from industry and commerce has Included
printing of the report cards by John Wlley & Son Ltd; printing of the
Introductory Booklet by Duphar Laboratorles Ltd; and producticn of the
study probocels in permanent reference form by Rllen & Hanburys Ltd.

Approved 3y Steering Cosmittee 19711728



I9thy November, 1986 COR 26/%¢
BRITISH PAEDIATRIC SURVEILLANCE UNIT ¢ FIRST QUARTERLY SUMMARY REPORT

The British Paedlatele Survelllance Unlt (BPSUL, descrlbed In CDR 36/28, sent oul the first of
its monthly cards to sil hospltal comsultant paedlairiclans tn the Brltish lsles In July {returns from
Scottish paediatricians are recefved vin the CD (Scotland} Untth.  This report summarlses the Unit's
actlvities und tesults for the ffrst 3 months' mallings. During this ﬂa_ﬂ_ the reportable conditions
werei AIDS In childhood;y neonatal herpes; Reye's syndromep Kewasakl diseasey  haemulytie uraemle
syndromey  heemorrhagic shock encephalopathy syndromey subscute sclerosing panencephallils,

Response rate

Because pacdistelclany are asked not only to report cases but elso to make a nll retuen I no
patlents with any of the reportsble conditlens have been seen fn the past month; peneral compllance
with the scheme can be mensured from the w—.a__cz_g of totsl cards returned. Table | shows that
this has been high, Increasing to nearly B3% of respondents by the third month,

Table { : Overa)$ respome rate (at 3.01.36}
June August
Number (3) Number_(3) Number_{y) Total
Yotal cards sentf 125 (100 17 :ma“ 820 {00 -
Total cards 3:....3“4 amu 7.0 m““ (32.3) mw“ {35.1) _am.
Toja! cases reported® g -
¥ Includes those sent by, and retuvned o, Commmumicable Diseases T3cotfandl Unlt

" ANl conditions as Nated In table 2

The oumber of cases teporied for June was greatee than In succeeding months because the
reporting Insfrisctions for that mounth for some of the condlifom (sue table 2}, requeated ofl cases who
had been & up to a year before. Smal] vacrlstions In the size of the malling llst result from new
appolnitnents, relivements snd changss of post and address. .

Table 2
Condltion Total
NES In childhood ¥¥ | FREL!]
MHeonatal herpes$ 743
fleye's syndrome 13 16}
Kawesakl dlzeass 3220}
Haemolytlc waemie syndroma® 20 {7}
_._au....n:ran“n ua._anr ﬁ.nn_u_.i___-..ov_u_"".w— oﬂ-&qﬂ:o " “w“ | -..“_ 3 —_.-__ w “““

bacut: nlltis - {- ]

Subacute sclerming purencepralltell v | 3¢ o8 I
2 210 . gy 108{52)

Fumbers teler 10 fotal reporis tecelved) thoae In brackets refer o cases Iollowed up ard conllrmed
by investigators. .
1 Jume ligures included sl cases gver seen by tespondents
5 June figures included all cases seen Tn prst 2 months
% These conditions ure slse ascertalned by other survellance schemes whose dats are not
Included,

Of the peedistriclans malled there wers §9 who did not return any of the flest I cards. Theae
non-respondents were an linportant Indicater of possible shortcomings of the system emd they were
therelote asked to complete a beled proforma requesting possible ressons for non-participation. ©Of
the &3 replles recelved to date (after 3 weeks), 20 were in 2 sub-speclalty or retired or not In
clinlcal practice end untlkely o see pailents with the reportsble conditions; 8 were unaware that nil
returns were requesiedt 3 had not recelved the cards, 3 had been away from workj Ib ¥ cases angther
paediatrician was replylng on thelr behall) § gave no reason but teturned thelr fourth catdy one had
returned the cards which were therelore presumed Jost In the post Two non-respondents were
dlxsatlsfied with the systemi one lelt that the cost of return postage should not be borne by his
health wuthority and the other was too under-resourced and busy to muke other than ‘positive’
ralurns. Tha remalning non-respondents have boenh sent & reminder letter.

ta

145th November, 1935 o CDR 36/46

Table 2 summarises total reports of cases and thase In which research workers have conflrmed
au»_uuwn_o..u follow-up. ©Of cases peported to date, only | has been 'double reperted' withln the BPSU
aystem and % have been 'paralle! reportad' with other methods of ascertainment.

New conditlons and changes of menu

The XLAED survey was a 3 month one so that It no longer appears on tha report card and has
been replaced by childhood onset diabetes, a study which is being piloted among South West Health
Reglon paediatriclans only,

Other conditions for which mpplication has been made to the Unit's Sclentifle Advisory
Committee for inclusion on the cerd aret accldenta! drowning and near-drownling) meningococeal
septicaemia) atlanto-axisl dislocation in Down's syndrome; Lowe's syndrome; recurrent or persistent
hyperinsulinaemic hypoglycaemin. These proposals are currently under review.

Comment

.ﬂ..na.q._u_._#uuani,__o:ncqn-:ﬂ_:wuwa_an_-onwoan_«nnq?._..Zan:n»o_.u_._mcnenn_._ﬂ_nuunae_‘
the responss and so far there have been no serfous complaints from nﬂa reparting paedlatricians,
There have been a few ‘'teething prob ems’ dus to the anonymity ol the reports which has meant
delay In recognlslng some of the double re u..»_um. In the surveillance of rare dissases, however,
over- rather than under-reporting Is to ba welcomed.

The response ta the Invitatlen to submit suggestlons for future studies has been as encoursgln
as the response rate to return of the cards, This flrst report has been able to provide only Himite
figures on case numbers because of the Inevitable delay In follow-up, Carrected flgures will appear
In the next and ensuing quarterly reports and we hope to Include brief contributiens from the
Investigators.

Reporting rates by region (averaged over the 3 months) ranged from L00% of consuvitants In East
Anglia to 82% of those in Mersey. The propartion of cardas which were returned within 2 weeks,
Increased over the 3 moanths from 39% to 70% to 73%. This ls encouraging because some atudies
amﬁ_ﬁnc_qn rapid case ascertalnment In order, for example, to facllitate collection of pathological
specimens, .

Cases reported

The scheme has caused substantial Improvement in ascertainment of some of the conditions for
which there was an existing survelltance scheme, notably AIDS In chlldhood, Kawasaki disease and X-
Iinked snhydeotic ectodermal dysplasla {(XLAED)L

Reproduced from Copmmlcable Disease Report by permisalon of the Editer



i0th February, 1987 CDR 3707
BEITISH PAEDIATRIC SURYELLANCE UNIT 1 SECOND ARTERLY SUMMARY REFPORT

This report updates that of the flrst 3 months (CDR 36/46) and presents the results of the
second -3 months' mallings (Oet-Dec 1986). During this periad the reportable conditlons were the
same a3 In the flrst quarter except that X-Hinked anhydrotle ectodermal dyspiasla was reptaced b
dlabetes. This waz & 3 month pllot survey with reporting restricted to consultants in the Sout
Western reglon only. .

The retrn rates of cerds malled In October, November and December were 843 {589/420), 854
(69273100 and 310 {693/504), 90, 74 and 37 days after the mailingy respectlvely,

Cases reported and comment

The table summarlses total reports of casey (corrected for errors and double reports), Including
unconfirmed cases for whom clinlcal Information has not yet been recelved end, In brackets, thiose In
whom the research workers have condirmed the diagnosiz on follow-up.

Table Cases reported to BPSt) Juns-Movember 1986
[ First Second quarfer Total
Cordltion quarter Reporting month tirst six
 total Sept Oct Noev Total manths
RiG% In chifdhood iy [ Y@ 340 P8 LEH Xt
Meonatal “herpes 7| -2 2 {9 101 (] 12 (v
Heye's syndroms 15(19) [JRI}] [Nk} 1l nw| »un
Kawasakl disease St(zz7y | (ilo) . V) (%) 12 () n(29) 63 [52)
Haemolytle uraemle syndrome 2000 | 7 (3) o (2} 1€) § 12(81 1»2°U8
Haemorrhagle shotk encephafopathy syndrome| 2(f) | 1 (1) - {-} (1)) 22 LN
Subacute sclerosing panencephallils s{ | v 3(% 1{H | 1218 ]| 20 {16)
X-linked anhydrotlc ectodermal dysplasis 1302) | WA NIA M/A | MIA 13 (2)
Disbetes NIA 7 3 (8 3 (0 20(1%) 20 (19
Al Los(ro} | 29(27) . 37(26) LN | 108(r0) | 212(190)

The overall number of cases of the reportable conditlons in the second quarter (LUS} was
jdentical to that In the first. Thers was & stight decrease in reports of haemolytic uraemic syndrome

(20 to 12) which 1s consistent with the seasonal distribution of this disorder. Although the flrst

quarter's flpures for SSPE and for AIDS were artlilcially high because of the Inclusion of “past’ casey
{see CDR m._...:m_. the number of SS5PE cases Increased In the second gquarter from 3 to 12, and for
AIDS decreased only alightly, from 10 to 8,

The Npure fHustrates tha substantial Increase
In reporting of haemolytle uraemic syndrome {HUS)
Reye's syndrome (RS) apd Kawasakl disease .RUv
which has occurred since the lntroductlon of the
BPSU scheme. This has been particulacly notable
for KD} the map shows tha reglona) distribution of
reports ranging from 0 Irom Wales to 13 from
Morth East Thames. There has been  ho
corresponding Increase In reporting of haemorchagle
shock encephatopathy syndrome, Only 9 reports of
this conditlon have besn recelved, compared with 3
between June and Movember [983 and with 2 In
I986 before the BPSU scheme started.

The feasibility of conducting a regional survey
of dlabetes has been confirmed by the results of a
pllot study In the South Western reglon, .

—.aemaq..l_d.._..o-n-uqnx.”_qknﬂ_n_u:un_nﬂ__uuiaq._uSvaunﬂ_&_ou_ﬁ:%..ung&»_ﬂs—:
the January malling. This will ba a two year u.E&: . .

-9

inth February; 1987 CDR §7/07

Figure
Reye's syndrome
!
)
"
1 1
1
101 1 Kawasald dlsense
; \7 !
z.._._.-._—...ﬂﬂ \II\/}./\II
of Pa\ - T
reports o ' !
|
2% !
204
15 Haemolytlc uraemic
) syndrome
4 |
-u
2 1 T T
983 1984 1903 joes  imer
Month of report
Reproduced from Commmicable Dimease Report by permission of the Editor
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Addendum to Table 1: RESPONSE TO MAILING

Jung  July Aug gepl oct

Date of mailing: 16/1/86 5/8/86 B/9/86 B/10/86 5/11/86
Total cards sent: ) 824 B21 B20 8§20 810
Tota) cards returned: 603 681 T06 689 700
Cards returned as %age

of total senkt: 73.2% B3.0% &6.1% 84.0% B6.4%
Total cases reported: y? 22 3s EL] 37
Cases reported as %age

of cards returned: 7.8% 3.2% 5.08 5.0% 5.3%
Cases reported as Rlage

of tbtal sent: 5.7% 2.7% 4.3%  4.2% §.6%

{coerrect at 18/3/87)

Addendum to Table 2: CASES REPORTED

AIDS 10 * - - 2 - -
Herpes y = - 1 - - ]
Reye's s 1 E) 1 2 2
Kawanaki 8 T 13 10 g 10
HUS 1 2 - Y | 2 }
HSES 1 - - - - -
S8SPE y = - 1 1 3 2
ZLAED g * - 5" n/a n/a n/a
8 4

Diabetes * n/a n/a n/a T
({eorrect at 18/3/87)

*  Includes uncénfirmed cases

* Month 1 figures included all cases known Lo respondents

= Month 1 figures included cases seen in past 12 menths

= Survey covering South Western Regional Health Authorlty only
n/a Study not lnh progress ln this month

14/12/86

8oy
635

85.2%
34

12

14
57
L]

1
13*
18



