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A newly funded ERS Clinical Research Collaboration netweork (Child-BEAR-Net) will create wital
infrastructure to progress education, adwoeacy and research collaboration in  paediatric
bronchsectasis htps: ity 3ku2Xbx
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Introduction , : - j
Copynight 9"? athors 2021 For - Clild-REAR-Net (Children’s Bronchietsis Edveatior, Advosicy and Ressarch Netwoark) is & new Euopran
mproduction ghts sad Resipiraieey Sociuty (ERSHumded Clinical Ressarch Collaboration (CRCL CHIGREAR-Net i an infematinne

pormEssiaes contact

pErissiraEEsnet Org codlaborstion whase overall 2m & to enbanoe the lves of children and young pecple (hencelonl redemed © ag

children) with bronchiectais, meluding their parems, through sducation, sdvocacy and research.
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Accapced. 20 Mg 2011 Worldwide, bmachiectasis contributes fo chranic respirstary moarbidity in bath alffuent [1, 2] and
low-to-midéle income countries {LMICs) [2]. Despite an incressing recognition and renewed intesest in
bronchieciasis in adults, the ERS [4] describes bronchisctsis s “ooe of the most negleded dissasi in
respiratory medicine", Bronchiectasss describes the fmal commoen pathway lor muliple disorders, and i is
critical to diagnose any underlying disease, especially where specific treatments are svailahle (5, 6.

I children, the burden of bronchiectasis is pedticelardy high among dissdvantaged Indigenuus. popuisions
in affiuent countries (~1 in every 63-64 chilifren [7]) and LMICS {where it is being disgnoved increasingly
|B]x Brunchiectasis is also being recognised mare freguently in afffuent countries (6, 91 Huowever, there
are [ew reliable prevalence estmates and extrapolating published data suggests it @ncidence ranges widely
(0.2-735 per 10COCA chikdren} {9]. Globally, astiology alse varies betwesn countdes. For sxamipli,
bronchiectasis associated with HIV is prevalent in countries fike Sawl: Afvica, while post-infectious
lronchiectasis is moee coaumon in ather LAICs |9, 100

Altheagh bromcliectasis i aduis and chifdren have Testures in comnume, such as chsic cough, bower
airway infecton and inllamunation, here are Srpontant dillerences i aEwsy microbicdopy and apgroacles
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o management and prognosis [6]. A challenge for pasdiaicians is bow (o prevent beonchiectaals and/or
is progression [6], especially ns many ndules diagnosed with bronchiscimis have had sypmprams Grom
childhood [11, 12]. Indeed, rerospective [13, 14] and prospective [15] data demonstrate lung fnctioe
imgroves significamly with optimal care and can even be noemalised, despite often challenging clinicad
setings a¢ i Indigenaus Australian children with bronchisctasis living in remote-ntal commumities [16]
In contrast, when access (o optimal caee is limited, the marbidity and mormality of beoncliectasis rexmsing
high (17}

While the elinical focus in adulis is on symptom eontml and preventing hospitalission, in children it ia on
reversing the disease when possible sad halting its progress [6]. Cylindrical airway dilatstion in children i
reversible i weated prompily [6, 10, 18] This may seem counter-intuitive when the definition of
branchiectatis includes "ireversibiliy”, which was coined before computed tnenography scins became
. available. However, more than half a century ago, astute paedistricians rmeognised that childhood
bronchiectasis can be prevented, and even reversed (19, 20], in many reated cased, while those with
persistent lower airway infection (manifested by chronic wet cough [21]) developed clranie Jung dissase.

Thus, in children, early disgnosis and research-informed treatment are vital for reducing the luture burnden
of bronchiectasis. Education strategies slerting primary care physicians and parents to the significance aof
chronic wet cough and s management, will fscilitate earlier disgiosis and evens in Some cases prevent
branchiectasis developing. Advocacy is abo pecessary for promoting optimal services amd to reduce the
curnend inequity afforded o childrea with branchiectasis as well as their families.

Child-BEAR-Net will begin with projects, endorsed by the Ewropean Lung Foundation (ELF) parent
advisory group, that addness questions and issues raied from the ERS pasdistric branchisctais clinical
practice guideline (CPG) (5], Child-BEAR-Net, like our CPG, encompasses all causes of bronchiectasis
otlyer than cystic fibrosis (CFL Our five specific objectives (able 1) align with the ERS CRCs articulated
aims [22]. Child-BEAR-Net is supparied by the pasdiatdic assembly and is one of sevetal paediatric ERS
CRCs (eg. SPACE [23]). We are linked with the ERS adult broachiectasis CRC [24] and other em:md
groups focused an pasdistric bronchisaasis (lgare 1),

Rationale for our objectives

Quanlity standards for managing children with bronchiectasis

The quality of care patients receive is important in clinical pracice. Far bronchiectasis, the gquality of
beonchiectasis cane s ineqquitable snd most msrked when comparisg outcomes between  Australion
Indigenows and non-Indigenous aduls, where the formes groun die approximately 22 years earlier un the
latter {171 Theee is also repocted inequity [25] between children with broochiectasis and those with CF.
Indeed, in many countsies, children with branchiectasis are dill managed & an “add-on” to CF csnires,
where they may receive care thet does not sddress their particular peeds. For indtance, some centres wse
DNAse, an inhaled medicstion that is beneficial for people with CF, but caeses harm in thass with
bronchiectasis wnrelated s CF [5]. The issues of combined clinics and poor accessibility 1o various bealih
experts (particulardy chest physictherupists with specilic paedisric expentise) were higlliglted by the
parent advisory group members

Acvess to high-quality pasdistric care tor children with bronchiectasis i imperative lor helping to prevent
pulmanany decling, improving guality-al-lite, cutivok and lung function [13, 16}, and reducing respiraony
exaverbations. [t should include identifying aeticlogies with specilic treatment reguirements, comorbidities
and eovircamestal/lifestyle and  psychological factors (e trestable mits) [6, 26). Inplementing

TABLE 1 Objectives of Chiid-BEAR-Net

1! Build & collaborative intemmatanal network of corsumerns, climidans, clinical researchers and biormadical
scientists with eapemw in paediatdc bronchiectasis o lead dirscally important reseanch priarities in Eurape
arsd heyored,

2} Create standardised multinational bronchiectass registries selevant in beak atfluent and leaw-to-mickdla
income countries 4

3} Dewelop 2 “guality standards™ cocumentt based on the 285 paeciatric clinical praciice guidedine far
managing branchieciass in children and young people {55

4] Establish a standardised definitian of respiratory exacesbations far cinical reseaach; ared

5] Establish a comtensus of (om auldnmesfendpomis far evalusting intenentions ey 10 (onsurers and
consitered impetant by dirsdians

hetgis A ot 101 1B 1300 300G U5 T 2021 2

Downloaded from hitps:“pubbicalivas erspel arg on April 7. 2025 by guesd. Please see licensing nfonmalen co first page for reuse cights.

:



s s

krgs

-~y £y

R L

gl g’ 10 1 1B L 399 3ai03

v LR

EUITOMIAL | AL, LHANG ET AL,

| Panel members fram: |
BEIEEAN EURKIPEAN
@ ERS =3 i
SoCRTY FOUNDATED Satline
Seety BTRAIS Spuna

mernbers

country

Hew

Other external

tunding
including from
Linkapes ;rm;.n,:g
v
EMBARC CRC AusSREATHE ABR
European Austrafian Australian
Bronchiectasis Lentre aof . Bronchiectasis Linkage wilh othwer
Registry Rescarch | Registry networks
Emeflencein a
Pamdistaic - FEEEEERREAR AR !
Bronchiectasis

FIGURE 1 Current and future schematic representation of Child - BEAR-Net. Wehlinks are: Child-BEAR Net: wanw.
improvefiE.org; EMBARE CRC  https:fwwwbronchiectasis et AusBREATHE: httpszicrelungsorgay; ABRR:
hitps{lungfoundation.com.au research fourresearchfronchiectasis!. We also hope to busld future links with
pther networks

stndardised care aned having available “quality standards”™ are impoctant steps for futune policy
development and benchmarking practice.

A consensus definition of respivatory exocerbations for clinical reseorch

Mansging exacerhations is & key component of bronchiectsis cars and ane ol the theee lop issues
identified by parents (in an ELF patient survey) (271 Exacerhatiors are particulardy importast as they are
associated with increassd rmespiratory symptoms sad psychalogical stress, impained quality of Lile,
accelerated lung function decline (—18 larced expirsory wolume in [ s % predicted per hospitalised
exaverbativn) and substantial healthcare casts [ 14, 28], Exacerbation rales ars an inglirect way of evaluating
bronchiedasis managemend. Furbennore, respinalory exscerhations ane one of the most imporant elinicsl
vateames and are iscduded in every intervention in our CPG [S5L Impoctantly, these awtcomes lor our CPG
were based on voting by the pareat advisocy group and task larce panel.

Naop-recogpilion of exacerbalions risks delayed treatment, which may be larmiul, whils sdequale restiment
pf exacerbations helps 1o mamtain lung huncion. [noressed awaresness among physicians ol well-defined
symptoms and siges of exacechations is requirsd W ensure proamgpl indervertion. Thus, aur CPG included 3
delinition af sxacetbatibos for clinscal use, which is substentially dillerent fram the adult-derived
venssnsus definition [29] with respect ta svmptom durationr and assessmen) type, as the aduft delizition is
caly for research purpeses. Howewer, 2 comsensus definition of pudinonary exacetbations lar neseanch
purposes in children & avw peeded, given the importance ol exacerbations as an outcome oussure in
clinical trials. This will compiement awr CPG-defined clnice] exacerbation [5] and is alsa an objective of
arsather ERS task laree (TF-2020-17)

A consensus of core pulcomes/endpaints for evaliating inlérvesttions

A set ol consensusdriven and patient-relevent ascomessendpoins for clinical isterventions will impaove
the melevance of fesure sisliss. The virability ol the culcomes wsed i stuclies 25 evident in our evidence
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tables in the ERS paediasvic branchiectasis CPG [5]. Moteover, when developing the CPG, i became
evident that core outcomes and emdpoins impoctant o parentchibdren with bronchiectsis were Bot
always aligned with these of clinicians. Thus, cne of Child-BEAR-Net's objectives is w develop a

consensus on a set of well-defined patient-relevant outcamesfendpoin for clinical imenvemtbos that will
inform future rials.

Create stondardised multinational bronchiectasis ragistries

The importance of broachiectasis registries is demonstrated by the sucesssful ERS CRC-suppected adult
branchiectasis registry (EMBARC) [24], reflectad in its evtensive collabarstion networks and publications.
Cusrently, the only broochieqasis registry o include chikdren is the Australian Bronchiectasis Regisiry
(ABR) [30]. The ABRR, initially embedded within EMBARC {with additional fields creaed), bas now
tramsferred s platform w REDCap, & web-based system that is widely wsed. Availability of o registry will
promote idemtificstion of undedying causes of bronchiectasis. Our planned regisry allows each leader in
their country to create and own their national registry that can be easily combived, or compared, with
regisiries af other countries, pending ethical clearances. Data poims with fiedd dictionares will be agreed
upon by the group; these fields will include endedying aetiologies, microhiology, lung functica and
treatment sspects. Future gims will be outlined on the wehsips.

Our team, further Information and the future
“Our panel is bath inchusive snd mubidisciplinary, and includes young researchers across 11 countries,
whilst remaining Europe-focused in this cusrert phase. Many in the team were members of the pesdiatric
bronchiectasis CPG (5], Child-BEAR-Net has an eight-member seedng commillee, & scientific mansger
aned an additicnal 15 core members (www.improveBE org). We plan foc future sawllite members from the
pamel's respective countriss (figemne 1). Pending further lunding, future projects could include biobenking
of specimens. We hope 1o engage industry partvers amned expens from other countries whose interedts align
with Clild-BEAR-Net's aims and thal they will join us and build their local wams with suppodt from the
seering group. To join Child-BEAR-Net & & satellite member ar to oblain suppart in impeoving patient
k_ care, please contact your country™s leadesiea-leader listed on the website. To join &8 & new country Jeader,
> pleass contact kidsbungresearch@mgut. edu.an ;

Clild-BEAR-Net will ereate vital inlrastructune to progress education, advacacy and research collshostion
in paediairic bronchiectsis (see wwiwlimproveBE.org). With the ELF ared parent advisory group, our initisd
planned projects respond to identified needs and complement the ERS paedistric bronchisciasis CPG [S)
Our CRC will advance bronchiectasis by raising awarsness and encouraging an evidence-based approach
1o diagnosis and management. In deing so, this will improve the lives of the many chiklren at risk af, oc
allected by, bronchivcasis.
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