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This report is about you and how cystic fibrosis (CF) affects you and other people all over Europe. The report is ba
on demographic, diagnostic and clinical dakemut people with CRPvClrcollected by individual CF centres and the
national CF registries that participate in the European Cystic Fibrosis Society Patient Registry (ECFSPR). We havi
to make the presentation of #sedata as clear as possible and hope that you will find the report interesting and easy
to understand.

This yeamwe alsopublisked a highlights reportas well asa dynamiconline repot; both displaykey information from

the full annualreportand we believe they are interestify anyonewho wantsto know more about the diseaseit

prefers notto read all the detailed information in this document.

For rewsandregularupdatesand to know more about the ECFSPR, we invite you to vigiebsite you can also find

us onLinkedIn

We will continue to work with patient organisatidiesincrea® awareness of the Registry amshwCFand their
families. If you have suggestions on how we can impooveanythingn this report is not cleayou are welcome to
contact usviaemail atinfo@ecfreqistry.eu

If you want b discuss$urther the resultgpresented in this repoftom your countrywe encourage you to contact your

CF centre. For more information about tBEFBRplease visit ouwebsite

Information on how we handle your data and how you can exercise yourcaghtse foundn the ECFSPRrivacy
Notice

Last but not least we would like to extend a huge thanks to all oagdypurfamilies,for allowing us to collect, and
include in the European CF Society Patient Regilstty about you and your lives with CF.



https://pr.ecfs.eu/ecfspr-2024-data-highlights-report-is-ready/
https://pr.ecfs.eu/online-report/
https://pr.ecfs.eu/
https://www.linkedin.com/company/84849296/admin/feed/posts/
mailto:info@ecfregistry.eu
https://pr.ecfs.eu/
https://pr.ecfs.eu/wp-content/uploads/2025/11/ECFSPR_PrivacyNotice_vs7.1_ECFSPR_20250925.pdf
https://pr.ecfs.eu/wp-content/uploads/2025/11/ECFSPR_PrivacyNotice_vs7.1_ECFSPR_20250925.pdf
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The ECFSPR collects demograptiggnostiand clinical data of consenting people with cystic fibr@sigCFjrom
countries in the geographical areakafrope(as defined by the World Health Organisati@gtaare collected using a
common set of variables and definitions amdsent to the ECFSPR in one of the following ways:

- National CF registries (or individual centres with local databases) extract data from their own database at

import the data into the secure, online ECFSPRatdlection software

- Individual centres enter data directly into the ECFSPR software.
Collection of data at a local level must be approved by local data protection autlaniieenein accordance with
European data protection legislation. Data stored in the central databvageseudonymisedonly year/ month of
birth and randomised centre and patient codes are used as identifiers.
The data in th&eCFSPR can be analykedscientific purposeand we invite applications for specific projects from
independent researchers, institutions and Induskil.research project applicatiorere reviewed by the ECFSPR
Scientific Committeebased on theCommittee'srecommendation, the country coordinators in tBEFSP8teering
Group (composed of national representatives of the countries that contribute data to the ECFSPR) decide if the d
from their country can be used fopaoject This decsion is finalProjectapplications thabriginae from Industry are
also reviewed by the ECFS Clinical Trials Network. All applications must meet the European and individual country
protection legislation regarding patient anonymity.
For more information, please visit ouebsite

DSYSNIt /2yaARSNI a2ya

It is possible that some national registries use data definitions and parameters that do not fully correspond to thos
employed by the ECFSPR, either because some types of information are not collected, or they are collected by
national registry using different method. When the national registries upload their dla¢y muststate, for each
variable,whether their definitions meet those of the ECFSPR or tidhere is asignificant differencéetween
definitions that variablewasomitted from thHs annual report for that countnyif the difference is minor, we include

the variable but aded an explanatory footnote to the graphs and tables.

For example, the ECFSPR collects information on chronic Pseudomonas aeruginosaainfeuaseghe modified

Leeds criteria and/or the presence of elevadedi-Pseudomonas antibodies (sine list of variables and definitions

in our website. If a national registry colleatt & dzZOK AY F2NX I GA 2y & al G €Srkad 2
Odzt 1dzNBE G KA & @& S| NE signiicanflydifferany o terBCESPR gefiniich dfcHRonio Fseudomonas
I SNHZAAyYy2al> YR 6S g2ddZd R aSi GKAA dflaNhuhty deding ahonicd Y A
t aSdzR2Y2y a4 FSNUzZAAY 24l & aidKS LINB &Sy @histidch ctogeNtBthel K |
ECFSPR definition and weuld includethe variable and data the annuakeport, with a footnote added to the
relevant tables and graphs.

The countries withhewer than 5 individuals in an age group (degver than 5 adults) are excluded from both the
graphs and the tables.

The number of missing valyder any given questiors important when interpreting the results, since it is impossible

to know if gow CF with a missing value for a given complication has this complication or not, meaning given frequenci
are less accurate. For example, in a country where 7% of the people with CF have liver disease but for 20%
information on liver disease is unknawissing, the true frequency of liver disease will be anything between 7 and
27%.

You will find some differences between the findimghe reports of someational registries and the ECFSPR report.
This is because some variable values are recoded or computed in different ways. For example, some national regis
compute the age of the individual at the date of the annual visit and consider 16 yearsuatsofiéor adult age. The
ECFSPR computes the age at FEV1/height/weight measurement and the age -apf@l@vend of the year) and
considers 18 years as the @it for adult @e. Another example: for lung function values such as FEV1 the raw data
values, reported in litres, are not informative unless they are expressed in relation to the age, sex, and height of t



https://pr.ecfs.eu/projects/project-applications/
https://pr.ecfs.eu/documents/
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individual. We therefore needed to transform the raw values into new variables to compare lung function betweel
people with CF in different countries. We used common reference populations for all data when calculating the valu
as a percentage of predictérom the raw data. Slightly different values can be obtained when using another reference
population on the same raw data. It is important to use a common method of calculation when comparing differer
countries, just as the national registries choosmmmon method of calculation when they compare the individual
centres in that country.

The estimated coverage, i.e. the percentage of people with CF included in the national registry or national da
presented by the country, varies; see table 1.1. These differences can influence how Hre idé¢apreted and we
therefore advise comparisons to be made only between countries with similar coverage.

The date of the database thais used to create the tables and graphs in this rep@® ilovembeR025
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Only people with CF seen during the year by clinical staff. The total number prdsetiiecthree years i$4,241for 2024, 49,218 for 2019 and 38,786 for

2014

" Only people with CF alivetae end of each yeaiThe total number of the CF population presente83088for 2024, 48,849 for 2019 and 38,359 for 2014

Only people with CF seen duriegchyear. For the United Kingdom, all individuals with a confirmed diagnosis of CF were includ&8{Ner12(24,

N=10,655 for 2019 and N=10,580 for 2pT¢he total number presented §5,199for 2024, 49,806 for 2019 and 39,936 for 2014

Note: PwCHs an abbreviation for people witly&icFHbrosis
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The ECFSRRBveragdi.e. the proportion of the estimated total number of people with CF in a country included in the
registry)continues to growData come from national registrigsth their own collection systentw from centres in
other countries thatnput data directly to our custordesigned data collection platform.

Onlyafew countries in Europe kianotyetcontributeddatato the ECFSPR and we aredntactwith thoseremaining

to welcome them. In some countriest everyonewith CFhas had the opportunity tocontribute tothe ECFSPahd

we invite all CF cemes tojoin. We are confident that over the nefgw years several more caet and countriewill

do just that.National Coordinators that have been appointed by their cowagsystin this proces$®y encouraging
localcentresto becone new ECFSRRntributors

This chapter gives information on coveragewell as omageand sexdistribution in Europe and in the participating
countries. In countries with a lower coverage, age distrib@m@hmean age of the people with @ight be skewed
sincenot allCFcentresfor children and adults the country have contributed data

Countrylevel data foBosniaHerzegovina and Kyrgyzstaas not beemeportedsince these two countries reported
fewer than 5 people with CButthey are includedh the total. For Kazakhstan, the estimated coverage is low and it is
0% for children and adolescents, therefore for this reason this country will never be shtbemiaphs and tables
aboutchildren/adolescents.

Formoredetails, please refer to the footnotes of the tables and graphs.
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* Countries with an established national CF registry.

o These countries ampnsidered ational registiesbecauseall centres in the country participate in the ECFSPR.

o In the Total the 2 countries with €wCFRre included
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This country hatewerthan 5PwCFRndisthereforenot reported incountry-leveltables and figures.

Kazakhstaonly sent datafor people with ClBlder thanl6 andtherefore it will not be reported ithe tables/figures on children and adolescents
For Luxembourg the coverage for children withnCF24 wa >80% and for all people with Clas60%.

It is unknown how many people with CF left the country after the start of the war.

Bosnia Herzegovina

g-b(.»)l'\.)lA

¢KS O2f dzYy a,tregistdrdid, Shot ot ioKollodL IE R A & hdinbess Dfindivii@ls with CF that
attended clinicandalso hose who were not seen by clinical staff during the yeawbrg known to be alive that year.
¢KS O2fdzvYy at S2LX S ¢ A tunbers@indivliilg with CENIBGafiefided thehAit during KeS
@SN} ¢KS O2fdzyy da9aiAYFriSR O2@0SN)} 3S¢ akKz2ga GKS Sal
were included in the national registry / national data collection as reported by the country. Some countrigdymay
have one centrevhereall / almostall the people with Cln the country are cared foFrom chapter 4 onwards, only
people with CF seen during the yaadwho have never had a transplant are considered for the analyses (total number
51,2949.
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MB®SY23IN) LIKAOA

CAJdzNB ¢WMKISH ydzZY O SNJ 2F LIS2LX S 6A0GK / C NB@AAGSNBR Ay
Number ofpeople with Clregistered in the ECPS in 202.

Iceland || 16
Luxembourg || 25
BARepublika Srpska || 25
Kazakhstan J| 29
Kosovo 33
Cyprus 35
Ammenia 39
Montenegro 42
Estonia 45
Lithuania 52
Latvia 53
Moldova 59
Albania 79
Georgia 86
Finland 91
Slovenia 126
Croatia 148
Belarus 148
North Macedonia 170
Serbia 229
Bulgaria 264
Slovak Republic 325
Norway 395
Portugal 413
Romania 424
Ukraine 546
Hungary 547
Denmark 574
Israel 597
Greece 690
Czech Republic 755
Sweden 814
Austria 909
Switzerland 1118
Ireland 1403
Netherlands 1608
Poland 1726
Turkiye
Spain
Russian Federation
Italy
France
Germany
United Kingdom

o

500 1000 1500 2000 2500 3000 4000 5000 6000 7000 8000 9000 10000 11000 12000
number of pwCF

Note: The xaxis scales differ between the left and right panels.

Each bar shows the number of registepssbple withCF (exclues thoselost to followup) living in that country in
2024. Please refer to table 1.1 for the coverage in each country.
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CAJdaNB ¢WMKIS ydzYoSNJ 2F O2dzy iNAS&a yR LIS2LXS 6A0GK / C A
Number ofregisteredpeople with CF and number of countries from 2008 to4202

mmm had a transplant s never had a transplant === number of countries
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40000

number of pwCF
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$813Uno3 Jo squinu

N
o

20000

10000 10

2008 2009 2010 2011 2012 2013 2014 2015 2016 2017 2018 2019 2020 2021 2022 2023 2024

Figurel.3 present data over time using cross sectional data per year of people with a confirmed CF diagnosis. £
people with CF alivend seendeceased, or not seen bkritown to bealive during the year of followp were included.
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CAIdaNB 'vdE RA&GGNAROdza 2y RSY2yaidNl iSa Fd aKFNL) RSOf AyS
Distribution of ge at followup. Registered @ople with Clandalive on 31/12/202.
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Each vertical bar shows the number of people with CF of that age aliveliT@82nedian agef PwCFor 2024 is 21
years, for 2019 and 2014 was 19 yearg¢table A1.1Appendix 1
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M® 5SY23INI LKAOA

CAIdgNB ¢WKdS LINPLRZ NBRHR 2@ NIREA 1O2yaARSNIofté& 0SGsSSYy 9«
Proportion of childrerand adolescentg<18 yearshnd adultsd » my , BySbuht#y and overalRegistered gople

with CF alive on 31/12/2@Ztable A1.2, Appendix 1

[b<18 years Mz18 years

Total

Belarus |
Georgia
Kosovo |

Albania |
Turkiye |
Luxembourg |
Armenia |
Romania
Ukraine |
Montenegro
Moldova |
Serbia

BA Republika Srpska [
Russian Federation |
Latvia |

Estonia |

Poland
Bulgaria |

North Macedonia
Iceland |

Croatia
Hungary [

Czech Republic |
Slovenia [
Slovak Republic
Lithuania [
Portugal
Cyprus |

Austria

Spain |

United Kingdom |
Switzerland |
Ireland |

Finland |
Germany |
Denmark
Sweden |

Italy

France |

Norway |

Greece |
Netherlands |
Israel |

The yellow barshow the percentage of childremd adolescentwith CHn 2024; the green basshow the percentage

of adults.Seetable A1l (Appendix ) for more information on the age at follewp, by country and overall, for
registered people with CF alive on 31/12/20PHere are more adults (57%) than children (43%) in the ECFSPR, anc
more males (53%) than females (47%).
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Number ofregisteredpeople with CF and percentage of adults ehittiren/adolescentfom 2008 to 202.

W >18years @< 18 years

60000

50000

40000 s 205 5% R56% S7%)
D70

30000 53%|

number of pwCF
w
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=X

20000

10000
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i
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year

This graplpresent data over time using cross sectional data per year of people with a confirmed CF diagnosis. A
people with CF alivend seendeceased, or not seen butown to bealive during the year of followp were included.
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In the following tables and figures age at diagnasis information on newborn screening akown.The age at
diagnosis particularly in children and adolescernits strongly influenced by thexistenceor not of a national CF
newborn screening program. Informatiaboutthe proportion of people with Cper countrywho werediagnosed
throughnewborn screening is therefoedsoshown

Meconium ileust birthmaytrigger further investigatiom orderto exclude or diagnose CF, even though its prevalence
differs considerably between the countrieshaghlightedin one of thegraphsbelow.

In this chapter and the following ones, odta forpeople with Ckvho wereseenby a cliniciarduring the yeaare
presented.
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¢rofS wdWvS 0 RAFIYy2aA4 Ay OKATfRNBY FYyR FR2f Sa0OSyida
2F I yS602NYy AONBSYyAy3d LINRPINIYYS Ay GKS O2dzy i NB®

Age at diagnosis (in years): descriptive statistics, by country and overall. All children and adolescents (<18 years)
and seerby a cliniciain 2024.

I 2 dzy G NB aSRALY

0K E1F6 [G®K

6SNE RAL

0ST2NB
FEol yAl oy
I NYSyYyAL HY
I dza G N& | onc ndp non nowm Mn oy
. St I NHz& mMnn M®dCc non naon MO ®n
.l wSLizotf Al mce Mo nom Modn p®p
.odzf 3 NA T MnT Hdn non noc Mp dn
I N2 I ol TC M ®n non non TOMm
/ & LINHza M N M @ p non noc c dc
/' TSOK wSLidzony ndc non nom Mc ®m
58Sy Yl NJ HAH T non non mMnddg
9alG2yAl H N MmeT non nop hdm
CAYyftlYR on Mo non nop MH ®n
CN} yOS HPpHP nodn non nom MT &T
DS2NHA I pc o ®H non MOT Mp ®n
DSNXI ye HTOM MOM non noH Mc ®c
DNBSOS HNDp Modn non nop Madn
| dzy 3 NEB HY T MOT non noc Mn oT
LOSt YR b nor non noH 0 ®H
LNBfFyR pHC nor non nowm MH®T
LaNI St MnT M D H non naon MH ®n
Lalrte HMMO nN&T non nom Mp ®n
Y2a202 HY M®dn nom noo T ®p
[ FGOAL OH noc non nou noc
[ Al Kdzk yAL HH H®p non noy Mc ®c
[ dZESY6 2dzNH Hn noo non nom M®o
wSL) 2F az2floc HOn non naon MH ®o
az2yiSySaN®E on Modn non naon hbodn
bSGKSNIIYRipmMn norT non nom Mc ®n
b2NIK al OSiTy M®n non noo TOD
b2NBI & MO H noy non nom MMPC
t2fFyR hnt  ndc non nom MN OH
t 2 NI dAal £ MC C M®OM non nom MH ®Dp
w2YLl YAl Hop M Pp non non MT @n
wdzaadAlYy CSIHHGH nod non noH MT ®H
{ SNDB A I Mp N Mm®p non non Mp PMm
{t20F17 wSLIMHM noT non noH MM N
{t28Syhrl pc M®OM non naon p dc
{ LI AYy Mnoc nodc non nom MneT
{6SRSYy HT C MOT non nop Mn ®OH
{6A0GT SNX I yIodc ndc non nom Mp ®n
¢NNJ) ARS HMGpPp MOM non noo MT ®n
YN AYS ooy MDD non noc mMc ®n
'YAGSR YAyinnann ndo no MT ®c

n nom
620§ Jionolnoy — [non  Inom  lwror
Note:  For Cypruand Greecethe information on age at diagnosiss missing for more than 10% of tt
people with CF.
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clinicianin 2024.

/ 2 dzy G NB - aSRALlY
6 | ¢ ] 5 5 6 KI EtFs &

6SNB RAL

05F2NE

1folFyAl non noy

I NYSYyAL noy OH®DH
I dza 4 N& | non cnon
lwSLddzo £ AL noH Hnon
Ldzf 3 NR | nom cn®do
/ N2 I ol nom n omdn
/ & LINHza nom o ccodm
/T SOK wSLlzi oy H noT non noo cn oy
58Sy Yl N] opT odd non noc cMmdT
9alz2yAl My non nom mMm®do Hp Dn
CAYflYR np c ®n non HON pndo
CN} yOS nycc c¢codb non nop y M®H
DSNXYI yeée nMocH poén non nog THOT
DNBESOS oHN nodo non noT pndd
| dzy 31 NEB Hpn p Py non M PN nHOT
LOSt I yR T noo nom noo non

LNBf I yR ynT noT non nop TMODYy
AN St oy ¢ T ®n non nor Tndo
LGk te opoH MANDT non M®OMm TT ®cC
YETF1{KaAdly Ho MH ®n nop bdn noon
Y2&a2@02 p non noc M®dn Mc ®n
[ FGBAL M p®c nowm o dn Hp dc
[ AGKdzl yAL HT T O non non HT ®Mm
[ dZESY6 2 dzNE p hodH noo odn HNndn
wSLJ 2F az2ftlmn pdd noo mM®n HOo ®n
az2yiSySaNE mH non noH H®n HNDp
bSGKSNI I YR: dyy c dc non Modn cy ®n
b2NIK al OSicp HOT non non HQDH
b2NBI & HpH M PH non HdH TT OH
t2fFyR ccod coT non MOT ppoeT
t 2 NI dAal f HHC MH ®n non c oy py ®n
w2YlyAl yy T do non H ®H noon
wdzadaAly CSimmon T oy non o by ppop
{SNDALI o ¢ p ®H nom o dy My ®c
{t20F1 wSLIimpT TOn non M ®H pgodn
{t208SyAl cT o dy non noy oT ®n
{ LI AY Mpno ¢dp non M do Todn
{6SRSY pno con non M ®n THON
{6AGT SNI I yIipop c dc non Modn ynom
¢NNJ[7\éS pon cdp non HOn nT on
PYNFAYS MO N TOMm non non oy ®p
'YAGSR YAYicono cody noc y n®H

6201
Note: Belarus and@Georgia have <5 aduligho wereseen in 202 andboth countriesare excluded from the tabldut the people are included in the tot:
number.

Note: ForAustria,Cyprus Greece and Switzerland the information on age at diagnosis is missing for more than 10% of the people with CF.




* K
L *
eﬁzs 9/ C{tm yundal f 51
* *
* K

Patient Registry

HO S5Al3Iy2ara

CAIdeNB WD KIS A YL SYSyiGloezy 27F v Séce2 NF REEBNE SHI0BAE RLINEA
0 STemSeo IYNF RS

Proportion of childremiagnosed wittCF at younger than 3 months, between 3 months and 18 years, by country and
overall. All childreand adolescentwith CF seeby a cliniciarin 2024.

@O <3 months B 3 months-18 years

Total

United Kingdom
France

Austria
Netherlands
Switzerland
Poland

Czech Republic
Ireland

Slovak Republic
Norway
Luxembourg
Spain

Italy

Denmark
Latvia

Russian Federation
Portugal
Albania

Iceland
Germany

North Macedonia
Israel

Slovenia
Croatia

Serbia

Cyprus

Belarus

Turkiye
Romania
Sweden

Greece
Montenegro
Finland

Ukraine
Hungary
Georgia
Lithuania
Bulgaria
Moldova

BA Republika Srpska
Kosovo

Estonia
Armenia

0 10 20 30 40 50 60 70 80 90 100
%
Note: For Cyprus and Greece, the information on age at diagnosis is missing for more than 10% of the people with CF.
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Proportion of adults with CF diagnosed at younger than 3 months, between 3 montt&yeais] and older than 18
years, by country and overall. All adults witrs€#n by a cliniciain 2024.

O <3 months M3 months-18 years M >18years

Total

Austria

Albania

France

North Macedonia
Ireland

United Kingdom
Italy

Israel

Slovenia
Croatia
Netherlands
Iceland
Denmark
Germany
Slovak Republic
Greece
Sweden
Switzerland

BA Republika Srpska
Czech Republic
Spain

Norway
Finland
Hungary
Montenegro
Poland

Turkiye
Romania

Latvia

Portugal
Estonia

Serbia

Bulgaria
Russian Federation
Lithuania
Ukraine

Cyprus

Kosovo
Moldova
Luxembourg
Kazakhstan
Armmenia

o

10 20 30 40 50 60 70 80 90 100
%

Note: Belarus and Georgia have <5 adults se€2024 andoth countriesare excluded from the tahléut the people are included in the total number
Note: For Austria, Cyprus, Greece and Switzerland the information on age at diagnosis is missing for more than 10% of tlie @Eople wi
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CA JdaNB ardNB (0 K IiyKeSg gAf 3 2 DK A fo KRB o SNES( R y/ G éz$ R S NBSSa/002 NIy
aONBSyAy3Io

Proportion ofchildrenwith CF who underwent neonatal screening, by couiyegr of NBS program staaid overall.
Childrens years old or youngeandseenby a cliniciain 2024.

EWDone OMissing/Unknown BEMNot done

Total

Sweden ()

Moldoval)

Kosovo ()

Finland {}

Croatia )

BA Republika Srpskal)
Armenia()

Bulgaria ()

Israel ()

Slovenial)
Montenegro ()

Estonia (2023)

Greece (2023)
Romania (2022)
Albania ()

Hungary (2022)
Lithuania (2023)
Serbia (2009)

Latvia (2019)

Ukraine (2013}

Morth Macedonia (2019)
Germany (2018
Netherlands (2008)
ftaly (1983)

Denmark (2015)
France (2002)

Ireland (2011)

United Kingdom (1584}
Russian Federation (2007)
Belarus (2018)
Portugal (2015)
Austria (1997)

Poland (20039}
Switzerland (2011)
Czech Republic (20035)
Tiirkiye (2015)

Spain (1993)

Slovak Republic (2009)
Norway (2012)
Luxembourg (2018)
Georgia (2012)

E]

Note:  Cyprus and Iceland have <5 childndro were5 years old or young@ndseenby a cliniciain 2024 andboth countriesare excluded from the grapl
(neither country had implemented a national NBS programme as of 2024).

Note:  Where there is no year in brackets after the country name the couittryotl havean NBS programnees of 2024

Note: For Italy,Netherlands,Serbia, Spain, Ukraine attte United Kingdom the year ibracketscorresponds to the start of the firsegional NBS
programme.

Note: C2NJ CNJ yOS IyR GKS ! yAGSR YAYy3IR2Y LRAAGADBS | yasSNA 0 oy the/facidds
that led to CF diagnosis.
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CA I daNBE arSdD 2 y A deYi AdK gERIBEK NORNIB S (G KS UNA (R S Dyl QRS @202 NG
Children and adolescentsth CRwho hadmeconium ileust birth, by country and overalAll children and adolescents
with CF seeby a cliniciamn 2024

MYes [@Missing/Unknown © No

Total

Montenegro
Luxembourg
North Macedonia
BA Republika Srpska
Armenia
Hungary
Georgia
Albania
Moldova
Turkiye
Lithuania
Slovenia
Ukraine

Serbia

Russian Federation
Estonia

Spain

Italy

Greece

Slovak Republic
Ireland

France

Portugal
Finland

Belarus
Bulgaria

Czech Republic
United Kingdom
Switzerland
Romania
Germany
Denmark

Israel

Latvia

Poland

Norway
Netherlands
Sweden
Austria

Kosovo

Iceland

Croatia

Cyprus

Note: For Cyprus, Hungary, Lithuania and Ukraine, the information on meconium ileus is missing for more than 10% of thecchidtescamts.
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AYONBIFASR AgdzZNRENMZ®G
Neonatal screening ichildrendiagnosedvith CFvho were5 yearsold or younger in the yeafrom 2014 to 2024.
100

%0

80

70

% of pwCF
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30

20

10
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year

Inthis graph data over timare presentedusing cross sectional data per yeactufdrenwith a confirmed Céiagnosis
Childrerwith CRvho arealiveand seen by a cliniciadeceased, or not seen during the year of foligpwere included
thosewho were lost to followp and/or hadtransplanted lunfs and/or liverwere excluded




9/ C{ tm yhyndal ¢ 5I-

Cystic fibrosis is caused pgthogenicvarians, also called mutationgf the CFTRcystic fibrosis transmembrane
conductance regulatogene At least one variargn eaclallele, orcopy, of the gends inherited fronboth the mother

and the father. Ithe variants on both allelese the same, the persondgaid to behomozygous for thigariant if the
variants on the two allelemre different the person is considered to be heterozygous.

We providedthe countries with a list of the 1600 most common variants based on the Cystic Fibrosis Mutatior
Database (CFTR1). If an individual with GBR kariant thats not in this databasethe CF centre or national registry

can submit ias free text. During thaata quality controls carried out on submitteataby the ECFSPR s$éitial team

any variantnot on our listwaschecked for obvious misspellings or alternative names and, if identified as a known
variant, renamed. There are different nagniconventions for variants this report we use the original variant name
(legacy name), if it exist®iore than 90% of the variants in the CFTR1 datateagethis nomenclature.

If DNA analysisf the CFTRenehasnot been carriedoys S a1 SR G KS O2dzy i NA S
KFa 0SSy R2ySs odzi 2yfte 2yS 2N y2 OFINAlIylia ¢
unidentified variants.

How DNA testing is carried out differs from country to country; some use standard kits to test only a limited numbe
of the most common variants (e.g. 28), while other countries performddidikses of the whole gene until the variant

is detected.

a (2 NE
SNB T2

tfSFasS y2G8 GKFGZ FfiK2dzZa3K y20 LINS&ASYGISR Ay GKAA& NB
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Proportion of people with Ckith two variants identified among thoseth DNA analysis, by country and overall.
People with CF seen in 202
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[ dZESY o6 2 dzZNH n non Hp M n
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b2NIK al OSIn non M o M N
b2NBI & o} noy oyc hpDdH
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t 2 NI dAal £ c mM®p 0 H by dp
w2 YLl YAl oc pDdn ocp dmPn
wdza &A1y CSimTn pon OHMN dhp ®n
{ SNDB A I My bPn MT N bn dc
{t28F7 wSLkHup y ®c HCp bmdn
{(t28SyAl ) HOn MH M bt dc
{ LI AY MO0 odd HpmMmC dpc dm
{6SRSYy M nom T ¢on PhP P
{6AGT SNIX I yion odo MAAM dbc dT
¢NN.17\é§ Hon y ®c HNYyH mdn
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AuSR YAY:iHp® MAMOH QT dp
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GKA&A A& LINIfe RdzS (2 RAGSNBYG FLILINRIFOKSa G2 5b!
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Prevalence of the F508del variant and two class | variants in people with CF, by country and overall. All people witf
seen in 2024.

W At least one F508del  OOther (no F508del, max 1 class|) W Twoclss|
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F508del is the name of the most commonly occurring CFTR variant in the world. People with CF who carry two F50:!
variantsone oneach allele, N5 2FiSy RS&aONAOGSR Fa KFg@gAy3a aOftlaairo |/
RSAIANBS 2F RAaSIHaSod al! yly2e6yé HBtad#F50§dalids inéuded $ albgBridtyping f |
kits and would have been identified. Please note that the genotype grouping in this graph does not reflect the sever
of the disease in the countrieSFTRariants are classified into groups based on their effect on the CFTR protein. Clas
| variants are traditionally considered to result in no functional CFTR protein production. In 2025, the Europes:
Medicines Agency authorised elexacaftor/tezacaftor/itacafnd vanzacaftor/tezacaftor/deutivacaftor for PwCF
carrying at least one ngflass | CFTR variant. PBw& 3A &4 . dzZNHSt Sd I f o LJzf AaKS
distinguishingnatNB & LI2 y 4 A @S 6 a i NHzS€ 0 | Yy R NBs(EGHnjcaAMediGne p0a5S63076)L.J0 ;
and subsequently identified two ngesponsive Class Il variants (Besponsive to elexacaftor/tezacaftor/ivacaftor)
(European Respiratory Journal 2026;67:2501783).
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This table presents the most common variants found in the ECI@@RRata. The last column indicates in which
country this particular variant is most frequent. F508del is, by far, the most common Vidr@fuallowing maps (figure
3.2-3.6) show the distribution of the allelic frequency of the first five most prevademost commonly occurring,
variants.
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0-40.00% . 40.01-60.00% . 60.01-80.00% . >80.00% Not participating

Note: BosniaHerzegovina and Kyrgyzstae notd bt participating ¥ theidziata are omitted becauses PWCF were reported
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BosniaHerzegovina and Kyrgyzstae notd bt participating ¥ theidziata are omitted becauses PWCF were reported
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0-1.00% . 1.01-2.00% . 2.01-3.00% . >3.00% Not participating

Note: BosniaHerzegovina and Kyrgyzstne notd bt participating tf@eidzata are omitted becauses PWCF were reported
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0-1.00% . 1.01-2.00% . 2.01-3.00% . >3.00% Not participating

Note: BosniaHerzegovina and Kyrgyzstne notd bt participating tf@eidzata are omitted becauses PWCF were reported
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0-0.50% . 0.51-1.00% . 1.01-2.00% . >2.00% Not participating

Note: BosniaHerzegovina and Kyrgyzstne notd bt participating tf@eidzata are omitted becauses PWCF were reported

The 2789+5G>Avariant is most frequent idrmenia(4.2%)and in Suthern Europeand less common in Eastern
Europe.
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Lung function, or lung capacity, is measutedughspirometry, a test whictletermineshow much air can be forced
out of the lungs itthe first second of a singteeath. Theneasurementsedis called~EY (Forced Expiratory Volun)e

and itis measured in litredut the lung capacity is normally expressed as a percentage of the expected (or predicted
value- FE\Woof predictedor FEV1ppThe predicted value is determined from healthy individuals of the agegex,
ethnicity and height this iscalled the reference populatiod FEW6 of predictedralueof 100 means that the lung
function measurement is equal to the mean lung function measuremempefsonof the same age, sex, ethnicity
and height of the healthy reference populati@pirometrytestingrequires a certain amount of coordination and
usually cannot be performed reliably and consistently urdiild 5 about five to six years of ader this reasonwe
report onlycalculated=E\Woof predictedvalues for people with CF who are aged 6 or older.

We asked the countries to report the FEWeasured in litresfrom the best FEWo of predicted (computed at the
centres during spirometry testinggcorded throughout the year.

We excluded people from the analyses of ;WM have had one or more lung transplants since their lung function
does not reflect the severity of their CF lung disease. Moreover, we also excluded people witthh&Fekhdubother
transplans since followup data for them is sometimes missing.

In 2012, the Global Lung Initiative (&idjroduced multiS & Ky A O 2 LANI AGINEIGZSE NBFSNBy OS
a large international datasebmprised ofndividuals aged 3 to 95 years. These equations were endorsed by both the
EuropeanRespiratorySociety (ER$ndthe AmericanThoracicSocietyand became standard within the CF community
for clinical care, clinical trials, and patient registries. To calculate th&FEYredicted for this report we used the
2012 GLI equations and the ethniaiigtegories described by Quanjer PH et al. (for the full reference reterto
website.

Over time, however, it became increasingly necessary to understand if usidpeatde equations contributed to
health inequities. The GLI published a new set ofinecral reference equations in 2022 which no longer incorporate
race into the calculation of FEML (Bowerman C et al., Am J Respir Crit Care Med 2023;207(5)y4768
https://doi.org/10.1164/rccm.2022099630C).

Appendix 1 reports FE2¢ predicted according to both sets of reference equatiweshavecompared FEV1pp values
in PwCFalculated using both the GLI 2012 i&pecific equations and the GLI 2022 daeeatral equations.

We analysed information froPwCFaged 6 yearandolder witha recorded=EV1 measuremeint 2024and no history

of transplant. Our datasetas made up 06,116 childrerand adolescents (<18 yeass)d 26,095 adults

Ofthose under 1895.6%were white, 0.7%wereblack and 3.7%ere of mixed/other ethnicity. Favhite PwCF under
18,the median difference ithe FEVpp value calculated using the two sets of equatidbisl 2022 and the GLI 2012
was4.2 (IQR: 2156 6.2) percentage point$or black childrerand adolescentthe differencewas-10.8 (IQR:13.8t -

7.7) percentage poin@nd for those of mixed/other ethnicity vitas-2.3 (IQR:4.3t -0.1) percentage points

In theadult group97.5%were white, 0.3%were black and 2.2%vere of mixed/otherethnicity. Fomwhite adults with
CFthe median difference ithe FEVpp value calculated using the two sets of equations W& (IQR: 3156.4)
percentage pointsfor black adultsit was -5.8 (IQR:8.2t -4.4) percentage pointand for those of mixed/other
ethnicity it was0.2 (IQR:0.91 0.4).

Overall, the percentage white childrenwith CF vino had a FEVpp value>80 increase by 3 percentage pointshen

the 2022 GLI equations were uséid contrast, the percentage decreddsy 10 percentage points fatack dildren
with CFOverall, the percentage wiite adultswith CF vino had a~EVpp value>80 increase by 6 percentage points
when the 2022 GLI equations were uskedcontrast, the percentage decred$sy 7 percentage points fbtack alults

with CF.

F ¢KS Df206lf [dzy3 LyAosaloa@S o6D[LUO A& Iy AYOQISNYylasz2yl
LGa YFAY A Adzyd2Faa(OgRYNRBETSNBEY OS O f dz5a NEY NB NBINR
OzyaAraitSydte ONR&aa F3Sasxs aSESasx SGiKyAO 3INRdzJI | yR
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FEVbp: boxplot by country. Children with CF agetil6/ears who have never hadransplant, seeiby a cliniciarin

2024 (table A4.1Appendix ).

Total k ) —
Montenegro ] 1T}
Greece t — T
Lithuania — T
Czech Republic {1 [}
Spain ) e B
ftaly ' a1
Switzerland -_—
France t 4 1
Denmark T+ 1
Austria t — +
Portugal 1
Estonia T
Netherlands — T
Germany ; s 1+
Sweden —_— T T A
Ireland e
United Kingdom L I T—
Bulgaria = 1T 1+
Norway A
Finland —
Slovenia i M N |
Poland Y B
Serbia —{ ] }—
Slovak Republic I
Russian Federation t I I
Ukraine I e P P
Romania [ ot
Israel T
North Macedonia =T
Croatia T
Latvia T
Hungary —
Tarkiye T "1
Moldova A - I F——
Cyprus —{ 7T o
Armenia _—T-T
Albania T
Belarus [T
Georgia =11
0 20 40 60 80 100 120 140 160 180 200
FEV1pp

Note:  BARepublika Srpskaceland, Kazakhstan, Kosovo and Luxembourg have <5 individualsldggeaés at the date of FEMeasurement andhe
countriesare excluded from the graph.

Note:  For Albania, Belarus, Cyprus, Georgia, Latvia, Moldova, North Macedonia, RomanitheSRttsisin Federation, Turkiye and Ukraine FEV1 value
was reportedor more than 10% of the people with @Rhe6-11year old age group.

Note:  Sweden repoedthe FEV1 of thbest FEV1pp in the 12 months prior to the annual revikismeansthe value could be from 2023 or 2024.
The UK repoedthe FEV1 of théest FEV1pp from the period between annual revifiligs alsoneans that the valueould befrom 2023 or 2024

This boxplot is a graphic representation of the Fipin children with CF detailed in table AApendix L For each
country, the vertical borders of the box are the first and third quartiles, the dash (vertical black line crossing the yellc
box) is the median, the black dot is the mean, and the whiskers (vertical lines veitlape@ end) are the minimum

and the maximum.
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FEVpp: boxplot by country. Adolescents with CF age@iAgears who have never hattansplant, seeiby a clinician

in 2024 (table A4.Z\ppendix 1

Total I
Greece Y
Montenegro [y S— — ]
Norway ; T 1
BA Republika Srpska | — NI B ]
Czech Republic [ —r
Denmark [ —ry— A
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Switzerland [ e
Slovenia T
Portugal [ ——
Netherlands 1
Ireland I I
Poland IR I
Germany I Y I
Spain Y I
Lithuania I S—
United Kingdom =1
Slovak Republic =T 1
Sweden —r
North Macedonia =
Luxembourg T
Israel 5
Estonia —_— T
Finland e A R I
Bulgaria = T 1
Russian Federation ' I |
Serbia ' I I |
Croatia —_—
Romania [ I e
Ukraine [ — T
Hungary [ /1
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Tiirkiye L — A
Kazakhstan e e |
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Georgia =
Albania N N e
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Moldova | |
o 0 40 60 80 100 120 140 160 180
FEV1ipp

Note:  Cyprus, Iceland and Kosovo have <5 individuals aged yi€ars at the date of FEWleasurement anthe countriesare excluded from the graph.

Note:  For Belarus, Georgiaithuaniathe Russia Federation, Turkiye and Ukraine FEV1 value was reportfedt more than 10% dhe 12-17 yearolds.

Note:  Sweden repoedthe FEV1 of thbest FEV1pp in the 12 months prior to the annual review which ntieainthe value could be from 2023 or 2024.
The UK repoed the FEV1 of theest FEV1pp from the period between annual reviews vetgtimeans that the valueould befrom2023 or 2024
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FEVpp: boxplot by country. Adults with @§ed18-39 yearswho have never had a transplant, sdsma cliniciann
2024 (table A4.3Appendix ).

gAUK |/ C 00S(

QX

Total T
Luxembourg I S— —
Denmark I
Iceland ——
Montenegro — e ————————
fealy e
Nomway S —
Austria e
Greece S I
Sweden e
Czech Republic |
BA Republika Srpska e
France I I
Ireland T e
Netherlands L e |
Croatia e
Spain e
Germany I E—
Switzerland S N
United Kingdom I
Slovak Re public ——r
Latvia —
Isrzel —— e
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Poland e ee—
Romania L |
Slovenia e
Finland — [
Bulgaria e
Armenia [
Cyprus S
North Macedonia — e
Tirkiye ey 5000000
Ukraine ————— e
Hungary et
Albania [
Serbia ———
Russian Federation — e
Kazakhstan — e ———
Moldova ———— [
Lithuania — e
Estonia e
0 20 40 60 80 100 120 140 160 180 200
FEV1pp
Note: BelarusGeorgia and Kosovo have <5 individuals age&d9j&ars with FEVheasuremenandthe countriesare excluded from the graph.
Note: For Moldovathe Russia Federatiorand Ukraingno FEV1 value was reportid more than 10% of the people with CF agetiveen18and 39.

Note: Sweden repordthe FEV of thdest FEV1pp in the 12 months prior to the annual review which ntleainthe valuecould be from 2023 or 2024
The UK repoedthe FEV1 of théest FEV1pp from the period between annual revjgkis also means thate value ould be from 2023 or 2024

This boxplot is a graphic representation of thelpVh adultsdetailed in table A4.3Appendix ). For each country

the vertical borders of the box are the first and third quartiles, the dash (vertical black line crossing the green box)
the median, the black dot is the mean, and the whiskers (vertical lines withagd@d end) are the minimum atite
maximum.




9/ C{ tm yhyndal ¢ 5I-

n® [dzy3d FdzyOs 2y

CAIdzNB CrK@SB RA | 3 @F+ LINSRA OGS E KP2 NINBR 22 NESIEREAIKN SAC O S 6 ¢
me FYIRRGLISYRAY I 2y GKS O2dzy i NEO®

FEVpp: boxplot by country. Adults with @ged 40+ yeansho have never had a transplant, seen in 2024 (table A4.4,

Appendix 1
Total . S —
Denmark
Spain O S
iealy ) O
Austria — s
Ireland e
Sweden ) I
Portugal e o
Nonway 71—
United Kingdom |
Netherlands e
France .
switzerland — e
Israel [
Germany N R}
Czech Republic — e
Slovak Republic —
Greece —— e
Poland [
Bulgaria — e —————
Tiirkiye S O R
Finland e
Hungary I e — e
Slovenia ——
Russian Federation — e
o 20 40 60 80 100 120 140 160
FEV1pp
Note: Albania, Armenia, Belaru&ARepublika SrpskeCroatia, Cyprus, Estonia, Georgia, Kazakhstan, Kosovo, Iceland, Latvia, Lithuania, Lw

Montenegro, North Macedonia, Republic of Moldova, Romania, Sanllielkraineall have <5 individualsver 40 with a FEV1 value recorded in 2(
andall these countries werexcluded from the graph.
Note: For Hungary, Italyhe Russia Federation and Sloveni®m FEV1 value was reporti more than 10% of thever 40swith CF

Note: Sweden repogdthe FEV1 of theest FEV1pp in the 12 months prior to the annual review which ntieatthe valuecould be from 2023 or 2024
The UK repoedthe FEV1 of théest FEV1pp from the period between annual revjéins alsaneans that the valueould befrom 2023 or 2024

This boxplot is a graphic representation of theFipin adults detailed in table A4.Agpendix ). For each country

the vertical borders of the box are the first and third quartiles, the dash (vertical black line crossing the green box)
the median, the black dot is the mean, and the whiskers (vertical lines wihapdd end) are the minimum atite
maximum.
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This table shows FB¥ of predicted by age group for the to2fl24 ECFSRRtaset. The median values reported in
this table are shown as pink dots in Figureb&lsw.

CA3IdzNB [dgypd Fdzy Ose 2y RSOt AYySa o0SGsSSy GKS GKANR FyR
Median F&1% of predicted by age group and by country.
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This graph shows the median (the value that separates thertiglidrom the lower ha)fFEV1%f predicted by age
group. Each country median is represented by a dot (in turguaisd the overall median is in pink. The general
pattern shows that thé&EV1%f predicted slowly decreases until the agé40-49 and then levels out. The people in

the older age groups may have a less severe form of the disease and therefore live longer. There is considere
variation amongst the countries.
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FEMpp severity group, by countand overall Children with CF agél1 years who have never had a transplant.

MFEVIpp <40% MFEVipp40-80% [CIFEVipp »80%

Total |

Montenegro

Lithuania
Estonia

Nonwvay

Denmark
Switzerland

Sweden

Czech Republic

France
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Spain
ftahy
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Netherlands

Ireland

Portugal

Slovenia

Israel
Serbia

Finland

Croatia
Poland

Hungary

Slovak Republic
Bulgaria

Russian Federation

Romania

Latvia

Ukraine
Tiirkiye

Armenia
North Macedonia

Moldova

Cyprus
Belarus

Albania

Georgia

] 10 20 30 40 50 60 70 80 90 100
%

Note: BARepublika Srpskéceland, Kazakhstan, Kosovo and Luxembourg have <5 individualslageshs at the date of FEV1 measurementthede
countriesare excluded from the graph.
Note: For Albania, Belarus, Cyprus, Georgia, Latvia, Moldova, North Macedonia, RomanitneSRuiia Federation, Turkiye and Ukraine FEV1 value
was reportedor more than 10% of the people with CF ageld 6
Note: Sweden repokdthe FEV1 of theéest FEV1pp in the 12 months prior to the annual review which means that theoaldke from2023 or 2024
The UK repoedthe FEV1 of théest FEV1pp from the period between annual reviews vdistimeans that the valueouldbe from2023 or 2024
Figures 4, 47, 4.8and 49 show theFE\Lpp severity by country and overall. People with CF witREALpp >80% are
generally considered to have mild lung disease, those with a value between 80% and 40% to have moderate It
disease, and thoseith FEV1pp 40% to have severe lung disease. However, sinceyaakdld child with a lung
function of 50% of predicted has considerably worse lung disease thayears)d with the same value, and the age
distribution is not the same in all countries, we havesehao present childre6-11 (Figure 46), adolescentd2-17

(Figure 4.7)adults18-39 (Figure 4) andadults 40+ Figure4.9) separately.
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FE\Mpp severity group, by countgnd overall Adblescentawvith CF aged217years who have never had a transplant.

MFEVIpp<40% MFEVIpp40-80% [IFEV1pp =80%

Total |

Montenegro T
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Hungary
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Belarus
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Moldova

Georgia

Note: Cyprus, Iceland and Kosovo have <5 individuals aged yi€ars at the date of FEV1 measurementthadountries wee excluded from the graph

Note: For Belarus, Georgia, Lithuarifee Russia Federation, Tirkiye and Ukraine the information on FEV1% of predicted is missing for more thar
the people with CF aged-17.

Note: Sweden repoed the FEV1 of théest FEV1pp in the 12 months prior to the annual review which means that theoaldke from2023 or 2024
The UK repoedthe FEV1 of theest FEV1pp from the period between annual reviews vatgtimeans that the valueouldbe from2023 or 2024
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FEMpp severity group, by country and overall. Adults with CF ag&® ¥8ars who have never had a transplant.

W FEVipp <40% MFEVipp40-80% O FEVipp »B0%

Total
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Ukraine
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Russian Federation
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Serbia
Moldova
Albania
Estonia
o 10 20 30 40 50 60 70 80 90 100
%
Note: Belarus, Georgia and Kosovo have <5 individuals agg@l yisars witta FEV1 measuremengcorded in 2024ndthe countriesare excluded from

the graph.

Note: For Moldova, Russia Federation and Ukram&EV1 value was reportint more than 10% of the people with @Rhe 18-39 age group.

Note: Sweden repoed the FEV1 of théest FEV1pp in the 12 months prior to the annual review which means that thewaldke from2023 or 2024
The UK repoedthe FEV1 of théest FEV1pp from the period between annual reviews vatgdmeans that the valueouldbe from2023 or 2024




* K
* *
SBrS srctem v+ 51 [REIR
* *
*

Patient Registry

ne [dzy3d Fdzy Os 2y

CAIdzNB Lyddi KS YI 22 NX (8 KET ov@eifiny & NS dina e BA INE /2100) RRARE NJ
LINERAOBGIBRSY nm:r FYR ym:rod

FEMpp severity by country and overall. Adults with CF ag€d/ears or older who have never had a transplant.

MFEVipp<40% MFEVIpp40-80% [OFEVipp >80%

Total

Denmark

Portugal

itahy
Austria

Spain

Ireland

Sweden

United Kingdom

Nonwvay

France

Switzerland
Netherlands

Slovak Republic
Czech Republic

Greece

Finland

Germany

Poland

Israel
Tiirkiye

Hungary

Russian Federation

Slovenia

Bulgaria
[} 10 20 30 40 50 60 70 80 90 100
%
Note: Albania, Armenia, BelaruBA Republika Srpsk&roatia, Cyprus, Estonia, Georgia, Kazakhstan, Kosovo, Iceland, Latvia, Lithuania, Lu>

Montenegro, North Macedonia, Republic of Moldova, Romania, Serbia, Ukraine have <5 indixeduHlsyears of ageith a FEY measurement
recorded in 2024ndtheyare excluded from the graph.
Note: For Hungary, Italyhe Russia Federation and Sloveni®m FEV1 value was recorded more than 10% of the people with @Fer 40 years of age.
Note: Sweden repordthe FEV1 of théest FEV1pp in the 12 months prior to the annual review which means that the malldibecfrom2023 or 2024
The UK repoedthe FEV1 of theest FEV1pp from the period between annual reviews which means that the aalldlbecfrom2023 or 2024
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MedianFEM % ofpredicted by age group in 2012019 and 202.
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age [years) g-11 12-17 18-29 30-39 40-49 50-59 60+
024 g9 B100 12206 7161 3855 1852 885
2018 7s53m 7111 11083 5671 2761 1208 456
2014 5491 5420 8677 3751 1726 530 209

Note:  People with Ciwho wereaged 6 oolderat the date oflung function measuremerndwho have never had a lung or liver transplant.

In this graph we present data over time using cross sectional data per year of people with a confirmed CF diagno
The years 204, 2019 and 202 were used for the analysis. All people with CF, alive and deceased, were included
Exclusion criteria were people who have hauhg or livettransplant at any time during thdife and children younger

than 6 years at thdate of the lung function measurement.
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We collected data on a number pfilmonaryinfections common in CF and whetltee infectionwas either chronic
or not chronicintermittent (with the exception ofertain types ohontuberculous mycobacterighere we asked only
if the pathogen was found at any time during the follguyear).
In the microbiology category there are discrepancies between the ECFSPR definition of chronicity and those of sc
national registries. The ECFSPR definition of chronic infection (modified Leeds criteria for chronic infection, applied
to gram negativéacterig (seethe definition in ouwebsite is as follows:
The individual should be defined as chronically infected if he/she fulfils the criteria now or has done in recent yes
and the physician has no reason to believe the status has changed, when:

1 >50% ofespiratory samplesollected during the last 12 montfest least 4 samplegye positive;
and/or

91 significantly raised bacterspecific antibodigsccording to local laboratorigsre present.
When minor differences exist, the alternative definition is in a footnote; when differences are major, or if the
information on the pathogen vganot collected at glivesetthe corresponding date missing for that country.
Ly (GKS F2tf26A%3 3 RRIJHRS FWR Yi LBAGHESE R5 NI « & L0C A &S L2
GKSANI t ATS®
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Prevalence offeonic Pseudomonas aeruginosapeople with CF sedwy a cliniciann 202 who have never had a
transplant, by countrytable A5.1, Appendix ). The graph on the left presentise data forchildrenandadolescents
under 18 years of agend that on the right presentbe data foradults.

@Yes, chidren OUnknown, children  OMo, children B Yes, aduks OUnknown, adults O No, adults

Total I

Albania
Armenia
Austria [
Belarus
BA Republika Srpska
Bulgaria
Croatia [T
Cyprus
Czech Republic I
Denmark [
Estonia
Finland [
France [

Georgia [T
Germany I
Greece [
Hungary [
Iceland
Ireland [
Israel [T
tealy I
Kazakhstan
Kosovo [
Latvia T
Lithuania [

Luxembourg
Moldova

Maorntenegro
Netherlands || |
Morth M acedonia [
Norway [T
Poland [
Portugal [T

Romania |
Russian Federation [
Serbia [
Slovak Republic [
Slovenia [
Spain I
Sweden [T
Switzerland [
Turkey IT
Ukraine [
United Kingdom [

Note: Information was missing for more than 10% of children in Kosovo, and for more than 10% of adults in Armenia, IcelarahKoatwaBelarus
and Georgidave <5 adults seen in 202nd are excluded from the graph for adults.

Note: Ireland Chronicity foPseudomonas aeruginogeas defined as: & or more unique cultures in 2024 and greater than 50% positive b) at leas
more positive cultures during the 12 months preceding the last reported culture in 2024 or c) if chronic in 2023 andresyakdh in 2024 were
still positive.

Italy: chronicity foPseudomonas aeruginogas defined as: at least 3 or more positive isolates during the 12 months preceding tlepdasd
culture in 202.
TheUnited Kingdom: chronicity fétseudomonas aeruginosas defined as: 3 or more positive isolates during the 12 months prectbaitast
annualreview.

Pseudomonas aeruginosaa frequent infection, but prevalence varmonsiderably between countries
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Prevalence othronicBurkholderia cepacia complspecies in people with CF sd@na cliniciann 2024 who have

never had a transplant, by coun{table A5.2, Appendix )} The graph on the left presentise data forchildrenand
adolescents under 18 years of agel that on the right presentbe data foradults.

mYes chidren QOUnknown, children O Mo, children mYes aduks QO Unknown, adults @ No, adults

Total T T i I

Albania

Armenia

Austria

Belarus

BA Republika Srpska

Bulgaria

Croatia T

Cyprus

Czech Republic [T I
Denmark [

Estonia
Finland

France [
Georgia
Germany [ 1
Greece [
Hungary [T
Iceland

Ireland  []
Israel [
fealy [T

]
]
|
|
]
]
]
]
]
]
]
]
|
|
|
]
]
]
]
]
Kazakhstan |
|
|
|
|
]
]
]
]
]
]
]
|
|
|
]
]
]
]
]
]
]

Kosovo

Latvia

Lithuania

L embourg
Moldova
Maorntenegro
MNetherlands [
North Macedonia
Norway [T

Polnd []

Portugal [ |
Romania

Russian Federation [ |
Serbia [

Slovak Republic

Slovenia

Spain [T

Sweden [
Switzerland [
Turkey [] [
Ukraine [
United Kingdom

[
1] 2 4 & 8 10 12 14 1] 5 10 15 20 25 30 35 40
% %

Note:  Information was missing for more than 10% of children in Armenia and Kosovo, and for more than 10% of adults in AfRemidikBSrpska,
Iceland, Kosovo, Latvia and Moldova. Belarus and Georgia have <5 adults seen in 2024 and are excluded from the dsaph for adul

Note: Ireland Chronicity foBurkholderia cepacia compleas defined as: &) or more unique cultures in 2024 and greater than 50% positive b) at leas
more positive cultures during the 12 months preceding the last reported culture in 2024 or c) if chronic in 2023 andragsyat@h in 2024 were¢
still positive.
Italy: chronicity foBurkholderia cepacia comphegs defined as: at least 3 or more positive isolates during the 12 months precediast tteported
culture in 202.
TheUnited Kingdom: chronicity f@urkholderia cepacia complegs not collected

Chronic infection byBurkholderia cepacig@omplexspecies in gople with CRwas less frequentthan chronic
Pseudomonas aeruginog#ection (note the different scale on the horizontal axiBhere issome variation among
countries
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Prevalence dflaemophilus influenzddetected atleast once a yeam people with CF seday a cliniciain 2024 who

have never had a transplant, by cour(tiable A5.3, Appendix 1. The graph on the left presenise data forchildren
andadolescents under the age of &8d that on the right presentbe data foradults.

OYes chidren QOUnknown, children [OMNo, children BYes, aduks O Unknown, adults O No, aduits

Total i i

Albania I
Armenia
Austria [
Belkrus [
BA Republika Srpska
Bulgaria [ ]
Croata 1 [
Cyprus [
Czech Republic [T |
Denmark il I
Estonia
Finkand
France [
Georgia [T
Germany Il
Greece I
Hungary [
Iceland
Ireland [
Israel [ 1 |
fealy | I
Kazakhstan
Kosovo
Latvia T
Lithuania [
Luxembourg
Moldova [
Montenegro [
Netherlands [ |
North Macedonia
Norway I
Poland [
Portugal [ 1
Romania [
Russian Feder aion [ 1
Serbia
Slovak Republic [
Slovenia [
Span I
Sweaden [T
Switzerland [
Turkey I
Ukraine [
United Kingdom [

o 10 20 30 40 50 60 70 BO 90 100 o 10 20 30 40 50 60 70 BO 90 100
% %

Note:  Information was missing for more than 10% of children in Kosovo, and for more than 10% of adults in ArrReqid|iBASrpska, Iceland, Koso\
and Latvia. Belarus and Georgia have <5 adults seen in 2024 and are excluded from the graph for adults.

Note:  FranceandUnited Kingdomchronicity foHaemophilus influenasas not collected.
Ireland Chronicity foHaemophilus influenzaeas defined as: &) or more unique cultures in 2024 and greater than 50% positive b) at least 3 or
positive cultures during the 12 months preceding the last reported culture in 2024 or c) if chronic in 2023 and anyakdtunes2024 were stil
positive.
Italy: chronicity foHaemophilus influenzaeas defined as: at least 3 or more positive isolates during the 12 months preceding the last reported
in 2024.

This infectiorwas asfrequent asPseudomonas aeruginoisdiectionandthere isa similar degree of variation between
the countries.
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Prevalence ofhronicmethicillinsensitiveStaphylococcus aure(ddSSAn people with CF seday a cliniciafin 2024

who have never had a transplant, by cour{table A5.4, Appendix 1 The graph on the left presentse data for
childrenandadolescents under the age of &8d that on the right presentbe data foradults.

mYes chidren OUnknown, children O Mo, children WYes aduks [OUnknown, adults [ No, adults

Total I l

Albania [
Armenia [
Austria

Belarus
BA Republika Srpska

Bulgaria []

Croatia T

Cyprus I

Czech Republic I

Denmark [1

Estoniz [

Finland T

France [

Georgia [T
Germany Il

Greece

Hungary I
Iceland
Ireland [
Israel [T
Iealy |
Kazakhstan
Kosovo
Latvia I
Lithuania [
L embourg
Moldova
Maorntenegro [
MNetherlands [ 1
North Macedonia
Norway [T
Poland
Portugal [T
Romania [
Russian Fede aion [
Sebia [
Slovak Republic
Slovenia
Spain I
Sweden [
Switzerland
Turkey I
Ukraine |
United Kingdom [

1] 10 20 30 40 50 60 70 B0 90 100
% %

Note: Information was missing for more than 10% of children in Kosovo, and for more than 10% of adults in ArfRemdkliBASrpska, Iceland, Koson
and Latvia. Belarus and Georgia have <5 adults seen in 2024 and are excluded from the graph for adults.

Note: Ireland Chronicity foiStaphylococcus aureuss defined as: &) or more unique cultures in 2024 and greater than 50% positive b) at least 3 or
positive cultures during the 12 months preceding the last reported culture in 2024 or c) if chronic in 2023 and anytak@diuir2024 were stil
positive.

Italy: chronicity foStaphylococcumureuswas defined as: at least 3 or more positive isolates during the 12 months preceding tepdastd culture
in 202.
TheUnited Kingdom: chronicity f@taphylococcuaureuswas defined as: 3 or more positive isolates during the 12 months predbeifest annual
review.

This infectionwas as frequent aBseudomonas aeruginosdection with a similar degree of variation between the
countries
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Prevalence of methicilliresistantStaphylococcus aure(MRSAJdetected at least once a yeanpeople with CEeen

by a cliniciann 2024 who have never had a transplant, by cour{table A5.5, Appendix 1 The graph on the left
presentsthe data forchildrenandadolescents under the age of &8d that on the right presentbe data foradults.

mYes, chidren OUnknown, children O No, children mYes, aduks 0O Unknown, adults @MNo, adufts

Total [

Albania [
Armenia [
Austria [
Belarus
BA Republika Srpska
Bulgaria []
Croatia 1
Cyprus
Czech Republic [
Denmark (][
Estoniz
Finland
France [
Georgia [
Germany [T
Greece 11
Hungary [
Iceland

Ireland [
Israel [ T |
fealy I I
Kazakhstan
_

Latvia

Kosovo
Lithuania
L embourg
Moldova
Maorntenegro
Metherlands |
North Macedonia
Norway [T
Polnd [
Portugal [ |
Romania [
Russian Federation [ |
Serbia [
Skovak Republic [
Slovenia [
Spain I
Sweden [ 1
Switzerland [
Turkey [1
Ukraine [
United Kingdom I T

=)
(]
=
=
=
(%]
ra
S
A
w
&
i
(]
&
L
3]
=)
(]
=
=
=
(%]

20 25 30 35 40 45 50
% %

Note:  Information was missing for more than 10% of children in Armenia and Kosovo, and for more than 10% of adults in AfRemidikBSrpska,
Iceland, Kosovo and Latvia. Belarus and Georgia have <5 adults seen in 2024 and are excluded from the graph for adults.

Note: Ireland Chronicity fomethicillinresistantStaphylococcus aureuss defined as: &) or more unique cultures in 2024 and greater than 50% pos
b) at least 3 or more positive cultures during the 12 months preceding the last reported culture in 2024 or c) if @DaBiarmd any cultures take
in 2024 were still positive.

Italy: chronicity for methicillinesistantStaphylococcuaureuswas defined as: at least 3 or more positive isolates during the 12 mor@beding the
last reported culture in 202
TheUnited Kingdom: chronicity fonethicillinresistantStaphylococcusureuswas not collected
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Prevalence oStenotrophomonas maltophil{detected atleast once a yeaih people with CF sedy a cliniciann

2024 who have never had a transplant, by couitaple A5.6, Appendix 1 The graph on the left preserttse data for
childrenand adolescents under the age of 28d that on the right presenthe data foradults.Note the different

scale on the horizontal axis.

MYes, chidren OUnknown, children 0O Mo, children WYes, aduks O Unknown, adufts ENo, adults

Total I i

Albania

Armenia
Austria
Belarus [

BA Republika Srpska

Bulgaria []

Croatia [T
Cyprus [
Czech Republic [T ]

Denmark [T
Estonia [

Finland I
France [

Georgia |

Germany [T
Greece
Hungary [
Iceland

Ireland
Israel [ I
ftaly I

]
|
|
]
]
]
]
]
]
]
|
]
]
]
]
]
|
]
|
]
Kazakhstan |
]
]
|
]
]
]
]
]
]
]
|
|
]
]
]
]
]
]
|
|
|

Kosovo
Latvia I
Lithuania [
Luxembourg [
Moldova |
Montenegro
Metherlands [
North M acedonia [
Norway [T
Poknd [
Portugal [ |
Romania
Russian Federgtion [ |
Serbia
Slovak Republic [
Slovenia [
Spain Il
Sweden [ |
Switzerland [
Turkey [T
Ukraine [
United Kingdom [

1] 5 10 15 20 25 30 20 25 30 35 40
% %

Note:  Information was missing for more than 10% of children in Armenia and Kosovo, and for more than 10% of adults in AfRegiblil@8rpska,
Iceland, Kosovo and Latvia. Belarus and Georgia have <5 adults seen in 2024 and are excluded from the graph for adults.

Note: Ireland Chronicity foiStenotrophomonas maltophileas defined as: &) or more unique cultures in 2024 and greater than 50% positive b) at le
or more positive cultures during the 12 months preceding the last reported culture in 2024 or c) if chronic in 2023 @hdestaken in 2024 were
still positive.

Italy: chronicity foStenotrophomonas maltophiliges defined as: at least 3 or more positive isolates during the 12 months precedast tieported
culture in 202.
TheUnited Kingdom: chronicity f@tenotrophomonas maltophiligas not collected
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Prevalence oAchromobacter speci@sfection(detected at least once a yeam)people with CF sedayy a cliniciann

2024 who have never had a transplant, by coui(taple A5.7, Appendix 1 The graph on the left preserttse data for
childrenand adolescentsinder the age of 1&nd that on the right presentke data foradults.Note the different

scale on the horizontal axis.

OYes, chidren OUnknown, children  OMo, children mYes, aduks 0 Unknown, adults @MNo, adults

Total 1 [~

Albania

Armenia
Austria

Belarus
BA Republika Srpska
Bulgaria
Croatia
Cyprus
Czech Republic T
Denmark [ 1
Estonia
Finkand

=

France [
Georgia |
Germany [ 1
Greece
Hungary ]
Iceland
Ireland [
Israel [
fealy [T

]
]
]
]
]
]
]
]
|
]
]
]
]
]
]
|
]
]
]
]
Kazakhstan |
]
]
|
|
]
]
]
]
]
]
]
]
|
|
|
]
]
]
]
]
]

Kosovo [
Latvia [
Lithuania [
Luxembourg
Moldova
Maorntenegro
Metherlands [
Morth Macedonia [
Norway [T
Polnd [
Portugal [ |
Romania [
Russian Federation

Serbia
Slovak Republic [
Slovenia

Spain [T
Sweden [ [
Switzerland [
Turkey [ [
Ukraine
United Kingdom I T

k] k]

Note: Information was missing for more than 10% of children in Armenia and Kosovo, and for more than 10% ofAdiolailtis isrmenia, BARepublika
Srpska, Iceland, Kosovo and Latvia. Belarus and Georgia have <5 adults seen in 2024 and are excluded from the ggaph for adult

Note: Ireland Chronicity foAchromobacter speciegs defined as: &) or more unique cultures in 2024 and greater than 50% positive b) at least 3 or
positive cultures during the 12 months preceding the last reported culture in 2024 or c) if chronic in 2023 and anyakdtune2024 were stil
positive.
Italy: chronicity foAchromobacter speciegs defined as: at least 3 or more positive isolates during the 12 months preceding tepdesd culture
in 2024.
TheUnited Kingdom: chronicity férchromobacter speci@sas not collected.
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Prevalence ofhronicPseudomonas aeruginogdectionin people with CHy age groupin 2014, 2019 and 202.

w2014 ====2010 e—2024

% pf pwCF
w
o

0

age (years) 0-5 6-11 12-17 18-29 30-39 40-49 50-59 60+
2024 6212 8412 8496 12646 7529 4168 1980 995
2019 7209 8195 7370 11607 5972 2909 1317 496
2014 4886 5376 5035 8390 3619 1660 578 237

In this graph we present data over time using cross sectional data per year of people with a confitimgaoSEAll
people with CF alive, deceased, or not seen during the year of-fgilavere includedindividuals who have had a
lung or/and liver transplarat some point during their liferere excluded
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Prevalence of chronidethicillinsensitive Staphylococcus aurésction in people with CF, by age group, in 2014,
2019 and 2024.

e 2014 2019 w—2024
60
50
40
1° N
Q
2 20
-
[N
]
20
10
0
age (years) 0-5 6-11 12-17 18-29 30-39 40-49 50-59 60+
2024 6209 8415 8503 12647 749 4153 1974 994
2019 7080 8030 7210 11254 5791 2810 1272 473
2014 3757 3946 3681 6222 2664 1246 422 158

In this graph we present data over time using cross sectional data per year of people with a confirmed CF diagnosis
people with CF alive, deceased, or not seen during the year of-fgilavere included. Individuals who have had a
lung or/and liver tansplantat some point during their liferere excluded.
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Pancreatic insufficiency is usually defined as the absence of pancreatic enzymes in two stool samples or elevated le
of fat in stools (faecal fat). Since information on faecal fat is rarely collected by the national registoesidethe
use of pancreatic enzymes as an indicator of pancreatic insufficiency.
We collectedheight andweight measured on the datef the reported FEY value (the FEMf the highest FEY%
predicted of the year)Whereno FEVYvalue was reported (for children under 6 or becagfsieometrywas not done)
the latest height andweight measurements of the year were considered. From these raw values we calculated bod
mass index (BMI). BMI is an effective measurement to illustrate the nutritional status of a person because it descrik
the weight/height relationshign individual with a low weight is not necessarily underweight if the height is also low.
The ECFS Standards of Care guidelines recommend:

1 aBMI of above 20 kg/nfar adults

9 for older children and adolescenthat they achieveéhe 50th percentile for BMI;

9 for infants and children up to two years of age, weight and height percentiles similar to those for-the non

1 CF population.
Weight, height and BMI were then expressed in termssabres using a reference population of healthy individuals
(in this case the US population with reference values issued by the Centre for Disease Control thiSAelssite
for details).A zscore of 0 means that the height/weight/BMI is equal to the mean height/weight/BMI of people of the
same age and sex in the reference populationséore of-2 indicates that the height/weight/BMI value is 2 standard
deviations below the mean heightéight/BMI of people of the same age and sex in the reference populatien; a z
score of +2 means that the value is 2 standard deviations above that mean. In the reference population, 95% of
individuals have ascore for weight betweef? and +2 (the same for height) and it is expected that the same happens
for approximately 95% of individuals in a population without conditions that affect weight (or height). The average
score for a largely healthy population should be very close to zero

LA.R. Smyth et al, JCF 2014;13¢S23.
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Use of pancreatic enzymes in 2@@r all people with CF who have never had a transplant, by country

MYes [@Missing/Unknown B No

Total

Italy

Israel

Norway

Spain

Cyprus

Greece
Netherlands
Portugal
United Kingdom
France
Lithuania
Tarkiye

Finland
Sweden

Ireland

Poland

Czech Republic
Switzerland
Germany
Luxembourg
Russian Federation
Austria

Slovak Republic
Estonia
Moldova

Serbia

Hungary
Denmark
Latvia

North Macedonia
Slovenia
Armenia
Romania
Georgia
Kosovo

Croatia
Montenegro
Albania
Ukraine
Bulgaria
Kazakhstan
Iceland

Belarus

BA Republika Srpska

0 10 20 30 40 50 60 70 80 20 100

This graph shows the use of pancreatic enzymes by country. This can be seeindisaion of pancreatic
insufficiency.
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Median zscore for BMI by age group anddmuntry (table A6.1Appendix ). Children an@ddolescentsvith CF aged

2-17 years in 202who have never had a transplant

Z-score
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0.5 8
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e e e
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@
15
25 611 12-17

age (years)

Note: We excluded from the graph those age groups where the number of individuals was <10.

This graph shows the mediaisa@re for BMI (the value that separates the higired lowe half of the people with

CF) by age group. Each country median is represented by a turquoise dot and the median overall for the age grouy
a pink dot. Therevas a lot of variation between countries
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Proportion of children anddolescentsvith CRvho areunderweight (zcore of BMI ), normal (i ¢ork of BMI

X bHO | YR -2@SoNBMSHBHKsax addiby countrpged 217 years in 202andwho havenever had a
transplant.The graph on the left presentise data forffemales and that on the right preserie data formales.

B Underweight, female  ONormalweght, female  @Overweight, female B Underweight, male @ Normalweght, male @ Overweight, male
Total

Albania
Armenia
Austria

Belarus

BA Republika Srpska
Bulgaria
Croatia

Cyprus

Czech Republic
Denmark
Estonia

Finland

France

Georgia
Germany
Greece
Hungary
Iceland

Ireland

Israel

Iealy

Kosovo

Latvia

Lithuania
Luxembourg
Moldova
Maorntenegro
MNetherlands
North Macedonia
MNorway

Poland
Portugal
Romania
Russian Federation
Serbia

Slovak Republic
Slovenia

Spain

Sweden
Switzerland
Tiirkiye
Ukraine

United Kingdom

Note: BARepublika Srpska and Cyphasebeen excluded from thgraphfor femalesbecause the number of childremd adolescentwas <5.Iceland has
been excluded from the gragbr malesbecause the number of children and adolescerds less than 5.
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CAIdaNB IcdawayzaA 2 Ll YIXAOF SNV AOH € FSI GHNB XINE RO2 2 G JKS
FNB O2y&aARSNIOfS RAGENBYOSa y2y3ad GKS O2dzy/(iNASa
Proportion of adultsvith suboptimal weigh{BMI €0), normal 20X . aL X HpO I YR by seSani S A :
by country aged 18 years or older in 20%/ho never had a transplarithe graph on the left presentise data for
females and that on the right presertt® data formales.

W Suboptimal weight, female  ONormalweght, female @ Overweight, female mSuboptimalweight, make  mNormalweght, male @ Overweight, male

Total

Albania
Armenia
Austria
Belarus
BA Republika Srpska
Bulgaria
Croatia
Cyprus
Czech Republic
Denmark
Estonia I
Finland
France
Georgia
Germany
Greece
Hungary
Iceland
Ireland
Israel
Italy
Kazakhstan
Kosovo
Latvia
Lithuania |
Luxembourg
Moldova
Maorntenegro
Netherlands
North Macedonia
MNorway
Poland
Portugal
Romania
Russian Federation
Serbia
Slovak Republic
Slovenia
Spain
Sweden
Switzerland
Turkiye
Ukraing [ 1

United Kingdom

Note: Information was missing for more than 10% of adults in Georgia and Ireland.

Note: Belarusand Georgidave<5 adults seen in 2024 aade excluded from both the graphs for adults.

Note: Albania, Armenia, BRepblika Srpska, Iceland, Kosovo, Luxemburg and Montenegro have been excluded from tHergimplalesbecause the
number offemaleadultswas<5.

Note  Armenia, BARRepblikaSrpska, Iceland, Kosovo and Luxemburg have been excluded from théograplesbecause the number ehaleadultswas
<5.
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Median zscore for BMI by age group in 202019 and 202.

— 2014 - 2019 w2024
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-0.4
-0.6
age (years) 2-5 6-11 12-17 18-29 30-39 40-49 50-59 60+
2024 4892 8601 8511 12527 7267 3905 1870 907
2019 5508 8300 7425 11308 5764 2799 1221 466
2014 3999 6130 5963 9575 4082 1902 601 233
Note: Only people with CF aged 2 years or more at measurerardtgho have never had a lung or liver transplant.

In this graph we present data over time using cross sectional data per year of people with a confirmed CF. All pec
with CF alive, deceased, or not seen during the year of fajowere includedndividualsvho have had a transplant
in their lifetime(lung and/or liver) were excluded.
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Respiratory complicationgs CHnclude allergic bronchopulmonary aspergillosis, haemoptysis and pneumotharax.
pulmonary exacerbatiof®Ex)we present datanthe number of people with CF who have had at least one pulmonary
exacerbation treated with intravenoy/)antibiotics, the number of exacerbatiepisodesand the number of days

on IV antibioticsin this chapter welsopresentstatisticson gastreintestinal complications sudasdistal intestinal
obstruction syndrome (DIO&)d CHelated diabetes (CFRD)

Data on liver diseaswe also included, despite the observation that the definitions for the types of liver disease may
be interpreted differently from country to country and even from centre to centre within a country.

Newly diagnosed malignandgta are also reported in this sectiolVe aslkd centres and countries to use timeain

ICD10 categoriggrom C0O0 to C97pr malignant neoplasmeor thisreport we grouped these under broader category
headings.

Some of the tables do not show numbers by country, because for some countries the number of people with
particular complicatiomvas very low angresenting these dateould lead to people being identified.

The information in this section should not be considered complete for a number of reasons: national CF registries nr
use a different definition or different parameters for a complication; data about one or more of the complications are
not collected; thestatus of a given complication is unknown.

For a full list of complications atitk definitionsused by the ECFSPIRase se¢he website



https://pr.ecfs.eu/documents/
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CAJuaNds t NEOIAKESR2A% S2FKNGKSIHEG M RIE 291 NXSHI OSYDp&ES Y| ¢
Prevalence in people with CF of at least 1 day on intravenous (IV) antibioticsrélat€tFeasons) at home and/or

in hospital(table A7.1Appendix )1 People with CF seen in 2024, who have never had a transplant, by country anc
overall.The graph on the left presertfse data forchildren and that on the right preseritee data foradults.

O Yes, &t keast one day, children [0 Missing, children 0 No days, children B Yes, &t keast one day, adult OMissing, adufts @ No days, adults

Total [T I
Albania [

Armenia I |
Austria 1T I
Belarus
BA RepublikaSrpska I |
Bulgaria [
Croatia IT
Cyprus [
Czech Republic I
Denmark [
Estonia
Finland [
France I
Georgia [
Germary [
Greece [ |
Hungary
kceland
Ireland [
Israel I
fealy [ [
Kazakhstan
Kosovo [
Latvia
Lithuania [
Lux embourg
Moldova
Maorntenegro
Metherlands I1
North Macedonia
MNorway [
Poknd I
Portugal I
Romania I
Russian Feder aion [ T
Serbia I
Slovak Republic [
Slovenia [
Span I
Sweden I
Switzerland [
Turkiye [
Ukraine [ |
United Kingdom [

o 10 20 30 40 50 60 70 BO 90 100
k] %

Note:  Belarusand Georgidave <5 adults seen in 202nd are excluded from the table for adults, but the people are included tottienumber.
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Prevalence in people with CF of at least 1 day in hospital, for any reason (routiragdegk not included}able
A7.2,Appendix 1 People with CF seen in 2024, who have never had a transplant, by country andTteigiaph

on the left presentshe data forchildren and that on the right preserttge data foradults.

[ Yes, at keast one day, children [0 Missing, children [0 MNo days, children W Yes, gt keast one day, adult O Missing, adults @ No days, adults

Total 1

Albania
Armenia [
Austria (I
Belarus I
BA Republika Srpska [

|
Bulgaria
Croata T
Cyprus [
Czech Republic I
Denmark 1
Estonia [
Frnland I
France [ |
Georgia [
Germany [
Greece [ |
Hungary

1P

iceland I
Ireland I
Israel I
Italy |
Kazakhstan
Kosovo [
Latvia I
Lithuania
Lux embourg [
Moldova
Maorntenegro
Metherlands I
North Macedonia
Norway 1T
Poknd I
Portugal I
Romania
Russian Federation [ 1
Serbia II
Slovak Republic [
Skovenia [
Span I
Sweden I
Switzerland [
Turkiye
Ukraine [ |
United Kingdom [

k] k]

Note:  Belarusand Georgidave <5 adults seen in 20and are excluded from the table for adults, but the people are included totdlenumber.
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R GNFyaLx ryas

LfoFyYyAL n non H O cndp mp opdg
I NYSyYyAL n non HA ccdT M~ 00 ®c
I dza G N& | p Mdn oMy GndcHy y ®n
.St NHzA&  n non cy nT®H TC pH®Y
D wSLNLIA Yl n non M O yM®Pao o My @y
dzf A NR I n non MMpP TT®T 00 HH®C
/| NBI ol M M do cc yc oy o MMDYy
/ & LINHza n non M M yn®dcH Mp ®r
/' TSOK wS n non OHM ¢ndy My p ®H
55y Yl N n non Myc GH®NV MC TOd
9al2YyAl n non H M ynonn Mc ®r
CAYtILYR g non 00 hT OV M H O
CNJ yOS Hpnn Mmnn T T T i

DS2NHAI M M®dy ny ypoer T MH ®f
DSNXI yeé M non Hccn pc®PHMAN 0Dy
DNBSOS T oodmMm HAH yy®HHAN y &1
| dzy 31 NE n non Hnn yp®onH Mmn et
LOStEIYR n non b MAa N non
LNBtFYR & non nyod ddodnvoc cohd
LaNI St p 0 ®H MOC yT®T M thdn
LaKte MPH T O®mM MCPH TTDPO OOH Mp D[
Y2a20@02 n non MC pT ®N MH nH®c
[ FG@AL M odn H N THOT Y Hn o
[ AGKdzr YA ™ noc M O ppPen y oc ®dr
[ dZESY6 2dz m pdn McC ynono Mp &7
wSLI 2F a n non y HH®HHY TT Oy
a2yidSyS3 n non on MAA N non
bSGKSNI I o H®H oyn ¢omMddHp con
b2NIK al n non OH nmdnnc ppdr
b2NBI & n non MHY tp Pp c nop
t2fFyR MT MDYy Tpe THODPHMYH MPDn
t 2Nl dAaAl f o Moy Mpd Gp ®PHp odn
w2YlF YAl M N o do HOnN Tp®PHCC HMDC
wdza aA Iy yy 0 dy MpMC cCPHCYpP HDDC
{ SNDB Al p 0o do MHO yMm®dp HO Mp ®Pr
{62011 w n non MMn Yy gpdy Mo M D
{t28SyAl n non p M hbmodN p y ®
{ LI AY on o ®o ¢dnn bnPdT CcoO cdm
{6SRSY n non HNp Yyy®dvoo MM ®C
{é6A0GT SNX n non oy®d dcdomp 0odT
¢NNlAES o non MT hy yM®dc ot My ®r
PINFAYS y HdOo MOH OYy®CHAH pad
'YAGSR Y n non oTMO pMdPy ooo0 y OH

Note: Total not shown because the Missing/Unknown percentage is higher than 10%.
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¢l oS TtAINB O 1Sy S azF2vyES/ ISE O NG IRselyyi 2 S6 NA O 6 AnBMK 2/ C & ¢
K 23S YySOSNI KIR I GNXyaLXlyidz oe O02dzyiNEB YR 2@0SNIff

LfoFyYyAL n non n nnaonp ppdc
I NYSyYyAL n non c MAaa N non
I dza G N& | M N Hdo oyc yTdonc M en
. wS LI { NL n non y MAn N non
dzt 3 NR I n non M ypodm mc Mp ®n
I N2 I ol n non p b o T n c ®n
/ & LINHza n non M C yn®H o Mp Dy
/' TSOK w$S n non omMn GmMdy HY y ®H
55yYI Nl n non Hyc yT®dpnawm MH ®p
9aiG2yAl n non Y py ®y T nmoH
CAYtlLYR n non nH ypodn p M dc
CNJ} yOS nMoOO MAN 13 1 1 T

DSNXIYe& wMH noo OYyMT pndH nam ddp
DNBSOS M M odn omc ypodcnH MM®n
I dzy 3 NB n non MO Yy ccodnTM™ ondn
LOStIYR n non c ypoeT m mMn ®g
LNBfFYyR H noo corT yodc MHO MC DN
LaN} St b HOn oHn ynodnpH MO DT
Lilte npo MOPH HchDM TMOPYy pcp Mp DN
Y2&a202 M naon b opdm MO pcdp
YETF1KaG n non n ynon wm Hnodn
[ GOAL n non M N To®T p HC Do
[ AGKdzE YA m odc M O ncén mn pn®n
[ dZESYO 2dz m HAn®n o cndn ™ Hndn
wSLI 2F a n non c oT ®p M~ CH®p
az2yiSysS3a n non M H MAana n non
bSGKSNII ¢ noc ycec yy®dtr man mMaoT
b2NIK al n non M H My ®y pH ymda
b2N¥I & M nop My hn dy Mo y oT
t2tFyR H N ody nAd TAPHMCT HcC DN
t 2NIdzaAFE mm pdo Mpn pmedn T odn
w2Yl yAl M M DM y M yy®n mn M dd
wdza A Iy HH H®n nTT nodvmcnd ppodn
{ SNBAI M H®C on yT ®H N Mnda
{62011 wn non MOP YyT®MHAN MH ®d
{tE23SYAl n non pn dc ®H H odp
{ LI AYy HH m®c MHMT yy ®y mom ddc
{6SRSYy M noH OHT Tp®dgmMAao Hod(
{6AGT SNI n non ncoed dadnpo hodc
¢CNNJ A&S ¢ MDM nomM yndT BT My ®H
PYNFAYS 7 p do HT HOdc T Tnow
P'YAGSR Y n non nymn ThdPo MHP G HA DT

Note: Total not shown because the Missing/Unknown percentage is higher than 10%.
Note: Belarusand Georgia have <5 adults seen in2282d are excluded from the table for adults, but the people are included in the total number.
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Note:  Germany and the United Kingdom detir@emoptysis major > 240 ml.
Ireland: haemoptysis majaras defined as haemoptysis massive > 240ml/day or > 100ml/day for several days.
Note:  Denmark only reported DIOS requiring hospitalisation.
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In this chapter we report on the use of mucolytics (hypertonic saline, rhDadsmannitol), inhaled antibiotics,
macrolides, bronchodilators and aitflammatories (inhaled and oral steroids). We also present data on the use of
oxygen and noinvasive positive pressure ventilation. We collected information using the generic afiatme
medication, not the brand name.

The therapeutic options for the treatment of gasintestinal complications are limitetere we show the data on the

use of ursodeoxycholic acid and proton pump inhibitors (PPI). We collected information using the generic name of t
medicationsnot the brand name.

For a number or reasonsid information in this section should not be considered comptetiional CF registries may
use a different definition or different parameters ftata abouta therapy, data about one or more of thiherapies

are not collected; the use of a given therapyunknown. For a full list tfierapiesand the definitionsused by the
ECFSPR about the data presented in this sguitaise se¢he website



https://pr.ecfs.eu/documents/
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Use of inhaled hypertonic saline in childeerd adolescenté<18 years of agend adults seeby a cliniciamn 2024

who have never had a transplant, by cour{table A8.1, Appendix 1 The graph on the left presentse data for
children and that on the right preseritse data foradults.

@ Yes, chidren OUnknown, children 0O No, children EYes, aduks [0 Unknown, adults [0 No, adults

Total I

Albania
Armenia [
Austria [
Belarus
BA Republika Srpska [
Bulgaria
Croatia
Cyprus
Czech Republic
Denmark I
Estonia
Frnland I
France
Georgia [
Germany [
Greece
Hungary [
Iceland
Ireland
Israel T
Italy
Kazakhstan
Kosovo
Latvia
Lithuania
Luxembourg [
Moldova [
Maorntenegro
Netherlands [T |
Morth M acedonia [
Norway I
Poknd [
Portugal [
Romania [
Russian Feder aion T
Serbia [
Slovak Republic
Slovenia [
Span I
Sweden I I
Switzerland [
Turkiye I
Ukraine I
United Kingdom [

Note:  Belarus and Georgia have <5 adults seen in 2024 and are excluded from the graph for adults.

Note: Inhaled hypertonic salin@as reimbursed in most countries except in Albania, Armenia, BulgsitamjaGeorgiaKazakhstari,ithuania, the Republic
of MoldovaandPolandIn Kosovan 2024 there was no system for the reimbursement of medicatiomhated hypertonic salingas offered free of
charge foPwCFin hospital InTiirkiyeA i A & NBA Yo dzZNESR T2NJ OKAf RNBY x ¢ &SI NAEO®

¢CKAA 3IN) LK aKz2ga (GKS dzasS 2F AYyKFf SR KELISNI2yAO al f )
&SI N
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Use of rhDNase in childramd adolescenté<18 years of agend adults seeby a cliniciann 2024 who have never

had a transplant, by count(jable A8.2, Appendix 1 The graph on the left presertise data forchildren and that on

the right presentshe datafor adults.

Total

Albania

@Yes, chidren 0O Unknown, children  OMo, children

WYes, aduks 0O Unknown, adults ONo, adults

o ——

Armenia |
Austria |
Belkrus [
BA Republika Srpska [
Bulgaria [
Croata I
Cyprus [
Czech Republic
Denmark
Estonia [
Frnland I
France I
Georgia
Germany [
Greece
Hungary [
lkceland [
Ireland [
Israel I
Italy
Kazakhstan
Kosovo [
Latvia
Lithuania [
Luxembourg
Moldova [ 1
Maorntenegro [
Netherlands [T |
Morth M acedonia [
Norway I
Poknd [
Portugal
Romania I
Russian Feder aion I [
Serbia I
Slovak Republic [
Slovenia
Span I
Sweden I
Switzerland [
Turkiye [
Ukraine I I
United Kingdom [

Note:  Information was missing for more than 10% of adults in Armenia. Belarus and Georgia have <5 adults seen in 2024 aletidreraxble graph for
adults.

Note:  Inhaled rhDNaswas reimbursed in most countries except in Albania, ArmamiBelarusitwad NB A Yo dzZNE SR Ay DS2NHA
in Bulgaria Estonia, Franc&Germany Greece Luxembourg, Macedonithe Republic of MoldovadJorway, Romanigserbia,Spain, and the Unitec
YAY3IR2Y T2NJ A yaRdindatkalzt Huagank 2 pNJ & §IRNEIA R dabsdvan 2024 there &vasindNgystem for the reimbursement
medicationbut inhaled rhDNaswas offered free of charge f&twCHn hospital

This graph showthie use ofinhaledrhDNase for at least 3 consecutive months during the survey year.
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Use of inhaled antibiotics in childrand adolescent$<18 years of aggnd adults seely a cliniciann 2024 who

have never had a transplant, by cour(tigble A8.3, Appendix ). The graph on the left presenise data forchildren

and that on the right presentbe data foradults.

@mYes, children OUnknown, children  OMo, children mYes aduks O Unknown, adults @No, adults

Total I

Albania
Armenia I
Austria
Belkrus [
BA Republika Srpska [
Bulgaria [
Croata [
Cyprus
Czech Republic I
Denmark [
Estonia [
Frnland I
France [
Georgia [
Germany I
Greece
Hungary
Iceland
Ireland
Israel
fealy [
Kazakhstan
Kosovo
Latvia I
Lithuania I
Luxembourg
Moldova
Maorntenegro
Metherlands [T
North Macedonia
Norway [T
Poland
Portugal
Romania [
Russian Feder aion [T
Serbia [
Slovak Republic [
Slovenia [
Spain
Sweden 1
Switzerland [
Turkiye [
Ukraine II
United Kingdom [

Note:  Information was missing for more than 10% of adults in Albania. Belarus and Georgia have <5 adults seen in 2024 atetidreratblegraphfor
adults
Inhaled antibioticsvere reimbursed in all countriexceptArmeniaand Georgia. In Bulgar@listinwas reimbursedor allPwCFtobramycin fothose
> 7yearsold, and levofloxacin fahose> 18 yearsld. In Estoniatobramycin andaolistinwere reimbursedin Romania, onlyobramycin solution anc
colistin dry powdewere reimbursedand only for PwCF aged 6 and oldieiKosovan 2024 there was no system for the reimbursement of medica
but when theintravenousormulation ofcolistinis adapted as an inhaled formulation, ibfferedfree of chargéor PwCHn hospital

This graph shows the use of inhaled antibiotics (of any kind) for at least three ifoamtbecutively or cyclic therapy)
during the survey year.
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Use of bronchodilatoréshort or longacting)in childrenand adolescent$<18 years of agegnd adults seelby a
clinicianin 2024 who have never had a transplant, by courftaple A8.4, Appendix ). The graph on the left presents

the data forchildren and that on the right preseritge data foradults.

EYes, chidren OUnknown, children  OMNo, children WYes, aduks [OUnknown, adufts @ No, adults

Total I

Albania
Armenia
Austria
Belarus
BA Republika Srpska
Bulgaria [
Croata I
Cyprus [
Czech Republic I
Denmark [
Estonia [
Finland
France
Georgia [
Germany I
Greece I
Hungary I
Iceland
Ireland [
Israel [T
fealy [
Kazakhstan
Kosovo [
Latvia
Lithuania [
Luxembourg
Moldova [
Maorntenegro
Netherlands T I
Morth M acedonia [
Norway 1
Poknd [
Portugal [
Romania I
Russian Feder aion I1
Serbia
Slovak Republic
Slovenia [
Spain
Sweden II [
Switzerland
Turkiye I
Ukraine I
United Kingdom [

Note:  Belarus and Georgia have <5 adults seen in 2024 and are excluded from the graph for adults.

Inhaled bronchodilator&ere reimbursed in most countries except in Bulgaria, Georgia, the Republic of Moldova (reimbusg&cHaisdiagnosed
with asthma), Poland and Serbia. In Kazaklitavailability depends dhe regional budget. In Estonia leragd shortacting bronchodilatorsvere
reimbursed foPwCFalsodiagnosed with asthm#n Kosovan 2024there was no system fothe reimbursement ofmedication andPwCHnustcover
the cost of the therapyhemselves.

This graph shows the use of bronchodilatbigth longacting and shoracting,for at least threeconsecutivenonths
during the survey year. This is the most widely used inhaled medicatichdvatare significant differences in
frequency of usén the countries.
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Use of macrolides in childr&adolescent$<18 years of agand adults seeby a cliniciarin 2024 who have never

had a transplant, by count(jable A8.5, Appendix 1 The graph on the left presertise data forchildren and that on

the right presentshe data foradults.

EYes, chidren [OUnknown, children  OMNo, children WYes, aduks O Unknown, aduits @ No, adults

Total I

Albania [T
Armenia [
Austria [
Belarus
BA RepublikaSrpska [
Bulgaria [
Croatia I
Cyprus [
Czech Republic []
Denmark [
Estonia [
Frnland I
France
Georgia [
Germany I
Greece
Hungary I
Iceland [
Ireland [
Israel II
fealy [
Kazakhstan
Kosovo
Latvia
Lithuania
Luxembourg [
Moldova [
Maorntenegro [
MNetherlands [
Morth M acedonia [
Norway [T
Poland I
Portugal [
Romania [
Russian Feder aion T
Serbia [
Slovak Republic [
Slovenia
Spain [
Sweden I
Switzerland [
Turkiye I
Ukraine I
United Kingdom I

|

|

Note:  Belarus and Georgia have <5 adults seen in 2024 and are excluded from the graph for adults.

Oral macrolidesvere reimbursed in most countries except in Bulgaria, GedfgzakhstarBARepublika Srpskand Serbialn Armenia, theyvere
reimbursed for some outpatientin Kosovan 2024 there waso system fothe reimbursement omedicationPwCFcover thecost of the therapy
themselves.

This graph shows the use of macrolides (e.g. azithrormoy@nother macrolidefor at least I onsecutivemonths
during2024. Macrolides are antibiotics huvhentaken continuouslythey can also modulate the immune system,
probably due to their andihflammatory properties. Clinical studies have shown that people with clitssiclomonas
aeruginosainfection benefit from continuous azithromycin treatment with regard to lung function and pulmonary
exacerbation rates.
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Oxygen NIPPV
Yes- BiPAP Yes- CPAP
- o (Bilevel (Continuous
Missing/ Missing/ o o Yes- type
Positive Positive
Unknown Unknown unknown

Airways Airways
Pressure) Pressure)

W oo v T v e v [ v e v % v % v % |
Children cc ndcHonr py ¢ mpc n Py Hon MP, HHPN Py d co ndc T nNndc HT DN
Adults yo nd®cHcy1 pcd MmaH o0PT pdpn HDPI HC hbc hc ¢ mdpd ndPT mcnv ndc hc ndc

Note:  NIPPWasreimbursed in most countries except in Albania, Armenia, Belarus, Bulgaria, Kazakhstan, the Republic @Meé&muzika Srpsk&erbia
and Ukraine. In Georgiants reimbursed if the individualas hospitalisedn Kosovin 2024therewasno systenfor the reimbursemendf medication
but NIPP\s offered free of charge fétwCFHn hospital

Note:  Oxygen therapyvas reimbursed in most countries except in Bulgaria, Kazakhstan and the Republic of Moldova. In Armenia and W&soogig,
reimbursed if the individuaas hospitalisedin Serbia oxygen therapy at home is reimbursed. In Kdso2024there was no systenfor the
reimbursemenbf medication; if needed at honRwCFnustsecure an oxygen concentratartheir own expense
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Use of inhaled steroids in childrand adolescenté<18 years of agand adults seeby a cliniciarin 2024 who have
never had a transplant, by coun{itpable A8.6, Appendix ) The graph on the left presentise data forchildren and

that on the right presentthe data foradults.

EYes, chidren [OUnknown, children  OMNo, children EYes aduks  [OUnknown, adults @ No, adults

Tatal I
Albania [

Armenia I |
Austria [
Belarus
BA RepublikaSrpska |
Bulgaria | ]
Croatia [
Cyprus [
Czech Republic I
Denmark [
Estonia I
Finland [
France
Georgia
Germany I
Greece [
Hungary [
Iceland I
Ireland [
Israel [T
fealy |
Kazakhstan
Kosovo
Latvia
Lithuania [
Luxembourg [
Moldova [
Maorntenegro [
Metherlands [
North Macedonia [T
Norway [
Poknd [
Portugal [
Romania [
Russian Feder aion I1
Serbia I
Slovak Republic
Slovenia [
Spain
Sweden IT
Switzerland [
Turkiye I
Ukraine I
United Kingdom [

Note:  Belarus and Georgia have <5 adults seen in 2024 and are excluded fgraptifer adults

Note Inhaled steroidsvere reimbursed in most countries except Armenia, Geokgiaakhstarl,ithuaniaPoland, Serbidn Bulgarigthey were reimbursed
for PwCRwvho were also diagnosed with asthma or chronic obstructive pulmonary disease (GOP&pniaRomanisand the Republic of Moldovi
inhaled steroidsvere reimbursed foPwCRvho were alsodiagnosed with asthman Kosovan 2024there wasno system fothe reimbursement of
medication andPwCFeover the cosbf the therapythemselves.

This graph shows the use of inhaled steroids for at leemtS8ecutivenonths during the survey year.
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Use of oral steroids in childremd adolescent$<18 years of agednd adults seeiby a clini@anin 202 who have
never had a transplant, by coun{table A8.7, Appendix ). The graph on the left presentise data forchildren and
that on the right presentthe data foradults.

@Yes, chidren OUnknown, children  OMo, children B Yes, adukts OUnknown, adults [ No, adults

Tatal [T

Albania
Armenia
Austria
Belarus
BA Republika Srpska
Bulgaria
Croatia
Cyprus
Czech Republic [T
Denmark [
Estonia
Finland
France [
Georgia
Germany [ |
Greece [
Hungary [
Iceland
Ireland
Israel
fealy I
Kazakhstan
Kosovo
Latvia
Lithuania
Lux embourg
Moldova
Maorntenegro
Metherlands [
North Macedonia
Norway |
Poland [
Portugal [
Romania [
Russian Feder aion [
Serbia
Slovak Republic [
Slovenia
Span I
Sweden |
Switzerland
Tirkiye L]
Ukraine [T
United Kingdom T

o 1 2 3 4 5 ] 7 B 9 10 10 15 20 5 30
k] k]

(=]
wn

Note:  Information was missing for more than 10% of adults in Cyprus. Belarus and Georgia have <5 adults seen in 2024 ard érenexbkgtaphfor
adults

Note:  Oral steroidsvere reimbursed in most countries exceptArmenia,Bulgaria, Georgi&azakhstar,ithuania, the Republic of Moldo\BARepublika
Srpskand Serbialn Kosovan 2024there was no system fothe reimbursement omedication and®wCFeover thecost of the therapyhemselves.

This graph shows the use of oral steroids for at least tboesecutivemonths during the survey yedxote the

different scale.
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Use of ursodeoxycholic acid in childeerd adolescenté<18 years of agegnd adults seeby a cliniciarin 2024 who

have never had a transplant, by cour(table A8.8, Appendix ). The graph on the left presenise data forchildren

and that on the right presentbe data foradults.

dYes, children OUnknown, children  OMNo, children W Yes, aduks [OUnknown, adults [@MNo, adults

Total I

Albania
Armenia [

Austria I
Belarus
BA Republika Srpska [
Bulgaria

Croata I
Cyprus [
Czech Republic I
Denmark I

Estonia [

Finland

France [

Georgia [
Germany [

Greece I
Hungary [

Iceland

Ireland [

Israel [
fealy |
Kazakhstan
Kosovo [
Latvia I
Lithuania
Lux embourg
Moldova
Montenegro [
Metherlands [
Morth M acedonia [
MNorway [

Polkand
Portugal [
Romania I

Russian Fede ation 1T []

Serbia

Slovak Republic
Slovenia

Span I

Sweden I |
Switzerland I
Tiirkiye I |

Ukraine I 1

United Kingdom T |

o 10 20 30 40 50 60 70 BO 90 100 o 10 20 30 40 50 60 70 BO 90 100
k] k]

Note:  Belarusand Georgia have <5 adults seen in2&2d are excluded from the graph for adults

Note:  Oral ursodeoxycholic acigbs reimbursed in most countries in Europe, except in Armenia, Bulgaria, Georgia, Lithuania arld BerBiapublic of
Moldovait was reimbursecat 100%for children andat 70% for adultsin Kazakhstargvailabilitydepends on theegional budgetln Kosovan 2024
therewas no system fathe reimbursement ofmedicationPwCFeover thecost of the therapyhemselves.

This graph shows how many people with CF used ursodeoxycholic acid for at least three consecutive months dul
2024. Ursodeoxycholic acid is used as a treatment for CF liver disease.
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Use of proton pump inhibitors (PPI) in childagwl adolescent18 years of aggnd adults seehy a cliniciarin 2024

who have never had a transplant, by cour{table A8.9, Appendix 1 The graph on the left presentse data for
children and that on the right preseritse data foradults.

MYes, chidren 0O Unknown, children [0 Mo, children B Yes, aduks O Unknown, adults  @No, adults

Tatal I

Albania [
Armenia [
Austria [
Belarus
BA Republika Srpska
Bulgaria [
Croata I
Cyprus

Czech Republic [
Denmark I
Estonia I
Ireland [
Israel [
ftaly I
Latvia I
Lithuania
Luxembourg I

Frnland T

France [

Georgia
Germany [

Greece I

Hungary I

Kazakhstan E
[
Moldova |
I
[

Iceland
Kosovo
Maorntenegro [
MNetherlands L1
North Macedonia I
MNorway [
Poknd [
Portugal [
Romania [
Russian Feder aion [ 1
Serbia I
Slovak Republic [
Slovenia [
Span I
Sweden I
Switzerland [
Turkiye I

Ukraine I
United Kingdom [

s
5
=
8
5
8
8
3
B
2
g
s

10 20 30 40 50 60 70 BO 90 100

Note:  Information was missing for more than 10% of adults in Republic of Moldova. Belarus and Georgia have <5 adults seed ar@efdladed from
the graph for adults.

Note:  Oral proton pump inhibitorarere reimbursed in most countries except in Bulgaria, Gedfgizakhstarl,ithuania and Serbitn Armeniahey were
reimbursed for some outpatienttn Kosovan 2024there was no system fothe reimbursement ofmedicationPwCFcover thecost of the therapy
themselves.

This graph shows the use of proton pump inhibitors (PPI) for at least three consecutive months during the survey ye
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Therapyusein childrenand adolescent&<18 years of agéetween2014 and2024.

m—— hype rtonic saline = inhaled antibiotics

= inhaled bronchodilators rhDNase
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Therapy use iadultsbetween2014 and2024.

— hypertonic saline e inhaled antibiotics

=—inhaled bronchodilators rhDNase

at least one mucohytic

. T~

w— oz ithromycin or other macrolides

2014 2015 2016 2017 2018 2019 2020 2021 2022 2023 2024

year

Figures8.10 and 8.11 present data over time using cross sectional data per year of people with a confirmed CF. A
people with CF alive, deceased or not seen during the year ofigllovere includedWe excludedridividualswho
have had a lung or/and liver transplatuiring their lifetime
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The introduction of CFTR modulator therapies has had a significant impact on the health and quality of life of peoj
with CFand alsoon CF care. These therapies target defects in the structure and function of the cystic fibrosis
transmembrane conductance regula{@FTRprotein. CFTR modulators avet effective inall people withCFsince
different variants cause different defects in the protaia/or its function

In this chapter we present information about the use of the different CFTR modiidatpeople with CF.

We adopted the2024 eligibility criteria of the European Medicines Agency (EMA)lfauntriesin the ECFSRRcept
Israel, the Russian Federation and Switzerlamere country-specific eligibility criteria laid down by the national
regulatory authoritiesvere applied.Where these are different from EMA criteridsitstated as sucfilhe country
specificeligibility criteria for the CFTR modulators in2@2re provided by the medic#uthorisation Holder
Ivacaftor:

- at leastl month old with at least one of the following variants: G551D, G1244E, G1349D, G178R, G551
S1251N, S1255P, S549N, S549R, Ridr7RiI1(1 7H: people must be at least 6 monthg;old

- at least 4 months old in Switzerland with at least one of the following variants: G551D, G1244E, G1349
G178R, G551S, S1251N, S1255P, S549N, S549R, R117H (for R117H: people must be at least 6 months o

- atleast 2 yearsldin Israel with at least one of the following variants: G551D, G1244E, G1349D, G178R, G551
S1251N, S1255P, S549N, S549R.

Lumacaftor/ivacaftor:
- atleastl year old 2 yearsold in the Russia Federation6 yearsold in Israel) and F508del homozygous.
Tezacaftor/ivacaftor:

- at least 6 years old and F508del homozygous, or F508del heterozygous with one of the following varian
tcT[ X wMmMT/ X2 [HAC2X wWopHVXZ !npp9Z 5ptdhDX TmMmMboO!
OHTHHC! THDX 2 NJ o yBES6KbR7T4W, DV10EED110OH, fEA93K, E831X, F1052V, K1060T, A106°
F1074L, D1270N and R34AHsrael).

Hexacaftor/tezacaftor/ivacaftor:

- atleast2 years old6 years old imsraeland inthe Russia Federatiopwith at least one F508del variafur a

mutation in the CFTR gene that is respon&igsed on in vitro datén Israel andhe Russia Federatioi

The napsin this chapteshow whetheror notthe CFTR modulators were licensed and reimbursed by national health
servicesifformationprovided bythe nominatedcountryrepresentativg in the countries participating in the ECFSPR
in 2024 (Figure 9.19.4). These maps help with the interpretation of the couspgcific variations in therapy use in
people with Civho were eligiblein each country (Figure 9.569.
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K]
KG]
R
(GE]
TR
&
. Licensed and reimbursed = 1 months . Licensed and reimbursed = 6 months Licensed and reimbursed = 6 years No access
. Licensed and reimbursed = 2 months . Licensed and reimbursed = 1 year Licensed and reimbursed = 12 years Not participating
. Licensed and reimbursed = 4 months ' Licensed and reimbursed = 2 years Licensed and reimbursed = 18 years

Note:  Norway: ivacaftor was reimbursed for children with @ight)x p 1 3 @
''yAGSR YAY3AR2YY AQGFOFTE2NI g1 a NBAYOdzZNESR F2NJ LIS2LIX S gAGK / C &
Note:  BABosniaHerzegovinashown as "not participating” because the data were missing for 2024.
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. Licensed and reimbursed = 1 year . Licensed and reimbursed = 2 year . Licensed and reimbursed = 6 years No access Not participating

Note: Franc& x ™M &Bil2024 ¥ NR Y
| dzy 3 | IN&ah (F308 homozygods)m July 2023
Note:  BABosnhiaHerzegovinashown as "not participating" because the data waissing for 2024.
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. Licensed and reimbursed = 6 years . Licensed and reimbursed = 12 years . No access Not participating

Note:  BABosniaHerzegovinashown as "not participating" because the data warssing for 2024.
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. Licensed and reimbursed = 2 years Licensed and reimbursed = 12 years Not participating

. Licensed and reimbursed = 6 years No access

Note:  Czech Republimdividualreimbursement system for-2 yearsold.
France: from September 2023 elexacaftor/tezacaftor/ivacaftor was reimbursed for people wishy€&r2 (early access programme)
| dzy 3 | 2y&aiboldwith at least one F5@k| mutationfrom March 2024
[ Al Kdzl y A bldfronkOctobe22824 NE&
b 2 NI 2 gedrsobg from July 2024.
w2 Yl y ALl YoldkorDedeBbenza24
{ LI A yY olgfrom AégGst 2024
{ 6 SRSYY olgfrom Fé&fiar\NZa24.
Note:  BABosniaHerzegovinashown asn2 i LJI NJiHecadskihdidaty videmissing for 2024.




e(ﬁi.s 9/ C{tm yundal f 51

Patient Registry

PP / Ctw Y2RdzZ 42N 6§KSNI LA Sa

CAIdpNB 9PdSE B DONIDONITHNT & & Y 2YRUX ( (@NY YR @K MEABNREy = 7
fdzY I O X2 NED 2 NJ
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u Ivacaftor ® Lumacaftor/vacaftor W Tezacaftor/ vacaftor M Elexacator /Tezac aftor /ivacaftor u Elgible not prescribed

Albania
Armenia
Austria

Belarus

BA Republika Srpska
Bulgaria
Croatia
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Czech Republic
Denmark
Estonia

Finland

France
Germany
Greece
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Iceland

Ireland

Israel

Italy

Kosovo

Latvia

Lithuania
Luxembourg
Maoldova
Montenegro
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Morth Macedonia
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Spain

Sweden
Switzerland
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a 10 20 30 40 50 60 70 80 a0 100
% of children with CF

Note:  Georgia ha<5 eligiblechildrenseen in 202 and are excluded from the graph.
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m lvacaftor  w Lumacaftor/lvacaftor  mTezacaftor/lvacaftor  m Elexacator/Tezacaftor lvacaftor  m Eligible not prescribed
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Note:  ArmeniaBehrus, Georgiaand Luxembourg have <5 eligible adults seen id 26@ are excluded from the graph.
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Y2 RdZAEAYiRWE 2F (KS O2 diyKigwiss 3K 82 §08KSR 9MICaEBeIS G 4 S
Use ofCFTRnodulatortherapyfrom 2018 to 202.

W vacaftor B Lumacaftor/ivafactor B Tezacaftor/Ilvacaftor M Elexacaftor/Tezacaftor/ivacaftor M Eligible not prescribed

45000

35000

30000

25000

20000

15000

number of eligible puwCF

10000

5000

year 2018 2019 2020 2021 2022 2023 2024
Total eligible 21164 23826 32839 37784 42279 44580 45698

% eligible on Modulators  30% 38% 53% B5% 75% 77% 81%
Eligible noton Modulators 12620 13547 13190 11966 8987 8603 8132

In this graph we present data over time using cross sectional data per year of people with a confitiagaoSEAll
people with CF alive, deceased or not seen during the year of-ighovere included.
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We asked if people have had a transplant or not angesfthe year of their (latest) transplant. In some countries
people whohave had a transplant are no longer registered in the CF centres or the national CF registry because th
havebeentransferred to a transplant centre. For this reagtie figures may report a lower number than the reality
but it was not possible to acquire more accurate data.
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This table shows the number of people with CF alive id 20® have had one or more lung transplant(s) at some
time in their life, by age group, as well as the number of pagiptehad a lung transplant 2024.
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Number of people with CF living in 20#ith transplanted lungs, by country
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This graph shows the number of people with CF alive at 31/12/20@ have had &ngtransplant (light turquoise
bars) at some point in their life. The pink dots (right axis) show the percentage of peopleerhdiving with
transplantedungin 2024 out of all people with CF that were sd@na cliniciarin 2024.
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This table shows the number of people with CF alive id @02 have had a liver transplant at some time in their life,
by age group, as well as the number of peegie had a transplant i024.
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Number of people with CF living in 20&ith transplanted liver, by country
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This graph shows the number of people with CF alive at 31/12{2B@ have had a liver transplant (light turquoise
bars) at some point in their life. The pink dots (right axis) show the percentage of people living with transplanted liv
in 2024 out of all people with CF that were seen in£20%ote that(left vertical axisthe number of people whbave

had a liver transplant is much lower than the number of peayie transplanted lungsThe main reason for this is

that liver disease is only found inubset of people with CF, whereas lung disease affects almost all people with CF.
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This table shows the number of people with CF alive id 20 have had a kidney transplant at some time in their
life, by age group, as well as the number of pewile had aransplant during 202
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This table shows the number of people with CF alive id @08 have had an organ transplahat is notlung, liver
or kidney(other)at some time in their life, by age group, as well as the number of p&bpléad aransplantduring
2024.
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Information on mortality and survivial the era of highly effective CFTR modulatocsiigently a majoarea offocus

in CFAlthough we caspeculate that these druggill increase life expectancy in people with CF, the effects can only
be monitoredin thelongterm. In this chapter w@resentthe number of deathBy age groupfor males and females
Respiratory diseasmntinues to beéhe predominant cause of ddatn people with CF.

We do not present data on survival prediction in this regarte mortality data are heterogenousnd may be
incomplete in the participating countries. However, information on surigvedllected and reportetly selected
National Registries and we refgyuto their country-specificannual reports for further reading.
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Note:  For the United Kingdom, geoplewith a confirmed diagnosis of CF were included {1)881). The total number othe CF populatiopresented is

55,18.

This table shows the number of deaths in2Bf2 age group and sex. Death in small children is very rare, and the most
frequent range of age at death for both sexe¥i89years.tlis possible that the numbers are under reported because
some of the people who died may not have bsean at theCFcentre during the year antthe information may not

have been recorded

CAddmmMB awaid 2F (GKS RSIFIGKa 200dzNJ 6S6SSy GKS GK®NR |
Age at death distribution of people with CF deceased id,282sex
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This graph shows the distribution of age at death of people with CF who diedijrs@paratel by males (blue) and
females (red).
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Note: For the United Kingdom, all people with a confirmed diagnosis of CF were included (N=The3&ital number of the CF population presentec

55,198

Note:  For "Respiratory'lreland,Germany and the United Kingdased OF NRA 2 Kk NS & LA NI (2 NB £ @

The table shows cause of death for people with CF who died4n P02 most frequent cause of death was respiratory
disease
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PwCFHleceaseds a percentage of &WwCFHn the years from 2014 to 2024.
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Data that will be employed in vital research and pharmpicmiologystudies, inform public health planning and
serve as an instrument to monitor and review a range of patient outcomes need to be of demonstrably high quality.
Several measures are in place in the ECFSPR that demobstiatmir ongoing commitment to quality and our
support for the contributing centres and national registries, namely: guidance documentiaioimg on-demand
assistance to participants on all aspects of the data,@/clestomised softwamith inbuilt controlsand otherrigorous
checks

In addition, in 2018 we launched mitiative to verify and validate data at source in participating centigertives

are to quantify data completeness, consistency and the accurdloy datasubmitted to the ECFSPRe visitsalso

offer an invaluable opportunity tdiscussthe quality, relevance and reliabiligf the dataand the methods and
procedures employed to collect and archive them.

Bya / 2y a A &elmBaf @dhérence by the centre to the variable definitions, options, and parameters used by the
Registry.

a! OOdzNI QGigpétis #ha& prdpadrtidrt of values recorded in the ECFSPR software thaesthtemedical records
andis consistent with the ECFSPR definitiand limits

Consistency was determined foredestionof variables by comparing tliata submitted to the&eCFSPRith the data

in the patient medical health record at the centres. The variables checked are the same for each ceverererse

these specific onesecause they are more challenging to collect and/or more open to misinterpretation (based on
ECFSPR experience and participant feedidaek) arealsostatisticallysignificant

Based on theutcomes frondata quality visits to participating countrieshe ECFSPR between November 2418

April 2024 we published a manuscriiptthe Journal of Rare Disease®atember 202%here we presenthe results

We visited and validated daiia 34 out of 40 (85%) countries encompassing 7.5% of the ECFSfeRfrden2021.
Validated demographic datanénth and yeaof birth and sex) and transplantation status was 99% accurate while
annual clinical data on disease progression (selected data on microbiology, medication and complications) was ¢
correct. Accuracy for genetic data was 96.6% (based on 85% originat gepeti availability). Anthropometric
measurements and lung function datare accurate aB7-88% whiledata onliver disease wad2% accurate

In this chaptemwe present a synopsis of the overall quality of the ECFPSR data based on theffactopteteness

and accuracyUnlike the rest of this repqgrtlata quality results refer to both 282nd 202; the overall resulthave
beenshown inorderto illustrateareas where improvement has been demonstrated.

INaehrlich et al., Orphanet J Rare Dis. 2025;20(1):622.
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Completeness of the data in 20Zor all PwCFseen by a cliniciaim all participating countries, overall percentages by

variable.

Genotype DNA test
FEV1%pred. ]
Growth and Lung Height

function Weight
BMI

Pseudomonas aeruginosa
Burkholderia cepacia
Hemophilus influenzae
Microbiology NTM ]
Stenotrophomonas maltophilia
MSSA
MRSA

Hypertonic NaCl
Mannitol ]

Inhaled Antibictics

Bronchodilators

02 therapy
Therapy hNIF‘F‘V
rhDNase
Inhaled steroids
Oral steroids
Azithromycin
Ursodeoxycholic acid
Pancreatic enzymes
Proton pump inhibitors

Ivacaftor <18

Ivacaftor »>=18
Luma/Ivacafor <18
Luma/Ivacaftor >=18
Teza/lvacaftor <18
Tezaflvacaftor »>=18
Elexa/Teza/lvacaftor <18
Elexa/Teza/lvacaftor >=18

CFTR modulator therapies

ABPA

DIOS

CFRD
Pneumothaorax
Liver disease
Haemoptysis
Malignancy

Complications

IV days home [ hospital n
1V days hospital | ]
Hospital days

Exacerbations

Liver

Transplantation Kiﬁlﬁgf

Other
% 90 91 92 93 94 95 96 97

Note: Completeness for FEV1 is evaluated torl Y RA @A Rdzl6fygars.g A i K / C X
Completeness for BMI is evaluated dolyA Y RA @A Rdzi2fygars 6 A G K /| C

98

99
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Forlung functionand microbiologydatacompletionisin the range93-98%.Lung functiondataare dependent on the
ability d a personwith CFto perform spirometry correcthand the existence othe correspondingbackup
documentation Likewisedata completenes$or microbiologydepends on sample availabilayd access tdesting
laboratories.
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DNA analysis

Transplantation

Date of measurement
Height

Weight

FEV1% pred.

Pseudomonas aeruginosa

Burkholderia cepacia complex

Inhaled antibiotics
Pancreatic enzymes

rhDNAse

CF-related diabetes
Liver disease (cirrhosis only)

Haemoptysis

CFTR modulator therapies

% 80

- @lLJ Te29Nd INFAKRSA iHOigKkasg 1 NA Sa WISBEDSPBREDEHBNHE S ¢

82 84 86 88 90 92 94 96 98 100

We validated data (from 2@2and 202) for 4% of thePwCHrom 15 countries.Eightcountries with established
national CF registriegFrance, Germanyreland, Italy, the Netherlands, Swed@iirkiyeand United Kingdojrhave
their own internal data validation programme ahdy providedus withthe resultspresented in this report.
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DNA analysis 81 86 92
measurement
Height 76 89 94.5
FEV1% pred. 87 93 96.5
aeruginosa
Burk.holderla 94 98 995
cepacia complex
Inhaled antibiotic 96 98 98.5
enzymes
| rhDNase  JCE 97 g9
CF-related
diabetes % %8 99
Lllver dllsease 93 97 985
(cirrhosis only)
08 100 100
CFTR mo_dulato 99 99 100
therapies

The werallaccuracy of validated data in the yea023 and2024 is 91%.Genotype, height, weight and lung function
and the correspondindate of measuremerdre the variables thgiroved most challenging for data providers. The
accuracy of genetic data canly be verifiedif the original genetic repoit availableFor he otherfour variablesin
order to minimise errors and improve adherenceth® ECFSPR definitions, the centres agreed to rethew
procedures and the organisationafpportingdocumentation acrosthe varioushospital departments.
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The ECFSPR databaseniexcellent andiniqueresource for researars and the dataare actively usedy many
individuals, institutions and companiégpplications foprojectsarehandledin accordance with the ECFSPR guidelines.
You will find more informatioon the rigorougesearch projectipplication process oour websitehere: Research
Projecs - Applicatiors.

From 2011 taMarch 2026 (time of writingwe hadreceiveda total of146 applicationgo use Registry dafar projects

The majority of these request%, originated from researchers from the European Cystic Fibrosis $oenebers

and other institutes 15% of the applications came from Industiany of these research projects resulted in
publications and other publications are in the pipeline.

In 2025the following publications and abstracts were accepted:

Publications
9 Variability in disease severity among cystic fibrosis patients carrying rdésithign variants: data from the
European Cystic Fibrosis Society Patient RediinZahav M, Orenti A, Jung A, Kerem E. ERJ Open Res. 2025 Ja
13;11(1):005872024. doi: 10.1183/23120541.0058024.

1 MethicillinresistantStaphylococcus aureaad pulmonary outcome in people with cystic fibrosis: a European
Cystic Fibrosis Patient Reqistry data anaM&sZahav M, Dotan M, Annicchiarico L, Orenti A, Prais D. ERJ Oper
Res. 2025 Sep 1;11(5):0128224. doi: 10.1183/23120541.0122024.

91 Respiratory infections after elexacaftor/tezacaftor/ivacaftor treatment in people with cystic fibrosis: analysis o
the European Cystic Fibrosis Society Patient Redisligk M, Gambazza S, Orenti A, De Rose V, Prais D, Keren
E, Mei Zahav M. ERJ Open Res. 2025 Aug 4;11(4)20248loi: 10.1183/23120541.0122824.

9 Factors associated with sustained Pseudomonas aeruginosa infection following elexacaftor/tezacaftor/ivacaft
treatment: Realvorld data from the European cystic fibrosis society patient regisitlak M, Gambazza S, Orenti
A, Prais D, Kerem E, Maihav M; ECFSPR Steering Group. J Cyst Fibros. 2025 Nov;24(6D409®i:
10.1016/j.jcf.2025.08.019.

1 Global prevalence of CFTR variants with respect to their responsiveness to elelexafadtorivacaftor.Burgel
PR, Orenti A, Cromwell E, Macek M, Gutierrez HH, Karadag B, Faro A, van Rens JG, Naehrlich L, Bakkeheim
SB, Lindblad A, Zolin A, Lammertyn E, Ruseckaite R, Zampoli M, Byrnes C#A,ilda BjNdbert A, Cheng SY,
Stephenson AL; on the lhaf of the ECFSPR scientific committee and the Global CF Registry Collaboration. J C
Fibros. 2025 Nov;24(6):101D26. doi: 10.1016/j.jcf.202501007.

1 Health Inequity in People with Cystic Fibrosis: Can We Close th&&ap2Gaudelus |, Orenti A, Hatziagorou
E, Bakkeheim E, Naehrlich L, Kerem E. Ann Am Thorac Soc. 2025 Sep 10. doi: 10.1513/Annals@aZ0zn2501

1 Changes in use of inhaled chronic antibiotics in the European CF population: an ECFS patient registry st
Muhlebach MS, Naehrlich L, Carr SB, Orenti A, Gambazza S. Respir Med. 2025 Dec;250:108465.
10.1016/j.rmed.2025.108465.

I Heterogeneous use of multiple breath washout in cystic fibrosis across age groups and European countries:
ECFSPR analysislin A, Gambazza S, Lindblad A, Gkolia P, Saunders C, Naehrlich L; European Cystic Fib



https://pr.ecfs.eu/projects/project-applications/
https://pr.ecfs.eu/projects/project-applications/
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Society Patient Registry Steering Group. J Cyst Fibros. 2025 Dec -699B%89)02532. doi:
10.1016/j.jcf.2025.12.001.

9 Data accuracy in the European Cystic Fibrosis Society Patient Registry: resultssgéatatanvalidation project.
Naehrlich LFoxA, Krasnyk MWollscheid NMayor SL,adin A Rasad YV ECFS Patient Registry Steering Group.
Orphanet J Rare Dis. 2025 Dec 2;20(1):622. doi: 10.1186/s03623153w.

Abstracts
9 Evaluating The Relorld Effectiveness Of A New Class Of Drugs For Cystic Fibrosis: A Study Based On Euroy

Cystic Fibrosis Society Patient Registry Bal@mnoli A, Orenti A, Gambazza S, Zolin, A., Ambrogi F, Dedrose V,
behalf of ECFSPR Steering GroXipl" Societa Italiana di Statistica Medica ed Epidemiologia Clinica (SISMEC
National Congress 202%Pavia (IT), Volume 20 Supplement 1, September.2025

1 Clinical Outcomes and Survival Differences in People with Cystic Fibrosis Living ifDEembpe Naehrlich L,
Bakkeheim E, Hatziagorou E, Kerem E, Seemadelus J.on behalf ofECFSPR Steering Gro¥pl" Societa
Italiana di Statistica Medica ed Epidemiologia Clinica (SISMEC) National Congre$2ag@28T), Volume 20
Supplement 1, September 2025.

9 Incidence, Prevalence and Patterns of Stenotrophomonas Maltophilia Infection in People with Cystic Fibro:
across Europ&anzi R, Orenti A, Zolin A, Mahav M, Prais D, GambazzanSehalf oECFSPR Steering Group
X" Societa Italiana di Statistica Medica ed Epidemiologia Clinica (SISMEC) National Congy@®ss/20d%),
Volume 20 Supplement 1, June 2025.

9 Changes in prescription of inhaled antibiotics between 203 in the European Cystic Fibrosis Patient Registry
Muhlebach MSCarr S, Naehrlich L, Orenti A, Gambazpa 8ehalf of ECFSPR Steering Granyrnal of Cystic
Fibrosis, Volume4 Supplement 151815182 June 203.

I Transitioning to raceeutral reference equations on lung function for people with cystic fibrosis: which
consequences for Europ&@lin A, Gambazza S, Burgel PR, Carr S, LamEdrigdblad A, Macek M, Bakkeheim
E, Naehrlich,lon behalf of ECFSPR Steering Gtmpnal of Cystic Fibrosis, Volurde Qupplement 1,45, June
2025.

9 Factors associated with persistent Pseudomonas aeruginosa infection following elexacaftor/tezacaftor/ivacaft
treatment: insights from the European Cystic Fibrosis Society Patient RBgitalyM, Gambazza S, Orenti A, De
Rose V, Prais D, Kerem E,-Kigiav Mon behalf oECFSPR Steering Gralqurnal of Cystic Fibrosis, Volurde 2
Supplement 1,% June 2032.

A complete overview of publications is available onn@bsite



http://www.ecfs.eu/projects/ecfs-patient-registry/articles
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Cystische Fibrose Schweiz
Le a |tO|iGnO Mucoviscidose Suisse
g Fibrosi Cistica Svizzera assoclation luxembourgeoks

Fibrosi Cistica Cystic Fibrosis Switzerland de lutte contre la mucoviscidose



https://www.fibrosicistica.it/
https://cystischefibroseschweiz.ch/
https://allm.lu/fr/
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I dza G NR | MO N M n ncaon hn dy MApdn MMp ®H Mnpdo
. St NYza H N H N ynoc po®H THOT ThPp thm Py MTYy ®n
.dzt A NRAEF po H hp PH opPh ynop M MDo MM Dc MHC DN
/' NBI 8l HC M hmPo on®o y p ®H o ® Mno®n MHP ®p
/ & LINHza p M hmdo cT ®n TT QY yT Od Mno®T MM®pDY
/' TSOK wSL mmc o My cy dc hT Do Mac®T MMC ®Pp  Mco ®o
5SSy Yl NJ TH n MaT Tndc MAnn ®H Mnp ®m MMO ®T MM H®Y
9aiG2yalt y n M N o yoowm hhdn MAn®m MMa®o MMH®D
CAYytlyYyR [00) n hpdn Tndc hp ®p MAn®m Mnc ®p MMM ®o
CNJ} yOS yom op M p noor hp Pc MAp®M  MMn DT My ndp
DS2NHAI M T Tnodc pHO®A ccon TT®n y n®H M DH
DSNXI ye& MAHC Mp M0 om®n bn dc Mao dp MMMDy Mpndn
DNBESOS TH n M M H pcdwm BT OMm MM ®o MHC ®n Mnc ®n
| dzy 3 NE y H y thm dp oc ®c Yy H®p thmdc Man ®H MHM® b
LNBE YR MCg MH MM ppoPc hn dp MAH®M MAddC MOM®T
LaN} St nc o by OH THOY y hodn hp Pp Mnp®c MpMDp
Ldarte TT nn Mp ®p nno®x thc ®H Mp o ME®d Mpy ®m
[FGOAL M H y T ®n pT ®cC ynoH thH DT dhy ®n MAT ®n
[AGKdZ yALl T n MM M bpdn Mo dp MMN®p MmMc OH MHT ®p
wSL) 2F a2 mn o ymor oc dm py ®n yy ®p bt DT MApdn
a2yGSyS3anNmu n M M H ypoT tho &T MMp @y MHO ®M MO hPp
bSGKSNI Y moT W M oc®T thp ®o Mno®c MMn®H mMnnado
b2NIK al Cun p yc®n pnon Tpdc ho b Mand®o  MAT dc
b2NBI & nT n M0 Tnon bn o MAndy MMA DD Mop DPH
t2f1yR 0 MH op PT DH oT dc yT ®do by dc MAy ®ph Mpc dm
t 2Nl datt py c M n pp®o thec o1 Man oy MMC ®T MO H ®d
w2 Yl yAl bm M p hnodT ohdp ynop hp dp MAp dH Moc ®p
wdzaaAl y Ccdc mMdpo n dc My ®n ynon thp dc MAp dc MH Dp
{ SND AL nm c hp P py ®T yT OH hy do MAH®H MHA DY
{t2011 wé€no M dc dH cnon yy ®n b1 DH Mac dy MO MDC
{t28SYAl wno n dy TMOM hn vy M AN MAT ®n MMO @b
{ LAYy oyn wmp MAp nnaoc hc dc Mnc dc MMp ®n MAonon
{6SRSY y T o M0 cn®H hc ®H MO H®p MMH ®H Mnn oy
{6AGI SNIF mnp n M phdo hT dn MAp®d MMpON  mMAndn
¢NN] AES cpn HHC yy dc HN D Tp®n hmdp Mno®p MnpoT
PUNIAYS MAT H M pH Dy nmMmom ynon hp Pp M0 DH MO M®Dn

VYAGSR YAmMnny yo M1 H Hn®p dho PT MO MOy MM ®o MTpPp DT
(620fC  Lrypi [ty |wap® |myon  omOp |wamOr |umwon | wnop |
Note:  BARepublika Srpska, Iceland, Kazakhstan, Kosovo and Luxembourg have <5 individudl$ sgacs @&t the date of FEMeasurement andhe

countriesare excluded from th&able.
Note:  Sweden repordthe FEV1 of thbest FEV1pp in the 12 months prior to the annual revikismeansthe value could be from 2023 or 2024.
The UK repoedthe FEV1 of théest FEV1pp from the period between annual revifilss alsoneans that the valueould befrom 2023 or 2024
Back to fig. 4.1
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I dza G NR | MOO M hpdn oT ®n hmdp MO ®H MAT ®T Mon ®p
. St NHza 0o M T TH®p HH®O pden TT ®p yodc Mnpen
owSL {Ng¢ n hbhodn ThdD o ®n MAH®DM Mac dn MMH ®o
. dzt 3 NRE pg n ypodg HNOT TCOH hm dm hpdT MHY ®o
/| NBI ol HYy M yc oy nt dp Ty ®d yy ®n by PH MHP ®H
/I TSOK wSLmut n MAM®T  OHO®Y ho ® b MAH®H MMH®Y MooO®d
585y Y NJ p o n MAH®N oy OH M dn MAM®P MMH PO MO pdn
9at2yAlt o} n thH P n po®o yp®c hmPT hbpeT Moo ®p
CAytl yR MYy n ycdo nnon Tnom hmDdp by do MMM®y
CNJ} yOS MAMH ¢ o1 Dp HH®O y hdn bpdn MAT DD wmMpndd
DS2NHAI ) T cCT ®n oT ®n pHDGD TT OH Ty ®OH ycon
DSNXI ye& dH O [o0) hc dc omadn yy ®n pT OT Mnc ®c MOy ®d
DNBSOS MO H MAT dc ny ®n hH Dn My ®y MHN ®C MppoT
| dzy 3 NE yc n y c ®H on®dg TO®M yc®p hbhdd Mnm®epd
LNBf FyR Hno n BT de OH DY hbndT hy OH Mc dy MHO ®®
LaN} St TC M yhoT HHOT ymodp hH DM Mnndo MMT ©T
Ldlte ynn M p Mnn®p HT ®n hH Pm Mnam®dy MMM®M Mmpo dc
YETFlKadl y n y M®do oc®n cy dy YHOT hH dn MHC ®n
[FGOAL M N n yT oM pc®m Tody ynor MAH®H MMy ®n
[ AGKdzr YAl p M Yy HOH onodc TT dc b1 ®o by ®n MAT ®H
[ dZES YO 2 dzN p n hH DD Thdn hmdo hn ®p hp ®n MAandy
wSLI 2F a2 wmn M ccop onon nH®p CTOT yc dc MMO Dy
azyiSyS3any n MAp®p  H DM hc O MAC®H MMH®N  MHA P
bSGKSNIFY mTn H by O noor hn dH by T MAT ®o Mo dd
b2NIK al Chm n hn do nmMmdo ynodg hp P MAHDD MMy Dy
b2NBI e oo M by @n nnoc yy ®dod MAH®N MM ®d MHM®C
t2tlyR oTy hn dc HYy ®o yT ®Mm DT P MAT ®H MoM®o
t 2NIidzaLE cwm n by dc oy ®c¢ yy oy hy Dy M gdc MHGQPM
w2 Yl YAl de MH yp ®H HM®p THOT yy ®n Man®m  MoMm®o
wdzaaAly Ccyn wmny yT ®o My ®T TC®p y poT MAM®n Mpn®n
{ SND AL no n ynoc HQDM TMOH y hdn MAMDT MMO ®n
{t20r1 wSnwn n hp Pn cnop y dhdn hc o1 Mmno®n MmMmn ®o
{t20SyYAlL wup n thc O TM®n hmdo by O MAT ®n  MMH ®C
{ LAYy oy p n dc en OH®N yy odm hT Po Mmnc ®c Mop ®o
{ 6SRSY M M N o] POt PH op Py yy ®d dhc dn MOy @T MOp Pn
{6AGT SNIF mpo w hbpdm nopoH hn dc hy O My ®n Mon®c
¢NNJ A&S pom Tn ynom MH®n cCT ®n yoodd hc ®H MHY ®H
PINFAYS MAH  HA ypom Hp dn TMbp yT dy hp Dy MHT ®o
' YAGSR YA mMncH TH thc ®n Hc ®n yy on hT DM Mnp ®c Mnc ®p

[c2iti  |yngdlnm | Gnor |wnon lypoc |dc®y | macon | wpor

Note:  Cyprus, Iceland and Kosovo have <5 individuals aged yi€ars at the date of FEWeasurement anthe countriesare excluded from th&ble.

Note:  Sweden repoedthe FEV1 of thbest FEV1pp in the 12 months prior to the annual review which ntieainthe value could be from 2023 or 2024.
The UK repoed the FEV1 of theest FEV1pp from the period between annual reviews vetgtimeans that the valueould befrom2023 or 2024

Back to fig. 4.2
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PtolkyAl T n TM®Dp pndo cpodm chdh Tc®n hH Dy
NN SYAL p n TH®p oy ®y cnodc Tp®H hmon thec dc
I dza 4 N& | onn H yT ®o Hn®n TH®p thn ®p Mno ®o Mnndy
o wSLI { Ny n TPdH HC @y CT ®H yT ®p dpT DC Mnp®n
Ldzt A NRAE 1 H TnoT HM®n pcdc TCc oy dn dH MH DO
I N2 8l cn n y noH My ®n cnor ynodg bpPd MHC ®d
/ & LINHza M O n CT OM™ on®o podd Tp®n yodn hp ®c
/' TSOK wSL yTH ) yodn MT © TNOd yy on by MHM ®o
58y Yl N HOoO n hH Do Hp dn ynowm hc do Mnc dy MO T ®n
9alG2yAl M 0 n nTon MM ®n omody nopoem cMbdm yoodwm
CAYytlyR OH M Tp®n oMby CHDT TTOD M dT MMM DN
CNl} yOS$ Hddn HOD yo®p MT ®o cy ®H ycon M ®H MpndM
DSNXYI yeé ONMH HC ynod MT ®p cnowm ynon by oy MOy ®p
DNBSOS HT g  p ycom MC ®n cy ®c y hon MAn®c Mpy dy
| dzy 31 NEB MC H p cy ®o HHO®Y nc op Tnodn y hdn MHPDH
LOStYR c n hH OH ynod y hdm hH Dy by o hhDH
LNBE I yR pon on THOT HA®n codo ypom the D MO N ®H
LanNt St HcT € TT ®y HN®n CMOM ynoc thn ®o MHH®N
Larte HHHY MO yT ®Om Mp ®c TH®D hmdc MO Dy MO M®n
YETF1KadlE mao M CMOH HC ®M HpOH cnom ycdo hp ©P
[FGOAL M ¢ n TH®O My ®n PH®H yM®dMm o dy hhdH
[ AGKdzr YAl we M codT Mdpdn opon CH®D ynod BRI
[ dZESYO 2 dzN p n ho dh nmaop yy o M GDdMm MMO ®p MMmMp Dp
wSL) 2F a2 mH H CH®D HpDn podm coddp TCODT yn®H
a2ydSySang n yy om pMmdc cmon hH DN MAHOM MHPp Dy
bSGKSNILFYcpm T Y H DR HN O ccdc ypon by ®y MOH®T
b2NIK alCpy M TNnoOMm Hc O py ®H Tndh thm oy MHN ®n
b2NBI & MO M n ypoop Hy ®T TCOMm hnoT MAn®M  MnH®C
t2f1yR pHGp c TT ®p MT @1 pcdn ynop by OH Mo ndn
t 2N dzAFE wmnp H Ty ®n HC ®d cnon ynop e dc MMp ®H
w2 Yl yAl TH H TN dh MT ®cC cMmdm Ty @7 v by MM®PM
wdzadaAl 'y Cccec HY & cpdc My DH nnaow ccdc yc®H MO O Dp
{ SND AL 0o n ccodn HT ©y ny ot cT ®n ynow MMO ®n
{201 wé€mmy o) Thdc Ma DT TNnoy Y HOT dn ®p MHMO®y
{t28SYAl no n Tcodp My ®o pcdn Ty ®m hec dp MHM®Dp
{ Lk Ay yyn M C ynon HM DM codo yndc bhDH MO 0 P
{8SRSYy Hyn M ypor Hp ®n THO®N yy ®H M MPM MOH DN
{6AGT SNI I oyp H ymMmom HN®c cp®n yody by ®o MH(QOT
¢NNJ A&S MHT no c pOdH MH ®d ny ot To®n y hdd MO O ®n
TN AYS foo)es) My cT ®n MnodT ncoc TM®p M dd MMM Po

' YAGSR YAnmyn wmmn ynom Mp ®n cCpoMm yo®dp hT PN MT N PN
620t wdondicn |ywon |mnor |cnop  lynor | byor | wrnon |
Note:  BelarusGeorgia and Kosovo have <5 individuals agebd&ars with FEVheasurementandthe countriesare excluded from th&ble.

Note:  Sweden repoedthe FEV of thdest FEV1pp in the 12 months prior to the annual review which ntieatnhie valuecould be from 2023 or 2024
The UK repoddthe FEV1 of théest FEV1pp from the period between annual revjehis also means thahe value ould be from 2023 or 2024
Back to fig. 4.3
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Sdzt IFENRE wp M pMbdp MO ®M OH®M py ®y cc ®H TT®T
I'TSOK wSL py n cCTOT HC ®p pnon cndp yT OMm Mny on
58yYl N{ vy n TTON HopdOM pT ®M Todn dhy ®n MHT ®M
CAytlYyR M O n codn OH®DH ogdn pnon ynoy MOoM®T
CNJ} yOS hy p M chdd MC DM pmMon TnoH yT ®y MO dT
DSNXIye MAYyn MT ccdo HNOT nt oc cnaoy ynou Mnndp
DNBESOS cCM n cp®o Ho ®o noon cMPy ynoy MMT ®p
I dzy 31 NE oM c pnot Hndp Hgpdp nnoy cy ®m hy dc
LNBEFyR MT p MM Tndc HN®H PH®H TODT yy dc MMp D
LaNI St hy M cT Om Hn ®p ppdo cy dg yndm MM
Ldlte M U H o TTo Mn ®c pndc THO® Phpd MpM®PM
bSﬁKgNII'YH(*)M H TMOT HH®nN pmM®H Tndc y bt MOHDY
b2NB I e yn M T M®H Mc ®p pnoT T H®H ycdc MHH ®d
t2t1 yR cM™m H CHO®p Hndn nHoOd ppdo ymMon MHN®T
t 2NlidzaALE pp n Tndo Hndn pT dC TH®p hn OH MMp ®H
wdzaaAly Cpg H H nToT Hn D ondo noom ppdc MMA o
{t2or1 wéog n CHDD HM®p nHo®n cnom yT ®p MAHODT
{t20SyAt ¢ M nT oH OHO®M nmom nooT PpT ®M cpdo
{ LAY NHM n Tp®M HO®M py ®o Tp®H o dp MN o ®H
{8SRSY MO M n TnoH My ©T pcdH To®o o dc MHC ®o
{BAGT SNI I ypuy M cpdy HO®M podn chodn yy ®m MMp ®p
¢NNJ A&S M n cnoy Hp ®c nMaoo podc ThoT Mn DM
' YAGSR YAwmppy pwm TNOM Mo ®n PH® yT ®n Mn b

o] TPy
[c2Grt  cpy lob  |rnos |moon |pmon |1n®n |yyor | wpmou |
Note:  Albania, Armenia, Belarus, -B&publika Srpska, Croatia, Cyprus, Estonia, Georgia, Kazakhstan, Kosovo, Iceland, Latvia, Lithuania, L
Montenegro, North Macedonia, Republic of Moldova, Romania, Sandiekraineall have <5 individualsver 40 with a FEV1 value recorded in 2(
andall these countries werexcluded from theable.
Note:  Sweden repoedthe FEV1 of thbest FEV1pp in the 12 months prior to the annual review which ntieanthe valuecould be from 2023 or 2024
The UK repoedthe FEV1 of théest FEV1pp from the period between annual revjéins alsaneans that the valueould befrom 2023 or 2024

Back to fig. 4.4
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Note:  BARepublika Srpskéceland, Kazakhstan, Kosovo and Luxembourg have <5 individualsldgpeaés at the date of FEMeasurement and are

Note:  Sweden repordthe FEV1 of thbest FEV1pp in the 12 months prior to the annual revikismeansthe value could be from 2023 or 2024.
The UK repoedthe FEV1 of théest FEV1pp from the period between annual revifiligs alsoneans that the valueould befrom 2023 or 2024
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I dza G NR | MOO M Map ®n nnodg by ®n MAC®OH MMM ®H Mo dn
. St NHza 0o M T TCPR Hp ®n codd y Mo yT O MMpPC
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DNBSOS MO H MMO D pHDOM hy by MMn ®c MO M®y MCccC Py
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¢CNNy A&S pom Tn ypdc MO ®H TMOM y hdm MAHOM Mop dc
'INJ Ay S M1 H H N hn dc HT ®H qu)y o MO H®O MO O ®H
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Note:  Cyprus, Iceland and Kosovo have <5 individuals aged yi€ars at the date of FEWeasurement and are excluded from tladle.
Note:  Sweden repoedthe FEV1 of thbest FEV1pp in the 12 months prior to the annual review which ntieainthe value could be from 2023 or 2024.
The UK repoed the FEV1 of theest FEV1pp from the period between annual reviews vetgtimeans that the valueould befrom2023 or 2024
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LOSt YR ® n by ®n yT ®n dn dc by ®H MM ®Mm MAp @y
LNBE I yR pon on ypon HM®n cT Pp thn dc MAo®p MnHOY
LaNF St HcT € Yy H®cC Hp ®T codmp ycodH MAn®p MHGPC
Larte HHHY MO ho ®m Mc ®n TT ®c pT Py MMAOp MpMmbdC
YETF1KadlE mao M co®dm HC OM omM®n cn®n hn oy hn dy
[FGOAL M g n TCOT MpDp ppdo yT O hT Db MAp dH
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t 2N dzAFE wmnp H yodp Hooy cnodm ypop Mno®do MHPp ®n
w2 Yl yAl TH H y noH My ©T cp®o ynom by ®dc MHT ®p
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6201t lwdordion |ycoun lwmon |cyop | bnom | mnpom |wynon |
Note:  BelarusGeorgia and Kosovo have <5 individuals agebd&ars with FEVheasuremenand are excluded from theble.
Note:  Sweden repoedthe FEV of thdest FEV1pp in the 12 months prior to the annual review which ntieatnhie valuecould be from 2023 or 2024

The UK repoddthe FEV1 of théest FEV1pp from the period between annual revjehis also means thahe value ould be from 2023 or 2024
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I dza 4 N | y n n Tcdp onon pT ®n TTOT e dp MHO Dy

Sdzt IFENRE wp M pnom MO ®T 0o0dy CH®R Tndc T dc
I'TSOK wSL py n TMdo HT ®c podn cT ®o thH DN MMC ®n
55y Y N) yy n y M®o om®dn cnom YHOT MAH®n MOH®C
CAYtlYyR M O n ccdo on®n nmMmdo pH®O hn dp MO C ®H
CNJ} yOS hy p M TodcC MT ®H pndo To®T hH DT MO T ®p
DSNXIye MAYyn MT c oy HH®N pnom cy OH yy oT Mnpdc
DNBESOS cCM n chdn Hn ®y np ®p cpPph yy oy MHO ®n
I dzy 31 NE oM c poDH HHOM onoT nc oy TMOnN MAMO®H
LNBEFyR MT p MM Tnoy HM®H ppon TT O o Dy MHN OH
anN: St by M Tnédn Hp ®y py ®T TMDyY ypon MH DN
Larte M U H o T Qo Mp ®p p TP TWHO Map Mpy ®cC
bSGKSNI LY ym H Tp®n Ho®o podo TN oM hn ®H Moc ®d
b2NB I e yn M Tndc MT ®T pT ®y TCcdc M Pn MHY ©y
t2t1 yR cm H ccon HMOn npon codn yc®n MHY ®d
t 2NlidzaALE pp n Ty dc HMOT cMOM Tcodp thp do MHO ®c
wdzaaAly Cpg HH pnoo HH®n omMmoT npowm CH®nN MMT @b
{t2or1 wéog n ccon HH®db nnox cT ®p hmPn MAy ®OH

{t20SyAt ¢ M npeT oo ®dn nnox np oo cnom codn
{ LAY MHM n Thon Hn ®y CH®O Thdc hy ®p Moy ®d
{8SRSY MO M n TT Oy MpDT py ®p TCcdp hy dc MO O ®n
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Note:  Albania, Armenia, BelaruBARepublika SrpskeCroatia, Cyprus, Estonia, Georgia, Kazakhstan, Kosovo, Iceland, Latvia, Lithuania, Lu»
Montenegro, North Macedonia, Republic of Moldova, Romania, Serbia, Ukraine have <5 individuals aged 40medburévent and are exclude
from thetable.

Note:  Sweden repoedthe FEV1 of thbest FEV1pp in the 12 months prior to the annual review which ntieanthe valuecould be from 2023 or 2024
The UK repoedthe FEV1 of théest FEV1pp from the period between annual revjéins alsaneans that the valueould befrom 2023 or 2024
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b2NBIFe n MPE MHND  pH D ™ noy r p®PH om mn® mMmop cmM®nn Hnady o0dT
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tENﬁdZEll'p 0o®ds MHND TpdwMmMT M ® mdop MM®HM MaAd® mmn ppend Hndmy ¢ddn
W2YIl YAl m N®CHHN Tod®Cco HAD MY pod n noén pn PYy®HT H®MPIMM MH(
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{t20F1 n ndr Moy @ n 0DH TOM H M®dn Mnc TH®on HAdD c D
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CNNIABES Mip nPCMTAATTDPHYY MODP Mdpc y P MH HDPO ono pcd®mMpp Hpdcn MHC
PUNFAYS p NndrHAT cMP M HcdDnn MM®P M noy nm om®yo codp 0 dd
,)N\L]S'

EIR Jopdp yy® Tnn Mmmd ddpm mc d

mnm

Note:  Information was missing for more than 10% of children in Kosovo, and for more than 10% of adults in Armenia, IcelardKasian,Belarus an
Georgia hd <5 adults seen in 2024 and are excluded fronmtdhée for adults.

Note: Ireland Chronicity foPseudomonas aeruginosas defined as: & or more unique cultures in 2024 and greater than 50% positive b) at leas
more positive cultures during the 12 months preceding the last reported culture in 2024 or c) if chronic in 2023 andragsyak@h in 2024 were¢
still positive.

Italy: chronicity folPseudomonas aeruginosas defined as: at least 3 or more positive isolates during the 112 months preceding the last re
culture in 2024.
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The United Kingdom: chronicity f8seudomonas aeruginosas defined as: 3 or more positive isolates during the 12 months preceding the last
review.

Back to fig. 5.1
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wdzaaAly cp HOPYyHMYM ppP HH MPA HM APt oy odn pTM yTd hH y dcT noc
{ SND AL n nésr mnn  dc p o®o ™ nerT n nen owm ymMae T My dn nor
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¢NNLABS My noyumTn dpy @ o nowmy nén m1 o0o®H pmMo ddc P o nocwm n ok
VTN AYS g nds oHy ¢y do nog o nodgn nen MHYy ¢y @ H M®E N nor
I YAUGSR

YAY3IR2Y nodrnnmo pdd ndc pyc| nN®; MTMHDY

NJ
(=N

—mmmmmmm

Note:  Information was missing for more than 10% of children in Armenia and Kosovo, and for more than 10% of adults in AfRemidikBArpska,
Iceland, Kosovo, Latvia and Moldova. Belarus and Georgia have <5 adults seen in 2024 and are excludedbliedon dukilts.

Note: Ireland Chronicity foBurkholderia cepacia complegas defined as: &) or more unique cultures in 2024 and greater than 50% positive b) at leas
more positive cultures during the 12 months preceding the last reported culture in 2024 or c) if chronic in 2023 andrasyakéh in 2024 were
still positive.

Italy: chronicity foBurkholderia cepacia comphegs defined as: at least 3 or more positive isolates during the 12 months preceding the last re
culture in 2024.
The United Kingdom: chronicity urkholderia cepacia compleses not collected. Back to fig. 5.2
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{ SNBAI n nosno HY ® M cMP mMp Mn® n ndr mm Hp® mp oddmMH owmd
{t 20 n nos dp Tno H mM®c on HOoO® m nNeT MoM ydd n neér mp wmnd
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PINFAYS n n®;ono dnd o nddg on y ®d n nN®;r MHC GOT D n noro H®cC
:yxﬁéé M Nn®j000H YHD N n®n TMo MT® oT AdcpcTidodn ndrococor
YA)/EI 2Y

jc2idlt JucindivypclTddppolHdnope MTDcnlndrHnciyydomnmoNHHO Yy O

Note Informatlon was missing for more than 10% of children in Kosovo, and for more than 10% of adults in ArrRemidliBASrpska, Iceland, Kosou
and Latvia. Belarus and Georgia have <5 adults seen in 2024 and are excludedtiablaftreadults.

Note:  France and United Kingdom: chronicityHaemophilus influenasas not collected.
Ireland Chronicity foHaemophilus influenzaeas defined as: &) or more unique cultures in 2024 and greater than 50% positive b) at least 3 or
positive cultures during the 12 months preceding the last reported culture in 2024 or c) if chronic in 2023 and anyakdiune2024 were stil
positive.
Italy: chronicity foHaemophilus influenzaeas defined as: at least 3 or more positive isolates during the 12 months preceding the last reported
in 2024. Back to fig. 5.3
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{6A0GT SN n noy MnH HPp® HAN Nndd® MAH HPp DN nd®rHnc oTd®HCcHNTdyn Mpd
¢CNN)J A&8S Mo Nnd(MCMA TOD HYM MHD HPpP MOoD MT odPromMdp phd MMo HMdyp wmpd
PINFAYS n nejcwm My ® mdpc py P ym Hn ® n neérnn omMm® Tp pydmo wmnd
:yxﬁgé M nd®yonopyn® Hpd cdPn opM ydPT oT APcATP'TYDPHYT ndT dbdhm Mc ¢
YAYIR2Y

Note: Information was missing for more than 10% of children in Kosovo, and for more than 10% of adults in ArrRemidliBASrpska, Iceland, Kosov
and Latvia. Belarus and Georgia have <5 adults seen in 2024 and are excludedtiablaftreadults.

Note: Ireland chronicity for methicillisensitiveStaphylococcus aureuss defined as: &) or more unique cultures in 2024 and greater than 50% pos
b) at least 3 or more positive cultures during the 12 months preceding the last reported culture in 2024 or ¢) if @028iemd any cultures take
in 2024 were still positive.

Italy: chronicity fomethicillinsensitiveStaphylococcus aureuss defined as: at least 3 or more positive isolates during the 12 months precedi
last reported culture in 2024.
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The United Kingdom: chronicity forethicillin sensitiveStaphylococcus aureugas defined as: 3 or more positive isolates during the 12 mol
preceding the last annual review.

Back to fig. 5.4
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YA)/EI 2Y
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Note Informatlon was missing for more than 10% of chlldren in Armenia and Kosovo, and for more than 10% of adults in ARemiEikBArpska,
Iceland, Kosovo and Latvia. Belarus and Georgia have <5 adults seen in 2024 and are excludedtfieforthdults.

Note: Ireland chronicity for methicillimesistantStaphylococcus aureuss defined as: &) or more unique cultures in 2024 and greater than 50% pos
b) at least 3 or more positive cultures during the 12 months preceding the last reported culture in 2024 or ¢) if @028iemd any cultures take
in 2024 were still positive.

Italy: chronicity for methicillinesistantStaphylococcus aureuss defined as: at least 3 or more positive isolates during the 12 months precedi
last reported culture in 2024.
The United Kingdom: chronicity for methiciti@sistantStaphylococcus aureuss not collected. Back to fig. 5.5
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Note Informatlon was missing for more than 10% of children in Armenia and Kosovo, and for more than 10% of adults in AfRegniblil&Brpska,
Iceland, Kosovo and Latvia. Belarus and Georgia have <5 adults seen in 2024 and are excludedtfieforthdults.

Note: Ireland chronicity forStenotrophomonas maltophilgas defined as: &) or more unique cultures in 2024 and greater than 50% positive b) at le
or more positive cultures during the 12 months preceding the last reported culture in 2024 or ¢) if chronic in 2023 uhdestaken in 2024 were
still positive.

Italy: chronicity foStenotrophomonas maltophiliees defined as: at least 3 or more positive isolates during the 12 months preceding the last re
culture in 2024.
The United Kingdom: chronicity 8tenotrophomonas maltophilieas not collected. Back to fig. 5.6
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Note: Information was missing for more than 10% of children in Armenia and Kosovo, and for more than 10% of adults in AlréajBARemblika
Srpska, Iceland, Kosovo and Latvia. Belarus and Georgia have <5 adults seen in 2024 and are excludabléfamadelts.

Note: Ireland chronicity forAchromobacter speciegs defined as: &) or more unique cultures in 2024 and greater than 50% positive b) at least 3 or
positive cultures during the 12 months preceding the last reported culture in 2024 or c) if chronic in 2023 and anyakdtunes2024 were stil
positive.

Italy: chronicity foAchromobacter speciegs defined as: at least 3 or more positive isolates during the 12 months preceding the last reported
in 2024.
The United Kingdom: chronicity fachromobacter speciasgas not collected. Back to fig. 5.7




* K
* *
SBrS s ctem v+ 51 [0
* *
*

Patient Registry

cCP bdziNAa2y
¢cl-ofS 1md@NBE F2NJ .alLY RSAONALBL OIS
AY HaumTE 3SR NER o6K2 KI O3S ySOSNI KI
/ 2 dzy G NB S aSty aiy HM_JOut

02 dzy G N

O H pil3 AQ}'

t 6/EQNE  ©

i K %30 2INB

.alLo :
1foFyALl OH M m ®H TH OM m b n
I NYSY ALl HY n m Py H Dy ™ PP m oy noém MPT
I dza G N& | oo0M n modm m do mdc non nop H®n
. St NHz& M MYy n m oy P PH ™ ®p m ®p nom H®o
.o wSLI { Ny n noewm m PP m by mdn n oy H®n
.dzf 3 NR | MO p n m®n D dPMm ™ ®dn mdn n®p HDy
/ N2 I 8l Tn M m OH mdm m Py mdm nor H o
/ e LINHza M O n moT ™ ®bh ™moT mdc m do H®o
/' TSOK wSLowHy n m oM DT m oy m oM nop HOp
55y Yl NJ M N n mdm ™ ®H moT non noc HOn
Qalt2yAl H O n mdm ™y mdy mdn nodop M P H
CAyftlyR OH n m do ™H PO m dd m PH non M ®o
CN} yOS HOTT b m ®H m ®h moy m dH nop HOp
DS2 NHA I nao M ™ ®Mm mdc ™moT ™ ®n m dp MOy
DSNXI ye HCH® M m ®H oM m oy modm nop HOD
DNBSOS HMM M noH ™ dp mdo noH noy odm
| dzy 31 NE® HNy n m ®o T P ™ ®dn m ®dH n®p H®o
LOSt YR ® n noo m do m DM nom noop Mdn
LNBf I yR pAMm n noo ™ OH mdo noo nod HOR
aNJ St Mpn n m dH P PM™ m P d m Pdm nor H®p
LGl te Hnano o] non vy ®n moT nom noy odn
Y24a202 HC n m ® o D PM™ moT mdc noc Moy
[ FG@AL on n modn ™ dn ™ dn mdp nom M Do
[ AGKdzE YA mT n ™ ®Mm ™ ®o ™ ®dn mdp m O H nom
[ dZESYoO 2 dzN\ my n mom ™mdy mdp m ®H nop Mdn
a2t R20l on n ™ D H mon ™ OH m D m D H MDT
a2yidSyS3anNmuy n non ™ dn moT nom noop Hdn
bSGKSNIIYyoyrT n non ™ Dy m dc m dm noc 0 ®H
b2NIK alCcdo n m dH ™Dy m oy m D H nop Hdo
b2NBI & MH N n noewm ™ ®H m®dp non neT HPH
t2fFyR pHO n m do ™ Ph m Py m ®H nop H O b
t 2 NI dz3 | € MC N n m dH THOT maobT m Pdm non M Py
w2YLl YAl HT M (s3] mdy ™ dn ™y mdc noH HDD
wdzaaAl 'y CHMCY n m dp ™Mnodm ™ ®PMm mdn noo noc
{ SNDALI MO p n m do m do ™ P M m do nop H®p
{t208F17 wSwmvmwmwm n mom T ®d m ® mom noc o®dp
{tE28SYyAl pp n m do ™ PN m oy mon noo MPy
{ L} AY PpTYy o] m®dm D PM™ mdc non nop H @b
{6SRSYy HCC H nom ™ dn modp noH noy HOp
{6AGT SNI L oTH M m dm ™ OT moT m dm nop H®H
¢NN) A&S HApAN n m®p mn ®o ™m®do mon non odm
PYNFAYS H Yy M p moeT ™mndp ™ odn modn nd>o HO®M
'YAGSR YA odmy M ¢ noH P P mdn noHu no oo

O T 7 T T T Ty T T
Note: Swedenheight and weight are from the date of the best FEV1pp in the 12 months prior to the annual review date, where in sdneevedises can
be from the previous calendar year. If no spirometry is done, the height and weight are from the date of theeaienual
The United Kingdonti: best FEYpp is reportedthe height and weigharetakenfrom that date,andit ismade sure that the date is betwedhe annual
review dates. lthe annual review FEV& usedbecausehe bestlung functionis missingheight and weight ahe annual reviewis reported

Back to fig6.2
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Note:  Belarus and Georgia have <5 adults seen in 2024 and are excluded from the table.

Note:  Swedenheight and weight are from the date of the best FEV1pp in the 12 months prior to the annual review date, where in stieevesises can
be from the previous calendar year. If no spirometry is done, the height and weight are from the date of thecaignual
The United Kingdom: If best FEV1pp is reported, the height and wesgditen from that date, and it is made sure that the date is between the ar
review dates. If the annual review FEV1 is used, because the best lung function is missing, height antheeightiak review is reported.

Back to fig6.2
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Note: Belarus and Georgia have <5 adults seen in 2024 and are excluded from the table for adults.
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PYNFAYS HM codm dy HYy ®T HHO Ccp®PH wmMn TdCc HO MT ®dcC by Tnoy
')/AuSR Y n ndén omMno TTP®T dno HHDPO n no npcntTpoH MpndHN®C

N A T R A T X

Note: Belarusand Georgia have <5 adults seen inf282d are excluded from the table for adults.
Back to fig. 7.2
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Note:  Belarus and Georgia have <5 adults seen in 2024 and are excluded from the table for adults.
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Note:  Belarusand Georgia have <5 adults seen in282d are excluded from the table for adults.
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Note:  Belarusand Georgia have <5 adults seen in282d are excluded from the table for atdul

Note: Inhaled hypertonic salingas reimbursed in most countries except in Albania, Armenia, Bulgaria, Estonia, Georgia, Kazakhstan, Lithuania, tt
of MoldovaandPoland. In Kosovin 2024 there was no system for the reimbursement of medicatiombated hypertonic salin@as offered free of
charge foPWCF inhospitaLy ¢ NNJ A&S Al Aad NBAYOdzZNASR F2NJ OKAf RNBY x ¢ &SI Na

Back to figy ®wm
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[T 7] [ o] I ] o e [ T oo [ R e

Note:  Information was missing for more than 10% of adults in ArmBelarusand Georgia have <5 adults seen in282d are excluded from the table fc
adults.

Note:  Inhaled rhDNaswas reimbursed in most countries except in Albania, Armenia and Belaved. tNB A Yo dzZNE SR Ay DS2 NHA
in Bulgaria, Estonia, France, Germany, Greece, Luxembourg, Macedonia, the Republic of Moldova, Norwaysdrbim&pain, and the Unitec
YAY3IR2Y FT2NJ AYRAGARIZ €& % p &SFNB | yR inR024 thefie@asino dysteR fot thieyfeiibiNgemert
medicationbut inhaled rhDNaswas offered free of charge fétwCHn hospital.

Back to fig8.2
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bSGKSNI I ¢ HO®H oyy GHDY HM p dn T AdT TAAN TM®T Hcd HT dc
b2NIK al n noén pn TNd®mM HO HpdPp n noén mT HC ®cC nT ToO®r
b2NBI & M ndy MOH by dp ™ noy n MPy wmMdpn ydpdn H N hDH
t2flyR n noén yom yTdp MM MHDPp n non npn TAPP Myp HODN
t 2NIdzalF €t n ndn MHC TpPp nwm Hn®c n nodn MHN phpdPdh yo nnon
w2YlyAl n noen mpp cpdPp map ondp n noén pwm pp®n nm nnoc
wdzaaAly nc H®n wMpMn cc®d®M THP omMmdd My M®Pc pHY nT1TPT pcH pnandrt
{ SNDBAI n noén mMam c¢cTdPo ndh OH®PT n non mc NH®PM HH pT ®cC
{2011 wn non oyt cy®p nn om®dp n noén yc pp oy cy nnor
{E23SYAl n noén pwm bmodm p y © n noén np ycodp T MO Pf
{ LI AY n neén  ymp Ty®n HHND HM®PC n ndén cyy pnody ccT nodr
{6SRSYy H N®T HNH yT®M on MH®H MM HdPc oTdh yTdp nm hPdp
{6AGT SNI n neén oyc hp Pp My nop n ndén nnc To0dcC MOCcC Hc ®dg
¢NN) A&S H neém wMyop yodo occ mMcdPc o M®PT ocCchp chdPwm MpC HpPr
PYNFAYS H neéc HAM phpPm mMOT nnd)o n nqbn no oo ®c yp ccor

')/AuSR Y n noén oonp ymedr TnNMm OMTp pH®O Hy py n T T
m
Note:  Information was missing for more than 10% of adults in Albania. Belarus and Georgia have <5 adults seen in 2024 afetidreraxble table for

adults.

Note:  Inhaled antibioticsvere reimbursed in all countries except Armenia and Georgia. In Bulgaria, e@stéimbursed for aPwCFEtobramycin fothose
> 7yearsold, and levofloxacin fahose> 18 yearsld. In Estonia, tobramycin and colistiere reimbursedin Romania, only tobramycin solution ai
colistin dry powdewere reimbursedand only for PwCF aged 6 and olderKosovin 2024 there was no system for the reimbursement of medica
but when the intravenous formulation of colistin is adapted as an inhaled formulation, it is offered free of chavgeHRorhospital.

Back to fig8.3
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I NY¥SY AL n nCDn M O no®o mMT pc®Tt n ncbn n ccor H 00 Pc
I dza G N& | n neén Hp TOMm OHP hH DD n non oy y ®¢ nnn ¢mor
. St I NHza n ndn mnan TH®H nn HT ®y

SboowSLI { o noén n non M C M 171 n nén n non y M
.dzt I NRA L n nén mMnm hp Po T noT n noen yH Ty®m HO HM®C
I NBI ol n nén TO pc dm o0 non n noén op pp®dc HY nnor
/ & LINHza n noén  wmn Tcdd o HOoO®M n nén wmn pH®C (s9] nT or
/' TSOK wS$S H ndc Hcy TTOH T HH®H N ndén mMnT nodn Mpp pTPJ
55y Yl N n nén wmcy yo®d®H o MCcC dy ™ noo mbhpp phdc MOM nadn
9aiG2yAl n non Mo Tcdn c Hn®n n non vy nToém & pH®C
CAyftlyR n ndn HO CTPT MM OH®n n noén HN pm®dmM HO ny ®c
CN} yOS n noén wmMnyy py®p mMnanpc nmdp n ndén MTHEOIMOT HNnnypy ®dc
DS2NHA I n nén My OH®M oYy cTdh

DSNXI ye H nodm yecn OMPH mMPpno cy dT MO nd®o ydpm HMPM O0O0HCTY dc
DNBSOS n ndén mMym Thdn ny HMOn ™ nd®o MTn nNTDH mMdn pHDC
| dzy 3 NEB n ndén HOC yH®p pn MT ®p N non oc MT ®H MTO Yy HO®D)
LOStFYR n ndn H HH®H T TT Oy & nodn p TMdn H HYy @
LNBf I yYyR n ndén Hoy np®o HYT pn®Tt H n®o wmMpn HAPH cnc T hoy
AN St o] H®n cc nH®PP yp pp®H wmMcC nd®H Mpy nmody HAn pnoys
Lilte o] ném cTn om®dn mMnco cy ®p n nom yTtp HODO HYy TJ TcC ®c
YET K& n nodn p HMOT My Ty ®c
Y2a2@02 n non o OH®M M cTd®h n noén H nnon o] cnos
[ FGBAL n noén o hPm on pbndp n non n non M ¢ M
[ AGKdzE yA n non o nnddp ™Mo phedm n noén T Hp®n HM Tp s
[ dZESYo 2dz n non p Hp®n wMp Tp®n n nén ™ HNndn n ynos
wSLI 2F a n nédén wmn oy d®d HH cmdm n non ¢ nnon ¢ cnos
a2yiSyS3 n nodn n non on M n nodn n non M H M
bSGKSNI I o H®H omMn Tpodm dp HH®T y ndy oyn oyddp pyy cndc
b2NIK al n noén wmc Hn®p CH Thdp n non p T Oy p & PH Dt
b2N¥I & n non  dn CT®H nn OH®Y H neéd cy oM®DH Mny c¢T ®dc
t2fFyR n ndn HMN HH®p ToOod TT®Pp n ndén MHG HADPH pnog TPy
t 2Nl dAalt n non  doh pdpdc cT nnon n noén ywm ogpdo MHpP cn®1
w2YlFyAl n nédén HAON ccdn wmMno ond®n n non ndg po®o no nc o1
wdza a Al y HT M®PH McoO TM®PO CHGP HTDPp MM M®n nMmT OoT PcC cyn cmdr
{ SNBAI n ndén or Hn®T MMO Tp®Po n non H p ®o oc dn P1
{6201 w n non po nc®p cy po®p n noén pp op ®p MAan cndg
{t2@8SYyAl n nodén pn bc ®n H o dc n noén nn TcCOhp MH HO ®n
{ LI AY n non odn oT ®c cny cCH®n n ndén noo omMdT hon cy dc
{6SRSYy H neT HT poT HNnd ydgdc p MOH T My do onT ynodg
{6AGT SNI n nen myy nc®p HMC po®p n ndén MOH HO®DP nNnHA TcCcDn
¢NNJ A&S n n®H MoOoyc CH®PP ywmMO oc®dPp wmn M®p HNT ncdo HTT pMPcC
1 N AYS H ntDc HMPp codPc MHM op Py n nd)n nn oo ®dc yT ccor
:yf\' n HOHM cM®dy MOy oy ®H n HONEp oy ®n oc r c mdc

S 0 05 A ) N 200 S T SO 1 A WA

Note Belarusand Georgia have <5 adults seen in282d are excluded from the table for adults.

Note:  Inhaled bronchodilatorgere reimbursed in most countries except in Bulgaria, Georgia, the Republic of Moldova (reimbirsgcH@lsdiagnosed
with asthma), Poland and Serbia. In Kazaktittavailability depends dhe regional budget. In Estonia leragnd shortacting bronchodilatoravere
reimbursed foPwCFalsodiagnosed with asthma. In Kosand®024therewas no system fothe reimbursement ofnedication and?wCFnustcover
the cost of the therapyhemselves.

Back to fig8.4
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.St NHza n ndn mMmc yndc HYy Mdpdn

SboowSLI { o noén wmp dho Py m™m c do n nén vy M n non
dzf 3F NRA T n nédén wmno dpc dc p o®dn n noen mnp dhpdm ™ n oo
I NBI ol n nén np pgpPH oM™ nnody n noén ny TT ®n M n HH®C
/ & LINHza n noén T po®dd c nc®u n noén MM pTdh vy nH®n
/' TSOK wS n ndén ono Gy PP n M D H n ndén ooH (T DOM  MA H D
55y Yl N n nén myd dodc wmo c ®n n ndén Hpo TTOnN Tn HH®C
9aiG2yAl n noén HAN ynodn p Hnodn n non vy nToém & pH®C
CAyftlyR n ndn oH dbndm H p ®h n noén nH y pdn p mMn dc
CN} yOS n ndén HHANp yc®dt oo mModo n noén omcpTcCcdc pcy HOODT
DS2NHA I n ndén po bc ®n H o®dc

DSNXI ye M p ndp HcTnA hcdn yn odn cy mMm®dc ochnyTdo ncy mMmdPn
DNBSOS n ndén mMym Thdn ny HMOn ™ nd®o onn yHdn cn MT ®c
| dzy 3 NEB n ndén HpNO yy®y OoOH MM®PH N non mMmyT ydpodp HH Mn dg
LOStFYR n nodn y yyod ™ MM®M N nodn p TMdn H HYy @
LNBf I yYyR n noén ncn yTdc cp MH®nN H nd®o oTT nNndpdPp oyo pnadc
AN St M neéT MMH TOD®H nn HC ®mM MO od®n HoO cwm®Po Mon op dc
Lilte M ném My chp yy®drt HNnN MM®PH O NoOM HMHNTT PP yYyHP HHODJS
YETF1Ka&G n non ¢ HC®M MT To®cC
Y2a2@02 n non Hy M n n non n noén n ynon M HNnds
[ FGBAL n ndén oo M n non n noén my bndT ™ p ®o
[ AGKdzE yA n noén HAN bnddp H hPm n non HYy M N n non
[ dZESYo 2dz n noén  wmn Tndn c ond®n n nédén o cnon H nnaors
wSLI 2F a n noén HT Tpodn @ Hp®n n noén wmMmp M n n non
a2yiSyS3 n nodn Ho hc T ™ o®do n non MM GMdT M y ®o
bSGKSNI I o HOH oTM yydy oy hdm T n®T coy cpdn oomM 00 ®c
b2NIK al n nén TN pc d®m o odd n noén np TModn My HY ®c
b2N¥I & H M®Pp MOM PT Py M noy H nddp Myy yc odH HY MH DYy
t2fFyR n noén yyn hH PN TH T dcC n ndén pHc yHDC MMM MT ®r
t 2N dzAaAFE n non mMpm  hmdp wmn y ®p n noén mMpn TOoOdPp pn HC ®p
w2YlFyAl n nédén Hp~N yodo pn Mc ®T N non TC yo®dp M p MCc D
wdza a Al y op M®p Mdpyn yc®PT HTA MMPYy MYy mMmdc ynd TODn HYM Hp®r
{ SNBAI n ndn wmnec T Po n H®T n noén om ymdec T My ®r
{6201 w n non  de ThPo HPp Hn®T N nén  dp CH®M py oT dc
{t2@8SYyAl n ndén pc M n non n noén nm Tyoddp wmMm HM O
{ LI AY n noén yyec ypdd mnc Mn ®H N non ydn cpdc ncT onodr
{6SRSYy H N®T HPH GAPT HN y dc T Mm®c onn TdhdPy yn My ®c
{6AGT SNI n non ot dpy ®o T MOT n noén ncn yoodp dhm MC D
¢NNJ A&S n nN®H HACT poPy MOH c ®dn M O H®N nTM yy®H pn dpPn
1 N AYS M ntbo Mndg nndén Myc pp®n n neén nrT oc ®n Y H codc
:YA'S n OpMH ¢hc ®T mMon o do n no ohpncp®d®M HMHEORNDC

62 0 € T 700 i GnOy K ATDy B& | Mon D HAHTrp oA Eynihn o]

Note Belarusand Georgia have <5 adults seen in282d are excluded from the table for adults.

Note:  Oral macrolidesvere reimbursed in most countries except in Bulgaria, Georgia, Kazak#wtaapublika Srpskand Serbialn Armenia, theyvere
reimbursed for some outpatients. In Kosan@024 there waso system fothe reimbursement omedicationPwCFcover thecost of the therapy
themselves.

Back to fig 8.5
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I NY¥SY AL n nCDn Hy d)od)o H cohT n nd>n © M N n non
I dza G N& | n nédén oHYy o dPp HO c ®dc n ned®n OoOCcCcH YyHDO TYy MT @1
. St I NHz& n ndén MHA yo®o HN MC DT

SboowSLI { o ndén mc M 171 n non n nén vy M n non
dzf 3F NRA T n nédén wmno dhy ®n o H®wm n non g ypodd wmp Mn ®t
I NBI ol n neén TH dpn d1T N p ®o n noén nn cpdc HM on®r
/ & LINHza n noén  wmn Tcdd o HOoO®M n ndén MH ccoT © 00 dc
/' TSOK wS n ndn Hyc yH®n cwM™ MT ®c N ndén mMdpn pcd®T MmNy no dc
55y Yl N n nén wmcdep yodTt oo Mc ®o N noén Hpy TYy®dh cohp HM®n
9aiG2yAl n nodn HN dhcdn ™ n®n n noén M py ®y T nmor
CAYyftlYR n noén HO yp®o p MndT N ndén oo TN OH M n HDy
CN} yOS n nén mMptTd cHDPM decp oT ®chb n non mMpTEAOT OT HMCNPH®DC
DS2NHA I n ndén pp MAan n non

DSNXI ye y nd®o HOYyy ycdH oToO MO ®p HO ndép HcndcmodT Mp dy 0T DYy
DNBSOS n ndén mMdpH yody orT MCc ®H ™ n®o HNc cc®T MHH 00D
| dzy 3 NEB n ndén HpC ypodp on Mn®p n non mMmyT ydpodp HH Mn dg
LOStFYR n non vy yyod ™ MM®O®M N non T M N n non
LNBtFyYyR n néeén oTy TH®An MAOT Hy®n H NP0 HHM HPPA pod Tabd1
AN St H M®O MMH TH®T nn Hc®n Mo o®d®n HAC pnd®mM MCH nNHODf
Lilte M noém mMymd ypPdPH owmc mMndy o noém HNnorsrcnody MOMCOp D
YET K& n non vy ondy wMmp cp®r
Y2a2@02 n non Hy M n n non n non p M n n non
[ FGBAL n nodn HN THOT @ HT ®o N non @ nTdn Mn pHDC
[ AGKdzE yA n noén Hwm hp Pp ™ noc n n®én Ho yH®dm p MT P
[ dZESYo6 2dz n ndén MM pp®n b np®n n noén ™ Hndn n ynors
wSLI 2F a n noén Hwm py ®o wmMp nmMmeT N noén T ncor y podc
azyiSyS3 n ndn Hc yc®dT n Mo ®o n nen Mn yodo H Mc ®1
bSGKSNI I vy M®Pp oco ycdy nT MM®DH ¢ nddp pmMn pH®D®T npo ncdr
b2NIK al n noén TcC py @1 ™ M Do n noén nrT TOo®n MT HC ®c
b2N¥I & n ndén MHH hPMmdn MH hPn H nddp Mym yodn op McC Pn
t2fFyR n ndn ypH ydodn mam mMn®c n ndén non cy®dH HAH OoM®Yy
t 2N dzAaAFE n nodn wMmno yp®dc HN Mn®n n noén mMpm TOdPn pc HT ®n
w2YlFyAl n nén Hyd dpPdPm wmp nodg n non co Tpon H O Hp ®s
wdza a Al y HT M®PH HMMO H®Po mMnd ¢ dp M p modn dnT ypdp Mnc Mo ®t
{ SNBAI n ndn MHP ycda HM mMn®n n noén Mo pndn wmdb pnos
{6201 w n nén 71T cMdm n o oy ddp n non crT nooH yy pc dy
{t2@8SYyAl n ndén pH bH Dp n TOMm n noén pn bc d®H  H oD
{ LI AY n noen TP TTDIM HoOy Ho®n n noén Tdn py Pdn pcc nmMmdc
{6SRSYy o] M®M HPpPpP PM DT  HAN T ®H p M®H HTN codc MPH op dc
{6AGT SNI n nén onn yp®H cn Mnddp n noén omp pTOdOM  HOT nHDC
¢NNJ A&S n ne®H mMpny yy®dn HpwM MM®Pn mMn M®PP nNnH yndo dhp MT Py
1 N AYS M ntbo ono ypdm oc Mn®c ™ ney mMmc y pPeH M O M ®s
:yf\' n oppth yyodn nyrT MH®n n noén pmMHCcynon dnT Mp DPc

G R 0 0 T3 O 20 T R IR

Note Albama and Georgia have <5 adults seen id 208 are excluded from the table for adult

Note:  Inhaled steroidsvere reimbursed in most countries except Armenia, Georgia, Kazakhstan, Lithuania, Poland, Serbia. In Bulgereaeingyursed
for PwCFRwho were also diagnosed with asthma or chronic obstructive pulmonary disease (COPD). InRestaamigand the Republic of Moldovi
inhaled steroidsvere reimbursed foPwCRvho were also diagnosed with asthma. In Kosova024there wasno system fothe reimbursement of
medication andPwCFeover the cosbf the therapythemselves.

Back to fig 8.6
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.St NHzaz n ndn mMnH gy dc H Mdn
SboowSLI { o ndén mc M 171 n non n nén vy M n non
.dzt I NRA L n nén wmny M AN n non n noen mnp dhpdm ™ n oo
I NBI ol n nén Tp hy T ™ M ®do n noén co M AN n non
/ & LINHza n ndn Mo M N n non n noén mMT M N n non
/' TSOK wS n néeén onc  phPT ™ noo n non onn dgodn  H noc
55y Yl N n noén HAM hbhpdPp ™ nop n non oHmM ¢y OH c MOy
9&alG2YAL n noén Hp M 1 n non n nén Mt M n non
CAYyftlYR n noén on M n non n nén nrT M NN n non
CN} yOS n nédén Hpon dppdPp wmn noc n non nnamd T OH MMnO HO®y
DS2NHA I n ndén pp MAan n non
DSNXI ye M ndp HTOp ¢y dy H~AN nor nT M®dmM nnann dn dce MYy H ndo
DNBSOS n ndn HHC y PT o0 Mo M ndo ocp Gyddh o noy
| dzy 3 NEB n nédén HYH ¢y ®c n Mdn n noén HAH dc dT T o®n
LOStFYR n non o MAn n non n non T M N n non
LNBtFyYyR n ndn pHH ddpdn o noc H nd®o TOH dcdM HY oodT
AN St n nén wmpn M AN n non M nd®o ocT (c dy M M H ® b
Lilte M ném mpny pMPH My T y dy T No®H HynpTnoOy PoT Hp DS
YET K& n ndn HH hp dT ™ naon
Y2a2@02 n non Hy M n n non n non p M n n non
[ FGBAL n ndén oo M n non n noén Mo M n non
[ AGKdzE yA n ndén HH M 171 n non n neén Hy M n nen
[ dZESYo6 2dz n nodn HAN M N n non n non p M N n non
wSLI 2F a n ndén oc M n n non n noén wmMmp M n n non
a2yiSyS3 n ndn on M n non n non MM GMdT M y ®o
bSGKSNI I vy MOdp nnap pecdp p M D H ® nodp dmn podH  pT p dy
b2NIK al n nén 71T MAnN n non n noén co by ®n M M dc
b2N¥I & M nody Moo hpdo n non 0 M®n HMO T PT H noog
t2fFyR n nodn dnec bdpPc n non n ndén cHp dy>dPa Mo H®n
t 2N dzAaAFE n nodn mMmcec hbpdPn ™ noc n noén Hnap dhddPn  H M ®n
w2YlFyAl n nodén HQy phdPo H nor n non  dH M AN n non
wdza a Al y H O M®PN HHOY PT Py HY M P H M M mM®n MAaTC dec Py H N HPH
{ SNDB A I n noén  wmpn M n non n nédén oy M AN n nen
{6201 w n neén MHPp PHhPH M noy n noén mnT  ¢dn dy y p ®H
{t2@8SYyAl n ndén pc M n non n noén pn bc d®H  H oD
{ LI AY n non mamd hhdm b noo n nodén mMomn e dce nc o®n
{6SRSYy H nedéT HTC hpdo n non p M®H nmna dpdPm wmMc oodT
{6AGT SNI n nén nnan M AN n non n noén pnH ¢y OH M N Moy
¢CNNyJA&S n N®H HM®po hhdPc ¢ noo M O HOn pmT dc dy n noy
PINFAYS M ntbo oon dpy ®y o n¢cp n nd)n MHY QT ®T 0 H®o
'YAGSR Y n nnMmc opdo no pTpr dnd®y omy pobH
eodt o0 bu Tk 8l by onLouo Lwen L on | onLucrd Gooun nyndceop]

Note:  Information was missing for more than 10% of adults in Cyprus. Belarus and Georgia have <5 adults seen in 2024 aredl drenexbkithble for
adults.

Note:  Oral steroidavere reimbursed in most countries except in Armenia, Bulgaria, Georgia, Kazakhstan, Lithuania, the Republic of Me&tmuaika,
Srpska and Serbia. In Kosov@024there was no system fothe reimbursement omedication and®wCFeover thecost of the therapyhemselves.

Back to fig 8.7
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| dzy 3 NEB n nén wmdon ccdn e oodc n noén mMHnNn phpdo y p nnoi
LOStFYR n non o MAn n non n non ¢ ypoeT M Mn dc
LNBtFyYyR n nodén pnd TP mMc odwm H ndo cym ydpodn TP M DT
AN St n ndén wmno o ®p wmMn c ®p M n®o ooo yyodm nn MM D
Lilte M ném wmpdhdn Tndn pnp Hp®p o nodmMm HHprcnodn MO dcoddc
YETF1Ka&G n nodn n non H O M
Y2a2@02 n neén HwM Tpodn T Hp®n n non p M n n non
[ FGBAL n noén Hc Ty dy T HM®H N noén Mwm pTOD vy nuon
[ AGKdzE yA n non Mo ycdn o Mo ®c n noén HT dhc dn M o dc
[ dZESYo 2dz n non Mo pp P ™ p dn n nédén o cnon H nnaors
wSLI 2F a n noén n MM®PM OH yy odd n ndén o Hnon M H ynos
azyiSyS3 n nen  HA ccdT Mn oo®o n nen o Hp®n o Tp®Js
bSGKSNI L vy M®hp oco ycody nT MM®OH T A®T Tnp Tcdo HHN HODJS
b2NIK al n noéon pp TH®N HM HT ®c N ndén HnN oT ®p nn CH®¢
b2N¥I & n ndén MHC dnodn vy cdn H ndd HAM ¢GHDH M p cdp
t2fFyR n non ndd pHOPp npwm nT ®p n ndén HNnd oddn oyo cndc
t 2N dzAaAFE n ndn Mwmn cy®o po omMPdPT n ndén MpH TOoOdPM pc HC ®c
w2YlFyAl n noén mdp cnd®c wmMAaT op®n n non cH cthoT HT onodc
wdza a Al y MYy ndy HMd dodc HAPH yPPT MH M®PM ONT HTPT Tyd T MmMPr
{ SNBAI n noén MwmMmp TCcdT oO0p Ho ®o n non My nt én H N pH®C
{6201 w n neén ToO py®n pH nmdc n noén TH nc oy Y H po®dc
{t2@8SYyAl n noén HcC nc®n on po®c n non HT pnon H O nc ors
{ LI AY n non ymd TddPN HMO Hndc ™ neéM MAHTTPp®PpPp OO0OH HMODT
{6SRSYy H ndéT HOdp ycdn orT Mo ®o vy Md®p ocH ynodn cMm Mn ®r
{6AGT SNI n nén ono ynddg cwm Mp ®m Nl noén nny Toddp wmMnn Hc DN
¢NNJ A&S p n®H wmMycn yn®dn ooy Mp ®Po MH H®P0o nNnHQ yndo ¢do MT ®r
:1NJ Ay S M ntbo H N p PP OHAN o dy ™ ndJy [ noc MH N q)ndﬂ
:YA SR Y n oonn ymoeTr T My ®o no ncny T Tc®p MAOHFEHO®

62 01 € oy n0n el oy Oy [T AMn 0w o | AGH wyCh oot | Horoo o]

Note Belarusand Georgia have <5 adults seen in282d are excluded from the table for adults.

Note:  Oral ursodeoxycholic acibs reimbursed in most countries in Europe, except in Armenia, Bulgaria, Georgia, Lithuania and Serbia. In the F
Moldova itwas reimbursed at 100% for children and at 70% for adults. In Kazakhstdabilitydepends on the regional budget. In Kosov@024
therewas no system fothe reimbursement omedicationPwCFover thecost of the therapyhemselves.

Back to fig 8.8
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CAyftlyR n noén HT ThdPn T Hn®c n noén nn ypodm T mn dc
CN} yOS n nédén Hmnon yndo nnan Mp dPT N non HpprcmoT MpPpYyCoy &c
DS2NHA I n ndén po MAan n non

DSNXI ye H nNnd®M HPPH BHDPH HMP T dy M C n®én oHYynNTT®cC ho 0 HHODN
DNBSOS M ndn HAac hndn HH bdc M nd®o OoHH yTdo nc MH ®Of
| dzy 3 NEB n ndén HcH PH PO HH TOT n non mtTmM ymoy oy My @t
LOStFYR n non p pp®c n nnon n non T M N n non
LNBtFyYyR n néeén non YyHO®T (M MT ®0 H nd®o oon nody nHc ppbdc
AN St n nédén MHAN TT®h on HH®mM T M®y HCcp chdc MAd HY dc
Lilte M ném mMyyp yy®do Hp~n MM®PT O nodmM HNOYyHCCODH MHCT 00 @1
YET K& n non My Ty ®o p HM®T
Y2a2@02 n non Hy M n n non n non p M n n non
[ FGBAL n nodn on bndp o hPm n noén wmc yn®H o Mp Dy
[ AGKdzE yA n ndn HH M N n non n noén HN ypoer n Mmn ®c
[ dZESYo 2dz n noén Mt yp®n o Mp ®n N nédén o cnon H nnaors
wSLI 2F a n noén op M n n non n ndén mn M n n non
azyiSyS3 n nen HwMm TAndn ¢ ond®n n nen Mn yodo H Mc ®1
bSGKSNI I vy M®p onn ymdo TN Mc dy ¢ ndc nTT nydd ndo pndyg
b2NIK al n noén pec TM®PYy HH HYy ®H & noén My Hy ®c np TMOr
b2N¥I & n noén  MHN PHDPp MmN T ®p M ndép MTYy ymoT o MT D
t2fFyR n non dnan dbndy nd p ®H n noén pno T PPH MOH HDY
t 2N dzAaAFE n noén wmpn hH Py MH T ®H n n®én mMnMm cy®dm cc omMmdc
w2YlFyAl n ndén HYyoO o ®n HA c ®dc n non yp dpc dc o] o®n
wdza a Al y cp H®PYy mMymc ThpPo nny MT @y HIN H®H TpH cTddP OO0OH o0nds
{ SNBAI n ndn MHP ycda HM mMn®n n noén HN co®H M n oc Py
{6201 w n nedén mMHO dpc dh n 0 ®dH n nedn MHH T QOoOH OH HN oDy
{t2@8SYyAl n ndén pH bH Dp n TOMm n noén op cydc wmc omMdr
{ LI AY n non  dmn yT®y MHC MH®H n non Thp pyPn pcc nmdc
{6SRSYy H N®T HPH GAPT HN y dc p M®H OHY TcCcodmM dy HH®T
{6AGT SNI n nén oyc dhp Pp My nop n noén nmc TpoOn MOC HN®C
¢NNJ A&S n N®H HANH PnPP mMPT y @ M H H®0o nnM YyH®DC y M Mp Pt
1 N AYS M ntbo HNp To®dmM Yy @ HC ®c n nd)n TT phoeT pH nnaoc
:YA'S n Hy dn TmMmdn MmMpC HYy ®c n onocpc dp HcnJsnodg

S ) 0 0 T T AR

Note Informatlon was missing for more than 10% of adults in Republic of Moldova. Belarus and Georgia have <5 adults seed are2624laded from
the table for adults.

Note:  Oral proton pump inhibitora/ere reimbursed in most countries except in Bulgaria, Georgia, Kazakhstan, Lithuania and Serbia. In Arwerga
reimbursed for some outpatients. In Koson@®024there was no system fothe reimbursement ofmedicationPwCFcover thecost of the therapy
themselves.

Back to fig 8.9
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This is aidt of the individual centres anthe national registrieswith their representativeghat contributeddatato

the ECFSPR 2021. Inturquoise the name of the country representative in the ECFSPR Steering Group; underlined
the name of the database manager for the national registitalins: new participants with 2@2iata.

Country \ Centre/National Registry name Contact
Albania 1 individual centre: Irena Kasmi
"Mother TherezaHospital Centre, Department of Paediatrics, Tirana Irena Kasmi

Evda Vevecka
wSIA2y It 1 2aLAGIE / SYyidNB a{KSTFI|Si Irma Tashi

Armenia 2 individual centres: SatenikHarutyunyan
Yerevan State Medical University, Muratsan University Hospital, Cystic Fibro¢ Satenik Harutyunyan
Centre, Yerevan Vachagan Baghdasaryan
Arabkir Medical Centrinstitute of Child and Adolescent Health, Yerevan Aghavni Sararyan
Austria 14 individual centres: Dorothea Appelt

Medizinische Universitat Graz, Universitatsklinik fir Kingtet Jugendheilkunde, Ernst Eber
Klinische Abteilung fir Padiatrische Pulmonologie und Allergologie und CF Z{ Maria Gaber

fur Kinder, Jugendliche uttwachsene, Graz Manfred Modl
Doris MalleScheid

Medizinische Univ. Graz, Abteilung fir Pulmologie, Univ. Klinik fir Innere Me( Nikolaus Kneidinger

Graz Maria Hermann
Holger Flick

MedizinischdJniversitat Innsbruck, Zertifiziertes CF Zentrum fur Kinder, Dorothea Appelt

Jugendliche und Erwachsene, Innsbruck Johannes Eder

Klinikum Klagenfurt am Worthersee, Abteilung fiir Kingled Jugendheilkunde, | Franz Hubert Wadlegger
Padiatrische Pulmologie/ Allergologie, Klagenfurt Marc Schlapschy

Kepler Universitatsklinikum, UniversitatsklitilkkKinder und Jugendheilkunde, ClaudiaHochpdchler
Linz

Kepler Universitatsklinikum, Klinik fir Lungenheilkunde/ Pneumologie, Linz | Katrin Scheich

Kardinal Schwarzenberg Klinikum, Abteilung fiir Kinder Jugendmedizin, Josef Riedler
Schwarzach im Pongau Christoph Seelbach
PEK Klinikum Steyr, Abteilung fiir Kinded Jugendheilkunde und Abteilung fur, Alexander Ebner
Lungenheilkunde, Steyr Margit Kallinger
Medizinische Universitat Wien, Allgemeines Krankenhaus Wien fir Peter Jaksch
Thoraxchirurgie, Vienna Dagmar Liebhart

Medizinische Universitét, Allgemeines Krankenhaus Wiamersitatsklinik fiir Saskia Gruber
Kinderund Jugendheilkunde, Klinische Abteilung fir Padiatrische Pneumolog| Brigitte Mersi
Allergologie und Endokrinologie, Zentrum fiir Cystische Fibrose, Vienna

Klinik Ottakring, Abteilung fur Kindend Jugendheilkunde mit Ambulanz, Vienr Mehtap Schmidt
Sophie Mandelburger

Klinik Hietzing, Abteilung fur Atmungsd Lungenkrankheiten, Vienna Andrea Lakatagrepcik

Klinikum WelsGrieskirchen, Abteilung fir Kindend Jugendheilkunde, Wels Vera Karin Bauer
Magdalena Puschmann
Andrea Viechtbauer
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Austria (cont.)
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\ Centre/National Registry name

Klinikum WeldgGrieskirchen, Abteilung fir Lungenkrankheiten, Wels

Contact

Alexander Leitner
Thomas Tempelmayer

Belarus 1 individual centre: Sviatlana Keegan
St FNHzAALFY wSLldzot AO / KAt RNByQa [/ Sy | Viadimir Bobrovnichiy
Pulmonary Department/® A & / KAt RNByQa / f Ay A Ol | Sviatlana Keegan
Katsiaryna Chyrkun
Bulgaria 2 individual centres: Guergana Petrova
Alexandrovska University Hospital, Paediatric Clinic, Sofia Guergana Petrova
University Hospital St. Marinad®aediatric Clinic, Varna Miglena Georgieva
Margarita Nikolova
Bosnia and 2 individual centres: Amina Selimovic

Herzegovina

Olivera Ljuboja

The Federation of Bosnia and Herzegovina, University Clinical Centre of Sare
Paediatric Clinic, Department of Pulmonology, Sarajevo

Amina Selimovic
|l KYSR adz | 6

The Republik&rpska, University Clinical Centre, Banja Luka

Olivera Ljuboja
Jelena Milijkovic

Croatia 1 individual centre: 5dza 1 5NBFPRA
I YRNB I £ dz] A g
University Hospital Centre Zagreb, Cystic Fibrosis GeRtrediatrics and Adults, | 5 dzad | I -5 N3 § P R a
on behalf of the Croatian people with CF DatapZsgreb ' YRNB I +dz] A ¢
Ivan Bambir
Cyprus 1 individual centre: Panayiotisriallouros

Medical School, University of Cyprus, children and adults, Nicosia

Panayiotis Yiallouros
Panayiotis Kouis
Pinelopi Anagnostopoulot

Czech Republic

Cystic Fibrosis Registry of the Czech Republic

Pavel Drevinek
Alena Bilkova
Milan Macek
Marek Turnovec

Denmark Cystic Fibrosis Registry Denmark Hanne Vebert Olesen
Tacjana Pressler
Line Krosgaard
Estonia 4 individual centres: Maire Vasar
North Estonia Medical Centre, Internal Medicine, Clinical Department of Liina Viks
Pulmonology, Tallin
Tallin Children's Hospital, Paediatric Allergology and Pulmonology Unit, Tallir Silvi Plado
Lung Clinic of Tartu University Hospital Viktoria lvanova
/| KAt RNByQa /fAYyAO 2F ¢l Nldz ! yA@SNHA Maire Vasar
Anneli Viidebaum
Finland Cystic Fibrosis in Finland Varpu Elenius
Katriina Pihlajamaa
Aleksi Kemppainen
France Registre Francais de la Mucoviscidose Antoine Bessou
Alexandre Lafourcade
Georgia 2 individual centrs: Dodo Agladze

LTD, Medical Genetics and Laboratory Diagnostic Centre, Thilisi

Dodo Agladze
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Centre/National Registry name

Contact

Georgia (cont.)

Clinic "Diacdr Department of Internal Medicine / National Centre for Lung Fib
and Sarcoidosis, Tblisi,

Lika Sigua

Germany German Cystic Fibrosis Registry Lutz Naehrlich
Julia Wosniok
Greece Cystic Fibrosis Registry of Greece Elpis Hatziagorou
John Tsanakas
Maria Davis
Panagiota Mitrou
Kostas Mathioudakis
Hungary Cystic Fibrosis Registry of Hungary Andrea Parniczky
Géza Marsall
Iceland 1 individual centre: Helga Elidottir
Children’s Medical Centre Landspitalihe National University Hospital of Icelar, Helga Elidottir
Reykjavik Olafur Baldursson
Ireland Cystic Fibrosis Registry of Ireland Godfrey Fletcher
Laura Kirwan
Israel 6 individual centres: Meir MerZahav
Soroka University Medical Centre, Ben Gurion University of the Negev, Beer | Inbal GolafTripto
Carmel Medical Centre, Haifa Galit Livnat
Ruth Rappaport Children's Hospital, Rambam Medical Centre, Haifa Michal Gur
Hadassah Medical Centre, Mount Scopus, Jerusalem Malena Cohen
Cymberknoh
Schneider Children's Medical Centre of Israel, Petah Tikva Meir MeiZahav
{FFNF / KAfRNBYyQa | 2aLMAirlts {KSol al OriEfrati
Beilinson Hospital, Rabin Medi€antre, Petah Tikva Moshe Heching
Italy Italian Cystic Fibrosis Registry Fabio Majo
Marco Salvatore
Annalisa Amato
Gianluca Ferrari
Kazakhstan 1 individual centre: Elena Amelina
Multidisciplinary City Hospital No. 1, Astana Irina Mukatova
Elena Amelina
Kosovo 1 individual centre: Vlora Nimani
PediatricClinic, Pulmonology Department, University Clinical Centre of Kosov| Vlora Nimani
(department for both children and adults)
Kyrgyzstan 2 individual centres: Talant Sooronbaev
National Centre of Cardiology amdernal Medicine, M. Mirrakhimov, Bishkek ar Talant Sooronbaev
National Centre of Maternity and Childhood Care, Bishkek Elivira Isaeva
AlymbekSharshembiyev
MaamedMademilov
Ainura Abdraeva
Latvia 1 individual centre: Elina Aleksejeva

woHGENI RAYO ! yA@SNBAGE X
Pneumology, Riga

| KAf RNBy Q&

Elina Aleksejeva
Dita Gaiduld_ogina
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Centre/National Registry name Contact

al f

Lithuania 2 individual centres: Yt addzi A

a
Hospital of Lithuanian University of Health Sciences Kauno Klinikos, AdultCy Yt a (i dziAa al f
2

Fibrosis Centre, Kaunas tANBAYASE- YI
cdzl dza 1 T

Hospital of Lithuanian University of Health Sciences Kauno Ki®eékdse of £t R2y T aid!
Paediatric Chronic Respiratory Diseases, Kaunas

Luxembourg 1 individual centre: AnnaMaria Charatsi
Centre Hospitalier de Luxembourg, Department of Paediatrics and Departme| AnnaMaria Charatsi
Pulmonology, Luxembourg Michael Sieren

Rep. of North 2 individual centres: Tatjana JakovsKdaretti

Macedonia Valentina Cvievska

Cholakovska

Centre for Cystic Fibrosi€hildren and Adults, University Clinic for Respiratory| Tatjana JakovsKdaretti
Diseases in Childréfozle, Skopje Ivana Arnaudova Danevsl|
'YAGSNEAGE / KAfRNByQa |1 2aLAGET S / S| Valentina Cievska
Cholakovska
Andrijana Andreevska

Rep. of Moldova 1 individual centre: Christina Tomacinschii

Outpatient Centre for Cystic Fibrosis and Other Rare Diseases, Chisinau Christina Tomacinschii
Oxana Turcu

Montenegro 1 individual centre: Tomo Plamenach

Institute for Children's Diseases, Clinical Centre of Montenegro, Podgorica | Tomo Plamenach

Netherlands Dutch Cystic Fibrosis Registry Domenigue Zomer
Renate Kos
Norway Norwegian Cystic Fibrosis Patient Registry Egil Bakkeheim
Magnhild Louise Pollestac
Kolsgaard
Poland 19 individual centres: _dzl I at 221 yA
2nd Department of Lung Diseases and Tuberculosis, Medical Universityof | dz] F &1 a Ay |

Bialystok, Bialystok
+2AP02RSEAKALI / KAt RNBY Q& | 24LA Gt = 5| Radoslawa Staszpk

Bydgoszcz Kowalska
Mikolaj Kowalski

Cystic Fibrosis Centre, Polanki Paediatric Hospital, Gdansk Maria Trawinskdartnicka
Ewa Sapiejka

Anna SteinerDymecki
/ SYyiNdzy aSReOl yS YINLI Ol £ / KAf RNBY| Grzegorz Gaszczyk
Monika Rams

John Paul Il Upper Silesian Child Health Centre, The Independent Public Clir, Urszula Grzybowska

Hospital no. 6 of the Medical University of Silesian in Katowice, Katowice Chlebowczyk
Bozena Kordys
Darmolinska
Paediatric Clinic Holy Cross Paediatric Centre, Provincial Integrated Hospital 9 t © 0 A S Y21
Kielce, Kielce Maciej Szczukocki

{dd [2daa wSIAA2yLt {LISOAIfA&ASR / KA Stanislaw Stepniewski
Daria Dziecichowidzatala

The University Hospital in Krakow, Pulmonology and Allergology Clinical Krysztof Sladek
Department, Krakow lwona GrossSSondej




Country

Poland (cont.) BarlickiHospital, Medical University of Lodz, Department of General and

Oncological Pulmonology, Lodz
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\ Centre/National Registry name

Contact
al OI2NI Fal t

Wojewodzkie Wielospecjalistyczne centrum Onkologii i Traumatologii im. M.
Y2LISNYALLF 6 [ 2RITAZ JhkomBRIDIz t SRA L G N

Agnieszka Brzozowska
Agnieszka Koniarek
Maniecka

Katarzyna Kapszewicz

Cystic Fibrosis Centre for Adults, Independent Hospital No. 4, Lublin

LNBy | Szkamd
I RF'Y YNXzAA Z

Oy M

University Hospital of Lords Transfiguration, Dept. of Pulmonology, Allergolog
Pulmonary Oncologfoznan

Szczepan Cofta
Daria Springer
Hanna Winiarska

Karol Jonschedniversity Hospital of Poznan University of Medical Sciences,
Poznan

Irena WojsylBanaszak
Agnieszka Korytowska
Niklas

Institute of Tuberculosis and Lung Diseases, Radi@Branch, Dept. of
Pneumology and Cystic Fibrosis, Rabka Zdroj

Henryk Mazurek
Andrzej Pogorzelski
Lidia Pawlik

Provincial Clinical Hospital no. 2, St. Queen Jadwiga, Dept of Allergology anc
Fibrosis, St Jadwigi Krolowej in Rzeszéw, Rzeszow

Marta Rachel

{1 O1 SOAY 1 28LAGIE a%RNR2S¢ 5SLJd hT¥

Szczecin

Pawel Gonerko
Pawel Fabisiak

Lubuskinstitute of Pulmonary Medicine, Adult Cystic Fibrosis Treatment Cent
Torzym

Michal Karolak
Agnieszka Szklarska

Dziekanow Paediatric Hospital, Cystic Fibrosis Centre, Institute of Mother an

Dorota Sands

Child, Warsaw _dzlatl 221 ya
Institute of Tuberculosis and Lung Diseases, Adult CF Centre, Warsaw Wojciech Skorupa
Sylwia Ziernik
Portugal Cystic Fibrosis Registry of Portugal Luisa Pereira
Romania 10 individual centres: Liviu Pop

Regional Cystic Fibrosis Cen@knical Emergency Children's Hospital of Braso
Brasov

Laura Larisa Dracea

/| tAYAOLf / KAfRNBYQ&a | 2aLIAGlIt GDNRA3

Simona Mosescu

Livia Brezeanu

9YSNHEHSyO& | 2&LAGI f cPaeNihtrick3ARBuchatasy a

Maria lulia Brustan
loana Gradinaru

Institute of Pneumology "Marius Nasta", Adult Centre, Bucharest

Cristi Popa

Mother & Child Health Institute, Bucharest

lustina Stan
Valentina Comanici

Sf. Apostol Andrei County Emergency Clinical Hospital, Department. of Paed
Regional CF Centre, Constanta

Cristina Andrei

Regional Cystic Fibrosis Centre Cluj, Clinical Emergency Hospital for Childre
CluiNapoca, CleNapoca

wlk Rdz { 2NRX Y
Szabo Csila y A | !

wSIA2ylf /2aGA0 CAoNRara /Sy:GdNB:zZ a&| DanaTeodora
Anton-Paduraru

National Cystic Fibrosis Cent@ounty Emergency Clinical Hospital "Pius Branz Liviu Pop

Timisoara loana Ciuca

Pulmonology Clinic, Adult CF Centre, Clinical Hospital of Infectious Diseases

Pulmonology "Victor Babes" University of Medicine and Pharmacy Timisoara

Camelia Corina Pescaru
Adelina Maritescu




Country

Russian Federation
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\ Centre/National Registry name
Cystic Fibrosis Registry of the Russian Federation

Contact

Elena Kondratyeva
Marina Starinova
Olga Kondratenko
Yulia Gorinova
Stanislav Krasovsky
DianaSergenko

Yulia Melyanovskaya

Serbia 2 individual centre: ahtly w2RAO0
brdA2ylLtt /SYidNB F2NJ /&880GA0 CAONRAA aAfly w2RAO0
£dzl by 2dz2LA6é= . St INF RS ItS1al yRINJI {
Institute for Child and Youth Health Care of Vojvodina, Department of Pulmor Milena Bjelica
Novi Sad

Slovakia 6 individual centres: Hana Kayserova

Nina Bliznakova
Children's CF Centre, DFN Banska Bystrica, Banska Bystrica N Y12 ¢l 1t ¢
Ivana Gondova
Centrum Cystickej Fibrozy Pre Dospelych FNSP FDR, Banska Bystrica 9@k . SNBO2 I
Centrum Cystickej Fibrozy Pre Dospelych, Klinika Pneumologie I.SZU a Univ| Marta Hajkova
Nemocnica, Bratislava
Klinika detskej Pneumologie SZU UN Bratislava, Pracovisko Podunajské Bisl Hana Kayserova
Bratislava bAyl . fAaA0zt
/| C V' RdzZt G OSYGNB:ST ! yAGSNBAGE | 28LAG|[ Syl Y2L¥62¢
Slovenia /| SyiNHzy / eaGA01S2 CAONRI & 5SGNZ 5S| AnnaFetekeova
Zuzana Hribikova
3 individual centres: ' NEO YNXR GBSO
University Clinic of Pulmonary and Allergic Diseases, Golnik al el O cf SOl
Wdz A2 ~Sto
University Medical Centre Ljubljana, Department of Pulmonology and Allergy, Barbara Salobir
Ljubljana Maja Badinovac
University Medical Centre Ljubljana, University Children’s Hospital, Departme | N2 O Y NA @S O
Paediatric Pulmonology, Ljubljana Jasna Rodman Berlot
Spain 26 individual centres M. Dolores Pastor Vivero

Parc Taulfospital Universitario, Hospital de Sabadell, Unitat de Pneumologia
Pediatrica i Unitat de Fibrosi Quistica, Sabadell, Barcelona

Oscar Asensio de la Cruz
Miguel Garcia Gonzalez
Xavier Pomares Amigo
Concepcion Monton Sole

Hospital Sant Joan de Déu, Unitat de Pneumologia Pediatrica i Fibrosi Quisti
Barcelona

Maria Cols i Roig
Jordi Costa i Colomer

Pediatrica, Barcelona

I 2&8LAGEE ' yA @S Nhidad deMibrosis Riistica &e0Addta, N2 | Antonio Alvarez
Barcelona Fernandez
Jordi Carnicero Rabadan
Eva Polverino
I 2aLAGFE | yA @GS Nhidad Fiidsis Quisticd y NBumbl&m N2 | Silvia Gartner

Sandra Rovira Amigo

Hospital Universitario Cruces, Unidad de Fibrosis Quistica, Bizkaia

M. Dolores Pastor Vivero
Ainhoa Gémez Bonilla
Beatriz Gémez Crespo

Hospital Universitario Reina Sofia, Unidad de Alergia y Neumologia Pediatric
UGC Neumologia, Facultad de Medicina e Instituto Maiménides de Investigal
Biomédica de Cérdoba (IMIBIG)rdoba

Javier Torres Borrego
José Manuel Vaquero
Barrios

Marina Calvo
Complejo Hospitalario Universitario Insular Materno Infantil, Las Palmas de G Antonio José Aguilar
Canaria Fernandez
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\ Centre/National Registry name

Hospital Universitario La Paz, Unidad de Fibrosis Quistica Adultos, Servicio ¢
Neumologia, Madrid

Contact
Concha Prados

Hospital Universitario La Paz, Seccion de Neumologia Pediétrica, Unidad de
Quistica Pediatrica, Madrid

Marta Ruiz de Valbuena
Maiz,
Cristina de Manuel Gome

Hospital Universitario La Princesa, Neumologia Adultos, Madrid

Rosa Maria Girén
Rosa Mar GémeRunter

Hospital Nifio Jesus, Seccion de Neumologia Pediétrica, Unidad de Fibrosis
Quistica, Madrid

Alejandro Lopez Neyra
Verénica Sanz Santiago

Hospital Universitario Ramon y Cajal, Unidad de Fibrosis Quistica, Madrid

Luis Maiz Carro

Saioa Vicente Santamaric
Enrique Blitz Castro
Rosa Maria Nieto Royo
Ana Morales Tirado

Hospital Universitario 12 de Octubre, Unidad de Fibrosis Quistica Pediatrica,
Madrid

Carmen Luna Paredes
Enrique Salcedo Lobato

Hospital Universitario 12 de Octubre, Unidad de Fibrosis Quistica Adultos, M

Layla Diab Céaceres

Hospital Regional Universitario de Malaga, Unidad Fibrosis Quistica Adultos
Andalucia Oriental, Malaga

Casilda Olveira Fuster
Gabriel Maria Olveira
Fuster

Hospital Regional Universitario de Malaga, Unidad de Fibrosis Quistica Pedic
Malaga

Estela PereRuiz
Pilar CareAguilera
Juan Carlos Ramos Diaz

Hospital Clinico Universitario Virgen de la Arrixaca, Unidad de Fibrosis Quist
Murcia

Pedro Mondéjat.6pez
Silvia Lorca Mayor

Hospital Universitario Central de Asturias, Unidad de Fibrosis Quistica, Oviec

José Ramon Gutiérrez
Martinez

David Gonzéalez Jimenez
Marta Garcia Clemente

Hospital Universitario Son Espasesrvicio de Neumologia y Servicio de Pediat
Unidad de Neumologia y Alergia Pediatrica, Palma de Mallorca

Alexandre PaloRotger
Catalina BoveBauza
Joan Figuerola Mulet
Leticia Rubia de Azevedo

Hospital Universitario Virgen del Rocio, Unidad de Fibrosis Quistica, Sevilla

Isabel Delgado Pecellin
Esther Quintana Gallego
Laura Carrasco Hernande

Hospital Universitario Nuestra Sefiora de Candelaria, Santa Cruz de Tenerife
Tenerife

Alicia Callejon
Orlando Mesa Medina
Jesus Rodriguez Gonzéle

Hospital Clinico Universitario de Valencia, Unidadedenologia Infantil ifibrosis
Quistica Pediatrica, Valencia

Silvia Castillo Corullén

Hospital Universitario y Politécnico La Fe, Unidad de Trasplante Pulmonar y
Fibrosis Quistica, Valencia

Amparo Solé Jover
Carmen Inés Perez Muno

Hospital Alvaro Cunqueiro, Servicio de Neumologia y Servicio de Pediatria,

Cristina Ramos Hernande
Maria Jesus Rodriguez
Saez

Aida del Campo Garcia

Hospital Universitario Miguel Servet, Unidad de Neumologia Pediatrica y Fib
Quistica, Zaragoza

Carlos Martin de Vicente

Hospital Universitario Miguel Servet, Unidad de Neumologia Pediatrica y Fib

Quistica, Zaragoza

Inés Herrero Labarga
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\ Contact

‘ Centre/National Registry name

Sweden Cystic Fibrosis Registry of Sweden Christina Krantz
Anders Lindblad
Switzerland 19individual centres: Andreas Jung

Kinderspital Aarau, Kantonsspital Aarau AG, Abteilung padiatrische Pneumol
Allergologie und Immunologie, Aarau

Dominik MillerSuter

Kantonsspital Aarau AG, KlinikPineumologie und Schlafmedizin, Aarau

Gabriele Mauro Tini
Lydia Eisenmann

Universitatsspital BaseKlinik fiir Pneumologie, Adulte Cystische Fibrose, Ba

Kathleen Jahn

UKBBJniversitatsKinderspital beider BaseAbteilungntensivmedizin &
Pneumologie, Basel

Daniel Trachsel
Anja Jochmann
Jakob Usemann

Inselspital Bern, Universitatsklinik fir Pneumologie, A@y&tische Fibrose, Berr

Dagmar Lin
Michaela Semmler

Lindenhofspital Quartier Bleu, Bern

Bernhard Schwizer
Iris Schmid

Universitatsklinik fir Kinderheilkunde, Zentrum fur Cystische Fibrose und
Pulmonologie, Inselspital, Bern

Philipp Latzin

| SLIAGHdZE | YABSNEAGFANBA RS DSys@gS:
f Q! R2fSa0Syids !yAldS RS tySdzr2ft23A8

Anne Mornand
Nadege Gabent

Hopitaux Universitaires de Geneve, Département de Médecine, Service de
Pneumologie, Consultation de Mucoviscidose Adulte, Genéve

Jérdme Plojoux
Valerie Durand

Centre Hospitalier Universitaire Vaudois (CHUV), Département feménee
enfant, Service de pédiatrie, Unité de pneumologie et mucoviscidose pédiatri
Lausanne

Isabelle Rochat
Laurence Mioranza

Consultation de Mucoviscidose Adulte et de @€ldRed Disorders, Service de
Pneumologie, Département de Médecine, Centre Hospitalier Universitaire Va
(CHUV), Lausanne

Angela Koutsokera
Marie-France Derkenne
Isabelle Huart Bellavere

Luzerner Kantonsspital, Zentrum fiir Zystische Fibrose fur Kinder und Jugenc
Luzern

Nicolas Regamey
Michael Hitzler
Lucia Eichhorn
Sonja Ettlin

LuzerneiKantonsspital, Abteilung fur Pneumologie, Zentrum fur Cystische Fib
fur Erwachsene, Luzern

Christian Murer
Gabriele Riedener

Luzia Rytz
Hopital Neuchéateloig Pourtales Consultation de Mucoviscidose Adulte, Jean Marc Fellrath
Neuchatel Sidikka OzturBeungies

/| KAt RNByQa | 2aLAdlt 27

Centre, St Gallen

9raGSNY { 6A

Jurg Barben

Andreas Jung
Katharina Hartog
Christine Baumgartner

Kantonsspital St. Gallen, Lungenzentrum, Zentrum fiir Cystische Fibrose fiir
Erwachsene, St. Gallen

AnnalLena Walter
Martin Brutsche
Rebekka Kleiner

Kantonsspital St. Gallen, Lungenzentrum, Zentrum fiir Cystische Fibrose fiir
Erwachsene, St. Gallen

AnnalLena Walter
Martin Brutsche
Rebekka Kleiner

KantonsspitaWinterthur, Klinik fir Pneumologie und Klinik fir Innere Medizin,
Adulte Cystische Fibrose, Winterthur

Markus Hofer

UniversitatsKinderspital Zurich, Abteilung fir Pneumologie, Ziirich

Andreas Jung
Alexander Mdller
Eugeénie Collaud
Rachel Kusche
Djamila Laban
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| Contact ‘

‘ Centre/National Registry name
Universitatsspital Zurich, Klinik fur Pneumologie, Adultes CF Zeiiiich

Macé Schuurmans
Carolin Steinack
Thomas Kurowski

Tarkiye Cystic Fibrosis Registry of Turkiye Deniz5 2 € NHz 9 N&
Cystic Fibrosis Registry of Turkiye, Ankara Deniz5 2 € NHdz 9 N&
Marmara University, Faculty of Medicine, Division of Paediatric Pulmonology, . Nf Sy 4 Y I NJI F
Istanbul Yasemin Gokdemir

Ela Erdem Eralp
Burcu! T dzy 2 €f dz
Medipol University, Faculty of Medicine, Division of Paediatric Pulmonology, | SedatOktem
Istanbul Gozde Cavildak Karaasla
Medeniyet University, Faculty of Medicine, DivisibRaediatric Pulmonology, Saniye Girit
Istanbul Sinem Can Oksay
Yadigar Oztiirk
Kog¢ University, Faculty of Medicine, Division of Paediatric Pulmonology, Istar| Zeynep Sed&Jyan
ErdemGonullu
Ukraine 18 individual centres: Halyna Makukh
Ybt €&/ AG& adzZ GARAAOALI AAf INREF ® awaliRN B Olga LacinskBrykhodko
Anastasiia Fialkovska
lvancC NI} Yy 1 A Q&1 wS3IA2y Lt /| KA-FrankilBk/Regiondl f| Sirun Makian
Council, Department of Pulmonology, Ivdfrankivsk Olha Fedynska
Municipal noalLINE FA G SY G SNLINA &S CYKYSTt yeda LiliyaBrukhnova
Khmelnytskyi Regional Council, Khmelnytskyi Olga Yevchuk
wSIA2YylLt /EAYAOFLEt [/ KAt RNBY QA | 2&LJA | Yuriy Chornyi
Vag/l Khoroshchak
Municipal NorProfit Enterprise "Kyiv Regional Children's Hospital", Boyarka, | Anna Mykytiuk

Okhmatdyt Specialised Children's Hospital, Centre for Orphan Diseases & Gt
Therapy, Kyiv

Yuliia Ostapyshena

Volyn Regional Children's Hospital, Paediatric Departmenfalyd Regional
Clinical HospitaRulmonology Department, Lutsk

Miroslava Melnyk
Oleh Yakovenko

/| @8aGA0O CAONRAAAEA [/ SYyuNB 2F 2SaiSNy
Lviv

Lyudmyla Bober
Halyna Makukh

Municipal NoRBLINE FA G SY G SNLINAEAS CwS3IA2yL
Transcarpathian Regional Council, Mukachevo

Khrystyna Petrychko
Elizaveta Birov

a1 2ft{FAQP |/ KAt RNByQa wS3IA2ylLf /[ tAYA

Nataliya Lesnycha
Olexandr Plytkin

Volyn Regional Children's Hospital, Paediatric Departmen{ealyd Regional
Clinical HospitaRulmonology Department, Lutsk

Miroslava Melnyk
Oleh Yakovenko

/| 8aGA0O CAONRAAE /SYuNB 2F 2Sa0SNy
Lviv

Lyudmyla Bober
Halyna Makukh

Municipal NoALINE FA G Sy G SNIINR &S ZwS3IA2yl
Transcarpathian Regional Council, Mukachevo

Khrystyna Petrychko
Elizaveta Birov

ael12flFAQ@ / KAt RNBYyQa wS3IAz2yltt /[ fAYA

Natalya Lesnycha
Olexandr Plytkin

hRSal wS3IA2yl ¢
Older Children, Odesa

/| KAt RNByQa /fAYyAOL T

Iryna Holovenko
Pavlo Heorhiiev

Odesa Regional Clinical Hospital, Odesa Iryna Gonta
Yuri Gulchencko
Regional Centre of Medical Genetics, Poltava Olena Tul

Regional Specialized Dispensary Cystic Fibrosis Centre, Rivne

Oksana Yarmoiyuk

CommunalnofO2 YYSNOAFf Sy GdSNLINAR &S {dzvé w
Clinical Hospital», Sumy

Olga Kolomiets
lhor Zmyslya
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Centre/National Registry name

Contact

Ukraine (cont.)

CSNY2LIAE wSIA2y Lt /KAt RNByQa | 2aLi
Ternopil National Medical University of the Ministry of Health of Ukraine,
58I NIYSyd 2F / KAftRNByQa 5248l asa

Iryna Shostak
Oksana Boyarchuk
Lesia Dobrovolska

Communal noRINE FA G SYUGSNIINAAS CTxAyyeliaal
Vinnytsia Regional Council», Department of Paediatrics #2, Vinnytsia

Valeriia Demianyshyna
Oksana Moravska

Municipal noRLINE FA G Sy G SNLINA &S ¢ %l L2 NAT K1
Hospital» Zaporizhzhya Regional Council, Pulmonary Department, Zaporizhz

Tetyana Okul
Irina Kolman

United Kingdom

UK Cystic Fibrosis Registry, Cystic Fibrosis Trust, London

Sarah Clarke
Susan Charman
Elaine Gunn
Jamie Duckers
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People with CHnclusion criteria
The ECFSPR registers people diagnosed with CF in accordance with agreed definitions:
- Two sweat tests value > 59 mmol/L chloride: CF diagnosis accepted.
- One sweat test value > 59 mmol/L chloride and DNA Analysis/Genatypingidentified disease
causing CF variants: CF diagnosis accepted.
{6SIHG @LtdzS X pd YY2fk[ OKf2NARSY
If the sweat value is less than or equal to 59 mmol/L chloride or not reported, then at least 2 of these must be fulfille
DNA Analysis/Genotyping: two identified diseeaesing CF variants;
Transepithelial (Nasal) Potential Difference or Intestinal Current Measurement: result consistent with a diagnosis
CF;
Clinical Presentation: typical features of CF.

Diagnosis reversal:

If the CF diagnosis was reversed during the year, one of the options must be true:

DNA Analysis: unable to identify two disease causing CF variants;

Transepithelial (Nasal) Potential Difference and/or Intestinal Current Measurement: result not consistent with
diagnosis of CF;

Repeated normal values from sweat tests and confirmed by the clinical team.

References:
1) ECFS best practice guidelines: the 2018 revision
2) European Cystic Fibrosis Society Standards of Care: Best Practice guidelines (2013)

Data manipulation

To ensure that datare anonymous, the ECFS collects only year and month of birth and the day &f &éttho the

15" of the month.

For prenatal diagnoses, we set age at diagnosis equal to 0.

We checked for outliers and, whenever possible, we corrected the values according to the instructions of the natior
registries / individual centres. If, after the data quality controls, aberrant values were still present in the database, v
set them to nissing.

Software used for data management and statistical anal§geS software, Version 9.4. Copyright, SAS Institute Inc.
SAS and all other SAS Institute Inc. product or service names are registered trademarks or trademarks of SAS Ins
Inc., Cary, NC, USA.

Explanation of statistical terms

Max maximum. It is the highest value.

Mean it is the average value of a set of measurements. For example, if the mean age at diagnosis is 3 years, it me
that, on average, the people are diagnosed when they are 3 years old.

Median the value that separates the set of measurements in two halves, so that 50% of measurements are below tt
median value and the other 50% of measurements are above the median value. For example, if median age at diagn
is 5 months, it means that half thfe people are diagnosed before 5 months of age, and the other half of the people
are diagnosed after 5 months of age.

Min: minimum. It is the lowest value.

N: the number of people in a group for whom the information is not missing.

N miss number of missing values. It is the number of people for whom the information is missing.

Quatrtiles the 23" percentile, the median (the 8(ercentile) and the ?Spercentile are collectively called quartiles,
because they divide the set of measurements into quarters.

25" petl: 25" percentile, also called first quartile. It is the value that separates the set of measurements in two parts
so that one quarter (25%) of the measurements is below it and the other three quarters are above it. For example,
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the 28" percentile for age at diagnosis is 1 month, it means that a quarter of the people were diagnosed before the
were a month old, and the other three quarters were diagnosed after they were a month old.

50" pctl: 50" percentile, also called second quartile or median (please refer to definition of Median).

75" petl: 75" percentile, also called third quartile. It is the value that separates the set of measurements in two parts
so that three quarters (75%) are below it and the other quarter is above it. For example, If frercétile for age

at diagnosis is 3 years, it means that three quarters of the people are diagnosedtmfarere 3 years old, and the
remaining quarter was diagnosed after they reached 3 years of age.

age
80 S
| — ==t~ The oldest patient is 79 years old
70
60
50
40
~ The mean age is 19 years
30 / (on average, patients are 19 years old)
Half of the patients are 20 o -t Half of the patients are younger than 17 years
between 9.5 and 26 vears old (and half of the patients are older than 17 years)
10 | |
0 < The youngest patient is 16 days old

b2GSY ¢KAa A& y SEFYLES 2F K26 (2 NBI®

02ELX 20 ® ¢KS ydzyo SNEH
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ABPAallergic bronchopulmonary aspergillosis is an allergic lung disease characterised by an excessive response ic
mould Aspergillus fumigatus.

BML body mass index, weight (kg) / [height &m)]

Bronchodilator medication that relaxes the muscles of the airways, used also for asthma.

CFRDCEF related diabetes.

CFTRCF transmembrane conductance regulatdhidgs a protein at the cell surface that controls the salt and water
balance across a cell. The gene that causes CF is the blueprint for the CFTR protein. Everyone has two copies ¢
gene for CFTR, but to be born with CF both CFTR genes must be affect@ausing variant.

CFTR modulator therapytedicationdesigned to correct thealfunctioning CFTR protein: different variasdase
different defects in the structure of the protein and its functionality and the different CFTR modulators either correc
or potentiate CFTR assembly or function; they can alscobmbined to become more efficient. CFTR modulator
therapies work specifically for certain variant classesthose currently available are effective only in people with
those variantsNot all known variants respond @TR modulator therapy.

Compassionate usés a treatment option that allows the use of an unauthorised medicine for people with CF who
have no alternative treatment options and no access to clinical trials.

Complex alleteTohaveCF you need two CFTR variants, one on each allele in chromosome 7 (where-tlen€kSTR
located) Ifthere is avariant oneachallelethey are considered to bén trans if both variants are on the same allele
they are in cis. Sometimes three (or even more variants) are fowuildtbe two variants in cis (and they are often
known to be combined, e.g.F508 del with another variant) and one variant inlfidwese are two or more variants
onthe same allel@& may be referredo asa complex allele.

DIOSddistal intestinal obstruction syndrome is a conditibat isunique to people with CF. In DIOS, the intestines are
blocked by thickened stochused bysticky mucus and other mechanismtsisleads to reduced stool flow through

the intestines and abdominal pain améyrequireemergencytreatment.

FEV: the Forced Expiratory Volume of air in the first second of a forced exhaled breath.

FEW%0: the FEMas a percentage of the average value for healthy people of the same age, height, and sex.
Haemoptysiscoughing up blood. This happens frequently in small amounts in CF, so the complication we asked for
major bleeding (major meaning when the volume of expectorate is more than 250 ml over the course of the day).
HomozygousCF is caused by variants of the CFTR gene, one on each allele. One is inherited from the mother and
from the father. If both variants are the same, the person is said to be homozygous for this variant.
HeterozygousCF is caused by variants of the CFTR gene, one on each allele. One is inherited from the mother and
from the father. If theséwo variantsare different the person is considered to be heterozygous.

ICM Intestinal current measurement is a method to diagnose or exclude CF in difficult situations (e.g. unclear relevar
of CFTR variants). CF is caused by abnormalities in the mechanism that carries salt into and out of cells. With ICM
rate of salt trasport is measured in tissue samples taken from the person (rectal biopsy) and measured again
reference values of a healthy population. ICM can be carried out at any age.

LCi Lung clearance index, measured by multiple breath washout (MBW); this is a test that meashoesoganeity

of lung ventilation. A tracer gas is inhaled, and the time to exhale a defined proportion of the gas is determined. MB
IS very sensitive and gacularly useful to measure lung function in children and people with milder forms of CF.
Macrolides a type of antibiotic with arinflammatory properties. Azithromycin is a macrolide often used in people
with CF who have chronic Pseudomonas aeruginosa lung infection.

Meconium ileussmalbowel obstruction caused by unusual thick, sticky faeces (i.e. meconium, which is the first stoc
of newborn babies).

NaCli sodium chloride. Here: inhaled hypertonic saline.

NIPPVNoninvasive positive pressure ventilation; this retersmechanical ventilation that helps people with CF with
breathing difficulties. It is done with the help of a face mask and does not require the insertion of an artificial airwe
(tube). It can be one of two types: BiPaRI¢éBel positive air pressure) oP&P (continuous positive air pressure).

NPD Nasal Potential Difference; this is a method to diagnose or exclude CF in unclear cases and involves placin
electrode on the surface of the inside of the nose to measure the electrical potential difference across the nas
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epithelium. The NPD is a result of the transport of ions such as sodium and chloride in and out of the cells, a mechan
that is affected by defects in the CFTR protein.

Pancreatic insufficiencyhe absence of pancreatic enzymes in the gut leading to malnutrition if not treated (in the
ECFSPR pancreatic insufficiency is therefore defined as the use of pancreatic enzyme supplementation).
Pneumothoraxcollapsed lung. In CF usually because of severe lung damage.

PPI:Proton Pump Inhibitorénedication that reducethe level ofstomach acidl).

PwCFPeople with Cystic Fibrosis

rhDNaserecombinant human DNase (marketed as Pulmozyme®).

Steroids are a group ofmedicineswith strong antinflammatory propeiies The type that are prescribed to people
with CF are corticosteroids or glucocorticoids.

Zscore6 2 NJ ail yRFNRAASR a02NBaovy | gle& (2 O2YLI NB NBac
Negative mscores mean that the value is below the mean of values in the reference population, whereas positive
scores mean that the value is abdkie mean. Acore equal to 0 means that the value is equal to the mean of values
in the reference population. For example,-score for weight of2 means that the weight is 2 standard deviations
below the mean of subjects of the same age and &#xeareference population. For example, if thecore for BMI

of a 108yearold boy is2, it means that the BMI for that boy is 2 standard deviations below the mean BMyedd0

old boys of the reference population.
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