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Onlypeople with CBeen during the yedy clinical staffThe total number presented is 51,168.

Onlypeople with Chliveat 31/12/2021. The total number of the CF population presented is 50,852.

Only people with CF seen during the year. For the United Kingdom, all individuals with a confirmed diagnosis of CHeddi¢=in6l@07). The total
number presented is 51,901.
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Figure 1.1 Map of countries that contributed dato the ECFSPR for tyear 2021.
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Table 1.1 Number of people with CF in year 2021, by country
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o These countries are defined as a national registry since all centres in the country participate in the ECFSPR.
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Figure 1.2 The number of people with CF registered in the ECFSPR varies across countries and continues to grow
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Figure 1.3 Age distribution demonstrates a sharp decline from the third decéditke of
1'3S | (dzB2RAR2BNA 88z6B $ G6AGK / @ fADPS 2y OMKMHKHIAHM

[ Number of pwCF - —— Cumulative percentage
1600 100
1400 %
80
1200
70
w1000 §
gsoo 50_‘3
€ 600 40§
30 °
400
20
200 10
0 0
0 5 10 15 20 25 30 35 40 45 50 55 60 65 70 75 80 85
age
9 OK @SNBOFf o0FN aK2¢gad GKS ydzYoSNI 2F LIS2LX S GAIAK {1/ (
fAyS0 RSaONAROGSa K2g¢g Ylye LIS2LXS 6A0GK / C ola | LISNDS
@2dzyASNI GKIy m¢p &@SIENE 2F F3S0o




9/ C{tw HANAHM !)f}m

MBSY23INI) LIKAOA

Figure 1.4 Age distribution is remarkably skewed towards childhood and adolescence in CF
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Figure 1.5 The proportion of adwdtvith CF varies considerably between European countries.
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Table 1.3 Age at followup: descriptive statistics, by country and oveabple with Célive on 31/12/2021
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Figure 16 The nean age ofthe CHpopulationis not homogenous in Europe and depends on the country or region of
residence.
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Figure 17 Sex distribution isomparative\homogenous throughout Europe except for a few countries.
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Table 2.1 Age at diagnosis (in years): descriptive statistics, by country and overall. All ahiidzelolescent&18 years)
seen in 2021.
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Note: For Cyprus, Greece atite Slovak Republic the information on age at diagnosis is missing for more than 10%eoptaevith CF
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Figure 21 Age at diagnosis in childrand adolescentdepends on various factors, includawgilability of a newborn
screening programme
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people with CF
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Figure 2.2 For adults, the age at diagnosis reflects national differences in the diagnostic approach over the last decades
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Figure 2.3 With the implementation of newborn screening programmes, age at diagrssghifted to the first 3 months
of life in many countries.

t NE L2 NORNVIGANDBK / C IR&E2EYR2EANMRIKIY o Y2yliKaz 06S8S0i6SSy o Y2y
8SINEZ o6& 02 dzyQKME RNBRSHGIINY T/ 0D H ImidE

0 <3mths @ 3mths-18yrs

Total |

0 10 20 30 40 50 60 70 80 90 100
%

Note: For Cyprus, Greece, and Slovak Republic the information on age at diagnosis is missing for more than 10% of the children.
Note: United Kingdom: In thgraphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom and Northern Ireland.
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Figure 24 With the implementation of newborn screening programmes, age at diagrssghifted to the first 3 months
of life inmany countries.
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Figure 55 The proportion of young children withdi&gnosed throughewborn screeninigas increaseth many
countries over the years
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Figure 26 Meconium ileust birthis not rareandmaybe the first symptom of Qletectedin newborns
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Table 3.1 Proportion opeople with Cwith DNA analysis and the result of this, by country and oadtakople with CF
seen in 2021.
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Figure 3L Most of the people with CF in Europe haveitleatifiedCFTR variants
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Note: United Kingdom: In the graphs of théport, we use GB as abbreviation for the United Kingdom of United Kingdom and Northern Ireland.
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Figure 2 The prevalence d¢iie F508delariantvaries considerably between tb@untries in Europe, which has major
impact on CFTR modulator eligibility
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Note: United Kingdom: In the graphs of théport, we use GB as abbreviation for the United Kingdom of United Kingdom and Northern Ireland.
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Table 3.2 Allelic frequencies of the 19 most commariantsin the ECFSPR database.
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Figure 33 Geographical distribution of F508saliant
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Figure 34 Geographical distribution of G542atiant
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Figure 3.5 Geographical distribution of N1308&riant
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Figure 3.6 Geographical distribution of G55%¢8riant
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Figure 3.7 Geographical distribution of 2789+5@variant
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Table 4.1 FE\% of predictedf children and adolescentdescriptive statistics, by counamd overallPeople with CF
aged 617 years who have never had transplant.
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Note: Georgia has <5 individuals ageti®years with FEV1 measurement and is excluded from the table.
Note: TheUnited Kingdom reports FEfvom the annual revieywhich might no be the beBEY of the yearand,in some caseshe FEYmeasurement
could be from the previous calendar year.
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Figure 4.1 Median FEV1 of yourdildren and adolescents with €Byearsof age is >80% in almost all countries in
Europe.
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Note: Georgia has <hdividualsaged 617 years athe date ofFEVY measurement and is excluded from the graph.
TheUnited Kingdom reports FElvom the annual revieywwhich might no be the beBEY of the yearand,in some caseshe FEYmeasurement
could be from the previous calendar year.

Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kinigdaimeamdreland.
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Table 4.2 FE% of predictedf adults descriptive statistics, by countBeople with CE&18 yearywho have never had a
transplant.
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DSNXYI ye opo pp Tnd Mn ¢ pp¢ Tpd do ¢ Mnp
DNBSOS HCI MYy Tpd Hpd ppd Tyd H d MO T
| dzy 3 NB M M H ppd McC ¢ opd pnd TTC M M O
LOSt YR P n y nd cnd cTd ypd yy ¢ dy ¢
LNBf I yR col oM Tnd MYy ¢ pcd TTC H d MO p
LaN} St 00| H Tnd HC( cnd Tyd y o d MH N
LGkt e Hdp H I TTd M n d py ¢ T bd dc ¢ MO
[ GOAL M H M cod My d oy« TCd y o ¢ b ¢
[ Al Kdzh YAL HH n p dd M ¢ o Mmd CHA( y o d M AN n
¢tKS bSGKE yy o) T Md My d pnd TMd yTd MHY
b 2 NdilKOS R 2 odq H cmd H M d ncd cCHAC y M M
b2N¥»I & MC M Tnd McC d pod Tpd y ¢ MO p
t2fFyR oc | H N cpd Mp g ncd ccd y o ¢ MHY
t 2N dzal f MH | c cTd My d p md cyd Yy HC MHT
wdza aAl Yy C Hp( MC | ppd McC ¢ opd pod THC( MO H
{ SNDB A I py M pTd HNd oy d p dbd THC bt d
{2011 w¢g MH ( n c d MO ¢ pcd Tnd y nd MO O
{t28SyAl odq M TMd Hpd ncd Tod hy ¢ MHM
{ LI AY M H oT T HC( My d pod THC( dnd mMnc
{6SRSY op T Tnd MH ¢ p Tpd dn MHY
{6AGT SNI I pMI H Tpd HpC pcd TCd o ¢ MO M
¢dzNJ[§é M. MO - cpd McC 4 nHd cpd y T d MMT
'Y NFAYS oy c cHAC Hnd nmd cod ynd MM
PYAGSR YA pHO HNY Tnd¢ pTd T H ¢ MC O

XN -m—zm

Note: Albania, Armenidelarus, Georgia, Luxembourg, Rep of Moldova, Romania have <5 adults witeddHkement and are excluded from the table
but the people are included in the total number

Note: TheUnited Kingdom reports FEfvom the annual revieywhich might no be the beBEY of the yearand,in some caseshe FEYmeasurement
could be from the previous calendar year
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Figure 4.2 Median FEV1 of adslvith CF varies between <60% and >90%mtépg on the country.
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Table 4.3 FE% of predicted: descriptive statistics by age grpaple with CRged 6 years or older) who have never
had a transplant.
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Figure 4.3 Lung function declines between the third and fifth decade of life butsssimlioldepeople with CF
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[figure 4.4 continued]
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[figure 4.4 continued]
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[figure 4.4 continued]
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TheUnited Kingdom reports FExbm the annual revieywwhich might no be the beBEY of the yearand,in some caseshe FEYmeasurement

Note:
could be from the previous calendar year
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Figure 4.5 The majority of all children and adolescents witin@&tropeéhave a FENOf over 80% predicted.
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Note: Georgia has <5 people with CF agdd §ears at FEV1 measurement and is excluded from the graph.

Note: TheUnited Kingdom reports FEYom the annual revieywvhich might no be the beBEY of the yearand,in some caseshe FEYmeasurement
could be from the previous calendar year

Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\otthern
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Figure 4.6 Inthe majority ofcountries, the proportion of young adulvithCF with a FEV1 below 40% predicted is less than
10-20%
C9xm? 2F LINBRAOGSR | O0O2NRAY3 (2 RIS KHENR ( &cHENBE EILIWRY B K23 K|
KFER F GNIXyaLXlyido

m FEV1<40% m FEV1 40-80%0 FEV1>80%

0 10 20 30 40 50 60 70 80 90 100
%

Note: Albania, Armenia, Belarus, Georgia, Iceland, Luxembourg, Rep of MaldtRamania have <5 people aged2®Byears with FEVheasurement and
are excluded from the graph.

Note: TheUnited Kingdom reports FEfvom the annual revieywhich might no be the beBEY of the yearand,in some caseshe FEYmeasurement
could be from the previous calendar year.

Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom anbielarthern
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Figure 4.7 In the majority otountries, mosadults withCF agd 30 yearsor olderhavea FEYbetween 40% and 80%
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Note:

Note:
Note:

Albania, Armenia, Belarus, Cyprus, Georgia, Iceland, Latvia, Luxembourg, Rep of ddiRovaania have <5 people aged 30 years or more with
FEVY measurement and are excluded from the graph.

TheUnited Kingdom reports FEvom the annual revieywhich might no be the beBEY of the yearand,in some caseshe FEYmeasurement
could be from the previous calendar year

United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antielarthern
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Table 5.1 Prevalence of Pseudomonas aeruginogeaple with CBeen in 2021 who have never had a transplant, by
country and overall.
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Note: Albania, Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults pieittieepeoded in the
total number.

Note: Ireland, Italy: chronicity fdPseudomonas aeruginosa is defined as: at least 3 or more positive isolates during the last 12 months preceding th
reported culture in 2021.
TheUnited Kingdom: chronicity for Pseudomonas aeruginosa is defined as: 3 or more positive isolates during the 12 momttheriestdinnual
review.
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I Rogf (¢3KS ydzYoSNJ 2F YAaaAy3d @lftdzSa Aa AyOf dzRSRo®
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Figure 5.1 Pseudomonaseruginosa, together withi&hylococcuaureus andHaemophilusnfluenzae, is the
predominant respiratory pathogen in people with CF, though prevalence varies between age and countries
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mYes, children [ Missing/Unknown, children ® Yes, adults 1 Missing/Unknown, adults
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Note: We excluded from the graph the countries for which the information is missing for more than 10%hifitiea/adults. Albania, Armenia, Belarus
andLuxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Note: Irelandandltaly: chronicity for Pseudomonas aeruginosa is defined as: at least 3 or more positive isolates during the last 12 cealitigstpe last
reported culture in 2021.
TheUnited Kingdom: chronicity for Pseudomonas aeruginosa is defined as: 3 or more positive isolates during the 12 momhtheriestdinnual
review.

Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\orthern
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Table 5.2 Prevalence of Burkholderia cepacia complex spe@esjte with CBeen in 2021 who have never had a
transplant, by country and overall.
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Note: Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, teiatieampeoged in the
total number.
Note: Irelandandltaly: chronicity foBurkholderiacepacia compleis defined as: at least 3 or more positive isolates during the last 12 months precedir
last reported culture in 2021.
TheUnited Kingdomchronicity forBurkholderia cepacia compiexot collected.
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Figure 5.2 In some countries, Burkholdeciepacia complespp. belong to the emerging respiratory pathogens with
increasing prevalence
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Note: We excluded from the graph the countries for which the information is missing for more than 10% of the children/adu#s Atvthenia, Belarus
andLuxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Note: Irelandandltaly: chronicity foBurkholderia cepacia compisxdefined as: at least 3 or more positive isolates during the last 12 months precedir
last reported culture in 2021.
TheUnited Kingdomchronicity forBurkholderia cepacia compiexot collected

Note: United Kingdom: In the graphs of théport, we use GB as abbreviation for the United Kingdom of United Kingdom and Northern Ireland.
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Table 5.3 Prevalence of Haemophilus influenzaeeiople with CBeen in 2021 who have never had a transplant, by
country and overall.
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58yYIN}] N an® MN.cod MM pd CY omMC N a® HOIlyHd O wmM® nNT mcd
CAytlyt n no OH pTd M o0 noand N oo ny ¢oyd ™M  HO noono
CN} yOS A an® HON ycd N nad® OCi mMoC N nad OMC ydpd 1 nad Opl mnd
DS2NHAIl MH mp¢ CYy ypd n no n no M MHC T yT1d n no n no
DSNXYIyYy¢ oM M® HHCG y 0 d n n® NAC MpC MHI od® 00C dmd n ne MT| nod
DNBESOS H mM® Md ¢pHd A b Mn cd pT mcd Hc Tyd N ad MC nod
| dzy A+ NX Mo | mn. n no n no n ned MCc( mMmn, n no n no n no
LOStrYFE n no P cHd N ad 0O oT¢ N nd cC wmn., N no n no
LNBfFyF T M P nc cond ™M naod nn T&® pM TO cM(C cpnd N b MM MO
LaNy St MM c® MO(ynd p o® ® pd® HC T onNlyyd P MO ® HOD
Lal e 0O nd® Mdn yt1¢ od MP HH( mac T n® oon ¢prd on nd cn Mo
[FGOAL M 0@ HO TTd H co n MHC 1 nd MM Tyd ™M T® H mnd
[AdKdzZy A no MPp mMn. 1 o noa® H yo HO ¢pHd N1 n o n o no
[dZESYo0: n  no MO cyd M po P HcC

wSLJ az2f H p ® op dn¢ N ad n ad 0 ad MH Mn, O nod n no
bSGKSNI ¢ wmMod nniyHd YH mpc n n® TH T¢® TCciyod Td yo n no
bal OSR: 1 no YyM bt ¢ 1 ad H H® N1 o np mn, 1 ad nooae
b2Npl & M no yMm cnd ™M ao® MH oo¢C MpPp yo Ml ymd H Mo MC P
t2fFyR ® mM® THiynd ¢ ad MM| mMmoc MO od oOodl pHd M ad MT nd
t2NldzAl n wed MOl Tyc M ad OMMyc Yy pd MAOlyTtd 0 HO Yy po
w2YlFyYyAl Mp co HHI Hd n no H no M mnd d dnd n no n no
wdzadaAly HM mMd MOPH ¢dnd HY wmMD CN H® MT o®d npeo dgnd H no c M D
{ SNDB A I M nd HPp Mdd PH nnc nd oyc O o HY nod Yy mMHd HC nnd
{t201q M nd MM. gmMd H MO T pd H M® MOl ¢ppd H MO M ®
{t2@Sy) n neo oOp cnd T MoC¢ MH HHC ® HmM(C oM T0d N n® no
{ LI AY Mp MO hol yc¢c Mn ad MM mac NO od MAM ¢nd ¢ no pn no
{6SRSYy 0 M® HH ypc ® od® HY mMnc N ad OHiyyd HE TO MP nod
{6AGTSI o nd o001 ynd MA HD Cd McC HO nd Ny.ygpd MO HO MT o
¢dzN) S8 wmMT y®d® MTY ygpd HM MO HT M® HAO pod oM™ dnd p M P T H ®
PINYAY S T nao M pnd O MOD c odP N AP nd mn, N nod no
I YAGSR H nd oyn pnc n nd® odl pd n ad pny Prd A AP MO HD
YAY3IR2®

[ ¢2Gtt [pnl wol Mol ycdopl md Hoo mnd Cdl Hd HHP] pmud HM[ nd MMH Ol

Note: Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, leiatieapeoged in the
total number.
Belgium, France, Germaagd UK chronicity for Haemophilus influenza is not collected.

Note: Irelandandltaly: chronicity for Haemophilus influenzae is defined as: at least 3 or more positive isolates during the last 12eunedihg fire last
reported culture in 2021.
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Figure 5.3 Haemophilusnfluenzae, together withseudomonaseruginosa andt&phylococcuaureus, is the
predominant respiratory pathogen in people with CF, though prevalence varies between age and countries
t NEBGIf Sy0S 2F | I SY2LIKAfdA AybdsSyil IS Ay LS2LXS sgmiK / C

mYes, children 1 Missing/Unknown, children ® Yes, adults @ Missing/Unknown, adults

100 80 60 40 20 0 20 40 60 80 100

Note: We excluded from the graph the countries for which the information is missing for more than 10% of the children/adus Afihenia, Belarus
and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Note: Belgium, Francé&ermanyandUnited Kingdomchronicity for Haemophilus influenza is not collected.
Irelandandltaly: chronicity for Haemophilus influenzae is defined as: at least 3 or more positive isolates during the last 12enedihg fire last
reported culture in 2021.

Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\orthern
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Table 5.4 Prevalence of Staphylococcus aureyeople with CBeen in 2021 who have never had a transplant, by
country and overall.

/ 2 dzy G NJ | KAt RNBY o6f My

aAaal
rYlyz2

1fo0lF yAl M MO Op noc y Mnc 0c npc

I NYSYAl n no n no P HHC MT TTC

1'dZAGNRI H na® C€p MTC HMipcc od Hpe H a0 ®T Hpd HH| pyd CH mcd
.St NdZ n nad TO pac TM e noao

.8t3AdZ2 N a® MTI occ HHipyc TM MpC MH MO Hpl opd on! negd Pc mod
. dzf 3 NJ H Mo cd pyc MM P 0OC onc n no CH Tn(d 0] o®d MY HMA
/ NBI ol P c¢c® MG HoOC OC nnNnC HM HpPC M HO MA HAad HT ppd MM HHA
/ & LINHza n no n pnc 0O oTC M MHC M po® M pH(d P Hcd 0 mpd
/180 \ MO o® TN HHC MH( OTC MM(ogcC MM o® YT ond¢ MO, npd pc mdd
5SYYIENJ n na® cn ygpc PT wce Gy nnc A aod MHI nnd T/ Hwnd YY omd
CAyftlLylL n no MYy pn¢ Mp npc n anpd N1 no MT ond OH cpd n no
CN} yOS N nd CPl HAOC MHN nc¢ TTCH@OSC A ad MNOC nmd MOC oyd CT( Mmdd
DS2NEHAI n p @ oC npc H H® Oy nTCc n no P cH( M MHd H Hpd
DSNXYIYy¢ 00 M® CN( HOC MMH nMC GH( on¢ MHI o® MMY oHC MTP nTd CA° Mcd
DNBSOS C H® MM| ppC YC nmMmc H M® HH co MTI pMd MMOI [Hd a1 ao
| dzy A+ N} Mo | mn. n no n no n nd MC( Mn. n no n no n no
Légfl')fl n no 0O o0TC H HpC 0O oTC n no H o0o0(¢ 0 pnd M wMcd
LNBfFYI T M® HOI nTcC MP| onc MA( HMC PM T O Oyl pcd MOl ymd M, mnd
LAN} St y p ® pn ooc PT opc NMH HCC HH co® MT I pnd YM HoOCd TM HAd
LGt @ 0O nNd CPl HPC B0 MHC CHI HyC T n® MPM nnd MHP ocd CccC( mdpd
[ FGOAL M 0® H c® HN ¢cnc Y HpC N n® P opc¢ Yy prTd M T
[AlKdztky N no 0 HnC T necc P ooc¢ N ad ® ocd MM nnd P HAd
[dZESY6: n no 0 MpC MH coc n HMC

wSaPft Rz M HO N nd OH ycc n mnc 0 nad M y® MM ¢hmd n ao
bSGKSNI & mM® HN(oyc HOI noc ®OM mcc¢ po po MM npd ONI oTd MMI MHJ
bal OSR: N nad cn TTC MH mnc¢c T y® 1 nd HT ¢cnd MM HRpd T wmMpd
b2NBI & M o 0C HYyC CM nyc HT HMC MO pod TM nnd TT nod Md& mnd
t2fFyR T nd® MT. Mmtp¢ NT' ppC HAIl HOC MpP o MOl HNd HNOI pTd CH mnd
t 2 NI dz3 | c oo cn oy¢c CM occ OT HHC T no CO o TO npd MYy mMwmd
w2Yl YAl MO pd MC' TaC¢C MT T O nn mcc M Mnd Yy ynd M Mmnd n no
wdzdadAly HM mM®d Ccd on¢ MAT pHC HNI MmMC MT o® HH| ncd HMI nnd HT po®
{ SNDB A I M n® HNO mMmyc TM pp<¢ OMHRNC O nd HN ond HC nad MC Hnd
{t201q A ad® CcnN po¢ HT HHC HG Hponc H M D cd ncpd NN omd HNO MTd
{t2@8Sy; n no M mMd® nd ¢gnc n 1 T wmMcd MM Hcd MY nH(d c mnd
{ L} AY MH M® Oyl op¢ OY| opC¢ HM® HTC NH o® pntnpd nncnpnad MM mnad
{ﬂélf(éy' MYy ¢ ® y oo CY HpC MTtcnc¢ O0d wmnd nd mMmod MC' npd MM omd
{6ArGT S O no dd HoC HHI pHC Py HOC HH no HN  ncd MYy(opd TC mMnd
¢ dzNJ Se PN H® MOY cyC ON| MTC HH( MMC MO HO® HM. ¢ nd YN HHA nd mnd
1IN Ay T no OH M¢ YT poc OY HOC n no MO Hc C OM cod p mnd
'YAGSR H nNn® OHH Tc¢ oT " ® cni Mn¢ n Ad naAy THC nne TO MMA M@
YAy‘EIIv?Q‘

¢2ilt JorT| mo pcMnmdyAMond pmMy wudCnl wd MMT|nT¢ynH ond NHH T

Note: Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, eiatieapeoged in the
total number.
Belgium: chronic Staphylococcus Aureus: Variable is not collected as such, but chronicity is derived comparing the iofdhnenatiorent year and
the year before.
Irelandandltaly: chronicity for Staphylococcus Aureus is defined as: at least 3 or more positive isolates during the last 12 pedfititstpeclast
reported culture in 2021.
TheUnited Kingdom: chronicity for Staphylococcus Aureusfiisetias: 3 or more positive isolates during the 12 months preceding last annual re
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Figure 5.4 Haemophilusnfluenzae, together withseudomonaseruginosa andt&phylococcumfluenzae, is the
predominant respiratory pathogen in people with CF, though prevalence varies between age and countries
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Note: We excluded from the graph the countries for which the information is missing for more than 10% of the children/aduis Afihenia, Belarus
andLuxembourg have <5 adults see2@21 and are excluded from the graph for adults.

Note: Belgium: chronic Staphylococcus Aureus: Variable is not collected as such, but chronicity is derived comparing the ioffthenatiorent year and
the year before.
Irelandandltaly: chronicity for Staphylococcus Aureus is defined as: at least 3 or more positive isolates during the last 12 pefititstpeclast
reported culture in 2021.
TheUnited Kingdom: chronicity for Staphylococcus Aureus is defined as: 3 or more positive isolates during the 12 montgshe tatdinnual
review.

Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\otthern
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Table 5.5 Prevalence of methicillresistant Staphylococcus aureus (MRSpgaple with CBeen in 2021 who have never
had a transplant, by country and overall.

| KAt RNBY o6f My S I | Rdzbgiiyda &S| NA O

TEol yAL H H D CC yHC M M D MM MO ¢
I NYSYyAl mMp cyd T omM¢ N ad n no
'dZAGNRT 0o @ OTI pTC O ad n mM® 10 mM® OT. ¢hpd C MO c wmo
.SfEFNHZ N o MO cpy ¢ H M D n no
.8t3Adx N ad® nNpipyc O a0 C M® MH mM® cn( ¢md ON nd MP HO
. dzf 3 N2 M no MM| T ¢ H M P n no n no yOo mn. n no n neo
/ N2 I ol p co TP (HC n no M M @ H nao np comd N no H nao
/ & LINJza n no P cHC M MH(C H Hpd M pod McC ynd 11 @ H mnd
/TS0 v MO od OMI pn¢ O nad M n7® MM o® HC( ¢pHd P MO P MO
5SYYEN} N1 ad HM( ma. N1 a0 A a® N ad HYIl mAa, A n® n oao
CAYtLYF n no OH hTC M o0® A a® AN a0 nT ¢pd H no n ao
CN} yOS n n® HPpAE ptr¢ 00 MP Ny mMd N ad OHC pHd Mp( nd Phc HO
DS2NBAI MO mT CC yHC n no n no 0O orTd P cCcHC( n no n no
DSNXYI Yyt op mM® HCM ¢ppc PO mM®P HAE mMP MOl od OHG chnd Mt pd N0 MO
DNBSOS M no My. ycc N ad HY mod pd mTd HAO THd A ad o0 wmnd
| dzy 3 NE H M @ MH' dn ¢ p ooP n no M MC. c d p oo n no
LOStLYFlF n no y wmn. N a® n no M mcd n ccd 1 nad M Mmcd
LNBEFYF T Mo ndl ppc H nd MH Hd pM 7O pdlyyd O nd HC oo
LaNy St y p® MOl yTc 0 MO ® po® HY yo® o0nlycd T H® MH 00
LGl te 0 n® MPd hnc Pc nd MH( pd T P OMO ¢pmMd MH| od MC( nd
[ Fad@AL M 0® Hd oc N no M o® N a0 Mn mMn, N a® A a®
[AlKdzky ™M co MM ¢oc¢ N ad " ad M nod HN ¢hcd N nd n no
[dzZESYO6: N no Md mn. N1 ad noono
wSaR2{ RZ M HO oc tC¢ A A A a® N a0 MH Mn, 11 a® n a0
bSGKSNI o wmo PH(C hTC O O M ad MA mmd YAiycd MM M® o a®
bal OSR: n no CM T0C p c¢c® MT Had N o op 1TtTd P mmd P MM
b2Npl & M no MH( by c N1 nd M agd Mp yo MPp  yyd H Mo o m P
t2€F YR MM mM® YH( hpC MYy HO T n0® Mn od Oyl pmd MT nd c mMo®
t2NLdzaAL p od Mp.ydc N HOD ® pd p od MNliyyd p oo ® po
w2YLEYyAl MT 1O MT| ToC HNA y® HC mnd M mnd C cnd H HAd( M wmnd
wdzadAly HM mMd MAIOM poc Py HO nN H® MT oo nne gud MO HO y M P
{éNCD?\l' M no Ml y M c no MC MHd 0 no pn yod p T ®d 0 no
{t201q M Aa® MM| pp¢ H MO H M® H M® MH ¢dmMd C no n Ho
{t28Sy) n o pPn cHe O po M M® B HmMd OM T oO( H D M HO
{ LAYy MO M® MAM ¢pnc¢ MYy M®d OH od Oy od MAA y¢pd NN od OH HOD
{6SRSyY 0 M® HP pcc N ad T HWd A ad O0C( ¢hyd no M o
{6AGT S p MO nAgpcc p MO p M® HH nd® pacgpnd H ad T M b
¢dzN) S8 pPM HP MTM ypc MM( pd MM' pd ® HP O0ACyTd MT nd MT nd
PINFAYS T no MOl yTCc C o0 T nd N a0 nT ¢pd H no nooa®
S ¢ n no dbM HO n nd® ppH dyd n no dhc MO

I YAGSR H nd nMm (T
YAY3IR2O
¢20F | Ap| Mo AWT{ nd nT| nol CP( nd POl HG HHT{ Gud CC( wo CUl
Note: Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, teratieampeoged in the
total number.
Note: Irelandandltaly: chronicity for methicillimesistant Staphylococcus Aureus is defined as: at least 3 or more positive isolates during the last 12
preceding the last reported culture in 2021.
TheUnited Kingdomchronicity formethicillinresistantStaphylococcus Aureusnist collected
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Figure 5.5 Prevalence ahethicillinresistant Staphylococcus auréMiRSAin the airways is very heterogeneous in people

with CF throughout Europe
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Note: We excluded from the graph the countries for which the information is missing for more than 10% of the children/adu#s Atvthenia, Belarus
andLuxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.
Note: Irelandandltaly: chronicity for methicillinesistant Staphylococcus Aureus is defined as: at least 3 or more positive isolates during the last 12
preceding the last reported culture in 2021.
TheUnited Kingdomchronicity fomethicillinresistantStaphylococcus Aureusnist collected
Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\orthern
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Table 5.6 Prevalence of Stenotrophomonas maltophiligeiople with CBeen in 2021 who have never had a transplant,
by country and overall.
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I NBI 8l p co cn Tgpc H HO MO MHC H nd no ytd n  nad n yo
/ & LINJza n no C TpCc N o H Hpd M po My ¢ond 1 no® n no
/TS8O0 v Mn no 04" ¢o¢ T HO M n® MM o® HC( pod C HO M o
SSYYl'N.] n no M. ycc P HO HN mMd n no HOl yod MH no 0OC MHC
CAYtLYF n no 00 Mn. N nao n a® A ao nc ¢god O c® n ono
CNJ} yOS N na® HOY yd< PN Hd HO y&d A nad OMO ycpd MA~ o® HT) TO
DS2NEBAL My HHd CH TTC 1 nd n and® o0 oTd P cHd N1 nd n no
DSNXYIYyE OM M® HPM pHC Oy M MNi pd MM! od OHN yTd HM, pd MO| od
DNBSOS M nod HA. dopc N nd Yy o® pp mcd HCiTyd A ad MdE po
Il dzy A NE 1 no MH' ¢obnc T po n nd 1 a0 MC( gpyd O MOD n no
LOStEFrYF N no C tTpc N nd H Hpd M wMmcd P yod N no noono
LNBEFYF T wmo® ny| ¢don¢ H a® HM nd® pM TG CA|lyphpd M ad My HO
LANI St ® p® MO(ync M ad MpP ¢pd HY yd oniycd p mMd MO oo
LGt @ 0 nd MddE pnc HC Md® My! yd T nad OoMd pHd TH HD MC  nob
[ GOAL M 0® HPp yne ™M o® n MHY N no MM Tyd H wmnd Mo T
[AlKdzzky N po MM ¢oc N nad M ¢cd M no HA ynd M o 0 MH(
[dzESY6: N no MT ygpe M po M po

wSaRf R2 0T wmn. n o a® a0 ad n nd MH wmn, n and N a0 n no
bSGKSNI on pd nNTiyyc 0N po 0 a® Tc yd Tniynad yo ¢pd ME HO
bal OSRz n1 no YM pT1c¢ N nd H HO® 1 o NH pod N a1 o co
b2NBI & M no® by Tyc H MmO HO Mpd MO T @ MHI Tnd MH c® HY mpd
t2fFyR b mo Yy MI dn ¢ o no op n® MO o0® oyl ¢ond M HO Md no
t2NldzA+ N Wd MO yrc H M® MpPp yd € od MO.yTd C 0 ® po
w2YlFyAlF MT 71O HM( bH C n no H no M Mmnad ® dnd n no n no
wdzadaAly HM mMd ME@PH ¢gnc 0C mo pn H®d MC o0 nn' d¢od p M P MH H®
{ SNDB A I M nod MA| yHC H mM® Md mpd O nd PC ycd M M® P T
{204 M a® MM ¢pT¢C 1 A H M® H MO MH| ycd n H O y po
{(t28Sy} n no nd pnc H oo o} p o ® HMmC on tmMd M  HO H n o
{ L} AY MO o hd. dHc Yy no cp c® nn oo hbt  y1d on oo cCo po
{6SRSYy 0o M® HN' ¢ N0 M® MH nd N ad ONl gpHd My pnd MM HOP
{6AGT SN H @ oOod pnec N ad MC od® HA o0d nciycd Md od OM po
¢dzN] S8 nd Ho® MO pc¢ N AP MC a® MA HO 00l ppd M A d c Mo
PINFAYSE T nd MO yyc 0 Mo D po no nT ¢pd N nod H no
'yYAGSR H n® odc bnc n nad Hn. pd® n AP pop hpd N Ad HT, nNb

R2 )\

YAy3
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Note: Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, beratieempeoged in the
total number.

Note: Irelandandltaly: chronicity for Stenotrophomonas maltophilia is defined as: at least 3 or more positive isolates during the latts2reveding
the last reported culture in 2021.
TheUnited Kingdomchronicity for Stenotrophomonas maltophiliaaét collected
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Figure 5.6 In the majority of countriestehotrophomonad$/altophilia can be cultured insggnificantnumber of airway
samples in children and adults with CF
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Note: We excluded from the graph the countries for which the information is missing for more than 10% of the children/adus Afihenia, Belarus
andLuxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Note: Irelandandltaly: chronicity for Stenotrophomonas maltophilia is defined as: at least 3 or more positive isolates during the lattsl2reveding
the last reported culture in 2021.
TheUnited Kingdomchronicity for Stenotrophomonas maltophiliaaét collected

Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\orthern
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Table 5.7 Prevalence of Achromobacter species infectipeaple with CBeen in 2021 who have never had a transplant,
by country and overall.
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Note: Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, leiatieempeoged in the
total number.

Note: France: chronicity for Achromobacter species is not collected. o _ _
Irelandandltaly: chronicity for Achromobacter species is defined as: at least 3 or more positive isolates during the last 12 roediths fhre last
reported culture in 2021.

TheUnited Kingdomchronicity for Achromobacter speciesiig collected
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Figure 5.7 Achromobacter spp. can be found in up to 20% of the airways of people with CF, with a higher prevalence in
adults
t NEBOFtf SyOoS 2F | OKNBY26l OGSNJ

OrAS&a AYyFSOe2y Ay LIS@LX S

Qax
(/))

mYes, children [ Missing/Unknown, children ® Yes, adults 1 Missing/Unknown, adults

40 30 20 10

Note: We excluded from the graph the countries for which the information is missing for more than 10% of the children/adus Afihenia, Belarus
andLuxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Note: France: chronicity for Achromobacter species is not collected.
Irelandandltaly: chronicity for Achromobacter species is defined as: at least 3 or more positive isolates during the last 12 roediths fhre last
reported culture in 2021.
TheUnited Kingdomchronicity for Achromobacter speciesiig collected.

Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\orthern
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Table 5.8 Prevalence of netuberculous mycobacteria people with CBeen in 2021 who have never had a transplant,
by country and overall.
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Note: For nontuberculous mycobacteria (NTM) the total percentage of missing information is higher than 10%, therefore the totalslatefexrciuhe
table.
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Figure 61 In the majority of countries, more than 80% of the people with CF are pancreatic insufficient
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Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom anbiéfotthern
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Table 6.1 Z-score for BMI: descriptive statistics by couatry overall Alichildren and adolescents with §fen in 2021
aged 217 years whinavenever had a transplant.
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Note: TheUnited Kingdom: height and weight at datehe annualreviewis used instead of the date of best EHVho lung function measurement is
reported,the date of the last visit is used.
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Table 6.2 BMI: descriptive statistics by courdiryd overall Alladults with CBeen in 2021 aged 18 years or older who
havenever had a transplant.
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Note: Albania, Armenia, Belarus, Georgia and Luxembourg have <5 adults seenwiit2B2drmation on height and weight and are excluded from the
table,but the people are included in the total number.

Note: TheUnited Kingdom: height and weight at datehef annualreviewis used instead of the date of best FEV1. If no lung function measurement is
reported,the date of the last visit is used.
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Figure 6.2 While hemedian BME-scorefor children anddolescents with Gf Europe islose tonormal for all age
groups, dot of variation amongsthe countries can bebserved
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Figure 6.3 The nedian BMI of children aratlolescentsvith CHs influenced bgige and country of residence
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[figure 6.3 continued]
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n 530 861 1086 n 685 905 934
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[figure 6.3 continued]
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2.0 20
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age 2-5 6-11 12-17 age 2-5 6-11 12-17

n 459 808 781 n 10 10 10
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[figure 6.3 continued]

vdzl Nb frS@2 &Fa TF2NJ . aLY w vdzl NbfiS@2 &8 1TF2NJ . aLY ¢
z-score zZ-score
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2.0 2.0
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0.5 05
00 T T T 00 T T T
i I i ! I f
-1.0 -1.0
-1.5 -15
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n 194 308 273 n 35 62 66
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[figure 6.3 continued]

vdzl NbfiSG2 RFa TF2NJ . aLY vdzl NbfiS@2 &Fa TF2NJ . aLY wd
zZ-score zZ-score
25 25
2.0 2.0
15 15
1.0 1.0
0.5 05
0.0 T T - 0.0 T T _
-0.5 -0.5
-1.0 -1.0
-1.5 -1.5
-2.0 -2.0
-25 -2.5
-3.0 -3.0
-35 -3.5
age 25 6-11 12-17 age 2-5 6-11 12-17
n 44 78 73 n 457 789 605
vdzl Nb fif@2 @&Fa TF2NJ . aLY vdzl Nb @2 Fa TF2NJ . aLY
z-score z-score
25 25
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-2.0 -2.0
-25 -25
-3.0 -3.0
-35 -35
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v dzI Nb 6@z B&Fa [® 2NMS.yall Y vdzl NbfriS@2 &8 TF2NJ . aLY
z-score z-score
25 25
2.0 2.0
15 15
1.0 I 1.0
o0 - T o0 I | T
I ! I I l i
-1.0 -1.0
-1.5 -1.5
-2.0 -2.0
-25 25
-3.0 -3.0
-3.5 -3.5
age 2-5 6-11 12-17 age 2-5 6-11 12-17

n 11 29 14 n 203 397 394
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[figure 6.3 continued]

v dz Nb G2 R&F& TF2NJ . aLY v dz Nb fiS@G2 @&5Fa TF2NJ . aLY
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-1.0 -1.0 {
-15 -15
-2.0 2.0
-25 -2.5
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Figure &4 Being mderweight isa hallmark clinical feature in children aadiolescentsvith CE There are considerable
differences amongst the countries

t NELE2Nb2y 2FROKS&HRABKECERDS NI BARNE @D oaL aSE I yRmore 02
@S NB AYKIHFSHS MIKRI R I GNI yaLX ydo

W Yes, female 0O Missing/Unknown, female ®Yes, male @ Missing/Unknown, male

LU
NO I
MK |

IE [ ]
GB (.
CH I
AT ]
DK | N

PT |

SE |
NL [

BE [

FR [
DE [

T [
GR [

IL ]
cz ]

ES (I

SK I |

S| |

PL [ |

FI [ ]

LV ]

RS ]

HU . ]

RO [
RU |
AM |

TR |

BG |

LT |

UA I |

BY |

HR . |
MD . ==

50 40 30 20 10 0 10 20 30 40 50
%

Note: We excluded from the graph the countries for which the informationmaterweight children and young people is missing for more than 10% of t
individuals.
Cyprus and Iceland been excluded from this graph because the number of children in one of the sex groups is less than 5.

Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\orthern
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Figure 65 Being mderweight i1 hallmark clinical feature in adults with.JRere are considerable differences amongst
the countries
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Note: We excluded from the graph the countries for which the information on underweight istualsing for more than 10% of the individuals. Albania
Armenia, Cyprus, Iceland, Luxembourg, Republic of Moldova and Romania been excluded from this graph because the nlimineorod aflthe
sex groups is less than 5.

Note: United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom anbieiarthern
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Table 7.1 Prevalence gieople with Clith at least 1 day omtravenousIy) antibiotics (for Celated reasons) at home
and in hospitalPeople with Cseen in 2021, who have never had a transplant, by country and overall.

/2dzy GN]_ [ KAERNBy 6rmy &SH
T I
z 3 d e

ania
A

Pfol yAlL n no nT pyd 00 nmd
I NYSY Al n no MC THC c HT ¢
I dz&a 4 N& | M a®  oni Td TT H A C M no®  HP TpC hn  wnd
. St I NHza n no TH pnd TH p nd
. St 3Adzy n no op- Tcd M H O ¢ n no pMmI THC MO Hyd
.dzf 3 NR p ne® TM cnd nH opd H H® cn TTC MT HA(
/ NB I ot n no pp cT( HC OH( n no H O ncc HC pod
/ & LINHza n no T y T d M M H ¢ o M p ¢ M n Tod H mMnd
/' TSOK wS$ n M®  HdI yyd oo M N ¢ n n®  HM TCC CC Hod
5SSy Yl NJ n and My ypd OM M ¢ n ne M TN YO Hdd
CAytlyR n no oM o ¢ H co n no no y T C c MH d
CNJ'YOS H O nd HHA ypd O0p| MO ¢ HN T®d HOT cTC y®i wHpd
DS2NAAI T y o cM Tcd MH Mp ¢ n no T yTC M MHC
DSNXYI ye& 0 ad® HON y hd HY| K MH nd OMM yn< pni wmnd
DNBSOS M ne  MT. ymMc oy MYy ¢ 0 A®  HO TOC YY Hpd
| dzy 3 NB MO | M. n no n no MC ( M. n no n no
LOStEFyYR n no n pnc n pnc n no n ccd H 00d
LNBf I yR n no nT. bmd np y @ n no p M- TCC MP! HoC
&N St H YR yT1d Mg MM ¢ p M®  HPpI TOC yd Hpd
LGl @ MT( T® MCH Tod NMI Myd ny. mMnd HHP cpd Ccd HAC
[ FGOAL n no HM cTd MnN O HC n no p op¢ d cnd
[ AGKdzk yA n no T ncd y p o ¢ M no MM nnd MO pH(
[ dZES Y6 2 dz n no MC y n ¢ ) Mp ¢
wSLI 2F a M HO MT npc MmMd p M n no 0 HpC ® Tpd
¢tKS bSiK M nd  nNTl yTd ccC M H ¢ n ne  cy| TNd¢ HO| HpCJ
b2NIGK al n no O H oyd pwMm cmd n no M M HNd on T1pd
b2N¥ I & H M P M yTd M n M M d H M P MH ( c pH Hpd
t2fl yR cT TO® pc. cpd HOI HT d nn hP mMp - 0T ¢ HH( pod
t 2NJidzat f n ned  Mpl hnd Mc hP n A®  MHI TyC op HmMmd
w2 Yl YAl n M ® MO | pcd ®g nwd 0 ond p pnd H HAnd
w dz& ECASIRytb MM I p ® Dy | nyd oo ncd H O nao MC | on¢ HodI cnd
{SNB AL n no ¢hn Tnd oOT H (e M M @ nn cTC HN  ond
{t2011 w n o®d b d yHd MT M ¢ HO wmcd TT ppc od Hyd
{t28SyAl n no oy Tnd McC H M H® op yod c mnd
{ LI AY y nd o yTd MHI MH ¢ y noe y ynd HMI mdpd
{6SRSYy n no M Tod TM HC ¢ n no MC I nod¢ HMI pcd
{6AGT SNI MC o® OTI yyd 00 TO M HO  MH| T ¢ hp wmTd
¢ dzNJ Sé 0 ne mMpp TTC NNj HH H no HH I cod MHI opd
:1NJ-7\yS M ncD on an MH qu 0 c<D p an nM vyod
A SR Y MpT HYd

T T X T B I M T A M R MY Y KT YT

Note: Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from thadalbée liort the people are included in the
total number.
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Table 7.2 Prevalence geople with Cwith at least 1 day on IV antibiotics (fori@€Rted reasons) in hospital onReople
with CFwho have never had a transplant, by country and overall.

/ 2 dzy (G NB /KAfRNsz | Rdzbgiiyda &S| NA O

A a
y

PEolyAl n no nT py¢ 00 nmd

I NYSY Al n no MC THC c HT

I dza G N& | M no oni T e TT Hd n no oni Ty yp HHA
. St NHza n no yn ppc cn  nnc

. St 3Adzy n no oc TTC MA| HHC n no pne Tcd MC™ Ho(d
.dzt 3 NR T p no TM c¢cnc nH opd H HO TH ycd (09] M d
I N2 I ol n no pp cTC HC OHC n no Hp p M d HN nagd
/ & LINHz& n no T yTC M MH ¢ o Mpd Mn T od( H mnd
I'TSOK wS§l n MO  HPI  yyc 00 Mnc n Ad  HH. TTC cn  HHA
55y Yl NJ M 1 nao HNl  HC ) CM HMd HMI T pc b )
CA)/fl')/Iv? n no oM o ¢ co n no no y T d c MH d
CN} yOS H o® HON ycc HT " wmnd TNl HMd HOM cyd op' wmnd
DS2NHBAL T y ® cCMm TcC M H Mp d n no T Yy T d M MH d
DSNXYI yeé MY | cP HHY yoc HCI hP MT | ne onT ynd nM. MM
DNBSOS M no MT y M oy My ¢ M N H ® HP! Tnd Ty HHA
| dzy 3 NB MO | M. n no n no MC | M, n no n no
Logfl')fﬁ n no n pnc n p nd n no n ccd H ood
LNBf I yR n no nyt nc HC p ® n no pc. yod MM| MTd
aNJ St H M ® My e M p hd n M & on. yecd nn MHd
Lal e MT Td Mcn Tnd ol My ¢ ny. wmnd HON ccd Cpt Mpd
[ FGOAL n neo HM ¢TC M N O HC n no c nHd y pTd
[AGKdZ yAl 7 a0 T ncc Yy po¢ M n® MM nnd MO pH
[ dZES Y6 2 dz! n no MC ync o Mp ¢

wSLh2fFR2¢ M HO My nyc My nyd n no ® Tpd 0 Hp d
¢tKS bSOK! M ne Nyl ydc pc  mnc n a®  TMT TTd HAC HHC
b2NIK al ¢ n no OH oy ¢ pm c Mmd n no MM Hnd on Tpd
b2NBI & n no MM. yyc M p MH q H M MO T d on M d
t2fFyR odq no PT| <cc¢ HN| Hyd op y ® MpPI oTd HH( pnd
t 2 NI dz3 | ¢ n neo MPI  dnc MC ho n no MH( ynd O H M ¢ d
w2Yl YAl n M P MO | pcc [se)ss nwmod (o} ond p pnd H H A4
wdzaaAiAl y ( TO oo M H pnc ¢do i npd HM no H M ( nnd Hn- pwmd
{SNB AL n no dn  Tnc 0T H M M ® nn  cT1d HA  ond
{2011 w n o®d bt yHC MT  Mn ¢ HO mcd YH pdd on  Hnd
{t28SyAl n no oy Tnc MC  HdC M H O op yod c mnd
{ LI AY y no dp  y pc MY mnd y no bt yTd MH( mMmd
{6SRSYy Hol ycd on  MHC M no 0T ! M. n no n no
{6AGT SNI | M p oo 0Ty e H o co M HO npe ynd cT MH d
¢ dzNJ Se& ) nd  MpT TycC MH™  HMC H no HNo ¢ ¢ MO| ond
PYNFAYS M nCD oOp HMC MH qu o) cq> T an od T hd
:)/AuSR Y) onc T O M M N M pd

-m-:m-m

Note: Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, beiatiecneoged in the
total number.
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T® WSALIANIG2NE O2YLIX AOlsa2ya YR GKSNI LAS
Table 7.3 Prevalence of people with CF with at least liapspital, for any reason (routine chegkdays not included).
People with Céeen in 2021, who have never had a transplant, by country and overall

/ 2 dzy (G NB | KAt RNBY o6fm S |

aAééAy S

1 ol YAl n no nT pyc 00 nwmd

!NJ(S)/AI- n no Mp cyc T omd

! dz& G N&A | n A® HOI cMC MO) oyc M AP  HYy. THd MA| HTC
. St I NHza n no TO pnc TM 0

.St 3Adzy n no on ccc Mp' ond n no nd ¢ HM( ond
.dzf 3F NRA T p no pc nrtc pT ny d H H ® TN y nd M M Mo d
/| NBI a8t n no pH cnc H 4 opd n no H O ncd HC pod
/& LINXJza n no T y T M MH ¢ o Mp g Mn T o0¢ H MmN d
/180K wSl n M ® HNY Tpc TT Hod n no HMI  Tnd TO HpC
55y Yl NJ MC™ Tc¢ nn  Hnc y od HY I M. n no n no
CAYyfl YR n no on dnc 0 b n no nH y p d T Mn d
CN} yOS M T MmMdd Tnc nyit wmyd oyt wmmd HRAC Tna¢ cp' wmyd
DS2NHBAL T y ® cCMm TcC M H Mp d n no T Yy T d M MH d
DSNXYI yeé MY | cd mMdn  c e Col( Hod MT . ned HTT TP TM( M
DNBSOS n no MC( Tyc nec HHC M N H HO ™ THC y o Hnd
| dzy 3 NB MO | M. n no n no MC | M, n no n no
LOSt YR n no n pnc n p nd n no n ccd H 004
LNBf I yR n neo nceo ydc pH YK n no po° T pd MO HAdC
AN St M no MO yHC HT Mc ¢ ) no HT) T ¢ CT Mgd
Lal e n n® MCA THC cnt HTAC M n® HNOC T M Mhc  Hy(
[ FGOAL n neo MT pnc M np ¢ M T O n HY d b cnd
[ Al Kdzk yAl n no T ncc y p o ¢ M no MM  nnd MO pH(
[ dZESY6 2 dzt n no Mp  Tyc n H MG

wSL) 2F a: M H O My nyc MYy nyd n no (04 Tpd 0 Hpd
¢tKS bSOHK! M no nn' vyoc dn mc ¢ n no cc THC HP( HTC
b2NIK al ¢ n no oM 0T C pH CHC n no MM Hnd on Tpd
b2NBI & H M ® dp Tcc HY HH n H® MH| Tnd ny HT(
t2fFyR oT no NHI nde nn. necd on y @ MH( ond HC. c¢cmd
t 2 NI dz3 | ¢ n no MO! yHC on MT d n no MH( Tcd oy Hod
w2YLl yAl n M O pc HoOC MT Tnd (o] ond M M q c cnd
wdzaaAl y ( PpT no dc | nTc P71 | nTtd HO no H nod HN p M
{ SNB A I n no Td CcHC ny orT¢ M M P no ccd¢ HM  0H(
{2011 w p no yp Thnc 0N  HpC HO Mcd Td pecd oT HC
{t28SyAl n no on coc HN  oT( M H O 00 Ty y M d
{ LI AY (o] no PHI  ypc M MO ¢ T no hct  yTd MO MHd
{6SRSY n A®  HM( yHC ny wmyd n An®  oM( ypd pn  wmnd
{6AGT SNI I M p o opl  ync PH  MHC M H ® MHY ynd bH  MT g
¢ dzNJ Se& 0 nd MoOonNm ¢cTC CP( o0oHC H no HM) CH{Y MH( oT(
PYNFAYS M no Hd mMmTC MO I qu o) cq> T M d od T hd
:VAL']SF'( &, n® ONC ToC MMO Tnd MAN  Hpd
T T T R T T A T W BT T A Y Y

Note: Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, eiatieceneoged in the
total number.
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T® WSALIANIG2NE O2YLIX AOlsa2ya YR GKSNI LAS
Table 7.4 Prevalence of allergic bronchopulmonary aspergillosis (ABPAdeiopd with CBeen in 2021 who have never
had a transplant, by country and overall.

| Rzbpie 5 N 0
aAdaan o A
L yly?2

PEolyAl 0 oo TT e ¢ n no

I NYSY Al n no H H M n no

! dz& G N&A | M n®  OoTI T C h H® n ne 0T T M 71 H®
. St NHza n no M M. n no

.8t A dzy M nd nn. dnec H N p ® 0 n®  co' ydd cd h o
. dzt 3 NA T+ H M ® MMI e ¢ H M P H H® TP  dnd c TO
/ NBI &l n ne yn by ¢ M M O n no nd M. n no
/ & LINJz& n no y M. n no n no M d M, n no
/180K wSl M no O H T C y H® o M P HT bt d p M P
55y Yl NJ n no HM| ¢ n M @ n no HT I e d M M 0D
CAyflyR n no OH T ¢ M o® n no ny oy« M H®
CNY y OS n A® HPP cdpd MM no n n® OHA ¢pmd on” y ®
DS2NABAI c T Tn PH C n no M MH d T Yy T d n no
DSNXI ye& c A® HCT T ¢ pn M ® 0 H n® onT  gnd MCI n o
DNBESOS c H®  HAL M no HH cd® OMI (hH ¢ n M O
| dzy 3 NB M no MO | T C H M M no Mp I dH d M M co
L(V)éfl')fli n no T yTC M MH d n no c M, n no
LNBE I yR nec y® npl yTc M T o c ne  cni  gnad cn y ®
LaN} St 0 M b Mp| e ¢ o M b M M oo oM hnd H M co
LaFKte HY M® HMO ¢ pn H® nn M® OHC pd MHI )
[ FG@AL n no Hd o H co n no Mn M. n no
[ Al Kdzk yAl H Mo ¢ MH ync M co n no Hp Y n no
[ dZESY 6 2 dzl n no M M. n no

wSL) 2F a: n no oT M. n no n no M H M. n no
¢tKS bSiK! T M ® pn'  dnc H N no y no YT dnd nw no
b2NIK al ¢ n no YH yc M M ® n no no dpd H n o
b2NBI & M no MHI T C H M @ M no MT 1  dyd H M P
t2ftFyR ® M® yn. rTc M 71 M ® p M® NA|  pd M O o
t 2 NI dz3 | ¢ M neo MC. pc T no p oo Mp| e d M no
w2Yl YAl n M P HOI dy ¢ n no n nao M M. n no
wdzaaAiAl y ( op M D M e ¢ on M D H H no nnei hHd M C oo
{ SNDBA L n A®  MH MnA. n no n no CH dpd o no
{2081 w¢ H M b MM( e ¢ H M ® M no MOI dc 4 n H®
{t20SyAl n no PH e ¢ H oo n no nn  dgpd H n o
{ LI AY MT M® MO0 e ¢ HO H® MYy M®d MAp dnd nm 0o
{6SRSYy y o® Hp| hp ¢ n M b M T no on' ¢od y H®
{6AGT SNI I M nd  NA e M n o n n® AT yyc PT  mnd
¢ dzNJ Se& M C no®  Mdp P C 0 H M P c M D OH( (o ¢ MT nao
PYNFAYS H M Mpt( e ¢ o M ® n no ny dyd M H®
'YAGSR Y n M od n n np| y ®

£33
N

A® NAC e ® PMT  hmd
(¢2art | wnl nol heol pcd Pyl o Ml o HHO{ dod mMnp _po

Note:  Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, tebtiedpeoged in the
total number.
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Figure 7.1 ABPA is prevalent 2410% of children and aduligth CFacross Europe
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Note:  We excluded from the graph the countries for which the information on allergic bronchopulmonary aspergillosis (ABPW)fts misse than 10%
of the people with CF
Albania, Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults

Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\otthern

¢CKA& 3INILK akKz2ga GKS FTNBldSSydOe 2F Ittt SNAAO oNRYyOK?2LJ
4SS 1 LISy mmEKS GRLINIKING & (KS LISNOSy Gl 38 27F LOS2MLHELIES A i
GKS LISNOSyidl3S arR20ASRAI Sy BANMKI d Xy TRNI YA aaAy I oD
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Table 7.5 Prevalence of pneumothorax in@dbple with CBeen in 2021 who have never had a transplant, by country and
overall.

/ 2 dzy (G NB | KAt RNBYy o6fmy &St | Rdzbgiiyda &S| NA O
CEES A

PfolyAl y M g TH dnc n no

I NYSY Al n no H H M n no

! dz& G N&A | M ne oyl e n no M ne oyl ddd M no
. St NHza n a® MO e M no

.8t A dzy n nd nc| wmMn. n no H ne TN ddd M no
. dzt 3 NA T H M P MM  y ¢ n no H H ® yM T d n no
/| N2 I al n no y M M n no n no n g M. n no
/ & LINJz& n no y M. n no n no M o M n no
/'TSOK wSl p M®  OHI yc n no c HO  HT| e d 0 M D
55y Yl NJ n no H M M A n no n no HY I M n no
CAytlyR n no 00  wmn. n no n no nd wmn. n no
CNY y OS n A® HCC e H no n ne  opna ddd M M no
DS2NAAI n p & TP oc M YEo) n no y M. n no
DSNXI ye& c A® HTH o n no 00 n® ocM dy ¢ M C no
DNBESOS c HO  HAG T C n no T HO 00( T ¢ n no
| dzy 3| NE M no MO e n no H M P MC(  py g M no
LOSt YR n no y M A n no n no c M. n no
LNBf I yR n no p M| M. n no n no CT| M. n no
AN St n H O MpT T C n no 0" H O 00( (T ¢ n no
LaFKte M o n® HMd g M no nc M® 00y dy ¢ 0 no
[ FGBAL n no oM M. n no n no M n Y n no
[AdGKdyAl 7 p®  Mp wmn. A n® A a®  HP wmA, A O
[ dZES Y6 2 dz! n no Md  mn. n no

wSL) 2F a: n no oT M n no n no M H M n no
¢tKS bSOK! n ne POl wmMnA. n no M H M® B gy d 0 no
b2NIK al ¢ n no y 0 M. n no n no np M., n no
b2Npl & n no MH | M. n no H M ® MT I  dyd M no
t2tFyR M M D yni dyc 0 no y M ® nnc ded c M D
t 2 NI dz3 | ¢ 0 M D MCI T ¢ M neo o) M D Mp~ T ¢ M no
w2YLl yAl p H © HO. de 0o M O n no M1 M. n no
wdzaaAl y ( M g no®  HAnN dy ¢ [s4] no M C ) np | dn d M N H®
{ SNB A I n no MH - M. n no n no cp M. n no
{2011 w¢ M no MMy ¢ M no H M ® MO« T ¢ M no
{t28SyAl n no pn M. n no no nH M. n no
{ LI AY M o Md MAap dy ¢ H no My M®d MG dy d M no
{6SRSYy y o® HPpt T ¢ n no M T no opt dpd n no
{6AGT SNI I M no NH. ddc n no n no po. dd n no
¢dzN) S@ p ne mMbd dhc p no n M ® on. @t d p M ®
PYNFAYS n nCD MC | M. n no n nq: n¢ M n nq:
:)/AuSR Y] n n no n

-m--m-mm

Note:  Albania, Armenia, Belarus alnaxembourg have <5 adults seen in 2021 and are excluded from the table for adults, but the people are include
total number.
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Table 7.6 Prevalencedif SY2 LJi & a A & lerdre bduréexoiammin akpéople with CEeen in 2021 who have
never had dransplant, by country and overall.

/ 2 dzy (G NB | KAt RNBY 6f My

araary o
yww =

PtolyAal p co® TP doc n no

!NJ(Q)/Al' n no H H M. n no

! dz& G N&A | T M® OTI T M no p M® OT| T d c M ®
. St NHza n a® MO e M no

.8t A dzy H nd nci e H no H ne  cdl T ¢ M H®
. dzt 3 NA T+ H M ® MMI  nc n oP H H® TNy dd T y ®
I N2 I 8l n no yMm M. n no n no np md n y ®
/ & LINJz& n no y M. n no n no M o M n no
/'TSOK wSl H nd  OH( e M no H Ad  HT T d p M O
55y Yl NJ n no HM™ e H no n no HT " ¢y ¢ p M ®
CAyftl YR n no oo M. n no n no nd  wmn. n no
CNY y OS n A® HCC e n no n n® onT ¢y oy M ®
DS2NHA I p co TN Hc M M D M MH d T yTd n no
DSNXYI yeé M O nd® HTM e n no y Hd opT BT g n no
DNBESOS p H®  HAL H M O b HO OM( o ¢ M H o ®
| dzy 3 NB n oo MH " dn ¢ n oo H M Mp gn d y nao
LOSt YR n no y M. n no M Mc ¢ p y 0 d n no
LNBf I yR n no p M| M. n no n no CT| M. n no
aNJ St 0 M ® MP!  dy ¢ n no y H ® 00! (T ¢ H no
LGl te My n® HMT  dy ¢ M ¢ no op M® OHN nd Mp| no
[ FGBAL n no oM M. n no n no M n Y n no
[ Al Kdzk yAl n no M p M. n no n no HN  dcd M no
[ dZESY 6 2 dzl n no M M. n no

wSL) 2F a: n no oT M n no n no M H M n no
tKS bSGK! c M ® pol  dyc M no M o H® ycCl od no no
b2NIK al ¢ n no y 0 M. n no n no np M., n no
b2NB I & H M D MH dy ¢ n no n H O MT I e d H M D
t2fFyR M M M P y o Py ¢ H no T M P oI o ¢ H H p ®
t 2 NI dza k¢ H M ® MC( dy ¢ n no 0 M ® Mp| e d 0 M ®
w2YLl yAl y oo HHI dc ¢ M no n no M1 M. n no
wdzaaAiAl y ( HY M D HANn dy ¢ ¢ no M g oo np | dnd T M D
{ SNDBA L n A®  MH MnA. n no n no cn gy d M M D
{2081 w¢ H M ® MM~ T ¢ M no M no MHI yTd MC mMmd
{t28SyAl n no pn M. n no n no nH M. n no
{ LI AY MYy M® MAan pT C T no M C M® MAT e d m o M P
{6SRSYy y o® HPpt T ¢ n no M T no opl nd n M ®
{6AGT SNI | M no NH. e n no T M ® pMI e d M O H®
¢ dzNJ Se& c no mMbd  dohe p no p M ® on. T ¢ n M ®
P T NYAYS M no Mp q)pc c oo n nd: nT q:;pq H an
'YAGSR Y n no n no n

N T T T Y T Y M Y I T BT

Note:  Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, ebtiedpeoged in the
total number.

Note:  Germany andhe United Kingdom define haemoptysis major > 240 ml.
Ireland: haemoptysis major is defined as haemoptysis massive > 240ml/day or > 100ml/day for several days.
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Table 7.7 Use ofinhaledhypertonic saline (NaCl) e@nsecutivenonths this year in gleople with CBeen in 2021 who
have never had a transplant, by country and overall.

/ 2 dzy (G NB | KAt RNBY 6f My

ardary
L Y1ly2g

PEolyAl H H® M M ® TT e d

!NJ(Q)/Al' n no n no HH M.

I dza G N& | n no M < ont y@d H no yn H Md on. T171¢d
. St NHza n no nT OoHC hPT T

.St 3Adzy n no MAO( OHOC OM( cyc n no HO( o00d nTIl ccd
. dzf I NRF M no pd pnc Py ndd M M ® OT nnd np pnd
I NB I al n no P mMmcC TH yyc n no H no nT  pd
/ & LINXHza n no c TpC¢ H Hp n no MC y nd 0 mp d
/180K wSl M no Mn no oMl ¢p ¢ n no yd omd Md| cyd
55y Yl NJ M no MCI Tanc PN Hnd M no HOl yoocd nT wmcd
CAyftl YR n no n no 0o M. n no MO Hy op TmMmd
CNJ')/()Q n no H MH T pni H N d n no OMM yy d nni M M d
DS2NHBAL H HO TH hnc c T O n no c TP H Hpd
DSNXYI yeé n no Ml T® HPpO hH d HC no YyPl Hod HTY Tcd
DNBESOS 0 M P yd¢ nHC MM pcc n MO  HYIl yHC pn mpd
| dzy 3 NB H M D n no MO ( dy d n no n no M C I M
LOSt YR n no n no y M. n no M Mc ¢ p yod
LNBE I yR n A® MMl HMC NAl  Tyc n n® 001 nd¢gd oOnNl pmd
aNJ St M neo Md MM MO yTC M M oo yy Hpd HO( TmMmd
Lal e y nd MMH pnc Mny n g M C n® Myc pnd Mpp npd
[ FG@AL n no n MH C HT  yT1d n no H Mn d MH ypd
[ Al Kdzk yAl n no M ccc p ood n no HO  ¢H g H y @
[ dZESY 6 2 dzl n no n no M o M.

wSLl 2F a: n no p Mo ¢ OH ycc n ne M y ® MM cmd
¢ KISS (i K S NI M no ocCi ¢cTC MT| OHC( () no CMI ccd on" o0o0¢(
b2NIK al ( n no HH  HCC CM Toc n no H no no cpd
b2NBI & M no no onc y M cnd n no nm HoOd MO ( TCcd
t2fFyR ® no y H Do TTI ydc p M P cp wmpd opt yod
t 2 NI dAal f n no yp pnc y o n o n no BT cnd cn 0 4
w2YLl YAl o] M P np MYy ¢ M. T bd n no 0 ond T Tnd
wdzaaAiAl y ( nn H © nni HMC MpPp Tcd M O HO® MC ond on. CHA
{ SNB A I n no n no MH * M. n no p TO cn Hd
{t20F1 w! n no OM HpcC yd Tnd no MO T HC oy HT(
{t20SyAl n no M M & po dy ¢ n no H nao nn  dpd
{ LI AY n no Hn- HoOC Y HI Tcd M Nl no npt nnd cn. pyd
{6SRSYy H no M p p o Hp. doc n M ® MH  Hnd HT ™  Tnd
{6AGT SNI | H no nT MMc¢ OTI yyd M no MTI oHd oOCI ¢Td
¢ dzNJ Se& M no MpYy T e nm HANd o] no HMI c ¢d M H (d
P T NYAYS n no o] Md) MC I q)yq M H ® H nq> nc o d
'YAGSR Y n nd HTO n no HHC nnd
T T Y N YT AT TR B W TS YT TR Y

Note:  Albania, Armenia, Belarus alnaxembourg have <5 adults seen in 2021 and are excluded from the table for adults, but thaneciopladed in the
total number.
TheUnited Kingdom: the duration of use of inhaled hypertonic saline is not specified.

Note:  Inhaled hypertonic saline is reimbursed in most countries except in Albania, Armenia, Bulgaria, ltitbiRepablic of Moldova, Poland, Romania
the Russian Federatiand{ SNO Al & Ly | I NI AYS AU Aada NBAYOdzNEASR FT2NJ OKAf RNBY X
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Figure 7.2 Variation in the usef inhaled hypertonic salimedicatesboth inequalities andifferent therapeutic
approaches
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Note:  We excluded from the graph the countries for which the information on inhaled hypertonic saline is missing for more tfianel@®ople with CF
Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Note:  United Kingdom: the duration of use of inhaled hypertonic saline is not specified.

Note:  Inhaled hypertonic saline is reimbursed in most countries except in Albania, Armenia, Bulgaria, ltitedepablic of Moldova, Poland, Romania
the Russian Federatiand{ SNO Al & Ly | I NI AYS AU Aada NBAYOdzNEASR T2NJ OKAf RNBY X

Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom anbiearthern
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Table 7.8 Use ofinhaledrhDNasex3 months in alpeople with CBeen in 2021 who have never had a transplant, by
country and overall

/ 2 dzy (G NB | KAt RNBY 6f My

T o

a
1

a
Y

N> >
B

A
LY

PfolyAl n no TT e ¢ o oo

!NJ(S)/AI- n no Mn  coc y 0cd

I dza G N& | n no MY Il nTC HN1  pHC H no MTI nnd HMI  pnd
. St NHza n a®  MH! yyc MC MM

.8t 3Adzy n no PM  MMC nMi  y g n no MM( mcd pdi yod
Ldzf 3 NRA T H M P o q ooCcC TT cpd n no n no y o M
/| NRBI al n no Hp onc pc c (pd n no M H ® ny Py 4
/ & LINMza n no (o] 0T ¢ p CHC( n no p HC ( M n Tod
/' TSOK wSl M no MCi ndc MC| pnc n no np mMpd HO( ynd
55y Yl NJ M no M n o HNY  dp ¢ o) M D TN Hnd HA( Tnd
CAYTIl YR n no y HAC Hp Tpd n no MM  HHC oy T1714d
CN} yOS n A® MHT pn1c MOG pHCd n A® HNO pTd MOY nHCJ
DS2NHBAL o) 0o py THC Md Ho¢ n no y M n no
DSNXYI yeé M C nd wmMpy pTC MMO nmd oc M® MTp nTd MyT pMmd
DNBSOS 0 M P oM Mmn¢ MT| yoc n M D MM| o0o0d HHI cpd
| dzy 3 NB M no CH npc TH p od n no (03] p&® Mp - dn d
LOSt YR n no M MH ¢ T yTd n no M Mc ¢ p yod
LNBf I yR n no HC( pHC HO( [aTd n no HCI o0y nM( cmd
AN St H M P nT H MMI c d (03] H® dn Hpd HN( T Md
LGt e y Aa® MHNO pecc dc. nod MT n® MYyT pnd MpR  nnd
[ FGOAL n neo H N cnc MM opd n no H M MM Tyd
[ AGKdzZ VAl n no P o00C M ccd Mo ono H y®  HH yyd
[ dZESY 6 2 dzl n no n HMC Mp Ty

wSL) 2F a: n no oc T M H® n no M H M n no
¢tKS bSGK n no MY | 00C¢C op ccd M no 0O M I o0 d C M. ccd
b2 NI K al n no 0T nnc nc ppd n no M H ® nn ¢ d
b2Npl & n no no on¢ YH c¢cpd n no TH nnd MA|  pdd
t2€tl yR p no MC| Mpc CY( ync n no T M ® nMI T d
t 2 NI dz3 | ¢ H M D nH HpC MHI Tod n no M H T O MN(  coH d
w2 Yl yAl 0 M P nn MYy ¢ MdI yad n no M M d (oo} bnd
wdzaaAl y ( H G M ® oy M ® M e d M n H ® pc M M d nmi ypd
{SNB AL n no PH nnc TP p e n no T M N d Py vy dd
{2011 w n no oy oM y H cyc¢ n no HT M h ¢ MMI ynd
{t28SyAl n no PN HC n TO n no HO pnd Md npd
{ L} AY n no c I cnc 0T opd c no c g CHA nmi ocd
{6SRSyY H no MT ™ cc¢ YY o0o0¢ p M O HN| cpd MH( o0o0d
{6A0GT SNI I M no HY!l c¢ccc MO( ood H no HO( nnd H( pnd
¢dzNJ Sé@ p A®  HM( MACc MTY vy H no no mMHd 0Nl yrTd
P T NYAYS n nCD Hp Mpc MO | ynq M H ® c MH g nH ypd
:)/AuSR Y] n n nd MO0O Hod MNHY Tcd

=]

-m

Note:  Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, ebtiedpeoged in the
total number.

Note:  Inhaled rhDNase is reimbursed in most countries except in Albania, Arthefapublic of Moldova. In Bulgaria, Georgia, Germany, Israel,
Luxembourg, North Macedonia, Norway, Romania, Spain, UkradrteeUnited Kingdom it is reimbursed foeople withClk p & S| NA T
reimbursed fopeople withCl ¢ & S| N& ¢
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Variation in the usef rhDNAséndicates both inequalities &vailabilityand different therapeutic approaches
148 2F NXK5blasS Ay OKAtRNBY | yR | asSSy Ay 4 K2

Rdzf (& HAHM

D Yes, children O Missing/Unknown, children ® Yes, adults & Missing/Unknown, adults

Lo

100 80 60 40

N
o
o
N
o
N
o
o
o
®
o

100

X

We excluded from the graph the countries for which the information on inhaled rhDNase is missing for more than 10%wvidubésiAtbania,
Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Inhaled rhDNase is reimbursed in most countries except in Albania, Armettia Rspublic of Moldova. In Bulgaria, Georgia, Germany, Israel,
Luxembourg, Macedonia, Norway, Romania, Spain, Ukraéhthe] Yy A U SR YA Y 3IR2Y AU Aada NBAYOdzNASR T2
T2N AYRADARdzZEEa x c eSINA®

United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom anbie\arthern
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Table 7.9 Use of inhaled mannita3 months in alpeople with CBeen in 2021 who have never had a transplant, by
country,

[/ 2.dzy i NB | | KAf RNBYI & Wy | Rdzbgiiyda &S| NA O

aAéé
L Y1y

PfolyAl n no yn M. n no

I NYSY Al n no H H M. n no

I dza G NR | M n®  0y. dde M no H no 0T ( (pT ¢ y H®
. St I NHza n no MOl dmc M H y ®

.8t 3Adzy nci M, n no n no T M, M n no n no
. dzt 3 NA T+ o) H® MM| T ¢ n no M M P YH  dyd n no
/| N2 I al n no y M M. n no n no n g M, n no
/ & LINXza n no y M. n no n no M d M. n no
/'TSOK wSl M nd  OH! e n no n Ad®  HT T d T HO
55y Yl NJ M no HMi by C H no M no HT I e d () 0D
CAytlyR n no 00  wmn. n no n no nd wmn. n no
CN} yOS HCT M. n no n nd opwMm M n no n no
DS2NHEAI H HO® Ty PT C n no n no T Yy T d M MHd
DSNXI ye& MT A® HTM e 0 no TN M® ONM od MYy: p o
DNBSOS n M ® HN|  dyc n no o no OH( dc ¢ y H®
| dzy 3 NB MO | M. n no n no MC | M, n no n no
LOSt YR n no y M. n no n no c M. n no
LNBf I yR p M| M. n no n no CT| MA n no n no
anNy St M ne  Mpl  dycC M no M n® 00« pd M no
LGt e y ned HM4  dy ¢ M T no M p n® O0O0OH dec ¢ b d HO
[ FGBAL n no oM M. n no n no M n Y n no
[ Al Kdzk yAl n no M p M. n no M no HN  dcd n no
[ dZESY 6 2 dzl n no M M. n no

wSL) 2F a: n no oT M n no n no M H M n no
¢ KISS (i K S NI po:i M, n no n no BH I M n no n no
b2NIK al ¢ n no yo mn. n no n no nn ¢ d M H®
b2NBI & M no MH( gy C M no n no MT - M. n no
t2f 1 yR 0 ne yp.  doc n no c M®  NMC gy d M ne
t 2 NI dz3+ ¢ H MO MC( dy ¢ n no n no MCI  Mn. n no
w2Yl YAl H no HO( e n ne n no MmN M, n no
wdzaaAiAl y ( on M P M ™ dnc b n nao M p o®d no dnd 00 co
{ SNB A I n no MH - M. n no n no cp M. n no
{2081 w¢ n no MH . M. n no n no MO M n noe
{t28SyAl n no pn M. n no n no nH M. n no
{ LI AY c nd  Mnac dpc M no (09] ne  MAad¢ dy d T no
{6SRSYy H no HCl dyc M no p M ® ocl (T ¢ n YK
{6AGT SNI I M nd  NH. e n no M nd  pol n no
¢ dzNJ Se& M no®  Mdp P C ny H O ) no OH! N ¢ MYy p ®
PYNFAYS n no MC( e M no M H O ny dyd n no
P YAGSR Y n A® NHA e n no n n® PpoM c¢gnd OMI p o

Note:  Forinhaled mannitothe total percentage of missing information is higher than 10%, therefore the totals are excluded from the table.
Note:  Albania, ArmeniadBelarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, but the people aretimelu

total number.
United Kingdom: the duration of use of inhatednnitol is not spe cified 7

Note: Inhaledml Yy AlG2t Ad NBAYO dzNhS AY !'dzZaaNRARIFZ /1. SOK_wSLlzof A O wabstheRlsdidn
CSRSNI A2y ORSLISYRAYy3I 2y (GKS NBEJdndtfe] ¥R ISRANRFABE Y 0t MPSE B NE
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Table 7.10 Use of inhaled antibioticgd months in albeople with CBeen in 2021 who have never had a transplant, by
country and overall

/ 2 dzy (G NB | KAt RNBY 6f My

)

a
1

a
Y

N> >
B

A
LY

! ol YAl n no po ccc HT oo d

!NJ(S)/AI- n no Mn  coc y 0cd

I dz& N | M no Hp TTC yn HHC o) no MT npd HNt pod
. St Nbza n no MOl  Tonc no H e

.St 3Adzy n no HT. pyc M®d| nwmd n no OHI npcd oy« pnd
.dzf 3F NRA T H M D TP coc nm on ¢ n no HT O H C pc cTd
/| NRBI al M M P pn cMC on oT ¢ n no M g oyd on cmd
/ & LINJza n no n pnc n p nd n no M Tod p Hcd
/1T SOK wSl M no HY  yTc MM  MHC n no MYyl c¢nd MAn. opd
SSYYl'N.]_ M no M yTC HT MH ¢ M no MO | ncd MPp . pod
CAYyfl YR n no oM o ¢ H co n no HY pTd H M nHA
CN} yOS n ne  M@T Tnd cdPt Hpc n n®d HAN pyd mMnc nmd
DS2NAAI H HO® TT e M YEo) n no y M. n no
DSNXYI yeé HT M® HHH ymc nT- MTd cp M® Mc A nod M®dE pnd
DNBSOS o) M ® MAL nyc MAT g ) no MOl ond HO( cyd
| dzy 3 NB n no TT pTC py nod n no pc oo0d MM, ccd
LOSt YR n no c TpC H Hp ¢ n no n ccd H ood
LNBf I yR n no nni  ypc TN mMn g n no Hp. oTd NH| cod
AN St M no MAI  ¢coc¢ Py oc¢d T H ® MA| nmd M pecd
Lak¢te y n® Mcd Tcc PMI HOC MC ad® Myo pod MpY ncd
[ FGOAL n no Hp ync c M ¢ n no c MmHd y pTd
[ Al Kdzk yAl M coP MH ync Mo d n no HA  ynd p HnNd
[ dZES Y6 2 dz! n no Mp Ty n H M C

wSL) 2F a: n no MpP  nnc HH p n no ) Hpd b Tpd
¢tKS bSGK M no nci ypc TT M n d n no nl  pod no. ncd
b2NIK al ( n no nec ppc¢ oT nnd n no (03] H N d oc ynd
b2NBI & n no MH | e ¢ n o M no MH I Tnd pH H ]
t2fFyR c no TMI  yoc MO " Mp ¢ T M P H | ny d HMI n ¢d
t 2 NI dAal f M no T pTC TN nmd M no cc nmd dn pyd
w2 YLl yAL (o] M P M cnc dH oy d n no n nnd c cnd
wdzaaAiAl y ( nT H D MMY pyc¢ T o md M n HO® M nmwmd HC ppd
{ SNB A I n no Td CcHC ny orT¢ n no HC nnd od cnd
{t2011 wt n no cy opcc PH nod n no pPH 0T YT CHC
{t28SyAl n no PN HC n TO n no on ynd y M d
{ LI AY M no TM| cc¢ op” o0o0d y no o opd TNt cod
{6SRSYy o) M O HH. yHC nn Mc d MC n o HY( T7Td cy My d
{6A0GT SNI I M no 0T | vy e np M g H no HN. nnd Hl pnd
¢dzN) S@ H n® Mcd ync¢ 0Nt Mmp¢c p M @ HM. cnd MOl o0y
i TN AYS M no py pq)c cp oqm M H¢ y Mcq nn  ymgd
'YAGSR Y n n® HbOA cd MO N n oyp cyd
T T T B T A T TTI R Y YRy Y

Note:  Albania, Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adultsyilualseairedincluded in
the total number.
United Kingdom: the duration of use of inhasedibiotics is not specified.

Note:  Inhaled antibiotics are reimbursed in all countriesArmeniaonly Gentamycirand in Romania only Tobi and Colobreathreirbursed




9/ C{tw HANAHM !3/3

T® WSALIANI G2NB O2YLIX AOlFloa2yad YR GKSNI LIRS
Figure 7.4 Despitethe increasing number of people with CF who have acc€$slt® modulatarisihaled antibiotics are

still an important therapeutic strategyy thepreventon ofpulmonary exacerbations, especially in aduits
CF.

148 2F AYKIESR lyooAz2oOad Ay OKAtRNBY FyR I ReAf Ga a5Sy A

D Yes, children [ Missing/Unknown, children m Yes, adults = Missing/Unknown, adults

| |
I

T
=

100 80 60 40 20 100

L o
N
o
N
S
o
o
0
<)

Note:  We excluded from the graph the countries for which the information on inhaled antibiotics is missing for more than 1@&opfetveith CF
AlbaniaArmenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Note:  United Kingdom: the duration of use of inhaled antibiotics is not specified.

Note:  Inhaled antibiotics are reimbursed in all countriesArmeniaonly Gentamycirand in Romania only Tobi and Colobreathraeimbursed.

Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom anbiéfotthern

CKAA 3INFLK aK2ga (GKS dzal$ 207 AyBINESES RY 2 WibkoH 2RENR 02 Fi K
FNBF GKS oF NJ aK2hB2iKS i WiM@Kly €8 8 S XRENAB @KEE 1KS LIS
2ES2LY STENIKWKRY (KASE AWT2NXYEo2y Ad YA&AAYT
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Table 7.11 Use of inhaled bronchodilators >3 months ipediple with CBeen in 2021 who have never had a transplant,
by country and overall.

/ 2 dzy (G NB | KAt RNBY 6f My

aAé
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1foFyAl o oo H N HpC pT TMmd

!NJ(S)/AI- n no n My ¢ My ymd

I dz& N | H no od mMnc oni y e M no H N p o oc| dnd
. St I NHza n no dy cyc nc oMd

.St 3Adzy n no MH( HTOC 00( THA n no MCI HoOC pnc Tcd
.dzf 3F NRA T H M D M g™ y co n no nTt pcd oc nod
I N2 I al n no Td T C H H ® M H O M O Hcd op TMd
/ & LINJza n no T yTC M M H ¢ n no M N pH( o ntd
/180K wSl M no HMi c¢ccc MA( 0o d n no TYy HT HN( THA
55y Yl NJ H M M. n no n no HY I M. n no n no
CAYyfl YR n neo MC ny ¢ MT P MC n no MYy ocd oM <cod
CNY y OS n A® MHO pncc¢ MNO poc n A® MMN oHd HOT ¢Td
DS2NBALI H H® TO mc p co n no y M. n no
DSNXYI yeé M H no TC! Hy< Mdp TMC HYy no pnt mod OMH ypd
DNBESOS 0 M® MO ¢ Cn  HycC 0 A® MO' nnd Md pyd
| dzy 3 NB n no y d cpc nc ond n no HO MO d MAO( ycd
LOSt YR n no n no y M. n no 0 pnd 0 pnd
LNBf I yR n no HN' nonc on:  pda n no ®o mod py!l yecd
aANJ St 0 M ® TN noc YY pnc c M D MPp' npd My| pod
LGt @ b no yp' oyc Mon cnd Mp n® MOH oyd HMA ¢cmM(
[ FGOAL M oo H co HY dn d n no no mMn M
[ Al Kdzk yAl M coP y poc c nnd M no T HYy ¢ MT cyd
[ dZES Y6 2 dz! n no 0 Mp ¢ MC ynd

wSL) 2F a: n no on  ymc T My ¢ n no ® Tpd 0 Hp d
¢tKS bSOHK! H no oy TmMmC MPIl HyC nT p & HT' ond pdl cnd
b2NIK al ¢ n no M MHC TO yTc n no M HO nn &1 ¢
b2NBI & n no cT poc py ncd H M D HH MH d MPp ycd
t2fFyR p no MTI HAC Cy. T n no pPA MM oci yTd
t 2 NI dAal f M no yC p M YM  nyc n no pPM  omd MM, cyd
w2 YLl yAL H no MpI coc yn opd n no ¢ dnd M mnd
wdzaaAiAl y ( nn H D MH P cMC TOI ocd M O H ® MM H ¢ d O H I cTd
{ SNB A I n no n no MH " M. n no n no cp M
{t20F1 w! n no PP npc cp pnc no OM HHJ MA) T7T4d
{t28SyAl n no PH e H 0P n no oc ypd c Mn d
{ L} AY n no oni oMC TH- cTd M H M P HT- HnNd Y H | Tnd
{6SRSYy M no MC co Hp. dod n M ® Hp co oni  Hd
{6A0GT SNI I H no MO. onc HY( cyc H no TN Mo d npY ypd
¢ dzNJ Se& M n® MOM cpc cdr ond o) no MC| nTd Myl pwmd
P T NYAYS n no TC ncec yy poq M H O M H Hnd oc Tod
:)/AﬂéF'z Y n nNd HCM n A®  HMM ony cmd
T T T AT T T B K I YR Y

Note:  Albania, Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults pieiatieepeoded in the
total number.

Note:  United Kingdom: theuration of use of bronchodilators is not specified.

Note:  Inhaled bronchodilators are reimbursed in most countries except in Bulgaria and Serbia.
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Figure 7.5 Bronchodilatorare used awidespread supportive treatment in many countries in Europe
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Note:  We excluded from the graph the countries for which the information on the use of bronchodilators is missing for more tiahel@¥86ple with
CF Albania, Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Note:  United Kingdom: the duration of use of bronchodilators is not specified.

Note:  Inhaled bronchodilators are reimbursed in most countries except in Bulgaria and Serbia. In Ukraine they are reimbuiliciesh for ch

Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\otthern

¢CKA& 3INFLK dK2ga 0(KS (dzaiSK NGRS omwuc«az RRAENAIRZNAG R NA dzNI
dzda SR AYKIf SR YSRAOI®2ys odzii (KSNE Y2NT &8 dyKASIIOS /M5 KRR
2F GKS 0 NJ AYyRA QISR H Suu%glﬁmmmlmmmmxma i KS LISNJ
LIS2 L) ST@NI W KR (KAA AYF2NNIoa2y Aad YAaaiy3
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Table 7.12 Use of macrolideg3 months in alpeople with CBeen in 2021 who have never had a transplant, by country
and overall

/ 2 dzy (G NB | KAt RNBYy o6fmy &St | Rdzbgiiyda &S| NA O
A& A .

PfolyAl p co TN yTC p co

I NYSY Al n no MNn coc y ocd

I dza G NR | 0 n®  OT| dyc n M ® 0 no oci o¢ H H p ®
. St I NHza n no MM. TcoC on H o d

. St 3Adzy n no Hpt pnc HMI npc n no Hd| nwmd nM| pyd
Ldzf 3 NRA T H M P MM I dnc p no n no TT dH d [ T 0
/| NBI ol n no pn cmMC oM oy d M H O M n HY d on c d
/ & LINHz& n no n pnc n p nd n no M N pH( (04] nTd
/1T SOK wSl M no oM ecc M N o n no Hc| od M d coP
55y Yl NJ n no HMI ¢ T oo n no M®PI  cy YY owmd
CAYyfl YR n neo OH BT < M ) n no no y T c MH d
CN} yOS n nd® HANC TTC CN°  HHC n n® HMC cMd MOp oyd
DS2NHBAL H HO pM  coc¢ HT 0oo0d n no n p A d n p N d
DSNXYI yeé oy M® HpPpd dnc M ) do H® HYyO TTd( TOl Hnd
DNBSOS o) M ® MHI  p e YH 0 n M ® HH( cpd MM( o0o0d
| dzy 3 NB n no M| TpCc 0o Hnd n no M ycd HO Mo d
Logfl')fﬁ n no n pnc n p nd n no H 00 d n ccd
LNBE I yR n n® oM TTC MM HHC n Aa®  HTI nnad nAal pdd
aNJ St M neo MM( THEC nn HTd c M D Mdl  pnd MPl nod
Larte b A® MYH yHC OYy| MTC MPp na® HOMN cTd MMM 0H{
[ Fd@AL n no Hd  doc H co n no MO  H ¢ M TO
[ AGKdzZ yAl n no Mp  mMnA. n no M no HH  yyd H y ®
[ dZES Y6 2 dz! n no Mp Ty n H M C

wSL) 2F a: M H® on  ymc c MC ¢ n no M H M n no
¢tKS bSOHK! M no neg  dHc nn TO n no nd, pod nol ntd
b2NIK al ( n no TC mc T y ® n no HA  nnd HPp ppd
b2NBI & H M P MH | e ¢ H M P n H ® MP . ynd HO Mo d
t2fFyR M M M P THI ync MM I MO d M N H® HYy cyd MH | Hdd
t 2 NI dza | € n HO MM' T ¢ nc HTC n no yT pnd TN  ncd
w2Yl yAL M no Hn!  yT1¢ Hd  MHd n no y y nd H Hnd
wdzaaAiAl y ( CH oo MpPp M Tnc np HHC M n H ® o n. CHA MC - ond
{ SNB A I n no MM M M M y n no ny T od MT Hecd
{2011 w n no TO c¢cnc nT o M no CC nTd TH pmMmd
{t28SyAl n no pn M. n no n no 00 Tyd o H M
{ L}k Ay p A® YyH' TTC HAO, HHC My M® pn' ndgd PN ndd
{6SRSYy M no HO| yyc¢ OM  MMm¢ n M ® HTI To0d Pp Hpd
{6AGT SNI | M no nn. dp ¢ H N nao H no oni cod Ml opd
¢ dzNJ Se& M n® MYyT oc MH I c o ) no HY' yHA Py wmcd
PYNFAYS n no py opc M cnq M Hq> y Mc d nn  ymd
:)/AUSR Y ) n no nTd HOT pHd

Fea it | WBl nol MGCT ynd 008 mnd Myl no Mpnl cwd G008 oy

Note:  Albania, Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adultse intltiedan the total
number.
Note:  Macrolidesare reimbursed in most countries except in Bulgaria and Serbia. In the Republic of Moldova, they are reimbursed for children.
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Figure 7.6 Azithromycin, a surrogate marker of chronic Pseudomonas infection, is widely used throughout Europe, mostly
by adults with CF.
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Note:  We excluded from the graph the countries for which the information on the use of macrolides is missing for more thahelpéoplietAlbania,
Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Note:  Macrolides are reimbursed in most countries except in Bulgaria and SerbiaReptitaic of Moldova, they are reimbursed for children.

Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\otthern
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FTAGKNRY@OAY (GNBFGYSYl 6AGK NBIFNR G2 f dzf NBWdzi&KS2 yt
AYRAOI GSa uKézLJSlmeﬂwa"aﬁ-‘eﬁ\ﬂ Ai2KENNB RAKEA G(KS LISRIDIEE( B
/| G2NJ 6K2Y KAa A F2NXIa2y A& YAaaiy3
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Table 7.13 Use of oxygem3 monthsin allpeople with CBeen in 2021 who have never had a transplant, by country and
overall
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. dzt 3 NA T H M P MM| T ¢ M no n no TC hmd T y ¢
I N2 I 8l n no yn dyc M M P n no np hmd n y ®
/ & LINJz& n no y M. n no n no M o M n no
/'TSOK wSl M nd  OH! e n no n nd®  HYy. (yd n M D
55y Yl NJ n no H M M. n no n no HY. dd H no
CAytlyR n no 00  wmn. n no n no ny dy ¢ M H®
CNI yOS n n® HcC e M no n n® 00T gcd Mo 0P
DS2NAAI o) oP TP oc H H O n no y M. n no
DSNXYI ye& ® nd® HTM e p no nn M® oon ¢pmd HT TO
DNBESOS n M®  HAl e n M D 0 n® 001 T c M ®
| dzy 3| NE n no MH( o ¢ oy coP n no MM ¢ hd pn  ond
LOSt YR n no y M. n no n no c M. n no
LNBf I yR n no pPM(  dpc H no n no CH| (Hd pn TO
aANI St H M®  Mp!  dyc M no y H® 001 pd ® wo
LGt e y ned HMd  ddc M N no MT n® OHO dn¢ My - p ®
[ FG@AL n no oM  mn. n no n no MH ypd H mnd
[ AGKdzk yAl n no MN o ¢ M co H y ® HO  ¢H ¢ n no
[ dZES Y6 2 dzt n no Md M. n no

wS2F a2fF n no op dnc H p ® n no MM M M y @
tKS bSGK! M no po’  dc M no n no b T ¢ H M H®
b2NIK al ¢ n no yo mn. n no n no nM  ¢md n y @
b2Npl & M no MH( gy ¢ M no n no MT | dyd H M P
t2€tl yR T no yni: dyc 0 no T M @ oy| md oM TO
t 2 NI dza | € M no MC( T ¢ n H® n no MpI ¢ d b p &
w2Yl YAl M no HOI T ¢ p H O n nao M M. n no
wdzaaAiAl y ( HT M P M de ¢ np H ® M C o nHI Yy T d no y ®
{ SNB A I n no MH| dy ¢ H M O n no pd  nd c hd
{2011 w¢ M ne MM dyc M no n n®  MH( HC M 71 TO
{t28SyAl n no pn M. n no n no nH M n no
{ L} AY p no M C hoc p no y no M cC dp d nmw oo
{8SRSy M no HC( duyc 0 M @ o no ocI T d c M ®
{6AGT SNI | o] no nm- dhc M no n no p i o d H G p ®
¢dzNJ Sé@ M no®  Mdp P C nc H® 0 no one yyd oT  wmnd
PYNFAYS n no M q)nc MC ho M H ® nm yoq T an
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Note:  Albania, ArmeniaBelarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adulisatauintiaded in the total
number.

Note:  Oxygen therapy is reimbursed in most countries except in BuldpriRepublic of Moldovand Serbia. In Armenia and Georgia it is only reimburst
if the individualis hospitalised
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Figure 7.7 Oxygen treatment reflecting severe lung disease seipbedn up to 15%f people with GFnostly in the adult
population
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Note:  We excluded from the graph the countries for which the information on the use of oxygen is missing for more than 1086méthe p
Albania, Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Note:  Oxygen therapy is reimbursed in most countries except in BuldprRRepublic of Moldovand Serbialn Armenia and Georgia it is only reimburse:
if the individualis hospitalised

Note:  United Kingdom: In the graphs of this report, we use GBla®viation for the United Kingdom of United Kingdom and Northern Ireland.
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Table 7.14 Use of norinvasive positive pressure ventilation (NIRBV)onthsin allpeople with CBeen in 2021 who have
never had a transplant, by country
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b2NBI & M ad MH( by d N nd M no H M P MTI oy ¢ N1 nd M no
t2tFyR P nd ypl ppd N ad N ad T M® nACgcd T MO N Ao
t 2 NI dza | M MC( pTd N HO n no n no Mpl gpp¢ C oo M no
w2 YLl YAl o] M D HOl gy d M @ n no n no MA mMna, O Ao n no
wdzaaAly Hp mM® HAAN chyd 1 nod p no MO Hd MNC. gppd P MD H no
{ SNDB AL N nd® MH| dgyd H MO noao noao CH hpd O nod noao
{t2014 M a® MM dgyd 1 nad M o n n® MO pyd H MO no no
{t28SyA n no pn Mnan. N no® n no n no MTH mMAa. N1 nod n no
{ LI AY O nd® MAT dhd N1 n1d n no MM M® MAG pTd O nad [s9] neo
{6SRSYy T H® HP) dbcd H n o n no MO o® OPpP| hpd P MOD n no
{6AGT SN H nd® M) dgchpe M nd n no O nd® PH( ppd N nd H no
¢dzNJ Sé@ M n® M@c prc MM HO no no 0 nd® 00. pnd MC nd no ano
PINF AYS n a® Mcl ma., N nod n no M HO® ny coyd 1 no n no
| YAGSR n nd® nmy dbdd A AP HA OD n nd ppm hyd A ad MM, MO
YAYIR2Y

Note:  Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, mditidey anethe total
number.
Germany reports all people with CF on NIPPV as Continuous Positive Airways Pressure (CPAP).

Note:  For noninvasive positive pressure ventilation (NIPPV) the total percentage of missing information is higher than 10%, thecédseatiee
excluded from the table.

Note:  NIPPV is reimbursed in most countries except in Albania, Armenia, Belarus, Bulgaria, Hungary, North NecBeémuiblic of Moldova, Serbia anc
Ukraine.
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Table 7.15 Use of inhaled steroids >3 months irpatple with CBeen in 2021 who have never had a transplant, by
country and overall.
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DS2NHBAL n p & TN H ¢ H H O n no y M n no
DSNXYI yeé HT M® HHC Y HC nni  wmcd pM™ M® MdE pnd McM  nnd
DNBESOS 0 MO  MC( T nn  mpd 0 n®  HO' cpd MA. HpdI
| dzy 3 NB MO | M. n no n no MC | M. n no n no
L(V)éfl')fli n no T yTC M MH ¢ n no c M. n no
LNBf I yR n no nne ycc TH wmnd n no nn| cnd HT. nnd
aANJ St M no MA. CHC cn 0T« T HO My ' pod MPl nnd
Lal e (04] n® MTT T e noj| mMdc M C n® HHA cnd MHM opd
[ Fd@AL n no Hp  ync c M b ¢ n no MH ypd H Mn d
[ AGKdzZ yAl n no Mn o c M c® M no HH  yyd H y ®
[ dZES Yo 2 dzl n no MH coc T ocd

wSLl 2F a: n no on ymc T My ¢ n no MA  yod H Mc d
¢tKS bSUK! M no npl ync yn mMp d n no pn- pnd nMm- npd
b2 NI K al n no YyM T ¢ H H® n no HY CcH{ MT orTd
b2NBI & o] H® MM | HC T p ® n no MO I Tnd nec HCcd
t2fFyR T no TN ycc MA(  MHC T M D HC( CHA( MP( ocd
t 2 NI dz3 | ¢ n neo MMI T ¢ nd Hdd n no MM. cyd PM  omd
w2YLl yAl H n o HHI o ¢ M n p ® n no M1 M. n no
wdzaaAiAl y ( HY M P My n dnc MC | y ® M n H ® 0TI Ty(d yy My d
{SNB AL n no MO ypc Md& mpd n no HY nod 0T pcd
{2011 w n no CH pwMmc PY nyc n no nn  Hyd dbd T md
{t28SyAl n no PN HC n TO n no nH M. n no
{ LAYy c no TT!t THC HY'! Hcd T no pHt nTd pPT! pmMmd
{6SRSYy H no HOol ycc 00 MHC n M ® MTI ncd M pHd
{6AGT SNI | M ad  oni ymc Td My H no on, pcd HOI nod
¢ dzNJ Se@ M nd MCT yocC OH wMmc¢d o no HC™  Tcd Td HHC
P T NYAYS n no Mn | ycc HH Moq H no oT qu M N Hnd
:)/AﬂéF'z \®, n no cc n nd nnT T MMP Hnd
A N T AT MY I T Y T AT MY T BT YT

Note:  Albania, Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from thadalde ot they are included in the total
number.

Note: Inhaled steroids are reimbursed in most countries except in Lithuania and Setea&épublic of Moldova they are reimbursed for children. In
Bulgaria they are reimbursedlile peoplearealso diagnosd withasthma or chronic obstructive pulmonary disease (COPD).
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Figure 7.8 Pulmonary inflammation and exacerbateme oftentreated withinhaled or oral corticosteroids
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Note:  We excluded from the graph the countries for which the information on use of inhaled steroids is missing for more thémel@86mé.
Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.

Note: Inhaled steroids are reimbursed in most countgrsept in Georgia, Lithuania and SerbighérRepublic of Moldova, they are reimbursed for
children. In Bulgaritney arereimbursed if peoplarealsodiagnosed wittasthma or chronic obstructive pulmonary disease (COPD).

Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\orthern

¢CKA& 3INILK aKz2ga (KSFH dza6SI¥FY AWKl RE&ERA ¢ 8 S MR ANBAFAZRPIAR ¢
AYRAOFGSa (kRB21B $DF@EIT SE ZKENZEAREGE (KS LISRBBRIGES )
GKAE AYF2NXIl o2y A& YA&daArAy3do
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Table 7.16 Use of oral steroidg3 months in albeople with CBeen in 2021 who have never had a transplant, by country
and overall

/ 2 dzy (G NB | KAt RNBY 6f My

T o

a
1

A
LY

PfolyAl M M @ TYy T < M M P

!NJ(S)/AI- M n o HM  p ¢ n no

! dz& G N&A | 0o n®  OoTI T C p M ® 0 n®  oTI e M H o
. St I NHza n no MO dcc p oo

.8t A dzy n nd nci e n no H nd® cy( cd Hp oo
Ldzf 31 NRF H M O MM dy ¢ n no n no y n dbec d o) oo
I N2 I 8l n no yn dyc M M P n no ny dy d M H ®
/| & LINJz& n no y M. n no n no M o M. n no
/'TSOK wSl M Ad  OH( dyc p M O n Ad  HT( T d y HO
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[ dZESY 6 2 dzl n no M M. n no

wSL) 2F a: n no oc T M H ® n no M H M n no
¢tKS bSOK! M ne  ndl M nc y ® n ne  YH( ydgd dp wmnd
b2NIK al ¢ n no yo mn. n no n no nn ¢ d M H®
b2Npl & n no MHI e M no n no MT | dyd H M P
t2f 1 yR ® M®  Yyn| dyc p no c M® Nl cpd M p o ®
t 2 NI dza k¢ n H® MCI dpc 0 M ® n no Mp~ T ¢ n H®
w2Yl YAl M no HOI dy ¢ o} M d n nao M M. n no
wdzaaAiAl y ( HY M D MopT PT C oM M O M O HO® nn- hHd H M no
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¢ dzNJ Se& M no  mMod  pdc MO no o) no oni ¢ ¢ p M P
P T NYAYS n no MC q)q)c M nq) M H® I'Iy opyq n an
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6201t 1 Rel wal WOl ded BTl wol 0Cl wol fanl bl HAL v O

Note:  Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, mditideyl anehe total
number.

Note:  Oral steroids are reimbursed in most countries except in Bulgaria, Liththari®epublic of Moldova and Poland. In Georgia they are reimbantgd
when the individual is hospitalised.
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Figure 7.9 Pulmonary inflammation and exacerbatane oftentreated withoral or inhaled corticosteroids.
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Note:  We excluded from the graph the countries for which the information on use of oral steroids is missing for more thanel péopleth
Albania, Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults

Note:  Oral steroids are reimbursed in most counteasept in Bulgaria, Lithuania, Republic of Moldova, Poland and Ukraine. In Latvia they are reimt
for children.

Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\otthern
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Table 8.1 Prevalence of @Elated diabetes (CFRD) in 2021 in aduith CFseen in 2021 whibavenever had a
transplant, by country and overall.

/| 2 dzy i NB

I dza G N& | n M(D HT T md Td H N d H no Hp c o n no
. St I NHza
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/ NBI ot n no oc Tod M H HnNd n no M H® n no
/ & LINXza n no MYy  dnd n no n no M p o n no
/' TSOK wsSLl n no MYy !l ¢cnd yn Hd n no MM o® p M D
55y Yl NJ n no HAN(  Tnd TO HpC n no n no n no
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CN} yOS n n® HYT y MC cn| myc n no n no n no
DS2NHAI n no c TpC H HpC n no n no n no
DSNXYI yeé nw M® HNOT ¢cTd YNNI HMC py M D nd M D HI cod
DNBSOS M n no HO ! cyd TO H M d M no MC no o] no
I dzy 31 NE n neo MO« ynd 00 M n no n no n no
LOSt YR n no H ood n ccd n no n no n no
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{t28SyArlt n no oM To0d b H M ¢ n noe H no n no
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1N} AYS n ntb np oqu n y ® n no ntb n nq)
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--m-n-m-m-m-m

Note:  Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, ebtiedpeoged in the
total number.
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Figure 8.1 Important differences in the prevalence ofr€l&ted diabeteshroughout Europe might reflect genetic
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We excluded from the graph the countries for which the information on CFRD is missing for more than 10% aof.the adult
Albania, Armenia, Belarus, and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.
United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antielarthern
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Table 8.2 Prevalence of liver diseasehildren and adolescentsth CH<18 years¥een in 2021 who have never had a
transplant, by country and overall.
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/I TSOK wSLI H nd HT. yHd n M @ H no M  a® pAa mpd N ad
58Sy Yl N} Nnd HHA MO| cMC T 0P n no A a® HY mMHd N A d
CAytlyR nooao HC Ty n no M o® n no c Myd N ao
CNJ} yOS N n® HHG ypd oc Mo Hd  mo n n® oMl mmd N ad
DS2NHAI n po CO Ty n no M M ® n n®  MH mpd N a®
DSNXYI ye HO n® HAC TpC OH M ® nn Eo) MT nd PP.: HAd N ad
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LGk te@ HO M® MCY Tpd Mp no MM A M Aad Ay umd O ad
[ FG@AL M o® HM ¢ T ¢ M 0o n no n no Yy Hpd N1 a0
[ AGKdz YA nono Mp M. n no n no noone Alnel Nl no
[ dZESYo62daN. 1 no MP Ty n no M p @ n no 0 mMpd N nod
wSLI 2F a2z n no op n ¢ n no n no n no H p® n no
¢tKS bSGKS c M ® nnetpd My oP M H H® n no bo mTd N
b2NIK al O noono PY c ¢ H H O p co n n® My wmd N a0
b2NBI & n no MMI yyd M no n no n no MO Mnd N ad
t2fFyR b wmo PY| cyd M d H ® M N M D M n® HOI HTC M o
t 2NI dAal f M Ao MM ¢ pd p oP c oo n no od Hod N no®
w2 Yl YAl c H ® MC| ¢ gpd M H p ® o] M ® H no PA HMd n no
wdzaaAly C HY wmd mMnd To0d co oP yn oo M n® oTl myd 1 no
{SNB AL noono hd 171 ¢ n oo M no n n® HO myd 1 nad
{t208117 wS§ n a0 Py nyd n no y co n n® pn apd N ao®
{t28SyAl n no OM pT¢ o p ® H oo n n® My ood N aod
{ LI AY Mp MO yn| tvpd y no T no M n®d® HO HHAC n no
{6SRSYy T H® HH(ynd o M D c H® n nd  HPp b O nd
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Note: . Sf IAdzyYyY O2ffSOoua 2yfteée OANNK2arAa ¢gAUK LER2NILIFt Keé LIS Ndaldyperteriigh. o
Germany: variceal bleeding information is not reported.
Serbia: cirrhosis without portaypertension/hypersplenism means the presence efeGed liver disease with normal liver function.
Ukraine: Liver disease without cirrhosis also includes ultrasound signs of changes in the liver.

(@]




9/ C{tw HANHM !)/}m

y® DhFaSRBoay!l f OAIKLSINIGQMSAEY a | YR
Table 8.3 Prevalence of liver diseaseults with CP{ My Bsé&eh iINE021 who have never had a transplant, by
country and overall
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[ AlGKdzk YAL M no HN ¢ n no n no n no n no n a0
wSL) 2F a? n no Yy ccc n no no n no n ood N o
tKS bSGiKS MM mM® co. cyc TC yo HM  H® ® MP® MT mMpd A ad
b2NIK al O n no MN o Mm¢c p M M g p M M d n no HM ncd N
b2N¥ I & o] M P Mp T yyc n H® n no o] M ® MA p® n no
t2fFyR ® HoO HN! ndo M p o n no n A® MYyl nod M nad
t 2 NI dAaA|l ¢ cC o® MH| TTC H R n no n no HY MTd N1 no
w2YLl yAl n no 0O onc H H N d n no n no P pnd n no
wdzaaAly C HpPp po on. tnc oM co Mn H n no TM mnd n no
{ SNDBA L nooao Hd nnc M M P o n o n a® OH ndd N A
{t208117 wS§ noao PH oTC M N TO M no n a® TC pnd N a0
{t28SyAl n no HY ccc p MM d M HO n no y Md¢pd 1 nad
{ LI AY Mg Mo yTti Tyc M p M P n no o ne Mp mrd a1 ad
{8SRSy MC nd HT( TnC (04 H O p M O n n® ¢cT myd N ad
{6AGT SNI | c MO oOTI Tnc H H no c M ® n A® MHI HHd A nd
¢dzN) Se@ p mM® Hd ypc c M @ 0 no n M® on ¢g® A AP
1N} AYS nooao HM nHC P mMnd M HO n An® HH nnd N @
'YAGSR YA A ad®d NpT ymc e M D cc M O n nd yd mpd N ad
Ceaart | onl mol mrcirmd col nol o0yl wol mnl nol pro wid m| 1o

Note:  Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, ebtiedpeoged in the
total number.

Note: . St IAdzyYY O2ffsSoua 2yfeée OANNK2aAa gAU0K LEZNUIf Keé LIS NIaldyperterdigh. & € S
Serbia: cirrhosis without portal hypertension/hypersplenism means the presencesdi€# liver disease with normal liver function.
Ukraine: Liver disease without cirrhosis atetudes ultrasound signs of changes in the liver.
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Figure 8.2 The pevalence of liver disease with or without cirrhosis is heterogaonouss theountries in Europe
t NEGFE SyOS yR aSOSNRGEe 2F fAQPSNI RAaASIHAS Ay OKAEL RNBY |-

W Cirrhosis, children [ Other liver disease, childreZ Missing/Unknown, children

M Cirrhosis, adults W Other liver disease, adultsC] Missing/Unknown, adults

100 80 60 40 20 0 20 40 60 80 100

Note:  We excluded from the graph the countries for which the information on liver disease is missing for more than 1p&opfeheth CF
Albania Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults.
Note: . St 3AdzyYyY O2ffSOua 2yfte OANNK2aAad gAIOK LEZNIIt Keé LIS Ndaldyperterdigh. a e S
Germany: variceal bleeding information not reported.
Serbia: cirrhosis without portal hypertension/hypersplenism means the presencesdi@# disease with normal liver function.
Ukraine: Liver disease without cirrhosis also includes ultrasound signs of changes in the liver.
Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom antié\otthern

CAIdz2NBE yodu aKz2ga GKS FNBIdSyoOe RFUY ARISINDO GRANFSAyAH (bR
KeLISNISyairzy O6AYyONBlIaSR o0ft22R LINBaadz2NBE Ay GKS fAg@S
RAGARSR Ayid2 UGS OI(iS3a8F3SaRIISYyRhERAQEAIAS Y WBS AR RS 3
GKS GlrotS GKS @Faid RAGSNBYyOSa A yRAFINSNKySly Oy i S/NILINGBIIP
NBadzAZ Ga yR RAMENBYOSa Ay RSUyAasz2ya
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Table 8.4 Prevalence of the use of ursodeoxycholicfacig§3 monthsin allpeople with CBeen in 2021 who have never
had a transplant, by country and overall

/ 2 dzy (G NB | KAt RNBY 6f My

Aa
LY

PEol yAl n p® oT ncec od nyd

!NJ(S)/AI- n no MC THC c HT

I dza G N& | M no HAl pHC MT( necd n no MBI pnd MBI nd
. St I NHza n no op HNC MAO( Tpc

.St 3Adzy n no oOT ! y n¢ y ¢ M d n no pPT y Md MO | M ¢ d
.dzf 31 NA+ H M P cT pcc nd nmd n no pc crTd HT O0H(
/ NBI ol n no PH cnc Hd opd H nao HC pod HM nHd
/ & LINMza n no y M. n no n no MT y d H M g
/180K wSl M no HHI cyc M oM n no MY I ccd dp o0 (¢
55y Yl NJ n no MCI T PT HcC ) M ® MYy ( c¢cnd dbc  ond
CAyftl YR n no HO  THC 0" HTC n no oc Tod MO Hc(
CN} yOS n A® HHA  yHC nT, MmTd n nd Hcd Tcd YH( HoC(
DS2NHBAL M M O pPd Toc¢ H N HpC M MH d p cHA H Hp d
DSNXYI yeé M p n® Mco pdc My 0 ¢ 00 n® Mcd ncd mMdo pH I
DNBSOS 0 M D MPp. TMC pc  Hcd ) no HO' T nd dd  HPpd
I dzy 3 NB n no yT cn¢ ny op¢ H m ® TC npd Yy pod
LOSt YR n no y M. n no n no p y 0 ¢ M mc d
LNBE YR n n®  pnl Prc M HO n n®  cn. yyd TP MM
aNJ St 0 M O MO| yoc H O mMn d y H O Hy ! ymd py Mmc d
Ldlrfte y ne® Mcd Tcc pMI Hod M p n® HHY c¢ccd MMO oo0d
[ FGBAL M oP HH T MC y Hpd n no y pTd c mHd
[ Al Kdzk yAl n no MM TocC n HC ¢ n no HN  dcd M no
[ dZES Y6 2 dz! n no MT y e H M C

wSL) 2F a: n no HPp ¢cT¢ M H oHU( n no p nmd T pyd
¢ KISS (i K S NI M no NH| Tyc MM( H M M no cyl Tod HO!l Hcd
b2NIK al ( n no PG TwMmC HN  Hyd n no MN  omd oM cyd
b2NBI & n no MM I dmc MM y ® n no MC ( do d M M co
t2fFyR c no npl  pHC nni  npecd T M D MO( OH( HY. <ccd
t 2 NI dz3 | ¢ M neo MMi CcTC¢ pn O Hd n no MMI T nd nT H
w2YLl yAl o] M O MC | T MC cc HTC H H A d n nnd n nnd
wdzaaAiAl y ( on M D MO - c o MYy C hmd M p oo MH | HC { onil Tnd
{ SNB A I n no py TTC Hd  HHC n no op pod 0N  ncd
{2011 w n no CT ppc po  nnd H M d PT  nmMmd yn prd
{t20SyAt n no HY pwmc HC nyd n no MT  nnd HPp  pdd
{ L} AY M n M D Y HI TcC HO-" HH(C pH nao Yy MI Tod HN HHJ
{6SRSYy H no HH( ync od wmn¢ ) no oni  ynd cqd wmyd
{6AGT SNI | M no 001 T e yc Hnd ) no oOY| THA MO HTAC
¢ dzNJ Se& M n® MCcC yoc 00' wMmcd n M ® Hd| ynd pn  wmnd
P T NYAYS M nCD o] MdJ MC . q)Tq M Hd> n ntD ny dy d
P'YAGSR Y n n MOC HRN(
CR T T B O Wpy ] ey THA o] MB| a6 wocl erd Ty oud

Note:  Albania, ArmeniadBelarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, but the people aretimelu
total number.

Note:  Oral ursodesoxycholaxid is reimbursed in most countries in Europe, except in Armenia, Bulgaria, Lithuania, Serbia and lthedregpulblic of
Moldova, it is reimbursed for children and 70% for adults.
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Figure 8.3 Ursodeoxycholic acid is often prescrifmgeople withCF tdreat cholestass or liver disease
128 2F dINE2RS2E2OK2tA0 I OAR Ay OKAEtRNBY FyR ®RdAf Ga as$s

D Yes, children O Missing/Unknown, children ® Yes, adults & Missing/Unknown, adults

I
—
IE m
.
[

IL [
SE [ |
TR [

[ |
(|
BE (— |
(|
(|

ES I W
RS [—
[— |
GE | ——
LV Wi——
[— ||

LT [ |
GR [ |
AM |

FI (—— |
RO | —

[— ]
[—
(— |
[—

HU (—

[—

I
I
I |
I |
I
|

>
—

@
<

I |
uAa | 1
20 40 60 80 100

o

100 80 60 40 20

X

(]

Note:  We excluded from the graph the countries for whichitifermation on oralirsodeoxycholiacid use is missing for maien 10% of th@eople with

Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults

Note:  Oralursodeoxycholiecid is reimbursed in most countries in Europe, except in Armenia, Bulgaria, Lithuania, Serbia and thedRegpulblic of
Moldova, it is reimbursed for children afwd 70% for adults.

Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom anbiefotthern

CKAA 3INI LK AKRHBLI KEBSHE dAE 2 RSTERIOKE { & 61 & A RK NBISAYH,
HAHM® ! NE2RS2E8OK2tA0 FOAR Aa dzarSNEm ai KS (oNBNI GAWSR/AGO I Fi
2EIS2 0F PAAKS YSRAOKSRINBREAKGA (KS LSNBSNIBESY2HEKRIA AYyTF2I
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Table 8.5 Prevalence of the use of proton pump inhibitors {BPk3 monthsin allpeople with CBeen in 2021 who have
never had a transplant, by country and overall

/ 2 dzy (G NB | KAt RNBYy o6fmy &St | Rdzbgiiyda &S| NA O
a A .

1foFyAl M M D cy yp< MM MO ¢

I NYSYAL n no M npc MH pnd

I dz& N | M no oT I T ¢ M H n YEo) 001 ypoc PM Mo d
. St I NHza n a® MM Tyc OM  HMC

.St 3Adzy n no HCl pcc HANI noc n no opl ngd Op( pnd
.dzf 3F NA | H M P by yoc MYy Mp ¢ M M ® pd T Mmd HO HTd
/| NRBI al n no cc Yy MC Mp MYy d n no (03] My d nn y M
/ & LINHza n no T yTC M MH d n no MO cyd c omd
/' TSOK wSl M no Hd'  nc OH b n no My| cpd ®dd ond
55y Yl NJ M no MPI cyc cT ond ) M D MM~  pHC MOI ncd
CAYyfl YR n no HH c¢ccc MM 00 ¢ n no nn  ymd b My d
CN} yOS n n® M®HpP TOC THI HTC n A® HAN pTtd MPM nod
DS2NAAI H HO® TT e M YEo) M MH ] T y T ¢ n no
DSNJfl')/é M H no HMNH yyc H I M d op M D HT N Tod PH ( HpC
DNBSOS 0 M ® MT! ypc HY Mo T H ® HYy ! yHA pPM  mpd
| dzy 3 NB MO | M. n no no MC ( Y n no n no
LOSt YR n no n pnc n p N ¢ n no n ccd H 00¢
LNBf I yR n no oy Tpc MH( HRnd n no HY. nwmd ol pyd
anNy St p oP MAl  cnc PH oHC c M ® HH( cnd MM( o0o0d
LaFKte T A® Mynm yoc¢ O0C., Mcc¢ M C n® HHP cpd MMT on(d
[ FGOAL n no HN TTC T HHd n no M M Ty( o] H Mmd
[ Al Kdzk yAl n no MO ycc H Mo d n no HN e d M no
[ dZESY 6 2 dzl n no MO Toc p HC ¢

wSL) 2F a: n no 00 y e n K n no M H M n no
¢tKS bSOHK! M no nMI  Tcgc MH( Hod HT 1  Hd 001 opd OHI ond
b2NIGK al ( n no Py ¢ ¢ HPp ond n no MM  Hnd on Tpd
b2NBI & o] H O M Yy HC Mg mp d n no M yH{ oM MT d
t2fFyR T no TY| dmc cT T O c M D HY  ¢Td MO. ond
t 2 NI dz3 | ¢ M neo MPpI y e MC ho n no yd ppc¢ TH nnd
w2YLl yAl y oo HI ypc HC M ¢ n no (09] dnd M M d
wdzaaAiAl y ( c d¢ oo MC N T (pc op! MT d M p o oni cod MC I ood
{ SNB A I n no py T7TC Hd  HHC n no no ccd HH o0o0d
{2011 w o) H O Ml  ycc MO  mnd n no MAC Tnd 0ocC Hpd
{t28SyAl n no nT yTC T Mo d M H HT cnd Mn 00 d
{ L} AY M N no y i y 0 ¢ MC | mMp d HY H® pyt p Hd pn. nnd
{6SRSYy H no HHI yoc nMm mpd M Nl H HC' TwMmd dp Hp d
{6AGT SNI | M no oy | dmc oc y ® o] no 0C I c d MC I ond
¢ dzNJ Se& M nd My n hnc Ml Do n M D oni  ycd nn MH ]
PYNFAYS M no MH( Tpc nn  wWnd M H® Hp qu HO ncd
:)/AuSR Y n no H o cc MHC 0 nq n no 0O MO HNd nnd

—
—

le2dbt | w1l wmol myni tadd nnpl wmbd pri ol mMndl cnd o ocd

Note:  Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, tebtiedpeoged in the
total number.
Note:  Oral proton pump inhibitors are reimbursed in most countries except in Bulgaria, LittivaRepublic of Moldova, Poland, and Serbia.
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Figure 8.4 Proton Pump Inhibitors areused to treat gastroesophageaflux or gastritiscommon complications in CF
PasS 2F LINRG2Y LlzYL) AYKAOAG2NE ott L0 Ay OKAfRNBY®FyR IR

D Yes, children O Missing/Unknown, children ® Yes, adults & Missing/Unknown, adults
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Note:  We excluded from the graph the countries for which the information on the use of PPl is missing for more than 1p86piEthdth CF.
Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the graph for adults

Note:  Oral proton pump inhibitors are reimbursed in most countries except in Bulgaria, LittivaRepublic of Moldova, Serbia and Ukraine.

Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom anbiééorthern
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Table 8.6 Malignancynewly diagnosethis year irall people with Céeen in 2021 who have never had a transplant, by
country and overall

/| KAt RNBY 0fmy ! Rdzbiya &S| NE O
alaaiy A alaaAiy A x
I 4 T T ) TR T
I
1foFyAl C T Tn H C n no
I NYSy Al n no HH M. n no
I dz&a 4 N& | n M@ 0T  duy¢ n no 0 no oyl dd M no
. St I NHza n no MO dhpc M no
.8t 3Adzy n no nci  dopc M no M no TN ddd p no
.dzt 3 NR T H m & MM  y ¢ n ne H H® yn e g M M P
/ NBI 8t n no yMm M. n no M H® nT dp d M H O
/ & LINHz& n no y M. n no n no M M n n o
/' TSOK wSl H no OH  dpc n no o M ® HT) T d 0 M O
55y Yl NJ n no H M M. n no n no HY I M n no
CAyfl YR n nao 0o M. n no n no nd M n no
CN} yOS n n® HCT dhhpd M no T ne ondg dgdgd M o no
DS2NHAI T y ® TO (wmc n no n no y M. n no
DSNXI ye& ® nd HTH ddhe n no nn M® OopT BT d nt M P
DNBESOS p H O HN1 T ¢ n no p M ® 001 (T d 0 no
| dzy 31 NB H m & MO by ¢ n ne H M P MCl  dyd n ne
LOSt YR n no y M. n no M MC d p y o ¢ n no
LNBtFyR nH y © nTo dmc n no ® M P ccl  dyd H no
&N St o M @ MpP'  dy ¢ n no y H® 00! (T d H no
Ldrte H M nd  HMYy dyc Y no oy M® 00T ¢y ¢ HC no
[ FGOAL n no oM M. n no n no M M n noe
[ AGKdzk yAL M co Mn o ¢ n no n no Hp M n no
[ dZES Yo 2 dzl n no Md M. n no
wSLI 2F a: n no oT M. n no n no MH M n no
tKS bSGK! n no po| e n no n no MHI 0 no
b2NIK al ( n no yo M. n no n no np M n no
b2NBI & n no MH | M. n no M no MT | dy d M no
t2flyR ® M D yp. dyc n no ® H ® nMi T ¢ o) no
t 2 NI dzAa |l ¢ M no MC e n no n H ® Mpt dc ¢ M no
w2Yl YAl (09] oo HHI de n no n noe M /1 Y n no
wdzaaAiAl y ( n ne® HANo M. n no n no nyl M. n no
{SNDAI n no MH - M. n no n no cp M n no
{t2011 wt M no MM dhepe n no M no MO 'y d M no
{t20SyAl n no pn M. n no n no nH M n no
{ LI Ay M p M® MAp gy M no McC M® MAd gy c no
{6SRSY y oD HPpt T ¢ n no MT no op! nd H no
{oAGT SNI | M no nMme e M no n no pPH' dy d H no
¢ dzNJ Se& c ne mMdd  ddhe n no c M P on« dy ¢ n no
'Y NFAYS n 11CD MC | M. n n(D M H ® nc q)oq H no
'YAGSR Y p 0 ne  pcn no
--m-ﬂ!

Note:  Albania, Armenia, Belarus and Luxembourg have <5 adults seen ana02® excluded from the table for adults, but the people are included in
total number.

Note:  Belgium reports prevalence of malignancy, not new occurrence of dartbetyearof follow-up, so some malignancies may have been diagnosec
earlier.
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Table 8.7 Prevalence of distal intestinal obstruction syndrome (DIOSp&oplé with CBeen in 2021 who have never
had a transplant, by country and overall.

/ 2 dzy (G NB | KAt RNBYy o6fmy &St | Rdzbgiiyda &S| NA O
S

araary aAdary o
e L O Y

ol yAl n p e TC dp ¢ n no
.NJ(S)/AI n neo My y mc n MYy ¢
! dz& G N&A | M no oc'! e ¢ M 0 0o n no OT| T d MM H ®
. St NHza n a® MO e M no
. St 3Adzy n An® NN dpc H N no H n®  cT' pd on no
. dzt 3 NA T H M P MM  y ¢ n no H H ® yM T d n no
/ NBI &l n ne yn by ¢ M M O n no nc o d 0 co
/& LINXJza n no y M. n no n no My  don ¢ M p &
/'TSOK wSl M nd  OH( e H no H nd®  HYyl yd M no
55y Yl NJ n no HM| ¢ n M n no HT| T ¢ T HO
CAyflyR n no OH T ¢ M o® n no ny oy« M H®
CNY y OS n A® HCM T C cn H® n an® ona  gcd MMI o
DS2NAAI p coP TP oc n no n no y M. n no
DSNXI ye& M o A® HCO ¢ TP H® pc M® ond Gppd MM )
DNBESOS p H® HA. dpc n M P p M® OH( hpd ® H®
| dzy 3| NE n no MO | M. n no H M P MCIl T ¢ H M P
L(V)éfl')fli n no T yTC M MH d n no c M, n no
LNBE I yR n n®  pMI e o no n n®  cTl n no
anNy St 0 M®  Mpt  dcc H M D y H® 00« dcd n M ®
LaFKte My A® HMC T ¢ oo M ® n H M® 00N T ¢ pn M ®
[ Fd@AL n no on  dcc M 0o n no MO  H ¢ M TO
[ Al Kdzk yAl n no M p M. n no n no Hp Y n no
[ dZESY 6 2 dzl n no M M. n no
wSL) 2F a: n no op dnc H p ® n no M H M n no
¢tKS bSEK! c MO  PH T C c M D M H MO  YY| pd HT HO
b2NIK al ¢ n no Y H dy ¢ M M D n no np M., n no
b2Npl & M no MHI e ¢ 0 HO® 0 M ® MC™  dnd T od
t2fFyR M 1 M D yo T M H M D p M D nM« dy d H no
t 2 NI dza | € M no MCI T ¢ o M O ) M ® Mp| e d ) M ®
w2Yl YAl n M P HOI T ¢ o} M d n nao M M. n no
wdzaaAl y ( M g no M p e ¢ py H O M C oo np | dn d M N H®
{ SNB A I n no MH - M. n no n no cp M. n no
{2081 w¢ M no MM' Py ¢ M no M no MO hd n no
{t28SyAl n no PM  nc 0 p ® n no nH M n no
{ LI AY Mn M® MAp dy ¢ T no M O M®d MG dy d (09] no
{6SRSYy y o® HpI dnc y oo MT no oni  ¢md M o®d
{6AGT SNI | M no nnec dpc MT no n no pM| e ¢ M p HO
¢dzN) S@ y ne Mdy Py MO no T H® 00( (hT ¢ 0 no
PYNFAYS n no MCI M. n no n no ny q;;yq M HO
'YAGSR Y n no MM | H® n no 00! cod
S e s W N T T 1 1 7

Note:  Albania, Armenia, Belarus, and Luxembourg have <5 adults seen and02& excluded from the table for adults, but the people are included in
total number.
Note:  Denmark only reported DIOS requiring hospitalisation.
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Table 8.8 Prevalence of salt loss syndrome ipetiple with CBeen in 2021 who have never had a transplant, by country
and overall.

/ 2 dzy (G NB | KAt RNBY 6f My

S
Uiyea| b2 | s
L Y1Yy29 :

PEolyAl n p® TN  gHC H HO

I NYSyAl n no Md ycc o Mo ¢

I dz& N | M no 0T  dy ¢ p VRO M no o0yl e n no
. St I NHza n no MO T ¢ o H®

. St 3Adzy n ne  nc. dyc p M O n A® TNl g M no
.dzf 3F NRA T H M D MM | PT C M no H H ® y n dc ¢ M M P
/| NBI ol n no Yy M M. n no n no ndg M. n no
/ & LINXHza n no y Y n no n no M g M. n no
/180K wSl M no OHI e H no n no HY | e H no
55y Yl NJ H M M. n no n no HY | M. n no n no
CAyfl YR n no 0o M. n no n no ndg M. n no
CN} yOS HCT M. n no n nd opwm M. n no n no
DS2NAAI n p ® TP oc M YEo) n no y M. n no
DSNXYI ye& M H nd® HTA  dyc MYy no cc M® opd gy« 0 no
DNBSOS p H O HA( T ¢ M no HT TO OMI (M M no
| dzy 3 NB MO | M. n no n neo MC | M. n neo n neo
LOSt YR n no y M. n no n no c M. n no
LNBf I yR p M| M. n no n no CT| M. n no n no
LaN) St o) M P Mp T C M no y H® 00( (pTC M no
Lal e My n® HMN e ¢ pc H O oy M® o0o0n e ¢ b H ®
[ FGOAL n no on e ¢ M ) n no M M. n no
[ Al Kdzk yAl n no Mp MA . n no n no Hp M. n no
[ dZES Y6 2 dz! n no MT y e H M ¢

wSL) 2F a: n no oc T M H® n no M H M. n no
¢tKS bSGK po:i M, n no n no PH I M. n no n no
b2NIK al ( n no yo M. n no n no np M. n no
b2NBI & n no MH | M. n no n no MT "~ M. n no
t2fFyR M 1 M D yn| dyc n no v} H ® MM« T ¢ M no
t 2 NI dAal f M no MC| ¢ H M P ) M P MP! dy ¢ n no
w2 YLl yAL c H O HH ™ pc p H O n no (01] dnd M M dq
wdzaaAiAl y ( HT M P M ™ o ¢ dc no H N nao np | dnd c M P
{ SNB A I n no MH. ¢nc T p ® n no cp M. n no
{2011 w H M D MMI  cp ¢ n oo M neo MO dhehc n neo
{t28SyAl n no PH e H 0P n no nH M. n no
{ L} AY M O M D MAan pT C Mp M b M n M D Mg Py d p no
{6SRSYy HC" M. n no n no 0TI M. n no n no
{6AGT SNI | M no nMm: e H no 0 no pPol  ddc n no
¢ dzNJ Se& y n® MYyT oc MM p & T H® 00( (pTC ) n o
PYNFAYS n no MC( e M no n no nd M. n no
'YAGSR Y) nH~N M n n no

R332
N
5

S

no n no pCH M. n no
le2dbt | ycc ord mnmi cwmd _opl wol murd nrd mHutl pmd _wmul 50l

Note:  Albania, Armenia, Belarus and Luxembourg have <5 adults seen in 2021 and are excluded from the table for adults, ebtiedpeoged in the
total number.
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Figure 9.1 Countries wherevacaftorwas licensed andeimbursed in 2021

lvacaftor 2021

Licensed Licensed Licensed Licensed Licensed No access
and reimbursed and reimbursed and reimbursed and reimbursed and reimbursed
>4 months > 6 months >1year > 2 years > 6years

Note:  Belgium: reimbursement only fpeoplewith two CFcausingvarians or sweat chloride > 60mmol/L and with pulmonary or Gl symptoms and/or
growth deviation; excluded apeoplewith R117H/ariantand peoplewith a lung transplantation.
Israel: For people with the variant R117H there is no approval is required.
Sweden: no official reimbursement; the therapy is available through the healthcare syspewopiewith the eligible CFTWRwrians (excluding
R117H).
Switzerlandand the United Kingdonfror people with the variant R117H it is reimbursed to people with(CB yearsold.
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Figure 9.2 Countries wherkumacaftorivacaftorwas reimbursed in year 2021.

Lumacaftor / Ivacaftor 2021

Licensed Licensed No access
and reimbursed and reimbursed
> 2 years > 6 years

Note: Israel: reimbursemeris forpeople with Ciwvhol NB xc €SIk NAR 2t R®
TheRussia Federationreimbursement is fopeople with Ckwho arebetween6 and 18years old.
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Figure 9.3 Countries wheregezacaftorivacaftorwas reimbursed in year 2021

Licensed Licensed
and reimbursed and reimbursed
> 6 years > 12years
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Figure 9.4 Countries wherelexacaftortezacaftorivacaftor idicensed andeimbursed in year 2021.

amt .

Licensed Licensed No access
and reimbursed and reimbursed
zéyears 2 12years

Note:  TheRussia Federationreimbursement is fagpeople with Cho arebetween6 and 18years old.
Swedenthe therapyisavailable icompassionate use only.

Elexacaftor / Tezacaftor / lvacaftor 2021
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Table 9.1: People with CBy country and eligibility for at least one modulator, age and gend®pple with CF seen in
2021 who haenever had a transplant

StAIAGES

I 2 dzy (i NB

PEol YAl nm o cnd n no n no H nnd n no n no n no
HTp n no o] HTA( M b P H Myd p npd n no n no
CTM M n no y HnNnd M H® o] TO HT cT1d M H® n no
MM T n no n ne 0O MH( n ne MT Tnd o] MHC M no
My b n no n ne n no n ne H pnd H pnd n ne
I NYSY Al mm n no n no n no n no n no n no n no
HTp n no M Hpd o T1Tpd n no n n o n no n no
CTM M n no n no Mn gnd n no M [seJ 2} n no n no
MR T n noe n no T Ml n no n noe n no n no
My b n neo n ne H M n ne n no n no n no
I dz& G NR | mm Mp pnd y HcCd c HAd n no n no M o n no
HTp n no HH HTA( MM MO d n no oc npd c TO p co
CTHM M n no nn orTd Mo mnd n no pd ndd H M @ M no
MM T n neo n ne HT MT( n ne TM ncd pp ocd n ne
My b n n o n n o np mmd n n® wmMd¢p pmd mn, ocd n M P
. St I NHz nm M Mcd n ccd M Mcd n no n noe n no n no
HID n neo Mp CHAC p Hnd n ne n mmcd n ne n ne
CTM M n neo oM n dgd MM MT 4 n ne HM 00d n ne n ne
MM T n no n no MpP H®pd n no Mmc omd HAN o dd n no
My b n n o n no n n o n no M o00d H ccd n n o
.St 3Adz2 mm MC OH( Hn nnd P myd n no n no H nao o} co
HTp n noeo HYy oMd Mn mpd n no nNH nTd o oo M M P
CTM M n no nNH HPpAJ HCc Mpd n no TT ncd M p b P p oD
MM T n no n no HT Mcd n no cd nHd cc nnd n no
My b n no n no dn mod n n® Hpc nmd om|] nnd y M @
.dzft 3+ NI nm M HnAd n ynd n no n ne n no n no n no
HTp n no MH opd p mnd n no Mc nTd M H® n no
CTM M n no My nHA M H® n no Hn nTtd H noeo M H®
MM T n no n ne c mMcd n ne Mo opd My nyd n neo
My b n noe n no HNn HNd n no HO HTU( od nTd M M @
/ NBFal snm H M. n no n noe n no n noe n no n no
HTp n no c Hpd H y ® n no mMc ccd n no n no
CTM M n no p Hod n no n ne mn ccd H (0] ) n neo
M T n no n no M H O n no MC nTd MT pnd n no
My b n no n ne M H ® n ne oc 10d MH HNA( n neo
/ & LINJza nm n noe n no n noe n no n noe n no n no
HTp n no n no M pnd n no M pnd n no n no
CTM M n noe H nnad H nnd n no M HAdC n no n no
M AT n noe n no n noe n no n noe M M n no
My b n n o n n o y nHAd n n o H Mnd y nHd M p P
/T SO \ nm Mmc nyd Mo o dd n MHd a1 no n no n n® a1 ao
HTp n noe OH oTd T y ® n no nn pmwmd M M P M M P
CTM M n ne nM nmd MH MH(C n no NH NHA o ood H H P
MAT n no n no Mn MHA n no nT nHA ny nod H M P
My b n no n no OH MMm( M n® MHI nod MH., nHA( ¢ oo
5SSy Yl NJ nm HH cyd Ma oMd n no n no n no n no n no
HTp n ne MH HM( o p o n no oy cT1d o p P n no
CTM M n no MO Hnd M M P n noe nt tnd H o® n noe
MM T n no n no H H ® n no nc ctd HNn Hpd n no
My b n no n ne y H ® n ne Mol cyd Td HYyd M ne
CAYEt Il yI mm n no M pnad M pnd n no n no n no n no
HTp n no n no M HAd n no n ynd n no n no
CTM M n no p oyd c ncd n noe H wmpd n no n no
M AT n noe n no p oyd n no p oyd 0O HoO( n no
My b n no n no MO HC( H n e MM HHA HO ncd n no
CNJ} yOS nm dp nTd cp oHd od mMmdpd A b n o 0 m® n no
HID n ne mdopr oTd Ty mMpd n n® Hotncd [ M P n no
CTH M n n® HPp, ood Mo« mpd n n® oc, nmd Td o T no




MM T n no n ne® wmMni mod n n® ntir nnd nni nmd M P
MYy b n no n n® pni mpd n n® mMmod odpd mpm nod M P
DS2NEBAI mm n no M Mnd p Tmd M wmnd n no n no no
HTD n no M no mMn cod c HT( M n o n no no
CTM M n no H p P om cpwmd M H® n no n no no
M AT n no n ne MO TcCd H MmMmd n no H MM d ne
My b n no n ne c Tpd M MH( n no M MH( ne
DSNXI yimm mMmn| npd yo opd OH mMod y oo n no M no no
HTp n n® HnNnt oyd TT MH(C T M® HGC ncd M O H® no
CTHM M n n® oH' ond MMt MHA( M nd® not ncd nH nao M P
MM T n no n ne wmnir mnd n n® nHcncd oy|] nmd M P
My b n n o n nd® nHI mMmmd o] n® mtTH nTtTd Mmnp o dd M P
DNBSOS mm H HAC p pnd o ond a0 nod n o n ne o on no
HTD n no mMn nod y Hpd n noe d Hyd M o® n noe
CTM M n no HH ond Mn Mdd n noe OH nod p co n no
MR T n no n no Mg HAC n no oc oyd od¢ nwmd n no
My b n n o n n o TH HM( n M® wMni1 Hpd mMc1 nTd M n o
I dzy 3+ NF nm o ood n nnd H HHA n no n noe n no n no
HTp n no Mn HT( c wmMcd n no HNn ppd n no n no
CTM M n no MT o0 dd o] T® n ne HM nyd H noeo n noe
M T n no n no MH Hpd n no mMc ond Md nnd n no
My b n n o n no HC Mpd n no pp ood yp pmd n n o
LOSt Lyl nmm no ono n no n o no n o no no ono n n® a0 ao
HTp n noeo n no H M n no n noe n no n no
CTM M n no n no H ccd n noe M o00d n no n no
MR T n no n no n no n noe M o00d M o00(d M o0o0d
My b n neo n no H ood n no H ood H ood n no
LNBE Iyl m p Hcd p HcCAC M p P n no n noe c omd H Mnad
HTp n no Mg myd T co n no py ppd MH MM( y TP
CTM M n no od HANd T o® n ne®e mMmi ptd Hc Mod wMnan pod
MM T n no n ne C oo n ne  mMwm pdd cqg ond p H ®
MYy b n noe n no MC H®P n n® opt¢ pHd Hc) otpd op po@
LaNI} St m M Mc({ n no n ccd M wmcd n noe n no n no
HID M TO 0 Hod y c¢cwmd M TO n no n no n no
CTM M n noe y MO g op cnd n no p y ® MA MT( n no
MM T n noe n no pH cmd n no d mnd HO HTU(C n no
My b n n o n ne Mm@l ppd M n o op mand mMmI OHU( y H®
LGk te 1) 7] oM Hpd ntT oTd nMm oo0d n no n no M no n od
HTp n n® HHI nTd MO  H®I n no yd mdpd T M® MO HOP
CTHM M n n® ont ocd Hci omd n ne® My« HHA CH T® M4 HO
MAT n no n nd® HMi1I ond M nd® wMc|] HmMd oci1 npd MT HO®
My b n n o n nd® mnan ond n n® cct mgpd mcp nyd TH HOD
[ FG@ALF M pnd n no Mm pnd n n® n ono n ne  a ao®
HTD n noe H H A H HAd n no c cnd n no n no
CTM M n no M wmnad H Hnd n no c cnd M Mnd n no
M AT n no n noe n no n no c ccd o] oo0d n no
My b n n o n n o n n o n n o d cnd p opd n n o
[ AGKdz y nm n no n no n no n ne n no n no n no
HTp n no p TM( n no n no H HY(d n no n no
CTM M n no M pnd n no n no M pnd n no n no
MR T n no n no o pnd n no M wMcd H ood n n o
My b n n o n n o n mcd n n o ® ocd MH nyd n n o
[ dZESY 6 « nim n no H M n no n ne n no n no n no
HID n no n pnd M MH( n no o orTd n no n no
CTM M n no n no H HYy(d n no p TwMmd n n o n n o
MM T n no n nao M pnd n no n no M pnd n nao
My b n n o n n o H pnd n n o H pnd n n o n noe
az2f R2 Q1 nmm M o0o0d n no H ccd n no no ono n ne o no
HTp n no n no H HYy(d n no p T1TwMmd n no n no
CTM M n no T ncd H Mod n no c nnd n no n no
MM T n no n nao 0O Hpd n no n ood n ood M y ®
My b n n o n n o c pnd n n o H mMcd n ood n n o
bSiKSNI nm My pcd wmMna omd o o n no n no M od n no



HTp n no on HNA( MH ¢ n no TC cH(C M no
CTM M n no no Ho( My ¢doP n no by n H @
MM T n neo n ne Mn c® n ne Mo« H M P
My b n n e n n o TC yo® M nd ny- T n o
bal OSR: mm n pnd n pnd n o n no n n no
HIp n no d oH( o mMnd n ne M p n ne
CTM M n neo p Hdd n neo n ne M N n ne
MM T n no n noe n no n no H N n no
My b n n o n n o T Mpd M H® MYy n n o
b2NBI & mm M y @ Mn yod M y @ n ne n n no
HTD n no Mo nwMmd c mdd n ne M H n ne
CTM M n no MH ond Mn HpA n no M H n no
MM T n no n no c wMnd n no MYy M H®
My b n n o n n o HH MHA( n n o pn y no
t2€tFyR nm Hp oyd o0 pnd p T® a1 nod n M MO
HTp n no yH nwmd OH Mcd n no Yy H n no
CTM M n nd® MMt oTd nH Mod n ne  Mm- o] M P
M T n no n no oy mod n nd MHI n no
My b n no n ne cp mpd M ne My | M ne
t 2 NI dza | nm M T d c dd o HOod 51 nod n n no
HTD n no Mp ncd p mpd n no M H n no
CTM M n no MnN HHA y MHAC n no nm n no
MM T n no n no MM MYy d n no op n no
My b n noe n no oM Mdd n no co H M P
w2 YL yAl nm T pyd p nmd n no n no n n no
HTp n no HT npd p y ® M M P HT n no
CTM M n no OH oyd MH Mnd n no oT M M M P
MM T n no no MM MO ( n no oy on n no
My b n n o n n o H HAnd n no o] n n o
wdza a A @y nm np HNd cc ocd nc Hpd HN Mod n n no
HTD n ne® mcit o1d MANHNd HpPp pP MO n no
CTM M n n® op) nnd MTI HMd Hp o®P HMJ n no
MM T n no n n MHI Mmpd MO HD HA- HTI n no
My b n n o n n MH, Hpd OH c® wmn| HHI n n o
{ SNB Al nm T ncd y pod n no n ne n n n no
HTp n noe Mp nMd H p o n no M n n no
CTM M n no MM O0M( o) y ® n no H N H n no
MAT n no n no n no M H® HN o (d n no
MYy b n noe n no y MH( H oo oT HT( n no
{(t 20l m n pnd n pnd n no n no n no n no
HID n no n My d p HHAC n no M H no n no
CTM M n no Mn HTA( Mn Mmpd n no H M MM d n no
MM T n noe n no y HnAnd n no M p q H p P
My b n ne n no HC Myd n no ny qg p oo
{t20Sy) mm M pnd M pnd n o no n no n n no
HTp n no H HHA n no n no T n no
CTHM M n no T Hnd M o® n noe HM n no
MM T n no n no 0O HMm( n no y n no
My b n no n noe T mcd M H ® H N n noe
{ LI AY 1) 7] MYy HHA oc npd HO Hpd n no n M M P
HID n no op ncd po Hpd n no pH o] M P
CTM M n n® wmTI1 nod PT HNA n no b M no
MM T n no n nao TC Mdpd n no® Mol o] nao
My b n n o n ned® HQPI HCC n nd® HC-" My ™M®
{6SRSY mm c ncd H Mpd p oyd n no n n no
HIPp n no MM MYy d MM MYy d n noe oT n no
CTM M n noe Hd ond T y ® n no nn M M P
MR T n no n no Mp Mod n no p m o] H ®
My b n no n n o np MHA n no® wMci y H®
{6AGT SI nm d Hyd mMd pdd o oo n ono n noonoe
HTp n no OH opd MT MYy d n no nm n nao
CTM M n no cy nmd HT Mcd n no cd¢ n no
MM T n no n no MH ¢ n no pT M no
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b2 StA3IAGES

/ 2 day i N 0] b o
My b n no n n o Td mnd n n® HNnY ncd HANnt oyd n n o
¢dzN] S& 5w Mg y o OH Mnd Mp, ccd HH @ n no n no o} ™M P
HTp n no yn mpd ot|jccd HH 0® Tn MHA( n no c M P
CTM M n no ot mMmod nyrctd mMd HOP don mod (s4] M P [s9] M P
MM T n no n nd® onictd MT 0O CM MH(C YH Mc( o] no
My b n noe n nNn® HH(co( d HOP na mmd TH HnA( p M P
I N AY S nm p npd p npd M P n no n no n no n no
HTp n no MH ond 0 TO n no HNn cwmd n no n no
CTM M n no op pcd o mnd n no MT HTA M M P n no
MM T n no n ne n T® n ne HNn oyd HY pod n ne
My b n no n no y mMcd n no MH HnN( Hd pdcdpd n no
PYAGSR yn nHd py Hpd My o¢od c ood n o ono HC Mod ¢ od
YAY3IR2Z2 nm
HTD n nd® HPpI oH( py c® wmMn mM® no) nTtd BT Mnd HA HO
CTM M n n® not Hcd hg c P c n® yncngpd Hp- Mmpd oc HO
M T n no n n® MH- yo M nd® T1tns, pmd po' otd nn o0®
My b n n o n nd® no« 1TO T n® HcH ncd Hoy NmMHd mMmT- 0®
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Table 9.2: F508del homozygoteeople with CEligible for at least one modulator by counbyage and last CFTR
modulatorprescribedPeople with Céeen in 2021 who kanever had a transplant

[ dzY | Ot
gl Ol D

| 2 dzy (G NB

LEOoF YAl mm n no n no n no n no n no n no n no
HID n ne M, n no n ne n ne n ne n ne
CTM M n no HT M. n no n no n no n no n no
MM T n no MT M., n no n no n no n no n no
My b n n o H M T, n n o n n o n n o n n o n n o
I NY¥SY ALl nm n no n no n no n no n no n no n no
HID n ne n neo n neo n ne n ne n ne n ne
CTM M n no M M T, n no n no n no n no n no
M T n no n no n no n no n no n no n no
My b n ne n ne n ne n ne n no n no n no
I dza 4 NR | nm n no n no n no n no n no n no n no
HTp n no MT nTd n no Mg pHA n no n no n no
CTM M n no HT npd n no HT npd p y ® n no n no
M AT n no MT HoO( n no d MHAC c y ® og pnd n no
My b n no pT HYy( n no Md P MT y® mMAani1 pHAC n no
. St I NHzA nmwm n no n no n no n no n no n no n no
HTp n no n M T, n no n no n no n no n no
CTM M n no HM M. n noe n no n no n no n no
MR T n no MC M. n noe n no n no n no n no
My b n no M M T, n n o n no n no n n o n n o
.St 3Adzy im n no n no n no n no n no n no n no
HID n ne y wmdd n neo on ymd n ne n ne n no
CTM M n ne MAa Mo (g n neo cp ynd H H® n ne n ne
M AT n no T wmMnd n no H H ® py ynd H H ® n noe
My b n n o MH n® n n o p M® mMy|] cod d¢m omd n n o
. dzf 3 NRA nmwm n no n no n no n no n no n no n no
HID n ne MH Tpd n neo n Hpd n ne n ne n neo
CTHM M n no Mo cpd n noe T opd n no n no n no
MAT n no y c¢cwmd n no p oyd n no n no n no
My b n n o HH ¢pd n n o n n o n n o M no n n o
/ N2 I ol m n no n no n no n no n no n no n no
HTD n ne MC M. n noe n no n no n no n no
CTM M n no MO (pH d n no M TP n no n no n no
MAT n no MO y Md n no n no n no o Myd n no
My b n ne Hg ynd n neo n ne n ne c Mc( M H ®
/ @ LINHza nm n no n no n no n no n no n no n no
HTp n no n no n no M M n no n no n no
CTM M n no n no n no M M n no n no n no
M AT n no n noe n noe n no n no n no n no
My b n no n noe n noe n no n no H M. n no
/T SO w mm n no n no no no n no n no n no n no
HID n no n b P n no nn d¢gnd n no n no n no
CTM M n no n [ssJO) n noe oT yyd M H P n no n no
M AT n no H nao n noe p wmnd H nao oy ynd n no
My b n no HY Ho( n noe p n o M no yy THA n no
5SSy Yl N)] nm n no n no n no n no n no n no n no
HTp n no n noe n noe oy M. n no n no n no
CTM M n no M H O n noe nn ypd n no C MHC n no
MM T n no n no n no M H® n no np ¢rtd n no
My b n n o c ood n n o n n o M ne my- ¢ded n n o
CAYft YR mm n no n no n no n no n no n no n no
HTp n no n noe n noe n M n no n no n no
CTM M n no n noe n noe H M n no n no n no
MAT n no n no n no n no n no p M, n no
My b n no n no n no n no n no MM M, n no
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CN} yOS smm n no n no n no n no n no n no n no
HID on MHAC n ne n ne Hnte yTd n ne n ne n ne
CTH M HT T® n no n nd® oH( M M no o} no n no
MM T HpPp pod n no n no T4 mcd n nd® oTv, 1Yyd n no
My b Mo, mod n no n no ct po M ne Mmmo ymd n no
DS2NEBALIl nm n no n no n no n noeo n no n no n no
HID n ne M M. n no n no n ne n ne n ne
CTM M n noe n noe n no n no n no n no n no
MM T n no n no n no n no n no n no n no
My b n ne n ne n ne n no n no n no n no
DSNXYI ye nm n no n no n no n no n no n no n no
HTp n nd® mMH, nwmd n neoe M1 pdd n no n no n no
CTM M M nd® moj| ond M n® Hc™ cnd HC po@ [09] H® n no
M AT M n® Ty mMyd n noe HT Cc® d HP one THAC H no
My b n ne Mo mmd H ne oy HO® po o® mMno yod M no
DNBSOS mm n oo n no n no n no n no n no n no
HTp n no H HHAC n no T T17T¢d n no n no n no
CTM M n ne c wmyd n neo Hp Tyd M o® n ne n ne
MM T n ne o] y ¢ n neo Hd ynd n ne n Mmmwmd n ne
My b H H P d yo n noe HY HT( y TP pn pod n no
| dzy 3+ NEBE nm n no n no n no n no n no n no n no
HTp n no Mo cpd n no T opd n no n no n no
CTM M n ne MT yMd n neo n mod n ne n ne n ne
MM T n no M/ CHAC n noe cC orT n no n no n no
My b n no oT CcT( n n o My OHC n no n n o n n o
LOSt I YR nm n no n no n ono n no n o n no n no
HID n ne n ne n neo n no n no n no n no
CTM M n no n no n noe M M. n no n no n no
MM T n noe n noe n no n no n no M M n no
My b n n o n n o n n o n n o n n o H M 1, n n o
LNBt | yR nm n o ono noono noono noono noono noono n no
HTp n no c wmnd n noe pH Yy dd n no n no n no
CTM M n no o) H® M no mnir md n oD H M P n no
MR T n no 0 H® n no c p P n ne mno dpHd n no
My b n ne MH O0® n noe M1 HOD Mn o0® OHJ Yy dd n no
LaNy St m n no n no n no n no n no n no n no
HTp n no n no n no n no n no n no n no
CTM M n noe n noe n no H nnd n no o cnd n no
M AT n no n no n noe n noe n no d ™M, n no
My b n no n no n noe n ne n no op M. n no
Lalrte T8 n no n no n noe n noe n no n no n no
HTp n no Tn 1yd n no MYy HnAC n no M M P n no
CTM M n ne yd ntd M ne®  hH ndd M no o] ™M P n no
M AT n n® oH m@pd n no cp odd M no cT nnd n no
My b n n o CH oo M n® myi1 HTA( Mn H® nn- cwmd n n o
[ FG@AL 5w n no n no n no n no n no n no n no
HTp n no c M n noe n noe n no n no n no
CTM M n no c M n noe n noe n no n no n no
M AT n no c M n noe n noe n no n no n no
My b n n o o M. n n o n n o n n o n n o n n o
[ AdGKdzl y nm n no n no n no n no n no n no n no
HTp n no H M n noe n noe n no n no n no
CTM M n no M M n noe n noe n no n no n no
MM T n noe M M n no n no n noe n no n no
My b n no o M. n no n n o n no n n o n n o
[ dZESY o6 d nm n ne n ne n no n no n ne n no n no
HTp n no n no n noe o} M n no n no n no
CTM M n no n no n no p M n no n no n no
MM T n noe n noe n no n no n noe n no n no
My b n no M pnad n ne n ne n no M pnd n no
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mmmmmm-um-ummmmm

a2t R2gl nm n n no n no n no n no n no
HTp n ndJ p M n no n no n no n no n no
CTH M n no c M1 n no n no n no n no n no
MM T n no n M n no n no n no n no n no
My b n n o H M T n n o n n o n n o n n o n n o
bSGiKSNI nm n o ono n o ono n no n no n no n o ono n no
HTp n no p co n no Tm ¢od n no n no n no
CTM M n no n nao n no dn dpd n no n no n no
MM T n no [o4] co n no oc HTd yo CcH( p oo n no
My b M n o yn Mt1d n n® MM Hnd HH« ncd py Mmd n n o
bal OSR2 nm nono noono no ono n o n o noono n no
HID n no Mp M. n ne n ne n ne n no n no
CTM M n no M M n noe n noe n noe n no n no
MM T n no HN My n noe n noe n noe n no n no
My b n ne MYy M. n ne n ne n ne n no n no
b2NBI & nm n no n no n no n no n no n no n no
HTp n no MH Mn . n no n no n no n no n no
CTM M n no MM ¢pwmd n no M y ® n no n no n no
MM T n neo MO THA( n ne p HTAC n ne n ne n no
My b n no HY pwmd n ne Hp ncd n ne M M P n neo
t2ft1yR nm n no n no n no n no n no n no n no
HID n no T4 decd n no o] oo n no n no n no
CTM M n ned mm. ¢dnd n ne T co n ne n ne n no
MM T n ned mmi ¢pHd n ne o] H® M ne p n e n ne
My b H M® wmMc., ycd n no n H® n no Mg mnd n n o
t 2 NI dzZaA | n noe n noe n no n no n no n no n no
HTp n noe Ma yod n no H Mcd n no n no n no
CTM M n neo om Tpd n ne Mn HnNd n ne n ne n ne
MM T n neo p wmnd n ne Mo oTd n ne MT nyd n ne
My b n n o y MH( n n o MC Hpd H oD oT pyd n n o
w2YlF YAl mm
HID n no HT MDA n ne n ne n ne n neo n ne
CTHM M n noe oT MAN. n no n no n no n no n no
MAT n no oy M n no n no n no n no n no
My b n n o 0 M ) n n o n n o n n o n n o n n o
wdza a Ay nmm n no n no n no n no n no n no n no
HTD M nd® mo- dyd M no n no n no n no n no
CTM M n n® wHn» ycd M no o1 MH( M no n no n no
MAT o] M® M- TwMd M no pn HnNnd M no p H® n no
My b M M @ don y ¢d n no 0 H @ M M P © p @ n no
{ SND A I B n no n no n no n no n no n no n no
HTp n no Mg ™My n no n no n no n no n no
CTM M n no HNO My n no n no n no n no n no
MR T n noe HN Ml n no n no n no n no n no
My b n noe oOT MAN. n no n no n no n no n no
{204 M n no n no n no n no n no n no n no
HTp n no n no n no MH M, n no n no n no
CTM M n ne M nao n no Hn dpd n no n no n no
M AT n noe M co n no Ma ccd n no n Hcd n no
My b n noe MA HANA n no Hp pHAC n no MM HHA H nao
{t 23Sy A nm no o no no n no n no n no n no n no
HTp n ne c ypd n no M Mnd n no n no n no
CTM M n noe MT ymd n no n no n no n mdod n no
MM T n no M MHA( n no n no n no T yT1d n no
My b n no H wMnd n no n no n no My dnd n n o
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{ L} AY JITBA n no n n no n n no n no
HTp n no PH M. n no n no n no n no n no
CTM M n no n nao n no dpp e d n no n no n no
MR T n no n oo n no T p® mMni 1T17Td Md mnd n no
My b N no My Cco® n no n ne® mdp 10d pm mMpd M no
{6SRSy mm noonoe noono noono ) n no n o no n no
HID n ne n mnd n no 00 Yy (d n ne n no n no
CTM M n ne p Mmd n no og yyd n ne n ne n no
MM T n no M H® n no ny d¢nd n no H ood n no
My b n n o HC Mc( n n® mny cT1d Mn co® MT Mnd n n o
{6AGT SN nm n o n o nono n o ono no ono no ono no ono
HID n ne om Tpd n neo MAn HNA n ne n ne n ne
CTM M n no on ngd n no HdG nHAC n p ® H H ® n no
MM T n no M1 MTC n no n no n no nt yHd n no
My b n ne MT Cc® n neo n M P p H® HHI Yy dd n ne
¢dzN) Se& m n no n no n no n no n no n no n no
HTp n no cy td n no H H® n no n no n no
CTM M n no ™M e d n no n no o] oo n no n no
M AT n no pp dnd n no n no n no c (seJ ) n no
My b n ne Hg THA( n neo M H ® n ne Mn HPpA n neo
'Y NFAYS nmm n no n no n no n no n no n no n no
HTp n no HN M. n no n no n no n no n no
CTM M n no MT M. n noe n no n no n no n no
M AT n no HA MAN. n noeo n no n no n no n no
My b n n o MH M, n n o n n o n n o n n o n n o
FyAGSR
YAY3IAR2Y mm n no n no n no n no n no n no n no
HID n ne TH Mcd n ne® octyod n ne n ne n no
CTM M n ne nuH po n ne® poil ccd HH  HY( ne n ne
MR T n no HT o0® M no on no® oo n®d® cn| yTd n no
My b n nd® mMnir nod c n o c n o TN H® HNOo ¢HAC n n o
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Table 9.3: F508del heterozygofeeople with CEligible for at least one modulator by counbyage and lasCFTR
modulatorsprescribedPeople with Cseen in 2021 who had never had a transplant
9f SEI OF hid KSNJ
T O D2

PEoF YAl nm n no n no n no n no n no n noe n no
HID n neo n no n ne n no n no n no n ne
CTM M n n M M. n n n n n n n n n n
M AT n n o] M n n n n n n n n n n
My b n n H M. n n n n n n n n n n
I NYSY AL nm n no n no n no n no n no n no n no
HTp n no n no n no n no n no n no n no
CTM M n no n no n no n no n no n no n no
MR T n no n noe n no n noe n noe n noe n no
My b n neo n neo n ne n no n noe n ne n no
L dzZ& GNR T m n no n no M M n no n no n no n no
HTp n no H o00(d n ccd n no n no n no n no
CTM M n no H M. n no n noe n noe n ne n no
MM T n ne om pcd H o® n no H oo HNn ocd n ne
My b n n o pmM ocd Mn TO® n n o p oo TO pHAC M n o
.St NHza  m n no n no n no n no n no n no n no
HID n neo n neo n ne n no n no n no n ne
CTM M n no n noe n no n noe n noe n noe n no
MR T n no HA MAN. n no n noe n noe n ne n no
My b n n o H M T, n no n n o n n o n n o n n o
.St IAdzy nm n no H M n no n no n no n no n no
HID n ne n neo o] M n no n no n noe n no
CTM M n no MM T o( n Hcd n noe n noe n ne n no
MM T n no nn ccd [ hP n no ¢ wmod T w™Mnd n no
My b n n® mMct pod HC Yy ® n nd® pp mTd cp HAAC n no
.dzt 3F NR | n no n no n no n no n noe n noe n no
HID n neo M M. n ne n no n no n no n neo
CTM M n no M pnd M pnd n no n no n no n no
MR T n no MH ccd H MM n no n no n HHA n no
My b n no oT d¢nd n ne n ne n ne H p P n no
/ N2 I ol m n no n no n no n no n no n no n no
HTp n no n no n no n no n no n no n no
CTM M n no H M T, n no n no n no n no n no
M AT n no MO Tcd n ne n noe n noe n HoA( n no
My b n neo MH M, n ne n no n no n no n neo
/ & LINHza 7] n no n no n no n no n no n no n no
HTp n no n no n no n no n no n no n no
CTHM M n no n noe n no n noe n noe n noe n no
M AT n no M M. n no n noe n noe n ne n no
My b n n o n pnd n n o n n o n n o n pnd n n o
/T SvdE®d T n o n no n o n nad n no n no n o
HTp n no n noe M M n noe n noe n noe n no
CTM M n no o] M. n no n noe n noe n ne n no
MAT n no M HAC H n o n no 0 co oo cyd n no
My b n no nn ood n oo n ne MM e cp pnd n no
55y Yl N] s n no n no n no n no n no n no n no
HTp n no o] M. n no n noe n noe n ne n no
CTM M n no M pnd n no n no M pnd n no n no
M AT n no H Mn(d n no n noe no My dnd n no
My b n no MC HAC n no n n o n n o co T ¢d n n o
CAYftlYR m n no n no n no n no n no n no n no
HTp n no n noe n no n noe n noe n noe n no
CTM M n no n no n noe n no n no n no n no
MAT n no n no n no n no n no 0 M n no
My b n neo p HM( n ne n no p HM(C Mo pcd n ne
CN} yOS ™ M oo0d n o ono H ccd n ad n no n no n oo
HTp M mMcd n no p yod n no n no n no n no
CTM M co T dd n no Mp Mpd n no M M n no n no
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MM T Mc., ocd n n no Hnt pnd n no
My b pH|] ond n ndJ nT qu n n o Mp1 Mnd Ty( pHA n n o
DS2NEBALl nm n ne n no n ne n no n no n noe n no
HID n ne n neo n ne n no n no n no n ne
CTM M n no n no n no n no n no n no n no
MM T n no H M. n no n no n no n no n no
My b n ne M M. n ne n no n no n no n ne
DSNXYIye nm n no n no M M n no n no n no n no
HTp n no H Mpd MM ynd n no n no n no n no
CTM M n no Mp opd HM pnd n no p M M 4 M H® n no
MM T H no YH HMd HAN po n ne mn H® HT., Tnd M no
My b d® nd Hp  mTd pc o0 n n® np o® mny Tnd o no
DNBSOS T n o no n oo n no n nd n no n no n o ono
HTp n no n no M M. n no n no n no n no
CTM M n no o cnd H nnd n noe n noe n noe n no
MM T n neo Mg nyd n ne n no H p P My ncd n ne
My b n n o po oHU(C M n o n nd® wmn y ® dn pyd n n o
I dzy 3+ NBE nm n no n O] n no n no n no n no n no
HID n neo n neo n ne n no n noe n noe n no
CTM M n no H M. n no n noe n noe n noe n no
M T n no Mc ynd n no o Mpd n no n no n no
My b n no cc 1TT1(dC n no Mg HHAd N n o n n o n n o
LOStFYR nm n no n ono n no n nad n no n no n oo
HID n neo n neo n ne n no n noe n noe n no
CTM M n no n no n no n no n no n no n no
MM T n no n no n noe n no n no M M n no
My b n ne n neo n ne n no n no H M A1 J n ne
LNBfFyR nm no ono n cecd H ood a1 nd n no noono noono
HTp n no n ood y «c¢cd n no n no n no n no
CTM M n no 0 Mm( HM ynd n no H TO n no n no
MR T n no c y ® My HcA( n no H H® no cHA( n no
My b n noe pn HAnd TN HTAC n ne T H® Mo« nd n no
aNJ St m n no n no n no n no n noe n ne n no
HTp n no n no n no n no n no n no n no
CTM M n no o ond n noe n no M MAd c cnd n no
MM T n neo n Mmt1d n ne n no M n o My TYyd n no
My b M ne MM o n no n ned o H® dT ycd n no
Lalrte T8 n no M M. n no n noe n noe n noe n no
HTp n no H HYy(d p TwMmd n no n no n no n no
CTM M n neo nt 7Tpd wMp HN(d n noe n noe n noe n no
MM T M ne® wn, ppd mn o n no T M® Mo« oyd n no
My b M ned® yHI npd cn od n no® ¢do pPd cTt( nnd n no
[ FGBAL ST no no n no n o no n nd® n no n no n no
HTp n no n noe n no n noe n noe n noe n no
CTM M n no M M. n no n noeo n noe n ne n no
MM T n no o] M. n noe n no n no n no n no
My b n n o p M, n n o n n o n n o n n o n n o
[ AlKdzk YA n neo n no n ne n no n no n no n no
HTp n no n ne n no n noe n noe n ne n no
CTM M n no n no n noe n no n no n no n no
MM T n no H M. n noe n no n no n no n no
My b n noe MH M. n no n ne n ne n ne n no
[ dzE S Y 6 dzN nm n no n no n ne n no n no n no n no
HTp n no n no n no n no n no n no n no
CTM M n no n no n noe n no n no n no n no
M AT n no n noe n no n noe n noe M M n no
My b n noe n ne n no n ne n ne n ne n no
az2f R2@QlF nm n o no n no n no n nd® n no n no n no
HTp n no n no n no n no n no n no n no
CTHM M n no n noe n no n noe n noe n ne n no
M AT n no n M. n no n noe n noe n ne n no
My b n noeo n M. n no n noe n noe n ne n no
b SGKSNI I mm n no M ML n no n nd n no n no n no




9/ C{tw HANHM !)/}m

[ dzY | Ot
@l Ol D

mmmmmmmmnmmm-um

n pnd M pnd n n n no

CT[/IM n ndJ Mc ynd H wMmnd n ndJ M de n nd> n no

MM T n no op cod n TO M M P c M g d mcd n no

My b n n® Mt pnd OoH (P © M® Td HHC pT Mcd n no

bal OSR2y mm n o n ono n o n nad n no n no n o no
HTp n no M M T, n no n no n no n no n no

CTH M n no H M. n no n noeo n noeo n neo n no

MM T n ne d dnd M Mnd n no n no n no n ne

My b n n o MT y dd H wMmnd n n o n n o n n o n n o

b2N¥I & ™ n no n no n no n no n no n no n no
HID n ne n no n ne n no n no n no n ne

CTM M n ne p yod M wMcd n no n no n no n ne

MM T n no Mn yHC( H MM n no n no M p ® n no

My b M M ® y c OH(C © co n n o n n o n n o n n o

t2flyR mw n no M M. n no n ne no n no n no
HID n neo o] M, n ne n no n no n ne n no

CTM M n no OH M. n noe n no n no n no n no

M T M neo® mMHI e d n no n no n no n oo n no

My b H M® mMni ynd H M P n noe M noe HH MHA( n no

t 2 NI dz2a £ nm n no n no n no n ne N noe n ne n no
HTp n no n no n no n no n no n no n no

CTM M n no n no n no n no n no n no n no

MM T n neo C nHA( n ne n no n no y prT1d n ne

My b n neo np c @d n ne n no n no Hn ond n no

w2YlFyAl nm n no n no n no n no n no n no n no
HTp n no n no n no n no n no n no n no

CTM M n no M M. n no n noe n noe n noe n no

M AT n n® oH ¢Pnd M H® n noe n noe M H® n no

My b n neo p M, n ne n no n no n ne n no
wdzaaA®dy m n no n no n no n no n no n no n no
HTp n no n no n no n no n no n no n no

CTM M n no n noe n no n noe n noe n ne n no

MM T o] M® HM( TT( n noe n no M no pgd HMmA n no

My b n ned® Hm. ¢dod n M P H n o M n o T oo n n o

{ SNDBA I 1) 7] n no n no n no n no n no n no n no
HTp n no n noe n no n noeo n noeo n ne n no

CTHM M n no M M. n no n noe n noe n noe n no

MM T n no MC M. n noe n no n no n nao n no

My b n n o MYy M, n n o n n o n n o n n o n n o

{2011 v m n no n no n no n no n noe n ne n no
HTp n no M M. n no n noe n noe n noe n no

CTM M n no p yod n no n no n no M wMcd n no

MAT n no y pT1d n no n no n no c nHd n no

My b n noe ng ymd n no n ne M M P M/ McC( n no
{E2BSYAl nm n o no no ono no ono n nad n no n no no ono
HTp n no n no n no n no n no n no n no

CTM M n no n no n noe n no n no n no n no

MR T n no H ccd n no n noe n noe M o00¢d n no

My b n noeo M TO n no n ne n ne MO (pHd n no

{ LI AY 1) 7] n no M M. n no n no n no n no n no
HTp n no M pnd M pnd n no n no n no n no

CTM M n no HT d@od M od n noe M oP n ne n no

M AT n n® mMHI c id M no M n® Mo TO® na HHA n no

My b n ned oH. pdd p n o n n® cH Mmd mMpI HY( n n o

{6SRSY ST no no n no no no n nd® n no n no n o no
HTp n no n ne n no n noe n noe n ne n no

CTM M n no o Tp¢d M Hpd n noe n noe n noe n no

MM T n no odq dpd M H ® n no n no M H® n no

My b n n® Mol yH( M n o n n o n n o HT MT( n n o

{6A0GT SN nm n o no M M. n o no n ad n no n no n o no
HTp n no n noe n no n noe n noe n ne n no

CTM M n no n noe H M n noe n noe n ne n no

MM T n no c PP n co n no H oo pmMm ymd n no
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mmmmmmmmmmmmmm
My b N no pH HpJ( ¢ n M Mni c dd n

¢ dzNJ S B n no n no n n<D n nCD n nCD n noeo n ncD
HID n ne n M, n ne n no n no n noe n noe
CTM M n ne d M. n ne n no n no n noe n noe
MM T n no Ty dpd n no n no n no n n o n no
My b N n o py ynd n n o n n o n n o Mn Mpd n n o

PUNFAYS nm n no n no n no n no n no n no n no
HID n ne n neo n ne n no n no n noe n noe
CTM M n no M M. n noe n no n no n nao n no
MM T n no HY M. n no n no n no n no n no
My b n ne HY dc d n ne n no M oo n ne n ne

'YAGSR Y m n nd® MH ncd mn pod noono n no no no no ono
HTp n no nn npd pn pmd H H® n no M M P n no
CTM M n n® MH| nyd mn. oyd M no OM MHU( n no n no
MM T n n® mm- HMd pd mMmd M no HoOo n® o00' cHA( n no
My b n ne® o11 Mpd HM. Yy & M n® MH' p® mMcT Tnd n no
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Table 9.4: People with Cwithout F508deleligible for at least one modulator by counbyage and lasCFTR modulators
prescribedPeople with Céeen in 2021 who had never had a transplant
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PEOol YAl nm n no n no n no n no n no n no
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Patient Registry
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Figure & Lumacaftor/lvacaftor is theredominant CFTR modulator in children, followed by the triple combination
therapy.
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Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom anbiéfotthern

Figure 9.6 In the majority of countries in Europe, more than 50% of all adults with CF are now eligible to receive a CFTR
modulator treatment.
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Note:  United Kingdom: In the graphs of this report, we use GB as abbreviation fimiteeé Kingdom of United Kingdom and Northern Ireland.
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Table 1QL Number ofpeople with CRlivein 2021 with transplanted lung(s), by age and sex.
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Figure 1QL The number and proportion péople with Chving with a lung transplant is extremely heterogeramress
Europe
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Note: United Kingdom: In thgraphs of this report, we use GB as abbreviation for the United Kingdom of United Kingdom and Northern Ireland.
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Table 10.2 Number ofpeople with Chving in 2021 with transplanted liver, by age and sex.
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Figure 1@ The number and proportion péople with Chving with a liver transplant is extremely heterogenous

throughout Europe
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Table 10.3 Number ofpeople with Chving in 2021 with transplanted kidney, by age and sex.
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Note:  Hungary does not collect information on kidney transplant.
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Table 10.4 Number ofpeople with Chving in 2021 with other transplanted organs (not lung, liver, kidney), by age and sex.
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Table 111 Number of deaths in 2021, by age and sex
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Note:  For the United Kingdom, aéoplewith a confirmed diagnosis of CF were included (N=10,98&)total number othe CF populatiopresented is
51,901.
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Figure 111 Most of the deaths occur between the third and the fifth decade of pple withCHn Europe
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Table 112 Cause of deattistribution of deaths in 2021
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Note:  For the United Kingdom, all individuals with a confirmed diagnosis of CF were included (NTt6:36%)l number of people presented is 51,901.
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Figure 12.1 The number of countries and people with CF participating in the ECFSPR t@stinseushover the years.
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Figure 12.2 In recent years the proportion of adults with CF in Europe has risen significantly and as of 2021 adults were

more than >50% of the total.
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Figure 12.3 In the last decade the proportion of children diagnosed with CF by newborn screening has increased to almost
90% throughout Europe.
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Figure 12.4 Pulmonary function, as expressed byiFH&AS beeincreasing over the years in all age groups, with a sharper
rise since the introduction of CFTR modulators
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Note:  People with CF aged 6 years or more at lung function measurement, who have never had a lung or liver.transplant
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Figure 12.5

Figure 12.6
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The prevalence oEBudomonaseruginosa infection decreased across the whole CF population in Europe since

RIGI

increased availability of highly effective CFTR modulators.
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A significant improvement in BMI in 2021 from the age of 6 years is a reflection of the efficacy of CFTR

modulator therapy in Europe.
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Figure 12.7 Increased use of CFTR modulators in children and adults with CF in Europe goes hand in hand withira decreas
the prescription of azithromycin and inhaled antibiotics, while the prevalence of inhaled mucolytics remains
mostly unchanged.
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Figure 12.8 Increased use of CFTR modulators in children and adults with CF in Europe goes hand in hand with a decreas

the prescription of azithromycin and inhaled antibiotics, while the prevalence of inhaled mucolytics remains
mostly unchanged.
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Figure 12.9 Availability oklexacaftortezacaftorivacaftorin Europenasmeant aconsideratd increasen CFTR modulator
utilisation in 2020 and 2021
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age
80 - 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 | 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
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CF centre code Diagnosis status
Patient code Age at diagnosis
Year of followup Sweat test type
Date of birth (year and month) Electrolytes type
Gender Chloride value
Status of patient Meconium lleus
Cause of death Nasal Potential Difference (NPD)
Date of death CFRtypical NPD
Date of NPD
Intestinal current measurement (ICM)
CFtypical ICM
Date of ICM

Neonatal screening

LYKFf SR O2yiAydz2da 6% o Y2yiKa

Firstvariant(possible to record complex X 0502

variants in cis) LYKFtSR O2yiliAydz2dza o0x o Y2yiGKa
Secondrariant(possible to record complex Inhaled antibiotic thisyeatO2 Yy 1 A y dz2 dz& 6 % o

variants in cis) Y2YOGK&0D 2N 2yk2FF F2NI I G20l ¢

LYKFfSR O2ylAydz2dza 6% o Y2yiGKa
hEe3aSy GKSNILER x o Y2yidK& RdzNA
follow-up (ind. 24h/day, nightime, exercise).

Does not need to be continuously but should be

from a single prescription).

A4S 2F O2y GAydzideasivé x o Y2y (iKA&aoL
positive pressure ventilation (NIPPV)

a8 2F O2yilAydz2dza 6% o Y2y GK&ao
UseofO2y iAydz2dza 6% o Y2yiKauv LYyKI
4SS 2F O2yGAydz2dza 6x o Y2yiliKa&av
a8 2F O2yilAydz2dza 6% o Y2y (GK&aov
other macrolide) this year

A4S 2F O2yGAydzzdza 6% o Y2y iKA&av
acid this year

UseofO2y iAydz2dza 6% o Y2yGKaov LIy
enzymes this year

A4S 2F O2yGAydz2dza 6% o Y2y UKA&aoL
inhibitors (PPIbhis year

Use of CFTR Modulator Therapy

Start and stop dates CFTR Modulator Therapy

(start date & stop date x 2 per kindrabdulator)

Sweat chloride valuedefore CFTR modulator &

during CFTR modulator



Allergic bronchgpulmonary aspergillosis this year

Diabetes this year

Pneumothorax this year

Distal intestinal obstruction syndrome (DIOS)
Salt depletion this year

Liver disease this year

Haemoptysis major volume of expectorate >
250ml in a day.

Pancreatic status: faecal elastase

Pancreatic status: faecal fat
Occurrence of malignancy this year

Date of best FEV1* recorded this year

Value of best FEV1* recorded this year
Value of best FVC** recorded this year

Date oflowest LCI 2.5% this year
Value of lowest LCI 2.5% this year

Type of device used for LCI measurement
Height measured at date of best FEV1* (or in
case of no FEV1, last height of the year)

Weight measured at date of best FEV1* (or in
case of no FEV1, last height of ylear)

*FEV1 of highest FEV1% predicted
**EVC at time of best FEV1

Pseudomonas aeruginosa

Staphylococcus aureus

Burkholderia cepacia complex
Stenotrophomonas maltophilia
Nontuberculousnycobacteria
Achromobacter spp

Haemophilus influenza

MRSA

Total days omtravenousantibiotics at home and
in hospital this year

Total days omiravenousantibiotics in hospital
this year

Total days in hospital this year

Liver transplant

Year of latest liver transplant (before or during this
year)

Lung transplant

Year of latest lung transplant (before or during this
year)

Kidney transplant

Year of latest lung transplant (before or during this
year)

Other transplant

Year of latest other transplant (before or during
this year)



Diagnostic standards: the quantity of sweat shanditate an adequate rate of sweat
production;

ii. a. The sweat sample should be processed immediately after sweat collection;
b. Chloride concentration measurement is the preferred analysis for Diagnostic sweat
tests. For sweat tests in relation to CFTR modulator therapy, Chloride is the only
c. accepted value;
Chloride value: report the Chloride value in millimols per litre (mmdi/dyiplicate tests
d. were completed on the same day, flagnostic sweat testseport the highest positive
e. value;
I &a6SIG OKf2NRARRS @l tdzS Bpdp YY2fk[ Aa O2yai.
I agSIG OKf2NARRS @l fdzS fron YYwewdr, YI {1Sa (K
ALISOAFTAO / C OldzAAYy3 YdzitGA2ya OFy o6S lFaazo.
n.b. The acceptable range for Chloride valuesliéQlmmol/L Anyone who has a
Chloride value above 160 mmol/L should bHested;
iii. As alreadynentioned above, the ECFSPR will consider only Titration/Chloride values
in analyses.
References
1) ECEFS best practice guidelines: the 2018 revision
2) European Cystic Fibrosis Society Standards of Care: Best Practice guidelines (2013)
i. The height and weight reported to the ECFSPR should be from the same day as the reported F
highest FEV1% predicted of the year);
ii. If spirometry was not done, the lageight and height measurements of the year, and the date the
were measured, should be recorded,;
iii. Height and weight should be measured in accordance with EuroCareCF guidelines:
Weight removal of outer clothing, shoes and socks;
Height:removal of shoes and socks, stadiomet®ip of head in contact witheadboard slight
pressure.
iv. Z-scores for height, weight & BMI are calculated with the CDC reference values [Kuczmarski et
(2002)].
References
1) KromeyerHauschild K, Wabitsch M, Kunze D, Geller F, Geiss HC, HessP&fadralles of body mas
index in children and adolescents evaluated from different regional German studies. Monatssch
Kinderheilkd 2001; 149:86818.
2) Lai HC, Corey M, FitzSimmons S, Kosorok MR, Farrell M. Comparison of growth status of peop
cystic fibrosis between the United States and Canada. Am J Clin Nutr 1999588531
3) Public Use File BGS98, German National Health Interview and Examination Survey 1998o&nbe
Institut, Berlin, Germany, 2000.
4) Wiedemann B, Paul KD, Stern M, Wagner TO, Hi@hen behalf of the German CFQA Group.
Evaluation of body mass index percentiles for assessment of malnutrition in children with cystic
Eur J Clin Nutr 2007; 61, 7868.
5) KuczmarskrJ, Ogden CL, Guo SS et al. 2000 CDC Growth Charts for the United States: metho

development. Vital Health Stat 2002; 11(246)90.



The ECFS Patient Registifects data on spirometry values to obtain standardised data for comparisc
with other centres/countries and for use in specific epidemiological studie&ome of the conditions for
this (see below) may not be met at every clinical visit for all people and, for the ECFSPR, only spirol
tests fulfilling the criteria should be recorded by centres/submitted by the National Reghdtries.
spirometry tests should be carried out in accordance withAlh8/ERS guidelines

For the spirometry values reported to the ECFSPR the following aftedll be met:

Pretest preparation

All recorded spirometry tests should be {im@nchodilator* values:
i. shortacting bronchodilators: at least 4 hours jest;

ii. longacting bronchodilators: at least 12 hours jest.

Date ofbirth, gender and height should be recorded for calculation of predicted values. In additi
the ECFS Patient Registry asks for the weight to be measured at the same time and recorded.

*n accordance with the official criteria of PortCF.

Values to report:

a. FEVL1in litres: must be the FEV1 in litres (to max 2 decimals)highiest FEV1% predicted of the
year, in accordance with local reference values;

b. FVCin litres ((to max 2 decimals): must be the FVC measured at thénsamag the FEV1 of the
highest FEV1% predicted of the year and it must be greater than or equal to the FEV1 measure

c. C2NJ 6KS NBLRZ2NISR ALANRBYSGNE QI fdSas G§KS RI
date should also beecorded in order to calculate the percent of predicted values and other value

d. Only tests deemed valid according to ATS/ERS guidelines to be reported.

. Calculation of percent of predicted values:

a. A common set of reference valugthe Global Lung Function Initiative equations (See (1) belisw)

used for calculations;
References

1) Global Lung Function Initiative equations described by QuRahjet al. (Multethnic reference values
for spirometry for the @5-yr age range: the global lung function 2012 equations. Eur Respir J 2C
40: 13241343).

2) Miller et al. Standardisation of spirometry. Raspir J 2005; 26: 3d338.

3) Miller et al. General considerations for lung function testing. Eur Respir J 2005;61153

4) Cystic Fibrosis Foundation Patient Registry User Guide, Version 4.0. 2006.

5) Rosenfeld et al. Task Force to Evaluate Choice of Spirometric Reference Equations for the Nati
Patient Registry: Summary and Recommendations. Cystic Fibrosis Foundation Registry Comm
2005.

i. Chronic Pseudomonas aeruginosa infection: A patient should be considered chronically infecte:
modified Leeds criteria are mefa) below and/or antipseudomonas antibodies are detectefgh)
below.

Apatient should be defined as chronically infected if he/she fulfils the criteria now, or has done !
recent years, and the physician has no reason to think that the status has changed.

a. Modified Leeds criteriachronic infection: >50% of the samples (sputum/other) collected during tt
last 12 months should be positive; at least 4 samples collected.

b. Significantly raised levels of apieudomonas antibodies according to local laboratories.

Chronic infection with other graimegative(and als@ram-positive bacteria shouldbe defined using
the same criteria as described above.

References


https://www.thoracic.org/statements/resources/pfet/PFT2.pdf

1)
2)

3)

Lee TWR, Brownlee KG, Conway SP, Denton M, Littlewood JM. Evaluation of a new definition 1
chronic Pseudomonas aeruginosa in cystic fibrosis patients. J Cystic Fibrosis.

Proesmans M, BalinskaA 8 1 A S¢6A a0l X 5dzLR2yid [ SdG fd 93¢
aeruginosa infection in a cystic fibrosis centre. Eur Resp J 2006:243237

Doring G, Conway SP, Heijerrhfp, et al. Antibiotic therapy against Pseudomonas aeruginosa in
cystic fibrosis: a European consensus. Eur Respir J 2000:167749

Acute or subacute clinical deterioration (cough, wheeze, exercise intolerance, exehots
asthma, change in pulmonary function, or increased sputum production) not attributable to anot
etiology;

Total IgE > 500 IU/ml;

Positive skin prick test for Aspergillus antigen (> 3 mm), or positive specific IgE for A. fumigatus
Either:

a) Precipitins to A. fumigatus, or in vitro demonstration of IgG antibody to A. fumigatus;

or

b) New or recent abnormalities on chest radiography (infiltrates or mucus plugging) or chest CT
(characteristic changes) that have not cleared withbéotics and standard physiotherapy.

References

1

Stevens DA, Moss RB, Kurup VP, KnétBereenberger P, Judson MA, Denning DW, Crameri R
Brody AS, Light M, Skov M, Maish W, Mastella G; Participants in the Cystic Fibrosis Foundatior
Consensus Conference. Allergic bronchopulmonary aspergillosis in cysticstates$ the art: Cystic
Fbrosis Foundation Consensus Conference. Clin Infect Dis. 2003 Oct 1;37 Supyid3:S225

The ECFSPR has adopted the definitions for Liver Disease used by the Cystic Fibrosis Registry
UNITED KINGDOWMhese definitions discriminate people with severe liver disease (with portal
hypertension) from milder cases (cirrhosis without portal hypertension).

Cirrhosis with Hypertensiorscarring of the liver related to underlying CF, typically in a biliary pat
Severe liver disease may include portal hypertension and/or hypersplenism;

Cirrhosis without Hypertensioncarring of thdiver related to underlying CF;

Liver disease without cirrhosthis includes fatty liver or viral hepatitis but not biliary cirrhosis.

Indicator of Pancreatic Insufficiencyaecal Faf2 determinations are mandatory)
Young children: Stool fat (van de Kamen5>gid;

Children older than 10 years and adults: Stool fat (van de Kamer) >7g/d and/or faecal pancreat
elastasel < 200 ug/g.

Please note:

Faecal fat excretion values of infants below 3 months are contradictory.

Other than pancreatic causes of steatorrhoea must have been excluded.

For the ECFSPR, pancreatic status will be assedsiidws:

Pancreatic insufficiency: Faecal elastase <200 pg/g (twice), and faecal fat high* (twice);
tFyONBIFGAO adzZFTFAOASYyOeyY CHSOFf Stradlas

* Refer to 9.8.i.a and 9.8.i.b above

References

1)

Sinaasappel M, Stern M, Littlewood J, Wolfe S, Steinkamp G, Heijerman HGM, Robberechi&, |
Nutrition in patients with cystic fibrosis. A European consensus. J Cystic Fibrosis 2002; 1:51



2) Walkowiak J, Nousiarvanitakis S, Henker J, Stern M, Sinaasappel M, Dodgeitd4.review: Indirect
pancreatic function tests in children. J Pediatr Gastroenterol Nutr 2005; 401407

Primary metabolic alkalosis with blood pH > 7.45, serum sodium < 130 mmol/l and serum chlori
mmol/l (all 3 of these to be manifest).

Reference
1) Fustik S, Peflordanova N, Slaveska N, Koceva S, Efremov G. Metabolic alkalosis with
hypoelectrolytemia in infants with cystic fibrosis. Pediatr int 2002; 449289

i. For people with CF whwad a transplant during the year of follow up:

a. Use the best FEV1 before transplantation;

b. Record therapy, complications, and microbiology from before transplantation.
ii. For patients who had a transplant before the current follgwyear:

a. Record all available information.
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