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MykoBucumnaos B EBpone — dpakTbl n undgpbl 3a 2015 .

Pernctp naumenToB EBponenckoro Obuectsa no mykosucungody (ECFSPR) pag
NpeAcTaBuTb AaHHbIN OTYET C OCHOBHOWM MHbOpMaLMen o ToM, kak MykoBrcumao3s (MB)
BNusieT Ha naumeHToB ¢ MB 1 ux cembun B cTpaHax Esponbi.

ECFSPR cobupaeT, aHannanpyeT 1 CpaBHUBAET AaHHble 0 nauueHTax ¢ MB, XuByLmnx
B EBpone n coceaHux cTpaHax, KOTOpble CornallarTcsa CoCToATb B perncrpe. Ta
WMHopMaLmMs BaxkHa A5 nydwero naydeHns MB, npuHATUS HOBbIX €BPOMNENCKUX
CTaHOapToB yXo4a W fneyeHus, NpoBeAeHUs uccnegoBaHMn u HoOpMnpoBaHus
EBponeicknx opraHoB NnaHMpoBaHus 0bLLEeCTBEHHOIO 30paBOOXPaHEHNS.

Ecnu Bbl xoTuTe 6onblue y3HaTb 0 ECFSPR, nocetuTte Haw Beb-canT
www.ecfs.eu/projects/ecfs-patient-registry/information-about-ecfspr-cfpatients

Ons nonyveHuns 6onee rnybokon MHOpMaLumM CM. NOMHBIA OTYET 34eCb
www.ecfs.eu/projects/ecfs-patient-reqgistry/annual-reports

Hosbpb 2017


http://www.ecfs.eu/projects/ecfs-patient-registry/annual-reports
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CooTHoweHue aeTtu / B3pocrnble

» CooTHowweHne geTn / B3pochble BapbupyeT B pasHbIX CTpaHax.
e 3 HEeKoTOpbIX CTPaH TOMbKO OTAEMbHbIE LLeHTPbI Nnpucnany gaHHsle B ECFSPR.

Oetn n B3pocnbie c MB B EBpone [ >=18ner
. <18 net
100
90
80
70
60
50
40
30
20
10
0
U:U:U:U:U:U:UiKU:AU:U:NEUEU:EU:U:U:U:U:IIU:U:IIU:NCDON
S S S SSSSsSSsSSsSCcSsSsnom SSqSSSSSSSSSSIOMI:
S8XIFIFJOESCOEZRIDILITOEXIIISISIESO
CC RS E IR b 2350283 83E25285358
25 Sa-fCcoesSC Q@ 52300008 gSFEz W
<9 60 M8 C¥dpapgad " RFRES=0 >S5§K
\ — < 5] S=go o OO o 0 8_
= = s © 3 )
x
Q
=
=
Q
r S &
eHeTUukKa o Opyrue myTaumum
I Fs08del reTepo3nroTbl
MyTtauusa F508del B EBpone I F508del romoaurothl
e F508del — camas
100 yacTasa myTtauus,
& Bbl3biBatoLwast MB B

EBpone.
80

° e [lauuneHTtbl ¢ MB
UMEIOT ABe MyTauuu,

50 Bbi3biBaoLwme MB, —

OflHa yHacnegoBaHa

60

40
OT mMartepw, a gpyras
30 oT oTua.
20
10 e [omo3urotbl:
0 ABe oAnHaKoBble
EEEEEEEETT 2L RS ATTTETETEEEEEPBRE MyTauumn.
SOXIIITOOSCOEZFIDITCITOEIITOTISIEC
C e PR F iR s 535028583 85585385
Qg QS3-%CcosSc " Q@caps00C08gsSKFEZI oW
<@g 60 MSsS €8 o0ca g 5557 ¢ >535 .
[t = e8=gp0 2 OO0 2 28 e TleTepo3uroThbl:
o
= T % 3= [Be pasHble
§ MyTaLmu.
=
Q
[&]
,9; ‘ Apyrue
F508del 08del
41% 41% 18% MyTaLum

FTOMO3UroTbl

reTepos3nroThbl

Kpatkun otyét 2015 r.




;~‘nl ﬂ:dﬁ:*
OyHKUMA NErKUX
M540p0ssie caepethmin

Mep,MaHa O®PB1% * .'IaLlMeH'n:chB
110 FEV1 (O®B1) (06b€M chopcrpoBaHHOro
00 g —® B s a B 8 8 @ BblAoXa) — nokasaternb YHKUMN NErkux.
90 . OTO KONMYECTBO BO3AYyXa, KOTOPOE MOXHO C
80 = ycunvem BblOOXHYTb 3a NEPBYI0 CeKyHAOY
70 . nocne rnybokoro Baoxa.
60 ] ] [ ] ™

FEV1% — 3TO NpoLEHT OT cpeaHen
BENWYMHbI ANsi 300POBbIX FOAEN TOro Xe
Bospacrt BO3pacTa, nona u pocTa, koTopas NpuHaTa
3a 100%.

50
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Y naumenToB ¢ MB B Bo3pacte 45 net un
cTaplle BCcTpeyaeTtcs 6onblie mytauun,
KOTOpble BbI3blBalOT 6onee nerkve opmbl
MB. 310 BNuseT Ha BENMYNHY OYHKLUMK
nérkmx y naumeHToB ¢ MB B gaHHon
BO3pacTHOM rpynne.

MepMaHa o3HauvaeT, 4To 50%

BeJIM4YUH Bblille, a

50% BenuUYnH HMXe AaHHOro 3Ha4YeHus.

M MT MHOEKC MaccChbl Tena, — 3To Mepa
COCTOAHUA NUTAHUA

Z = O Ll E H KA nokKasbiBaerT,

HAaCKOJIbKO BeJIN4YNHa OTKITIOHAEeTCA

» C Bo3pacta 8 net y geten c MB
cpeaHun UMT Huxe, 4eM y 300pOBbIX
POBECHMKOB

o BenuunHbl UMT y 300poBbIx
CBEPCTHMKOB cocTaBnsalT oT 18 go 25.
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Macca Tena OT CpefHero 3HaueHus
(MaTeMaTuyeckoro oxuaaHus) B
pOCT2 3TafloHHOW NoNysisiLuN.
Z-oueHKa meguaHbl UMT y peTtent MepguaHa UMT y B3poc/biX B sspocrsie c MB
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e Z-oueHKa, paBHas 0 o3HavaeT, 4to MMT « C Bospactom y nauueHToB ¢ MB Bo3spacTaet
oanHakoB ¢ IMT 300poBbIX 4eTel TOro NMT.
e rnona v Bospacrta. « Y B3pocnbix ¢ MB o1 38 neTt 1 ctapLie

BCTpeyvaeTcd OonbLue MyTauui, KoTopble
BbI3biBalOT Gornee nerkne opmel MB. 310
BNusieT Ha BennyuHy UMT naumeHTOB B
JaHHOW BO3pacTHOM rpynne.




MaHkpeaTnyeckmne pepmeHTbI

82%

thepMeHTbI *

naHkpeaTunye - MaumeHTbl ¢ MB

CKMX —— 0 NPUHUMAIOT

hepMeHTOB - O 3amecTUTeNbHbIe
p naHKpeaTuyeckue

* MNogxenynoyHas xenesa BblaenseT epMeHTbl, KOTopble HE0OXoaANMbI
0N nepeBapuBaHns U BCACbIBaHUSA XNPOB U BUTAMUHOB U3 MULLM.
Y MHOrmx naumeHToB ¢ MB BbligeneHme aTux pepMeHTOB NpekpaLleHo,
1N OHW OOJSKHbI MPUHUMATbL AONOMHUTENbHbBIE NAHKpeaTnyeckne
hepMEeHTHI.

% naumeHTOB ¢ MB, KOTOpble NPUHUMAIOT AONONHUTENbHbIE
naHkpeaTuyeckue pepmeHTbI *

ABCTpYS

[ha
.HeT

Bonrapus
Yexusa

[axns
$paHumns
peuns
BeHrpus
WpnaHaus
N3pannb
Wtanus
Iateus
JlutBa
TTrokcembypr
MakenoHus
Monpgasus
Huaepnangbl
MopTtyranusa
PymblHus
Poccus
CnoBakus
CnoseHus
McnaHus
LLiBeuus
LLiserinapus
Typuws
YkpaunHa
CoeanHéHHoe
KoponescTtBo

EBpona

0 10 20 30 40 50 60 70 80 90 100

* HepocTawuwve Ber %
HeJoCTaLMX BENU L

Kpatkun otyét 2015 r.




UHbdekuma

Pseudomonas

0%
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m fa
[ | Het

% xpoHuveckon Pseudomonas
aeruginosay geteun *

AscTpua
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Espona

100
%

nauneHToB ¢ MB XpOHWYECKM MHULMPOBaHbI
bakTepusammn Pseudomonas aeruginosa
(cvHerHorHas nano4ka)

B NErkmx.*

m fa
[ ] Het

% xpoHuyeckon Pseudomonas
aeruginosa y B3pocrbix *
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* HepocTatowyie BENUYMHbBI He BKIIOYEHBI, TaK e KaK U JaHHbIE OT CTpaH C BbICOKUM % He[0CTatoLwmx

BEITUYUH.
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UHranaumMoHHoe nevyeHue
% nauueHTOB ¢ MB, KOTOpblEe NPUHMMaIOT
rMnepToOHMYEeCKUI pacTBOp CONuU * Het
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M'MNepToHNYECKU pacTBOp COnm
Ha3Ha4alT A4 BbiBeaAeHUA FyCTOIZ cnn3un
N3 Nerkux.

* Ha aTux rpadpukax HegocTaroLme BENNYMHBLI He BKMIOYEHBI, Tak
e Kak 1 flaHHble OT CTPaH C BbICOKMM % HeAOoCTaloLMX BENNYMH.

TpaHcnnaHTaumsa

Konunuecteo nauneHToB ¢ MB, W Keruwren
xmBywmx ¢ TpancnnaHtatom nérkux M vy
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% naumeHTOB ¢ MB, KOTOpbIE
MoNyYarT MHransuMoHHbIe 1

er
AHTUOMOTUKM *
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MHransiuMoHHble aHTUOUOTMKN
HasHa4alT Ans nevyeHns
BakTepuanbHbIx MHdekuun npyu MB,
Hanpumep, XxpoHndeckon Pseudomonas

MauneHTbl ¢ MB, xuByLMe ¢
TpaHCNnaHTaToM NErknx

MauuneHTbl ¢ MB, xvByLLKe C
TpaHcnnaHTaToM neYeHu
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