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Kpatkuu otuer 2013

lMepesod Ha pyccKul A3bIK: biazomeopumensHsili poHO «Ocmposa»
Pedakmop nepesoda: npog. Kawupckas H.f0.

MykoBucuupaos B EBpone — pakTbl U pucyHku 2013

PerncTp naunenToB EBponelickoro obuiectsa no mykosucunaosy (ECFSPR)
CYaCT/INB NPeaCTaBUTb STOT OTYET, COAEPKALLUIM KAtoueBy MHGOPMALMIO O
TOM, KaKk mykosucumnaos (MB) BavaeTt Ha noaen, 6onbHbIXx MB, 1 nx cembu no
Bcen EBpone.

ECFSPR cobupaeT, KonmyecTBeHHO OLEHMBAET U CPAaBHMBAET AaHHbIE O
60nbHbIX MB, u1BYLWMX B EBpONe 1 coceaHUX CTpaHax, KOTOPbIe CornallaroTcs
Ha BK/ItoYeHMe B perncTp. MHdopmauma BaxkHa AN Aydllero noHMmaHms MB,
pa3paboTKn HOoBbIX EBpONENCKMX CTaHAAPTOB yX04a U IeYeHns, NpoBeAeHUA
nccnefoBaHuii 1 tHGopmmnposaHMA EBponenckmx opraHos NaaHMPOBAHUA
06LW,ecTBEHHOrO 34PaBOOXPAHEHMS.

Ecnun Bbl xoTUTe 60bLIEe y3HaTb 0 ECFSPR, noceTute Haw Beb-cant
www.ecfs.eu/projects/ecfs-patient-registry/information-about-ecfspr-cf-

patients

Ons nonyvyeHmna 6onee rnyboKkon MHGOPMALUM CM. NONHBIN OTYET 34€eChb
www.ecfs.eu/projects/ecfs-patient-registry/annual-reports

MapTt 2016 .
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KapTa cTpaH,

B ECFSPR

CTpaHbl, KOTOpble Nepenanu AaHHble
HaumoHanbHbIX pernctpos B ECFSPR

@ CrpaHbl c OTAENBHLIMU LLEEHTPAMM,
KOTOpble NPUCNANN AaHHble

[ ) CtpaHbl, He BxoaAwme 8 ECFSPR

3aperncTpmMpoBaHHbIX NALUEHTOB B
27 cTpaHax;
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CooTHOLWEeHue «AeTU-B3pocablie»
e COOTHOLLEHWNE BONbHbIX AETEW M B3POC/bIX PAa3/IMYAETCA B Pa3HbIX CTPAHAX.
® B HEKOTOPbIX CTPaHaX NLIb HEMHOIMe OTAe/NbHbIe LEeHTPbI Nnpucaanu gaHHole B ECFSPR.
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DYHKLUUNA Nerkmnx

[ 3p0poBble poBecHMKM

MepguaHa FEV1% M /iopn c VB

§ 19 e FEV1 (O®B1)— 310 nokasartenb GyHKUUU

% 1:: R . JIETKUX. ITO MaKCUMa/bHbI 06Bbem BO3ayXa,

% © L KOTOPbIA MOYKHO GOPCUPOBAHHO BbIAOXHYTb

f:[ - 3a NepBy CeKyHAy nocse rnyboKkoro Booxa.

‘é 60 - . : e FEV1% — npoueHT OT cpeiHero 3HayeHusa ana
® 759 114 1519 2024 529 034 3539 4044 45 34,0pOBbIX Nt0AEN TOrO e BO3pacTa, Nosia u

Bospacr pocTa, KoTopoe nNpuHATO 3a 100%.

* Y naumeHToB B Bo3pacTe 45 neT n crapwe
Yallle BCTPeYatoTCA MyTaLmun, Bbi3blBatoLLmMe
6onee nerkne popmbl MB. 310 BAUSET Ha
ypoBeHb QYHKLUN NETKUX NALMEHTOB 3TOM
BO3PACTHOM rpynnbl, NpeacTaB/ieHHbIN Ha
pPUCYHKe.

MeanaHa s

yTo 50% 3HaYeHuUM Bbille U

WIn UHAEKC maccbl Tena —

3TO Mepa CoCToAHMUA z-o ue H Ka NnoKasbliBaeT,

nnuTaHuA:

HAaCKONIbKO 3HaYeHMe OTK/IOHAETCA OT
MaCCa TéJla cpefHero sHaYeHua (MaTeMaTU4YecKoro

0XXupgaHusa) y pepepeHTHOI nonynauuu.
elag

Z-oueHKa meguaHbl UMT y aeteid MepauaHa UMT y B3pocnbix

1 23 5

22

Fal

B3pocnble
. cMB
3p0posble aeTn
Jetnc MB 19 .
. . 18-21 2227 28-31 32-37 38+

2-7 811 12-17 Bospacr
Bospact

20

Z-oUgeHKa meanaHbl
3HavyeHunsa UMT
MeanaHa UMT

e Z-0ougeHKa, paBHada 0, o3HayaeT, yto UMT 340p0OBble POBECHUKU UMeOT 3HaveHna UMT B
paseH UMT 300p0OBbIX POBECHMKOB TOMO e AvanasoHe oT 18 po 25.

nosia n BoO3pacrta.
e o mepe ysennvyeHunAa Bo3pacrta naymneHTa

e C6-netHero Bo3pacray geteii c MB 3HayeHna UMT pactyT.
cpegHnin UMT HUKe, Yem y UX 340POBbIX
POBECHMKOB.

Y naumeHTOB B BO3pacTe 38 neT u cTaplle yalle
BCTPEYAoTCA MyTaL MK, Bbi3blBatoLmne 6onee
nerkve dopmbl MB. 310 BAMAeT Ha UMT
naLmMeHTOB B 3TOW BO3paCTHOM rpynne,
npeacTaBNEeHHbIN Ha PUCYHKE.
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MaHKpeaTuueckne pepmeHTbl
0,
79%
fac o noaei ¢ MB npMHMMaloT 3amecTuTeNIbHble
bepmenTbi a o naHKpeaTnyeckme pepmeHTbl
I V' 4

° q)epMeHTbI, Bblgenaowmeca n3 I'IO,CI,)KEIIVAO'-IHOVI »Kenesbl, O4EHb BaXKHbl ANA
nuueBapeHnAa n BCaCbiBaHUA XXNPOB N BUTaAMUHOB U3 NMULLN. Y MHOrmx l'HO,CI,Eﬁ C
MB BblaeneHue aTux d)epMEHTOB 3a6l’IOKMpOBaHO, N OHW OO/TXKHbI MPUHMMATb
AO0NOJIHUTENNbHblE NaHKPeaTn4vyeckne d)epMeHTbl.

% nauMeHTOoB, KOTOpbie UCNOJIb3YIOT A0NOJ/IHUTE/IbHbIE NaHKpeaTUu4yeckme d)epMEHTbI

ABcTpuA

Benbrua

Yewckan Pecnybnumka
JIELTZE]

PpaHuma

peuna

BeHrpusa

Upnanans

N3pannb

UTanuna

Natsua

JNlntea

MakegoHua
Monpasusa
Huaepnanabi
MopTyranua
PymbiHnA
Poccuitckan depepaumn
Cepbun

Cnosaukasn Pecnybivka
CnoseHusn

cnaHua

LBeuns

LLiseruapwmsa
YKpauHa

BennkobpuTtaHus
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UHdeKuyua

Pseudomonas

ntoaen ¢ MB XpoHUYeckn

o UHOMUMpOBaHbI bakTepuel
Pseudomonas aeruginosa
o (cMHerHoiHan NanoyKa) B erkmx.

V'

% XpoHuueckon nHdpekuum Pseudomonas % XpoHuuecKou uHdpekumm Pseudomonas
aeruginosay aeteit* aeruginosa y Bapocabix*
AscTpus Asctpus
[Hanna . . . . . . . . . | [LaHuna
®paHuua ! ! . . . . , : . J DpaHuma
Ipeuunsa . : : : . : . : : | Ipeuns
UpnaHaua Wpnangua
WU3pannb l l l l : l . : : . WU3pauns
Nateua l l l l : l . : : . Nateua
MakegoHus . . | : ‘ : : : : | MakegoHua
Mongasua Monpasua
Hupepnanap! : 1 : : ‘ : : : : 1 Hupepnangp!
Moptyranua ' ' : : : ' : : : 1 Moptyranua
PyMblHUWA : : : : : : : ' ' 1 PyMbIHuA
Poccuiickan ®epepauus : . - - : . . : : i Poccuiickan depepaums
Cepbusa - - - : . : : . - i Cepbus
Cnosaukas Pecny6auka : : - : . - - - - i Cnosaukan Pecnybauka
CnoseHua CnoseHus
Wcnaumna i ' i : I i i ; n : Wcnanua
LBeuus Wseuna
LWseiiyapusn . . . : n ; n . n d LBeiuapus
YKpavHa H H ! : i T T ’ ’ | o . YKpanHa . .
CoeamHeHHoe n ’ n . " . . . . | oefiMHeHHOe 0 ’ " " . : : o . ]
Koponesctso Her .Koponescmo : : ‘ ‘ : ‘ : : : ‘ . Her
0 10 20 30 40 50 60 70 80 90 100 0 10 20 30 40 50 60 70 80 90 100
MpoueHT, % MpoueHT, %

* B aToT rpaq)m( He BK/1K0YEeHbl HM OTCYTCTBYOLWME 3HAYeHNA, HXN OaHHblIE U3 CTPaH C BbICOKUM % OTCYTCTBYHOLWLMX 3HAYeHUN.
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MUHranayumoHHoe neyeHune

% NauMeHTOB, NOYYAIOLWMUX rMNePTOHUYECKUIA
pactBop*®

AscTpus
Benbrua

Yeuwckan Pecny6ivka

aHTUBUOTUKKN™*

AscTpus
benbrus

Yeluckan Pecnybaumki

DdpaHuma DdpaHums
peuna Mpeuus
BeHrpusa BeHrpus
Wpnanana Wpnanaus
W3paunnb WUspaunt
Wranua Wranus
Nateua Nateus
Nntea Nnte:
Makegnonusa MakefoHus
Monpasua Mongasus
Huaepnanabl Hupepnanape
Moptyranua Moptyranus
PymbiHuA PyMbIHMs

Poccuiickan ®egepauma
Cepbua

Cnosaukas Pecnybiunka

Poccuiickan ®egepaums
Cepbus

Cnosaukan Pecny6imke

CnoseHua CnoseHus
WUcnanuna Wcnawws
LWseuus LWseuus

Wiseiiuapua Liseiuapus
YKpauHa .ﬂ.a YKpauH:
Bennkobputanua . HeT Benukobputanus

% NAaLUEHTOoB, NoAyY UX UHraNALUOHHDI
% nauuneHTo o alo a o e

[
.T

o 10 20 30 40 50 60 70 80 90 100

IMNepTOHUYECKNIA PacTBOP NPOMMCHIBAIOT ANA
BbIBEAEHMA FYCTON CU3M U3 NIETKUX.

* B aToT rpa¢m< He BK/IlOYEHbl HM OTCYTCTBYIOUWME 3Ha4YeHNA,
HW AaHHbIE€ U3 CTPaH C BbICOKMM % OTCYTCTBYHOLLMNX 3HaYeHWN.

TpaHcnnaHTauma

Yucno nopgeii c MB,
YKUBYLLMUX C TPAHCMN/1aHTaTOM N1erKoro
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100
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lopp!
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NHranaumMoHHble aHTMBUOTUKM NPONUCIBAIOT AN1A
neyeHna MB-cneunduryecknx 6akTepun, TakMX Kak
XpoHuyeckaa nHdekuma Pseudomonas
aeruginosa.

MauueHTbl, XKuUByLIME C
TPaHCN/IAHTAaTOM JIETKOrO

MYKYMHBI

|"'

MauuneHTbI, }KUByLLUE C
TPaHCN/IAHTAaTOM NeYyeHn

MYX4YMHbBI

. My»unHbl
. eHwWwmHbI

-
P
f-l " -
P, '
"
o~

OctpoBa




* x*
X 4
p%ent Re9‘°"

UNIVERSITA
DEGLI STUDI
DI MILANO

PTC)

/ THERAPEUTICS

¥) GILEAD

’l
I “
‘6'0
o~

VERTEX OCTPOBa

BaarorsopHt
dona

R,

ST
LR A
U4 el
NP
'.
i~

OctpoBa




