EBPOMEVMCKOE OBLLECTBO MYKOBMCLI03A
(EUROPEAN CYSTIC FIBROSIS SOCIETY)

HOTAA MU3HDb
C MYKOBHCLIMLI030M

s 'u'(s
.'.‘."..7':;
u q‘ -8
AR
9V
d )\~
OcTpoBa
B,"IF}F('JTBI('::JL“TE‘?IIzHiuIL'I

toHa

KHura nepesefeHa 1 U3aaHa
bnaroTBoputenbHbIM poHOOM «0OcTpoBa»
www.ostrovaru.com

2016



KoJJIEKTUB aBTOPOB

JloJirast 2KM3Hb ¢ MYKOBHUCIHA{030M

«becriaTHpI KOHTEHT»

2015



KoJLiekTHB aBTOPOB

Hosras xu3Hb ¢ MykoBUcU1030M / KojiekTB aBTOpOB —
«becrnarabil koHTeHT», 2015

ISBN 978-5-4461-0329-4

«Jlonrast ;Ku3Hb C MyKOBUCIIU030M» — CaMO Ha3BaHUE KHUTH YXke MMOBOJ J1s1
panoctu. JIedCTBUTEIbHO, B Pa3BUTHIX CTPAHAX YMCIIO B3POCIIBIX JTIONEH, OOIBHBIX
MB, B Hacrosiiee BpeMs IpeBbiiaeT yncio aereil ¢ MB. Bonbimast 6aronapHocTh
Homunuky Xabepty u Hukonacy CuMMOH/ICY 3a CBeJIeHHE BCEX MaTeprasioB B
onHy KHUry. OHM MPOBeEX OOJIBIITYI0 PA0OTY MO ONpeAeIeHUI0 HEOOXOAUMBIX IJIaB,
3aTe€M BBISIBUJIM KJIIOYEBBIX ABTOPOB U MOTUBUPOBAJIM UX HE TOJIBKO MPEICTABUTH
0030p 6a3bl TUTEPATyPHBIX TAHHBIX, HO TaKKe MOACTUTHCS C YATATEIIMU CBOUM
JIMYHBIM ONBITOM. KOHEUHBIM Pe3yJIbTaTOM CTaJla KHUTA, KOTOpasi MpeICTaBIseT
OOoJBITION MHTEpeC U JIeTKo unTaercs. Hageemcs, 4To 3Ta KHUra MOMOKET MPUBJIeUb
BHUMaHUe OOJIBIIIEro Yuciia Bpauel, OKa3bIBAIOIINX MEIUIIMHCKYIO TTIOMOIITb
B3pOCIbIM, K TipoOsieMe MB. T1pu MoCTOSHHO yBeIMUMBAIOIIEMCS YHCIIe B3POCIBIX
¢ MB B0 Bcex cTpaHax CyIIeCTBYET HaCcTOsATEIbHAsI HEOOXOIUMOCTbh IMOATOTOBKHU
MOJIOJIBIX TEPANEBTOB — CIELMAJIMCTOB MO0 KOMIUIEKCHOMY JICYEHUIO B3POCIIbIX,
00bHBIX MyKoBHCITHAO030M. EBporieiickoe oOmectBo mykoBuciuao3a (ECES)
MpEeACTABIISAET KHUTY «Jloras xku3Hb ¢ MyKOoBUCIIUA030M» BceM wieHam ECES,
IIMPOKOMY KPYTY CIEIUAIMCTOB, HAOIOAAIOIINX MAIIMEHTOB ¢ MyKOBUCIIMIO30M,

a Takke camMuM TarenTam u ux onmskuMm. Kpuc Jle bek, a. M. H., mpodeccop,
npe3uaeHT EBporrelickoro oo1ecTBa MyKOBUCITAA03a



ISBN 978-5-4461-0329-4 © KosnekTus aBTopos, 2015

© Becrutataeii KoHteHt, 2015



. Komrektun ABTOPOB. <<ﬂ,0.‘ll"dﬂ KW3Hb C MYKOBHUCIIUAO30M>

Coaep:xanue

bnarogapHoctu
[IpenucnoBue
Baenenne
I'nasa 1
Beenenue
1. 3meHeHue nemorpaduyeckux rnoxkasarenei
2. [loyemy nanueHTsl, crpajatonme MB, Teneps KUBYT 10blIE?
3. IIpoGembl, CBsI3aHHBIE ¢ OOJIBINEH OKUIAEMON
POAOIKUTEBHOCTBIO KU3HU
3.1. Harpy3ka, cBsizaHHas C JieYeHreM
3.2. Boccranosnenue ¢pynkumu CFTR
3.3. YcTonuMBOCTS K JIEKapCTBaM M BO3HUKAIOIIME UH(EKLINU
3.4. DkcTparyIbMOHAIBHBIE OCIOKHEHUS
3.5. Ipyrue mpoOsembl
3akioueHue
I'naBa 2
Beenenue
1. ITHeBMOTOpAKC
1.1. InarHocTHKa
1.2. Jleuenue
Konerr o3HaKOMUTEIBHOTO (hparMeHTa.

O O 00 O

10

17

17
18
19
20
23
25
26
26
27
27
27
29



. Komrektun ABTOPOB. <<ﬂ,0.‘ll‘dﬂ KW3Hb C MYKOBHUCIIUIO30M>»

EBponeiickoe 001ecTBO MYKOBHCIH103a
JoJaras ;Ku3Hb ¢ MYKOBHCIIH030M

baarogapaocrn

PenakTops! xoTeau Obl BBIPA3UTh CBOIO UCKPEHHIOK OJ1arogapHOCTD 3a MOCTOSHHYIO IOMOIIIb,
kotopylo Kpucrun [lio0ya okasbiBajia B TEUYEHUE BCETO BPEMEHU CO3[AaHMS HACTOSIIErO PyKOBO[-
CTBa, ¥ 6€3 KOTOPOW HAIMCAHUE STOM KHUTHU ObLJIO Obl HEBO3MOXHBIM. MBI TaK:ke XOTesH Obl mooJIa-
rogaputh npocdeccopa Kpuc Jle BEk 3a ee mocTossHHbIE COBETHI U MOAJEPKKY. Takske Onarogapum
JlaBuna [lebuctona 3a nepeBos CoOOIIEHNH MAlMEeHTOB Ha (ppaHITy3cKkuii S3bIK. HakoHerr, Mbl xoTenu
Obl BbIPa3UTh CBOIO MPU3HATEIBHOCTh IpyIIe MeuIMHCKUX nucareneid 1 koMmnanuu K.I.T. Group
GmbH 3a npenocrasieHre Takux 3(PPEKTUBHBIX U TIOJIE3HBIX YCIIYT.
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IIpeaucaosue

«Jlonras ®kU3Hb C MYKOBUCIIIO30M» — YK€ CaMO 3TO Ha3BaHUE HE MOXET He pajgoBarh. [eu-
CTBUTEJIBHO, B PA3BUTHIX CTPaHaX YMCIIO B3POCIBIX JIOAEH, cTpajaonmx MB, B HacTosiiee BpeMs
MPEBBIIIAET YUCIIO JeTer ¢ MB.

Bonpmas 6maropapHocts [Jomunuky Xabepty u Hukomacy CUMMOHICY 3a CBeieHHE BCeX
MaTepuajioB BOEAWHO B OfIHY KHUTY. OHU MPOBen OOJIBIIYI0 paboTy IO ONpeeIeHII0 HEOOXOIMMBIX
IJ1aB KHUTH. 3aTeM OHU BBISIBIJIM HEOOXOIMMBIX aBTOPOB M MOTUBHPOBAJIA UX HE TOJIBKO MPE/ICTABUTh
0030p 0a3bl JIMTEPATYPHBIX JaHHBIX, HO TAKXXE MOACTUTHCS C YATATEIAMU CBOUM JIMYHBIM OITBITOM.
KoHeuHbIM pe3ysibTaToM CTajla KHUra, KOTopast PEICTaBIIsIeT OOJIBIION UHTEPEC U JIETKO YMTACTCS.

Haneemcs, 4to 3Ta KHUTA MOMOXET MPUBJIEYb BHUMAHUE OOJBIIIETO YKCIA Bpauyel, OKa3bIBalo-
[IUX MEJUIIMHCKYIO OMOIIIb B3pOCibiM, K podieme MB. [1pu mocTosiHHO yBeTMUMBAIOIIEMCS YKCie
B3POCIIBIX, CTPAJAIONIMX MYKOBHUCIIIO30M, BO BCEX CTpPaHAX CYIIECTBYET OCTpasi HEOOXOMMMOCTb
MOATOTOBKY MOJIOABIX TEPANIEBTOB — CHELMATNCTOB [0 KOMIUIEKCHOMY JIEYEHHUIO B3POCIbIX, CTpaaa-
IOIIMX MYKOBUCLUO030M.

EBponetickoe obmectso mykosucuuaosa (ECFS) ¢ panoctbio nipencrabiser kHUry «Jlomras
KU3Hb C MyKOBUCIII030M» BceM wieHam ECFES.

Kpuc /Jle béx, ookmop meduyumvl, npogpeccop, Ipezudenm Esponelickozo ooujecmea
MYKOBUCYUOO03A
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BBenenne

3a mocjegHUe HECKOJBbKO JecATUIeTUN nemorpadgus MykoBucuuaosa (MB) 3HaunTtenbHO
M3MEHWIACh, [TPU 3TOM B HaUOOJIee Pa3BUTHIX CTPAHAX MeAUaHA MPOAOIKUTETLHOCTH KU3HU COCTAB-
nsger okosno 40 jer. D1a matoaorus OObIIE He ABIISETCS OOJIE3HBIO UCKJIIOUATEIBHO JETCKOIO BO3-
pacra, OCKOJIbKY BO MHOTMX PErMOHAX YHCIIO B3POCIbIX, KUBYIIMX C TUATHOZ0M «MYKOBHCIIUIO3,
MIPEBBIIIAET YMCIIO JeTe C JaHHBIM AUArHO30M. XOTS 9TO HE MOKET HE PaloBaTh, BAKHO TAKkKe MPH-
3HATh, YTO MPU TAKOM YBEJIMYEHUU MPOAOIKUTEIBHOCTH KU3HU Y MAIIUEHTOB U JIMII, OKA3bIBAIOIIINX
UM TIOMOIIIb, BO3HUKAET Psifl HOBBIX TIpodiieM. MiMeHHO mo3tomy mociie u3nanus B 2012 r. nepBoit
KHUTU «MeIUIIMHCKKE BOIPOCHI ¥ TIPOOJIEMBI TIOIPOCTKOB, OOJBHBIX MYKOBHUCITIUI030M» EBporeii-
CKOe OOIIECTBO MYKOBHCIMI03a TIPUHSUJIO pellieHre OIyOIMKOBAaTh KHUTY, Kacalollylocs mpodieM
B3pOCJIbIX, — «Jlonrast ®U3Hb C MyKOBUCIIUJIO30M>.

Hama niens cocrosiia B Tom, 4ToObl OXBATUTh IIMPOKUN KPYT BOMIPOCOB OKA3aHUSI MEIUIIVH-
CKOM ITOMOIIH, BAXXHBIX JIJIS TIOMYJISIIMA B3POCIBIX M TMTOKUJIBIX JIIOJIEH, U 00ECIIeYUTh BCEM YIeHaM
TPYIIIBL, 3aHUMAlOIIelcst TpodieMoit MB, cripaBouHbIii pecypc, K KOTOpOMY MOKHO ObUIO ObI 00pa-
TUTBCSI TIPU PACCMOTPEHUM HEKOTOPBIX TPYAHBIX BOIPOCOB, BOSHUKAIOIIUX, KOI/IA JIIOAM, CTPAIalo-
e MB, cranosiTcs crapie. Mbl Tak:ke XOTeNnH JAaThb HEKOTOPOE MPE/ICTaBIeHUE O MPEICTOSIIIUX
npodsiemMax, YToObI CITyKObI 3/]paBOOXPAHEHUST MOIJIU IIarath B HOTY CO BPEMEHEM U MPEJOCTABUTh
3 pEeKTUBHBIC YCIYTU B OyIyIIEeM.

MBp1 61aroqapum aBTOPOB M3 Pa3HbIX CTPaH, KOTOPblE COBMECTHO pabOTaiu Jisl COCTABICHUS
BCEOOBEMJTIONIEr0 0030pa OCHOBHBIX MPOOIEM y B3POCIBIX U KOTOPBIE MOIETUINCh CBOUM OMBITOM.
MBblI Tak:ke OaroiapuM B3pOCIbIX MAIIMEHTOB, KOTOPbIE BHECIIM CBOU BKJIA]] B HAIMCAHUE ITOW KHUTH,
MPEeJOCTaBUB OECIEHHBbIE CBEJEHHsI, MO3BOJIAIONINE MOHITh, YTO 3HAYMT ISl B3POCJIOrO 4esoBeKa
XKHUTh C TUATHO30M «MYKOBHUCIIUJIO3».

Lomunux FO6ep u Huxonac Cummonoc (Dominique Hubert, Nicholas Simmonds)
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I'nasa 1
N3MeHeHus B SIU1eMHO0JIOTHM:
HOBbI€ NIP00.JEeMBI, cBA3aHHbIe ¢ MB

Nicholas Simmonds, Barry Plant

BBeaenne

3a cemb HCCHTHHCTHﬁ, NpomIeaAmrx ¢ TOoro BpEMEHU, KOrga OBLT BIICPBBIC OITMCAH MYKOBHC-
ona03 (MB), ITPOU30LLIA 3HAYUTEIIbHbIC U3BMCHCHHA KaK B TCUCHUN 6OJ'IC3HI/I, TaK U B BBIZKMBAa€MO-
CTH ITaLIMEHTOB. yJ'IyLIH_IeHI/IC Halero MOHUMaHUA €CTECTBEHHOI'O PA3BUTHUA MB, a TaKXKe ITporpecc B
AUArHOCTUKE U JICUHEHWUHU TTPUBEJIN K TOMY, YTO OOJIBILIMHCTBO IMMalMMEHTOB B HACTOAIIEEC BpEMS NOCTHU-
raroT B3pOCJIOro BO3pacTa U IOJIb3YIOTCA MHOI'MMU BO3MOKHOCTAMU pr,[lOYCTpOfICTBB., HMCEIOT COU-
AJIBHBIC Y JIMYHBIC JOCTUKECHUSA, KOTOPLIC UX 340POBLIE CBEPCTHUKH BOCIIPUHUMAIOT KaK CaMO cobour
PasyMEIoIMeECs. XOT# Takye u3MeHEHMsI He MOTI'YT HE paJOoBaThb, Mbl TAKK€ NOJIKHBI 3HATH HpO6JICMbI
B3p00J'ICIOH.ICﬁ TMOMYyJIAIWUU MaUCHTOB U HPEACTABIATD cebe BOIIPOCHI, CBA3aHHBIC C YBEJIMUCHUCM
Harpy3ku Ha CUCTEMY 3APaBOOXPAHCHUS, C OCIIO)KHCHUCM OoJIe3HU COMYTCTBYIOINMU 3a00JIEBaHU-
AMH, C YBEJIMYCHUEM BO3paACTa, a TAKKE C HA3HAYCHUEM AHTUOMOTHKOB U Ppa3BUTUEM I/IH(I)CKL[I/Iﬁ. B
HaCTOHH_ICfI IJ1aBE 06CY)K,H&IOTCH 9THU HOBBIE HpO6JICMbI " npeiaralorcsd noaxoanl 1Jisd YIIpaBJICHUS
TeYeHEM 3a00JIEBaHNs B MOMYJIALUHN B3POCIIbIX TAIIUEHTOB C MB B 6y,Z[y1]_[eM.
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1. N3menenne nemorpacdpuyeckux nokazareaen

Co BpemeHnu nepBoro onvcanuss MB Kak OTIenbHOIM HO30JI0rMueckor (hopMbl MaTOJIOr0aHa-
ToMoM [lopott Anziepcen B 1938 r. nemorpacduyeckue nokaszaTean NONMYJIsUY MalUeHTOB U3Me-
HWIKChH JI0 Hey3HaBaeMocTh'. B To Bpems nuarHo3 Obl1 cTpaniHbiM, u 6onee 70 % neredt ymupanu
B TEUEHHUE TIEPBOro rofia KU3HU, OOBIYHO OT MEKOHHMEBON HEMPOXOIMMOCTH KHUIIIEUHHKA, TSKEJIOTro
HApYyIIeHUs] TIMTaHUsI W/WIKM JbIXaTeJIbHOW HEJ0CTaTOUYHOCTU. BoNe3Hb MepBOHAYAIBLHO HA3bIBAJIM
«KHUCTO3HBIM (hpUOPO30M TOIKETYOTHON KeJIe3bl» , TOCKOIBKY IECTPYKIIUS IMOKESTYTOUHOM KeJe3bl
CUMTaIaCh OCHOBHBIM HApYILIEHUEM, a TPOSIBJICHUSI CO CTOPOHBI JbIXaTeJIbHON CUCTEMBI PaCCMaTpH-
BAJIMCh KaK BTOPHYHOE OCJIOKHEHHE HapyIleHus BcackiBaHusi. C TeX MOp Hallle MOHUMaHHUe MaTo-
(usnoNOrNK U MEXaHU3MOB, JISKAITUX B OCHOBE 3a00JIeBaHUS, 3HAUMTENIBHO YIY4IIHIOCh, OTHAKO
KOHEYHYIO 1IeJIb JISYeHH S ellle MPEACTOUT O0co3HaTh. K cuacTpio, cMepTh B IETCKOM BO3pacTe Ternepb
SIBJISIETCSL PE/IKOW M OKKJaeMasi IpoIOJKUTEBHOCTD )KU3HH TIOCTOSIHHO YBesnuuBaetcs (puc. 1)2.

B CIIIA menuana BbiKMBaeMOCTH yBesmumiiach ¢ 14 et B 1968 r. 1o 20 ner B cepenune 1970-x
rr.3. CpenHee 3HaYeHUE MPOTHOZUPYEMOH MPOIOKUTEIBHOCTHY JKU3HU BO MHOTHX Pa3BUTHIX CTPaHAX
B Hacrosinee BpeMs cocTapisiet 6omnee 40 e, HO TonbKo B nocseanue 30 JieT JoCTHkReHe B3pOoc-
JIOTO BO3pAcCTa CTAJIO peaslbHOM MEePCIIeKTUBOW [Tt OONBIMHCTBA NManueHToB. Ceiluac Mbl Mepexu-
BaeM Iepuojl, KOrJa Yucio B3pocibix ¢ MB cKOpo mpeBBICUT KOMMUYECTBO AeTeii. DTo yxe (pUKCHU-
pyercsl B perucTpax, rie B3pOociablM CUMTAETCs YesoBeK JocTurimil 16, a He 18 set; Harpumep, B
exxeroqHoM otuete 3a 2012 r. B BenukoOpuranuu 57,6 % Bcex mampieHToB ¢ MB Obutn Kitaccugu-
[IMPOBaHbI Kak B3pocJbie’. TosiBlieHne HAIMOHATbHBIX ¥ MHOTOHAIIMOHAJIBHBIX PETHCTPOB, B KOTO-
PbIX coOupatoTcst 6oMbIIe 00BEMbl KIMHUUECKUX JAaHHBIX, CTAJI0 MHCTPYMEHTOM ISl YITyUIleHHUsI
Haiero noHuManusi MB u n3menenuii nemorpacdudeckux rnokasareneil. Peructp natentos ®onpaa
mykoBuciuao3a CIIIA (CFFPR) conepxut qanusie o noutr 30000 narrieHTax v BeJeTCs B TeUeHUe
HECKOJIbKUX AECATUIICTHH.

40
36

32 — —+
28 + -

MepauaHa nporiosupyemoi
NPOACMXUTENBHO CTU XXU3HN
(Bospact B rogax)

24
1988-1992 1993-1997 1998-2002 2003-2007 20082012

lNogbl

! Andersen DH. Cystic fibrosis of the pancreas and its relation to celiac disease: a clinical and pathologic study. Am J Dis Child
1938; 56: 344-9

2 Cystic Fibrosis Trust. Annual data report 2010. Bromley: Cystic Fibrosis Trust; 2011. Available from: https://
www.cysticfibrosis.org.uk/media/108230/CR_Annual_Data_ Report_20_Dec_11.pdf

3 Warwick WJ , Pogue RE, Gerber HU, et al. Survival patterns in cystic fibrosis. J Chronic Dis 1975; 28: 609-22.

4 Cystic Fibrosis Trust. Annual data report 2010. Bromley: Cystic Fibrosis Trust; 2011. Available from: https:/
www.cysticfibrosis.org.uk/media/108230/CR_Annual_Data_ Report_20_Dec_11.pdf

5 Cystic Fibrosis Trust. Annual data report 2012. Bromley: Cystic Fibrosis Trust; 2013. Available from: https:/
www.cysticfibrosis.org.uk/media/316760/Scientific%20 Registry%20Review%20 2012.pdf
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Puc. 1. INTarieHTH ¢ MyKOBHUCIIM030M, HAOMIOAABIIMECS B IEHTPAX MEAUIIMHCKON TTOMOIIH,
akkpenutoBaHHbIX PoHgoM MB B Coenunenssix IlltaTax, KOTOpbIe COITacCMINCh HA BKJIIOUEHHE
CBOMX JaHHBIX B peructp B 2012 r. — meraHa IpOrHO3MPYEMON ITPOIOKUTEIbHOCTH XU3HU B 1986—
2012 rr. c UCNOJIB30BaHUEM S-JIETHUX TIEPHOJOB MO OCH X [UIsl yMEHbIIEHUs BapUaOeIbHOCTH TTpU
CpaBHEHMH JIAHHBIX Pa3HBIX JIET (BOCIPOM3BE/ICHO ¢ pasperieHrst PoHia MyKOBUCIMI032 ©)

Kacaremsro 2012 r. B peructpe CIIA coo6manock, 4to 49,1 % nomynsiimy COCTaBIsINA B3pOC-
npie (18 jieT u crapiie) mpy Iuana3oHe BO3pacTa OT poxAeHUs A0 82 JIeT U MeJraHe Bo3pacTa, paB-
Houi 17,7 net (cpenusist — 19,8 ner)’. Peructp narmenToB EBporieiickoro o0iecTBa MyKOBUCIIAI032a
(ECFSPR) sBnsiercs 6osiee HOBBIM, HO B HACTOSIIIIEE BpeMsl COICPKUT JaHHbIe 0 Oonee yeM 32 000
MAlMEHTOB U3 22 eBPOINENCKUX CTPaH M OXBaThIBAET IIMPOKUI CIIEKTP COLMAIBbHO-/AeMorpadpuye-
CKHX W KYJIbTYPHBIX XapaKTepUCTUK®. B 11eJ1I0M eBponelickre JaHHbIe OYeHb CXOIHBI C JJaHHBIMH 13
CIIA: 49,3 % nanueHToB ObUTH KJIacCU(UITMPOBAHBI Kak B3pocibie (18 et u crapiie) mpy Hmpo-
KOM Jiarna3oHe Bo3pacta oT poxjeHus 1o 80,1 jer u menuaHe Bo3pacra, paBHoit 17,8 (cpeansis —
19,5) ner (puc. 2).

= Hucno — CymmapHbIii

nauneHToB NpoueHT
1200 100

90
1000

: i,
T 800 70 B
s 5
z 60 2
-
o 600 S
g P 3
T 40 =]
400 5
30 3

200

20

10

0

0 5 10 15 20 30 35 40 45 50 55 60 65 70 76
BospacTt

Puc. 2. Kpocc-cekimonnsie jaHHbie 0 Bo3pacte nanueHToB B EBpone B 2010 r. (Bocripou3sse-
JeHo ¢ paspemnierus: EBporieiickoro o0mmecTBa MyKOBHUCITH103a”)

Kaxaplil BepTUKAJIbHBIA CTOJIOMK MPEICTaBIsSeT YHUCIO MAlMEHTOB 3TOTO
Bo3pacta B 2010 r. CyMMapHblii TPOLEHT (YepHasi JIMHUS, NpaBasi BEpTUKaIbHAs
0Chb) ITOKA3bIBAET, CKOJILKO OBLIO MAIMEHTOB (B MPOLIEHTAX ) MJIaIIe ONpeJeIeHHOTO
Bo3pacra (Haripumep, 50 % nanpeHToB OblM Muiaaie 18 ner).

B HekOTOphIX eBpONENCKUX CTpaHaxX JOJisi B3POC/IBbIX MAlMEHTOB OCOOCHHO BBICOKA — Kak B
Hanvu, rae MuHUMYM 56 % 6onbHbIX MB siBnisiiotcst B3pocibivu (18 net u crapiue). [Tpumepno 20 %

6 Cystic Fibrosis Foundation Patient Registry. 2012 Annual Data Report. Bethesda, Maryland; 2013. Available from: www.cff.org/
UploadedFiles/research/Clinical Research/PatientRegistryReport/2012-CFF-Patient-Registry.pdf

7 Cystic Fibrosis Foundation Patient Registry. 2012 Annual Data Report. Bethesda, Maryland; 2013. Available from: www.cff.org/
UploadedFiles/research/Clinical Research/PatientRegistryReport/2012-CFF-Patient-Registry.pdf

8 Zolin A, McKone EF, Van Rens J, et al European Cystic Fibrosis Society Patient Registry Annual Data
Report 2010. Karup: ECFS; 2014. Available from: https:// www.ecfs.eu/files/webfm/web-files/File/ecfs_registry/ECFSPR_
Report10_v12014_final_020617. pdf

% Zolin A, McKone EF, Van Rens J, et al European Cystic Fibrosis Society Patient Registry Annual Data
Report 2010. Karup: ECFS; 2014. Available from: https:// www.ecfs.eu/files/webfm/web-files/File/ecfs_registry/ECFSPR_
Report10_v12014_final_020617. pdf
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nonynsauy EBporneiickoro perucrpa coctaBisiioT oau B Bo3pacte crapiue 30 jer u 6 % — moau
crapite 40 ser.

OnHako CyIIECTBYIOT 3HAUMMBbIE BapUallMU MEXI1y PErMOHAMH IO COLMAIBHO-AeMOorpaduye-
CKMM TI0Ka3aTesIsiM, MPENoIoKUTEbHO OTpaXkKaloIIe Takue MpoOIeMbl, KaK JTOCTYITHOCTh MeH-
IIUHCKO¥ TTOMOIIH, TIO3JHSISI AMArHOCTHKA, HAJTMYME CPE/ICTB U TIOJIMTUKA B 00JIaCTH 3ApaBOOXpaHe-
Husl. Kpocc-cekumonnblii ananu3 aaHHbix ECFSPR nopuepkHys 310, OKa3aB HEKOTOPbIE BaKHbIE
aemMorpagpuuecKie pa3anyuus Mexy eBporerckumu cTpanamu . Meauana Bo3pacrta MaryueHToB U3
crpan EBponetickoro coro3sa (EC) okazanachk Ha 4,9 jiet Oosblie, 4eM B cTpaHax, He Bxoasmux B EC, u
107151 AlMEeHTOB B Bo3pacte 40 J1eT u crapiie Takxke Obuta 6osee Boicokoi B ctpanax EC (5 % nportus
2 %). BaxHo 10, 4TO KOrga AeMorpaduueckue nokaszaresnu crpad EC npumeHW M B MOJIEIISIX K CTpa-
HaM, He sBJstommmcest wieHamu EC, okazasioch, 4To momyssiius nauueHToB ¢ MB B 3Tux crpaHax
MOKET YBEJIMUUThCSI Ha 84 %, 4TO MOKa3bIBaeT MOpa3UTeIbHOE MOTEHIIMABHOE BIIMSHUE, KOTOPOe
COIATTBHO-JIeMorpaduueckre (PakTopsl MOTYT OKa3biBaTh HA BhKMBaeMOCTh. B BenmukoOpuranuy,
COMJIACHO OLICHKE, TIOMYJISIMS B3POCbIX ManyeHToB ¢ MB Oyner yBennumnBaThesi mpuMepHo Ha 145
nanueHToB B rof'!. TIoCKOIbKY 9TO COOTBETCTBYET UMCITY OOJNBHBIX B KJIMHUKE JIIST B3POCIBIX Cpefl-
HEro pasMepa, TO UMeeT BakHbIe TOCJIeICTBHS He TOJIBKO /ISl TAIMEHTOB, HO TaKXke U i oOecrie-
YeHUs] MEUIIMHCKOM MOMOIIY ¥ 00yUYeHHs TIepCOHANA B OyIyIIEeM.

10 McCormick J, Mehta G, Olesen HV, et al. Comparative demographics of the European cystic fibrosis population: a cross-
sectional database analysis. Lancet 2010; 375: 1007-13.
i Dodge JA, Lewis PA, Stanton M, et al. Cystic fibrosis mortality and survival in the UK: 1947-2003. Eur Respir J 2007; 29:
522-6.
12
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2. IloyeMy nanueHThl, CTPaJaKOIIue
MB, Teneps KUBYT J0JblIe?

[Mpu4nHO#N cTaOMIIBHOTO POCTa MEIUAHBI MTPOJOJIKUTEILHOCTH KU3HH C YBEINYEHHEM IIOITy-
JISIIAY B3POCTIBIX SIBJISIETCSI COUeTaHWe MHOXecTBa (pakTopoB. OHU MOTYT OBITh TPy0OO Kiaccupuim-
POBaHbI Kak FTeHETUUECKUE U HETeHEeTUYEeCKHEe (DAKTOPBI, KOTOPBIE BKJIIOYAIOT YCJIOBUS OKPYXKAIOLIEH
cpenpl (HampuMep, MaToreHHble MUKPOOPTraHU3MBI, TIOJI, BO3/ICHCTBHAE TAOAYHOTO JbIMa U KJIMMAT),
(pakTOpBI, CBSI3aHHBIE C CUCTEMOW OKa3aHUs MEAWIIMHCKOUN MOMOIIM (HAalpuMep, TOCTYIl K CIely-
ATM3UPOBAHHBIM KJIMHUKAM, MEpbI 110 KOHTPOIIO MH(MEKIUI 1 cOOMoIeHre MalueHTaMi PeKOMeH-
Jauui Bpaya), ¥ COLMAIbHO-9KOHOMUYECKUe (pakTophl. BeneicTBre 3T0ro HEKOTOpBIE OIpeesiio-
e (PaKTOPBI BBKMBAEMOCTH B OOJIBINIEH Mepe TOAJAI0TCs MOAU(HKAIINY, YeM Ipyrue; Halpumep,
(bakTOpBI, CBSA3aHHBIE C JIEYEHUEM, JIETYE KOHTPOJIUPOBATh, YeM (DAKTOPHI, CBSI3aHHBIE C KJIMMATOM.
C 1938 r. kJ1104eBble HAyUHBIE JOCTUXKEHUS, B TOM UKCIIE BBISIBJIEHUE MOBBIILIEHHOTO COIEPKaHUSs
XJIOPUJIOB B MOTOBOM kuaKocTd B 1950 1. u oTKphITHe TeHa MB (perynsaTopa TpaHCMeMOpaHHOM
npoogumMocty npu mykosuciuaose (CFTR)) B 1989 r., sBisimuch MHCTpyMEHTAMU 1S YTy YIlIEHUS
Haulero moHuManus narousuonornu MB!21314, OnHako gaske 10 3TUX COOBITHIA UMEJIO MECTO 3Ha-
YHUTEJBHOE YITyUllleHHe OKa3aHus TIOMOIIH B Pe3y/IbTaTe TIIATEIbHOTO KIMHIUUYECKOTO HAOIOIeHUS 1
CHCTEMHOTO TOJXO/Ia K JISYEHUIO OCITIOKHEHHI O0Jie3HH (Hanpumep, MH(PEKIUH U HeAOCTATOYHOCTH
nutanusl). Henocratounoe nuranve, MH(UUMPOBaHKE NMATOT€HHBIMU MUKPOOPraHU3MaMU, TaKUMU
Kak Pseudomonas aeruginosa n Burkholderia cenocepacia, oTcyTcTBUE JIeueHus qruadeTa, CBI3aHHOTO
¢ MB, u eHCKUi1 1O SABJSIIOTCS TOYHO YCTAaHOBJICHHBIMH (haKTOPaMH, KOPPEIUPYIOLMMU ¢ Oosee
HeOJIaronpuATHBIMEU UcXogamu mpu MB 15161718,

KpaeyronbHpIMM KaMHSIMU JICUeHUsI B T€Y€HHE MHOTHX JIeT ObUIM BHEAPEHNUE WHTEHCUBHBIX
CXeM aHTUOMOTHKOTEparuy, MprUMeHeHHe (PepMEHTOB MOMKETYJOYHON KeJe3bl M ONTUMH3ALUS
uTaHus, 3(p(HEKTUBHOE OUMILIEHUE JbIXaTEeJIbHbIX ITyTel, TPAHCIUIAHTALMA JIETKUX, TPOTUBOBOCIIA-
JIMTEJIbHBIE ITPEnapaThl, pernaparsl, yCUIMBAIIUE YIaleHe MOKPOTHI (HalpuMmep, JopHa3a ajibda),
U, TI03%e, BHEJIPEHUE CrIelU(PUIECKUX Mpenaparo, Bo3AercTByomux Ha CFTR nipy pa3HbIX THIAxX
MyTanuii' 22122, 311 (pakTOpHl B COYETAHMM C MHOTOYPOBHEBBIM TOIXOIOM K Tmomorny mpu MB,
obecnieyrBaeMbIM MYJIbTUAUCIMIUIMHAPHO! Tpymmol crienmaniuctoB (MDT), urpany riaBHyio poib

12 gi Sant'Agnese PA, Darling RC, Perera GA, et al. Abnormal electrolyte composition of sweat in cystic fibrosis of the pancreas;
clinical significance and relationship to the disease. Pediatrics 1953; 12:549-63.

13 Riordan JR, RommensJM, Kerem B, et al. Identification of the cystic fibrosis gene: cloning and characterization of
complementary DNA. Science 1989; 245:1066-73.

14 RommensIM, lannuzzi MC, Kerem B, et al. Identification of the cystic fibrosis gene: chromosome

15 Corey M, Farewell V. Determinants of mortality from cystic fibrosis in Canada, 1970-1989. Am J Epidemiol 1996; 143:
1007-17.

16 Isles A, Maclusky I, Corey M, et al. Pseudomonas cepacia infection in cystic fibrosis: an emerging problem. J Pediatr 1984;
104: 206-10.

17 Milla CE, Billings J, Moran A. Diabetes is associated with dramatically decreased survival in female but not male subjects with
cystic fibrosis. Diabetes Care 2005; 28: 2141-4.

18 Chotirmall SH, Smith SG, Gunaratnam C, et al. Effect of estrogen on pseudomonas mucoidy and exacerbations in cystic fibrosis.
N Engl J Med 2012; 366:1978-86.

19 Ramsey BW, Davies J, McElvaney NG, et al. A CFTR potentiator in patients with cystic fibrosis and the G551D mutation.
N Engl J Med 2011; 365: 1663-72.

20 Saiman L, Marshall BC, Mayer-Hamblett N, et al. Azithromycin in patients with cystic fibrosis chronically infected with
Pseudomonas aeruginosa: a randomized controlled trial. JAMA 2003; 290: 1749-56.

2! Fuchs FIJ , Borowitz DS, Christiansen DH, et al. Effect of aerosolized recombinant human DNase on exacerbations of respiratory
symptoms and on pulmonary function in patients with cystic fibrosis. The Pulmozyme Study Group. N Engl J Med 1994; 331: 637-42.

2 Pryor J, Tannenbaum E, Scott S, et al. Beyond postural drainage and percussion: airway clearance in people with cystic fibrosis.
J Cyst Fibros 2010; 9: 187-92.

13



. Komrektun ABTOPOB. <<ﬂ,0.‘ll"dﬂ KW3Hb C MYKOBHUCIIUAO30M>

B YBEJIMYEHHUH MPOJIOTKUTEBHOCTD KM3HU MAIIMEHTOB M MOCTYKUJIM MOAECNBIO TSI JISYEHUS IPYTUX
XPOHHYECKHX 32001eBaHUI >,

Korma 6su1 oTKpBIT reH CFTR, TIPeaoIoRIIN, YTO HEKOTOPYIO BapuadeTbHOCTh BBIKUBAEMO-
ctu ipy MB MOXHO OOBSCHUTH Pa3IMUMsIMU MYyTaIi; OJHAKO HEOJHOKPATHO OBLIO MOKA3aHO, YTO
KOppeJISIlYs TeHOTHUNA ¢ (PEHOTHIIOM SIBJISIETCS C1a0O0M, 32 MCKIIOUEHUEM COCTOSIHUS TTOIKETy104-
HOM KeJie3bl (Harpumep, AocTaTtouHast (PyHKIMs uin HapyiieHHas ). Myrtauun CFTR MOXHO pa3-
JEJUTh Ha IIECTh KJIACCOB B COOTBETCTBHH ¢ X BiausHUEM Ha ¢yHKImio CFTR. Kinaccet [-111 06brynHO
CBSI3aHBI ¢ O0JIee TSHKENIBIM TedeHreM 3a001eBaHrs. B THITMYHOM cityyae y maryenTa, sJsiomerocs
HOCHUTEJIEM OJIHOW M3 3TUX MyTaUMil Ha Kaxaou auiene, MB auarnoctupyercs paHo (T. €. B BO3-
pacre muaiie 1 roga), Uy HEro UMeeT MecTo HeIOCTaTOUHOCTh TIO/IKETYIOYHON Kese3bi 2326, 3a00-
JIeBaHUE Y MAIlMEHTOB C 10 MEHbIIIel Mepe OO MyTaruei kiiaccoB IV-VI yacto auarnocrupyercs
no3xe, (PyHKIMS TOKETyIOUHOH KeJe3bl Y HUX HepeIKO COXpaHeHa M MO3TOMY COCTOSIHUE THTa-
HUs JTydre®’?. HekoTtopblie MyTalluu, CBsi3aHHbIE C coXxpaHeHreM (pyHKimn CFTR, IpOSIBISIIOTCS Kak
HETsDKeJIoe IOpaXeHUe JIETKUX, HO [JIsI OTPOMHOTO KOJIMYECTBA APYTUX MYTAIIUH 3TO HE TaK, U MOTYT
UMEThCS PA3IMUMs MEXIy OBYMs CyObEKTaMH C OOHUM M TeM ke reHotunoM?’. [Ipeamnonaraembie
MEXaHU3MBI JIs1 00BSICHEHH S 3TOTO (pakTa BKIIOYAIOT MHOTOUMCIICHHbIC BIUSHUS MH(EKIIUH, THTa-
HUS ¥ OKPY’KAIOIIEH CPeJIbl, XOTs, BEPOSATHO, HU OIUH U3 3TUX MEXaHU3MOB MOJHOCTBIO HE OOBSICHSIET
pazmmunsa®. Mytaiuun apyrux reHoB (He CFTR) vy nonmumMopdu3Mbl — 0003HaYaeMble TEPMUHOM
«MOAIN(PUKATOPBI TEHOB» — TMO-BUAUMOMY, BHOCSIT CBOH BKJIA/l B CUTYAIIHIO, HO J0 HACTOSIIIETO Bpe-
MEHHU MJICHTH(PHUIIMPOBAHO JIUIIb OIPAHUYEHHOE YHCIIO MOIU(PUKATOPOB 13233,

CoBepllieHCTBOBaHHME JAMArHOCTUKM MB Takke MOBIMSAIO HAa yBEIMYEHUE BbKUBAEMOCTH.
Jlaxxe y MalMeHTOB C aTUIMMYHBIMU MPU3HAKAMH JIydlllee MOHMMaHHE MEXaHH3MOB, JISKAIIUX B
OCHOBe 3a0oJsieBaHUsI, U pa3pabOTKa OoJiee YyBCTBUTEIBHBIX METOHOB KCCIIEIOBAHUS, TAKMX Kak
CEKBEHMPOBAHUE T'€HOB, MPHBEIM K YIyUIIEHHIO IUarHOCTUKH. B OOMBIIMHCTBE CIydaeB IUarHo-
CTHKA SIBJISIETCSl TTPOCTOM M TIONTBEPKIAETCS, €CU y CyObeKTa UMeeTcsl TI0 KpaiHel Mepe OIvH
(beHOTUITMYECK Ui TPU3HAK (HalpUMep, paciipoCcTpaHeHHble OPOHXOIKTA3bl), JaHHbIE O HAPYIIEHUN
dyskmu CFTR (Hanpumep, 1o pe3ysibTaTaM MOTOBOM MpoObl) W/WIN JIBE PACTIO3ZHAHHBIE MYTaIlUU
CFTR?**%. Opnnako, MOCKOJIBKY MTpOosiBIeHu st 00J1e3HM py MB oyeHb BapuadesibHbI, TOCTAaHOBKA 1A~
rHO3a HEe BCeraa MpocTa, U 3T0 OCOOEHHO BEPHO B OTHOILIEHUH B3POCIIBIX, BIIEPBbIE OOPATUBILINXCS

23 Mahadeva R, Webb K, Westerbeek RC, et al. Clinical outcome in relation to care in centres specialising in cystic fibrosis: cross
sectional study. BMJ 1998; 316: 1771-5.

4 Hamosh A, Rosenstein B, Nash E, et al. Correlation between genotype and phenotype in patients with cystic fibrosis. N Engl
J Med 1993; 329: 1308-13.

25 McKone EF, Emerson SS, Edwards KL, et al. Effect of genotype on phenotype and mortality in cystic fibrosis: a retrospective
cohort study. Lancet 2003; 361: 1671-6.

% McCloskey M, Redmond A, Hill A, et al. Clinical features associated with a delayed diagnosis of cystic fibrosis. Respiration
2000; 67: 402-7.

7 NickJA, Rodman DM. Manifestations of cystic fibrosis diagnosed in adulthood. Curr Opin Pulm Med 2005; 11:513-18.

B Augarten A, Yahav Y, Szeinberg A, et al. Mild cystic fibrosis and normal or borderline sweat test in patients with the 3849+
10 kb C—T mutation. Lancet 1993; 342: 25-6.

2 McKone EF, Emerson SS, Edwards KL, et al. Effect of genotype on phenotype and mortality in cystic fibrosis: a retrospective
cohort study. Lancet 2003; 361: 1671-6.

39 Schechter MS. Non-genetic influences on cystic fibrosis lung disease: the role of sociodemographic characteristics,
environmental exposures, and healthcare interventions. Semin Respir Crit Care Med 2003; 24: 639-52.

3! Blackman$, Hsu$, RitterS, etal. A susceptibility gene for type 2 diabetes confers substantial risk for diabetes complicating cystic
fibrosis. Diabetologia 2009; 52: 1858-65.

32 Bartlett JR, Friedman KJ, Ling SC, et al. Genetic modifiers of liver disease in cystic fibrosis. JAMA 2009; 302: 1076-83.
3 Drumm ML, Konstan MW, Schluchter MD, et al. Genetic modifiers of lung disease in cystic fibrosis. N Engl J Med 2005;
353: 1443-53.
3% Farrell PM, Rosenstein BJ, White TB, et al. Guidelines for diagnosis of cystic fibrosis in newborns through older adults: Cystic
Fibrosis Foundation consensus report. J Pediatr 2008; 153: S4-S14.
35 DeBoeckK, Wilschanski M, Castellani C, et al. Cystic fibrosis: terminology and diagnostic algorithms. Thorax 2006; 61: 627-35.
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32 MEAMIMHCKOHN NoMoIibio. Takue maryeHTsl MHOTIA IPEACTABIISIOT MPOoOIeMy IpY AUArHOCTHKE,
MIOCKOJIBKY Y HMX MOXeT HaOMoAaThCsl COMHUTENbHBIN (WJIM HOPMAJIbHBINA) YPOBEHb XJIOPHIOB B
0T ¥ TOJIBKO OfiHa uaeHTuuImpyeMas mytarmsi CFTR (Mny Jaxe ee OTCyTCTBHUE) MPH TeHOTUTIH-
POBaHMU NepBOy JTMHUK®. B Takux ciydasix OOBIYHO MUMEET MECTO JOCTaToYHask (PYHKITUS MOKe-
JIyAOYHOM Kene3bl, U OOJIE3Hb MIPU 3TOM YaCTO HA3bIBAIOT «HEKJIACCUUECKUM» WM «aTHUITAYHBIM>»
MB. ¥V nogoOHbIX ManreHToB 00JIe3Hb MOXKET BIIEpPBbIE MPOSBUTHCS CUMIITOMAaMHU, HE CBSI3aHHBIMU
C JIETKMMHU, Y BCJIEACTBHE STOTO OHM MHOT/A BIEPBbIC MOMAJAI0T B M0JIe 3pEHUs Bpaueil B KIMHU-
Kax HeMyJIbMOHOJIOTMYECKOro poduis, Kak, HAPUMEp, MYKUMHBI C A300CTIEpMHUEN B KIMHUYECKUX
HEHTPaX PerpoayKTUBHOTO 340pOBbs. [10 3TOW mpuurHe AMArHO3 WHOTJA CTABHUTCS C MpOMeie-
HHUEM (324aCTyl0 Ha MHOTHE TOJIbl), YTO MOKET BBI3bIBATh UyBCTBO HEYJOBIETBOPEHHOCTH U TPEBOTY.
ITockosbKy BO MHOTHIX CTpaHax B HACTOsIIIIEe BPEMsl CTaHAAPTHO MPOBOJUTCS CKPUHUHI HOBOPOK-
JEHHBIX, YAaCTOTA 3ar03/1aJI0i TMarHOCTHKY B OyAyIllleM 3HAYMMO CHU3UTCS. OHAKO BMECTO 3TOTO
TMIOSIBUTCSL PsAJ] HOBBIX MPOOJIEM, CBS3aHHBIX C BBISBJIEHUEM MAlMEHTOB, Y KOTOPBIX CUMITTOMATHUKa
OTCYTCTBYET 1 OOJIE3Hb MOKET OCTABAThCSI OECCHMITTOMHOM B TEYEHHE MHOTHX JIeT. Pe3ysbTaTsl 3T0ro
y TAIMEHTOB C HEeKJIaccuieckuM MB, y KOTOpBIX MOKET MMETh MECTO 0oJiee HU3KUI PUCK Pa3BUTHUS
OO0JIe3HU C Pa3BEPHYTHIMH MTPOSIBICHUSIMHU, OY€Hb Pa3HOOOPA3HBI M BKJIIOYAIOT HArpy3Ky Ha CUCTEMY
30paBOOXPAHEHH I BCIIEICTBUE MPOBEICHUSI UCCIIEIOBAHUM, TIOCEIIEHH S KIIMHUK U JISYEHU S, a TaKKe
TICUXOJIOTMYECKYI0 HArpy3Ky Ha MalMeHTOB M UX ceMbu. OJJHAKO eC/I B UTOTe COCTOSIHUE 30POBbSI
MAlMEHTOB YJIyYIIaeTCsl ¥ MX BBUKMBAEMOCTb PACTET, KaK MOKA3bIBAIOT UCCIIEIOBAHMSI KJTACCUYECKOTO
MB?’, To CKpUHHMHT HOBOPOXIEHHBIX OyaeT onpaBaaHHbM. Crienytomiue 40 jeT 1aayT peraroiiye
JAHHBIE B 9TON JUCKYCCHU.

PesynbraTrom pocTta BBIKMBAEMOCTH SIBJISIETCS] YBETMUYHMBAIOIIEECs CTApEHHE TOIMYJISIIAM Mally-
entoB ¢ MB. CooOiienust naieHToB B Bo3pacte crapiie 40 JieT Mo3BOMISIOT BBISIBUTh UX XapaKTe-
PUCTUKHU ¥ TIOTEHIMAJIbHBIE PUUYHHBI ToroeTs #3940, HecmMoTpst Ha To 4TO y G0J1ee BHICOKOM 101
MAIMEHTOB, YeM B 00IIel Momyisiuu 00IpHBIX ¢ MB, 3a001eBaHme KiaccuduimpoBaHo Kak HeKJiac-
cuyeckuit MB, rccrieoBaHust MOKa3bIBAIOT, YTO MHOTHE MAIIMEHTHI C KJIACCHUECKUM 3a00JIeBaHUEM
TaKkxke JocTuraioT Bospacta 40 sier u 6onee*!*2. MexayHaponHoe UcciieioBanre 366 MallMeHToB B
Bo3pacte crapiie 40 JieT BhISBWIO, YTO 68 % mNaleHTOB MMeIU HEIOCTaTOYHOCTh (PYHKIIMU TIOA-
KEJTYOYHOM Kele3bl ¥ 33 % SIBISUIMCh TOMO3UTOTHBIMHU 110 MyTaruu F508del*. Tloarpynmna nanu-
edroB u3 CIIIA u BenmukoOpuranuu BKJOUaaa OoJiee BHICOKYIO JIOIO MAIMEHTOB C KJIACCUYEeCKUM
3a0osieBaHreM, pH 3ToM y 81 % oTMedanach HeJOCTATOYHOCTD (DYHKIIMH MOKETYJOYHOM KeJIe3bl
1 44 9% viMenu roMO3UTOTHBIA TeHOTUIl 1o MyTanuu F508del*. B niesiom akTopsl, obecreurnBao-
e ollree yBelInyeHne BbKMBAEMOCTH, KaK 00CYKIAJIOCh BBIIIIE (HAIIPUMEp, yIydllleHue MTUTaHUSI

36 Augarten A, Yahav Y, Szeinberg A, et al. Mild cystic fibrosis and normal or borderline sweat test in patients with the 3849+
10 kb C—T mutation. Lancet 1993; 342: 25-6.

37 Farrell PM, Kosorok MR, Laxova A, et al. Nutritional benefits of neonatal screening for cystic fibrosis. N Engl J] Med 1997,
337:963-9.

3% Hodson ME, Simmonds NJ, Warwick WJ, et al. An international/ multicentre report on patients with cystic fibrosis (CF) over
the age of 40 years. J Cyst Fibros 2008; 7: 537-42.

3% Simmonds NJ, MacNeill SJ, Cullinan P, et al. Cystic fibrosis and survival to 40 years: a case-control study. Eur Respir J 2010;
36:1277-83.

40 Simmonds NJ, Cullinan R Hodson ME. Growing old with cystic fibrosis — the characteristics of long-term survivors of cystic
fibrosis. Respir Med 2009; 103: 629-35.

41 Simmonds NJ, Cullinan R Hodson ME. Growing old with cystic fibrosis — the characteristics of long-term survivors of cystic
fibrosis. Respir Med 2009; 103: 629-35.

42 Rodman DM, Polls JM, Heltshe SL, et al. Late diagnosis defines a unique population of long-term survivors of cystic fibrosis.
Am J Respir Crit Care Med 2005; 171: 621-6.

3 Hodson ME, Simmonds NJ, Warwick WJ, et al. An international/ multicentre report on patients with cystic fibrosis (CF) over
the age of 40 years. J Cyst Fibros 2008; 7: 537-42.

*4 Hodson ME, Simmonds NJ, Warwick WJ, et al. An international/ multicentre report on patients with cystic fibrosis (CF) over
the age of 40 years. J Cyst Fibros 2008; 7: 537-42.
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¥ OTCpOYeHHOe MH(UIIMpOBaHue P. aeruginosa)®’, BeposTHO, ABJISIOTCS HanOoJIee BaXKHBIMU JIeTep-
MUHAHTaMH JOJITONETHsI, HO MOTYT ObITh 3HAUMMBIMU U Jpyrue (hakTOpbl, KOTOPbIE TPYAHO OLIEHUTh
KOJIMYECTBEHHO, TaKWe Kak (pu3nveckast Harpyska u oopazoBatue. [1o Mepe TOro Kak maryeHThl cTa-
HOBSITCSI CTapIlie, UX MOTPeOHOCTH, MO-BUVMOMY, PAcTyT, U CUCTeMe 0OCITy)KUBaHUs Oy/ieT HE0OXO-
AUMO aAaliTUPOBATLCA JIA UX YOOBJICTBOPECHUA. Ot BOIIPOCHI 1 HCKOTOPLIC HpO6JIeMbI, CBA3AaHHBIC
C YIIOBJISTBOPEHHEM TAKUX MEHSIOIIMXCsI IOTPEOHOCTE, 0OCYKIAI0TCS HIXKE.

45 Simmonds NJ, MacNeill SJ, Cullinan P, et al. Cystic fibrosis and survival to 40 years: a case-control study. Eur Respir J 2010;

36:1277-83.
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3. IIpo6.aembl, cBA3aHHbIE ¢ 00JbINEH
0’KHM1aeMOH MPOJ0KUTENbHOCTHIO JKU3HA

3.1. Harpy3ka, cBsi3aHHas C Jie4eHueM

[oBbilieHMe BBIKMBAEMOCTH YBEJIMUUBAET HAIPY3KY, CBSA3AHHYIO C JICUEHUEM, UTO MPEICTaB-
JsieT coOO HOBYIO PacTyIIIYyIO POOeMy ISl AIMEHTOB, IEPCOHANa, OKa3bIBAIOIIETO UM METUIIH-
CKYIO [TOMOIIIb, 1 CUCTEMbI (PMHAHCHPOBAHUS 3/IpaBooXpaHeHus. [Ipy MoCcTosHHO yBeTMUMBAIOIIEMCS
yKciie HazHaYaeMbIX JIEKapCTB BOMPOCH! MPUBEP:KEHHOCTH K JIEYEHUIO, TMO-BUIUMOMY, OCTAIOTCS
MIOCTOSIHHOW W BaXKHOW MpoOsiemort. Hanmpumep, B TeueHHMe MHOTUX JIET MHTAJISIIIMOHHBIC Tperia-
paThl SIBJISUTUCh HEOTHEMJIEMOH YaCThI0 KOHTPOJISI COCTOSIHUS IBIXaTENIbHBIX TyTel ipu MB404748 11 B
HacTosIIIee BpeMsl UMEEeTCsl MHOKECTBO Pa3IMUYHbIX JIEKAPCTB, KOTOPBIE JOCTABIISIOTCS STUM ITyTeM
(Hanpumep, aHTUOMOTUKU M MYKOJIUTUKM). OHAKO MX MOJIb3a BHE PAMOK KJIMHUYECKHUX HCIbITa-
HUI OCHOBAaHA Ha JOMYIIEHUH JOJKHOUN MPUBEPKEHHOCTH K JISYEHUIO B «pealbHOM Mupe». ['pynma
uccienoBareneil U3 BennkoOputaHuM cpaBHUBAJIA YPOBHU MPUBEPKEHHOCTH K JICYEHUIO COTJIACHO
COOCTBEHHOI1 OIIEHKE MAIMEHTOB U 10 COOOIIEHUSIM Bpayeld, a Takke (haKTUIECKYIO TPUBEPKEHHOCTD
MIPU KMCIIOJIb30BAaHUM JIEKTPOHHOTO MOHUTOPHHIA C TIOMOIIBIO HeOynai3epHoi cuctembl 1-Neb*® u
MoKazasia, YTo MeuaHa (haKTHIeCKOW MPUBEPKEHHOCTH MO pe3ysibTaram 3arpy3ok 1-Neb coctaBuia
Bcero 36 % no cpaBHeHMo ¢ 80 % MO OLEHKE MPUBEPKEHHOCTU caMUMM nanueHtamu. HenaBHue
JaHHBIE 110 MTOBTOPHOMY 3arlOJIHEHUIO HeOY/Iaii3epoB, MOTy4YeHHbIe B X0e APYroro MCCIeI0BaHus,
TMOKa3aJId, YTO Y MAIMEHTOB C BHICOKOW MPUBEPKEHHOCTHIO K JICUCHUI0 aHTHOMOTUKAMM C TIOMOIIBIO
HeOy/ai3epa HaOMIIaI0Ch 3HAUMMOE COKPAIIeHUE YMCIIa TOCTIUTATIM3AINI 110 CPAaBHEHHIO C CYOb-
eKTaMH ¢ OoJiee HU3KOM MPUBEPKEHHOCTBIO, UTO JIEMOHCTPHUPYET IOJIb3y B pEasibHBIX YCIOBUSX .
OpHako CyIIecCTBEHHbIMU SIBJISIIOTCSI 3aTPaThl BPEMEHH, CBSI3aHHbIE C TOCTATOYHOU MPUBEP:KEHHO-
CTBIO K JieueHMIO: B HelaBHeM uccienoBanuu B CIIA cpenHee Bpemsi, 3aTpaueHHOE Ha BBITIOJHEHNE
MpoLeyp B JIeHb (MCKJIIOYasi OUMCTKY), cOCTaBsio 108 MUHYT, eci MaleHThl BBIMOMHSIIN BCe
Ha3HayeHus>!.

JI71s1 manueHTa sIBJisieTcsl poOIeMOol COOIIoIeHHe BCeX JieueOHbIX Ha3HAUYEHUH C T1eJTbI0 MaK-
CHMAJILHO YBEJIMYUTh INAHCHI OJAronpusATHOrO ucxona 3adoneBanusl. CrielUaivucThl, TPeIOCTaBIIs-
I0LI[1e MEIUIIMHCKUE YCIIYTH, U MPAKTUKYIOIIME Bpauu JOKHBI OAAEP:KUBATh 3TU YCHIIUS U, TIPU
HAJIMYUU BO3MOXKHOCTH, MIEPEXOUThH K CCTeMaM JIOCTABKH U JIeKapcTBEHHbIM hopmaM (Harpumep,
CYXMM TIOPOIIIKaM), KOTOpPBIe CBOIAT K MUHUMYMY BpeMsi, HEOOXOIMMOE Ha JiedeHue, |, CJIelioBa-
TeJIbHO, HArpy3Ky Ha narmenTa. CUcTeMbl OBICTPOH JOCTABKIY 22334 SBJISIIOTCS MHOTOOOCIIAIOIIMH, 1

46 Ramsey BW, Pepe MS, QuanJM, et al. Intermittent administration of inhaled tobramycin in patients with cystic fibrosis. Cystic
Fibrosis Inhaled Tobramycin Study Group. N Engl J Med 1999; 340: 23-30.

47 Elkins MR, Robinson M, Rose BR, et al. A controlled trial of long-term inhaled hypertonic saline in patients with cystic fibrosis.
N Engl J Med 2006; 354: 229-10.

*8 OermannCM, Retsch BogartGZ, Quittner AL, et al. An 18 month study of the safety and efficacy of repeated courses of inhaled
aztreonam lysine in cystic fibrosis. Pediatr Pulmonol 2010; 45: 1121-34.

4 Daniels T, Goodacre L, Sutton C, et al. Accurate assessment of adherence: self-report and clinician report vs electronic
monitoring of nebulizers. Chest 2011; 140: 425-32.

30 Briesacher BA, Quittner AL, Saiman L, et al. Adherence with tobramycin inhaled solution and health care utilization. BMC
Pulm Med 2011; 11: 5.

3! Sawicki GS, Sellers DE, Robinson WM. High treatment burden in adults with cystic fibrosis: challenges to disease self-
management. J Cyst Fibros 2009; 8: 91-6.

52 OermannCM, Retsch BogartGZ, Quittner AL, et al. An 18 month study of the safety and efficacy of repeated courses of inhaled
aztreonam lysine in cystic fibrosis. Pediatr Pulmonol 2010; 45: 1121-34.

53 Schuster A, Haliburn C, Doring G, et al. Safety, efficacy and convenience of colistimethate sodium dry powder for inhalation
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JaHHBIE, IOy YeHHbIE U3 peaTbHOM MPAKTUKH, IOATBEPKAAIOT CBSA3b MEXKY YCTOMIMBOM MPUBEPKEH-
HOCTBIO K JIeYeHHUIO U ero a(pdekTuBHOCTHIO . HOBOI TipobieMoii i1 manueHToB ¢ MB u MmeauivH-
CKOT'0 IePCOHAa, OKA3bIBAIOIIETO TIOMOIIIb, SIBJISIETCS MOJIEPKKA ITUX YCUIIUN B YCJIOBUSIX, KOTIA Y
HEKOTOPBIX MAIIeHTOB MOKET HAOMOAAThCSI OTHOCUTEIBHO MEHbBIIIE CUMITTOMOB.

3.2. BoccranoBienne pynxknuu CFTR

Boccranosnenue pynkumu CFTR HalelneHo ckopee Ha IIPUYKHY, Jiekalnylo B ocHoBe MB, uem
Ha TOCJEACTBUS, U ocTaeTcsl «CBAThIM ['paanem» Tepanuu MB. Jlo HejaBHEro BpeMeHH 3TO SABJIS-
JIOCh OCHOBHOM 1IeJTbI0 HccieioBanmii*®y’. OHaKo MOsIBIEHUE MEPCOHATN3MPOBAHHBIX (hapMaKoJIo-
T'MYECKHX MOTEHIIMATOPOB U KOppeKTopoB CFTR°%, ocHoBaHHBIX Ha reHoTHnie CFTR, OTKpHIBAeT
3aMeyvaTesIbHbIE HOBbIE BOZMOKHOCTH ISl BCEX MalUeHToB ¢ MB.

MBakacdrop npencrapiser coOOM HOBBIA KJIacc JIEKAPCTBEHHBIX MPENaparoB (MOAY/ISATOPOB
CFTR), KOTOpHIY HEJaBHO ObLI JIMIIEH3MPOBAH BO MHOTMX PErMOHax AJIs JiedeHHsl naiyeHToB ¢ MB,
BO3pAcT KOTOPBIX COCTABJIAET O JIET M CTAapUIe U Y KOTOPbIX UMEETCS N0 KpaHel Mepe OJHa KOIUs
«gating» («BOpOTHOW») MyTaiu G551D%'%? i ogHa U3 BOCBMU APYrux mytaiui (He-G551 D-
gating-mymayuii)®*. B kpynHom 48-HeenbHOM paHIOMU3HMPOBAHHOM KOHTPOJIMPYEMOM HCTIBITAHUH,
MPOBEJEHHOM cpeay naureHToB ¢ MB B Bo3pacte 12 niet u crapiie ¢ o kpainHei Mmepe OJHOM KOIUen
myTarmu G551D, HaOmo#anoch yBeIMUeHNe CPeHero abCOoMOTHOrO 3HaYeHnsT o0bema (opcupo-
BaHHOro BbIoXa 3a 1 cekynay (FEV,) Ha 10,6 % ot nporHo3upyemoro®. AHaOrn4IHble pe3yJbTaThl
OBUIN MOy YeHbI MO3XKe B APYTHX KOroprax®3®. Bo BceM Mupe 3T0 MpHHECET NOb3y MPUMEpHO 5 %
OT Bcex nanueHToB ¢ MB, npu aTom comtacHo oueHke 310 cnpaseaanso 111 2000 naiueHToB B BO3-
pacrte 6 JIET U cTapuie, SABJISIOIIMXCSA HOCUTEISIMU 110 MEHbILIEN Mepe OHOW Konmuu MyTtatmu G551D,
u mig 400 maumeHToOB B Bo3pacte 6 JIET M cTapuie C M0 MeHbllIerd Mepe onHou He-G551D-gating-
mymayuii. B 1aHHOI Koropre KJoueBoy siBjsercs npodsieMa NnoaaepkaHus YCTOMUMBON KJIMHUYe-
CKOM 3(ppeKTUBHOCTH, OE30MACHOCTH M PE3YJIbTATUBHOCTH. JlaHHBIE HETAaBHO MTPOBEAEHHOTO KJIMHHU-

(Colobreathe DPI) in patients with cystic fibrosis: a randomised study. Thorax 2013; 68: 344-50.

4 Konstan MW, Flume PA, Kappler M, et al. Safety, efficacy and convenience of tobramycin inhalation powder in cystic fibrosis
patients: The EAGER trial. J Cyst Fibros 2011: 10:54-61.

55 Harrison M, McCarthy M, Fleming C, et al. Inhaled versus nebulised tobramycin: a real world comparison in adult cystic fibrosis
(CF). J Cyst Fibros 2014; 13: 692-8.

36 DaviesJC, Geddes DM, Alton EW. Gene therapy for cystic fibrosis. ] Gene Med 2001; 3: 409-17

57 Ferrari S, Geddes DM, Alton EW. Barriers to and new approaches for gene therapy and gene delivery in cystic fibrosis. Adv
Drug Deliv Rev 2002; 54: 1373-93.

58 Ramsey BW, Davies J, McElvaney NG, et al. A CFTR potentiator in patients with cystic fibrosis and the G551D mutation.
N Engl J Med 2011; 365: 1663-72.

% DaviesJC, Wainwright CE, Canny GJ, et al. Efficacy and safety of ivacaftor in patients aged 6 to 11 years with cystic fibrosis
with a G551D mutation. Am J Respir Crit Care Med 2013; 187: 1219-25.

60 Boyle MP, Bell SC, Konstan MW, et al. A CFTR corrector (luma-caftor) and a CFTR potentiator (ivacaftor) for treatment
of patients with cystic fibrosis who have a 508del CFTR mutation: a phase 2 randomised controlled trial. Lancet Respir Med 2014;
2:527-38.

ol Ramsey BW, Davies J, McElvaney NG, et al. A CFTR potentiator in patients with cystic fibrosis and the G551D mutation.
N Engl J Med 2011; 365: 1663-72.

%2 DaviesJC, Wainwright CE, Canny GJ, et al. Efficacy and safety of ivacaftor in patients aged 6 to 11 years with cystic fibrosis
with a G551D mutation. Am J Respir Crit Care Med 2013; 187: 1219-25.

% De Boeck K, Munck A, Walker S, et al. The effect of ivacaftor, a CFTR potentiator, in patients with cystic fibrosis and a non-
G551D-CFTR gating mutation, the KONNECTION study. J Cyst Fibros 2014; 13: S1.

64 Ramsey BW, Davies J, McElvaney NG, et al. A CFTR potentiator in patients with cystic fibrosis and the G551D mutation.
N Engl J Med 2011; 365: 1663-72.

%5 DaviesJC, Wainwright CE, Canny GJ, et al. Efficacy and safety of ivacaftor in patients aged 6 to 11 years with cystic fibrosis
with a G551D mutation. Am J Respir Crit Care Med 2013; 187: 1219-25.

% De Boeck K, Munck A, Walker S, et al. The effect of ivacaftor, a CFTR potentiator, in patients with cystic fibrosis and a non-
G551D-CFTR gating mutation, the KONNECTION study. J Cyst Fibros 2014; 13: S1.
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YECKOTO UCIIBITAaHUSI TIOKA3aIM YCTOMUYMBHIN 3(peKT, coxpaHsiomuiics 10 144 nenens®’; cBenenus
U3 peasibHOM MPAKTUKN MHOTHX [IEHTPOB TaKXke MPOJEMOHCTPUPOBAIIN YCTONUMBBIE MTOJIOKUTETbHBIE
3 pexrThI*8 70,

Hecmotpsi Ha mpopBukeHue Bepen, mpodieMbl octaoTcs. Hampumvep, KOHIENIMs «HeHa-
palyBaHus» APYTUX BHUIOB JieueHUs Obla Obl OYEHb XOPOIIO BOCIPHHSTA MAIIMEHTAMU, a TaKke
MEIUIMHCKMMU paOOTHUKAaMH, HO B HacTosiiiee BpeMs 3(P(eKTUBHOCTb TOr0 Heu3BeCcTHA. Mexk-
JIEKapCTBEHHOE B3aMMOJCHICTBUE SIBJISIETCS] BAKHOM PA3BUBAIOMICHCS OOJNACTHIO, MMOCKOJIBKY OJHO-
BpPEMEHHOE Ha3HAueHHe MBaKa(pTopa ¢ CHIIbHBIMU UHTUOUTOpaMu wim uHayktopamu CYP3A (dep-
MEHTBI, YYacCTBYIOIE B MeTa00Iu3Me KCEHOOMOTHUKOB) COOTBETCTBEHHO 3HAYMTENILHO TOBBIIIACT
WIA CHWXAeT YPOBHHM CHUCTEMHOro Bo3jeiicTBUs mBakadropa’!. K manmenram 6e3 gating-myta-
Wi ele MPeICcTOUT pa3padoTaTh MEePCOHATM3MPOBAHHBIN MOAXO0, a IPOTUBOPEUMBBIE PE3Y/IbTATHI
MOPOJKIAIOT BaKHBIE BOIPOCH 2’3, KITIOYEBBIM U3 KOTOPBIX SIBJISIETCS TO, KaK CIIEMATNCTbI, OKa3bIBa-
IOIIMe MEITUIMHCKIE YCIIYTH, OLIEHUBAIOT M PETYIUPYIOT OKUJIAHUS TAIIEHTOB B OTHOIIEHUU THUX
JIe4eOHBIX CPE/CTB.

3.3. YeTONYHUBOCTH K JIEKAPCTBaM U BO3HHUKAaIONUe HH(QeKInu

B nonynsanmsax B3poCibIX JIIOAEH BO3pACTAaeT 4acToTa CIyyaeB YCTOMYMBOCTH K aHTMOMOTH-
Kam’4’3, 1 CBSI3aHHBIE C STUM TOKCUYHOCTb, HETIEPEHOCUMOCTb W/WJIH aJUIEPrusi IPEACTABIISIOT COO0M
npoOJeMbl, TpHOOpeTaloIe Bee OOJbliee 3HAYCHHUE IS MEJUIMHCKUX padoTHHKOB 7. Kpome
TOTO, MHOTHE CPEeJCTBA [Is JUTMTEILHOM Teparyy paHee N3y4alnuch TAKUM 00pa3oM WM B TO BpeMs,
koraa 3¢ deKT 10OaBICHNUS THX ITPENapaToB K CYIIECTBYIOIMM JIEKApCTBaM He OLIEHUBAJICS, 4 TAKKE
elre He/IOCTAaTOYHO U3YYEeHBI TOTEHIMAIbHBIE MEKJIEKapCTBEHHBIE B3anmMozeiicTeus 87, [Ipearnonara-
€TCsl, YTO JIOTIOIHUTEJIbHBIE ITPenapaThl MOI'YT OKa3aTh JONOJHUTEIbHBIE TIOJIOKUTEIbHBIE I(PDEKTHI.
OpnHako He/laBHEE PETPOCIEKTUBHOE UCCIIEIOBaHNUE, B KOTOPOM M3Y4ajioch BO3MOKHOE B3aUMOJIEH-
CTBUE MEX/y UHTAISLIMOHHBIM TOOPAMHULIMHOM M OPaJIbHBIM a3UTPOMMLIMHOM, MIOKA3aJI0 CHUKEHHE

7 McKone E, Borowitz D, Drevinek R et al. Long-term safety and efficacy of ivacaftor in patients with cystic fibrosis who have
the Gly551Asp-CFTR mutation: a phase 3, open-label extension study (PERSIST). Lancet Respir Med 2014; 2: 902-10.

% Rowe SM, Heltshe SL, Gonska X et al. Clinical mechanism of the cystic fibrosis transmembrane conductance regulator
potentiator ivacaftor in G557D-mediated cystic fibrosis. Am J Respir Crit Care Med 2014; 190: 175-84.

9 Barry PJ, Plant BJ, Nair A, et al. Effects of ivacaftor in cystic fibrosis patients who carry the G551D mutation and have severe
lung disease. Chest 2014; 146: 152-8.

7 Harrison MJ, Murphy DM, Plant BJ. Ivacaftor in a G557D homozygote with cystic fibrosis. N Engl ] Med 2013; 369: 1280-2.

TEMA. Kalydeco (Ivacaftor) assessment report. Secondary Kalydeco (Ivacaftor) assessment report, http://www.ema.europa.eu/
docs/en_GB/document_library/EPAR _-_Public_assessment_report/human/002494/WC500130766.pdf — 28 July 2014.

72 Boyle MP, Bell SC, Konstan MW, et al. A CFTR corrector (luma-caftor) and a CFTR potentiator (ivacaftor) for treatment
of patients with cystic fibrosis who have a 508del CFTR mutation: a phase 2 randomised controlled trial. Lancet Respir Med 2014;
2:527-38.

73 MossRB, Flume PA, EibornJS,et al. WS23.6 Ivacaftor treatment in patients with cystic fibrosis who have an R117H-CFTR
mutation, the KONDUCT study. J Cyst Fibros 2014; 13: S44.

4 Hodson ME, Simmonds NJ, Warwick WJ, et al. An international/ multicentre report on patients with cystic fibrosis (CF) over
the age of 40 years. J Cyst Fibros 2008; 7: 537-42.

75 Simmonds NJ, Cullinan R Hodson ME. Growing old with cystic fibrosis — the characteristics of long-term survivors of cystic
fibrosis. Respir Med 2009; 103: 629-35.

76 Burrows JA, Nissen LM, Kirkpatrick CM, et al. Beta-lactam allergy in adults with cystic fibrosis. J Cyst Fibros 2007; 6: 297-303.

"7 Whitaker P, Naisbitt D, Peckham D. Nonimmediate beta-lactam reactions in patients with cystic fibrosis. Curr Opin Allergy
Clin Immunol 2012;12:369-75.

78 Saiman L, Marshall BC, Mayer-Hamblett N, et al. Azithromycin in patients with cystic fibrosis chronically infected with
Pseudomonas aeruginosa: a randomized controlled trial. JAMA 2003; 290: 1749-56.
» Ramsey BW, Pepe MS, QuanJM, et al. Intermittent administration of inhaled tobramycin in patients with cystic fibrosis. N
Engl J Med 1999; 340: 23-30.
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3(pHeKTUBHOCTH U MOCTABUJIO BaXKHbIE BOMPOCHl Ha Oymymiee®. B atoit o6nactu HeoOXxoquma Jaib-
Heiimas padora.

[Tpu MB u3MeHsieTcs1 CTeTieHb CIIOKHOCTH 3a00sieBaHus. B pe3ynbTare 3a/iep KU pOrpeccu-
POBaHMsI MHOTHX KJIMHUYECKUX MPOsIBJIeHNIT MB mareHTsl CTaIKUBAIOTCS ¢ MpoOIeMaMu B pa3Hble
WJIM TO3]JHUE TIEPUOJIBI CBOEH KU3HU. ATPECCUBHbBIE CTpAaTeruu dpajukaivu R. aeruginosa OTcpo-
YUJIM BpeMsl pa3BUTHUsI XPOHMUYECKOW MH(EKIMU, U Bce OOJbIlee YKMCIO MOJIOABIX JIOACH Mepexo-
AT U3 MEIUaTPUIEeCKUX MEJULMHCKUX YUpexkIEHU BO B3pocibie 6e3 MH(MEKIINH, BHI3BAHHOU P.
aeruginosa. BaxHo, 4ToObl B3pOCIIbIEe MAIMEHTHl U CHEIUATHUCThI, OKA3bIBAIOIINE UM MEJULIMHCKYIO
MIOMOIIIb, TIPOAOIKATN KOHTPOIMPOBATh MH(HUIIMPOBAHUE HOBHIMU MATOT€HHBIMH MHKPOOpPraHH3-
MaM{ ¥ CBOEBPEMEHHO HAYMHAJM TPOTOKOJIB dpagukanuu®!. OIHAKO caMOCTOSTENbHBINA padoTaio-
IU# B3pOCbid ¢ MB —3T0 He TO ke, YTO 3aBUCHMBIN PeOEHOK, MX OTPEOHOCTH B MOJJIEPKKE, LIEJU 1
00s13aHHOCTH TIOTEHIIMATBHO pa3HsTcs. [IpuoputeTHON 3aqaueii Ha Oyayliee sSBIseTCs AaTbHenIas
paboTa 1o ornpe/eIeHHII0 HAaMTy YIINX WK HanOoJee MOAXOASIIHX MOJXO0I0B K 9pauKalii, MOHUTO-
PUHTY U JICYEHUIO B OTHOIIEHUH JAHHOH YBETMUMBAIOIIECHCS MOMYJISIIH B3POCIBbIX MAIIMEHTOB. XOTs
TMOSIBJICHUE STOW KOTOPTHI, «CBOOOIHOM OT Pseudomonas», siBisieTcst OONBIIMM JTOCTHKEHUEM, BaXk-
HBIMH TPOOJIEMaMU OCTAIOTCS] YCTOWYMBOCTh K aHTHOMOTUKAM®?8? 1 nH(UIIMpOoBaHKe JpyrMU NaTo-
TeHHBIMU MUKPOOPraHM3MaMH, BKJIIOUas YBEJIMUSHUE PACIPOCTPAaHEHHOCTH MH(EKIMHY, BHI3BBAHHOM
HEeTyOepKyJIe3HBIMU MUKOOAKTepUsAMH U, B YacTHOCTU, Mycobacterium abscessus®*®>. Tlocnencteus
COBPEMEHHOH MPAaKTUKU MPUMEHEHUs] aHTUOMOTHUKOB HEOOXOAMMO MOCTOSIHHO KOHTPOJIMPOBATh .
HenagHo nomyuyeHHbIe JaHHBIE MTO3BOJISIOT MPEATOaraTh BO3MOKHYIO Tiepejady HEKOTOPBIX IITaM-
MOB M. abscessus OT OIHOTO YeJIOBEKa K JPYroMy, UTO MOKA3bIBAET BAXKHOCTh HEMTPEPHIBHOM OIIEHKH U
MOBTOPHOU OIIEHKU MPAKTUK CErperaiuy CrelualvicTOB, OKa3bIBAIOIIUX MEAUITMHCKYIO TIOMOIII 3788,

3.4. dkcTpanyibMOHAJbHbIE 0CJIOKHEHUS

DKCTpanyIbMOHAIBHBIE MTposiBieHs] MB mpezcTaBisior co6oii npodnemy, MpuoOpeTaoIyio
Bce OoJbliiee 3HayeHue (puc. 3), MOCKOJbKY 3a00J1€BaHNsl, CBS3aHHbIE C B3POCJICHUEM, HAKJIa/IbIBa-
I0TCSI Ha «TPaJULIHOHHBIe» OCIOKHEeHHsI MB, TONIOIHUTEIBHO YCIOKHSSI TOTPEOHOCTU B JISUSHUN ™.
11 BONpock 6oree NOAPOOHO 00CYKAAIOTCS B TIOCIIELYIOIIUX I71aBax, HO HIKE MPE/ICTaBIIeH 0030p
CBSI3aHHBIX C HUMH TpoOieM. PacripocTpaHeHHOCTh MHOTMX SKCTPAITyJIbMOHAJIBHBIX OCJIOKHEHUH
yBeNIMUMBaeTcs ¢ BozpactoM. Hampumep, quader B komruiekce ¢ MB (JIMB) pasBuBaercs y 27—

80 Nick JA, Moskowitz SM, Chmiel JF et al. Azithromycin may antagonize inhaled tobramycin when targeting Pseudomonas
aeruginosa in cystic fibrosis. Ann Am Thorac Soc 2014; 11: 342-50.

81 Doring G, Flume P, Heijerman H, et al. Treatment of lung infection in patients with cystic fibrosis: current and future strategies.
J Cyst Fibros 2012; 11:461-79.

82 Hodson ME, Simmonds NJ, Warwick WJ, et al. An international/ multicentre report on patients with cystic fibrosis (CF) over
the age of 40 years. J Cyst Fibros 2008; 7: 537-42.

83 Simmonds NJ, Cullinan R Hodson ME. Growing old with cystic fibrosis — the characteristics of long-term survivors of cystic
fibrosis. Respir Med 2009; 103: 629-35.

84 Catherinot E, Roux A-L, Vibet M-A, et al. Mycobacterium avium and Mycobacterium abscessus complex target distinct cystic
fibrosis patient subpopulations. J Cyst Fibros 2013; 12: 74-80.

85 Janice M. Leung, Kenneth N. Olivier. Nontuberculous mycobacteria in patients with cystic fibrosis. Semin Respir Crit Care
Med 2013; 34:124-134.

8 Renna M, Schaffner C, Brown K, et al. Azithromycin blocks autophagy and may predispose cystic fibrosis patients to
mycobacterial infection. J Clin Invest 2011; 121:3554-63.

87 Aitken ML, Limaye A, Pottinger P, et al. Respiratory outbreak of Mycobacterium abscessus subspecies massiliense in a lung
transplant and cystic fibrosis center. Am J Respir Crit Care Med 2012; 185:231-2.

88 Bryant JM,Grogono DM, Greaves D, et al. Whole-genome sequencing to identify transmission of Mycobacterium abscessus
between patients with cystic fibrosis: a retrospective cohort study. Lancet 2013; 381: 1551-60.

8 Plant BJ,GossCH, Plant WD, et al. Management of comorbidities in older patients with cystic fibrosis. Lancet Resp Med 2013;
1: 164-74.
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52 % B3pocisix B Bo3pacte crapiie 40 ner®®!?2, [IMB accorunpoBaH ¢ 0ojee HeOIaronpusTHHIMU
ucxogaMu***495% 1 ro cyTH SIBJIsIeTCS] HE3aBUCUMBIM MPEUKTOPOM cMepTHOCTH 7%, MoryT pa3Bu-
BaThCsl MUKPOCOCYAUCTBIE OCJIOKHEHUs1, Hanpumep, Hedpponatus M Hefporatus (00braHO uepe3 10
net nocie Hayana [IMB), 1 XOTs OHU SABJISIIOTCS PEIKUMHU, TOSIBIISIETCS] BCe OOJIbIIe COOOIIECHHUIA O
MaKpPOCOCYAUCTBIX OCJTIOKHEHHSIX, KOTOPbIE IOTEHIIMAILHO MOTYT CTAHOBUTHCS BCE 0OJiee YaCThIMU
B TIOMYJISILIMY CTApeIoNuX naryeHTos ¢ MB 1%,

3aboneBanue neueHu, odycnorieHHoe MB (3[IMB), npencrasisier co00il TPyIHYIO TEMY.
XOTs CyIIECTBYIOT AaHHbIE, YKasblawolye Ha 1o, uto 3[IMB He pa3BuBaercsi de novo y B3pocibIx
0e3 mpeBapuTeIFHOTO MPOsIBIeHUs O0Je3HH %!, mMeeTcs Bce OOJIbIIe CBUAETENBCTB, MOATBEPIK/IAI0-
mux Koppensiuuio Mesxay 3[IMB 1 MoBBIITIEHHBIM PUCKOM CMepTHOCTH 102103104,

Yacrora xponudeckoit 6omne3nu mouek (XBII) yBenmumBaeTcs ¢ Bo3pacToM, 3a00jieBaHKe
HaOJIOIaeTCs MPEUMYIIEecTBeHHO Yy B3pocibix %1%, Puck XBIT ynBanBaercst ¢ KaabIM MOCIERYI0-
UM JeCATHIIETHEM KU3HU. Y nanueHToB ¢ XBIT 0ObYHO Takske oTMevaeTcs Xyamiast (pyHKIIMs JieT-
Kux!%7,

PacrnipoctpanenHocTs ocreonoposa npu MB yBennunBaetcs ¢ BozpactoMm (puc. 3), XOTsl UHTe-
PECHO TO, YTO, TIO-BUIMMOMY, BBISIBJIIEMOCTh €70 CHIKAETCsI CO BpEMEHEM BO BCEl OMYJISAIMY Mall-
entoB ¢ MB. [TockonpKy y narenToB ¢ MB 1o cpaBHEHMIO CO 30POBBIMUA KOHTPOJIBHBIMU CYObEK-
TaMU HaOJTI0/IaeTCsl Takke OoJiee BHICOKAs YacTOTa MEepesioMOB, CBSI3aHHBIX C OCTEONOPO30M, BAKHOE
3HAUYEeHUe UMEIOT CKPUHHHT U paHee JICUeHHUe 0CTeornopo3a %,
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92 Moran A, Becker D, Casella SJ, et al. Epidemiology, pathophysiology, and prognostic implications of cystic fibrosis-related
diabetes: a technical review. Diabetes Care 2010;33:2677-83.
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prognostic factor associated with death or lung transplantation. J Hepatol 2011; 55: 1377-82.
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BospacT (roapi)

Puc. 3. PacripocTpaHeHHOCTh SKCTpamyJbMOHATIBHBIX OCIOKHEHU B 3aBUCUMOCTU OT BO3-
pacra, nansble u3 Perucrpa nauuentoB ®onna mykosucimaosa (CFFPR) ¢ HekoTopbiMu M3MEHEHH-
ssvu (manabie o CIIA; Bocripou3sBeieHO ¢ pasperiieHus u3narenbcTa Elsevier %)

Puck nosiBieHus 310KaueCTBEHHBIX HOBOOOPA30BAHWI B MOMYJISIIUSX «3JOPOBBIX» JIOEH C
BO3pacToM yBenmnunaetrcs''®. B uccnenoBanusax MB ncnons30Banoch cTaHAapTU30BaHHOE OTHOIIIE-
Hie 3a0oneBaeMoct (SIR), KOTOpOE SBNISIETCS OTHOIIEHHEM HaOMIOAaeMOl YacTOTHl OHKOJIOTMYe-
CKHX 3a00JIeBaHUI K OKUIAEMOH 4acToTe B KOTOpPTE, C SKCTPANOJIALMEH JaHHBIX U3 TeHepaIbHOM
nonyasauud. CoBpeMeHHbIE JaHHble MOKA3bIBAIOT 3HAYMMOE MOBBIILIEHWE PUCKA 3JI0KAYE€CTBEHHBIX
HOBOOOPa30BaHUI KeNyJouHO-KHIIeuHoro Tpakra mpu MB (SIR 3,5)!!!. Hame monnmanue Koppe-
JISILMY ¢ BO3PAcTOM NOCTENEeHHO yrinyosnsercs. [leppoHayanbHble AaHHbIE 32 10-1eTHUI nepuon yKa-
3bIBaJIM Ha TOBBIILIEHUE PUCKA Pa3BUTHUSA 3JI0KAYECTBEHHBIX OMyXOJIel MUILEBAPUTEIBHOTO TPAKTA C
BO3pPAacTOM, OJHAKO OOBbEAMHEHHBIE Pe3y/IbTaThl HaOMoneH s B TedyeHne 20 JieT mponeMOHCTPHPO-
Basy, 4To SIR 3HaUMMO He pazaMyaeTcs B pa3HbIX BO3PACTHBIX IPYIIaxX B3pOCbX (xoTs1 Oonee 60 %
BCEX HAOMIOIABIIMXCS 37I0KAYECTBEHHBIX OITyXOJIeH XKeTyAOUYHO-KUIIEYHOTO TPaKTa ObLIM OIHCAHBI
y IalyeHToB B Bo3pacte crapiue 40 sier).

Kak cneacrtBue, pernieHre o ToM, KOrja ¥ Kak HUCCJIEA0BATh BO3MOXKHYIO MaTOJOTUIO KHUINEY-
HHKa, IPEICTaBIIsIeT COOO0H CIOKHYIO KIIMHUYECKYI0 TruneMmy 2. B HacTosiiee BpeMsi UMeIoTCs ITpo-
TUBOPEUMBBIE JAHHBIE O TOM, cO3JaeT Jii MB INOBBIIEHHBIN PUCK 3/I0KAYECTBEHHBIX OIYXOJIeH B
JIOKQJIM3AIMSIX, OTIMYHBIX OT KeJTyJOYHO-KHUIIeuHoro tpakra '35y 9-30 % narmentoB ¢ MB
HaOJTIOIAI0TCS TPEBOKHOCTD U JIENPECCH 1, KOTOPBIE Yallle BOZHUKAIOT y B3POCIIBIX, YeM Y AeTel C 3TOi

109 Quon BS, Aitken ML. Cystic fibrosis: what to expect now in the early adult years. Paediatr Respir Rev 2012; 13:206-14.

110 Bray F, Moller B. Predicting the future burden of cancer. Nat Rev Cancer 2006; 6: 63-74.

! Maisonneuve R Marshall BC, Knapp EA, et al. Cancer risk in cystic fibrosis: a 20-year nationwide study from the United
States. J Natl Cancer Inst 2013; 105: 122-9.

12 Smith DJ, Anderson GJ, Lamont IL, et al. Accurate assessment of systemic iron status in cystic fibrosis will avoid the hazards
of inappropriate iron supplementation. J Cyst Fibros 2013; 12: 303-4.

13 Neglia JP, FitzSimmons SC, Maisonneuve P, et al. The risk of cancer among patients with cystic fibrosis. Cystic Fibrosis and
Cancer Study Group. N Engl J Med 1995; 332: 494-9.

114 Maisonneuve P, FitzSimmons SC, Neglia JP, et al. Cancer risk in nontransplanted and transplanted cystic fibrosis patients:
a 10-year study. J Natl Cancer Inst 2003; 95: 381-7

15 johannesson M, Askling J, Montgomery SM, et al. Cancer risk among patients with cystic fibrosis and their first-degree
relatives. Int J Cancer 2009; 125: 2953-6.
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6one3npi0! %17, YV cyObeKTOB ¢ TPEeBOKHOCTBIO /WM enpeccueit Ooliee BEpOSTHbI HAIMYKE OCTPO
OIIYIIIAEMOr0 TSKEJIOro OpeMeHH u3-3a OoJie3HH, cadasi MPUBEPKEHHOCTh K JICUYCHUIO U 4YacToe
TOJIb30BaHME MEAUIIMHCKUMHU yciyramu '8, Kpome Toro, mokasaHo, 4to TPEBOKHOCTb M JICTIPECCHS
KOppeaupyIoT ¢ (byHKIMEH JITKUX U 9aCTOTOM 000CTpeHuit jerounoro 3adoneBanus '°12°, CoorseT-
CTBEHHO, 3TO MOJYEPKHUBACT HEOOXOIMMOCTh COBEPIIICHCTBOBAHMSI CTPATEruil paHHETO BbISBJICHUS U
JIe4eHU s [ICUXOJIOTMYECKOH TaTOJIOrHU.

3.5. Ipyrue npooJieMbl

Cy1mecTByer psij Ipyrux BaKHBIX M pa3HOOOPA3HBIX MTPOOJIEM, C KOTOPBIMU MOTYT CTOJIKHYThCSI
MAIMEHTBI, €CJIM MPOAOKUTEIBHOCTD VX KM3HH YBEJINIMBACTCS, M JUANA30H KOTOPHIX TPOCTHPAETCS
OT CJIOKHOCTEH, CBSI3aHHBIX C TPAHCIUIAHTALIMEH, 10 COLMAIBHBIX BOITPOCOB. DTH MPOOIEMbI OyIyT
o0cyxaaTbcst Oosee mogpoOHO B MOCIEAYIONIMX IJIaBaX, HO MX KPAaTKU 0030p Mpe/ICTaBIeH 31eCh.

MomMmeHT, Korga naijeHTa CjefyeT HalpaBUTh Ha TPAHCIUIAHTALMIO JIETKOTO, HEOOXOIMMO
PEeryJIsipHO AaHATM3MPOBATh U TIEPECMATPUBATH C YYETOM PACIIHPSIOIINXCS BOSMOKHOCTEN Teparty,
NpeX/ie YeM 3Ta CTaaus OyeT JOCTUIHYTa. XOTsI TPOrHOCTUYECKOEe MOEIMPOBAHNE BHIKMBAEMOCTH
SIBJISIETCS TIOJIE3HBIM, OHO JJOJDKHO OBITh AMHamMu4YecKuMm 21122, Ha TpaIMIMOHHOE MBIIIIEHHUE 3HAYH-
TEJIbHO TOBJIUSIIA KPUTUYECKasl CTaThsl, HarmMcaHHasi Oonee 20 JieT Ha3a/l, B KOTOPOi cOOOIIAIOCh O
MeMaHe MPOAOKUTEILHOCTY KU3HH, paBHOH 2 roiaM y nauueHToB ¢ FEV 1, coctaBisBieil MmeHee
30 % ot pomxHoro 3HayeHus 2. Tlocne 3Toro, B 310Xy COBPEMEHHOTO JICUeHHs], APYroe OIHOIICH-
TPOBOE UCCJIEAOBAHUE MTOKA3AJI0 PAIMKAIbHOE YBEJTMUYEHUE MTPOJOJIKUTENBHOCTH KHU3HU ¢ 13 Mecs-
1eB 10 5,3 nier!?* B qaHHOM Koropte. PaBHBIM 00pa3oM B 3TOT MEpHO MMEIH MECTO yBEJIMUEHUE pac-
MPOCTPAHEHHOCTH YCTOMYMBOCTH K aHTHOMOTHKAM 2312, 3a6oneBaHus movek '”’ u nH(pUIIMpOBaHe
HOBBIMH [TATOT€HHBIMI MUKPOOPraHM3MamHu '8 B KOHEUHOM CTaiuK OOJIE3HH, CO3/AIOIINE OTACIbHBIC
npoOJIeMbl IPH IPOBE/ICHUH TPaHCIUIAHTAIMK. Takum oO0pa3oM, B HacTosiee BpeMsi HeOOXOAMMO
HanbpHeiIee MOIeIMpOBaHNEe BbUKMBAEMOCTH ISl YCTAHOBJICHHUST ONITUMAJIBHOTO MTPOMEKYTKA Bpe-
MEHHU [IJ1s1 HalpaBJIeH!sI Ha TPaHCIUIAHTAIHIO 1.

16 ploessl C, Pettit RS, Donaldson J. Prevalence of depression and antidepressant therapy use in a pediatric cystic fibrosis
population. Ann Pharmacother 2014; 48: 488-93.

7 Riekert KA, Bartlett SJ, Boyle MP, et al. The association between depression, lung function, and health-related quality of life
among adults with cystic fibrosis. Chest 2007; 132: 231-7.

18 DiMatteo MR, Lepper HS, Croghan TW. Depression is a risk factor for noncompliance with medical treatment: metaanalysis
of the effects of anxiety and depression on patient adherence. Arch Intern Med 2000; 160: 2101-7.

119 ploessl C, Pettit RS, Donaldson J. Prevalence of depression and antidepressant therapy use in a pediatric cystic fibrosis
population. Ann Pharmacother 2014; 48: 488-93.

120 Rickert KA, Bartlett S, Boyle MP, et al. The association between depression, lung function, and health-related quality of life
among adults with cystic fibrosis. Chest 2007; 132: 231-7.

121 LiouTG, Adler FR, Huang D. Use of lung transplantation survival models to refine patient selection in cystic fibrosis. Am J
Respir Crit Care Med 2005; 171: 1053-9.

122 Mayer-Hamblett N, Rosenfeld M, Emerson J, et al. Developing cystic fibrosis lung transplant referral criteria using predictors
of 2-year mortality. Am J Respir Crit Care Med 2002; 166: 1550-5.

123 Kerem E, Reisman J, Corey M, et al. Prediction of mortality in patients with cystic fibrosis. N Engl J Med 1992; 326: 1187-91.

124 George PM, Banya W, Pareek N, et al. Improved survival at low lung function in cystic fibrosis: cohort study from 1990 to
2007 BMJ 2011; 342: d1008

125 Hodson ME, Simmonds NJ, Warwick WJ, et al. An international/ multicentre report on patients with cystic fibrosis (CF) over
the age of 40 years. J Cyst Fibros 2008; 7: 537-42.

126 Simmonds NJ, Cullinan R Hodson ME. Growing old with cystic fibrosis — the characteristics of long-term survivors of cystic
fibrosis. Respir Med 2009; 103: 629-35.

127 AndrieuxA, HarambatJ, BuiS, et al. Renal impairment in children with cystic fibrosis. J Cyst Fibros 2010;9:263-8.

128 Catherinot E, Roux A-L, Vibet M-A, et al. Mycobacterium avium and Mycobacterium abscessus complex target distinct cystic
fibrosis patient subpopulations. J Cyst Fibros 2013; 12: 74-80.

129 Plant BJ,GossCH, Plant WD, et al. Management of comorbidities in older patients with cystic fibrosis. Lancet Resp Med
23



. Komrektun ABTOPOB. <<ﬂ,0.‘ll"dﬂ KW3Hb C MYKOBHUCIIUAO30M>

B03MOXHOCTB CTaTh POAUTENISIMU TIPY COOTBETCTBYIOIIEM TIIATETLHOM MK IUCIIUTTMHAPHOM
TUIAHUPOBAHMH, TIOMOIIM U TECHOW COBMECTHOM paloTe aKyllepoB, PENpoOayKTOJIOTOB U Bpavei,
3aHUMaloIuxcs jeyenueM MB, He sBiisieTcs peIkol UM HepeasibHOM /1711 MHOTUX B3pociibix ¢ MB
— Kak JyIsl KeHIIWH, Tak ¥ 1 myxdanH'*’, [Toxoxe, uro GepeMeHHOCTh HE OKa3blBaeT HeOaro-
MIPUSTHOTO BJIMSTHUSL HA CPEAHECPOUYHBIC MCXOIbI Y JKEHIIWH, OCHOBAaHHBIE HA MPOTrPECCUPOBAHUN
6one3nn'*!'. OqHAKO HeJABHO MPOBEIGHHOE UCCIIEIOBAHME BBISIBUIIO OOJIBIIIEE YMCIIO TIOCEIICHNI Bpa-
Yed, CBSI3aHHBIX C OOJIE3HBIO, CTydaeB OOOCTPEHMS JIETOUHOM MATOJIOTHHM U CHYKEHUE HEKOTOPBIX
rapamMeTpoB KauecTBa KU3HU, YTO MPEATIONOKUTETBHO OTpakaeT BIMsSHUE (PU3NIECKUX U IMOIIMO-
HAJIbHBIX TIPOOJIEM B paHHUI MEpHOJ] MaTePUHCTBA HA CAMOKOHTPOJIb 132, HoBbIMU mpobieMamu a1t
MAIMEHTOB ¥ MeWIIMHCKUX PAOOTHUKOB MOTYT CTaTh XkeJIaHKe UMETh BTOPOT'O WJTH TPEThEro pedeHka
1 6epeMeHHOCTh TIOCJIe TPAHCTUIAHTAIUHY JIETKOro '3,

VBenuueHe oMM padOTAIIUX MAIMEHTOB SBJISETCS BaKHBIM PE3yIbTaTOM OOJBINEH JITH-
TEJILHOCTH VX KU3HU, Y XOTS TIOJIOKUTENTbHBIE 3(P(DEeKTh 3aHATOCTH TPYIHO OIIEHUTh KOJIMIECTBEHHO,
OHAa, BEPOSITHO, BHOCUT CBOU BKJIaJ] B OJ1arornojyyrie MHOTMX MalueHToB. OTpuUllaTe/IbHbIe BIUSHUS
HEBO3MOXXHOCTH paboTaTh Ha MUCXOM OOJIE3HU, BKJIIOYAIOIINE COLMATBLHYIO U3OJISIIAI0 W OSTHOCTD,
XOPOIIO U3BECTHHI MPH JPYIMX XPOHUUECKUX 3a0oseBaHusx 34133136 Jlannpie peructpa 3a 2011 r.
MOKA3bIBAIOT, YTO MPUMEPHO OJIHA TPETh B3POCIBIX MAIUEHTOB padoTaeT MOJHBIN pabounii IeHb U 'y
MHOTHUX JIPYTHX UMEET MECTO YacTHUHast 3aHATOCTh 37138,

[Tpu MonmenmupoBaHUM CUCTEMBI 3[PAaBOOXPAHEHHS HEOOXOMUMO YUUTHIBATH TO, UTO B Oyy-
eM KJIMHUKY OyIyT 0OCTYKUBaTh Bee OOJIBINIEE YUCIIO B3POCIBIX MAIIMEHTOB, B CBSI3U C YeM MOTYT
BO3HUKHYTH O0Jiee Orpe/ie/ieHHbIe KOTOPTHI MAIMeHTOB, CTPAJAIOIINX ITOU Ooe3Hb0. Harpumep, B
9MOXY NMPUMEHEHUs CelU(UIECKHX MPerapaToB MPH Pa3IMYHBIX MYTAIIUSX OHM MOTYT BKJIIOUATh
HE TOJIbKO KJIACCUYeCKHe W Hekyaccudeckue (peHoTurisl, Ho U hopmy MB, koTopast umeer cxof-
HBlE KJIMHAYECKHE TMPOSBIICHUs ¢ OPOHXOIKTATHUECKON OOJIe3HbIO, He CBsi3aHHOW ¢ MB. Mopenu
OKa3aHUSI MEAMIIMHCKON ITOMOIIY, HAWTYYIIIHIA KOHTPOJIb OCIOKHEHUH OOJIe3HU 1 OXKUJAHUS TTaIH-
€HTOB M MEJUIIMHCKUX PaOOTHUKOB MOTYT pa3iuyarbcs. [1o Mepe yBelIWuyeHUs Yuciia MareHTOB
MoTpeOyIOTCS BasKHBIe 00CYXICHUSI, TOCBSAIICHHBIE TIOIEPKAHUIO0 CTaHAapTOB. ONTUMABHBINA pa3-
Mep KJIMHUKUA HEM3BECTEH, HO HEOOXOAUM OaJlaHC MEXAy KJIMHUYECKUM OMBITOM M HENpPEpPhIBHO-
CTBIO OKa3aHMs IOMOUIY OTAEIbHOMY MAlMEHTY MEXAUCIMILIMHAPHON rpynnoi Bpayen. [Tpumene-
HUE CPaBHUTEJBHBIX Mofesnei 140 u HerpepbiBHAas pa3pabOTKa M HUCTIOIB30BAHUE COTIACOBAHHBIX
Me:KJyHAPOIHBIX CTaH/IaPTOB MEIUIIMHCKOW TIOMOIIM HEOOXOIVMBI 1J1s 00eCTIeYeH ST ONTUMAJTbHOM
[IOMOILIY TTareHTam 41142143,

2013; 1: 164-74.

130 Cystic Fibrosis Foundation. Patient registry annual data report 2011. Bethesda: Cystic Fibrosis Foundation; 2011. http://
www.cff.org/UploadedFiles/research/ClinicalResearch/201 1-Patient-Registry.pdf

131 Tonelli MR, Aitken ML. Pregnancy in cystic fibrosis. Curr Opin Pulm Med 2007; 13: 537/10.

132 Schechter MS, Quittner AL, Konstan MW, et al. Long-term effects of pregnancy and motherhood on disease outcomes of
women with cystic fibrosis. Ann Am Thorac Soc2013; 10:213-19.

133 GyiKM, HodsonME,YacoubMY. Pregnancy in cystic fibrosis lung transplant recipients: case series and review. J Cyst Fibros
2006; 5: 171-5.

134 Bullough B. Poverty, ethnic identity and preventive health care. J Health Soc Behav 1972: 347-59.

135 Duncan GJ, Brooks-Gunn J. Family poverty, welfare reform, and child development. Child Dev 2000; 71: 188-96.

136 Wagstaff A. Poverty and health sector inequalities. Bull World Health Organ 2002; 80: 97-105.

137 Cystic Fibrosis Foundation. Patient registry annual data report 2011. Bethesda: Cystic Fibrosis Foundation; 2011. http://
www.cff.org/UploadedFiles/research/ClinicalResearch/201 1-Patient-Registry.pdf

138 Targett K, Bourke S, Nash E, et al. Employment in adults with cystic fibrosis. Occup Med 2014; 64: 87-94.

139 Boyle MP, Sabadosa KA, Quinton HB, et al. Key findings of the US Cystic Fibrosis Foundation's clinical practice benchmarking
project. BMJ Qual Saf 2014; 23 (Suppl 1): 115-i22.

140 Boyce MB, Browne JP, Greenhalgh J. The experiences of professionals with using information from patient-reported outcome
measures to improve the quality of healthcare: a systematic review of qualitative research. BMJ Qual Saf 2014; 23: 508-18.

141 Smyth AR, Bell SC, Bojcin S, et al. European Cystic Fibrosis Society Standards of Care: best practice guidelines. J Cyst Fibros
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Hakownen, y opraHmzanmii, OCyHIeCTBISIONMX (PMHAHCMPOBAHUE, BO3HMKAET BCe OOMbIIIast
MOTPeOHOCTh B PEryIMPOBAHUM COOTHOIIEHHUS 3aTpat U 3¢ pekTuBHOCTH TipH JieueHnn MB. Takoit
aHaJM3 JI0JUKEH BKJIIOYATh KOMIUIEKCHBIE MOAXOb! K OLEHKE TEXHOJIOTMI OKa3aHUsl MEIUIIMHCKOW
MIOMOILH, B TOM YHUCJIE CONOCTaBJIeHUE I(P(PEKTUBHOCTHU JieueHHs1 (HOBBIMU U CTAHAAPTHBIMU Cpe-
crBamu). [Ipu pacuete cyMMapHBIX pacXo0B HEOOXOAMMO yUUTHIBATH HE TOJIBKO MPSIMbIE 3aTPaThl Ha
OKa3aHHe MEIUIIMHCKOW TOMOIIH, HO TaKKe KOMIIEHCALIMIO TPOU3BOIUTEIbHOCTU TPYAQA, yTPAYEHHOW
MayUeHTaMu U POJICTBEHHUKAMHU, OCYIIECTBIISIONIMMHU 32 HUMH YXO[ 44,

Zakiaouenue

JleyeHvie ¥ MeUITMHCKAST TIOMOIIIb TaleHTaM ¢ MB ObICTpO yiTydImaTcsi, 4To yXe IMPUBEIO
K YBEJIMYECHUIO MPOAOIKUTESIbHOCTH KU3HU MallMeHToB. Bo3pacTaioT Harpys3ka Ha CUCTEMY 3[paBo-
OXPaHEHUs U CJIOXHOCTh OOJIE3HU, U HOBBIE METOJIbI JICYEHHS MOTYT YBEJIMUUTD WU MIOTEHIIUATIBHO
KOCBEHHO TIOBJIMSITh HAa 3Ty HArpy3Kky. s MpoIBUKeHUs BIiepe]] HEOOXOIUM JIMHAMUYHBIA 1 00b-
eKTUBHBIH NOJIX0/1. B mocienyonux miaBax 3Tv BOIPOCH! OCBEIIEHBI 00jIee MOAPOOHO.

2014; 13: S23-S42.

142 Conway S, Balfour-Lynn IM, De Rijcke K, et al. European Cystic Fibrosis Society Standards of Care: framework for the cystic
fibrosis centre. J Cyst Fibros 2014; 13: S3-S22.

143 Stern M, Bertrand DP, Bignamini E, et al. European Cystic Fibrosis Society Standards of Care: quality management in cystic
fibrosis. J Cyst Fibros 2014; 13: S43-S59.

144 Klimes Ji, Dolezal T, Kubackova K, et al. Health-economic aspects of cystic fibrosis screening and therapy. In: Mall MA,
Elborn JS, eds. Cystic fibrosis. Eur Resp Monogr 2014; 64: 304-319.
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I'naBa 2
YcaoxkHeHne Npoo.JemM, 00yCa0BJIEeHHbIX
MB: ocia0kHeHHUsI CO CTOPOHBI JIETKUX

Christiane Knoop, Carsten Schwarz

BBeaenne

Bonblme noctmxeHus B 0OKa3aHUM MOMOIIM Ipy MykoBucinaose (MB) 3a nocnennue aecs-
TWJIETUS CTAaOWJIBHO YBEJIMUYMIM BbIKMBaeMOCTb. OJHAKO €CTECTBEHHOE Pa3BUTHE MATOJOTUH JIeT-
KX pu MB no-npexxHeMy XapakTepu3yeTcsl IpOrpecCupOBaHUEM IO KOHEYHOW CTaauu OOJIe3HH,
U JIbIXaTesIbHasl HeJOCTaTOYHOCTh SIBJISIETCS MEPBOM PUYMHON CMEPTH, TOra Kak CJAEeLyIOIUMHU T10
3HAUYMMOCTH [TPUYMHAMU SBJISIIOTCS MOPAXEHUE NIEYEHU U OCJIOKHEHUS 10CTIe TPaHCIIJIAHTaLUY JieT-
Kux'¥. B HacTosIei 11aBe MpeACTaBieHbl pa3IMuHble OCJI0KHEHUS NOpaxeHus Jierkux npu MB u
OIMCaHbl BO3MOKHOCTH JIEYEHUSI TIPH ITPOTPECCUPYIOILEN AbIXaTeIbHOW HEAOCTATOYHOCTH.

145 Buzzetti R, Salvatore D, Baldo E, et al. An overview of international literature from cystic fibrosis registries: 1. Mortality and
survival studies in cystic fibrosis. J Cyst Fibros 2009; 8: 229-37.
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1. ITneBMoOTOpAaKc

[MpumepHo y 3,4 % moneit ¢ MB B Kakoi-TMOO MOMEHT XU3HH BO3HUKAET THEBMOTOPAKC, TIPU
9TOM eskeroHas 3a0oneBaeMocTtb coctapisier 0,64 %, wim 1/167 maneHToB B rop 146, YV nmaiueHToB, y
KOTOPBIX paHee HaOJIo/1aJICs TEPBbI SMM30/1, PUCK PelUANBA ABJIsAeTCS 04eHb BRICOKMM (50-90 %), u
B 9THUX C/Iy4Yasix 4acTo BBISBIISETCS THEBMOTOPAKC Ha POTUBOIIOJI0KHOM CTOpoHeE (46 %). Bonplun-
CTBO CJIy4aeB UMEIOT MeCTO y B3pociibiX (72,4 %), 4T0, BEpOSITHO, OTpakaer Oojiee Tskenoe rmopa-
KeHue Jierkux 'Y, BoaMoxHbIME (haKTOpaMu pUCKA CUMTAIOTCS X POHUYECKHEe NH(EKIINH, BHI3BAaHHbBIC
Pseudomonas aeruginosa, Burkholderia cepacia wim Aspergillus, 06beM (hOpCHPOBaHHOTO BBIIOXA
3a 1 cekynay (FEV,) menee 30 % oT nmporHo3upyeMoro, KopMmJeHue yepe3 30H/1, HeAOCTaTOYHOCTb
TMOJIKETYJOYHOU KeJie3bl, AJUIEPrIUecKuil OpOHXOMYIbMOHAIBHBIN acniepruiie3 (ABITA), maccuB-
HOE KPOBOXapKaHbe, MHTAJIALMS JAOpHA3bl albdha UM TOOpAMHIIMHA U OTSTOIIEHHBIN COIUATbHBIN
craryc!®,

1.1. ImarnocTuka

ITHeBMOTOpAKC ciefyeT paccMaTpUBaTh Kak BO3MOMKHBIA AMArHO3 y MalMEeHTOB, Y KOTOPBIX
HaOJTI0/1aeTCs] BHOBb BO3HUKINAS OO0JIb B IPYIHOM KJIETKE U/UIM yCuileHHe ofbIuKu. [lepBbiM sTanom
JAUArHOCTUKY SIBJISIETCS MPOBE/IEHNE PEHTTEHONIOTMYECKOTO UCCIIEI0BAHMS IPYIHOM KJIETKH B 3a/1He-
nepeaHen npoekuyy. OJHaKo B HEKOTOPBIX CIy4asiX TOUHBIN JUACHO3 MO3BOJISIET IIOCTABUTh TOJIBKO
komrbioTepHas Tomorpacdust (KT) rpynHoit kietku'*.

1.2. Jleuenne

TakTHKa JIeueHHsl pa3InyaeTcsi B COOTBETCTBUM C PACIIPOCTPAHEHHOCTHIO (OrpaHMYCHHBIN WITH
OOILIMPHBIN) U YaCTOTOH (NEPBbIN MU30/ WK PElMINB) THEBMOTOpakca'*’. 3a marpeHTamu ¢ orpa-
HUYCHHBIM ITHEBMOTOPAKCOM, HAXOOAIMUMHCA B KIIMHUYCCKU CTa6I/IJIbHOM COCTOSIHNH, MOKHO BHU-
MareJbHO HaOMIoIaTh B aMOYJIaTOPHBIX YCJIOBUSIX C MPOBEICHUEM KOHTPOJIBHOTO PEHTICHOIOrnYe-
CKOTO MCCIIeJOBAaHUsI TPYJHON KJeTKU uepe3 24 vaca'®!. [anmeHT ¢ oOmMpPHBIM THEBMOTOPAKCOM
00s13aTeJIbHO JOJKEeH OBITh TOCIUTAIM3UPOBaH. B ciTyyasx oOUIMPHOro MHEBMOTOPAKCA MAlMEHTaM B
KJIMHUYECKU HECTAOMJIbHOM COCTOSTHMM WJIM TIAIMEHTaM C HApPACTAIOIIMM ITHEBMOTOPAKCOM TIO JIaH-
HBIM KOHTPOJIBHOI'O PEHTICHOJIOTMYCCKOI0 UCCIECI0BAHUA prHHOﬁ KJIETKU HGO6XOIII/IMO IIOCTaBUTh
JPEeHaX TJIEBPAIbHOU MOJIOCTH.

PaH)IOMI/IBI/IpOBaHH])IG KOHTPOJIMPYEMBIC HCIIbITAHWA, B KOTOPBIX 6])[ CUCTEMATUYECKHN Ollc-
HUBAJINCh OJAHHBIEC I1O HpaBI/I_HbHOI;'I TAKTHUKE JICUCHUA TPU PEHUIHUBHUPYIOMIEM HIIU MEPCUCTUPYIO-
I1IeM ITHEBMOTOpPAKCe, OTCYTCTBYIOT 32, BO3MOXHBIM BapUaHTOM SIBJISIETCS TUIEBpO/e3 (IUIEBPaIbHOE
BBICKAOIMBaHUE 1)1 00pa30BaHMS CPAICHUI) C IIEJIbI0 00eCTIeYeH s CIIaeK MEK/1y NapueTaibHON U
BUCIIEPAJIbHOM TIeBpOo. TOpaKOCKOITMYECKUH I1eBpo/ie3 (BIyBaHUE CYXOro MOPOIIKA TabKa, MJIeB-

146 Flume PA, Strange C, Ye X, etal. Pneumothorax in cystic fibrosis. Chest 2005; 128:720-8.
147 Flume PA, Strange C, Ye X, etal. Pneumothorax in cystic fibrosis. Chest 2005; 128:720-8.
148 Flume PA, Strange C, Ye X, etal. Pneumothorax in cystic fibrosis. Chest 2005; 128:720-8.

149 Phillips GD, Trotman-Dickenson B, Hodson ME, et al. Role of CT in the management of pneumothorax in patients with
complex cystic lung disease. Chest 1997; 112:275-8.
150 Flume PA, Mogayzel PJ Jr, Robinson KA, et al. Cystic fibrosis pulmonary guidelines: pulmonary complications: hemoptysis
and pneumothorax. Am J Respir Crit Care Med 2010; 182: 298-306.
151 Flume PA, Mogayzel PJ Jr, Robinson KA, et al. Cystic fibrosis pulmonary guidelines: pulmonary complications: hemoptysis
and pneumothorax. Am J Respir Crit Care Med 2010; 182: 298-306.
152 Amin R, Noone PG, Ratjen F. Chemical pleurodesis versus surgical intervention for persistent and recurrent pneumothoraces
in cystic fibrosis. Cochrane Database Syst Rev 2012; 12: CD007481.
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panbHast abpasusi, YaCTUYHAS IJIEBPIKTOMHUST) OOBIYHO SIBJIsIETCsI O0JIee PEeANOYTHUTEIBHBIM 0 CPaB-
HEHUIO C MHCTWJUISIIIUEN CKJIePO3UPYIOIIero mpemnapara yepes IieBpabHyI0 JpeHaKHYI0 TPYOKy 153,
Kpome Toro, MoXHO MpOBECTH XUPYpPruvecKue Mpoleaypbl, BKJIIOYask TOPAKOCKOIMUYECKYIO orepa-
VIO C BUZICOTIOAACPKKOMN U/WII TOPAKOTOMMIO, JIJIs1 YCTPaHEHHU s Iy3bIpei ¥ OyJuT IyTeM HaJIOKEeHU ST
CKOOOK ¥ MEXaHWYECKOH abpa3uy MapueTaibHON TUIeBpHI >4

153 Flume PA, Mogayzel PJ Jr, Robinson KA, et al. Cystic fibrosis pulmonary guidelines: pulmonary complications: hemoptysis
and pneumothorax. Am J Respir Crit Care Med 2010; 182: 298-306.
154 Flume PA, Mogayzel PJ Jr, Robinson KA, et al. Cystic fibrosis pulmonary guidelines: pulmonary complications: hemoptysis
and pneumothorax. Am J Respir Crit Care Med 2010; 182: 298-306.
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KoHen 03HakoMuUTEJIbHOT0 (pparmMeHra.

Texkcr npenocrasieH OO0 «JIutPec».

[IpounTaiiTe 3Ty KHUTY LIEJIMKOM, KYIMB IIOJHYIO JIEraJbHYIO Bepcuio Ha JlutPec.

BesomnacHo onnatuTh KHUTY MOKHO OaHKOBCKOM Kaprtoit Visa, MasterCard, Maestro, co cuera
MOOWIIBHOTO TenepoHa, C TUIaTeKHOro tepMuHana, B catone MTC wm Cesi3Hoii, yepes PayPal,
WebMoney, fAunekc.densru, QIWI Komesnek, 60HyCHbIME KapTaMu WX APYTUM YIOOHBIM Bam crio-
COOOM.
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