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AHHOTaAMSA

«[lonrast )KW3Hb C MYKOBHCIMAO30M» — CaMO Ha3BaHWE KHUTH
yKe TOBOJL JUTsl palocTH. [{efCTBUTEIBHO, B PA3BUTHIX CTPAHAX YUCIIO
B3pOCIBIX JIIOfieH, OobHBIX MB, B HacTosiiiee BpeMsl MpeBbIIIAeT
yucno aereit ¢ MB.

Bonpmiass  Gmarogaprocts  [Jomuuuky XabGepty u  Hukonmacy
CUMMOH/ICY 3a CBEJICHHME BCEX MaTepuasioB B OfHY KHury. OHu
npoBey OoNbiyl0 padoTy MO ONpelefeHUI0 HeoOXOMMMBIX IJIaB,
3aTeM BBISBUJIM KJIIOUEBBIX ABTOPOB M MOTHUBHPOBAJIM HUX He
TOJILKO TPEACTAaBUTh 0030p 0a3bl JIMTEPaTYpPHBIX JAHHBIX, HO TaKkKe
HOJEUTBCA C YMTATEISIMU CBOUM JIMYHBIM OIBITOM. KOHEYHBIM
PEe3yJIbTATOM CTajla KHUI'a, KOTOopast MpecTaBlisieT OONbIION UHTEpEC
U JIETKO YUTaeTCsl.

Hazieemcst, 4To 9Ta KHUATA IOMOKET IPUBJIeYb BHUMAHKE OOJIBIIIETrO
YKCIIa Bpaye, OKa3bIBAIOIIMX MEIUIIMHCKYIO MOMOIIb B3POCIBIM, K



nipo6ieme MB. [1pu OCTOSIHHO yBETMUYMBAIOIIEMCST YHCIIE B3POCIIBIX
¢ MB Bo Bcex cTpaHax CyIECTBYeT HacTosiTeIbHasi HEOOXOMMMOCTD
TIOJITOTOBKH MOJIOJBIX TEPAIIEBTOB — CIIEIUAIMICTOB [0 KOMILIEKCHOMY
JIEYEHUIO B3POCIBIX, OOMBHBIX MyKOBUCIIUIO30M.

Erpornefickoe oodrectBo mykosucuumosa (ECFS) npencrapnser
KHUTY «Jlonras ®u3Hb ¢ MyKoBHcIHI030M» BceM wieHam ECFES,
HIMPOKOMY KpYTy CHENUATNCTOB, HaOMOAAIONIMX MAIUeHTOB C
MYKOBHUCITUJIO30M, a TAK)KE CAMHUM TallMeHTaM 1 UX OJIU3KUM.

Kpuc /e bex, 0. m. 1., npogpeccop,

npe3uderm Egponetickoeo obuecmea MyKogucyuoo3a
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EBpomneiickoe 0011ecTBO
MYKOBHCIIH103a
J1oJirast ;JKku3Hb C

MYKOBHCI[HI030M

baarogapHocTu

PenmakTops! X0Teu Obl BRIPA3UTh CBOIO MCKPEHHIOI Oarogap-
HOCTbD 3 IMOCTOSTHHYIO ITOMOIIIb, Kotopyilo Kpuctun [oOya oka-
3bIBaJIa B T€YEHUE BCETO BPEMEHH CO3/aHUsI HACTOSIILIETO PyKO-
BOJICTBA, M O3 KOTOPOI HAITMCAHUE ITOW KHUTH ObLJIO OBl HEBO3-
MOXHBIM. MBI Takke XoTequ Obl moOarogaputh mpodeccopa
Kpuc [le Bék 3a ee mocTosiHHbIE COBETHI M MOAJEPKKY. Takxke
6marogapum [lsBuaa [lebuciiona 3a rnepeBoj cOOOUIEHUH nary-
€HTOB Ha (ppaHIly3CKUi sA3bIK. HakoHen, Mbl XOTe Obl BBIpa-
3UTh CBOIO PU3HATEILHOCTD IPYIINE MEAUIIMHCKUX MUcaTeNel 1
kommanuu K.I.'T. Group GmbH 3a npenocraBnenue takux 3¢-
(peKTUBHBIX U MOJIE3HBIX YCIYT.



IIpeaucaoBue

«Jlonras KuU3Hb C MyKOBHUCLIMI030M» — YK€ CaMO 3TO Ha3Ba-
HUE HE MOXET He pajoBaThb. [leCTBUTENBLHO, B Pa3BUTHIX CTPa-
HaX 4YWCJIO B3POCIBIX JoneH, crpagaomux MB, B Hacrosiee
BpeMs ITPEBBIIIAET Yuciio aere ¢ MB.

Bonbiiass 6maromapHocts JJomuuuky Xadepty u Hukomacy
CUMMOH/ICY 32 CBE/IEHUE BCEX MATEPUAIOB BOEAMHO B OIHY KHU-
ry. OHE mpoBesH OOJIBIIYI0 pabOTy TIO OMPe/IE/ICHHIO HEOOXO M-
MBIX I71aB KHUTU. 3aTeM OHU BBISIBUIM HEOOXOOUMBIX aBTOPOB
¥ MOTUBHMPOBAJIM UX HE TOJIBKO MPEICTaBUTh 0030p Oa3bl JInTe-
paTypHBIX JaHHBIX, HO TaKXke MOAEUTbCS C YUTATENISIMU CBOUM
JIMYHBIM ONbITOM. KOHEUHBIM pe3yJbTaToM CTajla KHUIa, KOTO-
pasi npeacTaBiisieT OOJIbIION UHTEPEC U JIETKO YUTAETCSI.

Haneemcs, 4to 3Ta KHMra MOMOXET IPHUBJICYb BHUMAaHUE
OOJIBIIIETO YKCTIa Bpauel, OKa3bIBAIOIINX MEIUITMHCKYIO TIOMOIIIb
B3pOCIBIM, K poOeme MB. [1pyr TOCTOSIHHO yBETMUYMBAIOIIEM-
Csl YMCIie B3POCTbIX, CTPAJAIONIMX MYKOBUCLMAO30M, BO BCEX
CTpaHax CyIECTBYeT OCTpasi HEOOXOAUMOCTb ITOJATOTOBKU MOJIO-
JbIX TEPANEBTOB — CHELUATUCTOB MO0 KOMIUIEKCHOMY JICUEHUIO
B3POCIIBIX, CTPAJIAIOIIMX MyKOBUCLIAAO30M.

EBponeiickoe odmectBo mykosucimao3a (ECFS) ¢ pagocteio
Npe/ICTaBIIsAeT KHUTY «Jlonras )Ku3Hb C MyKOBUCIIUA030M» BCEM
wieHam ECFS.



Kpuc Jle béx, ooxmop meduuunwi, npogheccop, Ilpezudenm
Esponeiickoeo obuiecmea mykosucuudosa



BBenenune

3a nocjenHrue HECKOJIbKO AecaTWIeTul aemorpadus MyKo-
rucuuao3a (MB) 3HauMTENBHO M3MEHWIACH, TIPU 3TOM B HaW-
OoJsiee pa3BUTHIX CTpaHAX MeEIWaHA MPOJOKUTEIIFHOCTH KU3-
HU cocTaBjisgeT okojio 40 ner. Dta nmaroynorust OOJNbIIE HE ABIIS-
eTcs OO0JIe3HBI0 UCKJTIOYUTENILHO JIETCKOTO BO3pacTa, TOCKOJIBKY
BO MHOTMX PErMOHaX YMCJIO B3POCHbIX, KUBYIIUX C JUATHO30M
«MYKOBHUCIUAO03», TPEBBIIIAET YHUCIIO IETEW C JaHHBIM JIUArHO-
30M. XOTs 9TO HE MOXET He paJoBaTh, BA)KHO TaKe MpPU3HATh,
YTO MPU TAKOM YBEJIMUEHUU MPOJOKUTETBHOCTU KU3HU Y Ta-
LMEHTOB U JIMII, OKa3bIBAIOIIIUX UM TIOMOIIb, BO3HUKAET Psifi HO-
BbIX TTpoOsieM. MimeHHO nostomy mnocie uznanus B 2012 r. mep-
BOU KHUTH «MeIUIIMHCKUE BOMPOCH U MPOOIEMbI TOJPOCTKOB,
OOJILHBIX MYKOBHCITHI030M» EBporneiickoe 00IecTBO MyKOBHC-
11032 TIPUHSJIO pellieHre OMmyOIMKOBaTh KHUTY, KAaCaloIIyCs
po0OJieM B3pOCIIbIX, — «Jlonras JKu3Hb ¢ MYKOBUCIIUO30M».

Hara niens cocrosiia B ToM, YTOObI OXBAaTUTh IIMPOKUN KPYyT
BOITPOCOB OKa3aHUsI MEAUIIMHCKOM IMOMOIIH, BaKHBIX JJI51 TTOMY-
JISIUY B3POCIIBIX Y TOXKWIIBIX JIIOJEN, U 00eCTieuuTh BCeM die-
HaM TPYIIIbI, 3aHUMaloIIercs mpodsieMoit MB, cripaBouHbIi pe-
CYpC, K KOTOPOMY MOXHO ObLJIO ObI OOpaTUTLCS TIPU PACCMOT-
PEHUM HEKOTOPHIX TPYAHBIX BOIPOCOB, BO3HUKAIOIIMX, KOIJa
oy, crpajgaomme MB, craHoBsTCA crapiie. Mbl Takxke XoTe-
JIV 1IaTh HEKOTOPOE TIPE/ICTaBJIEHUE O TIPE/ICTOSIINX MpodiemMax,



YTOOBI CITY>KOBI 3/]paBOOX PAaHEHHS1 MOIJIH IIaraTh B HOTY CO Bpe-
MEHEM U TMPeJOCTaBUTh (P(PEKTUBHBIE YCIYTH B OYAyIIEM.

Ms1 Gnarogapum aBTOpPOB U3 pa3HbIX CTpaH, KOTOpbIE COB-
MECTHO padoTasii JUIsl COCTaBJIEHUSI BCEOOBEMITIOIIEro 0030pa
OCHOBHBIX IPOOJIEM Y B3POCIBIX ¥ KOTOPBIE MOAIEIUIINCH CBOMM
orbIToM. MBI Takxke OJarogapum B3pOCIBIX MAlMEHTOB, KOTO-
pble BHECIIM CBOM BKJIa/l B HAIMCAHUE 3TOU KHUTH, NTPEIOCTAaBUB
OeclLIeHHbIE CBE/IEHUs], O3BOJISIONINE MOHSATh, YTO 3HAYUT IS
B3POCJIOTO Y€JIOBEKA KUTh C IUATHO30M «MYKOBUCLIIO3.

Jomunux FO6ep u Huxonac Cummonoc (Dominique Hubert,
Nicholas Simmonds)



I'naBa 1
N3MeHeHMs B 31M1eMHUOJIOTUM:
HOBbIE NP00JIeMbl, cBA3aHHbIe ¢ MB

Nicholas Simmonds, Barry Plant

BBenenne

3a cemb IECATWIETUH, MPOIIEIIINX C TOTO BPEMEHU, KOI/A
ObUT BIIepBbIE OMUcaH MyKoBucinao3 (MB), nmpousoiiuim 3Haun-
TeJIbHbIE N3MEHEHHMSI KaK B TEUEHUH OOJIE3HH, TaK U B BbIKMBae-
MOCTH NAlIMEHTOB. YIy4YllleHHE HAIIEro MOHUMAaHUs €CTECTBEH-
Horo pa3BuTusi MB, a Tak:ke mporpecc B IMarHOCTUKE U JIEYSeHUN
MpUBEIU K TOMY, UTO OOJIBIIMHCTBO MAIMEHTOB B HACTOSIIEE
BpeMsI JOCTUTAOT B3POCJIOro BO3pacTa U MOJb3YI0TCS MHOTUMU
BO3MOXXHOCTSIMU TPY/IOYCTPOWCTBA, UMEIOT COIMAbHBIE U JINY-
HbIE TOCTHKEHUS, KOTOPbIE UX 3[A0POBbIE CBEPCTHUKU BOCIIPU-
HUMAIOT KaK caMoO cOOO¥ paszymeroluecs. XOoTsl Takue U3MeHe-
HUs HE MOTYT HE PaJioBaTh, Mbl TAK)Ke JJOJKHBI 3HATH MPOOJIEMBI
B3pOCJICIONIel TOIMYJISAIUHY TAlMEHTOB U TIPEACTaBIATh ceOe BO-
MIPOCHI, CBSI3AHHBIE C YBEJMYEHUEM HArpy3KM Ha CUCTEMY 31pa-
BOOXPAHEHHU S, C OCJIO)KHEHUEM OOJIE3HU COMYTCTBYIOIIMMU 3a-
OoJIeBaHUsMM, C YBEJIMUYEHUEM BO3PACTa, a TAKXkKe C HA3HAYCHU-



€M aHTUOMOTHUKOB M pa3BUTHEM MH(peKIMi. B HacTosIel riase
OOCYK/IAl0TCSI 9TH HOBBIE MTPOOJIEMBI M TIPEJIAraloTCs TTOXOJIbI
IUIsl yIIpaBJIeHWs] TeYeHUueM 3a00JieBaHKs B TIOMYJISAIIMU B3POC-
JIBIX TIareHToB ¢ MB B Oymyinem.



1. U3MeHeHHue
nemMorpacguyecknx nokazareJjen

Co Bpemenu nepBoro onucanuss MB Kak OTIEIBHOM HO30-
noruyeckor popMsl marosoroanatoMom opotu AHzuepceH B
1938 r. nemorpacduyeckue nmokazareau MONyIsAlMy NaleHTOB
U3MEHWINCh JI0 Hey3HaBaeMocTu'. B To BpeMs nuarno3 ObLT
crpamHbiM, U 6omnee 70 % nereir yMupaay B T€YSHUE TIEPBOTO
rofa >ku3HU, OOBIYHO OT MEKOHMUEBOUM HEMPOXOAUMOCTU KHIIIEY-
HUKA, TSKEJIOro HapyIIeHU s TUTaHWS U/WUJTH JIbIXaTeIbHON HeJl0-
CTaTOYHOCTU. Bosie3Hb nepBOHAYaIbHO HA3bIBAU «KUCTO3HBIM
(prbpo3oM TOIKETYTOUHON KeJie3bl», MOCKOJIBKY IECTPYKITHUS
TIO/IKEJTY/IOUHOM JKeJie3bl CUUTAIach OCHOBHBIM HapyIIIeHHUEM, a
MIPOSIBJICHHS] CO CTOPOHBI JIBIXaTeIbHOM CUCTEMBI paccMaTpuBa-
JIUCh KAaK BTOPUYHOE OCJIOKHEHUE HapylleHusi BcacbiBaHus. C
TeX MOp Hallle MTOHUMaHue MaTo(hU3UOIOTHHA U MEXaHU3MOB, Jie-
Kalx B OCHOBE 3a00JIeBaHM S, 3HAYUTEIIHBHO YTy4IIUIOCh, Ofl-
HAKO KOHEUYHYIO 11eJIb JIEYeHHsI eIlle PeACTOUT oco3HaTh. K cua-
CTBIO, CMEPTh B JIETCKOM BO3pacTe Terephb SBJSETCS PEIKOU U
oku1aeMasi MPOAOJIKUTETbHOCTD )KU3HU IMOCTOSIHHO YBEJIMYMBa-
etcs (puc. 1)2.

! 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/



B CIIIA menuana BbIKMBAEMOCTH yBEJIMUYWIACh ¢ 14 jer B
1968 r. mo 20 ner B cepeaune 1970-x rr.3. CpeqHee 3HaueHUE
MIPOrHO3UPYEMOU MPOAOIKUTETBHOCTH JKU3HUA BO MHOTUX pa3-
BUTBHIX CTpaHax B HacTosiiiee BpeMs cocTapisier 6onee 40 er,
HO TOJIBKO B nociiegHue 30 JIeT 10CTUREHUE B3pPOCIOro BO3pacra
CTaJI0 peajbHON TMePCIIEKTUBON JIJIsi OOJBINMHCTBA TAIUEHTOB.
Ceityac MBI NepeKMBaeM Neproj, KOraa Yuciio B3pocibix ¢ MB
CKOPO TPEBBICUT KOJIUYECTBO fAeTeii*. DTo yxe (puKcHpyercs: B
perucTpax, rjae B3pOoCibIM CUATAETCSl YEJIOBEK JOCTUTIIUi 16, a
He 18 ner; Hanpumep, B exeroqHoM ordete 3a 2012 r. B Benu-
koOpurtanuu 57,6 % Bcex nanpieHToB ¢ MB ObuH KiaccuguIm-
pOBaHbl Kak B3pocbie’. [losiBneHre HallMOHAIBHBIX 1 MHOTOHA-
IIMOHAJIBHBIX PETUCTPOB, B KOTOPHIX COOMPAIOTCS OOJIBIIIE 00b-
€Mbl KJIMHUYECKUX JIAaHHBIX, CTAJI0 MHCTPYMEHTOM JUIs1 YITydlIlle-
HUs Hailero noHuManusi MB 1 u3MeHeHuil emorpaduieckux
nokazaresei. Peructp naiento ®onga mykosucuugosa CIIA
(CFFPR) conepxwut gannbie o nouty 30000 manueHTax u BeieT-
Csl B TEUEHHE HECKOJIbKUX AECATUIIETUH.

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

> 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. INaiieHTH ¢ MyKOBHCIIMAO30M, HAOJIO/IABIINECS B
LEHTpaxX MEIULIMHCKOW MOMOIIM, aKKpPEeAUTOBaHHbIX POHAOM
MB B Coeaunennsix IllTatax, KOTOpble COIACKMIIMCH HA BKJIIO-
YEHHE CBOMX AAHHBIX B peructp B 2012 r. — MearaHa npor1osu-
pyeMou POAOJIKUTETbHOCTH KU3HU B 19862012 rT. ¢ ucnosns-
30BaHUEM S-JIETHUX NIEPUOJOB IO OCHU X JJIs1 yMEHBILIEHUS BapU-
a0eIbHOCTH MPU CPaBHEHUHM JTAHHBIX Pa3HBIX JIET (BOCIPOU3BE-
AeHo ¢ paspemenusi PoHga MyKoBUCITNI032°)

Kacarenbno 2012 r. B peructpe CIIA coobianock, 4to
49,1 % nonynsauuu coctaBisid B3pocisie (18 jer u crapie)

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



IIPY AMAaNa3oHe BO3pacra OT POXKACHUA 10 82 JIeT U MEAUaHe
BO3pacta, paBHoit 17,7 net (cpenussi — 19,8 ner)’. Peructp na-
nueHToB EBponerickoro obmectBa mykoBuciuao3a (ECFSPR)
siByisieTcs 0oJiee HOBBIM, HO B HACTOSIIIIEE BPEMsI COIEPKUT JIaH-
Hble 0 Oonee yem 32 000 marueHToB U3 22 eBpOoNeicKuX CTpaH
Y OXBaThIBAET IIMPOKUM CHEKTP COLUAIBHO-IEMOrpahuIecKux
U KYJbTYpHBIX XapakTepucTuk®. B 1ies0M eBporieiickue gaHHble
oueHb cxoaHbl ¢ gaHHbIMU 13 CIIIA: 49,3 % naumeHToB ObLIN
KJaccuuIpoBaHbl Kak B3pocibie (18 jer u crapiiie) npu miu-
POKOM JIMana3oHe Bo3pacta ot poxjaenus ao 80,1 net u meanane
BO3pacta, pasHout 17,8 (cpenusis — 19,5) net (puc. 2).

! 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
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Puc. 2. Kpocc-cek1imoHHbIE JaHHBIE O BO3pacTe MAlEHTOB
B EBpornie B 2010 r. (Bocnipou3seaeHo ¢ paspenienuss EBponen-
CKOro 00I11ecTBa MYKOBUCIIAI03a°)

Kaxaplii BEpTUKAJIBHBIA CTONOUK MPEACTABIISIET YUCIIO
nauyeHToB 3toro Bospacta B 2010 r. CymmapHbIi
MPOLIEHT (YepHasl JIMHUWS, TpaBasi BEPTUKAIbHAS OCh)
MOKAa3bIBAET, CKOJIBKO OBbLIO MAIMeHTOB (B IPOIEHTAaX)
MJIaJie ornpenesieHHoro Bo3pacta (Hanmpumep, 50 %
MarueHToB OplIM MilafLe 18 ner).

9 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



B HEKOTOpPbIX eBpONENCKUX CTpaHax 10151 B3POC/IbIX MallMeH-
TOB OCOOEHHO BBICOKA — Kak B JlaHuu, rae MuHUMYM 56 % 60h-
Heix MB saBnsiiorcs B3pocibivu (18 net u crapiue). [IpumepHo
20 % nonynsuuu EBponeiickoro perucrpa cocTaBisiioT JIIOIU B
Bo3pacrte crapuie 30 jier u 6 % — monu crapiue 40 seT.

OpHaKo CyIIECTBYIOT 3HAYMMBIEC BapUallMM MEXKIY PErMoHa-
MU T10 COIUAJIBHO-IEMOT papueCKUM MOKa3aTelisiM, IIPeIoso-
’KUTEJIbHO OTPaXKaloIIMe TaKue MpoOJIeMbl, Kak JOCTYITHOCTh Me-
JULIMHCKOUN MOMOIIIY, MO3JHSSI JUArHOCTUKA, HAJIMUUE CPEICTB
¥ TIONIMTHKA B 00JIacTH 31paBooxpaHenus. Kpocc-ceKIMoHHbII
aHaym3 naHHbIX ECFSPR noguepkHysn 310, MOKa3aB HEKOTO-
pble BaKHbIE IeMorpadguiecKkre pas3anyuns MexKAy eBpOIEeUCKU-
Mu ctpaHamu '°, MenuaHa Bo3pacrta MalieHToB U3 cTpaH EBpo-
netickoro coio3a (EC) okazanace Ha 4,9 niet Oosbliie, YeM B CTpa-
Hax, He Bxoasmux B EC, u nons manueHtoB B Bo3pacte 40 jer
U cTapiie Takxe Obla 6osee Bricokoi B crpanax EC (5 % mpo-
TUB 2 %). BaxkHo TO, 4TO KOrja aemorpaduydeckue rnokasareiu
crpad EC npuMeHnm B MOZIENSAX K CTpaHaM, He SBJISIIOIMIMMCS
yieHamu EC, okazanoch, 4To nomynisius nanueHtoB ¢ MB B
9THUX CTPaHaX MOXKET yBEJIMUUTbCA Ha 84 %0, UTO MOKa3bIBAET IO-
pa3uTeIbHOE MOTEHIUATBHOE BIIUMSHUAE, KOTOPOE COLMAIbHO-/e-
Morpaduieckue (pakTopbl MOI'YT OKa3blBaTh HA BBIKMBAEMOCTb.
B BenukoOpuTaHuu, COIIAaCHO OLIEHKE, MOMYJSIUS B3POCBIX

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.



nanyenToB ¢ MB Oyner yBenmumBarbcsi mpuMepHo Ha 145 ma-
1eHTOB B rof1'!. [ToCKOMbKY 9TO COOTBETCTBYET YUCITY OOJTBHBIX
B KJIMHUKE JIS1 B3POCIIbIX CPEIHETO pa3Mepa, TO UMEET BaXKHbIE
TIOCJIE/ICTBUSI HE TOJIBKO JIJIS1 TIAIIUEHTOB, HO TaK:Ke U sl o0ec-
TIeYeHUs] MEIMITUHCKOW TIOMOIIA ¥ 00y4YeHus TiepcoHaia B Oy-

TYIIEeM.

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.



2. Ilouemy manueHTHI, CTPaJAKONIHAE
MB, Tenepsp :KUBYT J0JibIIe?

[TpyryrHOW CTAOMIBHOTO POCTa MEAMAHBI IMPOAOIKUTETHHO-
CTU JXKU3HU C YBEJIMUYEHUEM MOMYJISIIIUKA B3POCIIBIX SBJISIETCS CO-
yetaHHe MHOXecTBa (pakTopoB. OHM MOTYT OBITH TpyOO KJiac-
crUIMPOBaHBI KaK TeHETUYECKHe M HereHeTUYecKue (PakTo-
Pbl, KOTOpPbIE BKJIIOYAIOT YCIOBUSI OKPYKAlOIIel cpejibl (Harpu-
Mep, MaTOreHHble MUKPOOPTaHU3MBbI, OJI, BO3/ICHCTBHE Tabau-
HOT'O JIbIMa M KJIMMar), haKTOpHl, CBSI3aHHBIE C CUCTEMOU OKa3a-
HUSI METUIIMHCKOY MOMOIIY (HarpuMep, TOCTYH K CTIeIHaTi31-
POBAHHBIM KJIMHUKAM, MEPbI TI0 KOHTPOJTI0 MH(EKIMH 1 cOOTIo-
JIeHUe TallMeHTaMu PeKOMEeHAAlUi Bpaya), U COIUAILHO-IKO-
HoMUUecKue akTophl. Beeacterue 3Toro HeKOTophie omnpee-
nstonye (hpakTophl BBIKUBAEMOCTH B OOJBINEN Mepe MOJIAloT-
cs MonuUKauK, YeM Ipyrue; Harnpumep, (haKTopbl, CBS3aH-
HBIE C JIEYeHUEM, Jierde KOHTPOJIUPOBATh, YeM (DAKTOPBI, CBS-
3aHHble ¢ KiuMmartoMm. C 1938 r. kiIo4eBble Hay4YHbIe JOCTUKE-
HUSI, B TOM YHCIIE BBISIBJICHUE TOBHIIEHHOTO COIEPXKAHUS XJIO-
puIOB B MOTOBOM *)uakoctd B 1950 r. u otkpeiTne rena MB
(perynsaropa TpaHCMeMOpPaHHOW MPOBOIMMOCTH TIPU MYKOBHUC-
uunose (CFTR)) B 1989 1., aBnsiuch MHCTpYMEHTaMM [J11 yJIy4-
IIIeHXsI HaIllero MoHMMaHus rarodpusronorun MB 121314 OnHa-

124 Sant'Agnese PA, Darling RC, Perera GA, et al. Abnormal electrolyte



KO JIaXke JI0 9TUX COOBITHI MMEJIO MECTO 3HAUYUTESIbHOE YIIy4-
IIEHNe OKA3aHUsI TIOMOIIM B pe3y/ibTaTe TIATEIbHOTO KJIMHUYe-
CKOT0 HAOMIOICHUs U CUCTEMHOTO TOIXOa K JICUEHHUIO OCJIOXK-
HeHu# 0osie3HU (HanpuMmep, MH(PEKITUKU U HeAOCTAaTOYHOCTHY TTH-
tanusi). Hemocrarounoe nutanue, MHGUIIMPOBAHUE NTATOT€HHbI-
MU MUKPOOPraHU3MaMH, TaKUMU Kak Pseudomonas aeruginosa
u Burkholderia cenocepacia, orcyTcTBUe ieueHus tuadeTa, CBsl-
3aHHOTO ¢ MB, ¥ KeHCKUI MO SABJISIOTCS TOYHO YCTAaHOBJIEHHbI-
MU (pakTOpaMu, KOppeITUPyIOIIMMU ¢ 6oJiee HeOIaronpusTHHIMA
ucxonamu rpu MB 13161718,

KpaeyroibHbIMM KaMHSIMH JICUeHHUSI B TEUYCHHUE MHOTUX JIET
ObLTM BHEJpEHUE WHTEHCUBHBIX CXEM AHTUOMOTUKOTEPAIHH,

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 RommensJM, 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.

10 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.



npUMeHeHre (PEpMEHTOB MOAKETYIOYHOM 3KeJie3bl U ONTUMMU-
3auusl NUTaHus, 3P@PEKTUBHOE OUYMILEHHUE [IbIXaTelIbHbIX ITy-
Tei, TPAHCIIAHTALIMSI JIETKUX, TPOTUBOBOCHIAJIUTENbHbIE TIpena-
partsbl, Mpenaparbl, YCUJIMBAOUIME YIaJIeHUE MOKPOTHI (Harpu-
Mep, JopHaza anbda), U, MOIKe, BHEAPEHUE CHelM(pUUECKUX
IIpenaparos, BO3AeUCTByIoNMX Ha CFTR nipy pa3HbIX TUIIAX My-
Taruid 9292122, D1 (paKkTOpHl B COYETAHHM C MHOTOYPOBHEBBHIM
NOZIXOJIOM K oMol npu MB, oGecrieunBaeMbIM MYJIbTHIUC-
nUIUIMHapHOW rpynnon cneuuanictoB (MDT), urpanu rnaBryio
pOJib B YBEJIMUEHUU MPOJOIKUTEBHOCTh )KU3HU MALMEHTOB U
HOCITY KU MOJEJIbIO /17151 JISYEHUsI JPYTUX XPOHUYECKUX 3a00-
JIeBaHUIA>.

Kornma 611 oTKpHIT reH CFTR, MpearonokuIv, 4To HEKOTO-
py0 BapraOeIbHOCTh BhIKMBaeMOCTH Tipu MB MoxHO 00bsic-
HUTH PA3TMYUSIMHU MYTAITHIT; OTHAKO HEOJHOKPATHO OBLIO TIOKA-

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.

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.



3aHO, YTO KOppeJslus reHoTUna ¢ (DEHOTUIIOM SIBJISIETCS CJla-
0011, 32 ICKJTIOYEHUEM COCTOSIHUS TIOJIKETYJOUHOM sKeJe3bl (Ha-
npuMep, JocTaTovyHas (PyHKIMS WM HapymieHHas ). Myrtarmun
CFTR MOXHO Pa3[ejuTh Ha IIECTh KJIACCOB B COOTBETCTBUM C
ux BmusiHUeM Ha ¢yHkiuio CFTR. Knaccot [-1I1 o6bryHO CBSI-
3aHbI ¢ Ooniee TSOKETIbIM TedeHueM 3a0onieBaHusl. B tummyaoM
cllyyae y MalWeHTa, SBJIAIOIIErocs HOCUTENEM OIHOW U3 ITHX
MyTallMi Ha KaxJaou auiesne, MB auarHoctupyercs paHo (T. e.
B BO3pacre muiaauie 1 roma), 1 y HEro MMEeT MECTO HEIOCTa-
TOYHOCTh TIOIKEITYJJOYHOH KeJie3bI 226, 3a0oneBaHue y maryeH-
TOB C 10 MEHbILIEN Mepe ofHON myTanuen kjaccoB [V-VI ya-
CTO IMarHOCTUPYETCS MO3XKe, (PYHKLMA MOAKETYA0UHON KEJE3bl
Y HUX HEPE/IKO COXPAHEHA U TIOITOMY COCTOSIHUE MUTAHUS JIyY-
me?’?8. HekoTopble MyTaiiiu, CBSI3aHHBIE C COXpaHeHHeM (PyHK-
1ty CFTR, pOSBIAIOTCA KAaK HETAXKEJIOE MOPAXKEHUE JIETKUX,
HO JIUI1 OTPOMHOIO KOJIMYECTBA APYIMX MYTallUi 3TO HE TaK,
¥ MOTYT UMEThCS PA3InyMs MEXIy OBYMsSI CyOBEKTaMH C OfI-

24 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.

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

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

28 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.



HUM ¥ TeM ke reHoturiom?. [Ipearonaraemplie MeXaHU3MBI TSI
00BsSICHEHH ST TOTO (paKTa BKIIIOUAIOT MHOTOUYKCIIEHHBIC BIIVSTHUS
WH(EKIUI, TUTaHUS U OKPYXKAIOIIEH Cpefbl, XOTs, BEPOSTHO,
HU OJJMH U3 9TUX MEXaHU3MOB TOJIHOCTHIO He OOBSICHSIET Pa3yiv-
yns*°. Myranuu npyrux reHoB (He CFTR) vy nonuMopu3Mbl
— 0003HaYaeMble TEPMUHOM «MOAU(MDUKATOPHI TEHOB» — TO-BU-
JUMOMY, BHOCSIT CBOM BKJIAJI B CUTYallMIO, HO JI0 HACTOSIILIETO
BpeMeHH WAEHTU(DUIIMPOBAHO JIMIIIb OIPAHUYEHHOE YHUCIIO MO-
TuuKaTopoB313233,

CosepiiieHCcTBOBaHME qUArHOCTUKU MB Tak:xe moBnusiio Ha
yBEJIMYEHUE BbIKUBaeMOCTH. Jlake y MalueHTOB ¢ aTUIMTUYHBIMU
MPU3HAKAMM JIyulllee TOHUMaHUe MEXaHU3MOB, JIeKAIMX B OC-
HOBe 3a00J1eBaHus1, 1 pa3pab0TKa OoJiee YyBCTBUTEIBHBIX METO-
JIOB UCCJIEJOBAHUsI, TAKUX KAaK CEKBEHHUPOBaHHE T'€HOB, NpUBe-
JIM K YJIYYIIEHWIO TUarHOCTUKU. B OOJBIIMHCTBE Clly4yaeB Jiva-
THOCTHKA SIBJISIETCSI TIPOCTOM U MOATBEPKIACTCS, ECIN Y CyObeK-

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.
3 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$, Hsus, 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.

33 Drumm ML, Konstan MW, Schluchter MD, et al. Genetic modifiers of lung
disease in cystic fibrosis. N Engl J Med 2005; 353: 1443-53.



Ta UMEETCs M0 KpalHen Mepe OfvH (PEHOTUNTUYECKUI MPU3HAK
(HarmpuMep, pacnpoCTpaHeHHble OPOHXOIKTA3bl), JaHHBIE O Ha-
pymenun ¢pynkunn CFTR (Hanpumep, no pesynbraram MOTO-
BOU mipoObl) u/uu Ae pacno3HanHble MyTaiuu CFTR%, On-
HAKO, IMOCKOJIbKY TposiBlieHus Oone3nn npu MB oveHs Bapua-
OeJbHBI, MOCTAHOBKA JMarHO3a He BCer/a MpocTa, ¥ 3T0 0COOEH-
HO BEpHO B OTHOIIEHUM B3POCIbIX, BIEPBble OOPATUBIIMXCA 32
ME/IMLIMHCKOM MOMOIbI0. Takue MmaiyeHThl UHOT/IA IPE/ICTaBIs-
10T TPOOIEMY TP IMarHOCTUKE, TIOCKOJIBKY Y HUX MOKET HaOJII0-
JaTbCs1 COMHUTENIBHBIN (MJIM HOPMAJIbHBIN) YPOBEHb XJIOPUIOB B
NIOTE U TOJIKO OfHA uaeHTuguuupyemas myrtauus CFTR (v
Jlake ee OTCYTCTBHE) MpU TeHOTUITMPOBAHUM TIEPBOW JIMHUM *°.
B Takux ciydasx oObIYHO UMEET MeCTO JAOCTaTouHasi (PyHKIHS
MIOIIKEITYJOYHOH JKeJie3bl, M OOJe3Hb P STOM YacTO Ha3bIBAIOT
«HEKJIACCHUECKUM» WM «aTUnIHbIM» MB. YV nonoOHbIX ma-
IIMEHTOB 00JIe3Hb MOKET BIIEPBbIE MPOSBUTHCSI CUMITTOMAMHU, HE
CBSI3aHHBIMU C JIETKMMHU, U BCJIEICTBUE STOIO OHU MHOT/IA BIIEP-
BBIE MTOMNAJAI0T B I10JI€ 3pEHUS BPaYel B KJIIMHUKAX HEITYJIbMOHO-
JIOTUYECKOTO MPpOoduIIs, KaK, HATPUMEP, MY KUMHBI C a300CIIEP-

34 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.

3 DeBoeckK,Wilschanski M, Castellani C, et al. Cystic fibrosis: terminology and
diagnostic algorithms. Thorax 2006; 61: 627-35.

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.



MUEN B KJIMHUYECKUX LIEHTPaX PerpoayKTUBHOIO 340poBbsi. 1o
9TON MPUYMHE AUArHO3 UHOT/IA CTABUTCS C MpOMe/JIeHrueM (3a-
YacTyI0 Ha MHOTHE TOJIbl), YTO MOKET BbI3BIBATh YYBCTBO HEY/IO-
BJIETBOPEHHOCTH U TpeBory. ITocKkobKy BO MHOIMX CTpaHax B
HACTOsIIIIee BpeMs1 CTAaHJAPTHO MPOBOAUTCS] CKPUHUHT HOBOPOXK-
JIeHHBIX, YaCTOTA 3aI03/1aJI0 JUArHOCTUKY B Oy/IyIieM 3Hauu-
MO cHU3UTCSA. OHAKO BMECTO ITOrO MOSIBUTCS Psiji HOBBIX MPO-
6J1eM, CBSI3aHHBIX C BBISIBJIEHHEM MAlMEHTOB, Y KOTOPBIX CUMII-
TOMaTHKa OTCYTCTBYeT M OOJIe3Hb MOXKET OCTaBaThCsl OECCHMIT-
TOMHOW B TE€YEHHUE MHOTHX JIET. Pe3ysbTaThl 3TOr0 y MaiueH-
TOB C HeKJlaccuyeckuM MB, y KOTOpbIX MOXET UMETh MeCTO 00-
Jiee HU3KUU PUCK pa3BUTUSI OOJIE3HU C Pa3BEPHYTHIMU MPOSIBIIE-
HUSIMHU, OYeHb PAa3HOOOPa3HbI M BKIIIOUYAIOT HArPY3Ky Ha CHCTe-
My 3APaBOOXPAHEHUs BCIIEACTBUE MPOBEIECHUSI UCCIIEIOBAHUIA,
MOCEIIeHUsI KJIMHUK U JISYeHHUs], a TaKKe TICUXOJIOTMUECKYI0 Ha-
Ipy3KY Ha MalMEHTOB U UX ceMbU. OHAKO €CJIM B UTOTE COCTOS-
HUE 3/I0pOBbsI MALIMEHTOB YJIyUIIIA€TCs U UX BBKMBAEMOCTh pac-
TeT, KaKk TMOKa3bIBAIOT UCCIIeA0BaHUs Kiaccrmueckoro MB37, to
CKPMHUHT HOBOPOXJICHHBIX OyneT onpapjaaHHbM. Crenyroriye
40 nieT 1anyT pelamiiye JaHHbIE B 3TOU IUCKYCCUU.
PesynbraToM pocTa BbIKMBAEMOCTU SIBJISIETCS] YBEJIMYMBAIO-
mieecs crapeHue nomyJsiiun narnueHToB ¢ MB. Coobrienust na-
IIMEHTOB B Bo3pacte crapiie 40 JieT MO3BOJSIOT BHISIBUTH MX

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.



XapaKTEPUCTUKH U MMOTEHIUAJIbHBIC TIPUYUHBI JOITONIeTH S 383940,
HecMmotpst Ha TO uTO y O0Jiee BBICOKOW JIOJIM TIAIIUEHTOB, YeM B
oOrieii momyssiuu 0obHBIX ¢ MB, 3a00neBanue kiaccuduim-
POBaHO Kak Hekjaccuyeckuii MB, nccnenoBaHus MokasbIBaioT,
YTO MHOTHE TAIMEeHTHl C KJIACCUYEeCKUM 3a00JIeBaHMEM TaKxkKe
nocruratot Bo3pacrta 40 et u 6osnee*!42. Mex myHapomaHOe Ucciie-
JoBaHue 366 manueHToB B Bo3pacte crapiie 40 JieT BbISIBUJIO,
4yTO 68 % MAMEHTOB UMEJIM HEJOCTATOYHOCTh (PYHKIIUU MOJIKeE-
JyI0uHOM *kene3bl ¥ 33 % SIBIAIMCh TOMO3UTOTHBIMU IO MYyTa-
n F508del®. Tloarpynma narento n3 CIIA u BennkoOpu-
TaHWUU BKJIOYasia Oojiee BHICOKYIO JIOJIO MAIMEHTOB C KJlaccuye-
CKUM 3a0oneBaHueM, npu 3ToM Y 81 % oTmeuasnach HelocTa-

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.

39 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.
%0 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.

43 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.



TOYHOCTb (PYHKIIMU MOMKETYI0UHON *kene3bl U 44 % umenu ro-
MOBUTOTHBIA reHOTHII 1o MyTanuu F508del*. B nenom ¢akro-
phI, obecrieunBaroiye ooiiee yBeJuueHe BbKMBAEMOCTH, KaKk
00CYyX1aJI0Ch BBIIIIE (HAMpUMED, YIydllleHue TUTaHUs U OTCPO-
yeHHOe MH(UIMpoBaHue P. aeruginosa)®, BEpOsTHO, SBISIOT-
cs1 HanOoJiee BaXXHBIMU JIETEPMUHAHTAMU JIONITOJIETH S, HO MO-
I'yT OBITh 3HAUUMBIMH U JIpyTrHie (DaKTOPbI, KOTOPBIE TPYIHO OIle-
HUTHh KOJIMYECTBEHHO, TaKWe Kak (pu3nyeckas Harpyska u 00-
pasoBanue. [To Mepe TOro Kak malyeHThl CTAaHOBATCS CTapilie,
UX MOTPEOHOCTH, MO-BUAUMOMY, PACTYT, U CUCTEME OOCITyKMBa-
HUS OyJeT HeOOXOAMMO aIalTUPOBAThCA I UX YIOBJIETBOPE-
HUs. DTH BOMPOCH U HEKOTOPBIE MTPOOJIEMBI, CBA3AHHBIE C Y/I0-
BJIETBOPEHUEM TAKMX MEHSIIOIIUXCS MOTPEOHOCTEH, 00CY K TAI0T-
Cs1 HUKE.

4 Hodson ME, Simmonds NJ, Warwick WIJ, 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 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.



3. IIpo06.JieMbl, CBSI3aHHBIE
¢ 0oJIbIICH OJKUIaeMoH
NPOA0KHTEJLHOCTBIO ;KU3HH

3.1. Harpy3ka, cBsi3aHHasI C JiedeHneM

[NoBbleHne BEIKMBAEMOCTH YBEIMUMBAET HArPYy3KY, CBSA3AH-
HYyIO C JIEYEHHEM, UTO TPEACTaBIAET COOON HOBYIO PACTYILYIO
npoOieMy AJis MAlMeHTOB, MePCOHAIA, OKa3bIBAIOIIETO UM Me-
JWIMHCKYIO TOMOIIb, ¥ CUCTEMbI (PMHAHCHPOBAHUS 3/1paBOOXpa-
HeHus. [Ipy MOCTOSHHO YBENIMYMBAOIIEMCsl YHCIie Ha3Havae-
MBIX JIEKAPCTB BOMPOCH MPUBEPKEHHOCTH K JIEYEHHIO, TTO-BH-
AMMOMY, OCTAIOTCSl TIOCTOSIHHOM M BakKHOH mpodnemoit. Hanpu-
Mep, B TeYeHHe MHOTHX JIET MHTAISAIOHHbIC TIperaparhl sBJsi-
JIMCh HEOTHEMJIEMOM YaCThI0 KOHTPOJISI COCTOSTHUS JbIXaTeTbHBIX
nytedl pu MB*4748 1 B Hactosiiee BpeMsi UMeeTcsi MHOXe-

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.

48 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.



CTBO Pa3JIMYHBIX JIEKAPCTB, KOTOPBIE JOCTABJISIIOTCS] STUM IyTEM
(HampuMep, aHTUOWOTHKM M MYKOJMUTUKHK). OIHAKO WX TOJb-
32 BHE PAMOK KJIMHUYECKUX MCIBITAHUN OCHOBaHA Ha JOMYIIe-
HUM JIOJUKHOU TPUBEPKEHHOCTH K JIEYEHUIO B «PEAJIbHOM MHU-
pe». I'pynma uccnenoBareneid n3 BenukoOpuTaHUM CpaBHHBA-
JIa YPOBHU MTPUBEPKEHHOCTH K JIEYEHUIO COTJIACHO COOCTBEHHOM
OIIEHKE MAallMEHTOB U MO COOOIIEHUsIM Bpauel, a Takxe (ak-
TUYECKYIO [IPUBEP:KEHHOCTD IIPY UCTIOIb30BAaHUU IEKTPOHHOIO
MOHUTOpPUHTA C TIOMOIIbI0 HeOynan3epHou cuctembl 1-Neb® u
MoKaszaja, 4To MeAraHa (paKTU4eCKON MPUBEP:KEHHOCTH IO pe-
3yapTatam 3arpy3ok 1-Neb cocraBuna Bcero 36 % 1o cpaBHe-
HU1O ¢ 80 % MO OLIEHKE NPUBEPKEHHOCTH CAaMUMU NALIMEHTAMHU.
HenaBHue naHHbIE TIO TOBTOPHOMY 3aIlOJTHEHUIO HeOyan3epoB,
MOJTyYEeHHBIE B XOJIE APYroro UCCIeA0BaHus, TOKA3aJM, UTo y Ma-
IIUEHTOB C BHICOKOW MPUBEPKEHHOCTHIO K JIEYEHUIO aHTUOMOTH-
KaMU C MOMOIIIbI0 HeOynai3zepa HaOMoAaI0Ch 3HAYMMOE COKpa-
IEHNe YKC/IA TOCTUTAIM3AIMIA TI0 CPABHEHUIO C CYOBEKTaMU C
OoJiee HU3KOW MPUBEPKEHHOCTBIO, UTO JIEMOHCTPUPYET TOJTb3Y B
peanbHBIX YCIoBUAX Y., OIHAKO CYIIECTBEHHBIMU SIBJISIOTCS 3a-
TpaThl BpEMEHM, CBA3aHHBIE C JOCTATOYHOM MPUBEPKEHHOCTHIO
K JieueHMo: B HegaBHeM ucciiegoBanuu B CIIIA cpeanee Bpe-
Msl, 3aTPaYeHHOE Ha BBIIIOJTHEHUE MPOLIEAYP B AeHb (MCKJII0Yast

49 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.

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



OUYUCTKY), COCTaBJAI0 108 MUHYT, €CJIM MAMEHTHI BBIIOJIH AN
BCE Ha3HAUYEHMS '

Jlns manpeHTa siisieTcs: MpooOaeMoil coOMoIeHne Beex Jie-
4YeOHbIX HA3HAYEHUH C LIEJIbI0 MAKCUMAJIbHO YBEJIMYUTH IIAHCHI
OnaronpuATHOro mcxona 3adoneBaHusA. CIIEIUAIMCTHI, TTPEIO-
CTaBJISIIOIIME MEIUIMHCKUE YCIYIM, M MPAKTUKYIOIIUE Bpadu
JOJDKHBI TIOJJICPKUBATH TH YCUIUS U, IPU HAJTMYMHA BO3MOKHO-
CTH, MIEPEXOIUTh K CUCTEMaM JIOCTaBKH U JIEKAPCTBEHHBIM (DOp-
MaM (HarpuMep, CyXUM IOPOIIKaM), KOTOPbIE CBOJAT K MUHU-
MyMy BpeMsi, HeOOXOIMMOe Ha JIeUeHue, U, CIeI0BaTeIbHO, Ha-
rpy3Ky Ha nanueHnTa. CucTeMbl ObICTPO I0CTaBKU2333* ABJISAIOT-
Cs1 MHOTOOOEUIAIOIIUMHY, U JAaHHbIE, TOTyYeHHbIe U3 peasbHON
MPAKTUKY, MOATBEPXKIAIOT CBA3b MEXJy YCTONUMBON MPUBEP-
JKEHHOCTBIO K JieueHHIo 1 ero g dekTuBHOCTHIO . HOBOW mpo-
6s1emMoii 1 nanyeHToB ¢ MB 1 MeTMIIMHCKOro nepcoHasia, oka-

31 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.
32 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 (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.

33 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.



3bIBAIOIIIETO TOMOIIIb, SIBJISIETCS MOJ/IEP/KKA STUX YCUIIUI B YCIIO-
BUSIX, KOTJIa Y HEKOTOPBIX MAIIMEHTOB MOXET HaOJIOIaThCsI OTHO-
CUTEJIbBHO MEHbIIIE CUMITTOMOB.

3.2. BoccranoBienne ¢pynkimun CFTR

Boccranosnenue ¢pynkuuu CFTR HaleneHo CKopee Ha Mpu-
YUHY, JIeKallyo B ocHOBe MB, yeM Ha nocyieicTBu S, ¥ OCTAETCs
«cBATHIM ['paanem» tepanuu MB. JIo HeaBHETO BpEMEHHU 3TO
SIBJISIOCH OCHOBHOM TIeJIbIO MiCCIIeToBaHuii >, OIHAKO TOsIBIIC-
HUE NIEPCOHATIM3UPOBAHHBIX (PAPMAKOIOTUYECKUX MMOTEHIIUATO-
poB u KoppekTopoB CFTR®5% ocHoBaHHbIX Ha reHoTHIe CFTR,
OTKpPBIBAET 3aMEYaTeIbHbIE HOBbIE BO3MOXKHOCTH JJIS BCEX Ia-
ureHToB ¢ MB.

WBakadrop npencrapiseT coOOi HOBBIA KJacC JIEKapCTBEH-

%% DaviesIC, 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.

% DaviesIC, 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.



HBIX TpenapatoB (MomynsitopoB CFTR), KOTOPBIA HEJABHO ObLT
JIMLIEH3UPOBAH BO MHOTMX PErMOHAX JJIs JIeYEHU sl MAlIUEHTOB C
MB, BO3pacT KOTOpBIX cOCTaBIseT 6 JIET U CTaple U y KOTO-
PbIX UMEETCS 10 KpaHel Mepe OfIHa KOmusl «gating» («BOpOT-
HOW») myTaiuu G551D%'%? wiu opHa U3 BOCKMU APYTUX MYTa-
it (He-GS55 1 D-gating-mymauyuii)®. B kpyrmHoM 48-HenebHOM
PaHAOMU3MPOBAHHOM KOHTPOJIMPYEMOM UCTIBITAHUHU, TPOBEICH-
HOM cpeau naiueHToB ¢ MB B Bo3pacte 12 niet u crapiiie ¢ 1o
KpaiiHell Mepe ofHOW Konwed MyTtanuu G551D, Habmonanoch
yBeIWYEeHHE CPEeJHEro adCOMIOTHOTO 3HaUeHus oObemMa (opcu-
poanHoro Beigoxa 3a 1 cexkynny (FEV,) na 10,6 % ot nporHo-
3upyeMoro®. AHajoru4yHble pe3yJbTaThl ObUTM MOJMYYEeHbI MM03-
ke B Ipyrux Koroprax®%. Bo Bcem Mupe 3TO MpPUHECET MOJb3y

61 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.

% DaviesIC, 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.
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potentiator, in patients with cystic fibrosis and a non-G551D-CFTR gating mutation,
the KONNECTION study. J Cyst Fibros 2014; 13: S1.



npuMepHo 5 % ot Bcex naimeHToB ¢ MB, nipu 3TomM cornacHo
oLieHKe 310 cripaBeyiuBo A1 2000 nareHToB B Bo3pacte 6 Jiet
U CTapilie, sIBJISIIONIMXCS HOCUTENISIMU 110 MEHbIIIEN Mepe OTHOM
konuu mytaiu G55 1D, u ns 400 nanpeHToB B Bo3pacTte 6 Jiet
U CTapllie ¢ N0 MeHbllel Mepe oqHou He-G55 1 D-gating-myma-
yuii. B 1aHHON KOropTe KJII0YeBOH SIBIISIETCS MPpoOiieMa mojiep-
’KaHUSI YCTONYMBOM KIMHUYECKON 3(pheKTHBHOCTH, Oe301acHO-
CTU U Pe3y/IbTaTUBHOCTH. [laHHbIE HETAaBHO MMPOBEJEHHOIO KJIM-
HUYECKOTO UCTIBITAHUS MOKa3aau yCTOWUMBBIN 3hdeKT, coxpa-
Hsommiics 10 144 HenenpS’; cBeileHNs U3 peabHON MPAKTUKH
MHOTHX HIEHTPOB TaKKe MPOJAEMOHCTPUPOBAIN YCTONYMBBIE TIO-
JoxutenbHbie 3 derTh 870,

Hecmotpsi Ha mponBMKeHME Briepe]], MPOOJeMbl OCTAIOTCSI.
Hanpumep, KoHLIeNIMs «HEHAPAIIMBAHUSI» IPYTUX BUIOB Jieue-
HUS1 OblTa ObI OYEHb XOPOIIIO BOCIIPUHSATA TAIIMEHTAMM, a TaKXkKe
MEIUIIMHCKMMU paOOTHUKAaMH, HO B HacTosiiee Bpems apdek-
TUBHOCTb 3TOr0 HeW3BecTHa. MexkJIeKapCTBEHHOE B3aMMOJEH-
CTBUE SIBJISIETCS BXXHOW Pa3BUBAIOIICHCS 00IACTBIO, TIOCKOJIBKY

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.

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



O/IHOBPEMEHHOE Ha3HaYeHUe MBaka(pTopa ¢ CUIbHBIMU UHTUOU-
Topamu Win uHaykropamu CYP3A (pepMeHTsI, y4acTByIOIME
B MeTabo/M3Me KCEHOOMOTUKOB) COOTBETCTBEHHO 3HAUMTENIHHO
TIOBBIIIAET WM CHUKAET YPOBHU CUCTEMHOTO BO3/IEMCTBUSA UBaA-
kadropa’. K nmamnuenram 6e3 gating-MyTalui eie mpeaCTOUT
pa3padoTaTh MEPCOHATM3UPOBAHHBIN TOAXOM, & MPOTHBOPEYIH-
BbIE PE3YJIbTaThl TIOPOXKIAIOT BaXKHBIE BOIPOCHI >3, KITIOUEBBIM
U3 KOTOPBIX fABJISETCA TO, KaK CIELUAIMCTBI, OKa3bIBAIOIINAE Me-
JULIMHCKUE YCIIYTH, OLIEHUBAIOT U PETYJIMPYIOT OKUIAHUS NALK-
€HTOB B OTHOIIEHNH ITUX JIEYeOHBIX CPEICTB.

3.3. YcTOMYMBOCTH K JeKapCcTBamM
1 BO3HHKaKWIue nH(eKun

B monynsimsx B3poOCibIX JHOAEH BO3pacTaeT 4acToTa CIIy-
YaeB YCTOMUMBOCTU K aHTHOMOTUKAM 4’3, U CBSI3aHHBIE C ITUM

"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.

2 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.

7 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.

74 Hodson ME, Simmonds NJ, Warwick WJ, et al. An international/ multicentre



TOKCHUYHOCTb, HETIEPEHOCHUMOCTD W/WJIN aJIJIeprusl PeACTaBIISIOT
co0o¥ mpoOsIeMbl, TproOpeTaroIHe Bee Ooblliee 3HAUCHUE /IS
MEUIIMHCKUX paboTHUKOB'®”’. Kpome TOro, MHOTHME cpeicTBa
IUIsl IJTUTENILHOM Teparuy paHee U3y4aauch TAaKUM 00pa3oM Win
B TO BpeMsi, Koraa 3(pdekT 1o0OaBIeHus ITUX MPENnapaToB K Cy-
IIECTBYIOIINM JIEKAPCTBaM He OIIEHUBAJICS, a TAKXKe ellle HeJlo-
CTATOYHO M3Yy4YEHBI TIOTEHIUAJIbHBIC MEXKJIEKApCTBEHHbBIC B3aM-
mopeiicTBusA 7. Tlpeamnonaraercs, 4To TOMOTHUTEBHBIE TIpera-
paThl MOTYT OKa3aTh JOTIOJHUTEbHBIE MOOKUTEIbHbIE I(PeK-
Thl. O/IHAKO HeIaBHEE PETPOCIIEKTUBHOE UCCIIeJOBAaHNE, B KOTO-
POM HM3y4ajIoCh BO3MOKHOE B3aUMOJICHICTBIE MEX Ty UHTAJISAIIM-
OHHBIM TOOPAMUITTHOM 1 OPAJIbHBIM a3UTPOMUIIMHOM, TTOKA3aJ10
cHUKeHue 3(PPEeKTUBHOCTU M MOCTABWIIO BaXKHBIE BOMPOCHI Ha

report on patients with cystic fibrosis (CF) over the age of 40 years. J Cyst Fibros
2008; 7: 537-42.

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

77 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.

79 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.



oynymee®. B atoii oOmacti HeoOxonuma JajbHelnas padoTa.
[Tpu MB u3meHsieTcsi cTeneHb CIOKHOCTH 3aboneBanus. B
pe3yJbTare 33/1epKKHU MPOrpecCUPOBAHUS MHOTUX KIIMHUYECKUX
nposiBieHnit MB naiieHTsl cTajakuBaoTcs ¢ podaeMamu B pas-
HbIE WJIM MO3HKE MEePUO/Ibl CBOEW KMU3HU. ATPECCUBHBIE CTPa-
TErMU dpaJuKaluu R. aeruginosa OTCPOUUIN BPEMs Pa3BUTHUA
XPOHUYECKON MH(EKIMHU, U Bce OONbIIee YHUCIIO MOJIOIBIX JIIO-
Jey IepexoAT U3 NeJuaTpuuecKUX MEAUIIMHCKUX YUPEeKICHUN
BO B3pocJble 6e3 uH(MEKIMU, BhI3BaHHOU P. aeruginosa. BaxHo,
YTOOBI B3POCIIbIE TTAIMEHTHI U CHEINAIIMCThI, OKA3bIBAIOIINE M
MEIUIMHCKYIO TIOMOIIIb, MPOIOIKAIM KOHTPOIMPOBATh MUH(PU-
LMPOBAaHUE HOBBIMU MTATOT€HHBIMU MUK POOPraHU3MaMU U CBOE-
BPEMEHHO HAauMHAJIM TTPOTOKOJBI dpaauKkanmus!. OqHako camo-
CTOATENbHBIA paboTaomuii B3pocabii ¢ MB — 310 He TO *e,
YTO 3aBUCHUMBIN peOEHOK, UX MOTPEOHOCTH B MOJJIEPKKE, LIeIn
1 00s3aHHOCTH TOTEHIMAIbHO pasHsTcs. [IproputeTHOl 3a1a-
yeil Ha Oymyiee sIBJIsieTCsl AajibHeHas padoTra mo orpeese-
HUIO HAWJTYUIIIUX WIM HanOoJiee TIOAXOAIIMX TTOAX0I0B K dpa-
JMKAalli, MOHUTOPUHTY U JIEYEHUIO B OTHOLIEHUH JIaHHOI yBe-
JIMYMBAOILENCS MOMYJISLIMM B3POC/IbIX MAUEHTOB. XOTs MOsIB-
JIHWE 3TOW KOTOPTHI, «CBOOOTHON OT Pseudomonas», sBisier-
cs1 OOMBIIMM JIOCTHKEHHEM, BaKHBIMH TPOOJIEMaMU OCTAIOTCS

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.



YCTOMUYUBOCTD K aHTUOMOTUKaM®?? 1 nHUIIMpPOBaHUE TPYTUMU
MAaTOreHHBIMA MHKPOOPTraHU3MaMu, BKJTIOYAs YBEJIMUEHHNEe pac-
MPOCTPAHEHHOCTH WH(EKIIMHU, BbI3BAHHON HETYyOEpKYJIe3HBIMU
MUKOOAKTEPUAMU U, B YaCTHOCTH, Mycobacterium abscessus®*>.
[MocnencTBusi COBpEMEHHOM MPAKTUKU MPUMEHEHHUS] aHTHONO-
THKOB HEOOXOJIMMO ITOCTOSTHHO KOHTpOJIMpoBath ¥. HegaBHo mo-
JIyJdeHHbIe JIaHHbIE TIO3BOJISIOT MPE/IToJaraTb BO3MOXHYIO Tiepe-
Ja4y HEKOTOPHIX INTaMMOB M. abscessus OT OIHOTO 4YeJoBeKa
K JPYrOMY, YTO MOKa3bIBaeT BAXXHOCTh HEIIPEPHIBHOM OIIEHKU U
TIOBTOPHOU OIEHKY MTPAKTUK CEerperaiuy CrieliiaiucToOB, OKa3bl-
BAIOIIUX MEJUITUHCKYIO TTOMOIIIB 788,

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.
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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
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Respir Crit Care Med 2012; 185:231-2.
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3.4. IkcTpanyabMOHAJbHbIE OCJ0KHEHUS

DKCTpary/IbMOHAIbHbIE MTPOsiBJicHUss MB npencTaBisior co-
60l TpobOieMy, NpUOOpETaoIIyl0 Bce OoJbllice 3HAUCHHE
(puc. 3), MOCKOJbKY 3a00JIeBaHMs, CBSI3aHHbBIC C B3POCIICHUEM,
HAKJIAJIBIBAIOTCS HA «TPaJUIIMOHHBIE» OCNIOKHEeHus1 MB, nonorn-
HUTEJILHO YCIIOXKHSIS MOTPEOHOCTU B JIeYeHUM®. DTU BOIMPO-
bl OoJiee IOIPOOHO OOCYKIAIOTCS B TOC/IEAYIONIUX TJIaBax, HO
HVJKE TMpeJcTaBieH 0030p CBA3aHHBIX C HUMHM mpooOieM. Pac-
NIPOCTPAHEHHOCTh MHOTUX 9KCTPAIy/IbMOHAIBHBIX OCIIOKHEHUH
yBeJIMUMBaeTcs ¢ BozpacroM. Harpumep, nuaGet B KOMILIEKCE C
MB (JIMB) pa3BuBaercs y 27-52 % B3pocibIX B BO3pacTe CTap-
mre 40 net®®!2, IMB accoumupoBaH ¢ 0osiee HeOIaronpusITHbI-

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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MU HCXOIaMK *3*493% 1 110 cyTH SIBJISIETCS] HE3aBUCUMBIM MPEIHK-
TOpOM cMepTHOCTH®"*¥°. MoryT pa3BUBaThCSl MUKPOCOCYAUCTHIE
OCJIOXKHEHUs, HanpuMep, Hedporarust u HerponaTtusi (OOBIYHO
yepe3 10 set nocne Havyasa [IMB), U X0Ts OHM SIBJISIIOTCS pefi-
KHMMU, TIOSIBJISIETCS BCe OOJIbIIE COOOIIEHHIA O MaKPOCOCYIUCTHIX
OCJIO)KHEHUSIX, KOTOPbIE TIOTEHIIUATIbHO MOTYT CTAHOBUTHCS BCE
OoJiee YacTBIMU B MOIMYJISAIMH CTAPEIONUX MarueHToB ¢ MB 100,
3aboneBanue nevenu, odyciaosaennoe MB (3IIMB), nipen-
CTaBJIsieT cOOOM TPYAHYIO TeMy. XOTs CYIIeCTBYIOT IaHHbIE, yKa-
3pIBaoIMe Ha TO, yTo 3IIMB He pa3BuBaercs de novo y B3poc-
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JBIX Oe3 MpelBapuTeIbHOrO MposiBJeHus Oose3Hu !, umeer-
cs1 Bce OOMbIIIe CBUACTENbCTB, TOATBEPKIAIOIINX KOPPETISAIHIO
mesxy 3[IMB 1 MOBBIIIEHHBIM PUCKOM CMEPTHOCTH 02103104,

Yacrora xponudeckoit 6one3nu nouek (XbBIT) yBennunBaer-
csl ¢ BO3pacToMm, 3a00jieBaHre HAOMIONAETCs] TPEUMYIIECTBEHHO
y B3pocbix 191, Pyck XBI1 ynBanBaeTcs ¢ Ka/IpIM MOCIIeTyI0-
[IAM IECATUIIETAEM KU3HU. Y naumeHToB ¢ XBIT 00bIYHO Takxe
oTMeyvaeTcs Xyamias PyHKIUs Jerkux 07,

PacnipoctpaneHHoCTh octeoropo3a npu MB yBennunBaetcs
C BO3pacToM (pHc. 3), XOTS UHTEPECHO TO, YTO, NO-BUAUMOMY,
BBISIBJISIEMOCTb €70 CHUKAETCS CO BPEMEHEM BO BCEY MOMYJISALINN
nanueHToB ¢ MB. Tlockomnbky y naimentoB ¢ MB nio cpaBHe-
HUIO CO 37I0POBBIMH KOHTPOJIBHBIMU CYOBEKTaMU HaOJIOAEeTCsI

101 yilschanski M, Durie PR. Patterns of Gl disease in adulthood associated with

mutations in the CFTR gene. Gut 2007; 56:1153-63.

102 Rowland M, Gallagher CG, O'Laoide R, et al. Outcome in cystic fibrosis liver
disease. Am J Gastroenterol 2011;106:104-9.

103 Chryssostalis A, Hubert D, Coste J, et al. Liver disease in adult patients with
cystic fibrosis: a frequent and independent prognostic factor associated with death or
lung transplantation. J Hepatol 2011; 55: 1377-82.

104 Nash EF, Volling C, Gutierrez CA, et al. Outcomes of patients with cystic
fibrosis undergoing lung transplantation with and without cystic fibrosis-associated
liver cirrhosis. Clin Transplant 2012; 26: 34-41.

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

196 O'Connell OJ, Harrison MJ, Murphy DM, et al. Peri-lung transplant renal issues
in patients with cystic fibrosis. Chest 2013; 143: 271.

107 Quon BS, Mayer-Hamblett N, Aitken ML, et al. Risk factors for chronic kidney
disease in adults with cystic fibrosis. Am J Respir Crit Ca re Med 2011; 184:1147-52.



TaksKe 0oJsice BBICOKAst YaCTOTA TIEPEIOMOB, CBA3AHHBIX C OCTEO-
HIOPO30M, BOKHOE 3HAYCHUE UMEIOT CKPUHHHT M paHee JieueHHe
ocreorniopo3a'®,
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Puc. 3. PacnipocTpaHeHHOCTb 9KCTpammyIbMOHAJIbHBIX OCIIOXK-
HEHUI B 3aBUCUMOCTH OT BO3pacTa, JaHHble u3 Perucrpa namu-
enToB Ponpa mykoucimaosa (CFFPR) ¢ HekoTopeiMK n3MeHe-
Husmu (nanasie o CIIIA; BocipousBeeHO ¢ pa3penieHus u3-
natenberBa Elsevier!'?)

Puck nosiBjieHMs 3710Ka4eCTBEHHBIX HOBOO6pa3OBaHI/Iﬁ B I1IO-

108 paccou J, Zeboulon N, Combescure C, et al. The prevalence of osteoporosis,
osteopenia, and fractures among adults with cystic fibrosis: a systematic literature

review with meta-analysis. Calcif Tissue Int 2010; 86: 1-7.

199 Quon BS, Aitken ML. Cystic fibrosis: what to expect now in the early adult years.

Paediatr Respir Rev 2012; 13:206-14.



MYJISIIUSIX «3/I0POBBIX» JIOMEH ¢ BO3pacToM yBennunpaetcs 0. B
vccnenoBanuax MB ucnonbs30Baiocs CTaHIapTU30BaHHOE OTHO-
meHue 3adoseBaemMoctu (SIR), KoTopoe sIBjIsieTCsl OTHOIIEHHEM
HaOJTI01aeMOI YaCTOThl OHKOJIOTMYECKUX 3a00JI€BaHUM K OXKU-
JTA€MOM 4acTOTe B KOrOpTe, C IKCTPANoJIsAIMen JAaHHbIX U3 reHe-
pasibHON nonyssiiiud. CoBpeMeHHbIe JaHHBIE MOKA3bIBAIOT 3HA-
YMMOE TIOBBIIIIEHNE PUCKA 3JI0KAYeCTBEHHBIX HOBOOOPAa30BaHUM
KeTyIoYHO-KuIieyHoro TpakTta mpu MB (SIR 3,5) !, Harmre no-
HUMaHUe KOPPENSIIUM C BO3PACTOM TOCTENEHHO YIITyOJseTcsl.
[lepBoHavyasibHble 1aHHBIE 32 10-J1€THUM Neprof yKa3bIBaIu Ha
TIOBBIIIIEHNE PUCKA Pa3BUTHS 3JI0KAYECTBEHHBIX OMYXOJIeW Mu-
IIEBAPUTEJIBHOTO TPaKTa C BO3PACTOM, OJHAKO OObEIMHEHHbIS
pe3yabTarel HaOmoneHust B TeueHue 20 JeT mpoaeMOHCTPUPO-
BaiM, 4To SIR 3HaUMMO He pa3nuyaeTcs B pa3HbIX BO3PACTHBIX
rpynmax B3pocibix (xots 6osee 60 % Bcex HAOMIOAABIIMXCS 3710~
Ka4eCTBEHHBIX OITyXOJIeW KeTyIOYHO-KHUIIIEYHOrO TPaKTa ObLIN
OMMCaHBI y MAUMEHTOB B Bo3pacre crapiie 40 sier).

Kak cnencrBue, peiieHMe O TOM, KOrJa WM Kak HCCIENO-
BaTh BO3MOXHYIO TIATOJIOTHIO KUIIEYHUKA, TIPEACTABIISET COOOM
CJIOXKHYIO KJIMHUYECKylo Tuiemmy'! 2. B HacTosiiiee Bpemsi ume-

10 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.



I0TCSI TIPOTUBOPEUMBBIE TAaHHBIE O TOM, cO37aeT Jiu MB moBbI-
IIEHHBIN PUCK 3JI0KAYE€CTBEHHBIX OITyXOJIeH B JIOKAJIM3AIIUSIX, OT-
JIMYHBIX OT KETyI0YHO-KHUIIIEYHOro TpakTa 314115 'y 9-3() % ma-
ueHToB ¢ MB HabmonaoTcss TpeBOXKHOCTh M JIETIPeccusi, KO-
TOpBIE YaIlle BO3HUKAIOT Y B3POCIHBIX, YeM y JIeTell ¢ 3TOil 00-
ne3HpI0! 19117 Y cyOBEeKTOB C TPEBOKHOCTBIO U/UJIH JIeTPecCcrei
Oornee BEpOSITHB HAIMYKME OCTPO OIIYIIAEMOro TSDKENIOro Ope-
MeHU u3-3a 0OJe3HH, ciadasi MPUBEPKEHHOCTh K JICUEHUIO U
YacToe MOJIb30BaHMe MEJUIIMHCKUMH yciyramu '8, Kpome To-
ro, MOKa3aHo, YTO TPEBOKHOCTh M JIETIPECCHS] KOPPETUPYIOT C
(yHKIMEH JIeTKMX M 4acTOTOW OOOCTPEHW JIETOYHOro 3a0o-

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

115 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.

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

17 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: 231-17.

8 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.



neBanus ! 1°12°, CoOTBETCTBEHHO, 3TO MOTYEPKUBAECT HEOOXOIH-
MOCTh COBEpPIICHCTBOBAHUS CTPATErWii pAaHHETO BBISIBJICHUS U
JIEYEHU S TICUXOJIOTMYECKON TTATOJIOTHH.

3.5. [Ipyrue npoo6.JemMbl

CymiecTByeT psiji IPyrux BaXHBIX M Pa3HOOOpa3HBIX IPO-
0J1eM, C KOTOPBIMHU MOT'YT CTOJIKHYTbCSI MAIIUEHTHI, €CJIN MTPOJIOJI-
KUTEJIBHOCTh WX JKU3HU YBEJIMYUBACTCS, U JIMAMA30H KOTOPBIX
MIPOCTUPAETCS OT CJIOKHOCTEH, CBSI3aHHBIX C TPAHCIUIAHTALIUCH,
JI0 COLMAJIBHBIX BOIIPOCOB. DTU MPOOIeMbI OYIyT 00CYkKAAThCs
Oostee MoIpoOHO B MOC/IEAYOIIMX IIaBax, HO MX KpaTKUi 0030p
TIPEe/ICTaBJIeH 371eCh.

MoMmeHT, Korjia malyeHTa Clie/lyeT HalpaBUTh Ha TPAHCILIaH-
TAIUIO JIETKOTO, HEOOXOAMMO PETYJISIPHO aHAIM3UPOBATh U Tie-
pecMaTpuBaTh C Y4E€TOM PACIIUPSIONIMXCS BO3MOXKHOCTEH Te-
paruu, mpex/e 4yem 3Ta cTaausi OyaeT JOCTUTHyTa. XOTs Mpo-
THOCTHYECKOE MOJIETUPOBAHKE BEIKMBAEMOCTH SIBJISICTCS TIOJIE3-
HBIM, OHO JIOJDKHO OBITh AMHaAMudeckum 21122, Ha TpaguiimonHoe

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 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: 231-17.

12! 1 iouTG, 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.



MBIIIIJIEHHE 3HAYMTEIILHO MOBJIMSIIa KPUTUYECKAS CTAaThsl, HATIM-
canHasi 6onee 20 JieT Ha3ajl, B KOTOPOM COOOIIATIOCh O MeIua-
HE MPOJIOJKUTEILHOCTH KU3HU, PABHOM 2 roflaM y TallueHTOB ¢
FEV 1, cocrasnasiueit MeHee 30 % OT JOKHOIO 3Ha4YeHud '23.
[Mocne 3TOro, B 3MOXy COBPEMEHHOTrO JICUCHUsI, JPYroe OmHO-
IIEHTPOBOE WCCJIEIOBAHME TTOKA3aJI0 PA/IUKAJIbHOE yBEJIMUCHIE
MPOIOJIKMTENILHOCTH KU3HU ¢ 13 MecsueB 1o 5,3 ner'?* B naH-
HOW KoropTe. PaBHBIM 00pa3oM B 3TOT MEPUOJ MMEIH MECTO
yBeJIMYeHHe PACIPOCTPAHEHHOCTH YCTOWYMBOCTH K aHTUOUOTH-
Kam!2126 3a6oneBanus movek 2’ u uHUIMPOBaHYE HOBHIMH I1a-
TOreHHBIMA MHUKPOOPraHUu3MaMu '2® B KOHEYHOU cTaguu 0oJie3-

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 W], 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.



HU, CO3JIAI0NIHE OT/IC/IbHBIC MPOOIEMbI TP MPOBEICHUH TPaHC-
wiaHTamun. Takum 00pa3oM, B HacTosiiiee BpeMsi HeoOXOmu-
MO JlaJIbHElIIIee MOJCTUPOBAHNE BbKMBAEMOCTH JIJISI YCTAHOB-
JIEHUSI ONTUMAJIPHOTO IMPOMEKYTKa BPEMEHHM /I HallpaBJIEHUS
Ha TpaHCILIaHTaImo >,

Bo3MOXHOCTh CTaTh POOUTENISIMA TIPU COOTBETCTBYIOIIEM
TIIATETLHOM MEXIUCIMITMHAPHOM TLJTAHUPOBAHUY, TIOMOIIU U
TECHOM COBMECTHOM pab0Te aKyIlIepoB, pelPOIyKTOIOTOB 1 Bpa-
yel, 3aHuMaromxcs jedenueM MB, He sBisieTcs: peakou uiu
HEPEAIbHOU JJIs MHOTMX B3pOC/bIX ¢ MB — Kak I KEeHIIYH,
Tak ¥ s Myxdu'*, Tloxoxe, 4To OEpeMEHHOCTh HE OKa3bl-
BaeT HeOJaronpusATHOTO BIMSHUS HA CPeJHECPOUYHBIE UCXOBI Y
JKEHIIIMH, OCHOBAHHBIE Ha TporpeccupoBanuu 6onesnu *!. On-
HAKO HEABHO MPOBEICHHOE WCCJIeJOBAaHKE BHISIBIIIO OOJIbIIIee
YKCJIO TIOCENICHUI Bpavel, CBSI3aHHBIX C OOJIE3HBIO, ClyJyaeB
000CTpEeHM S JIETOUHOW TATOJIOTMHA Y CHUKEHUE HEKOTOPHIX Ta-
paMeTpoB KauyecTBa XHW3HU, YTO IMPEIIONIOKUTEIBHO OTpakaeT
BIIMSIHAE (DU3MUECKUX Y SMOIIMOHAILHBIX TIPOOJIEM B paHHU Tie-
pUO MaTEpPUHCTBA HA CAMOKOHTPOJIb 32, HoBbIMH mpoOsieMaMu

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

31 Tonelli MR, Aitken ML. Pregnancy in cystic fibrosis. Curr Opin Pulm Med
2007; 13: 537710.

132 Schechter MS, Quittner AL, Konstan MW, et al. Long-term effects of pregnancy



IUTSI TIAIIUEHTOB M MEMITUHCKUX paOOTHUKOB MOTYT CTaTh jKeJa-
HIE VIMETh BTOPOT'O MJIM TPEThEro peOeHKa M OEpeMEeHHOCTD TI0-
CJie TPAHCIUIAHTAIIY JIETKOTO '3,

VBenuueHue 10K paOOTAIIMX MAIUEHTOB SBJISETCS BaX-
HBIM Pe3YJIbTaTOM OOJIbIIEN TUTETbHOCTH UX JKU3HH, M XOTS
TIOJIOKUTENTbHBIE 3(P(EKTH 3aHATOCTU TPYTHO OLIEHUTH KOJINYe-
CTBEHHO, OHA, BEPOSITHO, BHOCUT CBOM BKJIaJ B OJaromoiydue
MHOTHX MarueHToB. OTpUIIaTesIbHbIE BIUSHUS HEBO3MOXHOCTH
padoTaTh Ha UCXO/ OOJIE3HU, BKIIIOUAIOIINE COIUATBHYIO U30JIs-
U0 U OETHOCTh, XOPOIIIO U3BECTHHI MPH JAPYTUX XPOHUUECKUX
3aboneBaHmsIx 24133136, Jlapnbie peructpa 3a 2011 r. mokaskBaioT,
YTO MPUMEPHO OJIHA TPETh B3POCIIBIX MAIIMEHTOB pabOTaET MOJI-
HbIIA paOOUMii JICHb U Y MHOTUX JIPYTHX UMEET MECTO YacTHUYHAsI
3aHATOCTD 37138,

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/2011-Patient-Registry.pdf

138 Targett K, Bourke S, Nash E, et al. Employment in adults with cystic fibrosis.



[Tpu MoneMpoBaHUY CUCTEMBI 3]IPABOOX PaHEHMsT HEOOXO/IU-
MO YYHUTHIBaTh TO, YTO B OyAyIIeM KJIMHUKYU OymyT OOCTYKUBATH
Bce OOJTbIIIee YMCIIO B3POCIIBIX MAIMEHTOB, B CBSI3U C Y€M MOTYT
BO3HUKHYTh OOJIee Orpe/ie/ieHHble KOrOPThI MAlIMeHTOB, CTPaja-
IOIMX 3TOW Oone3Hblo. Hampumep, B 310Xy MpUMeHeHus Crie-
(PUUECKUX TPENapaToB MPU Pa3TMYHBIX MYTAIMsIX OHU MO-
T'yT BKJIIOYATh HE TOJIBKO KJIACCUYECKUE W HeKJIaccuieckue ge-
HOTHIIBL, HO U popmy MB, KOTOpast UMeeT CXOAHbIe KJIMHUYE-
CKHe MPOSIBJIEHUST C OPOHXOIKTATUIECKON O0JIe3HBIO, HE CBSA3AH-
Hou ¢ MB. Mozenu oka3zaHvsi MEAMIIMHCKOM MTOMOIIM, HAWITY4-
IIMA KOHTPOJIb OCJIOKHEHHIA OONIe3HU M OKHMIAHUS TAIEHTOB
Y MEIMIIMHCKUX Pa0OTHUKOB MOTYT pasiuyarkces. [To mepe yBe-
JIMUEHM ST YMCIIa TIAIIMEHTOB MOTPeOyI0TCS BaXKHbIE 0OCYKISHUS,
TIOCBSIIIICHHBIE TIOIEPXKAHUIO CTaHAApTOB. ONTUMAIBHBIN pa3-
Mep KJIMHUKY HEM3BECTEeH, HO HEOOXOIUM OATaHC MEK Ty KIIMHH-
YEeCKHUM OMBITOM 1 HEMTPEPHIBHOCTHIO OKa3aHU s TOMOIIIH OT/IEITb-
HOMY NAlIMEHTY MEXIUCLUIIMHAPHON Trpynmnon Bpaue. [Ipu-
MEHEeHUE CpaBHUTEIbHBIX Mopenei 3140 y HenpepbiBHas paspa-
00TKa ¥ MCIOJIb30BaHHUE COTTIACOBAHHBIX MEX/TyHAPOIHBIX CTaH-

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.



JapTOB MEIUITMHCKOW MMOMOIIY HEOOXOIUMBI JIJIs1 0OeCTiedeHusI
OINTUMAaJILHOM MOMOIIY ITareHTam 41142143,

HaxkoHnel, y opranuzaruii, OCylecTBISAIOMUX (PUHAHCUPOBA-
HHMe, BO3HUKAET Bce Oolbliasi MOTPEOHOCTh B PEryIvpOBaHUU
COOTHOIIIEHU S 3aTpaT U 3pPeKTuBHOCTHU T1pH JieueHun MB. Ta-
KOI aHaJu3 JIOJIKEH BKJIIOYATh KOMIUIEKCHBIE TIOAXO/bI K OIeH-
K€ TeXHOJIOTHI OKa3aHWsl MEIUITMHCKON MOMOIIY, B TOM YHUCIIe
corocrabyieHue 3(P(PEeKTUBHOCTH JieUeHU s (HOBBIMHU U CTaHAAPT-
HBIMH cpeficTBamMu). [Ipu pacuetre cyMMapHBIX pacxoyioB HEOO-
XOIMMO YUYUTHIBAThH HE TOJILKO MPSIMbIE 3aTPaThl HA OKa3aHKE Me-
JUIIMHCKOUM TIOMOIIH, HO TaKe KOMIIEHCAITUIO TIPOU3BOUTEb-
HOCTH TPy/1a, yTPaueHHOM NallMEHTAMU 1 POACTBEHHUKAMHU, OCY-
IIECTBIISAIONTIME 32 HUMH YXOJ1'44,

3akjauyeHue

JledeHve M MeIUIIMHCKAA ITOMOIIG amueHTam ¢ MB OblcT-

141 Smyth AR, Bell SC, Bojcin S, et al. European Cystic Fibrosis Society Standards
of Care: best practice guidelines. J Cyst Fibros 2014; 13: S23-542.

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.

1% 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.



PO YJIyUIIAIOTCSA, YTO YKE TMPUBEJIO K YBEIUYECHHIO MTPOIOJIKHU-
TEJIbHOCTH KW3HHM MAIeHTOB. Bo3pacTaloT Harpy3ka Ha CUCTEMY
3PaBOOXPAHEHMS U CIIOKHOCTh OOJIE3HU, U HOBBIE METOJIBI Jie-
YeHUsI MOTYT YBEJIMYUTh WM MOTEHIIMAILHO KOCBEHHO TMOBJIM-
SITh HA ATy HArpy3Ky. i mMpoBUXeHUs BIiepe]l HEOOXOAUM J1-
HAMUYHBIA 1 00BEKTUBHBIN MOX0/1. B mocnienyonux riaBax 3tu
BOMPOCHI OCBEIEHbI OoJiee MOAPOOHO.



I'1aBa 2
Ycao:xkHeHne nmpooJiem,
o0ycaoBjaeHHbIX MB:
OCJIOKHEHHSI CO CTOPOHBI JIETKUX

Christiane Knoop, Carsten Schwarz

BBenenne

Bonblime nocTUkeHrs B OKa3aHUM TIOMOIIM TP MYKOBUC-
uo3e (MB) 3a mocneqHue 1ecATUNIeTUs CTAOUIBHO YBEJIUIH-
JIM BBIKMBAEMOCTh. OJIHAKO €CTECTBEHHOE Pa3BUTHE MATOJIOTUA
Jerkux npu MB no-npexxHeMy XapakTepU3yeTcs IIpOrpeccupo-
BaHMEM JI0 KOHEUHOH cTauu OOJIe3HHU, U JIbIXaTesIbHasl Hel0CcTa-
TOYHOCTb SIBJISIETCS IEPBOU PUYMHON CMEPTHU, TOrJa KaK ClIeLy-
IOIIMMHM IO 3HAYMMOCTH NTPUYMHAMHU SBJISAIOTCS NOPAKEHUE T1e-
YEeHU U OCJIOKHEHU S TTOCIIe TPAHCIIIaHTAINHY Jierkux '43. B HacTo-
sIIIeH [JIaBe MPEeACTaBJIeHbl PA3IMYHbIE OCTIOKHEHH S TOPAKEHU ST
Jerkux npu MB u onucaHbl BO3MOXHOCTH JIEYEHUS TIPU TTPO-

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.



I'PECCUPYIOLLEN IbIXaTeIbHON HEIOCTATOUHOCTH.



1. ITneBMoOTOpaKC

[Mpumepno y 3,4 % moneii c MB B Kakoii-mnO0 MOMEHT JKH3-
HUM BO3HUKAET MHEBMOTOPAKC, MIPU ITOM eKerofHas 3abosieBae-
MocTh cocTtasiisger 0,64 %, v 1/167 namueHToB B rog'#°. V na-
[IMEHTOB, Y KOTOPBIX paHee HaOMoqasCs NEepBbIid SMU30/, PUCK
peunauBa ABiserca o4eHb BHICOKUM (50-90 %), u B 3THX CIty-
YasX 4acTo BBISIBJISIETCS] THEBMOTOPAKC HA MPOTUBOMOJIOKHON
cropoHe (46 %). BoNbIIMHCTBO CTyyaeB UMEIOT MECTO Y B3pOC-
7bIx (72,4 %), 9t0, BEpPOSITHO, OTpaxaer OoJiee TsKeJoe rmopa-
kenue Jierkux'4’. Bo3MoXHBIMU (DaKTOpaMH PHUCKA CUUTAIOTCS
XpOHUYECKUe UH(PEKINHY, BbI3BaHHbIE Pseudomonas aeruginosa,
Burkholderia cepacia vima Aspergillus, o0beM (popcUpOBaHHOTO
BbiToxa 3a 1 cexkyHny (FEV,) menee 30 % ot nporHosupyemo-
ro, KOpMJIEHHE Yepe3 30H/, HeJOCTaTOUHOCTh MOAKETyI0UHON
JKeJie3bl, aiepruyeckuil OpOHXOMYIbMOHAIBHBIN acrieprusuies
(ABITA), MaccuBHOE KPOBOXapKaHbe, MHTIALINSA JOPHA3bI AJIb-
(ha mm ToOpaMHUITIHA 1 OTATOIIEHHBIN COLMATIBHBIN cTaTyC 48,
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1.1. IlmarHocTuxka

[THeBMOTOpaKC criefyeT paccMaTpuBaTh Kak BO3MOXKHBIN JIU-
arHo3 y MaryeHToB, Y KOTOPhIX HAOMI0AAeTCsl BHOBb BO3HHUKIIIAS
60Jb B Tpy/IHON KJIETKE W/WJIH yCUileHHne ofpImKy. [lepBoiv s1a-
IIOM JMarHOCTUKU SBJIETCS MPOBEIECHUE PEHTTEHOJIOTMYECKO-
IO UCCJIE[IOBAaHUS TPYIHOU KJETKU B 3aJHe-TIepeiHer MPOeK-
. OJJHaKO B HEKOTOPBIX CIy4asiX TOUYHBIM AUArHO3 MO3BOJISA-
€T IIOCTaBUTh TOJIbKO KoMIbloTepHas Tomorpagus (KT) rpynHon
KJIETKU %,

1.2. Jleuenue

TakTHKa Je4eHHUs pa3inyaercsi B COOTBETCTBUU C PacIpo-
CTPaHEHHOCTBIO (OTPaHUYEHHBI WM OOIIMPHBINA) U YaCTOTOU
(TepBBI SMM30/ WM pelUIuB) MHeBMoTopakca'® ., 3a mamu-
€HTaMU C OTPaHMYECHHBIM ITHEBMOTOPAKCOM, HAXOMSAIIMMUCS B
KJIMHUYECKU CTAOMJIBHOM COCTOSIHUM, MOKHO BHHUMATEJIBHO Ha-
OmoaaTh B aMOyJIaTOPHBIX YCIOBUSIX C IPOBEAEHHEM KOHTPOJIb-
HOTO PEHTTEHOJIOTMYECKOTO MCCIIEAOBAHUS TPYIHON KJIETKH Ue-
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pe3 24 dgaca'>!. [laneHT ¢ OOIIMPHBIM ITHEBMOTOPAKCOM 00sI-
3aTeJIbHO JIOJKEH ObITh TOCMIMTAIM3UPOBaH. B ciydassx oOmmp-
HOT'O ITHEBMOTOpPAKCA MalMeHTaM B KJIMHUYECKH HECTaOMIbHOM
COCTOSTHMM WJIM TAIIMEHTaM C HapacTAIOUIMM IMHEBMOTOPAKCOM
10 JAHHBIM KOHTPOJIBHOTO PEHTI€HOJIOTMUECKOTO HCCIIeIOBAHUS
TPYJHOI KJIETKH HeOOXOAMMO TIOCTAaBUTh JPEHAX TUIEBPATHbHON
TIOJIOCTH.

PanyioMu3npoBaHHbIe KOHTPOJIMPYEMbIE UCTIBITAHUSI, B KOTO-
pbiX Obl CHUCTEMATHUYECKH OICHWBAJINCh JIAHHBIE TIO TMPABUJIb-
HOU TAKTHUKE JICUeHWS MPU PEIVIUBUPYIONIEM WU MEPCUCTH-
pyIoIlleM MTHEBMOTOPAKCe, OTCYTCTBYIOT 2. BO3MOXHBIM Bapu-
AHTOM SIBJIsIETCS TUIeBpojie3 (IIEBPAIbHOE BBHICKAOIMBAHUE /IS
00pa3oBaHUsI CPAICHUI) C LIENbI0 OOECTIEUeHHS CaeK MEeXIy
NApUETAIbHOU M BUCLIEPAJIBHOM IUIEBPOM. TOPaKOCKOMMYECKNN
TieBposie3 (BAyBaHME CYXOrO TIOpPOIIKa TaslbKa, IUIEBpaIbHAS
abpasusi, yacTHyHasl IJIEBPIKTOMMUSI) OOBIUHO sIBJIsieTcsl Oosee
MPEANOUYTUTENIBHBIM TI0 CPABHEHHUIO C MHCTUJUISIIMEN CKJIepO-
3MPYIOIIETO Tpernapara yepe3 IJIeBPAJIbHYIO APEHAKHYIO TPYO-
ky'?3. Kpome TOro, MOKHO MPOBECTU XUPYPrUdECKUe MPOIeIy-
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Pbl, BKJII0YAs] TOPAKOCKOITMYECKYIO ONEPALIMIO C BUAEONOLIEPK-
KO W/WJTH TOPAKOTOMMIO, [Tl yCTPAHEHU s My3bIpeit 1 OyIuT my-
TeM HaJIOXKEHHUs] CKOOOK M MEXaHMYeCKOW adpa3uu mapueTasb-
HOW TUIeBpHI >

Crit Care Med 2010; 182: 298-306.
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