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NMPUMEHEHUE CFTR MOL4YJISAITOPOB Y OETEN

C MYKOBUCLNLGO30OM (O530P)

Wamcues ®.M., Anunes A.O., Y3akosa LU.B., Mupcanuxosa H.X., Abaynnaesa M.K.
PecnybnukaHckuin cneunanm3npoBaHHbIN HayYHO-NPaKTUYECKUI MEAULMHCKUIA LLEHTP

neguatpumn M3 PY3, . TalkeHT

XULOSA

Tadqiqot magqsadi. Mukovitsidoz bilan kasallangan
bolalarda ivakaftor, lumakaftor/ivakaftor, tezakaftor/
ivakaftor va eleksakaftor/tezakaftor /ivakaftorning
samaradorligi hamda xavfsizligi bo ‘yicha dalillarni
umumlashtirish.

Materiallarvausullar. Xalgaro klinik tavsiyalar, FDA
va EMA hujjatlari, bolalar ishtirokidagi randomizatsiya-
langan va ochiq tadgiqotlar, tizimli sharhlar, manbalari
asosida sharh tayyorlandi.

Natijalar. Eleksakaftor/tezakaftor/ivakafior kombi-
natsiyasi genotiplar gamrovi va klinik samarasi bo ‘yicha
eng katta imkoniyatga ega. Mos CFTR variantlari
bo‘lgan bolalarda davolash terdagi xlorid miqdorini
kamaytiradi, o ‘pka ventilyatsiyasi va funksiyasini
yaxshilaydi, xurujlar sonini pasaytiradi hamda oziglanish
holatiga ijobiy ta’sir ko ‘rsatadi.

Xulosa. Tegishli genotipga ega bo ‘Igan bolalarda,
aynigsa kamida bitta F508del varianti mavjud bo ‘Iganda,
uch komponentli kombinatsion davolash biomarkerlar va
klinik natijalarni sezilarli darajada yaxshilashi mumkin.
Birog uning yuqori samaradorligi aniq tashxis qo ‘yish,
davolash xavfsizligi va terapiyaning uzluksizligini
ta’minlash talablarini bekor gilmaydi.

Kalit so‘zlar: mukovitsidoz, bolalar, CFTR, target
terapiya, ivakaftor, eleksakaftor, tezakafior, orfan
kasalliklar.

MyKOBHCIII03 — ayTOCOMHO-PELIECCUBHOE MYJIb-
THUCHCTEMHOE 3a00JIeBaHKE, BBI3BAHHOE IaTOTCHHBIMU
Bapuantamu rena CFTR. Hapymenue tpancnopra Xxjio-
pa u OukapOoHaTa NPUBOIUT K AETHJpaTallii CEKpeTa,
XPOHUUYECKOW MH(EKIMU U BOCHAICHHIO JIIXaTeIbHBIX
myTel, SK30KPUHHON HETOCTaTOUHOCTHU MOKETYI0UHOM
JKEJIe3bl, TOPAKEHUIO I'elaToOMIMapHON CUCTEMBI U IPY-
rum ocioxHenusm [1,5,8,12]. TpaaunnoHHoe JedeHue
— KMHE3UTEeparnHsi, MyKOJIUTHKH, aHTHONOTHKH, 3aMECTH-
TenpHast pepMeHTHas Tepanus 1 Hy TPUTHBHAS OACPK-
Ka — 0CTaéTCsl )KU3HEHHO Ba)KHBIM, HO IPEUMYIIECTBEH-
HO KOHTPOJIUPYET MOCIEACTBUS OOJIC3HHU.

CFTR-MonynsTopbl U3MEHUIN €CTECTBEHHOE Tede-
HUE MYKOBHCLH03a, TOCKOJIBKY BO3/EHCTBYIOT Ha Jie-
¢exrnpiit 6enok CFTR, a He TOJIbKO Ha TIOCIIEICTBHS 3a-
OoneBanus. Jlns Y30ekucTaHa ux BHEIPEHUE OCOOCHHO
aKTyaJIbHO TIOCJIe YTBEPXKACHUS TOCYAapCTBEHHON Mpo-
rpaMMbl MEAMLMHCKOM U COLMANbHOM MOMOIIM JETSIM C
PEIKUMH M HACJIEACTBEHHO-TCHETHYECKUMH 3aboiieBa-
Husmu Ha 20262030 roabl, B KOTOPO MYKOBHCIHI03
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SUMMARY

Objective. To review paediatric evidence on iva-
caftor, lumacaftor/ivacafior, tezacaftor/ivacaftor, and el-
exacaftor/tezacaftor/ivacaftor, and to propose a feasible
implementation model.

Materials and methods. This narrative review in-
cluded international guidance, FDA and EMA regulatory
documents, randomised and open-label paediatric trials,
and systematic reviews.

Results. FElexacaftor/tezacaftor/ivacaftor provides
the broadest genotype coverage and the largest clinical
benefit. In eligible children, CFTR modulation reduces
sweat chloride, improves lung clearance and pulmonary
function, lowers exacerbation risk, and supports nutri-
tional outcomes.

Conclusion. In children with an eligible genotype,
particularly those carrying at least one F508del variant,
triple-combination therapy can substantially improve
biomarkers and clinical outcomes. However, its high effi-
cacy does not eliminate the need for accurate diagnosis,
treatment safety, and continuity of therapy.

Keywords: cystic fibrosis, children, CFTR, targeted
therapy, ivacaftor, elexacaftor, tezacaftor, rare diseases.

MIPSIMO BKJTIOYEH B IepeyueHb 3a001eBaHni ¢ OECTIaTHBIM
nekapcTBeHHbIM  obecnieueHneM. CFTR-mopyssitopbl
— HU3KOMOJIEKYJISIpHbIE Tpernaparbl, YaCTUYHO BOCCTa-
HaBJIMBAIOIINE KoarmuecTBO win pynkmuto oenka CFTR.
[ToTeHIMaTOPBI YBEIMYMBAIOT BEPOSITHOCTH OTKPBITHS
KaHalla Ha KJIETOYHOIl MeMOpaHe; KOPPEKTOpHI yIydllia-
10T CO3pEBaHUE M JIOCTaBKy Oeiika K MmemoOpane. Dddext
ctporo 3aBucuT oT Bapuanta CFTR: ogunHakoBbIil K-
HUYECKHMH JUAarHo3 He 03Ha4aeT OJMHAKOBYIO UyBCTBU-
TEJNBHOCTSH K Mpenapary [5,15,28]. B nanHoii cratse Tep-
MHUH «TapreTHbIe ITpernaparbl» HCIOIb3YeTCs MpPeuMy-
mectBeHHO i1 CFTR-MonynsiTopoB. AHTHCMBICIIOBBIE
onmuronyxieoruasl, MPHK-tepanus u rennHoe penak-
TUPOBaHHUE PACCMATPUBAIOTCS KaK MEPCIEKTUBHBIC, HO
MIOKa HE SIBJISIOTCSI CTAHJapTOM IEMaTPHUECKON Mpak-
THKH.

IIEJIb OB30PA

OLeHNUTh TEeIUaTPUYECcKylo JloKazaTelbHylo 0a3zy
CFTR-MonynsTOpoB U mnepeBecTu €€ B KOHTEKCT CHCTe-
MBI 3/IpaBOOXpaHeHus Y30ekucrana. B 0030p Bkiroua-
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JIUCh OPUTHHAJILHBIC HCCIIEIOBAHUS, CHCTEMAaTHYECKUe
0030pbI M PYKOBOJICTBA, CBEJICHUSI PETYISATOPOB U O(hu-
LuaJbHble HOPMAaTUBHbIE UCTOUHMKH. [Ipnopurer orna-
BaJICsl HCCIIEJOBAaHUSM C y4acTUEM JETeH, paHIOMU3HUPO-
BaHHBIM HCIIBITAHUSIM, JOJITOCPOYHBIM HAOIIONCHUSIM H
aKTyaJIbHBIM HHCTPYKLUSM.

CFTR-renorun kak o0si3arejibHasi OCHOBA Tap-
TeTHOH Tepanuu

JlnarHo3 MyKOBHCIH103a MOATBEPXKIAIOT COueTa-
HUEM KIMHUYECKUX MM CKPHHHMHTOBBIX MPU3HAKOB C
nokazarenbcTBoM qucyHkipn CFTR: monokuTeTbHBIM
MIOTOBBIM TECTOM, JIBYMsI BBI3BIBAIOIIMMH 3a00JICBaHUC
BapuantamMu CFTR wim BanmanpoBaHHBIM (yHKIIHO-
HaJBHBIM uccienoBanueM [8]. Jlist BeiOopa MOAyIATO-
pa HEJ0CTAaTOYHO OTPAHUYEHHOMN MaHEeNIH YacThIX €BPO-
neiickux BapuanTtoB. OHAa MOXKET MPOMYCTUTh PEAKHE U
TIOMYJISIIMOHHO-CIIe(pUIecKre BapUaHThI, 0COOCHHO B
TCHETHUYCCKU HEOMHOPOIHOM momysiiuu (Tadm. 1).

e Munumy™m 1o HasHadeHus: ase amwienn CFTR
JIOJKHBI OBITh OXapaKTEPU30BaHbI HACTOJILKO MTOJTHO, Ha-
CKOJIBKO 9TO TEXHUYECKH BO3MOXKHO.

e [Ipu ogHOM BBISBICHHOM BapUaHTE WM HECOOT-
BETCTBUH T€HOTHIA ()CHOTHITY HYKHbI CEKBEHUPOBAHUE

BCEX KOTUPYIOUIUX YYacCTKOB M aHAJIU3 KPYMHBIX Jelle-
LU/ Ty TUTHKATIAH.

* BapuaHTsl Heomnpeel€HHOrO 3HAYEHUS HEIb3S
AaBTOMATHUYECKU CUMTATh MOKA3aHUEM K JOPOTOCTOSIIEH
MIOXKU3HEHHOM Tepamnuu.

* OTBET 10 JJAHHBIM N Vitro JI0JDKeH UHTEPIPETHPO-
BaTbCA 110 aKTyaIbHOM HHCTPYKIIUH KOHKPETHOTO Mpena-
para M SKCcHepTHOH J1abopaTopuu.

Kananueckasi 3 peKTUBHOCTD y eTel

Hsarxagpmop

WBakadTop cTanm mepBbIM JI0Ka3aTeIbCTBOM TOTO,
yro koppekuust ¢pynknun CFTR cnocobna cymiecTBeHHO
MEHSTh KJIMHUYECKUE UCXO/Ibl. Y TIallMeHTOB ¢ gating-Ba-
pUAaHTaMU TIO0Ka3aHbl OBICTPOE CHIKEHHE XJIOPUI0B
roTa, yiayduieHue (QyHKIUM JETKUX, MpHOaBKa MacChl
TeJa ¥ CHI)KEHHUE pHcka obocTpenuit [4,21].

HccnenoBanus y JOMIKOJLHUKOB U MIIQJICHIIEB MOJ-
TBepAWIN (HApMAKOKWHETHYECKYI0 IMPUMEHUMOCTh H
OMOJIOrMYECKUil OTBET, CO3/1aB apI'yMEHTBHI B I10JIb3Y PaH-
HEro Hayaja JI0 HaKOIUICHHs] HeoOpaTHMOTO MOPaKEHHs
opranoB [2,24]. Ho uucieHHO HeOObIas TpyIIa MoI-
XOJAIIMX BapUaHTOB OIPaHUYMBAET MOMYISIMOHHBII
OXBAT MOHOTEpAIHuN.

Tabnuya 1
Kuacenl u neguarpuyeckue Bo3mo:xkHoctu CFTR-monynasitopos
Tunuunsiil reHoTunMueckuii | [lequarpuueckuii Bo3-
[Ipenapar Mexannzm % KittoueBbie orpannueHust
TIPUHIIHTT pact
BapwuaHTbl ¢ COXpaHEHHBIM He netictByeT npu 6016~
P P N C 1 mecsia mo FDA A yer ip
OCJIKOM H JJOKa3aHHOM 4yB- [IMHCTBE BAPUAHTOB C OT-
WBaxadrop [orenumarop 3aBHCHT OT BapHaHTa U
CTBUTEJILHOCTBIO, TTPEKIEC cyrctBueM Oenka; CYP3A-
. MAacChI Tela .
BCEro gating-BapHaHThbI B3aUMOJICHCTBHUS
Tlymaxadrop/ | Koppexrop + Bponxocnasm/camkerne ODB1
Y P PP p O6bryHO F508del/F508del C 1 roga mo FDA B Hauasie, MHOKecTBO CYP3A-
uBaxkaTop MOTEHIIUATOP N N
B3aMMOJICHCTBHUI
F508del/F508del nnwm ot-
TeszakadTop/ Koppekrop + Vke oxBat u 3pPexT, uem
¢rop pp p JenbHble BapuaHThl ¢ octa- | C 6 et mo FDA R e, y
nBakadrop MOTEHIIAATOP . . TPONHOI KOMOWHAIINU
TOYHOH (yHKIHEH
Kakx MuauMyM™M ofiuH
Dnekcakadrop/ Y Z[v l'emarorokcuunocts, CYP3A-
JlBa xoppekropa | F508del wim nHO#t 4yBCTBH- N
Te3akapTop/ . C 2 ner mo FDA/JEMA B3aMMOJICHCTBHS, KaTApaKTa;
+ MOTEHIIUATOP | TEBHBINA BAPHAHT COTIACHO
nBakadrop BBICOKasi CTOMMOCTD
WHCTPYKITUH

* Bo3pacTHbIE IPaHHIBI YKa3aHbI 10 MEXIYHAPOJHBIM PETYISITOPHBIM JOKyMeHTaM [20-23].

Jlymakagpmop/usaxagpmop u mezaxagpmop/usaxagh-
mop

Jlymakadrop/uBakadrop ynyumaer Gpyunkmauto CFTR
npu romosurorHom F508del, ognako cpenHuii KiauHUYe-
ckuil 3QGeKT yMEpeHHEE, YeM Y BBICOKOA(P(PEKTUBHOM
TpoiiHOH Tepanuu. llennarpuueckue uccieoBaHus 10-
Ka3aJIi CHW)KEHHE XJIOPUIOB 10Ta U YIydllleHHEe MOKa-
3aresnell BEHTWISLIUOHHON HEOJHOPOJAHOCTH; TIEPEHOCH-
MOCTb B 1I€JIOM IIPHEMIIEMa, HO PECITUPATOPHBIC PEaKLIUH
U JICKapCTBEHHBIE B3aUMOJIEHCTBUS TPEOYIOT BHUMAHMUS
[18,23,29]. Tezakadrop/uBakadrop mumeer Ooisiee Ona-
TONPHATHBIN MPO(QHIb B3aUMOACHCTBUI M TIEPEHOCH-
MOCTH M MOKa3aJ yCTOHYMBOCTb 3 dexra y nereit 6-11
net [3,9]. B cucteme ¢ orpaHUYeHHBIMU peCypcaMu 3TH
KOMOMHAIMK HEJIb3sl CUUTATh ABTOMATUUECKH «JICIIEB-
Ol 3aMEHOI»: MEHbILAs LIEHa UMEET CMBbICI TOJIBKO IPU

NOAXOMAIIEM TEHOTHUIE W JOKa3aHHOM KJIMHHYECKOU
LIEHHOCTH.

Dnexcaxagpmop/mesaxagpmop/usaxagpmop

Tpoiinast KoMOWHAIMs CTaja HauOoJiee 3HAYMMBIM
3TAIlOM TApreTHOU Tepanuu. Y HNOAPOCTKOB U B3POCIIBIX
¢ onauM F508del u BapranTOM MUHUMAITBHOM (QyHKIUH
oHa oOecmeunBajia BbIpaKeHHOe ymyumeHue ODBI,
CHI)KEHHE 4YacTOThI JIETOYHBIX O0OCTPEHUIi, YMEHbIIIe-
HHUE KOHIICHTPALlUHU XJIOPUIOB IOTa U YIyUIIICHNE PECTIU-
paroproro gomena CFQ-R [19]. TIpu F508del/F508del
nobasieHue sekcakadropa k TezakapTopy/nBakadropy
TaK)Ke JaBajo JTOTOJHUTENbHYIO Tonb3y [13]. ¥V nereii
6-11 met OTKpBITOE HCCIEIOBaHUE W IUIAIEC00-KOHTPO-
nupyemoe uccienoBanune npu F508del/Bapuante mm-
HUMaJIbHOW (YHKIMM IOKa3aJIM YJIydllIeHHe HHEKCca
OYHMIICHHS JIETKUX, XJIOPUIOB 10T, GYHKIMH JIETKUX U
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KauecTBa KM3HU MPU MPUEMIIEMON KpaTKOCPOYHOH Oe3-
omacHoctu [16,30]. V neteit 2-5 ner 24-HenenpbHoe OT-
KPBITOE HCCIIEJOBaHUE TOATBEPIMIIO COOTBETCTBYIOIYIO
BO3pacTy (papMaKkOKHHETHKY, CHI)KCHHE XJIOPHUIOB MOTa
n ynyumenue LCI2,5; npu 3ToM 0TCYyTCTBUE KOHTPOJIb-
HOW IpYMNIBI U OrpaHUYCHHAS JJIUTEIBHOCTh HE MO3BO-
JISIIOT TIOJIHOCTBIO OIIEHUTh PEAKHE U OTCPOUEHHBIC He-
JKeJaTesbHble sBiIeHus [11].

HUnmepnpemayus >¢pghexma. CHMKEHHE XJIOPUIOB
nota noareepxkaaer neiicteue Ha CFTR, HO perienue
0 TIPOJIOJKEHUU TEpanuy JOJKHO YUUTHIBATH HE OJUH
OGroMapkep, a COBOKYITHOCTb HCXOJ/IOB: CUMIITOMBI, POCT,
obocTpeHws, rocnuTanu3anuy, ciupomerputo uwin LCI,
MHUKpPOOHOJIOTHIO M KauecTBO KM3HU. [lopaxeHue nér-
KHX NPH MyKOBUCIIU/I03€ HAYMHACTCS 10 MOSBJICHUS BBI-
PaKEHHBIX CUMIITOMOB M 10 TOTO, KaKk PeOEHOK CIOCO-
OEH KaueCTBEHHO BBIMOJHATH CipoMeTpuio. [loaTomy
pannee BoccraHoBieHne CFTR teopernuecku crocod-
HO MpEIyNpexaaTb CTPYKTypHOE MOBPEXKJCHHE, a HE
TOJIBKO yJTydIIaTh TEKylIue rmokasarenu. Habmonenus y
MAaJIeHbKUX JeTel TakxkKe MPeAnoaraloT NOTeHIIUAIbHOE
COXpaHEHHE OHK30KPUHHON (YHKIUHU TOJDKEITYI0YHOM
JKeJie3bl y 4acTU MallUeHTOB, HO OTH JaHHbIC MOKa He
03HAYaloT, 4TO (PEPMEHTHYIO TEPAIHIO0 MOKHO OTMEHSITh
0e3 00beKTHBHOM nepeotieHku [11, 14, 24].

Pannee Ha3HaueHHE HE JOIDKHO OIEpexarh BepHpu-
KalMio JnarHosa u reroruna. OmuO0YHOE TTOKU3HEH-
HOE JIeueHHEe 0COOCHHO OIAcHO TaMm, I7ie OIO/KET Ha Of1-
HOTO MalMeHTa KOHKYPHUPYET C JMarHOCTUKOM 1 0a30BOM

Tepanuen A Bcel KOropThl.

bezonacnocmv u monumopune. Haubonee akTyalb-
Hast uHCTpyKimst FDA st TpoiiHO# koMOnHaIuu conep-
KHUT MPEAYNPEKACHHE O TSHKEIOM JICKapCTBEHHOM MO-
PaKEHUU TIEUCHH, BKIIIOYAs PE/IKUE CIydau Me4EHOUHON
HEJI0CTAaTOYHOCTH, TPaHCIUIaHTalMu U cmeptu. [lepen
Haugayiom orieauBaroT AJIT, ACT, menounyto docdaraszy
n Omupy6owuH; 1o uHCTpyKunu FDA KOHTpoIb TPOBOIST
€XKEMECSUHO NepBbIe 6 MECsIeB, Kax/ble 3 Mecsla ciie-
nytomue 12 MecsieB, 3aTeM He pexe exeropHoro. [Ipu
3HAQYMMOM ITOBBIIICHUH TOKa3aTeled WM KIMHUYECKUX
CHMIITOMaX JICYCHUE NPHOCTAHABIUBAIOT W OLICHHUBA-
FOT COOTHOIIICHHUE TOJIb3BI U pucka [7,25,26] (Tabm. 2).
HannoHansHbIi IPOTOKOJI MOXKET OBITH CTPOXKE, HO HE
ciabee JeHCTBYIONICH HHCTPYKIMH MIPUMEHSEMOTO TIpe-
rapara.

Bce wuBakadTop-cozepiKaiife CXeMbl B3aMMOJICH-
ctBytoT ¢ CYP3A. CunibHble HHAYKTOPBI (HarIpuMep, pu-
(damnunuH, kapbamaszenuH, GeHUTOHH, (GeHobapOuTal,
3Bepo0Oi) MOTYT CHH3HUTH DKCIO3UIMIO U 3dekTus-
HocTh; MHrHOMTOpEl CYP3A, BKirowast psii a30J1bHBIX
MIPOTUBOTPHOKOBBIX CPEICTB M MAaKpOJIUAOB, TPEOYIOT
KOPPEKTUPOBKH JI03bI COINIACHO MHCTPYKIIHH.

Jnst Y30ekucTana 3T0 KPUTHYHO: JIETH C MYKOBHC-
LIUJI030M YacTO IOJYYalOT IMOBTOPHBIC KYpChl aHTHOAK-
TEpUaJILHOM Tepanuy, a PeruoH OcTaércsi 30HOW BHH-
MaHus 10 TyOepkyné3y. Couyeranue ¢ pupamIiuiimHOM
HEJTb3s pelIaTh «I0 MamsTi» — Tpedyercs papmaxoaoru-
YecKasi poBepKa KaXJJ0ro Cirydast.

Tabnuya 2
Oran O0s13aTebHBIE IPOBEPKH Knnanveckas neib Kpachueie gmarn
Tenotun; AJIT, ACT, LL[®D, ounupyous; e- JleKxoMITeHCHPOBAHHOC/ TSKETOE
o kapctBa U BAJl; odrangemoror; poct, Macca, | FicxomHasi TOUKa M UCKITIOUE- | MOPAKCHUE MTEUCHU; CHIIbHBIC HHYK-
crapra carypanusi, Mukpoouosorusi; OPB1/LCI mo | Hue mpoTUBOMOKA3aHUI Topbl CYP3A; HEnoaTBep:KAEHHBII
BO3pacTy TEHOTHIT
. JKenryxa, TéMHast Moda, 60IIb cripaBa
[Teu€HouHbIE TIPOOBI 10 UHCTPYKLIUH; . .. o
0-6 Pannuii 3¢ pexr u nepeHo- oz péopamu, CTOWKasi pBOTa, BhIpa-
MPUBEPKEHHOCTH; cblmib; JKKT; con, Ha-
MECSIIIEB CHMOCTD JKEHHAsI ChIllb, HEOOBIYHAS TOJIOBHAS
CTpOeHI/Ie " TIOBCJCHHUE, TJIa3HBIC CUMIITOMBI
00JIb/HapyIIIEHUE 3PCHUS
Tleu€nouHblie MPOOBI KaXAble 3 MecsIa; Her noctyma k npenapary 0e3 miaHa
7-18 P > [TonTBepxkaeHne KIMHNYE- Ty perapary
poct; oboctpenusi; OPB1/LCI; mukpobduo- M Mepexo/ia; CaMOCTOSATENILHOE CHIKE-
MeCsIIEB CKOM IIECHHOCTH
JIOTHSI; Ka4€CTBO YKU3HU HHE JI03bI
He pesxe exKeromHoro mojHOTO ayIuTa;
. Ilo3aHue HexKenaTebHBIC SIBICHUS,
Meu€HOYHbBIE TPOOBI MUHUMYM €XKETOTHO; JlonrocpouHas 6€30MacHOCTh
Janee Ny . % YXyIIIeHHE TPUBEP)KEHHOCTH, TOK-
0(pTaTBMOIOTHYECKHUI M TICHXOCOIHATBHBIA | U YCTOHYMBOCTh .
CHYECKHUE B3aMMOACHCTBUS
KOHTPOJITh

V nerell mepes HauajaoOM U B XOJI€ TEpalMK PEKOMEH-
IYIOT O(GTaIbMOJOTHYCCKUI KOHTPOJIb HM3-32 COOOIIIe-
HUH O HEKOHICHHUTAJIbHBIX IIOMYTHCHUAX XPYyCTaJIMKa.
Taxke criemyeT akTHBHO CHpaIlWBaTh O CHE, TPEBOTE,
ACPECCUr, UBMCHCHHUAX TMOBCACHUA, KOHLICHTpAIIUN U
rosioBHOH Oomu. [IpuuuHHAas CBsI3h HEporcuxuaTpude-
CKHX CHMITOMOB OCTa&TCSI HEOIHO3HAYHOM: HCCIIeA0Ba-
HUS JaI0T pa3HbIe Pe3yibTaThl, HO CUTHAJ JOCTaTO4YeH
JUISl CHCTEMaTHYeCKOTO HAOMIONEHHUs], & HE JUIs UTHOPH-
poBanus xanod [6,20,22,27].

Mecmo mapzemnoii mepanuu 6 KOMNIEKCHOM Jiede-
Huu
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CFTR-MomynsaTopel HE OTMEHSIIOT aBTOMATHYECKH
0a3oByto Tepanuto. /laHHbIe 00 YIPOIICHUU PeKUMA Jie-
YEHUs TI0Ka HE MO3BOJISIIOT 0€3 MHANBULYaIbHON OLIEHKH
npeKpaiiarb KMHE3UTepaluoo, NopHa3y ajibda, runep-
TOHHYECKHH PacTBOpP, aHTHUOMOTHKH, MaHKPEaTHUYECKUE
(hepMEeHTHI WIIM HYTPUTHBHYIO TIOIIEPIKKY. Pe3koe camo-
CTOSITENIBHOE COKPALCHUE JICUEHUS CO31AET PUCK IOTE-
pu nocrurayroro 3¢ dexra [10,17].

o OepMeHTBI KOPPEKTUPYIOT TOJBKO MOCHE O0BEK-
THUBHOM OIICHKHU YK30KPUHHOM (DYHKIIMU U HYTPUTHBHOTO
craryca.

* AHTUMHUKpOOHas Tepamus ONpeAessieTCs KIUHH-
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KO U MUKPOOHOJIOTHEH, a He (pakToM mpuéma MOIyIs-
Topa.

» KuHe3uTepanuoo W WHTASIIHN [IEPEeCMATPHBAIOT
MO3TAIHO B CICIUAIN3UPOBAHHOM IICHTPE, TOKYMCHTHU-
Py HCXOIIBL.

» BaknuHariys, mutaHue, JICYCHUE CaxapHOro auade-
Ta ¥ MOPAKCHUsI [ICUCHHU COXPAHSIOT 3HAUCHHE.

3AKJIIOYEHUE

CFTR-monmynsiTopel — Haubojee 3HAUUMOE JTH-
OTPOITHO OPHUCHTHPOBAHHOE JOCTHKCHUC B JICUCHUH
MYKOBHCLIH/I03a. Y J€Te C MOAXOJSIIMM TE€HOTHUIIOM,
0CcOoOeHHO NpU HaNMu4uu xoTs Obl ogHoro F508del, Tpoii-
Hasi KOMOWHAIMs CHOCOOHA CYIIECTBCHHO YIYYIIUTh
OMoMapKepsl U KIMHUUYECKUE HcXoipl. Ho € Bhicokas
3¢ GEKTUBHOCTh HE OTMEHSICT TPEOOBAHUI K TOYHOH /U~
arHOCTHKE, 0C30MaCHOCTH M HEIPEPHIBHOCTH.
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