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MykoBHCIUI03 — HACTEICTBEHHOE ayTOCOMHO-peliecCHBHOEe 3a00J1eBaHNe, 00yCI0BJICHHOE BAPpHALIUSIMH
B TeHe MYKOBHCHWIO3HOTO TpaHcMeMOpaHHoro peryiasTopa mnpooaumoctu (CFTR B anramiickoii
TpaHcKkpunuuu). J(aHHBIA reH KOAMpPYeT XJOPHAHBIH KaHaJl aNMKaJbHON MeMOpaHBI, 3KCIpPecCHpYeMblii
NPEeUMYIIECTBEHHO KJIeTKaMM 3nuTeausi. B mociaeanue roasl B KIMHUYeCKYH npakTuky BHeapeHbl CFTR-
MOIYJSITOPBI, CeJeKTHBHO YCTPAHSIOIIME IePBHYHBIA MOJIEKY/JISIPHBIH JedeKT H BOCCTAHABJIHBAIOLIUE
MPOBOAMMOCTH KaHAJIA B 3aBHCHUMOCTH OT cnenupuxu myTanuu. Ileas ucciegoBaHus — onucaTh pernoHAIbHbII
ONBIT MPUMEHEHHUS 3THONATOreHeTHYeCcKOl Tepanuu y jAereid ¢ MmykoBucunaozom B Yysamckoii PecnyOauke,
NPOAHAIU3UPOBATh ee KJINHMYecKYI0 3¢ PekTuBHOCTL M Npoduib 0e3onacHocTH. B ucciieqoBanne BKIOYEHBI
nanueHTsl 2-17 Jier, mojay4YaBmide TAapreTHYI TepanMio npenapatom Jymakadrop/uBakaprop (4) Ha
npotskeHuu ot 1 10 12 mecsiueB oo dnekcakadrop/Tezakadrop/usakadrop (23) Ha nporskeHun 12 mecsines.
OneHnBaJIM JTMHAMMKY HYTPUTHBHOIO CTATycCa, pe3y/JbTaTOB MOTOBOIO TeCcTa, NoKa3aTeseil (PyHKIMHU BHELIHEro
AbIXaHUA, OMOXHMHMHM KPOBM, apTEPHATBHOI0 JABJEHMS M COCTOSIHMA XpycTajguka. IlanueHTaM ¢ reHOTHIIOM
F508del/F508del 0blI0 OTMeHeHO JedyeHHe MpenapaToM Jymakadrop/mBakadTop H3-3a HEIO0CTATOYHOIO
TepaneBTHYeckoro J¢gexrta M  BO3HUKHOBeHHS] MNO000YHBIX J¢dexToB. TpoiiHas KoMOMHALUSA
ajekcakadrop/resakadgrop/usakadrop + uBakagTop NpoageMOHCTPUPOBAJIA BbIPAsKEHHOE yJIy4YllleHHe KJIMHUKO-
J1a00opaTOpHBIX NAPAMeETPOB, BbHICOKHH YPOBeHb NEPEHOCMMOCTH U OJaronpusiTHbIii npoguiab 6e301acHOCTH.
OnbiT npumenenusi TpoitHoro CFTR-moayasTopa y aereit ¢ mykoBucuuaodom B YyBamickoii PecnyOumke
noATBep:kIaer ero 3(P(PeKTHBHOCTH M YIOBJIETBOPHTEIbHYI0 MEPEHOCHMOCTb, YTO MOJJEepP:KHBaeT
1eJ1ec000pPa3HOCTh JAJbHeIIIero MupPoKOro HCIOJIb30BAHUS JAHHON CXeMbl TEPAIIMH B MPAKTHKe.

KiroueBsle ciioBa: MyKOBHCIM/IO03, I€TH, TapreTHas Tepamus, Yysamickas Pecmy0nnka.
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Cystic fibrosis is an hereditary autosomal recessive disease caused by variations in the cystic fibrosis
transmembrane conductance regulator (CFTR) gene. This gene encodes an apical membrane chloride channel
that is predominantly expressed by epithelial cells. In recent years, CFTR modulators have been introduced into
clinical practice, which selectively eliminate the primary molecular defect and restore channel conductivity
depending on the specific mutation. Objective. To describe the regional experience of using etiopathogenetic
therapy in children with cystic fibrosis in the Chuvash Republic, and to analyze its clinical efficacy and safety
profile. The study included patients aged 2-17 years who received targeted therapy with lumacaftor/ivacaftor (4)
for 1 to 12 months or with eluxacaftor/tezacaftor/ivacaftor (23) for 12 months. The dynamics of nutritional status,
sweat test results, and functional indicators were evaluated. The experience of using a triple CFTR modulator in
children with cystic fibrosis in the Chuvash Republic confirms its effectiveness and satisfactory tolerability, which
supports the feasibility of further widespread use of this therapy regimen in practice.

Keywords: cystic fibrosis, children, targeted therapy, Chuvash Republic.

Beenenue

MyxkoBucuunoz3 (MB) — pacrnpocTpaHeHHOE MOHOTEHHOE — ayTOCOMHO-PELIECCHBHOE
3a00JieBaHNe, XapaKTePU3YIOIIeecs TOPaKCHUEM 3K30KPHUHHBIX JKeJie3 )KU3HCHHO BKHBIX OPTraHOB
U CHUCTEM OpraHu3Ma U OOBIYHO COIMPOBOMKAAIOIIEECS TSKEIBIM TEYEHHEM U HEOIaronpusTHHIM
nporHo3oM. Hemocrarounas sxcmpeccus 6o (yHKIMOHAIbHAS HemonHoleHHocTh O6enka CFTR
(Cystic Fibrosis Transmembrane conductance Regulator) B snuTenuanbHBIX KJIETKaxX OJOKUpPYeT
TPAHCIIOPT XJIOPUA-UOHOB W YCHUJIMBACT PeaOCOpOIMIO HATPHs, YTO BEACT K JETHIPATAUUA H
MOBBIIIEHUIO BsI3KOCTH cekpera [1, c¢. 522]. BosHukarommii 3IEKTPOJMTHBIA aucOazaHc
MPOBOIUPYET Pa3BUTHE MATOJIOTMYECKUX TMPOIECCOB B OpraHax-MHUIICHSAX, MPEXKAE BCEro B
pPECTIMPATOPHON CHCTEME U KEITyT0OYHO-KUIIICYHOM TpakTe. B bIXaTeBHBIX IMyTIX BS3Kas MOKPOTa
HAKaITUBACTCS, HHPHUIMPYETCS U BBI3BIBACT OOCTPYKIINIO, XPOHHUYECKOE BOCITAJICHUE U TIOCTEIIEHHOE
CHIDKEHUE JIeTOYHOW (YHKIMH TUIOTh JO JbIXaTeIbHOW HEIOCTATOYHOCTH; CTYIIEHHE CEeKpeTa
MOKETYA0YHOM JKeJe3bl MPUBOAUT K BEIpKEHHON MallbaOCOPOIINY, BOCTAIUTEIHHBIM U3MEHEHUSIM
KHUIIIEYHUKA, TMOPAKEHUIO TApPEHXUMBI Kelle3bl M OCTPOBKOB JlaHrepraHca ¢ IOCIEIYIOIIAM
pazButueM MB-accoruupoBaHHOTO caxapHOTO AuabeTa; B MEUeHU OOTyparusi MEIKUX >KeTYHBIX
IPOTOKOB  CHOCOOCTBYET BOCHAIMUTENbHOM MHuiabTpauuu, ¢ubposy U (GOPMHPOBAHUIO
MEJTKOY3JI0BOT0 OHJIMAPHOTO IIUPPO3a y YacTh ManueHTos [2; 3].

HecmoTpst Ha IOCTHIXKEHMSI CUMITOMATHYECKOW TepanuM, OKa3bIBAIOIIECH BIMSHHUE HaA
KaueCcTBO KHU3HM OO0NbHBIX, MB ocraercs 3a0ojieBaHHMEM C OTrPaHUYEHHOW OXKHIAEMOI
MPOIOJDKUTEIBHOCThIO KU3HU [4; 5]. CylleCTBEHHBIM TPOPHIBOM CTaja MEPCOHATM3HUPOBAHHAS
CTpaTerus, HallpaBJIeHHass Ha BOccTaHOBIeHHE CTpykTypsl w/mnu ¢yakiuu CFTR mpu momomu
tapretHbix CFTR-moaynsitopos [6-8]. B HacTosiee BpeMst K MOIYJISITOpaM OTHOCST JIB€ OCHOBHBIC
TPYIIIBI: KOPPEKTOPHI, YyAydINAIOMUEe CBOpPAuYMBAaHUE W MEMOpaHHYIO OKCIPECCHI0 Oelika,

" NOTCHIHUATOPBI, YCUJIMBAIOIIHUEC AKTUBHOCTL YK C(I)OpMI/IpOBaHHOFO XJIOPUAHOTO KaHajlla [9]



Kaxxnoe u3 3THX CcpencTB MpeAHa3HAu€HO /MJisi CTPOro ONPENENICHHBIX KOTOpT MalUueHTOB,
OTOOpaHHBIX 1O THITy MyTaiuu U Bo3dpacty [10]. B cBsi3u ¢ MIMPOKUM BHEAPEHHEM TaPreTHOM
Teparnuy BOZHUKAET HEOOXOAMMOCTh YTITyOICHHBIX UCCIICIOBAHHH € KIIMHNYIECKOM 3 (HEeKTUBHOCTH
1 BO3MOXHBIX HEOJIaronpusaTHBIX peakuil y neteit. [lockonbky neuenne CFTR-MonynsTopamu, kak
MIPaBUJIO, SIBJISIETCS] MOKU3HEHHBIM, JIOJITOCPOYHBIEC JaHHble O 0€30MaCHOCTH U PEe3yJIbTaTUBHOCTU
OCTAIOTCSI aKTyaJIbHBIMHU.

Ha xonen 2025 r. B llenTpe nuarHoctuku M JjiedeHus nauveHtoB ¢ MB Yysamickoit
Pecniyonmukn (YP) mon wHaOmopeHwem HaxomsaTcs 36 npereid. MONEKYISpHO-TEHETHYECKOE
UCCIIeIOBaHKEe MIPOBEJICHO Yy BCeX MalreHToB, ooHapyxkeHa 100 % BbIABIAEMOCTh MyTallMii B T€HE
CFTR. OcobenHocThI0 reHeTndeckoro npoduist 6oapHeIx MB B UP gBIIsSieTCSI OTHOCHTENBHO Majioe

KOJIMYECTBO BBISIBICHHBIX MYyTallMi ¥ 3HAYUTENIbHOE MpeBasinpoBanue myraimu E92K (tada. 1).

Tabnuna 1
Berpeyaemocts renotumnos (N = 34)

I'enoTun AOCOIIOTHOE YHCIIO %
F508del\F508del 5 13,8
E92K\delF508 11 30,5
E92K\E92K 14 38,9
E92K\L581X 2 5,6
F508del\2789+5G>A 1 2,8
F508del\S945L 1 2,8
F508del\p.Arg117Cys. 1 2,8
F508del\CFTRdele2,3. 1 2,8

HpHMe‘{aHI/ICZ COCTaBJICHA aBTOPAMU Ha OCHOBC IMOJTYYCHHBIX TAHHBIX B XOA€ NUCCICIOBAHUSA

VYuutbiBas pe3yJbTaTbl TE€HETHYECKOro OOCJIeloBaHUs, a TakKXKe pEeKOMEHAyeMble
MIPOM3BOJUTENIEM  KPUTEPUM JUIsl  HA3HA4YeHMs] IpernapaToB  uBakadrop/mymakapTop H
anekcakadTop/Te3akadTop/uBakadTop, TapreTHas TEpanus mokazaHna BceM 00CIeT0BAHHBIM JCTSIM C
MYyKOBHCLIM1030M B YP.

Heas  wmcciaegoBaHusi —  OPEIOCTAaBUTh  PETHOHAIBHBIA  ONBIT  IPUMEHEHUS
ATHOIATOr€HEeTHUECKON Tepanuu y JeTel ¢ MyKoBHucln1030M B UyBarickoil PecriyOnuke u olleHUTh
ee KITMHUYECKYIO 3(h(PEeKTUBHOCTH BMECTE C MpoduiieM Oe30MacCHOCTH Ha3HAYaeMBbIX MTPENapaToB.

Marepuana 1 MeTOABI HCCIETOBAHUSA

B ananu3 BkiroueHsl 23 manueHTa B Bo3pacte OoT 2 A0 17 neT, moaydaBIIMX TapreTHYHO
Tepanuio: JymakadTop/mBakadTop (IBOMHAS Tepamusi) HazHayeH 4 neTsaM (MPOJIOKUTEIIBHOCTh
tepanuu 1—12 mecsneB), anekcakapTop/Tezakadrop/uBakadrop (TpoitHast Teparnus) NpUMEHsICS y
23 nereii B Teuenue 12 mecsies. JleueHue nBoiiHON KoMOMHaIMel HauyuHailoch BecHou 2021 r.,

OOJIBIIMHCTBO KYpPCOB TPOMHOrO pexuma craproBaid B HosiO6pe 2022 r. K HasHadeHHUo



nymakadrop/uBakadTOp JOMYCKAINCHh TMAIMEHTBl, Y KOTOPHIX JabOpaTOPHO MOJATBEpPIKICHA
reMU3UrOoTHOCTh 1o MyTauuun F508del, mpu 3ToM wHCKITIOYEHA TEMHU3UTOTHOCTh W HAIWYHE
komruiekcHoro asuens [L467F;F508del]. B koropTy, mony4aBiiyto TPOHHYIO KOMOMHAIIMIO, BOIILIN
2 pebenka c renorunoM F508del/F508del, 1 — ¢ F508del;L467F/F508del, 7— ¢ F508del/E92K, 4 — ¢
F508del B coueranuu ¢ apyrumu, otiimuHbiMu oT E92K, BapmanTamu, a Takke 9 TOMO3UTOTHBIX
Hocureneil E92K. Cxembl 103MpOBaHMS COOTBETCTBOBAIM BO3pacTy M macce Tena: 1 mamueHt
Mutajie 6 JIeT rpymnmsl TPOWHOM Tepaniy MpUHUMA TpaHylibl, coaepxamue 188 mr mymakadropa u
150 mr uBakadTopa IBaXKIbl B CyTKH; 3 OoJjiee CTapUIMX MAMEHTOB MOIy4alu TabJeTHpOBaHHBIC
dbopmel (iymakadTop 100 mr + uBakadrop 125 mr u mymakadrop 200 mr + uBakadrop 125 mr) ¢ Toit
®e KpaTHocThio. [lo3a anekcakadrop/Tezakadrop/uBakadrop cocraBmsa 50/25/37,5 mr ¢
JIOTIOJTHATEIBHBIM TIpHeMOM HuBakadtopa 75 mr y 7 nereit 612 ser ¢ maccor tena < 30 kr u
100/50/75 mr ¢ uBakadropom 150 mr y 18 mammentoB crapiie 6 net ¢ maccoit Tena > 30 kr.
Koppekuust 10361 He moTpeboBaniach; Bce OONbHBIE MPOJIOIKAIU Oa3MCHYIO TEparuio COTJIACHO
JCUCTBYIOIUM pPEeKOMEHIAIMIM. DPQPEKTHBHOCTh M 0€30IMacHOCTh MPUMEHEHHS IPErnapaToB B
obeux TpyImax ONCHUBAIN Ha 14-i IeHb OT Havaja JiedeHus, ganee depes 1, 3, 6 u 12 mecsies. B
JUHAMHKE PErMCTPUPOBAIM aHTPOIOMETPUYECKHUE TMOKAa3aTed C PacueToM HMHJEKCa Macchl Tena,
napametpsl ¢yHkiuu BHemHero apixanus (OXKEJI, O®B1), 3HaueHuss mOTOBOro TECTa, 4acTOTY
obocTpeHnit 3a00ieBaHUsl W MOTPEOHOCTH BO BHYTPUBEHHOW aHTHOAKTEpHaIbHOW Tepanmuu. K
KOHTPOJIMPYEMbIM [apaMeTpaM BO BpeMs IIpUeMa IpenapaToB OTHOCHUJIM aKTUBHOCTb
amuHotpancdepas (AJIT, ACT) u ypoBeHb 00111ero OnanpyorHa; J0NOTHUTEIBHO KOHTPOJIUPOBAIN
apTepualbHOEe  JlaBIeHME U  COCTOSHUE  XpycTanuka  (0(TaJbMOCKOIUS,  BH30METpHS,
OMOMUKpPOCKOIHSI) C 1LEJIbI0 pAHHEr0 BBISABICHHUS KaTapakThl (COTJaCHO METOJUYECKUM
pEKOMEHalUsAM IO TapreTHOM Tepanmuu KHCTO3HOTOo (uOpo3a BHISIBICHHE KaTapaKThl SIBISETCS
MOKa3aHUEM JIJIs IPEKPALICHUs TepaIui).

CraTucTudeckuil aHaIu3 OCYIIECTBISUIN ¢ ucnoib3oBanueM nakeroB Excel 2010 (Microsoft,
CIIA) u STATISTICA 7.0 (StatSoft, CILIA). [Tocne npoBepku pacipeaeeHns JaHHbIX PUMEHSIIN
napaMeTpUIecKre U HellapaMeTPHYECKIE METOIbL;, Pa3THIHUs CAUTAINCH CTATUCTHYECKU 3HAYNMBIMU
ipu p < 0,05.

Pe3yabTaThl Hec1e10BAHUS U X 00CYKIeHHe

Kombunamuio wuBakadTop/mymakapTop mnpuMeHsiiM 4 manueHTta crapme 2 JieT,
romo3uroTHeIX 110 F508del u He nMmerormx koMiurekcHoro amuieirst L467F. buoxumuyeckuii u oOnmii
KJIMHUYECKU aHaTu3bl KPOBM HAa MOMEHT BKJIIOUYEHHUS HE BBIIBWIIM HM3MEHEHUH, TpeOyrolmx
OTCPOYUTH HAUaJIO JICUSHUS; CIIy4aeB [IUPPO3a NEUEHH Cpeln ATUX OOJIBHBIX HE 3apETUCTPUPOBAHO.

Bce YYaCTHHUKHU UMEJIN TTOBBIIICHHBIC 3HAUYCHU A ITIOTOBOT'O TECTA.



CBogHas  XapakTepuUCTUKa NAIMEHTOB M  JWHAMUKAa  KIMHUKO-JIA0OpaTOPHBIX U

MHCTPYMEHTAJIBHBIX MTOKa3aTesei Ha OHE Teparuu MpeACcTaBIeHbl B Ta0MI. 2.

Tabnuna 2
Kinnuko-nabopaTopHblii CTaTyC MAalIMEHTOB HA CTapTe U B IMHAMUKE
Ha (oHe Tepanuu uBakadTop/TymakadTop

ITanuentka U. IMamuent K. Hanuer I IManuent b.
(mpexparex
(mpexpamieH (pexpartieH (mpexparex
IpueM Yepes
npueMm uepes 6 npueMm uepes 3 mpueM uepes 12 mec.)
1 mec.)
Mec.) Mec.)
[Tepros KOHTpOJIS 0-3-6 mec. 0-1-3 mec. 0-1 mec. 0-3-6-12 mec.
Bo3spacrt Ha crapre Tepa- | 10 7 14 4
Mnuu, T
Bec, kr 29-29,9-32,5 20-21-22,5 52-51 15,6-17,5-18-21
Pocr, cM 139-142-143 120-120-121 160-160 102-103-104-114
UMT (xr/m?) 15,2-14,8-15,9 13,8-13,8-15,4 20,3-19,9 14,9-16,8-16,7-16,2
Morosas mpoGa, moms/n | 119-96 90-64-74 109 ~se nposo- | 105785 = sie mposoai
WA — 125
O®B1, % ot gomk. 92-90-87 99-98-98 83-75 -
DIKEJL, % ot momx. 99-100-89 95-99-95 95-82 -
AJIT, en/n 25-25,6-32,2 13,6-22,3-12,2 17-18 27-16-13,1-39
ACT, ex/n 29-37,9-40,7 19,9-27-19,6 10-12 31-35-25,6-33
bunpyOuH, MKMOJIB/JI 8-7,24,1 9-6,6 7,28 6-3,8-3-5

HpI/IMe‘IaHI/IeZ COCTaBJICHA aBTOPAMHU Ha OCHOBC ITOJTYYCHHBIX TAHHBIX B XOAC€ HUCCICIOBAHUSA

Bce manuenTsl TIpynnbl  JIBOMHOM TEpalMHd  BIIOCIEACTBUM IPEKPATWIA  JICUCHHE
uBakadrop/mymakapTop. Y ABYX MAMEHTOB KypC MPHUILUIOCH MPEPBATh MPEKIACBPEMEHHO H3-3a
HEeOJIaronpUsATHBIX peakIHii: y 0JHOro pebeHKa BO3HUKIIN CXBATKOOOpa3Hble a0 I0MUHAIbHbBIE 00,
pBOTa, IPUCTYNOOOPa3HBIN Kallleslb C BbIJEIEHHEM OO0JIBIIOro 00beMa MOKpPOTHI, OJIbIIIKA Ha (hoHe
MTOBTOPHBIX OPOHXOCTAa3MOB, CHIDKEHHE caTypanuu kuciopona a0 90-92 % u raxukapaus. OTMeHa
npernapara, Ha3Ha4YeHHe OPOHXOIUTUYECKOM Tepanuy U MOBTOPHBIE MOMBITKA BO30OHOBUTH JICUEHHE
B YMEHBILIEHHOH J103€ HEM3MEHHO COIMPOBOXKIAIUCH PELUAMBOM CUMITOMOB. Y BTOPOT0o OOJIBHOIO
o(TanbMOIIOr IMAarHOCTHPOBAI KaTapakTy CIYCTs 3 MecsIia npuema, 4To 00yCcI0BUIIO MPEKpaleHne
Tepanuu; Ipu 3TOM yXke Ha 4-i HeJene JIe4eHHs] KOHIIEHTpaIUs XJIOPUIOB B IOTE€ CHU3MIIACH HA 26
mMmonb/n.  Emie  onwa  manueHTka  depe3 6 MecsaleB  Oblla  IepeBeleHAa  Ha
anekcakadTop/Te3akadTop/uBakadTop mocie OOHOBICHUS KPUTEPHUEB TTOKA3aHUH K TEpaIUH. 3a 3TOT
nepuosi odocTpeHuil 3a0oneBaHUs W MOTPEOHOCTH BO BHYTPUBEHHOM AHTMOMOTHKOTEpANUHM HE
(uKCUPOBAIOCh, YTO COIJIACYETCS C MCXOAHO CTa0MIbHBIM TeueHHeM MB (He Gornee omHOro
oboctpenust exeronHo). K 3-my mecsiy KypcoBoro mnpueMa y Hee HaOJIOJaIoch CHWKCHHE
XJIOPUIOB MTOTa Ha 23 MMOJIB/J1. YeTBEepThIi y9acTHUK, peOCHOK 4 JIeT, MpeKpaTui Tepanuto yepes 12

MECSIIIEB M3-32 Hel0CTaTOYHOro 3¢pdexra. KBapTanbHblii MOHUTOPHHT BBISIBUIJI IPOIPECCUPYIOIINN



MOJIUTIO3HBI PUHOCUHYCUT M OTCYTCTBHUE OXHJAaeMOIl MPUOABKU Macchl. YPOBEHb XJIOPHAOB MOTa
CHM3MWICS Ha 19 MMOJIB/1T K 3-My MecsIly, OHAKO K 12-My MecsIly MPEBBICHI UCXOIHOE 3HAUEHUE Ha
20 mMonw/n. Ilo COBOKYNHOCTH MJAaHHBIX MAIMEHTy PEKOMEHJIOBaH IIepeXoJ Ha TPOWHYIO
KoMOuHaIuio 3Jekcakadrop/rezakaprop/mBakadrop (50/25/37,5 mr * 2 Tabi1. yrpom, uBakadrop 75
MT).

B rpynmne tpoiiHol Tepanuu mpemnapar nekcakadTop/rezakadTop/uBakadrop, uBakagrop
ObUT Ha3HAueH 23 manueHTaM. Menuana Bo3pacta coctaBuia 10,5 roga (IQR 7,6 rona), a Bpems oT
MMOCTAaHOBKHM JMarHo3a a0 Hadaia tepanuu — 0,3 roga (IQR 0,4). ¥V GonpmuHCTBA AETEH pe3yabTaThl
MIOTOBOT'O TeCTa M3HAYaJIbHO HAXOAWJIUCH B MATOJIOTMYECKOM JHalla3oHe; JIMIIb y | manueHTa c
renotuniom F508del/p.Argl17Cys crapToBBIii ypOBEHb XJIOPHAOB TOTa paBHsUICA 71 MMOJIB/I.
[ToceBbI MOKPOTHI BBISIBUJIM XPOHHUYECKYIO KotoHu3amuo P. aeruginosa y 7 naruentos (30,4 %), S.
aureus y octanbHbIX 16 nomuHupoBai. AHanu3 3¢ (HEeKTHBHOCTH MOKa3al CTATUCTUYECKH 3HAYHMOE
yIydllleHHe BCEX OILIEHWBAE€MbIX MapaMeTpoB uepe3 12 mecsneB. Macca Tena yBeNUYHIIACH C
33,3+12,6 no 45,2+15,03 kr (p < 0,05), mamexc maccer Tena — ¢ 15,8+1,8 mo 18+2,8 kr/m? (p <0,01).
[ToroBsiit Tect cam3mics ¢ 105,2+15,9 no 52,6+14,9 mmonb/n coycts 12 mecsneB Tepanuu (p <
0,001); mpu stom y 56,5 % npereli 3HaueHuss HopManu3oBaiIuch (< 50 mmonw/n). Cnupomerpus
3aduxcuposana poct OXKEJI ¢ 83,5£19,8 no 102+11,5 % nomxubix BenuuuH (p < 0,001) u ODBI1 —
¢ 85+13 mo 101£12,5 % (p < 0,001); makcumanbHbIN pupocT coctaBui 13 u 21 % cooTBEeTCTBEHHO.
HexenarenbHble peaklUu PETUCTPUPOBAINCH NMPEHMYIIECTBEHHO B TEPBBIE JBE HENENH: y 5
NAIMEHTOB OTMEUYAINCh YCUIEHHOE OT/IEIIeHHE MOKPOTHI M 3aJI0)KEHHOCTh HOCA, Y 5 — pa3BUBajach
KO>KHasl ChIlb PAa3IMYHON BBIPAKEHHOCTH; 1 peOEHOK KaJloBaJICsl HA IOJIOBHYIO O60sb. Y 1 pebeHka
MPEKpaTHII JICYCHWE W3-32 JHArHOCTHPOBAHHOW KaTapakThl. BOJBIIMHCTBO pEaKIHMiA HOCHIIO
TPAH3UTOPHBIA XapaKTep W HE TPeOOBAJIIO BMEIIATENHCTBA; NMPH KOXKHBIX IMPOSBICHHUIX HHOTIA
Ha3HAYyaJIMCh aHTUTMCTAMMHHBIE CPEACTBA, OJIHOKPATHO MOTpedoBagach KpaTKOBpEMEHHasi OTMEHa
npernapara, ocjie 4Yero Tepanus Obl1a BO300OHOBJIEHA 03 peruuBa CUMITOMOB. OTMEUEHO TaKxke
U3MEHEHHE MUKpPOOHOTO Tei3axka AbIXaTeldbHBbIX myTed: y 4 MalueHTOB C XPOHUYECKOU
KoJIoHM3anued P. aeruginosa nocTUrHyrta spajuKanus naroreHa. BHOXMMUYeCKHuii KOHTPOJb HE
BBISIBIJI KJIMHUYECKH 3HAYMMOTO MoBbIeHus akTuBHOCTH AJIT u ACT HU y 0THOTO U3 MAIEHTOB,
a TIOKa3aTeI apTepUualIbHOTO JIaBJICHUSI OCTaBAJIMCh B IpejesiaXx Bo3pacTHOM HOpMbI. [lonydeHHble
JaHHBIE TOATBEPXKAAIOT BBICOKYIO 3()(PEKTUBHOCTh M OJaronpusTHBIA Npoduiib 0e30MacHOCTH
TpOITHOM KoMOMHaIMH dJeKcakadTop/Te3akadTop/uBaKkadTop y IETCKOM KOTOPTHI, HAOJII0TaBIICHCS
B Uysamickoii Peciybnuke Ha MpOTSHKEHUH OJHOTO roJa.

N3zyuenne >PpQPexkTUBHOCTH U O€30MacHOCTH KOMOMHAIMKM HBakadTop/1ymMakapTop yke

OTPa’X€HO B HECKOJIbKUX MIINTCIBbHBIX UCCIICAOBAHUAX, OXBATBIBAIOINX Pa3HbIC BO3PACTHBIC I'PYIIIIbL



MaUEeHTOB. bblI0 MOATBEPKIEHO MOJIOKUTETBHOE BIMSIHIE TPUMEHEeHUsI uBakadTop + tymakadrop
Ha COCTOSIHHE JIEroYHON (GyHKIHHK y manueHToB ¢ MB B koropte moapoctkos [11-13]. Kpome toro,
Tepanus uBakadrop + ymakadTop npoaeMoHCTpUpoBaia 3PPEeKTUBHOCTh B MIIAJIIIEH BO3PACTHOM
rpymme [14-16]. HecmoTps Ha MpOAEMOHCTPUPOBAHHYIO MOJB3Yy, OT 3 10 10 % yduacTHHKOB
MCCIIEI0BaHMsI ObLUTN BBIHYKJICHBI IPEKPATUTh IIPHEM IIperapara n3-3a pa3BUTHs HOOOYHBIX PEaKIHi
WJIA OTCYTCTBUS KIIMHUYECKOTO OTBETA. POCCHIICKHI ONIBIT IPUMEHEHHUS MATOTEHETUYECKOM TEpATUU
¢ 2021 r. Takke yKasplBaeT Ha 0oJiee BBICOKYI0 YacTOTy HEXKENaTeIbHbIX SBICHUNA TIpH
mymakapTop/uBakaQTOp U HEAOCTATOYHOE CHUKEHHE POBOIUMOCTH [10TA 10 CPABHEHHIO C TPOHHOM
cxemoii anekcakadpTop/resakadrop/uBakadrop [17-19]. B mpencraBieHHOM COOCTBEHHOM OIIBITE
Bce 4 manueHTa, TNOdydYaBlIMe JymakapTop/mBakapTOp, NpeKpaTwian JjedeHwe: 1 — wu3-3a
HeapdekTuBHOCTH, 1 — BeleacTBUe TMepeBOJa Ha TPOWHYIO Tepamuio, 2 — H3-3a TSKEIbIX
HEXKENaTEeNbHBIX ~ peakuud  (GKeIyIJOYHO-KHIIEYHbIE CHUMITOMBI, JecaTypauus KHCIOpoAa,
KaTapakTa).

Y nanmenToB Uysamickoit Pecriy0nuku, nmomy4yaBimx sekcakadrop/resakadprop/usakadrop,
OTMEYEHBl CTATHUCTUYECKU 3HAUYMMBIEC YIYYIIEHUS HYTPUTUBHOTO CTaryca, (PYHKIMI BHEIIHETro
JBIXaHUS U MOKa3zaTeseil MOTOBOTO TEeCTa, YTO MOATBEPKAAET JaHHbIE 3apyOEKHBIX U POCCHMCKUX
HCCIIE0BAHUM.

[TosryueHHbIE pe3yabTaThl COTIACYIOTCS C 24-HEAENIbHBIM IIPOCIEKTUBHBIM HUCCIIEI0OBAaHUEM,
MIPOJIEMOHCTPHUPOBABIIINM O€30MACHOCTh U KIMHUYECKU 3HAYUMBIN dPPEeKT TPOHON KOMOWHAINH,
BKJIIOUAsl YNIY4YIIEHUE PEeCcUpaTOPHBIX CUMOTOMOB, mpupoct OB/l u BoccTraHOBIeHHE (DYHKIIUU
CFTR mo cpaBHeHuIO ¢ ABOIHOI cxemoii [20-22].

3akioueHue

AHanu3 TroJ0BOTO HAONIOACHUS 33 JAETbMHU C MYKOBHUCIII030M, IPOKUBAIOIIUMHU Ha
tepputopun Uysamickoil PecnyOnuku, mokaszan, 4To KOMOMHHUPOBAHHASI Tepamusi MBaKaQTOPOM,
Te3aKaTOpOM M 3JIeKCaKapTOPOM JAEMOHCTPUPYET OJIaronpusiTHBIA mpoduiib 0e30macHOCTH. 3a
BECh TEPHUO/I JINIIH Y OJHOTO peOeHKa OBUIO BBIABICHO CEPhE3HOE HEXENATeNbHOE MPOSBICHUE B
BHJIC pa3BUTHS KaTapakTel. Ha (oHe perymspHOro mpuMEeHEHHsS TPOWHOW Tepamuu B TeueHue 12
MECSIEB Yy TAaIMEeHTOB OTMEYaJoch YiydllleHHe (YHKIMOHAIBHBIX IOKa3aTelneil, MOBHIIICHUE
YCTOMYMBOCTH OpraHU3Ma K Harpy3kam W TOJOXUTENbHas JWHAMHKAa CyOBEKTUBHOTO KauecTBa
KU3HU.

[TonydeHHbIE  pe3ynbTaThl  TOATBEPKIAIOT, YTO  HCIOJIB30BAaHHE  COBPEMEHHBIX
moaudukatopoB CFTR pacmmpsieT BO3MOKHOCTH KOHTPOJISL HaJ| TeueHHWeM 3a0oneBaHus. B psne
CllydaeB UX MPUMEHEHHUE CIOCOOCTBYET YMEHBIICHUIO BBIPAKEHHOCTH BEAYIINX KIMHHYECKUX

CHUH/IPOMOB, BIIMSIIOIIUX Ha TEMIIbl MPOTPECCUPOBAHUS OCIOKHEHUI M OOLIUI MPOrHO3, BKIIOYAs



MMPOAOJIKUTCIIBHOCTD KU3HU IMAIIMCHTOB C MYKOBUCHIHUAO30M.
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