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Pesome

TTonumno3suseiii puHocuHycut (ITPC) — omHO M3 OCHOBHBIX MpOsIBJIeHUI MykKoBucuuaoza (MB). Dnekcakadrop / tezakadrop / mBakadTop
(3TU) — CFTR-MonynsATop, NMpU UCHOIH30BAHUM KOTOPOTO MOCPENCTBOM BOCCTAHOBJICHMSI TPAHCMEMOPAHHOU TPOBOIVUMOCTH YIydIIIaeTcst
(yHkuuMs nerkux u npenorspaiiaercs rnporpeccupoBarue [MPC npu MB. Ileabto nccienoBaHust SBsIaCh OLEHKA TMHAMUKKY PEHTIEHOJIOTMYe-
CKOI1 KapTHHBI OKOJIOHOCOBBIX Ma3yx (OHIT) u opranos rpynHoit kietku (OI'K) y neteit, monyuatonux CFTR-monynstop DTU. Marepuaist
u Metoapl. [IpoBeneHo obcnenoBanue neteit ¢ MB (n = 22). PeHTreHosornueckoe oocieqoBaHue TPOBOIMIOCH B 00beMe KOMITBIOTEPHOI TOMO-
rpacpuu (KT) OHIT u OT'K 1o u yepe3 12 mec. Tepanuu npenaparom ITH. Onenka oobema nopaxenust OHIT npoBoawiack no mkane Jlanma—
Makkest. OtieHKa 06beMa MOpaXeHUsT JIETKUX TIPOBOAMIIACH 110 1IKaje Brody. Takxke omnpenensiinch okasatean hyHKITUY JIerkuX (hopcupoBaH-
Hoii sxu3HeHHO# emkocTu Jierkux (PXKEJT) n o6bema hopcrpoBaHHOro Bbiioxa 3a 1-10 cexynny (O®B)), %) u nposoaumocts nota. Pesyabrarel.
BrisiBiieHO 3HaUMMOE CHIDKEHUE CyMMBbI 0autoB 1o 1mkasne Jlanga—Makkesi ¢ 15 1o 5,5, BeIpaskeHHasI MOJIOXKUTEIbHAs TMHAMKUKA B OTHOIIIEHUM
PEeLYKLMH CIMU3UCTBIX MPOOOK B nepudepruiecKrx OTaeNax, yMeHbLIeHUe NepUOPOHXUATbHON MHMUIBTPALIMM, KOHCOJIMAALUMY JIETOYHOIH TKAaHU
¥ BO3JIyLIHBIX JIOBYLIEK. YCTaHOB/IeHO noBbleHue nokasatensa OXKEJ ¢ 88,5 (84,0—-102,3) no 101 (92,5-102,3) %, nokasarens OPB, — ¢ 87,5
(77,8—106,0) mo 105 (96,0—110,5) %, cHwxeHue moToBoii mpodsl — ¢ 113,0 (101,0—120,0) mo 63,0 (50,0—77,0) Mmmonb / 1. 3akmodyeHue.
TTponemMoHcTpupoBaHa Bbicokas addekTuBHoCcTh npenapata DTU npu tepanuu [MPC, yaydieHun nokasarteneid GyHKIUMN JIETKUX U CHYKEHUE
rokasaTeJieil TOTOBOI MpPOObI.
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Abstract

Polypous rhinosinusitis (PRS) is one of the main manifestations of cystic fibrosis (CF). Elexacaftor/tezacaftor/ivacaftor (ETI) isa CFTR modulator
that improves lung function and prevents the progression of PRS in CF by restoring transmembrane conductance. The aim of the study was to
evaluate the dynamics of the radiographic image of the paranasal sinuses (PNS) and chest organs (CHO) in children receiving the CFTR modulator
ETI. Methods. An examination of children with CF (n = 22) was conducted. X-ray examination was performed in the amount of computed
tomography (CT) of the PNS and CHO before and after 12 months of therapy with ETI. The volume of PNS damage was assessed according to the
Land — Mackay scale. The volume of lung damage was assessed according to the Brody scale. Lung function parameters (forced vital capacity (FVC)
and forced expiratory volume in 1 second (FEV,) and sweat conductivity) were also determined. Results. A significant decrease in the Land —
Mackay score from 15 to 5.5, marked improvements in the reduction of mucus plugs in the peripheral areas, a decrease in peribronchial infiltration,
consolidation of lung tissue, and air traps were observed. An increase in FVC from 88.5% (84.0% — 102.3%) to 101% (92.5% — 102.3%), FEV from
87.5% (77.8% — 106.0%) to 105% (96.0% — 110.5%), and a decrease in sweat test from 113.0 (101.0 — 120.0) mmol/L to 63.0 (50.0 — 77.0) mmol/L
were observed. Conclusion. ETI has been demonstrated to be highly effective in the treatment of PRS by improving lung function and reducing sweat
test values.

Key words: cystic fibrosis, polypous rhinosinusitis, computed tomography of the paranasal sinuses, computed tomography of the chest, targeted
therapy, CFTR modulators.
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PacrnipocTpaHeHHOCTh XPOHUYECKOI0O PUHOCUHYCHUTA
¢ HazanbHbIM nosinmno3oM (XPCcHIT) cpenu aeteit ¢ my-
koBucuuao3om (MB), o nanHbiM Peructpa 6071bHBIX
MyKoBucuno3om Poccuiickoit @enepanum (2023), co-
craBwia 37,6 %, y 34,2 % W3 HUX BBISIBJIEH CUHYCHUT 03
HazasibHOro noaumnosa (XPCOHII). /laHHOe oclioXHEeHUe
MMeeT 3aKOHOMEPHYIO TeHICHIINIO K YBETMICHUTO C BO3-
pactoM — ot 72,2 % y neteii 10 82,3 % — y B3pocibix [1].

XPCcHII paccmatpuBaeTcs Kak HeOJIaronpusiTHbIN
MTPOTHOCTUUYECKIIA (haKTOP B OTHOIICHUY TEUEHUST OPOHXO-
JIETOYHOTO TTOPaKEHUSI B CBSI3U C TEM, UTO BCTPEYAECMOCTh
reHeTnyeckoro BapuanTta reHa CFTR F508del B romo3uror-
HOM COCTOSIHUM, OTHOCSIIIIETOCS K «TSIKEJIbIM» MYTaITUsIM,
CpeIy MaleHTOB AETCKOTO BO3pacTa ¢ Ha3aJIbHBIM IOJTH -
ITO030M BHIIIIE, KaK 1 ITOTPEOHOCTh B CUCTEMHOIT aHTHOAK-
TepUAJIbHOIM 1 MHTAISILIMOHHOM Tepanuu [2].

Ipeobnaganue Takux ocinoxHeHuiit MB, kak mopa-
>KEHHE IeYeHH, 0CTeoITopo3, M B-3aBrUcHMEIT caxapHBIiI
IrabeT Y MallMeHTOB C TTOJHUITIO3HBIM PUHOCUHYCUTOM
(ITPC) cBunetenncTByeT 0 Bkiaane XPCcHII B TsokecTh
TedyeHusI 3a00J1eBaHusI. DTO 1aeT BO3MOXKXHOCTb ONpeaese-
HUST HAa3aJIbHOTO ITOJIMIT03a B KaueCTBe IpeauKTOpa 0ojiee
TsKesroro TeueHuss MB B 1iesiom [2].

Hapymenue ¢pynkimu 6enka CFTR nmpuBomut k o6pa-
30BaHUIO OYEHb BSI3KOI CIM3U, KOTOPas 3aMOIHSIET OpOH-

XM, BbI3bIBasi XPOHUUYECKOE BOCMaJIeHUe, MHGMEKIINU, TT0-
BpeXIeHNe 1 HeoOpaTUMOe pacliipeHue CTEHOK OpOH-
X0B — OpoHxo3kTa3ml (bD) [3].

B pecniupaTopHOif MenUIIMHE CYIIECTBYET AOrMa,
yto b9, kak nmpaBuiio, HeoopatuMbl. [Ipu BD npocser
OpoHXa MOXKET ObITh JIMOO 3aMOJHEH CJIU3bI0, JIUOO ero
CTeHKa MOXET ObITh yTOIIEeHa. Bo MHOTMX Cityvasix Oyner
MPUCYTCTBOBATh COYETAHUE DTUX ITPOLIECCOB, UX TUPde-
pPEHIMALIUST MOXET ObITh 3aTPY/JHEHA, MMOCKOJIbKY CJION
CJIV3M, TIOKPBIBAIOLINIT BHYTPEHHIOIO CTEHKY JIbIXaTe b~
HBIX ITyTel, OyIeT BHITJISIAECTh IO JAaHHBIM KOMITBIOTEp-
Hoit Tomorpadum (KT) Tak ke, Kak 0ObIYHOE YTOJIIECHUE
cTeHKkH [4].

B nocnennue ronst KT okonoHocoBbix mazyx (OHIT)
u opraHoB rpyaHoit kineTku (OI'K) mpu MB npuo6petaer
Bce OoJTblIiee 3HAUCHUE, TIOCKOJIBKY IMTO3BOJISIET HATIPSIMYIO
BU3yaJM3UPOBaTh CTPYKTYPHbIE U3MEHEHHSI B OYeHb paH-
HeM Bo3pacrte [5].

Tepammst CFTR-MomyisTopaMu MaccoBO CTapToBajia
B Poccuiickoit @enepanmu B 2021 1. 1 Oblia IpeacTaBieHa
NByMsI IperapaTamMu — JymMakadTop / uBakadTop 1 3J1eK-
cakadTop / Te3akadTop / mBakadrop (3TH). Hecmotps
Ha 3HAYUTEJbHOE YIy4YIlIeHne HYyTPUTUBHOIO CTaTyca
y TIAIIMEeHTOB, MMOJIyJaBIINX JyMakadTop / uBakadTop,
otMmeyvasioch mporpeccupoBanre XPCcHIT u y HekoTopbix
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JIeTel MoTpeboBaIoch ero ornepatuBHoe JeueHue [6]. [Tpu
Ha3zHayeHuu TporiHoi komOuHauuu CFTR-Monynsatopa,
B CBOIO oYepedb, IMPOIEeMOHCTPUPOBaHA BBICOKAS 3(-
(beKTMBHOCTD B OTHOIICHUY KYTTUPOBAHUS KIIMHUIECKUX
npossieHuit XPCcHII [7], a npojoHrupoBaHHOE HA0II0-
JIEHUE MO3BOJIUT 1aTh 0ObEKTUBHYIO OLIEHKY (D (heKTUB-
HOCTH TapreTHOI Tepartiu.

Tem He MeHee IO JTaHHBIM psifia UCCICTOBAHUMA T10-
SBJIsIETCS MH(pOpMaLUs 00 00PaTUMOCTU CTPYKTYPHBIX
n3MeHeHuil B nerkux [4]. O6patumocts bD ObLIa 00-
HapyxeHa y 12 (5 %) u3 235 nauueHTOB IETCKOI0 BO3-
pacTta, nonydaBiux JiedeHue DTU, n moaTBepxKaeHa
yMEHbIIEHUEM AUaMeTpa MpocBeTa OpoHXOB ¢ 3,9 =
0,910 3,2+ 1,1 mm (p <0,001), Toraa Kak y B3pOCJbIX
nauueHToB ¢ MB oH yBenuuuicg 6e3 oopaTUMOCTU
(c3,5+1,1 10 3,6+ 1,2Mmm;p=0,002). O6paTUMOCTb
HabJoa1ach NPy HMJIMHIPUUECKUX (2 He BAPUMKO3HBIX
win MekoBuaHbIX) B3O [4]. CienyeT OTMETUTD, YTO
10 pe3yabTaTaM IPYToro UCCAeqOBaHUS BU3YaTU3aIluN
c ucrnoJyb3oBaHueM cucrteMbl oleHKkU PRAGMA-CF
(ITept-PotTepaamckas 1mkansa MOp@poMeTpUUeCcKOro
aHanu3za s nmauueHToB ¢ MB) Ha ocHoBe KT, koTo-
past TaKxKe SIBJISIETCS METOIOM BU3yaJbHOTO aHaIn3a,
He BBISIBIEHO yMeHbleHns1 B y manmenToB ¢ MB B Bo3-
pacte 12 et u ctapiue, moaydyaBiux geyeHue DTHU [8].
JlaHHBIE pe3yabTaThl CBUIETETBCTBYIOT O HEOOXOIUMO-
CTH JaTbHENIINX UCCIeAOBAHUN B JETCKOU ITOMYIISIINT
namueHToB ¢ M B.

Xotst KT OHIT u / unu OT'K ucrnosns3yrores gocra-
TOYHO JaBHO, METOJIbI ITPETEPIIE/ N 3HAUUTEIbHbIE N3Me-
HeHUsI ¢ TeueHreM BpeMenn |9, 10], a B arioxy TapreTHOM
Teparuy pe3yJIbTaThl JAHHBIX UCCIICIOBAHUIA TTO3BOJISIIOT
MOHATh IMHAMUKY MOPaXXeHUI U CYIIECTBEHHO BIUSTH
Ha oTpe/iesieHre 00beMOB MYKOJTUTUYECKON 1 aHTHOAK -
TepuajabHOI 0a3MCHON TEpanuu.

Llenbio nccaenoBaHuUs SIBISITIACh OllEHKA TUHAMUKU
peHTreHojornyeckoii kKapruubl OHIT u nerkux y neteit,
nonyyvatomnx CFTR-monynsatop OTH.

Marepuans! u MeToAbl

Oo6cnenoBanbl namueHTol ¢ MB u XPCcHIIT (n = 22:
10 (45,5 %) manpurikoB, 12 (54,5 %) neBoyek; CpeaHuUii
Bo3pacT — 10,4 £ 3,2 roma, menuana (Me) Bo3pacta —
10,5roga (Q1 — 8,51 Q3 — 12,3); cpeaHuii Bo3pacT ycra-
HOBJIeHus nuarHo3a — 1,5 £ 2,7 rona, Me (Q1-Q3) — 0,15
(0,1—4,1), HabmomaeMble B LleHTpe HacIeACTBEHHBIX 00-
Jie3Hel opraHoB nbixaHus ['ocy1apcTBEHHOTO OIOIKETHO-
T'O YUpexKaeHUs 3IpaBooxpaHeHuss MOCKOBCKOIi 00J1acTh
«HayuHo-ucciaenoBaTeIbCKUil KTUHUYECKUI UHCTUTYT
netctBa MUHUCTEpCTBA 3apaBooXpaHeHNsT MOCKOBCKOM
obnactu».

Bo Bpems1 nMHaMUYeCKUX BU3KMTOB OLIEHUBAIUCh XKa-
JIOOBI HA HapyIlIEHE HOCOBOTO TbIXaHWsI.

PeHTreHOTOrMYECKOE 00CIeq0BaHNE TIPOBOIMIOCH
B oobemMe KT OHII go n yepe3 12—15 mec. Tepanun
npenapatom DTHU, ¢ anroputmom pekoHcTpykumuu KT
Bboicokoro pazpeuieHusi (KTBP) u MHOromiockocTHOM
PEKOHCTPYKIIMEH TTOyYeHHBIX n300paxkeHnii. OteHKa
obobeMa nopaxkenusst OHIT nmpoBoammack o mkane Jlan-
na—Maxkkes (1993) ¢ moayKoanyecTBEHHOM OlLIEHKOM

nsMeHeHui crnenytomux rpynn OHII ¢ o6eux cTopoH:
BEPXHEUETIOCTHBIS; MEPeAHNE U 3alHHE pelleTyarbie
MMa3yXu, KIMHOBUIHBIC ITa3yXH, JOOHBIC Ma3yXU U OCTHU-
MeaTalbHbIe KOMITIEKCHI. CTermeHb MopaxkeHUS KaxKIoi
na3yxu OolieHMBaJlaCh BU3yalIbHO, 1O 1Kaje oT 0 10 2,
rae 0 — orcyTcTBUE TTOpaXeHusi, 1| — YaCTUIHOE TTopa-
KEeHHUE Ma3yXu, 2 — CyOTOTalbHOE / TOTAIbHOE TTOpaKe-
HUE MMa3yxu, ¢ TATbHEUIINM CIIOXEHUEM Pe3yIbTaTOB
oueHku [11].

O1eHka 00beMa MOpaxXeHUs JIETKUX MPOBOAMUIACH
1o mkase Brody (2004) c ouienkoit KT-u3meHnenuii B 1ieH-
TPaJbHBIX U MepUdEePUISCKUX OTAENIAX JIETKUX (MaKCH-
MyM — 243 6anna). OueHuBanach CTereHb BIPaXKeHHOCTU
CJIeIYIOIINX TTATOJIOTUYECKUX U3MEHEHUIA:

*  pa3Mephl ¥ YUCI0 OPOHXO- U OPOHXHUOJI0IKTA30B;

* HaJIMYME MTAaTOJIOTUIECKOTO COMEPXKMMOTO B OpOHXAX;

* HaJuyue U BbIPAKEHHOCTb MEPUOPOHXUATBLHOMN UH-
dunpTpanuy;

*  HaIMuue MHOUIBTPATUBHBIX U3MEHEHU TTApEHXUMBI
JIETKOTO (B BUIE Y4aCTKOB «<MaTOBOTO CTEKJIA» U KOH-
COJUIAIN);

* HaJM4Yue U BBIPAXXKEHHOCTb CUMIITOMAa MO3aWyHOM
[JIOTHOCTHU, B YACTHOCTHU «BO3AYILIHBIX JIOBYLLIEK».
CreneHb MopaXkeHMsI BIICJICHHBIMU TTaTOJIOTMYECKH -

MM U3MEHEHUSIMU Tak>Ke OILIEHMBAETCsl BU3YaJIbHO, BapbU-
pyercs ot 0 10 3 ¥ pacCUUTBIBAETCS OTAEABHO JUTST KaXKaA0M
IIOJIY C TAJTbHEHIINM CITOXKEHHEM pe3yabTaTOB OLICHKU.
Takum obpaszoM, MakcuMaabHOE 3HAUYEHME MO 1IKajie
Brody coctaBuiio 243 6anna [12].

HccnenoBanve GyHKIIMY BHEIITHETO TBIXaHUST TIPOBO-
IIATOCH TI0 JaHHBIM (hOPCUPOBAHHOM KU3HEHHOM EMKO-
ctu erkux (P2KEJ) n o6bema popcrpoBaHHOTO BbIIOXA
3a 1-10 cekynay (O®B)), uccnenoBaHus BLIMONHSINCDH
B COOTBETCTBUHU C KpuTepusiMmu EBporieiickoro pecrim-
patopHoro (European Respiratory Society — ERS) / Ame-
PUKAHCKOTO TopakKaibHOTO (American Thoracic Society —
ATS) obmiects [13].

I[TpoBoauMOCTh TIOTAa OTpenesijlach Ha armrapa-
te Nanoduct (ELITechGroup, CIIIA). 3Hauenus no
50 MMOJIb / 1T paclieHMBAJIMCh KaK HOPMaJbHbBIE, TTOTrpa-
HUYHBIN pe3yabTaT — 50—80 MMOJIb / J1, MOJOXUTETbHbII
pe3ynbTar — > 80 MMonb / 1 [14].

Cratuctraeckast 00padboTKa JaHHBIX ITPOBOIMIACH
C TIOMOIIBIO TMakKeTa MPUKIAAHBIX ITporpamMmm SPSS
Statistics 27 (IBM). JIns onucaHus KOJUYECTBEHHBIX
JMIAHHBIX MCITOJIb30Bajlach HellapaMeTpuieckasi CTaTH-
ctuka (Me v 1-i1 u 3-ii kBapTwin). OLEHKA «10—TOCTIe»
MMPOBOIMIIACH C IPUMEHEHUEM KPUTEPHST Y MIIKOKCOHA.
Paznuuus cuntaauch CTaTUCTUYECKU 3HAYMMBIMU TIPU
»<0,05.

Pesynbrarthbl

JuarHo3 MB ycraHaBiIMBajcs COMIaCHO KIMHUYECKUM
pexomeHmanussM o MB [7], I[TPC muarsoctupoBajcs
BpayoM-oTojapuHrosorom no ganHeiM KT OHII.

B uzyuaemoii rpynne y 2 (9 %) nereii BbISIBJICH «MSIT-
Kkuit» reHotur, y 20 (91 %) — «TsKenblit». MeKOHUEBbI
UjIeyC B aHaMHe3e ObL1 ycTaHOBIEH Y 2 (9 %) maLueHToB,
uuppo3 —y 1 (4,5 %) pebenka; y 1 (4,5 %) nauneHra
BhisiBIeH reHotun F508del/F508del, y 19 (86,5 %) —
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F508del/npyroit, y 2 (9 %) — npyroii / Apyroii maToreH-
HblE BApUAHTHI.

MukpobHas (Jopa BEpXHUX AbIXaTeJAbHbIX MYyTEM
y 15 (68 %) naumeHTOB ObLJ1a NpeacTaBieHa Staphylococcus
aureus,y 5 (23 %) — Pseudomonas aeruginosa,y 2 (9 %) —
METULIMJUTUHPE3UCTEHTHBIM S. aureus (MRSA).

Me (Q1—Q3) mepuoma teparmu npemnaparom DTU
cocraBuia 406 (309—490) nHsi.

IIpu ocMoTpe MaLMEeHTOB A0 cTapTa Tepanuu y 16
(73 %) neteit pUKCUPOBAIKCH Kajlo0Obl HA HapyllIeHUe
HOCOBOTO IbIxaHus1. Ha MOMEHT IMHAMWYECKUX BU3U-
TOB TIpu npoBeAeHnn KOHTpoJbHBIX KT OHIT v ogun
peOeHOK TaHHBIX Xano0 He MPeabsBIISLIL.

ITpu oueHke oobeMa nopaxkeHust OHII o mikane JlaH-
nJa—Makkest 10 ¥ Ha (hOHE TapreTHOM TepaIliyl BBISBICHO
obuiee cHrKeHue ¢ 15 10 5,5 6anioB, 4YTO CBUACTENILCTBYET
o perpecce kanHu4Yeckux npospiaeHuit [TPC (tabu. 1).

Ha puc. 1 nponeMOHCTpUPOBAaHO BOCCTAHOBJIEHUE
BozayrHoct OHIT Ha done Teparmm ripeniapatom DTH,
a TaKXKe€ YMEHBIIIEHNE CTETICHUW YTOJIIEHUS CIM3UCTHIX
000J104€eK IMa3yx, Ha MpUMepe OJHOTO U3 TAlLIUEHTOB.

Tepanusg CFTR-Mony1STOpOM 3HAYUTENbHO OB~
sita Ha (YHKITUIO JIETKUX, yBeanduB nokazatenb OKEJT
Ha 12 % v nokasatens OPB, > 15 %. INokasatesn noro-

BOI IPOOBI CHU3UJIUCH, TOCTUTHYB MOrpaHUYHbIX 3HAUE-
Huit (p <0,001) (cm. Taba. 1).

IIpu orreHKe MOPGHOJOTUUECKUX ITPU3HAKOB U3MeE-
HEHUI B JIETKUX I10 1Kaje Brody moka3aHa BblpaxkeHHasI
TOJIOKUTEIbHASI TMHAMUKA B OTHOILICHUU PEAYKLIUU CJIU -
3UCTBIX TIPOOOK B KOPTUKATBHBIX U TIepU(PEepHIeCKUX OT-
JIeJIax, YMEeHBIICHUS TIepUOPOHXUATLHON MH(GUIBTPAIINH,
a TaKKe KOHCOJIMIAIMHY JIETOYHOM TKAHU U YMEHBILIEHUSI
BO3AYIIHBIX JOBYyIIEK (Tabdi. 2). HecMoTps Ha cyiect-
BEHHbBIC M3MEHEHMUSI IPY aHAJIN3¢ MHOTUX TTOKa3aTelei,
3HAYMMOTO Perpecca B OTHOLICHNH YMCIa ¥ pa3MepoB bD
He Mojiy4eHo (cM. Tabi. 2).

PeHTreHosornyeckasi KapTuHa JErK1X OJTHOTO M3 Ta-
LIMEHTOB MpejcTaBieHa Ha puc. 2. Jlo ctapra TapreTHOMI
Teparny B 000MX JICTKUX OIIPEIeIISTIOTCS MHOXKECTBEH-
Hble BD, 3amojiHeHHbIE TATOJOTUYECKUM COAEPXKUMbBIM
U BBIpAaXXEHHOI NMepuOpOHXUaIbHON MH(UIbTpaLIEH,
a TaKXKe MHOXECTBEHHBIC CTPYITITMPOBAHHBIE MEJIKHE
oyary «MaTOBOI'O CTEKJIa», B T. 4. 1O TUITY «JIepeBa B I10Y-
KaX», COOTBETCTBYIOLIME BOCIAIUTEIbHBIM U3MEHEHUSIM
menakux oponxoB. Uepes 2 rona tepanuu CFTR-mony-
JISTOPOM MOXXHO HaOJII01aTh 3HAYUTEJbHYIO TTOJIOXKM-
TeJAbHYIO AuHaMUKY. OgHako BD 3HauMMO TMHAMUKU
He IpeTepIIe/n.

Tabauua 1

Jlunamura penmeenono2uneckoli KapmuHol 0KOAOHOCOBbIX NA3YX, YYHKUUU GHeWHe20 ObIXAHUSA U NOMOBOI nPolbl
y demeil ¢ MyKoGUCHUO030M HA MEPANUU RPENnapamom 3iexcaxagpmop / mezaxagpmop / ueaxagpmop (n = 22)

Table 1

Changes in radiographic picture of paranasal sinuses, lung function, and sweat test in children with cystic fibrosis during

AHaTOMMYECKuIA IneMeHT | nokasatenb

Jlo6Hble nasyxu, 6annbl

MepeAHue KNeTku peleTyaToro nabupuHTa, 6annbl

3apHue KneTKu peleTyatoro nabupmnra, 6annbi

BepxHeuentocTHbIe nasyxu, Gannbl

KnuHoBugHble nasyxu, 6annb

OcTeomueTanbHbIN KOMANEKE, 6annbl

OueHka no wkane Nanaa-Makkes, 6annb

OXEN, %

00B,, %

MoToBbIN TecT, MMoOnb / N

therapy with elexacaftor/tezacaftor/ivacaftor (n = 22)

Touka UccneAoBaHus ‘ Pesynerart, Me (Q1-Q3) p
0 0(0,0-4,0)
0,022
1 0(0,0-1,3)
0 2(1,0-3,0)
0,008
1 1(0,0-2,0)
0 2(1,0-3,0)
0,001
1 1(0,0-1,3)
0 4,0 (2,0-4,0)
<0,001
1 110 (170_210)
0 3(1,0-4)0)
<0,001
1 1(0,0-2,0)
0 4 (2,0-4,0)
<0,001
1 0(0,0-2,0)
0 15 (8,8-18,0)
<0,001
1 55 (1,8-8,3)
0 88,5 (84,0-102,3)
<0,001
1 101 (92,5-102,3)
0 87,5 (77,8-106,0)
<0,001
1 105 (96,0-110,5)
0 113,0 (101,0-120,0)
< 0,001
1 63,0 (50,0-77,0)

Mpumeyarme: GXEN ~ hopcuposarHas xusHeHHas emkocTs nerkix; OOB, — 0Gbem dopenposaHHoro BbFoXa 3a 1-10 CexyHay; Touku uccnenosatms: 0 — 4o CTapTa TapreTHow Tepaniu, 1 - Ha

(DOHe TapreTHo Tepanuu; p-kpuTepui YUNKoKCoHa «ao-nocney; Wkana JlaHaa-Makkes.

Note: Study points: 0 — before the start of targeted therapy, 1 - during the targeted therapy; Wilcoxon's p-test “before-after’; Landa — McKay scale.
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OerMHaﬂbele uccnenoBaHus e

Puc. 1. JlaHHbIe KOMITBIOTEPHOI TOMOTpachry BEICOKOTO pa3pellieHrsT OKOJIOHOCOBBIX a3yX MalMeHTa ¢ MyKoBucinno3oM: A, B, C — 1o craprta
Tepanuu npemnapaTrom aiekcakadtop / Te3akadTop / uBakadTOp: ONMpPeaessieTcs TOTATbHOE YTONIIEHUE CIU3UCTBIX 000I0UEK BEPXHEUETIOCTHBIX
Masyx 1 OOJIBIIMHCTBA BUAMMBIX STY€EK PEIIeTYaThIX MMa3yX, BEPOSTHO, ¢ (hOPMUPOBAHMEM MHOKECTBEHHBIX ITOJIUITOB, TAKXKe oTMevaeTcs aedop-
Malusl MeIMalbHbIX CTEHOK BEPXHEUENIOCTHBIX Ma3yx ¢ obeux ctopoH; D, E, F — pe3ynbTaThl TOro Xe malueHTa rnocje Tepanuu: BIpakeHHast
TTOJIOKUTEIbHAS TUHAMUKA B BUIE YMEHBIIEHUSI CTETICHW YTOJIIEHMS CIM3KMCTBIX 00O0JI0OYEK OMUCAHHBIX Ma3yX ¢ COXpaHEHUEM eIUHUYIHBIX
MEJIKMX YYaCTKOB YTOJILEHUS CIM3UCTON B BEPXHEUETIOCTHBIX Ma3yxax

Figure 1. High-resolution computed tomography of the paranasal sinuses of a patient with cystic fibrosis: A, B, C — before the start of therapy with
elexacaftor/tezacaftor/ivacaftor: total thickening of the mucous membranes of the maxillary sinuses and most of the visible cells of the ethmoid si-
nuses is seen, probably with the formation of multiple polyps, as well as deformation of the medial walls of the maxillary sinuses on both sides; D,
E, F — results of the same patient after therapy: pronounced positive change in the form of a decrease in the degree of thickening of the mucous
membranes of the described sinuses with the preservation of isolated small areas of mucosal thickening in the maxillary sinuses

O6cyxpeHue

Ouenka 3(p(GeKTUBHOCTU TAPTeTHOM TepaITi OCYIIECTB-
JISIETCSI B COOTBETCTBUU € KJIMHUYECKUMM U METOANYECKM-
MM pekoMeHmatusmu [15, 16]. Hapsiny ¢ pusuKaaibHBIM
OCMOTPOM, JTAOOPaTOPHBIMU 1 (PYHKIIMOHAITBHEIMHA Me-
TOZAMM, BBEICOKYIO 3HAUYMMOCTb UMEIOT PEHTTEHOJIOTH -
yeckue MeTonbl, Takue, Kak KT OHIT u / unmu OT'K. D10
00YyCJIOBJIEHO MOPaXXeHUEM B IIEPBYIO OYEPEIb SITUTETHS

BEPXHUX U HIDKHUX JbIXaTeIbHbIX IMyTeH C MOCAenyoIei
X KOJIOHU3allMel MaToreHHOM MUKPOOHOH (iopoii.

XPCcHII y maumeHTOB ¢ MB 00BIYHO TTOSIBIISICTCS
B paHHEM JETCKOM BO3pacTe M MOCTETIEHHO Mporpec-
CHUpYeT K MOAPOCTKOBOMY Iepuoay. B cBs3U ¢ BbICOKOI
pacIpoCTPaHEHHOCTHIO, 3HAUYUTEILHBIM YXYAIICHUEM
KauyecTBa KM3HU, a Y YaCTH AeTeil — HEOOXOIUMOCTBIO
OIePaTUBHOTIO JICYCHUS TP TaHHOM OCJIOXKHEHUHU Tpe-
OyeTcs peryasipHoe HabaoaeHue [2].
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Tabauua 2
Jlunamura penmeenono2uneckoli KapmuHol 0p2anos pyoHol KaemKu y demeil ¢ MyKosucuudo3om Ha mepanuu
aexcakagpmop / mesaxagpmop / ueaxagpmop (n = 22); 6aaavt

Table 2
Changes in chest X-ray images in children with cystic fibrosis treated with elexacaftor/tezacaftor/ivacaftor (n = 22); points

AHaTOMMYECKMiA 3NEMEHT | nokasatenb Touka uccnegoBaHus ‘ Pesynkrar, Me (Q1-Q3) P
0 0!0 (010_915)
B3 0,893
1 2!0 (0!0_910)
0 0!0 (010_310)
B3 B KopTMKanbHbIX OTAENAX 0,655
1 1,0 (0,0-3,0)
0 0,0 (0,0-4,0)
B3 B cy6nneBpanbHbIx otAenax 1,000
1 1,0 (0,0-5,0)
0 0,0 (0,0-2,5)
MHoxuTens pasmepoB B3 0,465
1 1,0 (0,0-2,7)
0 0,0 (0,0-4,0)
Hanbonbuwuii pasvep B9 0,357
1 1,0(0,04,0)
0 0,0 (0,0-2,0)
CpepnHwuit pasmep B3 0,276
1 1!0 (0’0_310)
4,0 (0,0-14,0)
Cnusuctble npodku <0,001
1 0,0 (0,0-2,0)
0 1,0 (0,0-7,0)
CnmancTble NPobKM B KOPTUKANbHbIX OTAENAX 0,005
1 0,0 (0,0-0,0)
0 3!0 (010_910)
Cnusuctble Npobku B nepudepuyeckux otaenax <0,001
1 1,0 (0,0-2,0)
YTonLeHne CTEHOK GPOHXOB (CTeHKH /| nepubpoHXxManbHas 0 13,0 (7,0-29,0) <0.001
MHUnLTPaLms 1 3,0 (0,0-13,0) ’
8,0 (3,0-14,0)
YronueHune GpoHXOB B KOPTUKANBHLIX OTAENax <0,001
1 3!0 (0y0_7|0)
0 5,0 (2,0-11,0)
YTonieHune 6poHXOB B CyGnneBpanbHbIX oTAenax <0,001
1 1,0 (0,0-2,0)
0 2,5 (1,0-6,25)
BblIpaxeHHOCTb TONWMHbLI GPOHXOB 0,003
1 1,0 (0,0-1,0)
0 0,0 (0,0-4,0)
MaTonorus napeHxuMbI 0,032
1 0,0 (0,0-0,0)
0 0,0 (0,0-2,0)
BbipaxeHHOCTb KoHconMAauum (ntoboro reqesa 0,017
1 0!0 (0,0—0,0)
0 0,0 (0,0-0,0)
BblipaxeHHOCTb MaToBOrO CTEKNA 0,269
1 0!0 (0,0-0,0)
0,0 (0,0-0,0)
BbipaxeHHOCTb KUCT 1 bynn 1,000
1 0,0 (0,0-0,0)
0 0,0 (0,0-11,0)
loBbiWeHWe BO3AYIWHOCTH 0,018
1 010 (070_410)
0 0,0 (0,0-11,0)
BbIpaxeHHOCTb «BO3AYLIHbIX JIOBYLIEK) 0,042
1 0,0 (0,0-4,0)
0 0,0 (0,0-5,0)
Pa3mep «BO3AYyLIHbIX NOBYLIEKY 0,042
1 0!0 (0y0_115)

Mpumevanme: B3 — BpoHX03KTa3bl; TOUKK UcCneaoBaHms: 0 — 4o cTapTa TapreTHoi Tepaniu, 1 — Ha qoHe TapreTHoW Tepanuu; p-kpuTepuit YUNKoKCOHa «ao-nocney; Wkana Brody.
Note: Study points: 0 - before the start of targeted therapy, 1 - during the targeted therapy; p-Wilcoxon's “before-after” test; Brody scale.

C MOMeHTa cTapTa BRICOKO3(M(MEKTUBHOI TapreTHOM  TPOSIBJICHMS 3a00jeBaHus. B uccnenoBanum A. L. Staple-
teparmuu CFTR-Monynstopamu npuctajibHOe BHUMaHUE  fon et al. y 12 TTIOAPOCTKOB M MOJIOJBIX B3POCIIBIX YXKe Ue-
OBLIO HAIIPaBJIEHO KaK Ha JIETOUHbIE, TaK M BHEJIETOYHbIE — pe3 7 MHel HaOIroaaloch yaydllleHe KauecTBa K1U3HU,
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D

Puc. 2. [laHHbIe KOMITbIOTEPHOI TOMOTrpaduu BbICOKOTO pa3pelleHrs] OpraHOB rpyaHOI KJIETKM MalyeHTa ¢ MykoBucuuaosoM: A, B, C — 1o
crapTa Teparuu rpernapatom anekcakadrop / rezakadrop / uakadrop; D, E, F — noce 2 et tepanuu

Figure 2. High-resolution computed tomography scans of the chest in a patient with cystic fibrosis: A, B, C — before starting elexacaftor/tezacaftor/

ivacaftor therapy; D, E, F — after 2 years of therapy

KOTOPOE COXPaHSIOCh B TeUeHHUE 9 Mec. 1 OBLIO CBSI3aHO
C YMeHblIeHeM 00pa30BaHusI TTOJMUIIOB B HOCY M CHIKE-
HueM yromnuieHus causuctoit OHIT mo nanubiM KT [17].
S.Di Gioia et al. coO0IIIaTIOCH O CXOMHBIX Pe3yJIbTaTax B KO-
ropte 13 20 MoAPOCTKOB, Y 5 13 KOTOpbIX BhIojHeHa KT
1o u riocie geueHus [18]. TTpu aToM ObLIM MOATBEPXKASHbI
TIPEIBIAYIINE PE3YIBTATHI IBYX TOMOTHUTETLHBIX NCCIIEI0-
BaHUI y 22 IeTeit ¥ IpOIeMOHCTPUPOBAHO 3HAUNTEILHOE
yayuieHue cocrosiaus [TPC, a Takke 23 MonpocTKoB / MO-
JIOZBIX B3pOCIbIX B TeueHue 22 mec. Teparuun OTHU [19, 20].

B oreuecTBeHHOIT TUTEpaType TepBast cepus cayda-
eB BiausHUsI DTU Ha Teuenue XPCcHII 6b11a onucana
paHee — uepe3 7,6 + 3,0 mec. [21]. B manHOM MccenoBa-
HUU OLICHMBAJIach TMHAMMKa yepe3 12—18 Mec.: olleHKa
no wkane Jlanma—Makkest cHU3MJIach 10 5,5 Gaia vs
2,1 Ganna B mepBoOii CEpUM ClIyvaeB.

O4eBUIHO, YTO HEOOJIBIIOE YMCIIO MAlMeHTOB OrpaHu-
YUBACT BO3MOXKHOCTB JIeIaTh BBIBOIBI M3 3TUX HAOIIOIE-
Huii. OmHAKO 10 pe3yJibTaTaM 00CIeI0BaHMST POCCUICKIX
MalreHTOB MPOIEMOHCTPUPOBaHbI HATJISIIHbIC U3MEHE-
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Hust KT-kaptuaslt OHII, B T. 4. npu olieHKe Mo 1IKaie
Jlanma—Makkesi, KOTopble KOPPEJIUPYIOT C YIydllIeHueM
TToKa3aterel (byHKIIUUY JISTKUX ¥ CHIDKEHUEM TTOKa3aTelIst
noTtoBoit 1ipoOkl. [1o ganubiM KT npogemMoHcTpupoBaHa
BBICOKAsI CTEINEHb IJIOTHOCTU COAECP>KUMOTO Ta3yx Hoca
JIO CTapTa TapreTHOMW Teparuu CO 3HAYUTEIbHBIM YITyd-
IIeHneM 4yepes 1 rox rmocje Hauaja jeueHus. Hecmotps
Ha CYOBEKTUBHBIC OIIYIICHUS MAlleHTOB U OTCYTCTBUE
xkano6, nopaxkeHue OHII MoJHOCTBIO HE YCTPaHSIIIOCh,
YTO YKa3bIBaeT Ha MepCUCTUPYIOIee 3a00IeBaHNE TTa3yX
Hoca. [To maHHBIM HAOTIOMEHMS TTOATBEPXKIEHA PEKO-
MEHIAINS PETYISIPHOTO HAOMIOMCHUS 3a TTallueHTaMu1
¢ MB otonapunronorom, gaxe eciau XPCcHIT npotekaer
6eccuMNTOMHO [15]. DTO Mo3BOISIET MPENNOJOKUTh, YTO
U3MeHeHue MIoTHoCcTu conepxxumoro OHIT moxker pac-
CMaTpUBAThCSI KAK OObEKTUBHBIM HEMHBA3UBHBIN MapKep
appexTuBHoctu CFTR-MomynsaTopos.

AHaJIOTUIHBIM 00pa30oM MOXKHO paclieHUBaTh U3Me-
HEHMS peHTTEHOJIOTMIECKON KapTUHEI JIETKUX Ha (DoHe
TapreTHo# Tepanuu. C OJHONM CTOPOHBI, TPOCIIEXNBA-
eTCsl BUAMMAs TIOJIOXKUTEIbHASl IMHAMUKa ITOCPEICTBOM
YMEHBIIIEHHUSI ITAaTOJIOTMYECKOTO CONEPXKUMOT0, U3MEHe-
HUS TOJIIMHBI CTEHOK OPOHXOB U TTepUOPOHXUATBHO-
ro BOCHAJIEHUsI, COKPAILIEHUST «BO3AYIIHBIX JTOBYIIIEK».
C apyroii CTOPOHBI, HEOOPAaTUMbIE U3MEHEHUS B JIETKUX,
takue, kak b9D, Ha repanuu CFTR-Monynsitopamu coxpa-
HUJINCH B TIPEXKHEM 00beMe.

Hecwmotpst Ha To, UTO paHee 0OpaTHOE Pa3BUTHE MUJIa-
Taluy OPOHXUATBHBIX CTEHOK Y MaJIeHbKMX eTel ObLIO
3agokymeHTupoBaHo B koropte AREST CF (ABcTpa-
JIICKasI TPYIIIa paHHETO PECITMPATOPHOTO HAOIIOMCHUS
3a maryeHTamu ¢ MB) [22], Takke MMeI0TCs MCClieT0Ba-
HMS, TIO JTaHHBIM KOTOPBIX IMMOKa3aHO, YTO Y B3POCIBIX MO-
KET HaOII0AaThcs 0OpaTUMast AUIaTalusl OpOHXHUATbHbBIX
CTEHOK Ha (DOHE IIOTHOM KOHCOMIUAALMHI, YTO IPUBOIUT
K TOSIBJIEHUIO TEPMUHA «IICEBIOOPOHXO3KTA3USI» [23,
24]. Oro noapazymMeBaeT BpeMEHHOE pacllIMpeHue abixa-
TEJIBHBIX TTyTEI U3-3a OKPYKAIOIINX MapEHXNMATO3HBIX
M3MEHEHUI, BBI3BIBAIOIINX COOTBETCTBYIOIIEE IIMINH-
JIPUYECKOM OPOHXO3KTAa3UU paclIMpeHUe. Y MEeHbIIEHUE
YTOJIIEHUST CTEHOK OPOHXOB 1 3aKyMOPKU CIM3bIO TIPU
tepanuu DTU ObLI0 MOKAa3aHO B UCCIIETOBAHUSIX C UC-
IMOJIb30BAaHNEM MAarHUTHO-PE30HAHCHOU TOMOTpadun
u KT, omHaKo M3MEHEHUI TSKEJIBbIX CTPYKTYPHBIX aHO-
MaJIuii, TAKUX KaK B MCCeayeMoil Koropte aeteit ¢ MB,
He mokazaHo [25—27].

Ha npumepe Bb100OpKHU U3 67 nauueHToB ¢ MB (Me
(Q1-Q3), 25 (16—33,5) net) ormeyeHo yeandenne ODB,
1 MHIEKCa Macchl Teja, HaboaaeMoe yepes 3 Mec. Tepa-
nuu DTU u coxpaHsiBiieecs: B Te4eHKUE BCETO roja Tepa-
nuu. Hu y onHoro u3 namueHToB ¢ MB He Habonanoch
yxymmeHust napamerpoB KT OT'K B reuenue 1 roma repa-
nuu DTU. Ipu cpaBHeHnu pesyasratoB KT OT'K Ha uc-
XOJHOM YpOBHe U uepe3 | ron HabmoneHust b ucxonHo
nipucyTcTBoBaM y 65 (97 %) maunentos ¢ MB, a yepe3
1 rox HaGMIOAEHUS UX YMCIIO YMEHbLINUIOCH 10 7 (11 %).
ODHOBPEMEHHO YTOJIIIEHUE CTEHOK OPOHXOB, OTMEUYEH-
Hoe y 97 % MmaLKreHTOB, yMEHBIIUIOCH 10 79 %, 3aKyrop-
Ka cln3bio ¢ 96 % yMeHbLImach 10 77 % 1 oTCyTCTBOBAjIA
y 17 % [28]. Bo3aM0OXHO, OTCYTCTBUE IMHAMUKHU CO CTO-
poHbl BD B npoBeaeHHOM UCCIEIOBAHUMN OTPEaeIsSIeTCS

MaJjioii BIOOPKO# MalMeHTOB, T. K. OHU YMEHbIIWJIUCH
ToNIbKO B 11 % ciyuaes [28].

Hccnemosanust BausHus tepanun DTH Ha cTpyKTyp-
HbIe UBMEHEHMS JIETKUX OymyT npoaopkarbes. CoBpeMeH-
HbIe KOMITBIOTEPHbBIE TOMOTPadbl MOTYT O0ECITEUUTh 3HA-
YUTEJbHOE CHIKEHME MO3BI 00TydeHHST TIpU (G PEKTUB-
HOI1 mo3e [29]. DTo MTO3BOJIUT JaTh O0JIee TOUHYIO OLICHKY
ctpykTypHbIX u3mMeHeHui mpu KT OHIT u / nmu OT'K mipu
MMHAMUYECKOM HAOJI0AeHUN U OLEHUTD 3((HEKTUBHOCTh
TapreTHOM Tepaluny y KaxkaoTo MHIWBUAYYMa, a TaKXKe
OIpEeNC/INTh JATHBHEHUIITYIO TAKTUKY JICUCHMSI.

3aknioyeHue

Takum o6pa3oM, OJTyYeHBI TaHHBIC, TIOATBEPKIAIOIINE
BBICOKYIO 3¢ dekTuBHOCTh npemnapara DTU He ToJb-
KO B OTHOIIIEHUX (DYHKIIUU JIETKUX U BOCCTAHOBJCHUS
(YHKILIMM MOHHOTO XJIOPHOT'O KaHaJjia Mo JaHHbIM TMOTO-
BO¥ mpoObI, HO 1 mpodrtakTuku 1 Tepanuu XPCcHIT
y nauueHToB ¢ MB.
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