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Pesome

[MpencraBieH KIMHUYECKUIT OIMBIT MPUMEHEHUs! Mperapara ajekcakadTop / te3akadrop / uBakadrtop (DTU) y manmeHTa ¢ MyKOBUCIIMIO-
30M (MB), ocinoxxHeHHbIM M B-3aBrucuMbIM caxapHbiM aunadetom (M3C). [TpuBoasiTcs NOAPOOHOCTH O MPOLECCEe AMATHOCTUKU, OCOOEHHOCTSIX
TeueHUs 3a00JIeBaHUS U MOAXOMaxX K JedeHuto. Ocoboe BHUMaHUe yAesIeTcsI IPUMEHEHUIO TapreTHBIX MPeraparoB, a TakKe HEOOXOAUMOCTU
KOMILJICKCHOTO TIOJXOMA B YIPABJICHUM COCTOSTHUEM TMAIMEHTOB C COYETAHHBIMU HapylieHWssMu. Ha ceromHsiIHWii JeHb MCCIeIoBaHUN
00 addexruBHOCTH Npenapata DTU U ero BAMSIHUM Ha KOMOPOUIHBIX MAlIMEHTOB, cTpagaomx, B yactHoctu, M3CJl, HenocTarouHo. Llenbio
pPabOTHI SIBUJIOCH OCBEIIIEHNE COBPEMEHHBIX UCCICIOBAHMIA HA TAHHYIO TeMY U OIICHKA BIUSTHUSI TapreTHOW Teparny Ha KIMHUIECKHe TTPOSIBIIC-
Husl 3a00neBaHusl. Pesyabrarsl. [1IpoaeMOHCTPUPOBAHO 3HAYUTENbHOE YayulleHHe (HyHKIIMOHATBHOTO COCTOSIHUSL JIETKUX, KOHTPOJISI Hall ypOB-
HEM TJIIOKO3BI B KPOBU U OOIIIET0 KauecTBa XU3HU MaleHTa. 3akmouenne. [1o pe3yiabrataM KIMHUYECKOTO HAOMIONEHNS TOMYEPKUBACTCS 3HA-
YeHUe MHAUBUIYATU3MPOBAHHOTO MOAXO0A K Tepanuu, Py KOTOPOM YUMTBHIBAIOTCS KaK TeHETUUECKKe, TaK U MeTaboJIMYecKre aclieKThl 3aboe-
BaHWUsI, TIPU OTOM OCOOO OTMEYaeTCsl BaKHOCTb PAaHHEro, CBOEBPEMEHHOTO Havaja JIeYeHUs Ui JOCTYDKEHUST ONTUMATbHBIX PE3yIbTaToB
1 YJIYYIIeHUS TIPOTHO3A JOJITOCPOYHOM KU3HU NAaIleHTOB ¢ M B 1 CBSI3aHHBIMU ¢ HUM OCJIOXKHEHUSIMU.

KnroueBbie c10Ba: MyKOBUCIUI03, MyKOBUCLIMI03-3aBUCUMBIii caxapHbIi TUabeT, TapreTHasi Tepamnusi, TpoiiHas TapreTHas Tepanusi, TpukadTta.
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Orryeckas skcneprusa. OT ManyeHTa ObUIO TOTYYSHO pas3pellieHne Ha MyOaUKAallUIo IaHHOTO KIIMHUYECKOTO HAOTIONeHMsI, Pe3yIbTaToB 00ce-
TOBAHMSI M PE3YJIbTATOB JICUCHUSI.
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Abstract

This article discusses the clinical experience of using triple targeted therapy (elexacaftor/tezacaftor/ivacaftor) in a patient with cystic fibrosis
complicated by cystic fibrosis-related diabetes. The description includes details on the diagnostic process, the features of the disease course, and
treatment approaches. In addition, the work pays special attention to the use of targeted drugs, as well as the need for an integrated approach to
managing the condition of patients with combined disorders. To date, there has been insufficient research on the efficacy of the drug elexacaftor/
tezacaftor/ivacaftor and its effects on patients with comorbid conditions, particularly those suffering from cystic fibrosis-related diabetes. The aim
was to highlight modern research on this topic and to assess the effect of triple targeted therapy on the clinical manifestations of the disease. Results.
The patient showed significant improvement in the functional state of the lungs, control of blood glucose levels, and overall quality of life.
Conclusion. The article summarizes the importance of an individualized approach to therapy that considers both genetic and metabolic aspects of
the disease. The conclusion emphasizes the importance of early, timely initiation of treatment to achieve optimal results and improve the prognosis
of long-term life in patients with cystic fibrosis and related complications.
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Biaromapsi pa3BUTHIO TEHETUYECKUX METOMOB MCCIIe-
nmoBaHU etne B 1970-X romax BBISIBICHO TJIaBHOE 3BEHO
MMaTOJIOTUYECKOTO Ipoliecca mpu MykoBuciaose (MB),
CBSI3aHHOT'O C MHOXECTBEHHBIMU MYTAallMSIMU B T€HE
CFTR, xoTopble KJIMHUYECKU TIPOSIBIISIIOTCSI TOJUOP-
raHHOM TaToJjiorue 3K30KprMHHbBIX Xkene3 [1]. Torna xe
OTMEUYEHBI TIePBBIC TTOIBITKM TTOMCKA HOBBIX MATOTCHE -
TUYECKUX TePareBTUYECKUX MTOAXOI0B, BEAYIIIUM U3 KO-
TOPBIX B HACTOSIIEE BPeMsI SBJISICTCS MCITOJIb30BaHME
CFTR-monynsropos. Ceiyac Ij1s JIIL C OTIpeaeSICHHBIMU
BapuaHTaMM MyTaumii cymectBylot 4 moaynsatopa CFTR
WA UX KOMOVMHALIMK:

* uBakadTop;

+ ymakadTop / mBakadTop;

* Te3akadTop / mBaKadTOD;

+ anekcakadrop / TezakacdTop / uBakadtop (3TH) [2].

OHO3HAYHO CTaTUCTUYECKHU OIpEAeSIUTh HanboJiee
YacTO UCITOIb3yeMbIii Bua MomyasstopoB CFTR wHe ymaeT-
¢4, T. K. BRIOOD TIperapara 3aBUCHUT OT BO3pacTa MmalMeHTa
u pearupytoieit Ha nipenapat mytaiuu reHa CFTR. Cpe-
nu CFTR-MonynsTopoB npenapaToM BbIOOpa, UCTIOIb3Y-
eMbIM UIs iledeHus1 M B, siBiisieTcst TpoviHasi KOMOMHALIMS
(OTH), monoKXUTEIBbHOE BIMSHIE KOTOPOIt Ha ITOKa3arte-
JIM DYHKIIMOHAJILHOTO COCTOSIHUSI MALlMEHTOB MOATBEP-
KIAEHO TI0 pe3yJbTaTaM KIMHUYECKUX MCCIIeT0BaHUIA.
K TakuMm mmokazaresissM OTHOCSITCS:

* 00BbeM (OPCUPOBAHHOIO BBIIOXA 3a 1-10 CEKYyHIY

(ODB);

* YMEHbIIIEHUE YUCJIa JIETOYHBIX 000CTPEHUIA;
* yJIyullleHWe KauecTBa XMU3HU nanneHTos ¢ MB [3].

B Poccuiickoit @eaepainy TapreTHasi Tepanus nuc-
noJb3yercs ¢ 2021 r. Kak TeparneBThUYecKast OMMsl Coryiac-
HO KJIMHUYeCKUM pekomeHaauusm [4]. [Tocne nmposese-
HUSA (penepaabHOro KOHCUINYyMa MallMeHThI, COCTOSIIINE
B benepanbHOM peructpe [5], ¢ MyTanusiMu, BKJIIOUaiO-
mumu F508del B roMo- ¥ reTepo3uroTHOM COCTOSIHUU,
MOJIyYaloT JaHHbIN BUa Tepanuu yepe3 dhouHn «Kpyr no-
6pa». B Pa3anckoii obmactit mamyeHTs ¢ MB o 18 et
MOJTy4YaroT TEPaIINIo TapreTHBIMU TipenapaTtamu ¢ 2022 1.,
B3pOCJ/ble MalueHThl — ¢ Havyana 2023 r.

MB sgBiisieTcs CUCTEMHBIM 3a00JIeBAHUEM C TIPEUMY-
IIECTBEHHBIM MOpaXkKeHNeM OPOHXOJICTOYHOI 1 MUIIEBa-
PUTEIIBHOI CUCTEMBI, KOTOPOE TTPUBOIUT K (hUOPO3Y IOI-
JKEJTYIOUYHOM XeJie3bl, TPU 3TOM YaCThIM €TI0 OCJIOXKHEHU -
eM siBiisieTcst MB-3aBucumblii caxapHblii auadet (M3C/),
OT KOTOPOro cTpanaiot npumepHo 50 % B3pocibix ¢ MB.
Cpenn pecrimpaTopHbIX NposiBiieHnii MB ormeuarorcs
peUMAMBUPYIOIIUE peCcUpaTOPHbIe MHGMEKIIUU, XPO-
HUYECKOoe BOCTaJieHWe, B HaJibHEHIIeM IMPUBOISIIEe
K OPOHXO3KTAaTUICCKOI OOJIE3HM U ObIXaTeIbHOM HElo-
craroyHoctH [6, 7]. [Tatodpusznonorus M3CJI, cioxHa,
MHoOrodakTopHa U orrcaHa HeMmoJHOCThbio. HapyieHnue

dyHKIIMU OesKa-peryasTopa TpaHCMeMOpPaHHON Mpo-
BogumocTu ipu MB (CFTR) npuBoauT K yBeTu4eHUIO
BSI3KOCTH CEKPeTa IMOIKEIyI0IHON XKeIe3bl, SK30KPHH-
HOI 0OCTPYKIIMU MPOTOKOB U BTOPUYHOMY MTOBPEXIECHUIO
OeTa-ki1eTok ocTpoBKOB JlanrepraHca [8]. MHcynnHOBast
HEIOCTAaTOYHOCTh ITPUBOIUT K KaTaOOIMICCKOMY COCTO-
STHUIO C pacranoM OeJIKOB 1 MBIIIIII, YTO CBSI3aHO C YXYI-
1eHueM (pyHKIIMU Jerkux [9].

M3C]I cuuTaeTcs yHUKaJIbHOU (hOpMOIi caxapHOTo
nuradera (CJ1), HEeKOTOphIe KITMHUYECKIE MPU3HAKI KO-
Toporo cosmnanatot ¢ CJI kak 1-ro, Tak u 2-ro Tuna [10].
M3CJI uMeeT HECKOJBKO BapUaHTOB TEUEHMUSI:

* C HapylleHUeM 3K30KPUHHON (QYHKIIUU U TTOCIIEAYI0-
el HeTOCTaTOYHOCTBIO CEKPEIINN MHCYITHA;
* ¢ HapylIeHUEM YyBCTBUTEILHOCTHU PEIIEIITOPOB KIIETOK

K MHCYJIMHY;

* coBMelleHUe 00oux BapuaHToB [11].

OcHoBoit Tepanuut M3CJI HeM3MEHHO SIBJISIETCST 3aMe-
CTUTEIbHASI MHCYJIMHOTEpAIns, KOTOpas 1aeT 3HAYNMBbIe
YAYUYLIEHUS B TOKA3aTeIsIX ITTMKEMUM KPOBU, HO HE BIIUSI-
eT Ha pyHKUMU HUOPO3NPOBAHHON MOIKETYAOUHOM Xe-
ne3pl. Ha ocHOBaHMY 5TOTO MOSIBUIACH TIOTPEOHOCTH B 00-
Jiee monpooHoM n3ydeHuu BinsiHuss CFTR-MomynsitopoB
Ha TeyeHne M3C/I.

Takum 06pazoM, B COBpEMEHHBIX YCJIOBUSIX aKTYaTbHO
OITCaHNe PETMOHAIBLHOTO OITBITAa TePAITuU TPOIHOM Tap-
retHoi komOnHauueit OTU y maumenTa ¢ M3CJI u o-
JIMOPraHHOM IMaTOJIOTUEH.

KnuHuyeckoe HabnogeHue

[Matment M. 30 net (1994 rona poxxneHus ), My>XCKOTO MoJja, Ha-
omonaeTcst ¢ auarHo3oM MB ¢ epBoro roaa xxuszHu. M3 anam-
He3a MU3BECTHO, UTO KapTUHA PEeLMAMBUPYIOLIEH UHGMEKIINU
HWKHUX JbIXaTeJbHbIX IMyTel ¥ MaHKPeaTU4eCKOl HelOCTaToy -
HOCTH HaOJTI0AaeTCsI C IEePBbIX Hee b Ku3HU. M B Obl1 ycTaHOB-
JIeH B Bo3pacTe 1 roga Ha OCHOBAaHUM KJIMHUYECKOU KapTUHBI,
MOJIOXUTEJbHBIX MOTOBBIX MPOO 1 BIOCAEACTBUM MOATBEPKACH
TreHEeTMYeCKUM HccienoBaHueM. BeissBiensl mytauu F508del/
CFTRdele2,3.

B 2008 r. B Bo3pacTte 14 net npu 6aKTepruoJIOrnIeckoM Ucciie-
JIOBAaHWM MOKPOTHI OOHAPYXXeH MepBUYHBIN BbiceB Pseudomonas
aeruginosa, ¢ 20 JIeT yCTAaHOBJIEHO XPOHUUYECKOE MTHMDULIMPOBAHUE
JIbIXaTeJIbHBIX MyTel ¢ HAa3HAYEHUEM TTOCTOSIHHOM O0a3UCHO Te-
panuy MHTAISIHIMOHHBIMU aHTUOAKTepUATIbHBIMU Mpernapara-
MU (TOOpaMMIIMH, KOJMCTUH). B Bo3pacte 21 roma HaGmonancs
€AMHUYHBIN 3MNU30/] JETOUHOTO KPOBOTEUEHHUSI, KOTOPBIiA, MO-
BUAVMMOMY, SIBUJICS TepBOI MaHUdecTalei aiepruyeckoro
OPOHXOJIETOUYHOTO aCTepruiiies3a, MOATBEPKAEHHOTO BHICOKUMU
tutpamu IgE obiero u 1gG K Aspergillus fumigatus. ITauyeHT
MoJIyJall NTIIOKOKOPTUKOCTEPOUIbI M BOPMKOHA30J1 (BudeHnmaoH)
B TeueHue 1 rona, TOCTUTHYTa KIIMHUYECKask PEMUCCHSI.

Yacrora 000CTpeHU OPOHXOJIETOYHOTO Tpoliecca COCTaB-
Jisiia 4—6 3MU30/10B B TOM, CPEIHSIST MPOAOKUTEIBHOCTD CH-
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cTeMHOI aHTuOakTepuanbHoli Tepanuu (ABT) 3a mocienHue
5 et — 56 gHeii B rom. Y maiueHTa HaOIIOOAI0TCs IIPU3HAKKI
XPOHUYECKO NbIXaTeTbHOUM HEMOCTATOUHOCTH — NeopMaIius
HOTTEBBIX TJIACTUH TI0 TUITY «9aCOBBIX CTEKOJ» M KOHIIEBBIX
(anaHT manpleB MO TUMY «OapabaHHBIX Mmasodyek». C 2021 r.
(c Bo3pacta 27 1eT) GUKCUPYIOTCS SMU30IbI TUTIOKCUN U Jeca-
Typaiuu, MIPOBOAUTCS Tepuonndeckass nHCy b IIAIms yBiax-
HEHHBIM KHCIIOPOIIOM.

Jnarno3 M3CJl ycTaHOBIICH TTALIMEHTY B Bo3pacte 18 et
(B 2012 r. HbAlc > 15), maumeHT moy4aeT MHCYJIMHOTepa-
o (uHCyauH TaapruH (Tymkeo) mo 21 en. yTpoM, MHCYJIUH
raynmu3uH (Anuopa) mo 6—8 en. B cpenHeM Ha 1 mpueM Ui
(TmameHT orpaHUYMBaeTCs 24 /1. KOPOTKOAECTBYIONIETO MHCY -
JIMHA B CYTKN). JJTUTeIbHOE BPEMST OTMEUATUCH ITUKHU BHICOKOI
MOCTIIPaHANATbHOM TIuKeMun (10 18—20 MKOJIb / 1), TIpU KO-
TOPBIX TPeOOBATIOCH BBEIEHNE BBICOKUX 103 MHCYIMHA.

B kauecTBe MOCTOSTHHO# Tepanuy MAllUeHT MOJTyJIaeT Clie-
QyIoIllMe Mpernaparsl: ateTuauctenH 600 Mr B cyTku, hopmo-
tepoi / 6ymeconun 160 / 4,5 mxr (Cumbukopt TypOyxaiep)
1mo 2 mo3sl 2 pa3a B IeHb, fopHa3a anbda (Turepasa) 2,5 mr
B CYTKH, 7%-Hblii pacTBOp HaTpust xiopuaa + 0,1%-Hblii pac-
TBOp Hatpus ruanypoHaTa (MHracaauH) mmo 5 M 2 pasa B IeHb,
ypcone3okcuxonenas kuciora 500 Mr / cyTku, TaHKpeaTuH
25 000 ex. B hopme munumukpocdep (Kpeon) mo 16 kamcyi
B CYTKU, a3UTPOMULIAH 250 MT TI0O THTEPMUTTUPYIOIIEH CXeMe,
KYPChI MHTATSIIMOHHOTO ToOpamuimHa 300 mr 2 pasa B IeHb WJIN
komuctumetaTa Hatpus (Komuctin) 1o 2 MutH er. 2 pasa B I€Hb.

Hapacranue monmuopraHHo# (Mpexiae BCeTo AbIXaTeTbHOI)
HEeIOCTaTOYHOCTH, XpOHUUeCKoe NHbuimpoBanue P. aeruginosa
B COUETAHMM C HOCUTEJILCTBOM XapakKTepHoro reHotuma F508del/
CFTRdele2,3 1mo3Boinio Ha3HAYUTh TaHHOMY TTALIUEHTY C CEH-
T6pst 2023 T. TApreTHYIO TepaInuio KOMOMHALIMEH 35ieKcakahTop
100 mr / Te3akadTop 50 mr / nBakadTop 75 MT B pexume 2 Ta0-
JIETKU yTpoM, uBakagTop 150 Mr Beuepom.

CornacHO METOIMYECKUM PEKOMEHIAIUSM TI0 TapTeTHOM
tepanuu MB orenka apdexTa u mepeHOCUMOCTH TapreTHON
Teparnuy TPOU3BOIUTCS TI0 CICAYIOIINM TToKa3aTessiM [12] (cMm.
Tabm. 1).

J171s1 cpaBHUTEIBHOTO aHAJIM3a COCTOSTHUS TTAIIMEHTA BO Bpe-
M TIPOBEJEHMS TapreTHOM Tepanuu (1aHHbIe 3a 1 roa) ObLIU
BBIOpAHBI CIIEAYIOIINE TIOKA3aTeNN:

Tabauua 2
Jlunamuxa muxpoobuosocuneckozo cmamyca
c2015n0 2024 ..
Table 2
The dynamics of microbiological status from 2015 to 2024
[ara, mecsil, rog ‘ Pe3ynbTaThl 6akTepronornyeckoro aHanmaa MoKpoThI
[lekabpb 2015 Staphylococcus aureus - 10°
Hosi6pb 2017 P. aeruginosa - 10¢, S. aureus - 10°
NioHb 2018 Proteus mirabilis - 10°, S. aureus - 10°
Centa6pb 2018 S. aureus - 107, P. fluorescens - 10°
SuBapb 2019 P. mirabilis - 10¢, S. aureus - 10"
Anpens 2019 P. aeruginosa - 10%, P. mirabilis - 10°, S. aureus - 10°
Wionk 2019 Citrobacter diversus - 10°, P. mirabilis - 10*
Hos6pb 2019 P. mirabilis - 10¢, S. aureus - 10°
AAneapb 2020 S. aureus - 10%, P. mirabilis - 10°
OxTs6pb 2020 S. aureus - 105, C. diversus - 10°
CeHTa6pb 2021 P. aeruginosa - 10%, Escherichia coli - 107, S. aureus 10
Mionb 2021 E. coli - 10°
flHBapb 2022 P. aeruginosa - 10°
OxTs6pb 2022 E. coli - 10°
SHBapb 2023 P. aeruginosa - 10%, E. coli - 10°
Asrycr 2023 P. aeruginosa - 107, E. coli - 107
AnBapb 2024 P. aeruginosa - 10% E. coli - 10°
OkTs6pb 2024 P. aeruginosa - 10*, E. coli - 10*

*  yucjo obocTpeHuii ¢ ipuMeHeHreM cucremMHoit ABT;
*  U3MEHEHHME MUKPOOMOJIOTMUECKOTO neiizaxa (Tabm. 2);
*  COCTOSTHUE OPOHXOJIETOUHOW CUCTEMBI;

* JaHHbIe, onuckiBatolve cocrostnue M3CJI.

Ha ¢one nobasneHus K teyeHnto komonHauu DTH y na-
LIIEHTa OTMEUEHO YJTyUIlIeHUe OOIIETO COCTOSTHYSI, YMEHbBIIIEHHE
Kalluist, KOJIMIeCTBa MOKPOTHI, CHUXKEHE YaCTOThI 000CTPEHMUIA.

Yucio 060CTpeHMit 3a TOI CHU3MIIOCH 1O 2, a TAKXKE 3aMETHO
YMEHBIIUINCh UHTEHCUBHOCTD U TSIKECTh 00OCTPEHMIA.

Tabauua 1
Kpumepuu ouenxu s¢ppexmuenocmu mapeemnoti mepanuu

Table 1
Criteria for evaluating the efficacy of targeted therapy

Cpokv oLeHKM KpuTepueB 3hheKTUBHOCTH

Kpurepui
B e 2L 14 pHeit unm 1 mec. 3 mec. 6 mec. 12 mec.
Tepanuu)
Tonbko
MotoBbIit TecT \'% \' \% \' npu HeadheKTUBHOCTH
npenapata Tpukachta
00B, (n, %) \" \% A" \' \%
OXEN (n, %) \") \% v \' v
Macca Tena, kr \"/ \"/ \" \"/ \"/
Pocrt, cm A" \% \" \" A"
UMT \% \' \% \' \%
(MekanbHas naHkpeaTMyeckas anacrasa-1, Mkr/r \" Vv

KonnyectBo rocnutanusauui 3a 1 rog

Yucno aweir BHyTpUBeHHOW ABT 3a 1 rog

Mpumeyame: OGB, — o6bem hopcuposaHHOro Brifoxa 3a 1-10 cekyHay; PXKEN — dopcupoBanHas xu3HeHHas emkocTb nerkux; MIMT — uHexc maccsl Tena; ABT - anTibaktepuansHas Tepanus.
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Bo Bpems ocenHelt rocuTann3ainy MaueHT MPeTbsIBIIsUT
JKaJ00bl HA ONBIIIKY MPU YMEPEHHOU (hU3nIecKoi Harpy3Ke,
KallleJib C MOKPOTOU THOMHOTO XapakTepa.

OOBEeKTUBHO: 00I1Iee COCTOSTHUE cpenHeil TsokecTr. Co3HaHMe
sicHoe. KoXHble TTOKPOBBI U TYObI (PM3MOIOTUIECKON OKPACKH.
[pu ayckynbpraniny B IETKUX IbIXaHKE XKECTKOE, CyX1e CBUCTSI-
1€ XPUTTBI TIPU (hOPCUPOBAHHOM BBIIOXE, EMUHUYHBIE BIAXKHbIE
C IByX CTOPOH. YacToTa IbIXaTeTbHbIX ABIKEHUI — 18 B MUHYTY.
OTMeYaTuCh CUMIITOMBI XPOHUYECKOM TUTIOKCUM — Nehopma-
LIMsI HOTTEBBIX IIACTHUH IT0 TUITY «4aCOBBIX CTEKOJI» M KOHLIEBBIX
(ananT manbieB 1Mo TUIY «0apabaHHBIX TTaoueK». Carypaims
apTepUaIbHO KPOBU KUCTIOPOIOM B oKoe — 93—95 %, ripu Obic-
Tpoii xomp0e cHrkaetcs 10 89—90 %. ToHbI cepaiia sICHBIE, PUTM
TIPABWIBHBII, YACTOTA CEPIACYHBIX COKpAIeH — 87 B MUHYTY,
apTepuayibHOe naBieHne — 132 / 74 MM pT. CT.

Beutn mpoaHanu3npoBaHbl Pe3yIbTaThl PEHTTEHOBCKOM
KomIbloTepHOit Tomorpaduu (PKT), BeImoHeHHOI B OKTIOpe
2022 . (mo Havayia IpueMa TapreTHOM Teparuu) u B eBpaje
2024 r. (4epe3 6 Mec. IocIIe Hayaja TAPreTHOM TePaIn).

ITo nanueiM PKT — cnpaBa BepxHsIsI U CpeaHsIs N0JU
YMEHBILIEHBI B pa3Mepax, MpelCcTaBlIeHbl MHOXECTBEHHBIMU
TOJIOCTSIMU U OPOHX03KTa3aMu Ha hoHe HUOPO3HBIX U3MEHE-
HU, B IPYTUX OTAEJIaX JeTKNX TakKKe HaOIIonaeTcs KapTuHa
pacrpoCTpaHEHHBIX CMEIIAaHHBIX OPOHXO- U OPOHXMOIO0IKTA-
30B, TIPU3HAKU IKCCYTATUBHOTO OPOHXMOIUTA C 00EUX CTOPOH

(puc. 1, 2). AcriepriuyiyieMbl — clieBa B HIDKHEI 10JIe M CIIpaBa
B S2. JlumdoaneHomaTust BHyTpUTPYTHBIX TUM(ATUIECKUX y3-
110B. HepaBHOMepHast BEHTIIISIINS JIESTOYHOU TKAHU.

[Tpu xoHTpONIBHOM HccaenoBaHuu B deBpaie 2024 r. (Ha-
yajo Tepanuu — ceHT0pb 2023 r.) HabIomaeTCs OTYETIMBAS
MTOJIOXUTEIbHAST TMHAMWUKA B BUIE YMEHBIIEHUS TOJIINHBI
CTEeHOK OpPOHXOB, OPOHXOIKTA30B, YMEHbBIIIEHUSI CTETICHU BbI-
PaXXeHHOCTH 9KCCYIaTUBHOTO OPOHXUOINTA.

[To nanHbIM ciupoMeTpuu (OKTIOph 2024 T.) BBIIBICHO
HapylleHWe BEHTWISIIIMOHHOUM CITOCOOHOCTH JIETKUX TI0 00-
CTPYKTUBHOMY THITY C JIETKUM CHIDKEHUEM KIN3HEHHOW eMKOCTH
serkux (KEJI) (Ta6m. 3). Tem He MeHee O pe3yJibTaTaM CpaB-
HUTEJILHOTO aHAM3a TAHHBIX CIIUPOMETPUH 110 U TIOCTIe Havaia
TpueMa TapreTHOH Tepanuy MPoAeMOHCTPUPOBAHA HEOOIbIIAsT
MOJIOXUTENIbHAsI TMHAMUKA, BBIPAXKAIOIASICS B IIPUPOCTE OC-
HOBHBIX TTOKa3aTeNeH.

o TapreTHoOIi Tepanuu IpuHUMa MHCYIuH raaprud (Tym-
keo) 10 21 en. yTpoM, MHCY/IUH rayau3uH (Amnuapa) mo 6—8 en.
B cpenHeM Ha | mpueM Uiy (TTaIlueHT moayJyaet 24 efl. KOpoT-
KOMEMCTBYIOIIET0 MHCYIMHA B CYyTKN); 2024 1. — UHCYJIVH T1ap-
ruH (Tymkeo) mo 21 en. yrpoM, MHCYJIVH DIyIU3uH (Anumpa)
mo 3—4 en. B cpenHeM Ha 1 mpueM MUK (MTalueHT MoayJaeT
12—15 en. KOPOTKOAEHCTBYIOIIETO MHCYIMHA B CYyTKH). [1ocie
HayaJia TapreTHOU Teparuy HaOII0IaeTCsT CHIDKEHUE TMOTpes-
HOCTH B KOPOTKOZIEWCTBYIONEM UHCYIUHE (puc. 3).

Puc. 1. PeHTreHOBCKast KOMITbIOTEPHAst TOMOTpaMMa TallieHTa ¢ My-
KOBMCIIMI030M (OKTSIOph 2022 T.)

Figure 1. X-ray computed tomography of a patient with cystic fibrosis
(October, 2022)

Puc. 2. PeHTreHOBCKast KOMITbIOTEpHAsI TOMOTpaMMa TIalueHTa ¢ My-
KoBucuunosoM (cdespaib 2024 r.)

Figure 2. X-ray computed tomography of a patient with cystic fibrosis
(February 2024)

Tabauua 3

Jlunamura ocnosnvix nokaszameaeil 041 oyenKu Ihpekmusnocmu mapzemuoi mepanuu

Table 3

Changes in the main indicators for evaluating the effectiveness of targeted therapy

Cpoku oLeHKK KpuTepueB 3theKTUBHOCTH

R ‘ CTapT (A0 Havana Tepanuu) ‘ 6 mec. ‘ 12 mec.

00B,, % 39 42 46
OXEN, % 65 70 74
Macca tena, kr 45,2 47,5 50
Pocrt, cm 166 166 166
Mt 16,4 17,2 18,1
Yucno rocnutanusaumii B roa 4 1 2

Yucno aHelt BHYTpUBEHHO! ABT B roa 56 28 28

Mpumeyarme: OGB, — ofbem (hopcupoBaHHONO Bbifoxa 3a 1-10 cexyHay; ®XEN — dopcuposanHas xu3HeHHan emkocTb nerkux; MT - uHexc maccsl Tena; ABT ~ aHTibakTepuansHas Tepanus.
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[TaueHT, y KOTOPOTO YCTAHOBJIEHBI MMOJIMOPTaHHast (TIpe-
JKIE BCETO JbIXaTeJIbHAs) HEAOCTaTOYHOCTD, XPOHUUYECKOE
uHduumrposanue P. aeruginosa, M3CJl, BbicoKasi yacToTa
000CTpeHuUIT OPOHXOJIETOYHOTO MpolLiecca, MPU KOTOPHIX
TpeOyloTCsl rocrnuTanusanus u cucteMHasts AbT, Hayan
IpUeM TPOIHOI TapreTHO# Tepanuu MB miperrapatom
OTH. Ucxons 13 npuBeIeHHBIX pe3yIbTaTOB HAOIIOACHUS
B TeueHue 1 rona, MOXXHO KOHCTaTUPOBAaTh 3HAUUTEIb-
HOE YJIydllleHue KIMHUYECKUX CUMIITOMOB, CHUKEHUE
YacTOTHI 00OCTPEHMIA, TPU KOTOPHIX TPeOYeTCsI TOCITUTA-
Jii3auusi, B 2 paza, CHIDKEHHE CPOKOB ITprUeMa CUCTEMHOM
ABT B 2 pasa, crabunmsauuio GpyHkumu jerkux no O®B,
1 HeKOTOpHIii pupoct hopcupoBanHoi KEJT (OXKEI)
u XKEJI.

OCo0eHHOCTSIMU JAaHHOTO KJIMHWYECKOro Ha0I10-
JIEHUsI SIBJITIOTCS HaJIM4YKe Y MallMeHTa MHOTOJIETHETO
M3C]I HecTaOMIBHOTIO TCYSCHUS W MIPOBEICHNE BHICO-
KOJIO3HOM MHCYJMHOTepanuu. B MupoBoii nurepartype
TaKUX CJydyaeB OMMCAaHO HEMHOTO. B OOJbIIMHCTBE CIly-
yaeB M3CJI cBSI3bIBAaETCS C pa3BUTUEM PEMOAETUPOBAHUS
OCTPOBKOB TJIyOOKUM HapylleHrueM QYHKIINU [-KIETOK
TOKEITYIOYHOI JKeJIe3bl, a TAKXKEe B Pe3yJIbTaTe JIETOYHO-
TO UCTOIEHMS Y HApYIIEHUSI HyTPUTUBHOTIO cTaTyca [13,
14]. OnHako MOSABSIOTCS MyOJUKAIIUU O TOM, YTO AUC-
ynkimsa CFTR MoxeT urpaTth HEMOCPENCTBEHHYIO POJIb
B nmatoreHese M3C]JI [13], XOTs JaHHbBIE TUTEPATYPHBIX
MCTOYHUKOB O BO3MOXHBIX UCXOIaX IITUKEMUYECKOTO
KOHTPOJISI M TTIOTPeOHOCTU B MHCYJIWHE y TAIlUeHTOB
¢ M3C]I na ¢dhoHe TapreTHOI Teparnuu MPOTUBOPEUM -
BoI [15—19].

ITo pe3ynbTaTaM mpeacTaBIeHHOTO HAOMIOAESHUS T0-
JIyJeHBI TIOJIOXKUTETbHbIE TMHAMUYEeCKe U3MEHEHMSI B Te-
yennu M3CJl y nmarmeHTa (CHUKEHUE TITMKEMUYECKOM
BapradeTbHOCTH U TTIOTPEOHOCTU B KOPOTKOACHCTBYIONIEM
WHCYJIMHE), TON0OHbIE OMMcaHHbIM B bocTOHCKOM Hcce-

3ametku u3 npaktuku « Clinical cases

Puc. 3. JluHaMuKa ypoBHS
JIMKUPOBAHHOTO FeMO-
rinobuHa 3a 1 Mec. 1o Te-
panuu, yepe3 1 Mec. 1 ye-
pes | rox nociie Havasaa
Tepanuu

Figure 3. The dynamics of
glycated hemoglobin

1 month before therapy,

1 month after and 1 year
after the start of therapy

15.10.24

JIOBAaHUU, B KOTOPOE OBbLITY BKJIIOYEHBI B3POCJIbIE MALIMEHThI
(n = 34) c myrauueit F508del, momyyasiuue npenapat 9TH.
ITo pesynbraTam HAOTIOAEHUS TAKKE TTOKA3aHO CYILECT-
BEHHOE TTpeoOpa30BaHNE YPOBHEN TIIMKEMUH U TJINKEMHU-
YeCcKol BapuabeIbHOCTH Y B3pocbix ¢ MB ¢ ucrnonb3oBa-
HMEM HeTpepbIBHOTO MOHUTOPUHTA NTIOKO3bI [ 15]. OqHako
B OTJIMYME OT JIUI], TPUHUMABIINX Y4acTUe B UCCIIEI0BA-
Huw [15], y npencTaBIeHHOro MaluueHTa HeTpePhIBHBIM
MOHUTOPUHT IIIOKO3bI HE MPUMEHSLICS.

OCHOBHBIM Ha0TIO1Ta€MbIM U3MEHEHUEM B KOHTpOJIE
Han teaeHueM M3C/I Ha oHe TPOITHOI TapreTHOM Tepa-
MUY SBJISTIOCH CHYDKEHUE W B TaJbHEHIIIEM — HOpMaJI-
saunst HbAlc no ueneBbix nokasareneit (¢ 9,3 no 6,3 %)
U CHIXKEHUE TTIOTPEOHOCTH B KOPOTKOICHCTBYIOIIEM WH -
cynuHe. Ynyumenue HbAlc koppenupyeT ¢ TaHHbBIMU
HEKOTOPBIX INTEPATYPHBIX UCTOYHUKOB [ 14, 15, 20], ox-
HaKO I10 TaHHBIM IPYTUX UCTOYHUKOB TJIMKEMUYECKUE
YAYYIIeHUs ObITM OTMEYEHBI, HECMOTPST Ha OTCYTCTBUE
U3MEHEHUI B OOLIEN CYyTOUHOM 103€ UHCYJIMHA 0 U TO-
clie Havauta mpuema [17].

Crenyet OTMETUTh, YTO TPOMHAs TapreTHasl Teparus
MB ¢ M3CJI npenapatroM DTHU Mox)eT UMETh HE TOJILKO
TIPSIMYIO TIOJIB3Y, KOTOPAsi BIPAXaeTcsl B CHUKEHUM Ya-
CTOTHI TH(PEKLIMOHHBIX 000CTPEHMI, YIydIlIeHUN (PYHK-
LIMY JIETKUX U HYTPUTUBHOIO cTaTyca maiueHTa ¢ MB,
HO M KOCBEHHYIO TTOJIb3Y 3a CUET YIyYlIeHUs TTUKEMUN
U CHUXEHUS C TeUeHUEeM BPEMEHU OCIOXHEHUH, CBSI-
3aHHBIX ¢ C/I. [To JaHHBIM KIMHUYECKOTO HAOIOAeHUS
MPOAEMOHCTPUPOBAHO YIYUIlIeHUE KaK IJIMKEMUYECKOTo
KOHTpoJis (¢ moMolnbio HbAlc), Tak M MOTpeOHOCTH B MH-
CYIMHE Y MTHCYJIMHO3aBUcHUMoOTro atenta ¢ M3CJI mocie
1 roma nmpuema TpoliHO# TapreTHo# Tepanmuu. C TOYKU
3pEHUS aBTOPOB, IEMOHCTPALIMS KaXXI0T0 MOA00HOT0
KJIMHUYECKOTO HAOMIONEHNST YHUKaTbHA, KaK U He00XO0-
JMIMMOCTb JaJIbHEUTITNX UCCIIEAOBAHWIA, TSI TOHUMAHUSI
TTOCIEACTBUIA 9TUX BEIBOIOB U MEXaHU3MOB BIIUSTHUS Tap-
reTHoit Tepanuu MB Ha Teuenue M3CI.
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3aknioyeHue

Ha ocHOBaHMU TTOTYYECHHBIX TaHHBIX MOXHO C(hOpMY-
JIMPOBATh BBIBOI O MOJOXUTEIbHOM NEHCTBUU TPOU-
HOU TapreTHOM Tepanuu, NpeacTaBIEHHOM perapaTomM
OTHU. O6 3TOM CBUAETEIbCTBYIOT yJIydllleHUEe (DYHKIIU -
OHAJILHOTO COCTOSIHMSA AbIXaTeNbHOM cucteMbl (ODB,
< 46 %, ®XKEJ < 74 %), yMeHbllIeHHE YMCIIa KIMHU-
YeCKUX 000CTpPEeHUI1 U rocrnuTaau3aluunii, u3BMeHeHUs
B COCTOSTHUM OPOHXOJIETOYHOU CUCTEMBbI, HaOI01aeMble
no naHHbIM PKT u BbipaxkeHHbIE B yMEHbILIEHUU OPOH-
X03KTa30B. OTMEUEeHO TaKXe CHMXXEeHHE MUKPOOHOI
Harpy3ku OCHOBHOTO PECHMUPATOPHOIO MaTOreHa U OT-
CYTCTBUE MPUCOEAUHEHUS HOBBIX MaTOI€HHBIX IITAMMOB
MUKPOOPTaHU3MOB, HOpMaau3alusl YPOBHS MTUKEMUU
U CHUXKEHHUE 103bl KOPOTKOAEUCTBYIOIIErO MHCYJIMHA
(c24no12en.)
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