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Pesome

B cBs13M ¢ BHeIpeHNEeM B KITMHUYECKYIO TIPAKTUKY MPerapaToB TApreTHOM Tepanuu MyKoBrcinao3a (MB) Bo3HUKaeT HeOOXOMMMOCTb U3YICHUS
KJIMHUYECKO! 2(DPeKTUBHOCTH JaHHBIX MpenapaToB U (PUKCUPOBaAHUST BO3MOXKHBIX HEOJIATONPUSITHBIX TOOOUYHBIX SIBICHUI TIPU TpUEMe Mperna-
paToB IaHHOI rpynibl y Aeteil. Lleabio paboThl SIBUTaCh JEMOHCTPAIINSI PETMOHAILHOTO OIBITa MCTIOB30BAHUSI STHOMATOTeHETUIECKOU Teparu
npenaparom uBakadtop + tezakadrop + anekcakadrop y nereit ¢ auarnozom MB (n = 41) B Pecniyosiuke Tarapcrad. Jlo MHUIIMAUMK TPOMHOM
Tepanuu MPOBOANIACH KOMIUIEKCHASI OLleHKa (hYHKIIMOHATbHBIX BO3MOXHOCTEIl OpraHn3Ma rnaluueHToB. MOHUTOPUHT 6e30macHoCTU U b dek-
TUBHOCTH TIPOBOAMIICS Yepe3 14 mHeit, 1, 3, 6 u 12 mec. ot Havasa teparnuu. Pesyabrartel. Yepes 14 mHeii ot crapra tepanuu y 10 (27 %) nanueH-
TOB PETUCTPUPOBATUCH HETSKEIbIe HEOIAronpusITHbIC TTOOOYHBIE SIBJICHMSI B BUE YBEJIMYECHHUST KAllUIsl, MOKPOTBI M puHOped, y 2 (5,4 %) — BICHI-
nmaHus Ha Koxe, ¥ 3 (8,1 %) — noBeIieHne ypoBHsI aMuHOTpaHcdepas B Kposu. Paszsutue sHiedantonariy Ha hoHe apTepuaibHON TUITEPTEH3UN
3apukcrupoBaHo y 1 pebeHKa yepe3 HECKOJbKO MeCsIIeB OT Hadajia Tepanuu. 3akmouenune. [Ipy MoHuTOpuHTEe B TeueHue 12 mec. y neteit ¢ MB
TO0Ka3aH yIOBJIETBOPUTEIbHBIN MPOodUIh 6e30MacHOCTH MCIOIb30BaHus mpemnaparta. Ha done npuema orMeuaercst nosblilieHne HyHKIIMOHATb-
HBIX BOBMOXKHOCTEH oOpraHn3mMa peObeHKa, yaydlieHrne HyTPUTUBHOTO CTaTyca U KauecTBa KU3HU.

KnioueBble c10Ba: MyKOBUCLIMI03, TAPreTHAsI Tepanusi, 1eTU.
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Abstract

In connection with the introduction of targeted therapy for cystic fibrosis (CF) into clinical practice, there is a need to study the clinical effectiveness
of these drugs and to record their possible side effects in children. The aim was to present the regional experience of the Republic of Tatarstan in the
use of etiopathogenetic therapy (ivacaftor + tezacaftor + elexacaftor) in 41 children diagnosed with CF. Methods. Before initiation of triple therapy,
a comprehensive assessment of body functions was carried out. Monitoring of safety and effectiveness was carried out at 14 days, 1 month, 3 months,
6 months, and 12 months after from the start of therapy. Results. In the first 2 weeks from the start of therapy, 10 (27%) patients reported mild side
effects in the form of increased cough, sputum, and rhinorrhea, 2 (5,4%) patients had skin rashes, and 3 (8,1%) patients had elevated blood
aminotransferases. One child developed encephalopathy due to arterial hypertension several months after starting therapy. Conclusion. Monitoring
of the safety of the therapy over 12 months in children with CF showed a satisfactory profile. The therapy was associated with an improvement in
the body functions, nutritional status, and quality of life.
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LenTtp mykoBucuunosa (MB) B Pecriybnuke Tatapctan
opraHu3oBaH B 1993 r. Ha 6a3e MyJbMOHOJIOTUYECKOTO
otaeneHus ['ocymapcTBEHHOTO aBTOHOMHOTO YIPEXKICHUS
3MpaBooxpaHeHUs «JleTckas pecrmyoaMKaHCKast KITMHIYE-
ckast 6osibHULIAa MUHMCTEepCTBa 3apaBooxpaHeHust Pecry-
onvku TaTapctan». B cBs3u ¢ TpeOOBaHUSIMU IO OpraHU-
3alIMY MEAUIIMHCKOU TTOMOIIH, C(POPMYITUPOBAHHBIMU
B HanmoHanbHOM KOHCceHcyce « MyKOBUCLIMI03: OTpee-
JIEHUe, AMarHoCcTUYeCcKue Kputepuu, tepanusi» (Mocksa,
2016), B centsi0ope 2019 r. mpoBeneHa peopraHu3anus
LenTtpa mykoBucuuao3a Pecriyomuku TatapcTan [1, 2].

B Hacrosiee Bpems B benepanbHoM peructpe Pec-
nyonuku TaTtapctaH 3apeructpupoBatbl 140 maiyeHToOB
¢ MB, u3 Hux 88 nereit [3].

TaprerHas Teparus mperapaToM uBakadTop + Te-
3akadrop + anekcakadrop [4] y nereit ¢ MB B Pecny6-
nuke TarapcraH ctapToBajia B gekaope 2021 r., korga
JAHHBIM TMpernapaToM ObLIN obecTieueHbl 6 MalMeHTOB,
B 2022 r. TIOJTy4aTh TApTeTHYIO TEPAMMIo Hauaau 14 neTeit,
B 2023 r. — 41 nauuenT. [Tnanupyemast o6ecrie4eHHOCTh
STHONATOreHeTHUYecKoi Tepanueii Ha 2024 . — 75 % na-
LIMCHTOB.

Llenpio pabOTHI SBWIACH JEMOHCTPALINS PETHOHATb-
HOTO OTIbITa MCIIOJIb30BaAHUS STUOTIATOTEHETUYECKOI Te-
panuu npernaparoM uBakagTop + TezakadpTop + saekca-
kadtop y aeteit ¢ nuarnHozoM MB (n = 41) B Pecrtybu-
ke TarapcTaH, a Takxke KJIMHUYeCKOon 3(h(HEeKTUBHOCTU
MTAaHHOTO TIpeTiapaTa U BO3MOXHBIX HEOIaroTpUSITHBIX
MOOOYHBIX SIBJICHUI Y IEeTeH.

XapaKkTepucTvKa NaLMeHTOoB, NoMyyaloLWwuxX TPOMHYI0
Tepanuio

Cpennuii Bo3pacT 6osbHbIX M B neteii (n = 41) Ha crap-
Te Tepanuu Tnpernaparom nBakadrop + Tezakadrop +
anekcakadTop coctaBuia 11,5 roma. [TauumeHTH ObLIN
pacripefiesieHbl Ha 2 TPYIIbl corjlacHO MexXayHapoaHOMI
Kjaccudukauuu 6onesHeit 10-ro nepecmoTpa:

* IIpeuMylecTBeHHO JierouHas ¢opma MB (E84.0) —
21,7 %;

 JjieroyHo-kuieyHas opma (E84.8) — 78,3 %.

[Mpu aHanu3e KIMHUYECKOU KapTUHBI 3a00JIeBaHUS OT-
MeUeHO TTpeodIamaHe XPOHNIECKOI pecITupaTOPHOU
MTaTOJIOTUH:

* OpoHxosKTasbl (78,3 %);

*  XpOHUWYECKUit puHOCUHYCUT (84,6 %).
Xupypruaeckoe JeUeHHe MO MOBOIY ITOJUIIO3HO-

THOMHOTO MaHCUMHycuTa roaydwin 12,5 % nereit, HEKO-

TOpBIE AETU ObUTU OTIEPUPOBAHBI TTOBTOPHO.

Jlo MHUIIMalMy TapreTHOM Tepamuu Mpu OLeHKe
¢yakunu BHemHero npixanusg (OBJI) cHmkeHne 00b-
ema GpopcupoBaHHOTO BblIoXa 3a 1-10 cekynay (ODPB))
B nipeaenax 41—80 % 3adbukcuposano y 11 (29,7 %),

<40 % —y 2 (5,45 %) nauuenroB. Ha ctapre TapreTHoi
tepanvu y 2 (5,45 %) neteii BHISIBIIEH IMPPO3 TIEYESHH,
y 2 (5,45 %) — caxapHblii tuabet, y | — BpoxXaeHHas Ka-
Tapakra.

Myrtauus F508del/F508del 3apeructpupoBaHa y 9 na-
LIMEHTOB, Y OCTAJIbHBIX (1 = 32) — reHeTUYeCKre MyTalluu
F508del/E92K, F508del/c.1399C>T, F508del/394dellTT,
F508del/3894+10kbC>T, F508del/S66X, F508del/
H1282R, F508del/CFTRdel2,3, F508del/K1158X,
F508del/2184insA, F508del/121kb.

MonHuTopuHT 6€301macHOCTU 1 3(PPEKTUBHOCTU TPOWi-
HOU Tepamnuu MPOBOAWJICS 10 Hauyajga Tepanuu, 4epes
14 nneii, 1, 3, 6 u 12 Mec. oT Havaia Tepanun. DpdeKTuB-
HOCTb TPOMHOU Tepanuu OleHUBaJaCh MO YacToTe 000-
CTpeHUIT OPOHXOJIETOYHOTO MpOoIiecca, KpUBOI MPUOaBKU
Macchl Tejia U pocTa, AuHaMuky JaHHbix @BJI, ypoBHIO
MaHKpeaTUYeCcKoi 31acTasbl, a TakKXKe Mo pe3yJbTaTaM
aHaJIM3a MPOBOJUMOCTHU TOTa (MTPU UCITOIb30BAHUM all-
niapata Macroduct (ELITechGroup Inc., CILIA) 1 MUKpo-
OMOJIOrMYECKOTO Teli3aXa MOKPOTHI.

MoHuTOpUHr Ge3onacHoCTM U 3dhtheKTUBHOCTH
Tepanuu

Ha 14-i1 neHb OT cTapTa TpOMHOI Tepanuu OTMEYEHO
MMOBHIIIEHNE YPOBHS aMHUHOTpaHCdepa3 y 3 OOJIbHEIX,
yepe3 1 1 3 Mec. — y 2 TTaIlMEHTOB, B MIPOIIECCe YCUIIe-
HUSI TeNaTONPOTEKTUBHOM Tepanuu K 6-My MecsIy I10-
KaszaTeJu LIMTOJIM3a HopMaiu3oBaiuch. Yepesd 6 mec.
OT cTapTa Tepanuu y 1 mauueHTa 3aMKCUPOBaH IMOIBEM
apTepUaJIbHOTO HaBieHUs. [1pn olleHKe MPOo3pavyHOCTH
XpycTajiiKa Mepes CTapTOM Tepanmuu y 1 pebeHKa BBISIB-
JieHa BpOXIeHHasl KatapakTa. BpaueOHolt Komuccueit
MIPUHSTO pelIeHre TTPOBOIUTH Teparuio 1o 6oJiee TIa-
TeJIBHBIM KOHTpoJIeM odranpMostora. [Ipn mmHaMmdecKoM
HaOJIIOMEHUHY TTI0Ka3aHO OTCYTCTBHE MPOTPECCUPOBAHUST
KaTapakThl Y TaHHOT'O TallMeHTa.

ITpu TpoBeAcHNM MOHUTOPUHTA Y OCTAJIBHBIX TTALIM-
€HTOB, TTOJIYJAIOIINX TaPTETHYIO Teparuio, HapylIeHUs
MMPO3PAYHOCTH XPyCTaJIUKa HE BBISIBJICHO.

B Tabauiie npuBeaeHbl HEKOTOPbIE HEOJArONpPUsTHbIE
ITOOOYHEIE SIBIICHUS TIPY TIPOBEICHUY TAPTETHOM TepaIrTiu
npernapaToM uBakadrop + te3akadrop + anekcakadrop.

[IpencraBieHb TaKKe Pe3yIbTaThl KIMHUYECKNX Ha-
OnrogeHui 3a maMeHTaMu ¢ M B, monyyaBiunmu Taprer-
HYIO Teparnuio.

Knunnyeckoe HabnropeHue Ne 1

[ManuenTka 2008 roga poxaeHus ¢ KIMHUYECKUM THMarHO30M
MB, nerouHo-kuieuHast ¢popma. Auddy3Hblit nHeBMODU -
0po3. JIBycTOpOHHUE OPOHX0IKTa3bl, XPOHUYECKASH IbIXaTe b~
Hasl HeI0CTaTOYHOCTh 0—1-ii cTeneHu. XpOHUUYECKU THOMHbBIM
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Tabauua

Hebaazonpuammnvie no6ounvie a61eHuUs npu npogedeHuu
mapzemnoi mepanuu (n = 41)

Table

Side effects of the targeted therapy targeted therapy (n = 41)

Mo6oyHoe siBNeHne Yucno naumeHToB, n
Bponxocnasm -

YBenuyeHue Kawns u MoKpoTbl, 10 (27 %)

puHopes B NepBbIe AHN Tepanuu
Cy6chebpunuret / nuxopaaka 1
KpoBoxapkaHbe -
MHeBMoTOpakc =

Bonb B %uBoTE -
[lnapes -
3anop -

2
BbIpaXeHHas cnabocTtb

Ycranoctb
TonosHas 6onb 1
HapyLweHue cHa -
Denpeccus -
Muanrus -
Metpopparus -

5

loBbILeHe NeYeHOuHbIX NPo6
P NOBhLILIEHWe YPOBHA TPAaHCaMUHa3

Taxukapaus 1

KoxHble BbicbinaHus 2

1

apTepuanbHas runepreHaus

C rMnepTeH3nBHOI 3HLedanonaTuen
(oTek ronosHoro mMo3ra)

Opyrue no6oyHbIe SBNeHMs
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raiitMopuT. XpoHU4eckasl maHKpeaTudeckass HelfOCTaTOYHOCTD
TspKesol crerienu. ['umorutasust xemaHoro 1my3eipsi. ubdpos
neueHu F3 METAVIR. Kommaynn — rereposurora F508del/
S466X. Xponnyeckast nuHbeKLMs, o0ycioBieHHas Pseudomonas
aeruginosa, Konouusauus Aspergillus fumigatur, 3apukcupoBaH
OIHOKpATHBIN BbICeB Burkholderia cenocepacia. Ha 2-it neHp
MpueMa Ipemnapara nBakaprop + Tezakaprop + anmekcakadTop
(05.05.16) ormeueH rmombeM TemrepaTypsl 10 39—40 °C B Teue-
Hue 4 nHeil. Ha 7-ii neHb rmosiBuiach oOMIbHAS IISITHUCTO-TTAITY -
JIe3Hasl CHITb Ha JINIIE, B O0JIACTH IIeU, TPYIH, XKUBOTA, CITUHBI,
Ha pyKax 1 Horax, 6e3 3yna (puc. 1). [IpemapaT BpeMeHHO OTMe-
HeH. Ha 8-11 meHb OT cTapTa Tepanuu ChIlb pacIIpOCTPAHUIACD,
oTMeueHa TeHIeHIVS K cusiHuIo. [lomyyana aHTUTuCTaMUHHBIS
Mpernaparsl, opajbHy0 peruapaTanuto. Ha 9—10-ii neHb BBICHI-
rmaHust perpeccupoBanu. Yepes 1 Henm. Tepamnust BO30OHOBIEHA
B 50%-Hoii 103e, ele yepe3 | Hen. — B mosiHOM no3e. [1pu no-
BTOPHOM Ha3HAaYeHUU Mperapara BbIChINIAaHUSI HE OTMEUEHBI.

KnuHuyeckoe HabntogeHue No 2

[MarenTtka 2014 roma poxaeHNs ¢ KITMHIIECKUM qrarHo3oM MB,
JIETOYHO-KUIeuHast popma. XpOHNIECKIil THOWHBIN 00CTPYK-
TUBHBII OPOHXUT, XpOHMUYECKast IbIXaTeJIbHast HEMOCTATOYHOCTD
0-i1 crenienn. XpoHudecKast MaHKpeaTuueckast HelOCTaTOYHOCTb
TSDKEIION cTeneHn. XpOHUIECKUI TIOJTUTIO3HBII PUHOCUHYCHT.
lereposurora 1F508de/K1158X. MHTEpMUTTHPYIONINIT BEICEB
P. aeruginosa, xpounieckast HMOEKIINS MEUTUUTMHIYBCTBY -
TenbHBIM Staphylococcus aureus (Methicillin-Sensitive S. aureus —
MSSA). Ha 9-it nens npreMa yTpoM BBISIBIIEHBI BBICHITTAHUS
B HEOOJIBIIIOM KOJIMYECTBE, YBETMUEHNE BBICHITIAHUN K 00emy,
Ha CIIeMyIONUIA TeHb — PacIpOCTpaHeHHasT 04aroBO-CIUBHAS
TamyJie3Hasi ChITb 03 3y/1a, BhIpakeHHast ciabocTh, 63 moabeMa
TeMIiepaTtyphsl Tena. PaclieHeHa Kak TOKCUKOAIepTruiecKast pe-
akwst. [Ipenapart 66U BpeMEHHO OTMEHEH, TIPOBeIeHa MapeHTe-
pasbHasI Teparvs XJIOPOITMPAMIHOM Y TIPETHU30I0HOM, Ha (hoHe

Puc. 1. [NarmmenTtka 2008 rona poxkaeHusi. Beichinanus Ha 7-i1 TeHb Tepanuu penapaToM uBakadrop + te3akadrop + asekcakadTop y malueHTKu
C MYKOBHMCHLIM030M

Figure 1. The patient was born in 2008. Rash on day 7" of ivacaftor + tezacaftor + lexacaftor therapy in a patient with cystic fibrosis
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KYIUPOBAHUS KOKHOTO CMHIPOMa BO30OHOB/IeHA Teparust B 50%-
HOM 03¢ C ITOCTETIEHHBIM TIePEX0IOM Ha TIOTHYIO 103Y.

Knunuyeckoe HabnrogeHue Ne 3

Mauuent 2016 roma poxaeHus ¢ nuarHo3om MB, cMmemannas
¢dopma. XpoHuueckuit OpoHXUT. MHOXECTBEHHbIE OPOHXO3K-
Ta3bl B JIETKUX. AJIJIEprUYecKrii OPOHXOJETOYHbINM acreprui-
JIe3 B aHaMHe3e. XpOHUYeCcKasl AbIXaTeIbHast HEIOCTATOYHOCTh
2-ii crenieHn. XpoHUYecKasi TaHKpeaTrnyeckasi HeMOCTaTOYHOCTh
TSDKEJION CTereHM. XpOHMUYecKast 6eJIKOBO-3HEpreTuIecKas He-
JIOCTAaTOYHOCTH 3-11 CTeTeHu, cMelaHHoW aTrojoruu. ['umo-
MJ1a3us sMaiu 3y6oB. XpoHuueckas uHdexuus P. aeruginosa.
I'omozurora F508del/F508del, ¢ 22.02.23 nosry4aeT TpOitHYyIO
9TUONATOTeHETUYECKYIO Tepanuio. DbGEKTUBHOCT Tepanuu
npernaparom uBakadTop + Te3akadrop + 37eKcakadTop BbI-
paxayiach B YMEHBIICHUN KOJMYECTBA MOKPOTHI, perpecca
XPOHUYECKOM MHTOKCUKAIIMU, TPUOABKM Macchl Tesia Ha 1 KT,
yBEJMYEHHUs] POCTA Ha 6 CM, CHMXXEHMSI YPOBHS XJIOPUIOB
rota ¢ 105 MMoub / 11 Ha ctapTe Tepanuu 10 39 MMoJb / JT —
yepe3 3 Mmec. Ha amOysnaTopHOM 3Tarie y pebeHKa Mmepuoam-
YeCcKM OTMeuaslach pBOTa, AaBJIEHWE He KOHTPOJIUPOBAIOCH.
C 03.07.23 npu noCTyIJIEHUU B OTASACHUU TTYyJIbMOHOJIOTUN
y peObeHKa OTMeUeHbI TIOBTOPHAsl PBOTA U BSJIOCTb, TOJOBHAS
60sb. Ha 2-it nenb rocniutanu3zanuu (04.07.23) 3adpukcupoBaH
TMIIEPTOHUYECKUI KPU3 — TMOBBIIIIEHNE CUCTEMHOTO apTepu-
anbHOro aasneHus 1o 160 / 100 mm pr. ct. Ha done reparnuu
KanToIpuIOM U (hypoceMuIoM B BeuepHee BpeMst Habmoaanach
MOBTOPHAs PBOTa, apTepUaibHasi TUTIEPTEH3MUSI COXPAHSIETCS,
rurnokajaueMust — 1,6 MMoJb / J1, MeTabOJMYECKUIl alluI03.
TlaneHT TIepeBeneH TSl NaTbHEHIIeTo JIeYeHUsT U HabJoIe-
HUS B peaHUMallMOHHOe oTaeieHue. [TpoBoauaack KoppeKius
MeTabOoJMIECKUX HapyIIeHUI, THDY3MOHHAs Teparust HaTpUs
rUapoKapooHaToM, 4%-HbIM KaJIusl XJIOPUIOM, (DU3MOIOTH-
YeCKUM PacTBOPOM BHYTpUBeHHO. CoxXpaHsiach BeIpaXkeHHast
royioBHast 6071b. KiTmHUYecKast KapTrHa oTeka ToJIOBHOTO MO3Ta
MOATBEpKAeHa MeToaoM HelipoBusyanu3auuu. 03.07.23 tepa-
IMUsI TApreTHBIM TIpernapaToM MPUOCTaHOBJICHA. YJIydllleHUe
COCTOSTHUSI yepe3 24 4, oOpaTHOE pa3BUTHUE CUMITTOMATUKU OT-

eka rojioBHoro Moara. (07.07.23 cocTtosiHre HOPMaJTU30BaJIOCh.
13—18.07.23 nedyeHne BO30OHOBJIEHO B PeAYIIMPOBAHHOM 03¢,
B ITOJIHOM 0OBbeMe (cTaHmapTHast mo3a) — ¢ 19.07.23, mpenapar
MalMeHT TIEPEHOCUT XOPOIIIO.

¢ heKTUBHOCTbL TapreTHOW Tepanum

Ha ¢oHe TpoiiHoii TapreTHOI Teparnuu IMoKa3aHo 2-KpaT-
HOE CHUXKEHME YaCTOThl 00OCTPEHUIT OPOHX0JIETOYHOTO
npoiecca. YpoBeHb MaHKPEaTUIECKOM 31acTas3bl OCTa-
BaJics 0e3 TMHAMUKM.

Yepes 6 Mec. OT Havajla TAPIeTHOM Tepanuu OTMEYEHO

nosbilIeHre nokaszatenaeii @B/I:

* OOB, — ¢ 88,8 (26—139) 10 94,6 (64,7-117) %, . ;

« ®XEJl — ¢ 90,47 (37,25—145,6) no 97,54 (81—
107,3) %, .
3a 6 Mec. Tepanuu IoKa3aHa MoJIOKUTEIbHAsT TUHAMU-

Ka MpruOaBKKM MaccChl Tejla, KOTOpast B CpeTHEM COCTaBUIIa

35,8 (14—56) kr Ha crapte u 50 (42—58) kr — Ha ¢oHe

rpueMa Ipernapara.

CTOUT OTMETUTD, UTO Ha (hOHE TapreTHOM Teparnuu

y OOJIBIIMHCTBA JeTEl TTOKA3aTe)IM ITOTOBOM ITPOOKI Ha aIl-

rnmapate MakpomakT CHU3UIUCH 1O HOPMATUBHBIX ITOKA-

3aresieii. 3a 6 Mec. HaOIIOAEHUST MUKPOOMOJIOTUYECKHI

Teii3axk MOKPOTBI BBITJISIACI CJIEAYIOIIMM 00pa3oMm:

« MSSA —y 17 (45,9 %) neteit o Havyana Teparnuu
u 22 (59,4 %) — Ha (poHe neueHUs;

* P aeruginosa —y 13 (35,1 %) u 8 (21,6 %) coorBeTCT-
BEHHO;

» Achromobacter xylosoxidans —y 5 (13,5 %) u 2 (5,4 %)
COOTBETCTBEHHO;

*  METULIVJUIMH-PE3UCTEHTHBIN S. aureus (Methicillin-re-
sistant S. aureus — MRSA) —y 1 (2,7 %) u 0 (0 %)
COOTBETCTBEHHO;

* OTCYTCTBHME BbiceBa B Mokpore — y 1 (2,7 %)
u 5 (13,5 %) cOOTBETCTBEHHO.

Puc. 2. [Tatment 2004 rona poxnenusi: A, C — 1o Tepanuu rpenaparoM nuBakadrop + tezakadrop + anekcakadbrop; B, D — yepes 2 roga nocie
Tepanuu

Figure 2. Patient born in 2004: A, C — before therapy with ivacaftor + tezacaftor + lexacaftor, B, D — after 2 years of therapy
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DG GEeKTUBHOCTb TPONHONM KOMOMHALIMM TapTeTHOM
Tepaluy B TeUeHHUe 2 JIET IperapaToM nBakadrop +
Te3akadTop + asmekcakadTop MOATBEPKAEHA JaHHBIMU
CJIEIYIOLIErO KJIMHUYECKOTO HAOIIONEHUSI.

Knuxuveckoe HabntogeHue Ne 4

IMamuenT 2004 roma poXIeHUsT ¢ KIMHUYSCKUM TUATHO30M
MB ¢ apyrumu mposiBIEeHUSIMU, TSKeJoe TedeHue. XPOHU-
YyeCKUU THOMHBIN OOCTPYKTUBHBINT OpoHXUT. PacnpocTpa-
HEeHHbIe OPOHX0IKTA3bI JIETKNX. XpOHUYECKasl AbIXaTebHast
HEJ0CTaTOYHOCTh 1—2-1i cTerneHu. JByCTOPOHHMIT XpOHUYE-
CKUIi TTOJTUTIO3HO-THOMHBIN TAaHCUHYCUT. XpOHUYecKast Oe-
KOBO-2HepreTnyeckasi HelloCTATOYHOCTD TSKEIOUM CTETeHU.
Dubpo3 meyeHn. KoHKpeMeHTBI XKeT9HOro my3bipst. 21.06.21
ycTaHoOBJIeHa mmopT-cucteMa, 01.07.21 — ractpoctoma. Xpo-
HUYecKast UHGEKUNs, BeI3BaHHAs Achromobacter ruhlandi.
lenetnueckuit nuarno3: F508del/E92K. 10.08.21 pebenky
odopMIIeH MaJITUAaTUBHBIN CTaTyC.

25.12.21 crapToBajia 3TMONIATOTeHETYeCKasl TPOitHasl Te-
parmusi.

[Mo pesynbraTam MoHUTOpUHTA 2(HEKTUBHOCTU TPOMHOM
Tepanuy B TeUeHue 2 JIeT OTMeUYeHa CIIeAyolast TMHAMUKA T10-
KazaTeneit pu3NIecKoro pa3BUTHS:

* yBenuueHUe Macchl Tena Ha 9,5 kT (¢ 40,5 mo 50 kr);
* pocr —co 168 no 170 cm;
*  MHIEKC Macchl Tesia — ¢ 14,2 kr / M? (BbIpaXkeHHBI 1e(ULIT)

Ha crapre Tepanuu 10 17,3 xr / m? (medpuuT Macchl Teja)

B HACTOSIIIIAI MOMEHT.

®XKEJI yBenmmuunack ¢ 87,3 no 113 %HOM., O®B, — ¢ 58
1o 85,7 %mm [MoxaszaTtenu nmoToBoii MpoObI Ha amnmnapate Ma-
KPOJAKT CHU3WIKCH ¢ 124 10 86 MMOIb / 1.

Taxcke oTMedaeTcss U3MEHEHNE OCAHKU — YMEHbBIIWINCH
MpOSIBIEHUST BhIpaXeHHOro Kudockonuosa. Yepes 3 mec.
OT cTapTa Tepanuu yaajaeHa ractpocrtoma (08.03.22).

[To naHHBIM KOMTTBIOTEPHOIT TOMOTPahUU OPTaHOB TPYIHOMN
kietku ot 01.12.22 (gepe3 12 Mec. OT cTapTa Teparnuu) OTMeYeHa
TOJIOXUTETbHAST AMHAMUKA B BUJE 3HAYUTEIILHOTO YMEHBIIIe-
HUSI KOJIM4ecTBa OPOHX09KTa30B. [10 TaHHBIM KOMIBIOTEPHO
ToMorpaduu MpUIATOYHBIX Ma3yx Hoca oT 04.12.22 npu3Haku
TTOJINTIO3HOTO PUHOCUHYCUTA OTCYTCTBYIOT.

B Hacrosiiiee Bpemst MarueHT YyBCTBYET ce0sT OTIIMYHO, CTall
3aHUMATHCST PUTHECOM, TTOTYIWIT CIIEIUATHLHOCTh TPeHepa-UH-
cTpykTopa 1o utHecy (puc. 2). [IpoBeneHue TpoitHOI Teparuu
CITOCOOCTBOBAJIO COLIMATM3AIINY TIAIIUEHTA, TTO3BOJIIIO BECTU
AKTUBHBIN 00pa3 KU3HU U TIOIYIUTh TIpodeccrio, B NaTbHe-
[IeM KauyeCcTBO XXU3HU 3HAYUTESLHO YITyUIIHIOCh.

3aknioyeHue

Takum o6pazom, nipu HabGOIeHUU 3a 1eThbMu ¢ M B, po-
xKuBatomumu B Pecryonuke TaTtapctaH, mokaszaH Xopo-
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Uit mpoduab 6e30MacHOCTU TPOMHOM Tepanuu B Teue-
Hue 12 mec. npenapatoM uBakadTop + Te3akadTop +
anekcakadTop. Tsaxenoe HEOJAroNpUsITHOE MOOOYHOE
SIBJICHVE B BUME SHIIeDaTonaTiu (OTeK TOJIOBHOTO MO3Ta)
Ha (poHEe apTepualibHOI TUIepTeH3UU 3a(PUKCUPOBAHO
TonbKo y | manmenTa. 3a 12 mec. HabmoaeHUs Ha (poHe
IMpueMa JaHHOTO IIpernapaTa y IeTeil OTMedeHBI TTOBBI-
meHne (yHKIMOHATBHBIX BO3MOXHOCTEH, YBETUICHHIE
(GYHKIMOHATBHON Pe3UCTEHTHOCTU OpraHu3Ma 1 yJIyd-
IIEHWE KauyeCcTBa XXU3HU.

Nutepatypa

1. KounparseBa E.W., Kamupckas H.1O., Kanpanos H.U., pen. Ha-
LIMOHAJIBHBIN KOHCEHCYC «MyKOBUCLIMIO03: OMpeaeaeH e, Tuar-
HOCTMYECKHUe KpuTepuu, Tepanusi». M.: boprec; 2016. loctyrHo
Ha: https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.
pdf?ysclid=lub6dusge2963690559

2.  MunuctepcTBo 31paBooxpaneHust Poccuiickoit @eneparmu. K-
HUYeckue pekoMeHnauuu: KucrozHslit puopo3 (MyKOBUCIIMIO3).
2021. JoctynHo Ha: https.//cr.minzdrav.gov.ru/recomend/372 2 [[data
obpamenust: 20.12.23]

3. Kammpckas H.1O., KonnparseBa E.W., Kpacosckuii C.A. u 1p.,
pen. MykoBucuunos. Peructp 601b5HBIX MyKOBUCIIMIO030M B Poc-
cuiickoit Mexneparyu. 2019 rox. M.: MennpakTtuka-M, 2021. [1o-
CTYITHO Ha: https;//mukoviscidoz.org/doc/registr/site_Registre_2019.
pdf?ysclid=lub6yfclmh880795942

4. Coro3 nnenuatpoB Poccun. Metonnueckue pekoMmeHgauuu: Tap-
reTHasi Teparnusi KNCTo3HoTro ¢ubposa (MykoBucuumosa). 2023.
HoctynHo Ha: https.//mukoviscidoz.org/doc/med_doc/target-metod-
recomend-2023.pdf ?ysclid=lub76ua474408183502 | 1ata oGparieHust:
20.12.23].

Moctynuna: 10.01.24
MpuHATa Kk nevyaTn: 28.02.24

References

1. Kondratyeva E.I., Kashirskaya N.Yu., Kapranov N.I., eds. [National
consensus “Cystic fibrosis: definition, diagnostic criteria, therapy”].
Moscow: Borges; 2016. Available at: Attps.//mukoviscidoz.org/doc/
konsensus/CF_consensus_2017.pdf?ysclid=lub6dusge2963690559 (in
Russian).

2. Ministry of Health of the Russian Federation [Clinical recommenda-
tions: Cystic fibrosis]. 2021. Available at: https.//cr.minzdrav.gov.ru/
recomend/372_2 |Accessed: December 20, 2023] (in Russian).

3. Kashirskaya N.Ju., Kondratyeva E.I., Krasovskiy S.A. et al., eds.
[Cystic fibrosis. Register of patients with cystic fibrosis in the Russian
Federation. 2019]. Moscow: Medpraktika-M. Available at: https.//
mukoviscidoz.org/doc/registr/site_Registre_2019.pdf?ysclid=lub6yf-
cIlmh880795942 (in Russian).

4. The Union of Pediatricians of Russia. [Recommendations: Tar-
geted therapy for cystic fibrosis]. 2023. Available at: https://mu-
koviscidoz.org/doc/med_doc/target-metod-recomend-2023.pdf?y-
sclid=lub76ua474408183502 [Accessed: December 20, 2023] (in
Russian).

Received: January 10, 2024
Accepted for publication: February 28, 2024

Pulmonologist, Ministry of Health of the Republic of Tatarstan; tel.: (843)
237-30-39; e-mail: pjaterkina@yandex.ru (ORCID: https://orcid.org/0009-
0008-5240-5807)

Kapnosa Ouibra AekcanapoBHa — Bpay-MyJIbMOHOJIOT, 3aBeAYIOLIast OT/Ie-
JIEHUEeM MyJIbMOHOIOTUU ['0Cy1apCTBEHHOTO aBTOHOMHOTO YUPEXICHUS
31paBooXpaHeHns «JleTckas pecrybiaMkaHcKast KIMHUYeCKast G0bHULA
MuHucrepeTBa 3apaBooxpaHeHust Pecniydoauku Tarapcran»; tei.: (843)
237-30-40; e-mail: karpova80@mail.ru (ORCID: https://orcid.org/0000-
0002-7557-7467)

The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.orgl/licenses/by-nc/4.0/ 281


https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf?ysclid=lub6dusge2963690559
https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf?ysclid=lub6dusge2963690559
file:///E:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2024/2_2024/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
https://mukoviscidoz.org/doc/registr/site_Registre_2019.pdf?ysclid=lub6yfclmh880795942
https://mukoviscidoz.org/doc/registr/site_Registre_2019.pdf?ysclid=lub6yfclmh880795942
file:///E:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2024/2_2024/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
file:///E:/_WORKS-2/_%d0%9f%d0%a3%d0%9b%d0%ac%d0%9c%d0%9e%d0%9d%d0%9e%d0%9b%d0%9e%d0%93%d0%98%d0%af/_2024/2_2024/%d0%a2%d0%b5%d0%ba%d1%81%d1%82/ 
https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf?ysclid=lub6dusge2963690559
https://mukoviscidoz.org/doc/konsensus/CF_consensus_2017.pdf?ysclid=lub6dusge2963690559
https://cr.minzdrav.gov.ru/recomend/372_2
https://cr.minzdrav.gov.ru/recomend/372_2
https://mukoviscidoz.org/doc/registr/site_Registre_2019.pdf?ysclid=lub6yfclmh880795942
https://mukoviscidoz.org/doc/registr/site_Registre_2019.pdf?ysclid=lub6yfclmh880795942
https://mukoviscidoz.org/doc/registr/site_Registre_2019.pdf?ysclid=lub6yfclmh880795942
https://mukoviscidoz.org/doc/med_doc/target-metod-recomend-2023.pdf?ysclid=lub76ua474408183502
https://mukoviscidoz.org/doc/med_doc/target-metod-recomend-2023.pdf?ysclid=lub76ua474408183502
https://mukoviscidoz.org/doc/med_doc/target-metod-recomend-2023.pdf?ysclid=lub76ua474408183502
mailto:pjaterkina@yandex.ru
https://orcid.org/0009-0008-5240-5807
https://orcid.org/0009-0008-5240-5807
mailto:pjaterkina@yandex.ru
https://orcid.org/0009-0008-5240-5807
https://orcid.org/0009-0008-5240-5807
mailto:karpova80@mail.ru
https://orcid.org/0000-0002-7557-7467
https://orcid.org/0000-0002-7557-7467

ITamepkuna O.1. u dp. PernoHabHbBI OMBIT HAOIIONEHHSI 32 IETBMU C MYKOBUCLIMIO30M, TIOJYYaIOIIMMK TAPTETHYIO TePaInio

Olga A. Karpova, Pulmonologist, Head of the Pulmonology Department, The
State Autonomous Healthcare Institution “Children’s Republican Clinical
Hospital of the Ministry of Health of the Republic of Tatarstan”; tel.: (843)
237-30-40; e-mail: karpova80@mail.ru (ORCID: https.//orcid.org/0000-0002-
7557-7467)

Bernesa Iyabnapa PycramoBHa — Bpau-11yJIbMOHOJIOT OTIEIEHUS TTyJIbMO-
HoJiornu ['ocy1apcTBEHHOr0 aBTOHOMHOTO YUPEXISHUS 3ApaBOOXpaHe-
Hust «JleTcKast pecrybIMKaHCKast KITMHUYecKast 6obHuIa MUHKUCTEpCTBA
3npaBooxpaHeHus: Pecriyoiuku Tatapctan»; Tenr.: (843) 237-30-40; e-mail:
gulnara.begieva@tatar.ru (ORCID: https://orcid.org/0000-0003-2519-609X)
Gulnara R. Begieva, Pulmonologist, Pulmonology Department, The State
Autonomous Healthcare Institution “Children’s Republican Clinical Hospital
of the Ministry of Health of the Republic of Tatarstan”; tel.: (843) 237-30-40;
e-mail: gulnara.begieva@tatar.ru (ORCID: https.//orcid.org/0000-0003-2519-
609X)

Sunnaryumn Wibaap PyctamoBuy — Bpau-myibMOHOJIOT OT/ETCHUS MTYJTb-
MoHostornu I'ocynapcTBEeHHOTO aBTOHOMHOTO YUPEKIEHUS 3IpaBOOXpaHe-
Hust «JleTckasi pecnyOIMKaHCKasl KIMHUYecKast 601bHUI[a MUHUCTEpCTBA
3npaBooxpaHeHus: Pecniybnuku Tatapcran»; Tein.: (843) 237-30-40; e-mail:
i.zinnatullin@tatar.ru (ORCID: https.//orcid.org/0000-0002-2756-8304)

Yuactue aBToOpoOB

IIarepkuna O.I. — KOHLIENIUS U IM3aliH CTaThH, HATIMCAHNE TEKCTa, KO-
OpAMHALMS PabOThl aBTOPCKOIA IPYIIIBI, YTBEPKICHHE OKOHYATETbHOTO
BapUaHTa CTaTbl

Kapnosa O.A. — KOHIETIINS U IU3aliH CTaTbU, COOP, AHATIM3 U MHTEPIIpeTa-
LUST TIOJTYYEHHBIX TaHHBIX

Beruesa I.P. — KOoHIIEMIIMS 1 AM3aiiH CTaTbK, COOP, AaHAIM3 U MHTEPIIPETALIMS
TIOJTyYeHHBIX TAaHHBIX

3unnaryaiud U.P. — KoHUenums 1 1M3aiiH ctaTbu, cOOp, aHaIU3 U MHTEP-
MpeTawust MOJTY4SHHBIX TAHHBIX

3akupos .M. — KOHIIENIMS U QU3aiiH CTaTbU, COOP, aHAINU3 U UHTEPIIpe-
TaLusl MOJTYYEHHBIX TAHHBIX

Bce aBTopbl BHECTH CyLIECTBEHHbII BKJIAJ B IPOBEICHNE TOUCKOBO-aHAIM-
TUYECKOU PabOThI U TOATOTOBKY CTATHH, PO U OXOOPUIN (PUHATBHYIO
BEPCHIO JI0 MyOJIMKAIIMK, HECYT OTBETCTBEHHOCTD 32 LIEJIOCTHOCTB BCEX YacTeil
CTaThy.

Ildar R. Zinnatullin, Pulmonologist, Pulmonology Department, The State
Autonomous Healthcare Institution “Children’s Republican Clinical Hospital
of the Ministry of Health of the Republic of Tatarstan”; tel.: (843) 237-30-40;
e-mail: i.zinnatullin@tatar.ru (ORCID: Attps;//orcid.org/0000-0002-2756-8304)

3akupo Wnbnyp Vru3oBuy — Bpau-my/IbMOHOJIOT KOHCYIBTATUBHOM MOTMKITH-
Huky Ne 1 T'ocynapcTBEeHHOTO aBTOHOMHOTO YUIPEXKICHHMS 3IPaBOOXPAHEHHS
«JleTckast pecryoMKaHcKast KIIMHAYecKasi 60 1bHULIa MUHUCTEPCTBA 31paBo-
oxpaHenust Pecriyoniuku Tarapcrany»; 3aBemyonmii Kadeapoi KIMHUIECKO
IIMaTHOCTHKY ¢ KypcoM Teanatpun deneparbHOro rocy1apcTBEHHOTO aBTO-
HOMHOr0 06pa30BaTeIbHOTO YUPEXAeHUs! BbIcIero oopazoBaHus «KaszaH-
ckuit (IMpuBoskckmit) demaepanbHbIi yHUBEPCUTET> MUHUCTEPCTBA HAYKK
1 BhIcIIero obpazoBanust Poccuiickoit eneparmu; ten.: (843) 237-30-39;
e-mail: zakirov.ilnur@inbox.ru (ORCID: https;//orcid.org/0000-0002-2611- 1580)
Ilnur I. Zakirov, Pulmonologist, Consulting Polyclinic No.1, The State Au-
tonomous Healthcare Institution “Children’s Republican Clinical Hospital of
the Ministry of Health of the Republic of Tatarstan”; Head of the Department
of Clinical Diagnostics with a Pediatric Course, Federal State Autonomous
Educational Institution of Higher Education “Kazan (Volga Region) Federal
University”, Ministry of Science and Higher Education of the Russian Feder-
ation; Ten.: (843) 237-30-39; e-mail: zakirov.ilnur@inbox.ru (ORCID: Attps.//
orcid.org/0000-0002-2611- 1580)

Authors Contribution

Pyaterkina O.G. — concept and design of the article, writing the text,
coordinating the work of the group of authors, approval of the final version
of the article

Karpova O.A. — concept and design of the article, collection, analysis and
interpretation of the data obtained

Begieva G.R. — concept and design of the article, collection, analysis and
interpretation of the data obtained

Zinnatullin I.R. — concept and design of the article, collection, analysis and
interpretation of the data obtained

Zakirov L.I. — interpretation of the data obtained, preparation of the article,
its revision

All authors made a significant contribution to the search, and analysis,
and preparation of the article, read and approved the final version before
publication, and are responsible for the integrity of all parts of the article.

282

MynbmoHonorus « Pu’monologiya. 2024; 34 (2): 277-282. DOI: 10.18093/0869-0189-2024-34-2-277-282


mailto:karpova80@mail.ru
https://orcid.org/0000-0002-7557-7467
https://orcid.org/0000-0002-7557-7467
mailto:gulnara.begieva@tatar.ru
https://orcid.org/0000-0003-2519-609X
mailto:gulnara.begieva@tatar.ru
https://orcid.org/0000-0003-2519-609X
https://orcid.org/0000-0003-2519-609X
mailto:pjaterkina@yandex.ru
https://orcid.org/0000-0002-2756-8304
mailto:pjaterkina@yandex.ru
https://orcid.org/0000-0002-2756-8304
mailto:zakirov.ilnur@inbox.ru
https://orcid.org/0000-0002-2611-1580
mailto:zakirov.ilnur@inbox.ru
https://orcid.org/0000-0002-2611-1580
https://orcid.org/0000-0002-2611-1580

