https://doi.org/10.21518/ms2026-224

OpwurnHanbHas ctatbsi / Original article

M.P. lWaxrupeeBa'™, zlata-28 @mail.ru, A.X. U6uwesa?, A.b. Xunbauxapoesa?, JI.C. YcnaHoeal, A.b. MaxTuesa?,

J1.6-A. lTauaeBa??, K.X. U6pueBa?, M.T. Kapgbixamkuesa?, [.®. Cepruenko*, U.B. Bazosasa*

! PecnybnmkaHckas feTckas KaMHuyeckas 6onbHuLa umenu E.NM. MnHkn; 364028, Poccus, po3Hbiid, yn. bucyntaHosa, . 101
2 YeyeHCKMi rocyaapcTBeHHblit yHuBepcuteT nmenn A.A. KagbipoBa; 364024, Poccus, Mpo3Hbii, yn. A. Wepunoea, 4. 32

* [leTckas knnHuyeckas 6onbHuua N22; 364016, Poccus, Ipo3sHbin, yn. Abaannbl || 6eHanb-XyceliHa, 4. 8

4 ACTpaxaHCKMii roCcyaapCTBEHHbIM MeaMUMHCKUIA yHUBepcuTeT; 414000, Poccus, AcTpaxaHb, yn. bakuHckas, a. 121

Pesiome

BBeneHune. MykoBMCLMAO3 — HAaCNeACTBEHHOE 3ab0neBaHMe, acCCOLMMPOBAHHOE C MPOrpeccMpytoLLMM NopaxeHnemM HpoHxoneroy-
HOM CUCTEeMbI M PUCKOM MHBanuam3auuu. BHeopenue TpoiHbix CFTR-MomynstopoB (MBakadTop / Tesakadtop / anekcadrtop 1 nBa-
KadhTOp) CYLLECTBEHHO YYYLUMAO NPOrHO3, OAHAKO, BbICOKAs CTOMMOCTb OPUTMHANBHOIO npenapata TpukadTa® v orpaHUYeHHble
pecypchbl 34paBoOXpaHeHUs 00yCNIOBNUBAIOT MHTEPEC K BMOIKBMBANIEHTHOMY reHepuyYeckoMy npenapary Tpunekca®.

Uenb. OueHuTb 3 HeKTUBHOCTL 1 He30MacHOCTb MPUMEHEHUS NNeKaPCTBEHHbIX NPenapaToB NaToreHeTUYeckon Tepanum Tpukadra
u Tpunekca y geTei ¢ MyKoBMCLMA030M B YeueHckor Pecnybnuke, a Takxke nepexona C OPUrMHaNbHOrO Ha reHepuyeckuii B pam-
Kax O4HOr0 MeXAyHapOAHOro HemaTeHTOBaHHOIO HanMeHoBaHus (MHH) (nBakadTop + TesakadTop + anekcakadptop 1 neakadTop),
B YC/IOBUSIX PYTUHHOM KIIMHUYECKOM NPaKTUKU.

Matepuanbl u MeToabl. [poBeLeHO peTpOCNeKTMBHOE OLHOLEHTPOBOe HabnofaTenbHoe uccnenoBaHune (YeveHckas Pecnybnumka).
B aHanu3 BkntoueHbl 22 naumeHTa B Bo3pacTe A0 18 neT ¢ reHOTUNOM, COOTBETCTBYHOLLMM MOKa3aHUSM K TporHov CFTR-MoAynsTOpHOM
Tepanuun. ChopmmpoBaHbl 3 rpynnel: 1-9 (n = 5) — Tepanus Tonbko TpukadToit; 2-9 (n = 2) — Tepanus Tonbko Tpunekcoi; 3-9 (n = 15) -
nepesefeHHble ¢ TpukadTbl Ha Tpunekcy. OueHnBanu AMHAMUKY KOHLEHTpaLMK XN10pUA0B NoTa, MHAeKca Macchl Tena (MMT), noka-
3aTenei QyHKUMM BHewwHero abixanus (OMB,, ®XEST), yacToTbl neroyHbix 060CTpeHnii n npodunb 6e3onacHoCTU.

Pesynbratbl. Bo BCex rpynnax oTMeYeHO CHMKEHWE KOHLEHTPALMK XJI0PMAOB NOTa, CBUAETENLCTBYIOLLEE O BOCCTAHOBNEHUM DYHK-
umm CFTR. B 3-% rpynne xnopuabl nota cHusmnuck ¢ 91,0 no 41,0 MMonb/n Ha doHe TpukadTbl M 0CTaBaNMCh CTabuNbHbIMKU NOCNe
nepexoaa Ha Tpunekcy. UMT nocrosepHo ysennumncs ¢ 14,9 no 15,7 kr/m? Ha 3tane Tpukadtsl (p = 0,002) v npogomkan pactu
nocne nepesofa Ha Tpunekcy. lNokazatenn ODB; n OXEJT octaBanuch cTabunbHO BbICOKMMM Nocne cMeHbl npenaparta (p > 0,05).
YacToTa neroyHbix 060CTpEHUIA CHU3MNACh U OCTaBanacb MMHUMaNbHOM Ha GoHe Tpunekcsl.

3akntoueHue. [puMeHeHMe Kak OpUrMHaANbHOro Npenapara, Tak U reHepuyeckoro Tpunekca y feteit ¢ MB conpoBoxaaeTcs Knu-
HWYECKMM yyYLIEHMEM KITHOUYEBbIX NoKa3aTenei 3hdeKTMBHOCTM U BnaronpusaTHbIM Npodunem 6e3onacHoCTy.

KntoueBble cnoBa: 4actoTa nerovHbix 060CTPEHUNI, HYTPUTUBHDIN CTaTyC, GMOPO3HbLINA KMCTO3, NaToreHeTMyeckas Tepanus, MBa-
kadTop + Te3akadTop + anekcakadTop n nakadTop

[nga untupoBanus: LLiaxrupeesa MP, Mbuwesa AX, Xunbamxapoesa Ab, YcnaHosa J1C, Maxtuea Ab, lauaesa J16-A, M6puesa KX,
Kanobixapkmesa MT, Cepruenko ®, Basosas MB. IbdekTnBHOCTL M 6€30NacHOCTb NaTOreHeTUYECKOM Tepanum MyKoBUCLMA03a
y neteit B YeueHckoi Pecnybnumke: npumeHeHne reHepuyeckoro CFTR-Moaynstopa M OnbIT Nepexosia B paMKax OAHOIO MexayHapos-
HOro HEMATEHTOBAHHOIO HauMeHoBaHUs. MeduyuHckuli cosem. 2026;20(9):189-198. https://doi.org/10.21518/ms2026-224.

KOHMAUKT MHTepecoB: aBTOPbI 3asBASOT 06 OTCYTCTBMM KOHMAKMKTA MHTEPECOB.

Madina R. Shakhgireeva'™, zlata-28 @mail.ru, Aset Kh. Ibisheva?, Asya B. Khildikharoeva?, Linda S. Uspanova?, Alla B. Makhtieva?,
Lipa B-A. Gatsaeva??, Kamilla H. Ibrieva?, Milana T. Kadykhadzhieva?, Diana F. Sergienko*, Inna V. Vyazovaya*

! Republican Children’s Clinical Hospital named after E.P. Glinka; 101, Bisultanov St., Grozny, 364028, Russia

2 Kadyrov Chechen State University; 32, A. Sheripov St., Grozny, 364024, Russia

© Waxrupeesa MP, M6uwesa AX, Xunbauxapoesa AB, YcnaHosa J1C, MaxtueBa AB, Mauaesa J16-A, U6puesa KX u gp., 2026 2026;20(9):189-198 | MEDITSINSKIY SOVET | 189


https://doi.org/10.21518/ms2026-224
https://doi.org/10.21518/ms2026-224

* Children’s Clinical Hospital No. 2; 8, Abdallf Il benal-Khuseyn St., Grozny, 364016, Russia
4 Astrakhan State Medical University; 121, Bakinskaya St., Astrakhan, 414000, Russia

Abstract

Introduction. Cystic fibrosis is a hereditary disease associated with progressive damage to the bronchopulmonary system
and the risk of disability. The introduction of triple CFTR modulators (ivacaftor/tezacaftor/elexaftor and ivacaftor) has signif-
icantly improved the prognosis. However, the high cost of the original drug Trikafta® and limited healthcare resources have
driven interest in the bioequivalent generic drug Trilexa®.

Aim. To evaluate the efficacy and safety of the pathogenetic therapy drugs Trikafta and Trilexa in children with cystic fibrosis
in the Chechen Republic, as well as the transition from the original to the generic version within the same INN (ivacaftor + teza-
caftor + elexacaftor and ivacaftor), in routine clinical practice.

Materials and methods. A retrospective, single-center observational study was conducted in the Chechen Republic. The analysis
included 22 patients under 18 years of age with a genotype corresponding to the indications for triple CFTR modulator ther-
apy. Three groups were formed: Group 1 (n = 5) - treatment with Trikafta only; Group 2 (n = 2) - treatment with Trilexa only;
Group 3 (n =15) - patients switched from Trikafta to Trilexa. Changes in sweat chloride concentrations, body mass index (BMI),
pulmonary function parameters (FEV3, FVC), the frequency of pulmonary exacerbations, and the safety profile were assessed.
Results. A decrease in sweat chloride concentrations was noted in all groups, indicating restoration of CFTR function. In Group
3, sweat chloride levels decreased from 91.0 to 41.0 mmol/L while on Trikafta and remained stable after switching to Trilexa.
BMI significantly increased from 14.9 to 15.7 kg/m? during the Trikafta phase (p = 0.002) and continued to increase after switch-
ing to Trilexa. FEV; and FVC remained consistently high after switching (p > 0.05). The incidence of pulmonary exacerbations
decreased and remained minimal while on Trilexa.

Conclusion. The use of both the original drug and generic Trilexa in children with CF is associated with clinical improvements
in key efficacy indicators and a favorable safety profile.

Keywords: pulmonary exacerbation rate, nutritional status, cystic fibrosis, CFTR modulator therapy, and elexacaftor/teza-
caftor/ivacaftor plus ivacaftor
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BBELOEHME

Mykosucumnnos (MB) npencraenseT coboit ogHO M3 Hau-
6onee 3HAYMMbIX MOHOFEHHbIX 3a60N1€BaHUI C CUCTEMHBIM
XapaKTePOM MOPaXeHUs U NMPOrpeccUpyroiuM TEYEHMU-
eM. B ocHoBe naToreHesa nexat Mytauum reHa CFTR (Cystic
Fibrosis Transmembrane Conductance Regulator - peryns-
Topa TpaHCMeMBpaHHOW MPOBOAMMOCTU MPU MYKOBUCLMAO-
3€e), IOKaNM30BaHHOrO Ha KOPOTKOM Maeye 7-i XpOMOCOMbI,
KoOMpytoLWwero TpaHcMeMbpaHHbih 6enok, GyHKUMOHMPYHO-

WA KaK XJOPUAHbIA KaHan anuTennanbHbiX kneTtok [1-4].

Ovcdynkuma CFTR NpuBOAUT K HapyWeHW WMOHHOTO
TPaHCMOpPTa, AernapaTaunmn CeKpeTa M NoBbLILEHUIO ero Bs3-
KOCTW, 4To 0BYyCNaBAMBaET pa3BMTME XPOHMYECKOro BOCnane-
HWS, NEPCUCTUPYIOLLEN MUKPOBHOM KONOHM3ALMKN U CTPYKTYP-
HOM peMoaenusaunmn 6poHXoNeroYHom cncremol [1-4].

Ha npotsxeHun anutenbHoro BpeMeHu tepanua MB
OrpaHunymMBanacb CUMNTOMATUYECKUM MOAXOAOM, BK/KOYAs
MYKONIMTUYECKYIO Tepanuto, BpOHXManbHbIM ApeHax, 3aMe-
CTUTENbHYI0 GEPMEHTHYH M NPOTMBOBOCNANMUTENBHYIO Te-
panuto, aHTubakTepmanbHoe nevenmne. [popbIB B NeYeHUn
3aboneBaHuns cBa3aH ¢ passutneMm CFTR-MoaynsTopos -
npenapaToB NaTOreHeTUYECKOM Tepanum, HanpaBieHHbIX Ha
BOCCTaHOBNEeHWe PyHKUMK aedekTHoro CFTR-6enka Ha pas-
JIMYHBIX 3Tanax ero GuoreHesa u akTMBHOCTK [2-4].

KauectBeHHO HOBbIM 3Tan B neyeHun MB cBS3aH C BHe-
[peHneM TporHow koMbuHaumn CFTR-mMoayngTopoB (MBakad-
Top + Te3akadTop + anekcakadTop 1 neakadTop), 0406peHHON
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FDA B 2019 r. SnekcakadTop, OTHOCSLUMIACS K KOPPEKTOPaM HO-
BOr0 MOKONEHMS, ycunueaeT ctabunmsaumio CFTR v ero dyHKUm-
OHafbHYH 3KCMPECCUIO NP LIMPOKOM CMEKTPe MyTaLWii, BKHO-
uas Hambonee pacnpoctpaHeHHyto F508del [5-7]. KntoyeBbie
PaHLOMM3UPOBAHHbIE KNMHUYECKME UCCNeLOBAHWUS NOKa3au,
YTO NPUMEHeHWe TPOMHOW KoMBMHaLmK CFTR-MoaynsSTopoB Co-
NPOBOXAAETCS BbIPAKEHHBIM CHUXEHUEM KOHLLEHTpaLLMK X/10-
pVO0B NOTa, YBENMYEHUEM MoKa3aTenei QyHKUMU BHELIHEro
AbIXaHUA, yny4ylWeHNEM HYTPUTUBHOIO CTaTyCa U YMEHbLUEHU-
€M 4acToTbl neroyHbix oboctpeHuit [8-10]. B nocnenyowem
3TV faHHble BblnM NMOATBEPXKAEHbI CUCTEMATUYECKUMU 0630-
pamu, MeTaaHanu3amMu U MoaensmMu A0NrOCPOYHOIO NMPOrHO3a,
COrNaCHO KOTOPbIM Tepanus TPOMHOM NaTOreHeTUYeCKoM KOM-
6uHaupelt neakadTop + TesakadTop + anekcakapTop 1 MBakad-
TOP acCOLMMPYETCS He TOMbKO C KPAaTKOCPOYHBIM KTMHUYECKUM
YNYYLIEHWEM, HO U C BaronpUSTHBIM BAIMSHUEM Ha OXMAAEMYIO
BbKMBAEMOCTb M JONrOCPOUHble ucxodpl [11-14]. CoBpemen-
Hble peKkoMeHAaLUMM NpodeCccMoHanbHbIX COOBLLECTB U HaLM-
OHaNbHbIX PErynaTopHbIX CTPYKTYp 3akpennstoT CFTR-moay-
NATOPbI KakK OAMH W3 LLEeHTPasbHbIX KOMMNOHEHTOB NIEYeHMS
MaLMeHTOB C MOAXOAALMM FeHOTUMNOM, @ 0BHOBAEHHbIE pOC-
CUICKME KNMHMYecKkne pekomeHaauum 2025 . yunTbIBaOT Ha-
KOM/eHHble AaHHble O COBPEMEHHbIX MOLYNSTOPHbIX CXeMax
1 0coBeHHOCTX HabMoAeHUs Takux naumenTos! [15].

1 Cystic Fibrosis Foundation. CFTR modulator therapy care guidelines. Bethesda (MD): Cystic
Fibrosis Foundation. Available at: https://www.cff.org/medical-professionals/cftr-modulator-
therapy-care-guidelines. National Institute for Health and Care Excellence. Ivacaftor-tezacaftor-
elexacaftor, tezacaftor-ivacaftor and lumacaftor-ivacaftor for treating cystic fibrosis. NICE technology
appraisal guidance TA988. London: NICE; 2024. Available at: https;//www.nice.org.uk/guidance/ta988.
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B Poccuiickon @epepaumm [oCTyn K AAHHOM Tepanuu
obecneunBaeTcsa Kak opurMHanbHbIM npenapatom (Tpukad-
Ta®, Beptekc Mapmacbiotnkanc Mukopnopeitesn, CLUA), Tak
M BOCMPOM3BEAEHHbIM leKAapCTBEHHbIM NpenapaTtoM (Tpunek-
ca®, Tuteur S.A.C.L.LF.LA,, ApreHTrHa), BMO3KBMBANEHTHOCTb KO-
TOPOro MOATBEPXAEHA B COOTBETCTBMU C MEXAYHAPOAHbIMU
peryngtopHbiMu TpeboBanuamu (FDA (Food and Drug Admin-
istration), EMA (European Medicines Agency), EA3C) [8-10].
B ycnoBusix BbICOKOM CTOMMOCTU opurMHanbHbix CFTR-mMopy-
NATOPOB M OrPaHUYEHHbIX PECYpPCOB CUCTEMbI 34paBOOXPaHe-
HMS 0COBYH 3HAYMMOCTb NPMOBPETaEeT OLEHKA BO3MOXHOCTH
TepaneBTUYECKOM 3aMEHbI OPUTMHANBHOMO Mpenaparta Ha re-
Hepuyeckuit aHanor 6e3 notepu shdeKTMBHOCTM M Be3onac-
HocTu? [16-18].

CornacHo MMelLWnMCs faHHbIM, TPUMEHeHWe npenapaTta
Tpunekca y naumeHToB, paHee He nonyyaslumnx CFTR-moayns-
TOPbI, CONPOBOXAAETCS KIMHUYECKMMM 3ddekTaMm, conocTa-
BMMbIMM C TAaKOBbIM MpW NpUEMe OPUrMHANLHOrO Npenapara,
B TOM 4mnc/ie v B fetckor nonyngumnm [8-11]. B 10 e Bpems
BOMPOC nepexofa B pamkax ogHoro MHH ¢ nekapcrBeHHoro
npenapata TpukadTa Ha NeKapCTBEHHbIN Npenapat Tpunek-
Ca y MaLUMEHTOB C Y)Ke OOCTUTHYTbIM CTabuIbHBIM KAMHKUYe-
CKMM OTBETOM OCTAEeTCS HEAOCTATOYHO U3YUYEHHBIM, 0COBEHHO
B paMKax pernoHanbHbIX neamnaTpuyeckmx koropt [17-19].

MeTogonornyeckn 060CHOBaHHbLIM MOAXOLOM MPU aHa-
nun3e NofobHOM CMeHbl 1eKapCTBEHHOrO Npenapara aBnseTcs
He BblsIBNeHWe LOMONHUTENBHOMO TePaneBTUYECKOTO BbIUIPbI-
Wa, a NOATBEPXKAEHUE COXPAHEHUS AOCTUTHYTOrO KIUHUYe-
ckoro 3cddekTa npu OTCYTCTBUM HEFATUBHOW AMHAMMKM MO
KNtoYeBbIM nokasatensiM 3dekTMBHOCTM M 6e30nacHoCTy.
YKa3aHHas KOHLEeNUMs NoAOXEHA B OCHOBY HACTOALLErO UC-
CnefoBaHuUs, NPOBEAEHHOMO B paMKax aHanu3a AaHHbIX MO
neauaTpuyeckoi nonynaumMm NaumeHToB C MyKOBUCLMA030M
B YeueHckoi Pecnybnuke.

Uenb - oueHUTb 3pPEKTUBHOCTb M HE€30MaCHOCTb NpU-
MEHEHUS NIeKapCTBEHHbIX MPEenapaToB NaToreHeTUYeckowm
Tepanuun Tpukadta u Tpunekca y geten ¢ MyKOBMUCLMA030M
B YeyeHckon Pecnybnwke, a TakKe nepexofa C OpUrMHaNb-
HOr0O 3-KOMMOHEHTHOrO Npenaparta Ha reHepuYecknii B paM-
Kax ofHoro MHH (uBakadTop + TesakadTop + 3nekcakadTop
W MBaKaTop) B YCIOBUSX PYTUHHOW KIIMHUYECKOM MPAKTUKM.

3afaum nccnenoBaHms:

1. OueHnTb AMHAMUKY QYHKLMKM BHELIHETO AbIXaHus (06b-
eM hOopCMPOBaHHOrO BblAOXa 3a nepByt cekyHay, OB,
1 GOPCUPOBAHHYIO XKM3HEHHYIO eMKOCTb ierkmnx, MXEJ), uH-
nexca maccol Tena (MMT), KOHLEeHTpaLuio XTI0pUL0B NOTOBOM
XMAKOCTU M npodumng 6e30nacHOCTM Y NaLMEHTOB C MyKO-
BMCLMA030M, NOAYYAKLWMX 3-KOMMOHeHTHY CFTR-mMopyns-
TOpHYIO Tepanuio (MBakadTop + Te3akadtop + anekcakadTop
1 nBakadTop) OpUrMHaNbHbIM NpenapatoM TpukadrTa.

2.0ueHnTb aMHamMuky O®B1, OXEJI, MT, KoHUEHTpa-
LMI0 X7I0pUA0B MOTOBOM XUAKOCTU 1 Npodung 6e30MacHoCTH
y naumeHToB ¢ MB, nonyyatowmx 3-komnoHeHTHYt0 CFTR-Mo-
LYNAaTOPHYO Tepanuio (MBakadTop + Tesakadrtop + anekca-
KadTop M nBakadTop) reHepu4ecknM npenapatom Tpunekca.

2 Pewenue CoeTa EBpasuiickoi 3KOHOMMYECKO# KoMUCCUM OT 3 Hosbps 2016 r. N2 85. 06 yTBepsk-
[nieHun MNpasun NpoBeaeHust UCIeA0BaHMI B103KBUBANEHTHOCTM IeKapCTBEHHBIX MPenapaToB B paM-
Kkax EBpasuitckoro akoHoMUYeckoro cotosa. Pexxum poctyna: https://www.alta.ru/tamdoc/16sr0085/.

3.0ueHnTb nokasaTenn QyHKLMM BHELWHEro AbIXaHus
(O®B4, ®XEJT) u UMT npu nepexoae C OPUrMHANBHOIO Npe-
napata TpukadTa Ha reHepuyeckuin npenapat Tpunekca.

4. NpoaHann3nMpoBaTb NOKa3aTenn NoToBon Npobbl Kak
cypporatHoro Mapkepa CFTR-QYHKUMU U OLEHUTb MoayNS-
TOpHbIN 3bdeKT 3-KOMMNOHEHTHON Tepanuu Npu nepexone
¢ npenaparta TpukadTta Ha npenapat Tpunekca.

5. OxapakTepu3oBaTtb npoduab 6e30MacHOCTH naToreHe-
TUYECKOM Tepanuu TPOMHOM KOMOWHALMEN Npu nepexoae
B paMkax ogHoro MHH, Bkntoyas 4acTtoTy u TKECTb Hexe-
NaTeNbHbIX IBNEHMM, BO3SMOXHbIE M3MEHEeHNs N1abopaTopHbIX
nokasartenen, a Takke HeobxoaMMOCTb MOAUDUKALMM A03bI
M/VNK OTMEHbI NAaTOreHeTUYeCKoM Tepanuu.

MATEPWAJIbI U METOAbI

BbinonHeH peTpoCnekTUBHbIA O4HOLEHTPOBbLIA aHanu3
MeLULUMHCKON AOKYMEHTALMM MALMEHTOB LLEHTPa MYKOBUC-
umnpo3a IBY «PecnybnukaHckas LeTckas KnMHuyeckas 6onb-
Huua umenn E.N. Munku» (HeveHckas Pecnybnumka), nonyyas-
WMX NIeYeHUE B YCNOBUAX PYTUHHOM KTMHUYECKOW NPAKTUKM.
B aHanu3 Bk/IOYEHbl NaUMEHTbI, NONyYaBLIME TapreTHyo
naToOreHeTUYeCKy 3-KOMMOHEHTHYI Tepanuio (MBakad-
Top + Te3akadTop + anekcakadtop u neakadbTop) nog Topro-
BbIMM Ha3BaHUAMM TpukadTa® u Tpunekca®.

Bbinn npoaHanu3npoBaHbl AaHHble aMByNaTOPHbIX KapT
nawuueHToB, nonyyasLmnx moaynatopsl CFTR, c oLueHKoM Kax-
[lOro naumeHTa B KayecTBe COHBCTBEHHOIO KOHTPONs (A0 Ha-
Yyana Tepanuu / fO Nepexona Ha reHepwuk), 4To MO3BOMIO
OUEHWUTb MHAMBMAYASbHYI0 AMHAMMKY KaK B paMKax Tepanuu
OLHMM NpenapaToMm, Tak 1 Npu NepeBose C OPUTMHANBHOIO
npenapaTa Ha reHepuk B pamkax ogHoro MHH.

CornacHo KAMHUYECKMM peKkoMeHaauMsaM «MyKoBUCLM-
no3» 2025 r,, B YeyeHckon Pecnybnvke Lons naumeHToB, OT-
BEYAIOLWMX KPUTEPUAM HA3HAYEHUS MOAYNSATOPOB TPaHC-
MeMbpaHHoro perynatopa mykosucumaosa (CFTR), octaetcs
CYLLEeCTBEHHO OrpaHMYeHHON. JTO B MepBY0 ovepeab CBA3a-
HO C BbICOKOW Y4aCTOTOM rOMO3MIOTHOTO HOCUTENbCTBA MYyTa-
umit | knacca, npexae Bcero reHotuna 1677delTA/1677delTA,
[LNS KOTOPOro Ha CEroAHsLHMIA AeHb He pa3paboTaHbl NokKa-
3aHMS K MCMOMb30BaHMIO CYLLECTBYHOLMX CXEM TPOMHOMN KOM-
6uHMpoBaHHoM Tepanun CFTR-mopynstopamu. JonoaHutens-
HbIM CLEPXMBAOLWMM (DAKTOPOM SBASIETCS BO3PACTHOM LIEH3,
3aI0KEHHbIN B AEWCTBYIOWMX PErUCTPALLMOHHBIX MOKa3aHM-
X K Tepanuu, B pe3ynsTate Yero 3HauyuTeNbHas YacTb Naum-
€HTOB, 0COBEHHO AeTW MNAALIMX BO3PACTHBIX Tpynm, Takxe
He MOXeT BbITb BKItOYeHa B eveHue. PasHoobpasue reHeTn-
YeCKMX MAarHo308B KOropTbl nauMeHToB Mnaawe 18 net B Ye-
YyeHCckui Pecnybnvke npeacTaBneHo Ha pucyHKe.

[MpoaHanu3mMpoBaHbl MeAUUMHCKME KapTbl 22 nauu-
eHToB (11 manbumkos (50,0%) n 11 pesouek (50,0%)),
y KoTopbix reHoTun CFTR cOOTBETCTBOBAN [eNCTBYIO-
WMM 3aperucTpMpoBaHHbIM MOKa3aHWAM ANS Ha3Ha-
YeHWs TPOMHOW TapreTHOM Tepanuu mBakapTop + Te-
3akadTop + 3nekcakadTop u uBakadbTop. Cpeam Hux
y 19 nauneHToB BbIIBNEHA KOMMAYHA-TETEPO3UTOTHOCTb MO
myTaumam 1677delTA v E92K (reHotun 1677delTA/E92K),
y 1 naumeHTa ycTaHOBNEH rOMO3UIOTHBIN reHoTun E92K/E92K,
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y 1 naumeHTa - KOMNayHA-reTepo3unroTHbIn reHotmn 1677del-
TA/R1066C v ewe y 1 nauneHTa — KOMNAyHA-reTepo3unroT-
HbI reHotun 1677delTA/R117C. MenmaHa BO3pacTa uccne-
nyeMbix 6onbHbIx coctamna 10,0 roga (Q1-03:6,3-11,8).

CornacHo uenu v 3agadam mnccnenoBaHns GopMupoBa-
NUCb 3 rpynnbl:

1-a rpynna - 5 nauneHToB (22,7%), nonyyatowme 3-KoMm-
MOHEHTHYI TEpPanuio TONIbKO OPUIMHAsbHBIM MpernapaTom
Tpukadra;

2-9 rpynna - 2 naumeHTa (9,1%), Cc MOMeHTa cTapTa Tap-
reTHOM Tepanuu NonyyaBLIMe 3-KOMMOHEHTHYIO Tepanuio re-
HepuyeckuM npenapartom Tpunekca;

3-9 (ocHoBHag) rpynna — 15 petew (68,2%), nepesenex-
HbIX C OPUIMHANLHOIO Npenapara TpukadTta Ha reHepuyeckuii
npenapat Tpunekca npu cobnoaeHnn CefyroWwmxX YyCI0BUIA:
npeaLwecTBY WM KypC Tepanun OpUrMHabHbIM Npenapa-
TOM, M/1aHOBbIM XapakTep NepeBoAa, COXPaHEHWE AO3MPOBKM
M Hannyme NoAHOro Habopa KIMHUKO-PYHKLMOHANbHBIX AaH-
HbIX B K/KOYEBbIX TOYKAxX HabnoaeHus (00 Hayana Tepanuu,
Ha poHe TpukadThl, Nocne nepesosa Ha Tpunekcy) (mabn. 1).

OueHnBanuch cnenyolume napameTpbl: BO3PacCT, Non, re-
HOTWMA, AUTENbHOCTb TEPaNMM, KOHLEHTPaLNUS XN0pua0B
nota, MHaekc maccel Tena (MMT), nokasatenu QyHKLMU BHEL-
Hero AbixaHus (06beM GOPCMPOBAHHOrO BbIAOXA 33 Mep-
Byt cekyHay — ODB1, dopcMpoBaHHas XM3HEHHAs EMKOCTb

PucyHok. CnekTp reHeTM4ecknx AMarHo30B NauueHToB
€ MyKoBMcLMA030M Mnagwe 18 net B YeueHckon Pecnybnuke
Figure. Spectrum of genetic diagnoses in patients with cystic
fibrosis under the age of 18 in the Chechen Republic

leHoTUNDI

1677delTA/1677deT4 [N 58,4
1677delTA/E92k [N 224
1677delTAR117C | 1,1
1677delTA/R1066C | 1,1
1677delTA/A96E M 3.8
1677delTA/W1282x | 1,1
1677delTA/D1152H | 1,1
1677delTA/c.3927 3938del | 1,1
1677delTA/c.43del | 1,1
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1677delTA/UNKNOW || 1,1
A96E/5466X | 1,1
E92K/1677delTA | 1,1
E92k/E92k M 44
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nerkmx — @XEJT), yacTota nerovHbix 060CTPEHNI, a TakKe Ha-
NINYME 1 XapaKTep HexXenaTeNbHbIX SBEHUIA U Cy4aeB OTMe-
Hbl UK MoaMbUKaLMM Tepanuu. B kauecTse KYeBbIX TOYEK
3bdeKTMBHOCTY BbINK BbILENEHbI: XI0PUAbI NOTa Kak Cyppo-
raTHblM Mapkep BocctaHoBneHnns CFTR-pyHkumm, UMT kak
nokasartenb HyTpuTMBHOrO cTatyca, ODB; n MXEJ kak na-
paMeTpbl pecnMpaTopHOro OTBETa, YacToTa 060CTPeHMI Kak
KNIMHUYECKM 3HAYUMbIA UHTErpanbHbIA UCXOA,

MOHWTOPUHI 6€30MacHOCTM BKIIKOYAN OLLeHKY nabopatop-
HbIX nmoka3zaTenen (AnAT, ACAT, o6wuii BUaMpyBurH) 1 KNUHK-
YeCckMx NapaMeTpoB (PerncTpaums HexenaTenbHbIX peakuui
C OLLEHKOM WX TSHKECTM, CEPbE3HOCTU U CBA3M C TEpanuen).

Cratuctmueckyto 06paboTky BbINOAHSAM C UCMOAb30BAHK-
€M onucaTeNibHbiX MeTOA0B M HEMapaMeTpuyYecknux Kputepu-
eB. KonnyectBeHHble AaHHble NpeacTaBneHbl B BUAE Meaua-
Hbl U MeXKBapTUIbHOrO pa3maxa (Q1-Q3). BHyTpurpynnosble
napHble cpaBHeHus B 3-i rpynne (n = 15) npoBogunu c npwm-
MeHeHWeM KpuTepus YMNKOKCOHA, YpOBEHb CTaTUCTUUYECKOM
3Ha4YMMOCTM NpuHUManu pasHbiM p < 0,05. C yyeTom KpaliHe
Manow ymcneHHoct nogrpynn 1 (n=5) u 2 (n = 2) ctatuctm-
4eCckMi aHanu3 B 3TUX rpynnax He NpOBOAMICS, Pe3ynbTaThbl
npeancTaBieHbl UCKIYUTENBHO ONUCATENBbHO.

PE3VYJIbTATbI

MepBas rpynna: nauneHTbl, NoAy4YaBlIME
opurMHanbHbli npenapat TpukadTa (n = 5)

B 1-t0 rpynny Bownu 5 maumeHToB (2 Manbymka -
40,0% v 3 nesoukn — 60,0%), MeamaHa BO3pacTa coCTaBmIa
5,0 roga (Q1-0Q3: 4,0-6,0); BO3pacTHOM Anana3oH 4-7 ner,
4TO COOTBETCTBYET AOLWKONBHOMY M MNafWeMy LWKObHO-
My BO3pacTy. InuTenbHOCTb Tepanumn OpUrMHanbHbIM npe-
napaTtom TpukadTa BapbupoBana ot 9 go 28 mec. (MeanaHa
12,0 mec; Q1-03:12,0-12,0).

Ha doHe Tepanum oTMeYEHO BbIPaXXEHHOE CHUXXEHWE KOH-
LeHTpaumun xnopmaos nota: ¢ 113,0 (Q1-03: 104,0-123,0)
[0 38,0 (26,0-44.,0) MMonb/n; MeapaHa abCoNtOTHOMO CHKEHUS
cocraemna 69,0 mmone/n (Q1-03: 66,0-98,0), uto cooTBETCTBYET
OTHOCWTENBHOMY YMeHbLLEeHMIO Ha 63,5% (01-03:61,1-79,7%).
MMT unameHunca ¢ 14,9 (13,9-14,9) no 14,6 (14,1-14,8) kr/m?
6e3 KIMHWYECKM 3HAUMMOTO YXYALWEHNS HYTPUTUBHOIO CTaTyca.
YacToTa nerovHbix 0bocTpenHmin cHmnsmnack ¢ 2,0 (2,0-3,0) go 1,0
(0,0-1,0) anu3opa B ron. HexxenaTenbHble SBNEHUS B LAHHOM
rpynne He 3aperncrtpuposansl (0,0%) (mabn. 2).

[axe c yueToM HeBONbLION YNCNEHHOCTU BbIBOPKM NONY-
YeHHble [aHHble COOTBETCTBYIOT OXMAAEMOMY NPOoduIt0 3d-
(HeKTUBHOCTM 3-KOMMOHEHTHOW Tepanuu neakadTop + Tesa-
KadTop + anekcakadTop u nBakadrop.

Ta6nuya 1. KnuHuko-gemorpaduyeckas xapaktepucTuka tepaneBTMyeckux rpynn
Table 1. Clinical and demographic characteristics of the treatment groups

MenuaHa Bo3pacta, net 5,0 (4,0-6,0) 9,0 (8,0-10,0) 11,0 (9,5-15,0)
Mon,n (%) 2M/3X 1M/1X 8 M (53,3%) /7 X (46,7%)
[nutenbHocTb Tepanuu, Mec. | 12,0 (12,0-12,0) 5,0 (3,0-7,0) Tpukadra: 28,0 (23,0-35,5); Tpunekca: 10,0 (5,0-12,5)

Bo3pacTHble noarpynnbi <6 net: 3 (60%); 6-7 net: 2 (40%)

6-11 net: 2 (100%)

6-11 net: 9 (60%); 12-18 ner: 6 (40%)
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Ta6nuya 2. OcHOBHble Noka3saTenu aPpdeKTMBHOCTH 1 He3o-
nacHoctv B 1-i rpynne (Tpukadta®, n = 5)

Table 2. Main indicators of efficacy and safety in Group 1
(Tricafta®,n =5)

Ta6nuua 3. OcHOBHble Noka3saTenu aPpdeKTMBHOCTH 1 He3o-
nacHoctv Bo 2-# rpynne (Tpunekca®, n = 2)

Table 3.Main efficacy and safety parameters in Group 2
(Trilexa®, n = 2)

X70pHabl 10T, MMOTb/ i 4,101_3’1023’0) 38,0 (26,0-44,0)
ABconioTHOe CHUKEHHe, MMONb/N - 69,0 (66,0-98,0)
OTHOCHTENbHOE CHUXKEHME, % - 63,5 (61,1-79,7)
UMT, kr/m? 149 (13,9-14,9) | 14,6 (14,1-14,8)
YacroTa 060CTpeHuit B rog, 2,0 (2,0-3,0) 1,0 (0,0-1,0)
HexenatenbHble senenus, n (%) = 0(0,0%)

Bropas rpynna: naumeHTbl, nofy4yaslime
reHepuyeckuii npenapart Tpunekca (n = 2)

Bo 2-i1 rpynne 6bi10 2 NauueHTa, y KOTOPbIX 3-KOMMO-
HEeHTHas Tepanusg M3HayanbHO NPOBOAMNACH FEHEPUYECKUM
npenapatoM Tpunekca (1 manbumk - 50,0% n 1 peBouyka -
50,0%). MeouaHa Bo3pacta coctasmna 9,0 roga (Q1-0Q3:
8,0-10,0); oba pebeHka OTHOCMAMUCH K BO3PACTHOM KaTero-
pun 6-11 net. AnutenbHocTb Tepanuu coctaBuna 1 n 9 mec.
(MemmaHa 5,0 mec).

OTMeyeHa MONOXWTeNbHas AMHAMMKA NO Xnopuaam
noTa: 3HaveHusa cHmsunmce ¢ 112,5 (107,2-117,8) no 71,0
(69,0-73,0) MMonb/n; MeanaHa abCONKOTHOTO CHMXKEHUS —
41,5 mmonb/n (Q1-Q3: 34,3-48,8), OTHOCUTENbHOE CHUXE-
Hune - 36,0% (Q1-03: 31,2-40,8%). UMT yBennumncs c 15,4
(15,0-15,7) oo 17,0 (16,4-17,6) kr/m%; abCOMOTHbINA NPUPOCT
coctasun +1,65 kr/M? (Q1-Q3: +1,48-+1,83). Hexenatens-
Hble aBneHus 3apermctpupoBabl y 1 (50,0%) naumnenTa (kox-
Has CbiNb NIETKOM CTENEHM), KOPPEKTUPOBKA MAM OTMEHa Te-
panuu He notpebosanuce (maba. 3).

C yyeTOoM KpalHe Manom 4YMCNEHHOCTM BbIGOPKMU
(n = 2) nonyyeHHble pe3ynbTaTbl HOCAT ONMCATENbHbIN XapaK-
Tep U TpebyroT NOATBEPXKAEHMS B Honee KPYNHbIX UCCNeno-
BaHMAX; TEM He MeHee Habnaaemas AMHaMuKKa cornacyet-
€S C U3BECTHbIMW AAHHBIMW O MPUMEHEHUM FEHEPUYECKOTO
npenapata Tpunekca.

CpaBHUTenbHbIM aHanus 1-i u 2-i rpynn

HecmoTps Ha pa3nunumg no Bo3pacty (5,0 vs 9,0 ner)
n pnutenbHocTn HabnaeHus (12,0 vs 5,0 mec.), obe rpynnbl
NPpOLEMOHCTPMPOBANU BNArONPUATHYIO LUHAMMKY MO KO-
4eBbIM KJIMHMYECKMM MoKasaTenam. B 1-i rpynne cHuxe-
HWe XNopuaoB noTta 6610 Honee BbIpaXeHHbIM (MeauaHa
69,0 vs 41,5 mMonb/n), 4To, BEPOATHO, CBA3aHO C bonee anu-
TeNbHbIM NepuoaoM Tepanuu. Bo 2-i rpynne otMeyeHo 60-
nee BbipakeHHoe yBenunueHne UMT (+1,65 vs -0,11 kr/m?)
(mab6n. 4).

Mpogwunb 6e3onacHocTn B 06enx rpynnax ocrtaBancs bna-
FOMPUSITHBIM: Y MALMEHTOB, NOMYYaBLUMX NpenapaT nog Top-
roBbIM HasBaHWeM TpukadTa, HeXenaTeNnbHble SBAEHWUS He
OTMEYaNuChb, TOraa Kak y ogHoro pebeHka Ha Tepanuu Tpu-
NEeKCON 3aperncTpMpoBaHa KOXHas Cbifb, He TpeboBaBLIas
OTMEHY NpenapaTta Uan U3MEHEHUS CXEMbI TEYEHUS.

Xnopuabl NoTa, MMosIb/N 112,5(107,2-1178) | 71,0 (69,0-73,0)
AGCONIOTHOE CHUXEHME, MMONb/N - 41,5 (34,5-48,8)
OTHOCUTENbHOE CHUXEHME, % - 36,0 (31,2-40,8)
UMT, kr/m? 15,4 (15,0-15,7) | 17,0 (16,4-17,6)

AbcontoTHoe u3MeHerme UMT, _ +1,65 (+1,48-+1,83)

kr/m2
HexenatenbHble sBnenus, n (%) = (KOl)K(I-ISS:)S;OC%II)'Ib)
OtmeHa / KoppeKLuus Tepanuu = 0(0,0%)

Ta6nuya 4. CpaBHUTENbHbIN aHANU3 pe3ynbTaToB B rpynnax
C NPYMeHeHWeM O HOro NpenapaTa Ha NPOTSXKEHUW BCErO
nepuopaa Habnopexus: Tpukadta® u Tpunekca®

Table 4. Comparative analysis of outcomes in groups receiv-
ing the same drug throughout entire follow-up period:
Trikafta® and Trilexa®

CHMXEHWE XNIOPHAOB NOTa,

MMOJIb/N 69,0 (66,0-98,0)

415 (34,3-48,8)

OTHOCUTENbHOE CHUXKEHME

XnopuaoB, % 63,5 (61,1-79,7)

36,0 (31,2-40,83)

Wamenenme UMT, kr/m? -0,11(-0,80; +0,53) | +1,65 (+1,48;+1,83)

HexenatenbHble fiBneHMS,

0 %) 0(0,0%)

1(50,0%)

OtmeHa Tepanuu H/L, 0(0,0%)

TpeTbs rpynna: naumMeHTbl, NepeBeAEHHbIE
C opurMHanbHoro npenaparta TpukadTa
Ha reHepuyeckui npenapat Tpunekca

3-9 rpynna Bkatoyana 15 naumeHTtoB ¢ MB, nonyyaswmx
NoCNefoBaTENbHYIO 3-KOMMOHEHTHYIO TEPANUIo: UCXOAHO OpU-
MMHanbHbIM NpenapaToM TpukadTa € NoceayoWwmM nepeso-
[IOM Ha reHepuyeckuin npenapat Tpunekca. MeamaHa Bo3pacta
coctasuna 11,0 rona (Q1-0Q3: 9,5-15,0); rpynna 6bina npea-
cTaBneHa 8 manbumkamu (53,3%) n 7 pesoukamu (46,7%). Mo
BO3PACTHbIM NMOArpynnam pacnpeneneHve 66110 cneayoLmMm:
9 (60,0%) peteit 6-11 net u 6 (40,0%) nogpoctkos 12-18 ner.

OnutenbHOCTb NpealwecTBytowein Tepanum Tpukad-
TOW BapbupoBana ot 7 fo 43 mec. (megmnaHa 28,0; 01-03:
23,0-35,5). K MOMeHTY aHanun3a AMTeNbHOCTb Tepanuu Tpu-
nekca cocrasnsna ot 6 go 14 mec. (vegnanHa 10,0; Q1-03:
6,0-12,5). Takum 06pazom, rpynna xapakrepmn3oBanach 4au-
TeNIbHOM 3KCNO3ULMEN OPUTMHANBHOMO MpenapaTa ¢ nocne-
LyIOWMM NN3aHOBLIM NEPEBOAOM Ha reHepuk 6e3 nsmeHe-
HWS [,O3MPOBOK.

Ha doHe Tepanuu TpukadToi MeamMaHa KOHLEHTpaumm
xnopuaos nota cHusmnacb ¢ 91,0 (Q1-03: 84,0-100,0)
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Ta6nuya 5. OCHOBHbIE KPUTUYECKME TOUKM B 3-I1 rpynne (nepexop Tpukadta®—Tpunekca®, n = 15)
Table 5. Main critical points in Group 3 (transition from Trikafta®—Trilex®, n = 15)

Xnopuabl NoTa, MMosb/N 91,0 (84,0-100,0) 41,0 (36,5-51,5) 42,0 (38,5-47,5) 0,847
UMT, kr/m? 14,9 (14,0-16,1) 15,7 (15,2-16,7) 17,8 (16,6-19,6) < 0,001
0By, % o1 fomKHOrO 90 (84-98) 101 (97-109) 109 (100-112) 0,058
OXEJ, % ot fomkHOro 87 (82-94) 96 (93-111) 101 (97-115) 0,056
06ocTpeHus, B rog 3,0(1,0-3,5) 0,0 (0,0-1,0) 0,0 (0,0-0,5) <0,5

no 41,0 (36,5-51,5) mmonb/n (p < 0,001), yto oTpaxaer Bbi-
paxeHHoe BoccTaHoBneHne CFTR-dyHkuuu. Mocne nepe-
BOAA Ha Tpunekcy nokasaTeNb COXpaHancs Ha yposHe 42,0
(38,5-47,5) MMonb/n; CTaTUCTUYECKM 3HAYMMOrO yXyALle-
HWS MO CPaBHEHMIO C MocneaHen TOUKOW Ha TpukadTe He
BbisiBneHo (p = 0,847), uTo cBuAeTensCTByeT 06 OTCYTCTBMM
yTpaTbl MoaynatopHoro 3ddexTa. [Nocne nepesona Ha Tpu-
nekcy nokasatenb coctasun 42,0 (38,5-47,5) mmonb/n
M LOCTOBEPHO HE M3MEHMUICA MO CPAaBHEHUIO C MOCNeLHEN
Toykoi Ha TpukadTe (p Ha GOHe Tepanuu OTMEYEHO Bbipa-
XEHHOE CHWXEeHMe KOHLeHTpauuu xnopuaos nota: ¢ 113,0
(Q1-0Q3: 104,0-123,0) po 38,0 (26,0-44,0) mmonb/n; me-
OMaHa abCoNTHOro CHMXeHMa coctaBuna 69,0 Mmonb/n
(Q1-Q3: 66,0-98,0), yuTo COOTBETCTBYET OTHOCUTENIBHO-
MY YMeHbLIeHMI0 Ha 63,5% (Q1-03: 61,1-79,7%). UMT u3-
meHunca ¢ 14,9 (13,9-14,9) no 14,6 (14,1-14,8) kr/M? 6e3
KIMHWUYECKM 3HAYUMOTO YXYOLWEHUS HYTPUTUBHOTO CTaTyca.
YactoTa neroyHbix o6ocTtpenuin cHmsmnacs ¢ 2,0 (2,0-3,0)
no 1,0 (0,0-1,0) snu3opna B roa. HexenaTenbHble SBAEHUS
B JAHHOM rpynne He 3apeructpuposaHsl (0,0%) (maba. 5).

HyTpUTMBHbBIN CTaTyC NPOAEMOHCTPUPOBAN YCTOMYNBOE
ynyywenue. UMT yBennuunca Ha 3tane Tepanuu Tpukad-
ToM € 14,9 (14,0-16,1) mo 15,7 (15,2-16,7) kr/m? (p = 0,002),
a nocne nepexopa Ha Tpunekcy goctur 17,8 (16,6-19,6) kr/m2.
MNpw cpaBHEHMM NoCnedHeR TOYKM Ha TpukadTe U Habnwooe-
HWS Ha Tpunekce 3aPUKCMPOBAH AaNbHENLWNIA CTaTUCTUHECKM
3Ha4YMMbI pocT nokasatens (p < 0,001).

PecnupaTtopHble nokasaTenu ocTaBanucb CTabuabHO Bbl-
COKMMM Ha oboux 3Tanax Tepanun. O®B; Ha doHe Tpukad-
Tbl n3mMeHuncs ¢ 91,0 (84,0-100,0) no 101 (97-109), a nocne
nepesoga Ha Tpunekcy coctasun 109 (100-112), 6e3 npu-
3HAKOB KIMHUYECKM 3HAUMMOro yxyaweHus. OXEJT ysennun-
nacb ¢ 87 (82-94) po 96 (93-111) Ha stane TpukadTsl, a Ha
¢done Tpunekcsl poctmrna 101 (97-115), Tak xe 6e3 perpec-
Ca OTHOCUTENbHO NpealwecTBytowero stana. OTcyTcTBME CTa-
TUCTUYECKM 3HAYMMbIX Pa3NMUUI NOLTBEPXKAAET COXpaHe-
HWe [OCTUIHYTOro pecnupaTopHoro agdekrta npu nepesoae
Ha reHepuyeckuit npenapar.

YacToTa nerovHbix 060CTpeHM yMeHblmnachk ¢ 3,0
(1,0-3,5) no 0,0 (0,0-1,0) anun3ofa B rog Ha GoHe Tpukad-
Tbl M OCTaBanacb Ha KpailHe HW3KOM YPOBHE nocne nepe-
xopa Ha Tpunekcy - 0,0 (0,0-0,5) B roa. HexxenaTenbHble
ABNeHus B rpynne otMeyeHsl y 2 (13,3%) nauneHToB (ycu-
NeHue Kalung), Cy4aeB OTMEHbI Tepanuu He 3adUKCMpPOBaHO
(0,0%). Takum ob6pazom, npodunb 6e30nacHOCTH NpU NepeBo-
[le C OpUTMHaNbHOro NpenapaTta Ha reHepuyecKui 0cTaBancs
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Ta6nuya 6. MNoka3zatenu 6esonacHocTv B 3-i rpynne (nepe-
xof Tpukadta®—Tpunekca®, n = 15)

Table 6. Safety outcomes in Group 3 (transition from
Trikafta®—Trilex®, n = 15)

HexenatenbHble fBnenus, n (%) 4(26,7%) 2 (13,3%)
Ycunenue kawns 2 2
KoxHasi cbinb 2 0
OtmeHa Tepanuu, n (%) 0 (0,0%) 0(0,0%)

61aronpusTHBLIM M COOTBETCTBOBAN M3BECTHLIM AAHHBIM O Me-
PEHOCUMOCTU 3-KOMMOHEHTHOM Tepanum.

HexenatenbHble SBAEHUS B rpynne oTMeyeHbl Y 4 (26,7 %)
nauneHToB Ha GoHe TpukadTbl (ycuneHue Kawnsa — 2 ciy4as,
KOXHas CbiMb — 2 Cyyas Ha 2-M Hed. npuvema npenapara)
ny 2 (13,3%) nauneHToB Nocsie nepeBoaa Ha Tpunekcy (ycu-
NeHne Kawna — 2 cnyyasa Ha 3-5-i neHb npuema). Bee 3a-
perncTpupoBaHHble HexxenatenbHble ABAeHUs Bblan nerkom
CTeneHn TIXKECTU M He nNoTpeboBanu OTMeHbl UM MOAUDU-
Kaumu Tepanuun. CnyyaeB OTMeHbI Npenaparta He 3aduKcnpo-
BaHo (0,0%) (mabn. 6).

OBCY)XXOEHUE

Pe3ynbTaTthl HaCTOALWErO aHanM3a LEMOHCTPUPYIOT, 4TO
npuMeHeHune 3-komMnoHeHTHOM CFTR-mopyngtopHoi Tepa-
nun MBakadTop + Te3akadTop + 3nekcakadTop u nakad-
Top (UT3) y petent ¢ MB B Yeuenckon Pecnybnuke conpo-
BOX[AeTC KMMHUYECKM 3HAYMMbBIM YIYULWEHNEM KIHOYEBbIX
nokasatenen 3PpPeKTMBHOCTU U YAOBNETBOPUTENBHLIM NPO-
dbunem 6e30MacHOCTM KakK NpU MCMNOAb30BAHUM OPUTMHAMb-
HOro npenapaTa TpukadTa, Tak U reHeprMyeckoro npenapara
Tpunekca. MonyyeHHble AaHHbIE COTNACYHOTCS C pe3ynbTaTa-
MW PaHAOMMU3UPOBAHHBIX KIMHUYECKMX MCCNe0BaHUI U Ha-
6nt04aTeNbHBIX MPOrpaMM, B KOTOPbIX MOKAa3aHO, 4TO TPOMHas
KOMBUHAUMS IBNAETCS TEKYLWMM CTaHAAPTOM NaToreHeTuye-
cKoro neveHns MB u cyulectBeHHO MoandULMpYET TeyeHne
3abonesanus [6,7,11,12].

[OunHamuka xnopuaos nota n coxpaHeHue CFTR-dyHKLMK
CHUXEHWE KOHLEHTpauMM XNOpUAOB NOTa B HaleM
McCcneaoBaHMM paccMaTpuMBAETCS KaK KAOYEBOMW Cyppo-
raTHbIM Mapkep BOCCTaHOBneHUs dyHKummn benka CFTR
1 hapMakooMHAMMYECKOro OTBETA Ha TPOMHY Tepanuio.



B ocHoBHoOM rpynne nepexopa Tpukadbta— Tpunekca meam-
aHa xJIopMAoB noTa Ha doHe Tepanuu TpukadTOM CHU3MU-
nacb ¢ 91,0 go 41,0 MMonb/N, YTO CONOCTAaBUMO C BEAMYU-
HOM 3ddekTa, onucaHHoM B nccnegosaHuun P.G. Middleton
et al. (CHWKeHWe npuMepHO Ha 42 MMOMb/N Y NaLUMEHTOB
¢ F508del/MuHumManbHas @yHkums) [6]. Nocne nnaHoBo-
ro nepesofa Ha Tpunekcy KOHLEHTpaLMs XN0pMA0B noTa
octaBanach ctabunbHon (42,0 MMonb/N), 4TO NMOATBEPXAA-
€TCS OTCYTCTBMEM CTAaTUCTUYECKM 3HAUYUMBIX Pa3NNUMil MeX-
[y nocnenHew Toukon Ha TpukadTte u HabaogeHnem Ha Tpu-
nexce [6,12-14].

AHanornyHbIn GeHoMeH CoXpaHeHMs OCTUTHYTOroO ypOB-
HS NPOBOAMMOCTM NOTa MoCne nepexofa Ha Tpunekcy npo-
[leMOHCTPUPOBAH B MHOTOLLEHTPOBOM PerncTpoBOM UCCIeno-
BaHun EN. KoHpopatbeBon v ap., roe y netei M noapocTKos,
LAUTENbHO NOMYYaBLUMX OPUTMHANbHbIA npenapat UT3, 3a-
MeHa Ha reHepuK He MPUMBOAMAA K YXYALEHWIo nokasaTe-
new NOTOBOro TecTa B TeyeHue nepuofa Habnwpenus [18].
CxopHble pesynbTatel npueoasdT [.0. CeprueHko U ap. B pe-
rMOHaNbHOM NeAnaTpUYeCckOM UCCIeA0BaHUM, BbINOTHEHHOM
B AcTpaxaHckon obnactu, CTaBpononbCKOM Kpae u Yysalu-
CKOM pecnybnuvke, rae OTMEYEHO COXPAHEHWE YPOBHS X10PU-
[0B noTa npu nepexofe ¢ TpukadTbl Ha Tpunekcy B paMkax
oaHoro MHH [19]. B coBokynHOCT faHHble NOATBEPXAA-
I0T OCHOBHYHO KOHLEMLMIO HALLEero MccnefoBaHus: Npu Tepa-
NeBTUYECKOW 3aMeHe OPUIMHANBHOro npenapaTta Ha Hr1o3ak-
BMBANEHTHbIM reHepuyecknin npenapart Lenblo SBAsSeTcs He
[OCTUXEHME [OMNONHUTENbHOMO 3ddeKTa, a CoxpaHeHue ao-
CTUrHYTbIX 3QdEKTOB MO CyppOraTHbIM U KIMHUYECKMM MO-
KasaTensm.

HyTpuTHBHDIN CTaTyC U ero KIMHMYECKOE 3HaYeHue

HyTpuTMBHbBIN CTaTyC, OTpaXaeMblit AnHamukon UMT, aB-
NAETCH BAKHBIM MHTErpanbHbIM MPEAMKTOPOM LONroCpoY-
HOro NporHo3a npu MB 1 TecHO CBS3aH C QYyHKLUMEN Nerkmx
M 4aCTOTOM neroyHbix obocTpeHni. B HaweMm nccnegosaHmm
BO BCEX 3 rpynmnax oTMeyeHa nnbo MONOXMTENbHAsA AWMHA-
Muka MMT, nnbo ero ctabunmzaumsa Ha doHe Tepanuu LTS,
npuyem B rpynne nepexoga Tpukadbrta—Tpunekca megna-
Ha MMT npopomkana yBennunBaTbCs NoC/ie NepeBoaa Ha re-
HepuK, 4TO, MOMUMO eCTECTBEHHOIO POCTa, CBUAETENLCTBYET
0 COXpaHeHuWn BnaronpuaTHoro aHabonuyeckoro addexTa
TPOWHOM Tepanuu.

[aHHble 0 npupocTe maccol Tena u UMT Ha doHe UTD
y AeTei » NOAPOCTKOB COMNAaCyTCs C pe3ynsTaTtaMu Mex-
[lyHapo[HbIX paboT, rae NoKa3aHo, YTo AAMUTENbHas Tepanus
NT3 accoummpoBaHa C ynyyweHMeM HYTPUTUBHOIO CTaTy-
Ca M NOTEHLMANbHBIM YBENINMYEHNEM OXMAAEMOWN MPOLOMIKM-
TenbHOCTU xun3Hu [10-12]. B nccneposanmun E.N. KoHpgpaTb-
€BOW W Ap. NPOAEMOHCTPUPOBAHO CTATUCTUYECKM 3HAUMMOE
yBenuyeHne Maccol Tena u UMT Ha poHe Tepanum Tpunekcown
y neteit 6-11 n 12-18 neTt, npuyem ynyyweHne COXpaHs-
Nocb Npu nocnepytowem HabnaeHun [18]. B pernoHanbHbix
POCCUMCKMX Cepumsx, BKtoYas Yysawckyto Pecnybnumky, Cras-
pononbCKy M AcTpaxaHckyto 061acTb, MOKa3aHo, 4To TPOWi-
Has CFTR-MomynaTtopHasg Tepanus NpuMBOAUT K YCTOMYMBOMY
YAYULWEHUIO HYTPUTUBHOIO CTaTyCa B peanbHOM KAUHMYe-
CKOWV MpakTMKe Mpu CMeHe TapreTHOro npenapata B paMkax

ofHoro MHH [19]. B nybankaumu, NoCBSLWEHHOW perMoHanb-
HbIM KOropTam nauueHToB 13 Yyeawckoin Pecnybnmku, Cras-
pOnoAbLCKOro Kpas u ACTpaxaHCKoM 0biacTu, NoKasaHo, YTo
TpoviHaga CFTR-MomynaTtopHas Tepanus NpuMBOAMUT K YCTONYM-
BOMY Y/TyULIEHMIO HYTPUTUBHOTO CTATyCa B PEANbHOM KAUHM-
4eCcKoM NpakTUKe NpuM CMeHe TapreTHOro npenapaTta B pam-
kax ogHoro MHH [19].

Takum 06pa3oM, pe3ynbraTbl HalWero UcCiefoBaHMS LO-
MONHSIOT UMEtoLLMeCs AaHHble, MOATBEPXKAAS, YTO NEpPEexXon,
¢ TpukadTbl Ha Tpunekcy He COMPOBOXAAETCS YTPaTON AO-
CTUIHYTOrO HYTPUTUBHOIO 3ddeKTa u B psaae Cydyaes acco-
LUMMPOBAH C ero JanbHEeMWNUM YCUNEHUEM, YTO HaNPAMYIo
COOTBETCTBYET OLHOM M3 3afay paboTsbl (OueHKa AMHAMWKK
MMT 1 coxpaHeHWs KIMHMYECKOro OTBETa Npu NepeBoje Ha
reHepumk).

(DYHKUMA BHELUHErO AbIXaHUA: CTabUNAbHOCTbL 3¢ deKTa
npu nepexope

Mokazatenn OB u MXEJT aBnstoTCa KNHOUYEBbIMU QYHK-
LMOHaNbHbIMKU UCxopamu B nccneposanmax CFTR-mopy-
natopHoi Tepanuu. Mokazatenn O®B; u OXEJT asnatoTcs
KNoYeBbIMU DYHKLMOHANbHBIMKW NapaMeTpaMu OLEHKK 3b-
dektmBHocTn CFTR-mMoaynsTopHoM Tepanuu. B HaweM Ha-
6nwogeHnn B rpynne nepexofa Tpukadra—Tpunekca mc-
XO[IHO OTMEYanUCb OTHOCKTENIbHO BbICOKME 3HaYyeHns OMB,
n OXEJT (kak B abCONHOTHBIX BEAMUMHAX, TaK U B % OT AOMXK-
HbIX), YTO OTPaXKaeT yXKe AOCTUTHYTbIA 3P deKT ANnUTeNbHON
NT3-Tepanuun oo nepesoaa. B panbHeWwem nokasaTtenu
(bYHKUMM BHELLHEro AblXaHMS 0CTaBaNUCh cTabunbHbiMK, 6e3
NMPU3HaKOB perpecca noc/ie 3aMeHbl OPUrMHaNbHOIO Mpena-
paTa Ha reHepu4yecKkui, 4YTo 0COBEHHO BaXKHO B KOHTEKCTe
OLLeHKM TepaneBTUYECKOM 3KBMBaNEHTHOCTM [16-19].

CxopHas AMHaMuKKa onucaHa B 12-MecsyHOM nccnenosa-
HuK 3pdekTnBHOCTM 1 BesonacHocTn UTI y geTeld, rae nocne
6bIcTpOro HavanbHoro npupocta OMB; Ha (oHe cTapTa Tepa-
NuK fanbHenLas TpaekTopus XxapakTepM3oBanach ctabunm-
3auMelt BbICOKMX 3HaYeHwui. B perncTtpoBoM mccnegoBaHum
Tpunekcol y neanatpmyeckmx naLMeHToB, paHee NoayyaBLUmnx
OpUrMHanNbHbIA T2, CTaTUCTUYECKM 3HAUYMMOTO YXYALLEHMUS
O®B1 1 ®XEJ1 nocne nepexoaa Takxke He oTMeyeHo. Haww
[laHHble COrNAcyrTCs C 3TUMM pe3ynbTaTaMu 1 NoaAePXKMBa-
10T BbIBOZ O COXPaHEHUM PECNMPATOPHOro 3ddekTa Tepanmu
npu nepexofe ¢ TpukadTbl Ha Tpunekcy [10, 11].

OTnenbHO cneayeT OTMETUTb, YTO B MOArpynmnax, nony-
YaBLIMX TONbKO IEKAPCTBEHHbIM npenapat TpukadTa 1 ToNb-
Ko npenapat Tpunekca (rpynnbl 1 u 2), Habnoganacs 6na-
ronpuaTHas HanpaBAEHHOCTb M3MEHEHUIA PeCNUMPATOPHbIX
nokasaTenemn, HeCMOTPS Ha Manbli pa3mep BbIBOPKK; 3TO CO-
rnacyeTcs C pe3ynsbtaTaMu Kak MexAyHapOAHbIX paHAOMM-
3MPOBAHHbIX KOHTPOAMPYEMbIX UCCNEeLOBaHUNI, TaK U poC-
CUMCKUX HabnoaaTeNbHbIX UCCNE0BaHUN NpuMeHeHus T3
y LeTeN 1 NOAPOCTKOB.

YacToTa nerouHbix 060CcTpeHuit

CHWMXeHMe 4acToTbl NleroYyHbix 060CTpeHUn Ha GoHe
CFTR-MopynaTopHO# Tepanuu mMMmeeT peluakrouiee 3Ha-
YeHue C TOYKM 3peHUs LONrOCPOYHOro NPOrHO3a U Kave-
CTBA XM3HW MauneHToB. B Hawem nccnepoBaHuu B rpynne
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nepexoaa TpukadTa—Tpunekca Yactota 060CTPEHUN CHU-
3unack ¢ 3,0 go 0,0 ann3ona B rof, M ocTaBanacb MMHUMasb-
HOW nocne nepeBoAa Ha reHepuk. AHaNoOrMyHas AMHaMmKa —
BbIpAXXEHHOE CHMXEHWe pucka 0BOCTpeHUI Npu Tepanuu
NT3 - paHee NpoaeMOHCTPMPOBAHA B KIMHUYECKOM MCChe-
nosaHuun P.G. Middleton et al.,, a Takxxe noaTBEpXaeHa B 06-
30pe A.Zaher et al. [5].

Poccuiickne pnaHHble MO NekapCTBEHHOMY npenapa-
Ty Tpunekca Takxke CBUAETENbCTBYHOT O CHUXEHMMU YACTOThI
060CTpeHUI U roCAUTaNM3aLMi KaK Y NaLMEHTOB, paHee He
nony4yaslwmnx T3, Tak n y 6ONbHbIX, NEpEBEAEHHbBIX C OpU-
rMHanbHoro npenaparta [18, 19]. B coyeTaHuu ¢ HawwmMu pe-
3ynbTaTaMuM 3TO NOATBEPXKMAAET, YTO Mepexon Ha npenapar
Tpunekca, npu COXpaHeHWn LO3MPOBKM M TILATENbHOMO MO-
HUTOPMHTA, He MPMBOAMT K BO3PACTaHUI0 pUcka 060CTpEeHMH,
YTO MOSIHOCTbKO COOTBETCTBYET MNOCTAB/IEHHOW 3a4a4e OLEeH-
KW KNIMHWYECKM 3HAYMMbIX MHTErpanbHbIX MCXOL0B NpH 3a-
MeHe npenapata. Poccuiickme gaHHble Mo NeKapCTBEHHOMY
npenapaTy Tpunekca Takxke CBMAETENbCTBYIOT O CHUXEHMM
4acToTbl 06OCTPEHMI M rocAMTanu3aLmMin Kak y naLneHTos,
paHee He nonyyaBwmnx UT3, Tak n y 6OnbHbIX, NepeBeeH-
HbIX C OPUIMHANbLHOrO NpenapaTa. B coyeTaHun ¢ Hawmnmm
pe3ynbTaTaMu 3TO NOATBEPXKAAET KIMHUYECKYHO IKBMBANIEHT-
HOCTb Npenapata Tpunekca M OTCYTCTBME BO3PACTAHUS pu-
Ccka 0b0CTpeHui Npu 3aMeHe npenapaTta B pamMkKax OAHOro
MHH [3, 4, 18].

Mpodunb 6esonacHOCTU U NEPEHOCMMOCTb Tepanum

MNpodunb HGesonacHocT MTI B HalweM nccneaoBaHMM
MOXHO OXapaKTepu30BaTb Kak 6AaronpusaTHbIA BO BCeX Te-
paneBTUYeckMx rpynnax. B rpynne tonbko Tpukadrta Hexe-
NnaTenbHble SBNEHUS HE 3apernMcTpuMpoBaHbl, BO 2-i rpynne
(tonbko Tpunekca) oTMeYeHa efMHMUYHAs Nerkas KOoXHas Cbinb,
He noTpeboBaBLIAs M3MEHEHUs Tepanuu, B rpynne nepexo-
na Tpukadta—Tpunekca — TpaH3UTOPHOE YCUNIEHWE Kawng
y 2 nauueHToB, Habnogaemoe ¢ 3-ro no 5-# AeHb MCNonb30-
BaHWS npenapata 6e3 Heobxo4MMOCTM OTMeHbI Npenaparta.

IV HabNOAEHMS COrNACYIOTCS C AAHHBIMM KPYMHbIX POC-
CUIACKMX U MeXAYHapPOAHbIX paboT, B KOTOPbIX BOMbLMHCTBO
HexenaTtenbHbIX BAEHUIA Ha KOMOMHMPOBAHHOM Tepanuu
MBakaTopoM / Te3akadTopoM / anekcakahTopoM OTHOCAT-
€S K NerkuM UM yMepeHHbIM, MPeNMYLLECTBEHHO CO CTOPO-
Hbl XXenyLO4YHO-KMULWEYHOro TpakTa (TOWHOoTa, Anapes, bonu
B XMBOTE), NeYeHU (MOBbILWEHME AKTUBHOCTU TPAHCAMMHA3),
KOXM (CbiMb, 3yA), HOCUAM TPAH3UTOPHLIN XapaKTep, XOPOLO
NOLAABANUCH KOPPEKLMM U NULLb B EAUHUYHBIX CTyYasX Npu-
BOAMM K OKOHYATENbHOMY NpeKpalLeHuto neuenus?® [6, 12].

TakmMM 06pa3oMm, C ToOYkM 3peHMsa B6e3onacHoCTM nepe-
xoA, ¢ TpukadTbl Ha Tpunekcy B NeanMaTpuyeckon nonyns-
unn YeyeHckon Pecnybnmvkm MOXET pacCMaTpmBaThCs Kak
6e3onacHas n 060CHOBAHHAS C KNMHUYECKON TOUKM 3peHums
CTpaTerns nNpu ycNoBMUU perynspHoro KIMHUKO-n1abopaTopHo-
ro HabnlogeHns Ha Bcex 3Tanax Tepanuun MoanduKaTopamu
CFTR, kak Mpu NpMMEHEHUWU OPUTMHANBHOMO Npenapara, Tak
W ero reHepuyeckoro aHanora [20].

* Hay4HO-aHanUTUYeCKMit OTYET NO OLLEHKE KIMHUYECKOM 3dEKTUBHOCTH, GE30MACHOCTU U
6103KBMBANEHTHOCTU NpenapaTa Tpunekca no oTHOLWeHMIO K npenapaty Tpukadra. M.; 2025.
Pexxnm poctyna:: https://www.irwin.ru/wp-content/zagruzki/2025/01/trilex_report.pdf.
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MecTo nccnepoBaHUs B KOHTEKCTE POCCUIACKOM M MUPOBOM
NuTepartypbl

HacToswee nccnegoBaHne AONOMHSET yke 0nybnnMKoBaH-
Hble POCCUMIMCKME OaHHbIE O TapreTHow Tepanum MB, Bkntoyas
paboTbl, NOCBALLEHHbIE NPUMEHEHUIO MTD B pa3fiMyHbIX pe-
FMOHAX WM aHanM3y NepBbIX PE3yNbLTaTOB MCMOMb30BaHMS ne-
KapCcTBeHHOro npenapata Tpunekca. B otnmMume ot KpynHbix
perncTpoBbIX MCCNELOBaHNUM, Halle nccnenoBaHne Gokycmpy-
€TCS Ha PernMoHanbHOM NeamnaTpUyYecKkoi KoropTe C XxapakTep-
HbIM ong YeueHckoW Pecnybnuku reHeTMYeckuM npodunem
(npecbnapnanune BapuanToB 1677delTA n E92K v poMuHmpo-
BaHMWE TSXKENbIX FEHOTUMOB), YTO MNO3BONSET YUNUTLIBATL Peru-
OHanbHble ocobeHHocTV nonynsauuum [6,9,11-12].

BaxHbIM 0TNMYMEM NpencTaBieHHOW paboTbl ABASeTCS
OAHOBPEMEHHbIW aHaNN3 3 KAMHMUYECKUX CLEeHApUeB: UC-
NONb30BAHMS TONIbKO OPWUIMHANBHOrO npenapat TpukadTa,
TONbKO BOCMPOM3BEAEHHOrO npenapata Tpunekca M nna-
HOBOrO NMepexoAa C OPWUIMHANBLHOrO npenapaTta Ha reHe-
puK B paMkax ogHoro MHH. Takow gu3aliH NO3BONSET He
TONbKO OMMCAaTb HEMOCPeACTBEHHble 3D deKTbl Tepanun, HO
M OLEHWTb TepaneBTUYECKYI0 3KBMBANEHTHOCTb NPK 3aMeHe
npenaparta B peanbHOW KAUHUYECKOW NMPaKTUKeE, 4TO UMeeT
NPUHLMNNANBHOE 3HaYeHWE B YCIOBUAX OrPaHUYEHHbIX QuU-
HAHCOBbIX PECYPCOB 3[paBOOXPAHEHUS U pacCIMPEHUs [O-
CTyna K BbICOKO3hdEKTUBHOM Tepanuu.

OrpaHuyYeHnsIMM UCCnesoBaHns SBASKOTCS PETPOCNEKTUB-
HbI AM3aliH, HeboNbLAsg YUCNEHHOCTb NOArpynm, 0cCobeHHo
BO 2-1 rpynne (Tonbko Tpwaekca), a Takxke OL4HOLEHTPOBOM
XapakTtep HabntogeHus. 3TM GakTopbl 06ycnoBAMBaKOT HEOb-
XOAMMOCTb OCTOPOXHOM MHTEprnpeTaLumn pesynbTaTtoB U KX
noaTeepxaeHus B 6onee MaclTabHbIX MPOCNEKTUBHbIX UCCe-
[loBaHusIX. TeM He MeHee, NoyYeHHble pe3ynbTaTbl COMNACyHoT-
€S C POCCUMCKUMM U MEXAYHAPOAHBIMK NyBAMKaLMAMK U MO-
IyT paCcCMaTpMBATLCS KaK LONONHUTENbHbIA apryMeHT B Mosb3y
KNIMHWYECKOM COMOCTaBMMOCTU OPUTMHANBHOTO U reHepuye-
ckoro MT3 npu NpoaomKeHNM TLLATENBHOTO MOHUTOPUHIA.

3AKJTIOYEHUE

[poBeneHHOE peTpOCNeKTMBHOE OAHOLEHTPOBOE Habto-
[laTeNbHOE MCCNefoBaHMe NoKasano, YTo NMPUMEHeHWe Kak
OpPWUIMHANbLHOro npenaparta TpukadTa, Tak U reHepuyecko-
ro npenaparta Tpunekca y feTei ¢ MyKOBMCLUMLO30M B yC-
NOBUSAX PYTUHHOW KAMHWYECKOM MPaKTUKM CONPOBOXAaeT-
€S KIMHUYECKM 3HAUYMMBIM YNYYLLIEHUEM UK CTabunusaumei
Kt04eBbIX nokasatenen 3pdheKTMBHOCTM — KOHUEHTpaLumm
XN0pUAOB MOTA, MHAEKCA MACChl Tena, napaMeTpoB QyHKUUK
BHeLUHEero AblXaHWs M YacToTbl IEFOYHbIX 0BOCTPEHUI — Npwn
coxpaHeHuun bnaronpuaTHoro npoduns 6esonacHoCTK.

B Manbix noarpynnax, nofy4yaBlwunx ToAbKO npenapat
TpukadTta nan npenapat Tpuaekca, He BbISIBAEHO KAUHUYE-
CKM 3HAYMMBbIX pasnnMumin no 6e30macHoCcT U 3PdOeKTUBHO-
CTW, @ B OCHOBHOW rpynne nepexoja C opuruHansHoro UT3
Ha OMO3KBMBANEHTHbIW reHepuyYecknin npenapat npoje-
MOHCTPMPOBAHO COXPAHEHWE AOCTUTHYTOrO MOLYNSTOPHO-
ro adekra no xao0puaam nora, HyTPUTUBHOMY CTaTyCy U pe-
CNMPATOPHbIM MOKA3aTeNsM, a Takxke NoanepKaHWe HU3KOM
4aCTOTbl IErOYHbIX 060CTPEHNI BE3 YBENUYEHMS YACTOTbI UK


https://www.irwin.ru/wp-content/zagruzki/2025/01/trilex_report.pdf

TSXKECTWU HEXenaTesbHbIX SBAEHUI. ITU pe3ynbTaTbl, HECMO-
TPS Ha OrpaHUYeHUs peTPOCNEKTUBHOIO OAHOLEHTPOBOIO
OM3aiHa U HebOMbLLYK YMCIEHHOCTb OTAEMbHbIX MOArpYynM,
COrNAcyTCs C AAHHBbIMW POCCUMCKMX U MEXAYHAPOAHbIX UC-
cnepoBaHuit MT3 1M no3BONSOT pacCMaTpMBaTb MIAHOBbIN
nepexof C NIeKapCTBEHHOrO npenapar TpukadTa Ha npena-
pat Tpunekca y AeTei ¢ MyKOBUCLMA030M KaK KIMHUYECKM

pe3ynsbTaTMBHYI0 M 0BOCHOBAHHYIO CTpATernio pacliMpeHuns
[0CTyna K BbICOKOI(MGHEKTUBHOM NaTOreHETUYECKOM Tepanmm
npuy YCNOBUM NPOLOMXKEHUS PErYASPHOrO KIMHUKO-DYHKLMK-
OHA/IbHOrO M NabopaToOpHOro MOHUTOPUHTA.
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