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MaToreHeTH4Yeckasn Tepanus uakadrop +
TesakadpTop + anekcakapTop U usakadpTop: oLeHKa
3¢ PeKTUBHOCTN U Be3onacHOCTU nepexoaa B paMKax
ogHoro MHH y nete# ¢ MyKoBUCLIM030M

B fipocnaBckon u Tynbckon obnacTtax
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Pesiome
Beepenue. TpoiHas kombuHaums CFTR-moaynsatopos (BakadTop / Tesakadtop / anekcakadTop + MBakadTop) pacCMaTpMBAETCS Kak

COBPeMeHHas BbICOKOIMdEKT1BHAA NaToreHeTHyeckas Tepanus MykoBucLmao3sa y naumentos ¢ CFTR-4yBCTBUTENBbHBIMUY FEHOTUNAMM.

Uenb. M13yuntb 3ddEKTUBHOCTD M 6€30MaCHOCTb NAaTOrEHETUYECKON Tepanum TPOMHOM GUKCMPOBAHHOM KOMBMHaUMen ¢ nocne-
[l0BaTe/IbHbIM MEPEXOAOM C OpUrMHanbHoro npenapata (TpukadTa®) Ha BoCmpou3BeAeHHbl npenapat (Tpunekca®) B pamkax
ofHoro MHH (nBakadTop + Te3akadTop + 3nekcakadTop M MBakadTop) y NALMEHTOB C MyKOBMCLMAO30M B PYTUHHOW KIMHUYECKON
npakTvke B ipocnaBckoi u Tynbckoi obnacrax.

Matepuansl u MeToabl. BbiNOSHEH PeTPOCNEKTUBHbIN aHANNU3 KIMHUYECKMX LAHHDBIX, MONYYEHHbIX U3 MEAULMHCKON [LOKYMEHTa-
umm 18 maumMeHToB C MyKOBMCLMAO030M, MPOXMBAOLWMX B SIpocnaBckoi u Tynbckorn obnactax. [Tokasateny oueHWBanu B YeTbipe

BpPEMEHHble TOUKM: Hayano Tepanuu TpukadTa®, uepes 12 Mec., Hadano Tepanuu Tpunekca® u yepes 12 mec. nocne nepexona.

PaccmatprBanu ypoBeHb x10puaoB nota, MHaekc maccol Tena (MMT), O®B1, ®XEJT 1 6e30nacHOCTb eyeHus.

Pe3ynbTaTbl. YpoBeHb XN0pWAOB NoTa cHusuncs ¢ 107,22 = 16,27 po 73,39 = 16,30 MMonb/n yepes rof Tepanuu TpukadTa®,

a3ateMm C 67,28 * 25,47 no 60,76 * 13,20 MmMonb/n Ha thoHe 12 Mec. ucnonbzoBanus Tpunekca®. UMT ysenununnca c 15,74 + 1,88
0o 17,03 + 2,07 kr/mM? 1 panee 1o 18,88 = 2,18 Kr/M Ha OPUTMHANLHOM U reHePUYECKOM npenapate cootsetcTseHHo. OMB1 ysenu-

unncsa ¢ 107,11 = 24,75 no 119,10 * 21,75% ot nomkHoro Ha TpukadTta® u no 121,81 + 21,55% vepes 12 mec. Tepanuu Tpunekca®.

Ha atane Tepanuu TpukadTa® 0TMEYEH OfMH 3MNM30[ KPAaTKOBPEMEHHOM KOXHOM Cbinu. Ha dhoHe Tpunekca® HexenateNbHble
SIBJIEHUS HE 3aPErUCTPUPOBAHDI.

BbiBogbl. [lepexos ¢ OpMrMHanbHOrO Ha BOCMPOM3BEAEHHbIM NpenapaTt TPOMHOM NaToreHeTMYeCkol Tepanum uBakadrop + Tesa-
kadTop + 3nekcakadTop M MBakadTOp aCCOLMMPOBAH C COXPAHEHWEM LOCTUIHYTOrO KAMHMYECKOro OTBETA M 61aronpuUsaTHbIM
npodwunemM 6e30MacHOCTU.

KnioueBble cnosa: MykoBucumaos, CFTR-MoaynaTopsl, BakadTop, Te3akadTop, anekcakadtop, TpukadTta®, Tpunekca®, oetu,
PYTMHHASA KAMHUYeCKas npakTuka
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KoHnukT MHTEepecoB: aBTOpbI 3a9BASKOT 06 OTCYTCTBUM KOHDAMKTA MHTEPECOB.
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Abstract

Introduction. The triple combination of CFTR modulators (ivacaftor/tezacaftor/elexacaftor plus ivacaftor) is considered a modern
and highly effective pathogenetic therapy for cystic fibrosis in patients with CFTR genotypes sensitive to this regimen.

Aim. To assess the efficacy and safety of pathogenetic therapy with a triple fixed-dose combination during a sequential switch
from the originator product (Trikafta®) to the generic product (Trilexa®) within the same INN (ivacaftor/tezacaftor/elexacaftor
plus ivacaftor) in patients with cystic fibrosis treated in routine clinical practice in the Yaroslavl and Tula regions.

Materials and methods. A retrospective analysis of clinical data from 18 patients with cystic fibrosis living in the Yaroslavl
and Tula regions was performed. Outcomes were evaluated at four time points: initiation of Trikafta® therapy, after 12 months
of Trikafta®, initiation of Trilexa®, and 12 months after the switch. Sweat chloride concentration, body mass index (BMI), forced
expiratory volume in 1 second (FEV1), forced vital capacity (FVC), and treatment safety were assessed.

Results. Sweat chloride concentration decreased from 107.22 = 16.27 to 73.39 = 16.30 mmol/L after one year of Trikafta®
therapy, and from 67.28 + 2547 to 60.76 * 13.20 mmol/L after 12 months of Trilexa®. BMI increased from 15.74 *# 1.88 to
17.03 + 2.07 kg/m? and then to 18.88 % 2.18 kg/m? with the originator and generic products, respectively. FEV1 rose from
107.11 £ 2475 to 119.10 = 21.75% predicted on Trikafta® and to 121.81 + 21.55% predicted after 12 months of Trilexa®. One
transient episode of skin rash was observed during Trikafta® therapy. No adverse events were reported with Trilexa®.
Conclusion. Switching from the originator to the generic triple pathogenetic therapy ivacaftor/tezacaftor/elexacaftor plus iva-
caftor was associated with maintenance of the achieved clinical response and a favorable safety profile.

Keywords: cystic fibrosis, CFTR modulators, ivacaftor, tezacaftor, elexacaftor, Trikafta®, Trilexa®, children, routine clinical practice
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BBEOEHUE

MyKOBMCUMA03 OTHOCUTCS K YNCITY KITMHUYECKU U COoLManb-
HO 3HaYMMbIX OpP(aHHbIX HACNELCTBEHHbIX 3a001eBaHMI, Xa-
PaKTEPM3YIOLLMXCS XPOHUYECKMM NMPOrPeCCUPYIOLLMM NMOpaxe-
HMeM DPOHXONErOYHOM CUCTEMbI, HAPYLUEHNEM HYTPUTUBHOTO
CTaTyCa U MHOXXECTBEHHbIMU CUCTEMHbBIMU NPOSBIEHMSMMU, Na-
TOreHeTMYeCkU CBS3aHHbIMKU C AnchyHkumen benka CFTR [1].
BHenpernne CFTR-MoLyngTopoB NPpUHUMAMANBHO M3MEHUIO
CTpaTeruio BefeHUs aHHOM KaTeropumn NaumeHToB, No3BoMB
nepewTn OT NPeMMyLLECTBEHHO CUMNTOMATUYECKOTO KOHTPONS
K NaToreHeTM4eckn OPUEHTUPOBAHHOM Tepanun [1-3].

KntoyeBbiM 3TanoM 3BONMKOUMK MOAMODUUMPYIOLLEN Te-
panuu ctana pa3paboTka TPOMHOM KOMOMHAUMKM MBaKad-
Top + Te3akadTop + 3anekcakadTop M MBaKadTOp, OpUrK-
HanbHbIM NpeacTaBuMTeNeM KOTOpPOW aBnseTcs npenapat
TpnkadTa®, NPOLEMOHCTPMPOBABLUMIA BbIPAXKEHHOE CHM-
KEeHMe KOHLEHTpauuu XN0puA0B MoTa, yaydleHne QyHK-
UMW BHELWHEro AblXaHWs, MPUPOCT MacChbl Tena U yMeHblue-
HMe 4acToTbl NeroyHbix obocTpennii [4-9]. B nocnenytowme
roAbl B KNMHUYECKYI NPakTUKy bl BHELPEH 3aperncrpu-
poBaHHbIN B Poccuiickoit Menepaumn BOCNpoOM3BEAEHHbIN
npenapat Tpunekca®, G1O3KBMBANEHTHOCTb KOTOPOTro Obina
[0Ka3aHa B paMKax KIMHUYECKOro MccnenoBaHuns BMO3KBK-
BA/IEHTHOCTM B COOTBETCTBMM C PErYNSTOPHbIMKU TPeHOBaHM-
MU, CONOCTaBMMOCTb KIMHUYECKMX 3POEeKTOB KOTOPOro £B-
NAeTcs NpeaMeToM aKTMBHOMO M3Yy4YeHMs B OTEYECTBEHHbIX
nccnenosaHuaxt [10-14].

[Ons cuctemMbl MpakTUYECKOro 34paBOOXPAaHEHUS 0CO-
Obl MHTepeC NpeLCTaBnsgeT aHaAn3 He TONbKO CTapTOBOMO

1 Hay4HO-aHanUTUYECKMIl OTHET MO OLEHKE KAUHUYECKO 3hheKTUBHOCTH, Ge30nacHoCTH

1 6MO3KBMBANEHTHOCTM leKapCTBEHHOrO npenapata «Tpunekcay (MBakadTop + Tesakadrop +
anekcakadtop 1 ueakadtop). M.; 2025. Pexxum goctyna: https://mMopo3ark6.pd/wp-content/
uploads/2025/03/Tpunekca-aHotauums.pdf?ysclid=mrj9y2rov9206500871.
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b dekTa Tepanum TPOMHOM BUKCMPOBAHHON KOMBMHaLUMEN,
HO W KJIMHMYECKMX NOCNeACTBMI Nepexoaa C OPUrMHANbHO-
ro npenapata Ha BOCNPOM3BELEHHbIN B PaMKax OAHOM0 Mex-
LYHapOOHOro HenaTeHTOBAHHOrO HauMeHoBaHma [10-12].
MMeHHO oueHKa YCTOMYMBOCTM KNMHUYeCKoro addekTa npu
noLo6HON TepaneBTMYECKOW NOCIeA0BaATENbHOCTM UMeeT
NPUHLMNMANBHOE 3HaYeHWe ans obecneyeHns NpeemMcTBeH-
HOCTV NNeYeHMs 1 PaCLUIMPEHUS [OCTYNA K NaTOreHeTUYeCKow
Tepanuu.

Uenb - n3yunTb 3dpdekTMBHOCTb M 6€30NaCHOCTb NaTo-
reHeTMYeckomn Tepanum TPOMHON GUKCMPOBAHHOM KOMBU-
Hauwuen C nociefoBaTebHbIM NEPEXOAOM C OPUTMHANBHOMO
npenapaTta (Tpukadta®) Ha BOoCNpom3BeAEHHbIM Npenapat
(Tpunekca®) B pamkax ogHoro MHH (MBakadTtop + Tesa-
KadTop + anekcakadTop M MBakadTop) y NauMeHTOB C MyKO-
BMCLMA030M B YCNOBUSAX PYTUHHOW KIMHUYECKON MPAKTUKK
B fipocnaBckon u Tynbckon obnacTax.

3apaumn uccnenoBaHus

1. OueHnTb AMHAMMKY KOHLEHTpaLUnUM XN10pULoB noTa,
MHAEKCa MacChl Tena, nokasatenen GyHKLUUU BHELIHEro Abl-
xaHuna (OOB, n OXEJT) Ha 3Tane MHMUMaLMM Tepanmum opu-
rMHaNbHbIM NpenapaTtoM TPOMHOM HMKCUPOBAHHOM KOMOU-
Haluu Noj, TOprosbiM Ha3BaHmeM TpukadTa u yepes 12 mec.
neyeHus.

2./13y4nTb NoKasatenu MHAeKCa MacChbl Tena, GyHKUum
BHELLHErO AblIXaHW$, KOHLEHTPaLIMM XI0PUA0B NOTOBOW XMAKO-
CTV HAa MOMEHT Nepexofa C OPUIMHANBHOMO HA FrEHEPUYECKMIA
npenapar TPOMHOM (UKCMPOBAHHOW KOMBUHALMK Nog, TOpro-
BbIM Ha3BaHWeM Tpunekca u yepes 12 Mec. ero NpUMeHeHus.

3. BbinonHUTL MeXXperMoHanbHoe CONOCTaBNeHne KAUHK-
KO-(YHKLMOHANbHbIX XapakTepUCTUK KOTrOpT SpocnaBCcKom
1 Tynbckoi obnactein.
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4. [MpoaHanu3mMpoBaTh CNeKTp, CTeNeHb TAXKECTU 1 4aCTOTy
HeXKenaTenbHbIX SBNAEHUI NPU NPUMEHEHUN OPUTMHANBHOTO
npenapaTta TPOMHOW PUKCMPOBAHHOM KOMBUHaLMK Tpukad-
Ta v reHepuyeckoro npenapata Tpunekca.

MATEPUAJIbl U METObI

[usaiin uccneposanus

MccnepoBaHue HOCWUIO HEMHTEPBEHLMOHHbIN Habnoaa-
TeNbHbIN XapakTep M Obl10 BbIMOMHEHO Kak peTpoCneKTuB-
HbIA @aHANU3 KNMHUYECKUX AAHHBIX, MONYYEHHbIX U3 Meau-
LMHCKOW AoKyMeHTauun 18 naumeHToB C MyKOBUCLMAO30M,
Nony4YaBlWMX NleYeHWe B paMKax PYTMHHOM KIMHMUYECKOW
NPaKkTUKWU. AHAaNU3 AaHHbIX NPOBOAMACS C COBMOAEHMEM
MPUHLMNOB BUO3TUKM M NONOXKEHWUI XeNbCUHKCKOW AeKknapa-
unn BceMmpHoW MeonumMHCKON accoumaumm. [Npu cnonb3o-
BaHMU KNMHMYECKOM nHdopMaumm cobntoganmcs TpeboBaHms
KOHOUAEHUMANBHOCTU U AenAeHTUOMKALMM NEPCOHANbHbIX
[aHHbIX. [lM3aliH BKAtoYan fBe nocnefoBatefibHble Gasbl ne-
YeHus Yy OOHMX U Tex xe nauueHToB: dhasy Tepanum opurn-
HaNlbHbIM NMpenapaToM TPOMHOM (BUKCMPOBAHHOM KOMBMHA-
LMW noA TOprosbiM HasBaHueMm TpukadTta u a3y Tepanum
BOCMPOM3BEAEHHBIM NPEnapaToM Noj, TOProBbIM HAa3BaHM-
em Tpunekca.

[ing aHanm3a Bbinn onpeaeneHsl YeTbipe KKYeBble Bpe-
MeHHble ToYKM Habnogenus: V1 - ctapT Tepanuu npenapa-
ToM TpukadTa; V2 - 12 Mec. Tepanuu npenapatoM TpukadTa;
V3 - cTapt Tepanuu npenapaTtom Tpunekca; V4 - 12 mec. Te-
panuu npenapaTtom Tpunekca. Takow noaxon no3Bonan oue-
HWTb KakK NepBUYHbIA 3DDEKT UHMLMALMM NaTOTeHeTUYe-
CKOV Tepanuu TPOMHOW BUKCMPOBAHHOM KOMBMHaUMeR, Tak
M YCTOMUYMBOCTb AOCTUTHYTOrO KAMHWMYECKOro OTBeTa nocie
nepexoAa Ha reHepmyecknin npenapaT TPOMHON KOMBUHALMM
Tpunekca. lockonbKy y 4acTv NaLMEHTOB K MOMEHTY NepeBo-
[la Ha Tpunekca NpoAoMKUTENBHOCTb NeyeHuns TpukadTa yxe
npesbiwana 12 Mec., a nepunog HabnoaeHus Ha Tpunekca co-
ctaBun 12 mec., 4N CONOCTaBAEHUS UCMOb30BaNN UMEHHO
12-MecsauHyto ToUky Tepanuu Tpukadrta.

Kpumepuu sknroueHus

1. MoATBepXKAEHHBIN AMArHO3 MyKOBMCLMAO3a HA OCHO-
BaHWUM KIMHMKO-Nab0OPATOPHbIX U/UAM MONEKYNSPHO-TeHe-
TUYECKUX KpUTEPUEB.

2. Hannune nokazaHuii K Ha3HaYeHWto TPOMHOM KOMBUHa-
umMn nBakadTop + Te3akadTop + anekcakapTop M nBakadprtop.

3.MocnenoBartenbHOE MPUMEHEHWE OPUTMHANBHOTO Npe-
napaTta TPOMHON GUKCMPOBAHHOW KOMBMHaumm Tpukadra
M BOCMpPOM3BeLEeHHOro npenapaTta Tpunekca.

4. AnnTenbHOCTb Tepanuun OpUrMHaNbHbIM NpenapaTom
TpukadTa, a TakKe BOCNPOM3BEAEHHbIM NpenapaToM Tpunek-
ca He MeHee 12 MeC. Ha MOMEHT PUHANBHOM OLEHKMN.

5. Hannune paHHbIX OCHOBHbIX KOHEYHbIX TOYEK B KaXA0M
haze HabnoneHus.

Kpumepuu uckaoqeHus

1. OTCcyTCTBME MOCNEenOBaTeNbHOro nepexona C Opuru-
HanbHOro npenapata TpukadTa Ha reHepuyeckuin npena-
paT Tpunekca.

2. lnutenbHOCTb Tepanuu NpenapatoM Tpunekca MeHee
12 mec.

3. KpuTnyeckuii 4eduumMT AaHHbIX, HE MO3BONSIOWMIA aHa-
NIM3MPOBATb AMHAMMKY OCHOBHBIX KITMHUKO-(DYHKLMOHANbHbBIX
nokasaTenem.

Npu BbIBOpE roA0BOro ropM3oHTa HAbNOAEHUS YYUTbIBA-
JICb KaK JIOTMKa peanbHON KNIMHUYECKOM OLLEHKM YCTOMYM-
BOCTM 3 (deKTa, Tak U onybMKOBaHHbIE CTAaHAAPTbI BEAEHUS
naumeHToB Ha CFTR-mMoapyngTopax, npeaycMaTpuBatolme pe-
rYNSPHbBIA MOHUTOPUHT U OLEHKY 3DMEKTUBHOCTM Yepes rof,
NpUMeHeHus. 12-MecauHas Touka SBNSETCS KNMHUYECKM 060-
CHOBaHHOM /19 UTOTOBOM OLEHKM YCTOMUYMBOCTM OTBETA.

AHaNM3MPoOBaNu KOHUEHTPALMIO XJI0PUA0B NOTA, MHAEKC
Maccol TeNa, MoKasaTtenm GyHKLUMM BHELWHero AbixaHna (ODB,
n OXEJ, % 0onKHOro) 1 AaHHble N0 6€30MaCHOCTM TeYeHus.
MOHUTOPMHT 6€30MaCHOCTM BKIOYAN PErncTpaLmio Hexena-
TeNbHbIX PeaKLUMA, OLEHKY NePEHOCMMOCTH Tepanumn u Guk-
CauMIo Cly4aeB OTMEHbI Npenapara.

Cratuctuyeckyto 06paboTKy LaHHbIX NPOBOAMAM C UC-
Nnofib30BaHMEM METOLOB OMUCATENbHOW U CPAaBHUTENbHOM
cTtaTucTnkn. KonmuecTBeHHble fLaHHble NPeaCTaBsaM B BUAE
CpefHero 3Ha4yeHus U CTaHAAPTHOrO OTKNoHeHus (M * SD),
a Takxke Npu HEOHBXOAMMOCTU MeLUaHbl U MEXKBAPTUIbHOIO
MHTepBana. HopManbHOCTL pacnpeaeneHns oueHuBanu Te-
ctoM Wanupo - Yunka. Ins cpaBHEHUS NAPHbIX 3aBUCUMbIX
BbIOOPOK MCMONb30BaNU Kputepuii YunkokcoHa. Cratnuctmnye-
CKM 3HaYMMbIMKU cumTanm paznmumsa npu p < 0,05. C yuetom
Manoro obbemMa BbIGOPKM U perMoHanbHOM aCMMMETPUK CTa-
TUCTUYECKUI aHaNM3 HOCUN NMPEUMYLLECTBEHHO OMMUCaTENb-
HO-MHTEpNpeTaUMOHHbINA XapakTep.

PE3YNIbTATbI

B unccnepoBaHue BkAOYEHbl 18 nauuMeHTOB C nopa-
TBEPXLEHHbIM OMArHO30M MYKOBMCLMA03a, U3 KOTOPbIX
13 Habnwofanucb B Slpocnasckoit u 5 — B Tynbckoi obna-
ctn. O6wasa koropTa 6bina reHaepHo cbanaHCMpPOBAHHOM:
9 mManbunkoB 1 9 gesouek. B dpocnaBckoit obnactn mManb-
4ynkn coctasmnn 38,5% (5/13), nesoukn - 61,5% (8/13);
B Tynbckoi obnact manbumku coctasunu 80,0% (4/5), ne-
Boykn - 20,0% (1/5). CpeaHwuit Bo3pacT B obLLen korop-
Te coctasmn 13,06 £ 2,86 roaa, B ipocnaBCcKoi Koropte —
13,08 * 3,28 ropa, B Tynbckoit koropte — 13,00 + 1,58 roga.

CpeaHas ANWTENbHOCTb MpefllecTByOWEN Tepa-
nuuM npenapatom TpukadTta B 0obuei koropte cocra-
Buna 24,28 * 8,52 mec., B fdpocnasckoi obnactm -
26,69 * 8,73 mec., B Tynbckoi obnactn — 18,00 = 3,39 mec.
CpenHss ANUMTENbHOCTb TEpanMmK NpenapaTom Tpunekca K Mo-
MeHTY GMHaNbHOM oueHKkM coctaBuna 13,11 £ 0,47 (mab6n. 1).

FeHoTUNMUYECKasa CTPYKTYpa KOropThbl

B nccnenyemoit rpynne npeobnafany BapuaHTbl reHOTU-
na, conepxalme F508del, BkIOYAs roMO3UrOTHbIM BapuUaHT
F508del/F508del n pa3nuyHbie kKOMNAyHA-TETEPO3UTOTHBIE CO-
yeTaHud. MogobHas CTpykTypa COOTBETCTBYET KAMHUYECKOMY
NpodU0 NaLUeHTOB, UMEIOLLMX NMOKa3aHMS K NaToreHeThye-
CKOVi Tepanumn TPOMHOW (GUKCMPOBAHHOM KOMBMHALmeEN MBakad-
Top + Te3akadTop + anekcakadTop U MBakadTop. [ng HarnsaHoMI
XapaKTepUCTMKM reHOTUNMYECKOro CNeKTpa NpeacrasneHa aua-
rpamma pacnpegenenus BapmantoB CFTR (pucyHok).
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® Tabnuya 1. XapakTepucTuka nccnenyemMoi KoropTbl nauueHTos (n = 18)
® Table 1. Characteristics of the study cohort (n = 18)

Mapametp Oﬁuz:u;(fsr;)pra ﬂpom.}:c:aislst))ﬁnacrb Tynbckas obnactb (n = 5)
Manbuuku, n (%) 9 (50,0 5(38.,5) 4 (80,0
[leBouku, n (%) 9 (50,0) 8 (61,5) 1(20,0)
Bo3pact, roppl, M = SD 13,06 * 2,86 13,08 £ 3,28 13,00 1,58
[nutenbHocTb Tepanuu Tpukadta®, mec., M = SD 24,28+ 852 26,69 8,73 18,00 = 3,39
[lnutenbHocTb Tepanuu Tpunekca®, mec., M  SD 13,11+ 0,47 13,00 0,65 14,00 0,32

® PucyHok. [eHOTMNMYeCKas CTPYKTYpa MCCaenyemMown KoropTbl
NaLMeHTOB C MyKOBWCLIMA030M
® Figure. Genotypic profile of the cystic fibrosis study cohort
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F508del/2184insA 2
F508del/3821delT

F508del/580-1G > T
F508del/dele2,3
F508del/Asn415fs
F508del/S1196X
F508del/3873+1G > T
F508del/3667ins4
F508del/2789+5 G > A
F508del/R553X
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Yucno nayueHmos

AHanu3 obbefMHEHHOM KOropTbl MOKa3an, 4To Hanbonb-
Wasg aMnauTyLa NONOXUTENbHbIX M3MEHEeHMIH Bbina CBA3aHa
CO CHUXEHMEM XJIOPUAOB MOTA, NMPUYEM BbIPAXKEHHbIW 3(-
ekt Habnaancs yxe B Te4eHMe NepBOro rofa NeyeHns Ha
doHe Tepanuu npenapatoM Tpukadta® u coxpaHancs no-
cne nepexofa Ha BOCMPOM3BOAMMLIN Mpenapat. OTo CBuie-
TeNbCTBYeT 0 CTabunbHOM GapMakoAMHAMUYECKOM OTBETE
Ha NaToreHeTUYeCKyk TePanuio TPOMHOW GUKCMPOBAHHON
KoMOMHaumen neaka@rop + Tesakadrtop + anekcakadTop
M MBaKadToOp M COrnacyeTcs C NpeacTaBNeHUEM O XN0puaaX
nota kak 06 oHOM 13 Hambonee YyBCTBUTENbHbIX BMOMapKe-
poB 3ddexTnBHocTn CFTR-Mopynatopos (mabs. 2).

MokaszaTenn HYTPUTMBHOIMO CTaTyca TakxXke Mo-
cnepoBaTenbHo yaydwanucb. Poct cpepHero MMT
ot 15,74 no 17,03 kr/mM2 BO BpeMeHHbIX Toukax V1-V2
“ OanbHenulee ysennueHue 0o 18,88 kr/M? Bo BpeMeEHHbIX
Toukax V3-V4 no3BoNgt0T Npeanonaratb He TObKO Havasb-
HbllA OTBET Ha Tepanuio, HO U COXpaHeHWe LOATOCPOYHOro Nno-
NOXMUTENBbHOTO BAMSHWUS Ha MULLEBOI CTaTyC U MeTabonuue-
CKYt0 CTabUNbHOCTb NaUMeHTa.

[OvHamuka nokasaTtenei GyHKUMM BHEWHErO AbIXaHUS
Hocuna 6naronpusTHbIN, HO Bonee BapuabenbHbl XapakTep.
CpenHue 3HauyeHns OOB1 n OXEJT ysennumnsanumcs B 0bemx
(da3zax HabnoaeHNs, OLHAKO CTeneHb NPUPOCTa pasnnyanach
y OTAENbHbIX NALMEHTOB, YTO MOXKET ObITb CBA3AHO C MCXOA-
HOM TSKeCTbK GPOHX0NErOYHOrO NPOLLEeCca, BO3PACTOM, AN-
TENbHOCTb0 3a60N1eBaHMS U CTPYKTYPHOM peMoLenupytoLlen
nepecTporKoM NeroYHOm TKaHM.
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[unHamuka nccnepyemblix nokasaTtener npy napHoM Cpas-
HeHWu nNpeacTaBneHa B mabn. 3.

CpaBHUTENbHBIM aHanM3 AByX (a3 NokKa3blBAET, YTO Hau-
6onee BbIpaXEHHbIW KIMHUYECKUIA NPUPOCT NPUXOAMNCS Ha
nepBbiii rof Tepanuu npenapatom TpukadTa, T. €. Ha 3Tan
MHWULMALMM NATOTEHETUYECKON Tepanumn TPOMHOM GUKCUPO-
BaHHOM KOMOWHaUMen nBakadTop + TesakadTop + anekca-
kadTop 1 MBakadTOp Yy NALMEHTOB, paHee He MosyYaBLUMX
[LaHHYI0 TPOKMHY0 KOMBMHauumto. [ocne nepexofa Ha reHepu-
yeckuit npenapat Tpunekca TpeHa pocTa nokasatenei npo-
[LOMKANCs, 0LHAKO ero BeanyMHa Obla MeHee BbIpaXKeHHOW,
4TO NPenCTaBNSETCS OXKMAAEMbIM, MOCKObKY K MOMEHTY re-
pexoa 3HauYWUTeNbHAs YaCTb TepaneBTMYeCcKoro apdekTa yxe
6blna peann3oBaHa Ha npeablayllem stane (mabn. 3).

TakuMm obpasoMm, Bhasza MCNoNb30BAHMUS reHepUYecKo-
ro npenapaTta nof TOProBbiM HaUMeHOBaHWEM Tpunekca
B OO/blUei CTeneHn oTpaxana coXpaHeHue AOCTUrHYTOro
OTBETA W €ro fanbHenwyo ctabunmsaumio, 4em GopmMnpoBa-
HWe NpUHUMNMANbHO HOBOTO 3ddekTa. C KNMMHUYECKOW TOYKM
3peHus 3To 0COBEHHO BaXHO, MOCKOJbKY OTCYTCTBME perpec-
Ca Mo K/YeBbIM MapkepaM Nnoc/ie Nepexoaa Mexay Topro-
BbIMM HauMeHoBaHuaMK ogHoro MHH MoxeT paccmaTpu-
BATbCS KaK MPU3HaK TepaneBTMYECKOM NPeeMCTBEHHOCTM UK
TepaneBTUYECKOM IKBUBANEHTHOCTM.

B ma6n. 4 pa3nenbHo NpencTaBneHa AMHaMuKa nccnempye-
MbIX MoKa3aTtenewn y naumeHToB ¢ MB B flpocnaeckon u Tynb-
cKkov obnactax.

MexpermoHanbHoe CpaBHeHME MOKasano, 4to B obeunx
obnactax Habnwaanoch CHUXKEHWe XN0pPULOB NoTa U yBe-
nmnyenune UMT, 4To CBMAETENbCTBYET O CXOAHOM Hanpas-
NeHHOCTM 6330BOro OTBETA Ha MATOreHeTUYEeCKY Tepanuio
TPOMHOM hUKCMPOBAHHOM KOMBUHauwMen neakadTop + Tesa-
KadTop + anekcakadTop U neakadrtop. [pu 3TOM B Spocnas-
cKov 0bnacTu AMHaMmuKa Hocmuna bonee yMepeHHbIn Xapak-
Tep npu 6onee HU3KUX MCXOLHbIX 3HaveHuax OB/, Toraa kak
B Tynbckow 061acTM oTMeYannchb CylecTBeHHO 6onee BbICO-
Kne 1cxofHble v nocneaytoume nokasarenn OOB, u OXEJ.

BeposiTHee BCero, BbISIBNEHHbIE PA3ANUMG MEXIY PervoHa-
MK 0BYCNOBNEHbI HE PETMOHANBHON CMELUMUKON Kak TaKOBOW,
a pasIMuMaMM B UCXOLHOW CTPYKTYpe BblIOOPKM. TynbCKas KOrop-
Ta 6blNa MaNoOYMCIEHHOM M BKIOYaNa NaLMeHTOB C U3HAYaNbHO
0YeHb BbICOKMMU 3HAYEHMSIMU CMIMPOMETPUM, YTO 3HAYUTENBHO
B/IMSNIO Ha rpynnoBble cpeaHue nokasarenu. Hanpotus, B Sipoc-
NaBckoi 0bnactu Habntoganacs 6onee HEOLHOPOLHAS W KIMHM-
Yyecku pazHoobpazHag rpynna, BKIKYas NauMeHToB C MCXOLHO



® Tabnuya 2. lnHamumka nokasatenen notosov npobbl, UMT, dyHKUMM BHELIHErO AbiXaHUS HAa BpeMeHHbIx Toukax V1,V2,V3,V4
y MaLMEHTOB C MyKoBMCLMA030M (n = 18)

® Table 2. Dynamics of sweat test parameters, BMI, and pulmonary function at time points V1,V2,V3,and V4 in patients with
cystic fibrosis (n = 18)

Mokazatennb Vi V2 P(V1-Vv2) V3 V4 P (V3-V4)
Xnopuzbl nota, MMoNb/n 107,22 16,27 73,39 + 16,30 <0,001 67,28 25,47 60,76 13,20 0,001
UMT, kr/m? 15,74 + 1,88 17,03 £ 2,07 0,001 17,77+ 2,63 18,88 +2,18 0,001
FEV1, % ponmxkHoro 107,11 + 24,75 119,10 + 21,75 0,744 116,27 + 29,49 121,81+ 21,55 0,459
FVC, % nomkHoro 103,03 + 19,48 115,91 + 34,19 0,021 122,69 + 28,58 126,87 + 36,18 0,120

® Tabnuya 3. CpefHue napHble M3MEHEHUS MeXAY K/TH0YEeBbIMU BPEMEHHBIMU TOUKaMK HabnofeHNs
® Table 3. Mean paired changes between key observation time points
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Mokazatenb CpaBHeHue ME Ha cTapte ME yepes3 12 mec. CpenHee u3MeHeHHe
Xnopuabl nota, MMoAb/N V1-V2 107,22 73,39 -33,83
Xnopuabl nota, MMoNb/n V3-V4 67,29 60,76 -6,53
UMT, kr/m? V1-V2 15,74 17,03 1,29
UMT, kr/m? V3-v4 17,77 18,88 1,11
FEV1, % nomkHoro V1-V2 107,11 119,10 11,98
FEV1, % nomxHoro V3-V4 116,27 121,81 5,54
FVC, % nomxHoro V1-V2 103,03 11591 12,88
FVC, % monxHoro V3-V4 122,69 126,87 418

® Tabnuya 4. JyHaMuka nokasaTesnei NoToBOM I'Ip06bl, MHAEKCa Maccbl Tena, PyHKLUMM BHELIHEro AblXaHWS HA BPEMEHHbIX TOYKAX

V1,V2,V3,V4 y nauneHtoB ¢ MB B fipocnasckoii 1 Tynbckoit obnactax. CpaBHEHWE pervoHOB
® Table 4. Dynamics of sweat test parameters, body mass index, and pulmonary function at time points V1,V2,V3, and V4
in patients with cystic fibrosis in the Yaroslavl and Tula regions: Interregional comparison

flpocnaBckas o6nactb

lMokasarenu

Tynbckas obnactb

Xnopuabl nota, mmonb/n | 108,77+ 1891 | 73,77+16,44 | 64,46+26,40 | 57541195 | 105,20 11,65 | 72,40+1596 | 74,60 = 16,62 | 69,20+ 10,85
NMT, kr/m? 1561+1,82 | 16,48+189 | 16,79+234 | 1790+2,18 | 16,07+2,07 | 18,87+1,02 | 19,83+1,61 | 20,06 +0,93
FEV1, % nomkHoro 95,04+ 2744 | 102,47+ 16,65 | 107,69 19,63 | 100,97 = 14,85 | 116,02 £53,79 | 121,00 + 53,62 | 120,60 + 48,23 | 134,40 = 41,49

FVC, % nomxHoro 90,96 18,48 | 104,97+ 1549 | 104,86 + 14,88

104,56 11,41 | 112,20+ 49,12 | 123,40+ 68,01 | 130,80 + 63,80 | 134,00 * 63,74

CHWXEHHbIMK NapameTpamu OB/, BCieLcTBME Yero CpefHui
NPUPOCT NO CIMPOMETPUN BbIMNSAEN MEHEE BbIPAXKEHHDIM.

B 10 e BpeMs no mokasatensam xjopuaos nota u MMT
obe noArpynnbl AEMOHCTPUPOBANN OAHOHANPABAEHHOE yNyy-
LIeHue, YTO MO3BOJISET FOBOPUTH O CONOCTaBMMOWM Bronormye-
CKOWM M KnunHM4eckon 3¢ddeKTMBHOCTM Tepanumn He3aBMCMMO
OT pervoHa HabnaeHunsa. ClefoBaTeNbHO, pasnnunsg Mexay
perMoHamu LenecoobpasHo MHTepnpeTMpoBaTh Npexae Bce-
ro Kak oTpaxkeHne 0CobeHHOCTeN MCXOLHOM KOrOPThl, @ He Kak
CBWMAETENbCTBO PA3IMYHOM pe3yNbTaTUBHOCTM CaMOM Tepanuu.

HexenartenbHbie aBneHus

Ha atane Tepanuu opur1HanbHbIM npenapaTtom Tpukad-
Ta 3aperMcTpMpoBaH OLMH 3MMU30[ HEXeNaTeNbHOro SBNEHMS,
NpeacTaBiAeHHbIN KOXHOM CbIMbl, KYMMPOBABLUENCS B TeYe-
HWe ABYX CyTOK 6e3 oTMeHbl Tepanuu. Ha 3tane Tepanuu

npenapaTtom Tpuaekca HexenaTenbHble SBAEHWUS He 3aperu-
CTPMPOBaHbI, Cly4aeB OTMEHbI TePanuKM TakxKe He OTMeYeHO.
Mopo6HbIM Npoduib NeEpeHOCMMOCTM COOTBETCTBYET AAHHbIM
oTeyeCcTBeHHbIX Ny6ANKALIMMA, COFNACHO KOTOPbIM Cepbe3Hble
HeXenaTenbHble SBNeHUS NPU NPUMEHEHWUM TPOMHOM GUKCH-
POBaHHOM KOMOMHALMKM MBakadTop + TesakadTop + anekca-
KadTop M MBaKadTOP KaK OPUrMHANBHOrO, TaK M BOCMPOM3-
BEAEHHOro npenapata HabnaatTcs peako, a 6oNbLUMHCTBO
peakuuii HOCUT TPaH3UTOPHbIN XapakTep 1 He TpebyeT nsme-
HEHMS CXEMbI IeYEHUNS UM OTMEHbI Mpenapara.

OBCY>XXAEHUE

MonyyeHHble pe3ynbTaTbl MO3BONAT KBANUOULMPO-
BaTb MATOrEeHETUYECKYHD Tepanuio TPOMHON UKCMPOBAHHOM
KoMOMHaumMen neaka@rop + Tesakaprop + 3nekcakahrop
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1 MBaka@Top C NOC/Ief0BaTENbHbIM NEPEXOAOM C OPUTUHANb-
HOro npenapaTa Ha BOCMPOM3BEAEHHbIM B paMKax O4HOr0O
MHH kak KanHMYyeckn 3dpdeKTUBHY M XOPOLLIO NepeHoCU-
MYIO CTPaTernto NevyeHuns fetei n NoLpoCcTKOB C MyKOBUCLM-
[030M. Hanbonee ybennTenbHblii TepaneBTUYECKUIA CUTHAN
B NpeACTaBAeHHON KoropTe 6bin Nofy4eH No AMHaAMMKe Xn0-
pWA0B NOTA, YTO 3aKOHOMEPHO, MOCKO/bKY MMEHHO 3TOT MOKa-
3aTenb Hanbonee NPAMO OTpaxKaeT BOCCTaHOBAeHME DYHKLMK
6enka CFTR v aBnseTcs BannaMpoBaHHbIM BOMapKepoM OT-
BeTa Ha natoreHeTnyeckyto Tepanuio CFTR-MoaynsTopamu.

CHMXEHME KOHUEHTpaunMn xnopuaos nota B obemx da-
3ax HabNLEHMS YKA3bIBAET HE TOMbKO Ha BbIPAXXEHHbIW Nep-
BMYHbIA OTBET NPU UHMLMALMKM NATOrEHETUYECKON Tepanum
TPOMHOW MUKCMPOBAHHOM KOMBMHALMEN, HO M HA COXpa-
HeHue dapmakoamnHamuyeckoro 3pdekTa nocne nepexoaa
MeXay OpUrMHaNbHbIM U BOCNPOU3BEAEHHBIM MpenapaTamu
B paMkax ogHoro MHH. Mopo6bHas uHTepnpeTaums cornacy-
eTcst ¢ gaHHbiMK P.Middleton et al.,, npogeMOHCTpMpPOBaBLLMX
BbIpaXKEHHOE BMSAHWE TPOMHOM PUKCMPOBAHHOW KOMOWHA-
umm Ha napameTpbl CFTR-GYyHKLMM Y NALMEHTOB C MYKOBMUC-
unnosoM [3]. OtevectBeHHble pesynbratsl E. KongpatbeBon
n C. KpacoBcKkoro noATBepKAAt0T BbICOKYH KIMHUYECKYHD
3HAYMMOCTb YKa3aHHOW KOMBMHALMU NpPU NPUMEHEHMUM
KaK OpUTMHANbHOrO, TaK M BOCMPOM3BELEHHOrO npenapa-
Ta B neamatpuueckon nonynsaumum [10-12]. Takum obpasom,
pervoHanbHble pe3ynbTaTthl SpocnaBckoi u TynbCcKon 06-
nacTei He NpPOTMBOPEYAT, @, HAaNPOTMB, KOHLLENTYaNbHO CO-
rNACYHTCS C COBPEMEHHbIMU OTEYECTBEHHBIMU AAHHbIMU
no 3pHEeKTUBHOCTU TPOMHOM DUKCMPOBAHHOM KOMOUHALMM
nBakadTop + TesakadTop + anekcakadTop M nBakadrtop y ne-
[LMATpUYECKMX NaLMEHTOB M BO B3POC/ION KOropTe.

MonoxuTtenbHas aMHamuka MMT B obenx dasax Tepa-
NUU NPeACTaBASeTCs KAMHUYECKM 3HAYMMOM, MOCKObKY HY-
TPWUTMBHbIN CTATyC NPU MYKOBMCLMAO3E SBASETCS OLHUM U3
MHTErpanbHbIX NMPOrHOCTMYECKMX MOKa3aTenewn, TeCHO CBS-
3aHHbIX C Te4YeHneM BPOHXONEroYHOro MpoLecca, MHPeKLUM-
OHHOM Harpy3Kkon u obLLei YyCTOMYMBOCTbIO MALMEHTA K KaTa-
60oMYeCcKMM BANSHUAM XpOHKMYecKkoro 3abonesanus [1, 2, 4].
MocnepoBatensHoe yeennyenne MMT Mexay OCHOBHbIMM
BPEMEHHbIMW TOYKAMU UCCNEA0BaHUS AEMOHCTPUPYET NpPo-
JIOHTMPOBAHHOE NO3UTUBHOE BAMSIHWE TPOMHOM DUKCMPOBAH-
HOM KOMBMHAaUMK nBakadTop + TezakadTtop + anekcakadTop
M MBakadTOp Ha OCHOBHbIE MPUYMUHBI HYTPUTUBHOTO AeduLmTa
y 60MbHbIX C MyKOBMCLMA030M. B 3TOM OTHOWeEHWM NpeacTas-
NIEHHble pe3yNnbTaTbl HAXOAATCS B IOTMYECKOM CBA3M HE TOSb-
KO C MEXAYHapOLHbIMU UCCIeL0BAaHUAMU TPOMHOM KOMOUHA-
ummn CFTR-MoaynsTopoB, HO u € poccumickmmu [11, 13, 14]. Tak,
B MccnenoBaHmu, nposeaeHHoM E. KoHapatbeBoi, no npume-
HeHuto pasnuuHbix CFTR-mMoayngTopoB y aeten GukcMpoBsa-
NMCb BNaronpuaTHble CABUMM NOKa3aTenen NuLLeBapuTeNbHOMI
1 MeTabonuueckon ctabunbHoctu [12].

MN3mMeHeHns nokasatenen QyHKUMW BHELWHEro Ablxa-
HWS B HACTOSILLEM MCCNEA0BaHUM HOCUNIU MONOXUTENbHBIW,
HO HEOAHOPOAHBIN XapaKTep, YTO NPeACTaBASETCS BNOAHE
OXMAAEMbIM A1 peanbHOW KNMHWYECKOM npakTuku. [ete-
poreHHocTb oTBeTa No OMB1 n MXEJT MoxeT onpenengarscs
BO3PACTOM, UCXOLHOW TSHKECTbIO 6POHX0NEroYHoro npouecca,
CTeneHblo CTPYKTYPHbIX U3MEHEHWIA B NETKMUX, ANNTENBHOCTbO
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npefLecTBYOLLEro BOCNaneHns 1 0CODeHHOCTAMM reHOTH-
na [1]. MpUHUMNUANBHO BAXHO, YTO AAXKE NPW HEOAMHAKO-
BOW aMNnuTyae NpupocTa CMMPOMETPUYECKMX MOKa3aTenen
B KOropTe B LieIOM COXPaHSIaCb HAaNpaBAeHHOCTb Ha Yayy-
LweHwue, a cTabunmsaums napamMeTpoB AblXaTenbHON QYHKLMM
M OTCYTCTBME YXYALLEHMS Nocne nepexoaa Ha npenapart Tpu-
neKkca KOCBEHHO CBMAETENbCTBYET O COXPAaHEHUM TEpaneBTH-
4eCKOoM NpeeMCTBEHHOCTY.

AHanu3 MexpervoHanbHbiX pasnunynii Tpebyet ocobeH-
HO aKKypaTHOW WHTepnpeTauuu. HecMoTpsa Ha 6onee BbiCO-
Kne cpeaHue 3HadeHns ODB, n OXEN 8 Tynbckoi obnacty,
3TM pasnunyug, No-BMAMMOMY, 00YCIOBAEHbI Mpexae BCe-
ro 0COHEHHOCTAMMU UCXOLHOM CTPYKTYpbl MOATPYMMbl, BKHO-
4as Manyto YNCIEHHOCTb KOroOpTbl U HanM4Me NaLMEeHTOB C U3-
Ha4yaNbHO BbICOKMMU CMMPOMETPUYECKMMU MOKA3aTENAMMU.
B fpocnasckoit obnactu Bbibopka Bbina kKanHuveckn bonee
reTeporeHHoM v BKItOYaa NaLMEHTOB C Honee HM3KMMK CTap-
TOBbIMM NapameTpamu OBl BCneacTBMe Yero cpefHue 3Ha-
4eHus no rpynne HbiIM HUKe, @ AMHAMKKA BbIrgaena MeHee
nunHenHown. Kak nokasanu H. Heijerman u K. Lopes, Bennun-
Ha npupocta O®B, 1 OXXE/T npu naToreHeTMYECKOM Tepanmu
TPOMHON (DUKCMPOBAHHOM KOMBWMHALMEN MBaKadTop + Te3a-
kadTop + 3nekcakadTop u MBaKadTOp MOXKET CYLLECTBEHHO
Bapb1pOBaTb B 3aBMCMMOCTU OT UCXOAHOTO KNMHKUYECKoro de-
HOTMMA U TAXeCTM BpoHXoNeroyHoro npouecca [4, 5. Habnto-
[aeMas MeXMHAMBKAYaNbHAs BapuabenbHOCTb B HACTOSLLEM
MCCNEeA0BAHUM He NMPOTUBOPEYUT 3TUM AAHHBIM U NOLYEPKM-
BaeT He0HX0AMMOCTb KIIMHUYECKOM MHTEpMpeTaLun pesybTa-
TOB B KOHTEKCTE UCXOAHOMO COCTOSHMS NauMeHTa.

Ocobbi MHTEpEC NpeacTaBnseT BONPOC Nepexoaa Mex-
Lly neKapCcTBeHHbIMKW NpenapaTamMy B paMKax OLHOM0 Mex-
[lYyHapo4HOro HenaTeHTOBAHHOrO HauMmeHoBaHua [3, 9,
10,12, 14]. HecMOTps Ha orpaHMYeHHoe KOAMYeCTBO Nyban-
KaLMIi, NOCBALWEHHbIX NEPeXoay Mexay pasinyHbIMKU Top-
roBbIMM HaUMEHOBAHUSIMU KOMBMHaLMK MBaKadTOp + Te3a-
KadTop + 3nekcakadTop M MBakadTop B NeamaTpmyeckomn
M TepaneBTUYECKOW MPaKTUKE, YKe HAKOMJeHbl OTLeNb-
Hble KIMHUYEeCKne COODLEeHMS 1 aHaNUTUYeCcKne MaTepuma-
Nbl, CBMAETENLCTBYIOWME O LLenecoobpasHOCTU KOMMIEeKC-
HOI OLEeHKWM NPeeMCTBEHHOCTU TepaneBTUYECKOro OTBETa,
nepeHoCMMOCTM U NabopaTopHO-DYHKLLMOHANbHOW CTabub-
HOCTV NPpU CMEHe NIEKapCTBEHHOMO Npenaparta B pamMKax ofi-
Horo MHH. E. KoHgpaTtbeBa, a Takxke C. Kpacosckui, P. Kara-
3exeB M 3. MepxoeBa B CBOMX paboTax MOAYEPKMBALOT, YTO
npu NOATBEPXKAEHHOW BUOIKBMBANEHTHOCTM WM COMOCTABM-
MbIX (apMakoOKMHETUMYECKMX XapaKTepucTMKax BOCNPOm3-
BeAEHHbIM npenapat cnocobeH obecneunBaTb COXpaHeHUe
KOYEBbIX KNMHUYeckmx 3bdekToB Tepanuu [10-12]. Mony-
YeHHble B HACTOSILLEM MCCNEN0BaHWM [aHHble COrnacytTcs
C 3TOV NO3MLMEeN M yKa3blBaKOT HA TEPANeBTUYECKYIO Npeem-
CTBEHHOCTb NpW Nepexofe Ha npenapat Tpunekca. [Mpeacras-
NEeHHble pe3ynbTaThl AEMOHCTPUPYHOT, YTO NEPexoa C OpUrK-
HaNbHOro Npenaparta TPOMHOM PUKCUPOBAHHOM KOMBUHALIMM
TpukadTa Ha reHepuyeckuit npenapaT Tpunekca B paMkax
oaHoro MHH He conpoBoXxaancs yrpaTom A4OCTUIHYTOro 3¢-
(ekTa No OCHOBHbIM CYyppOraTHbIM MapkepaM W He NpuBO-
LMD K pOCTY 4aCTOTbl HeXenaTtenbHbIx asneHnin [10-12, 13].
B mpakTMyecKoM OTHOLIEeHWWM 3TO MOXEeT paccMaTpuBaThCs



KaK apryMeHT B M0/b3y LONYCTUMOCTU NOA0OHOM TepaneBTH-
4ecKoM MocnenoBaTeNbHOCTU MpU YCI0BUKM CTaHAAPTU3UPO-
BAHHOrO MOHWTOPWHIa NaLMeHTa.

BaxxHbIM npeacTaBnsgetca u npodunb 6esonacHocTu. B nc-
cnepyemoit KoropTe 3aperMcTpvpoBaH TOMbKO OAMH 3MU304,
HeXenaTeNbHOro ABMeHUS Ha 3Tane NlevyeHns npenapaTom
TpukadTa, NnpeacTaBneHHbINA TPAH3UTOPHOW KOXHOM CbIMblo,
He noTpeboBaBLUei OTMeHbl Tepanuu; B dase neyeHns Boc-
Npou3BefeHHbIM NpenapaToM Tpunekca HexenaTenbHble SB-
NEHNS ¥ Clydan OTMEeHbl OTCYTCTBOBAW. Takas CTPyKTypa ne-
PEHOCMMOCTU COOTBETCTBYET KaK MeXAyHapOAHbIM AaHHbIM
Mo TPOMHOM MUKCMPOBAHHOM KOMBMHaLMK MBakadTop + Te3a-
KadTop + anekcakadTop 1 MBakadTop, Tak U OTEYECTBEHHOMY
onbITy npuMeHenuns CFTR-MoayngTopoB y feTen, rae cepbes-
Hble CUrHanbl 6e3onacHoCTM HabnAATCI OTHOCUTENb-
HO peako, a BONbLIMHCTBO HEXEeNaTeNbHbIX peakuuii uMetoT
YyNpaBnseMblit AU CaMOOrPaHUUMBAIOLLMICS XapaKTep, pas-
peLlaTca CaMoCTodTeNnbHo, 6e3 GapmMakonornyeckom noa-
LLePXKKM, U3BMEHEHUS CXeMbl IeYEHUS MW OTMEHbI Npenapara.

MonyyeHHble pe3ynbTaTbl COMMACYHTCS C AaHHbIMU MEXaY-
HapoZaHbIX Nybnukaumii [4, 6, 13]. B 3apybexHbix nccnenosa-
HWSX B YCIIOBUSX PYTUHHOM MPAKTUKM TPOMHAN GUKCUPOBAH-
Has KOMOWHaLMS MBaka@Top + Te3akadTop + anekcakadtop
n nBakagpTop accoummposaHa c npupoctom O®B,, ysenu-
yeHueMm VIMT, CHMXEHWEM XI0PUAOB NOTa U YMEHbLUEHNEM
b6pemMeHu 3aboneBaHus. B To e BpeMs oTeyeCTBEHHbIE MNy-
6n1KauMmn nMeT 0cobyro LLEHHOCTb, MOCKObKY MO3BONSHOT
MHTEPNPETUPOBATb PETMOHANbHbIE LAHHbIE B KOHTEKCTE POC-
CMMCKOM MapLIpyTM3aLMmn NaLMEHTOB, BO3PACTHOW CTPYKTYPbI
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