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OPUTMHANDBHBIE CTATbU

OnbIT nprMeHeH A npenapara Tpuiekca
y geren 6-18 met mpm MYKOBUCIIMIO3€E
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Pesiome

Ha BocctaHoBnenne o¢yukuuu 6enka CFTR, kopumpytowero
XJIOPHbIA KaHan B KneTKax, cnocobHel Bnusate CFTR-Mopyns-
Topbl. MakcMManbHbll 3QdeKT noKasana TPEXKOMMOHEHTHas
Tepanus, cojepiallas anekcakagtop, TesakadTop (Koppek-
TOpbI) M MBaKahTop (noTeHumaTop). Ha Tepputopum Poccuitckoii
(®epepauuu 3aperncTpupoBaHo ABa npenapaTa ¢ LaHHOM KOM-
BuHaumen — opuruHanbHbIii npenapat TpukadTta® u reHepuye-
CKMI npenapart Tpunekca®.

Lenb. OueHnTb 3derTMBHOCTL U Be3onacHoCTb Tepanumn npe-
napaTtoM ueakadTop + TesakadTop + anekcakadTop v uBaKad-
TOp Y LeTel C MyKOBMCLMAO030M B ABYX BO3PACTHbIX Fpynnax
npu CMeHe npenapara B paMKax ogHoro MHH.

Matepuanel u Metoael. [lpoBegeH aHanu3s Poccuiickoro peru-
cTpa (BaHHble No TapreTHOM Tepanum) NaUMEHTOB C MYKOBUCLM-
no30M ¢ 01.01.2025 no 01.08.2025 r. KoHTponb nokasatenen ag-
tekTMBHOCTM 1 6e30MacHOCTU NPOBOAMAM HA CTapTe Tepanuu
(NocnenHWiA fieHb NpMeMa OpUrMHaNbLHOrO Npenapata) U 3aTeM
yepe3 30 n 90 gHei npueMa reHepuyeckoro npenaparta. 151 na-
LIMEHT Bbin pa3geneH Ha 2 Bo3pacTHble rpynnbl: 6—11 net —
55 yenoBek, 12-18 net — 96 noapocTKo.. [pynnbl 6biin cono-
CTaBMMbI N0 OCHOBHbIM NMOKA3aTenaM TeueHus 3aboneBaHus.
Pesynbrathl. lloka3aHo 3HauMMoe yBenuyeHue pocTta, Macchl
Tena B 0beunx rpynnax u UMT B rpynne 6-11 nert. B rpynne 12-18
BEC M pOCT yBE/IMYMAIKUCL Yepe3 3 MecsAua Tepanuu No cpae-
HeHuio co cTapToM u 1 Mecau Tepanuu (Bec — p, .= 0,0127),
p,,= 0,007, poct — p, ,= 0,001, p, ,= 0,016. B rpynne 6-11
net — sec p, ,=0,009, p, ,=0,004, p, ,=0,009, poct p, ,= 0,010,
p,_,= 0,000, p, ,= 0,002, UIMT p,_,= 0,030, p, ,= 0,036. laHHble
CMMPOMETPUM, JOCTUrHYTbIE NPU NPUMEHEHUM OPUrMHANTBHOIO

npenapara, 0CTaBaUCb BbICOKMMU U He MeHANUCh B TeueHue 90
[Hel Tepanuu reHepuyeckuM npenaparoM. [poBoguMocTb NoTa
yepe3 1 Mecsl Tepanuu yBenWuMnacb B rpynne noapoCTKOB
(p,_,= 0,048), Ho ocTaBanack B norpaHM4HbIX 3HaueHusx. Mpo-
BoAMMOCTb noTa B rpynne 6—11 net yepes 1 MecAL Tepanuu cHU-
3Knachb, Ho be3 CTaTUCTUYECKM 3HAUUMOI Pa3HULLbI (p1_2= 0,451),
0CTaBasiCb B MOrpaHU4HbIX 3HadyeHusx. B rpynne 12-18 nert
oTMeyeHo cHuxenue ACT uepes 3 MecsAua Tepanuu reHepuye-
ckum npenapatoM — ACT en/n ctapt/mocnegHuin aeHb npu-
eMa OpurMHanbHoro npenapata — 22,5 (16,8; 29,0), ACT ea/n
yepe3 3 Mecsila npuema reHepuyeckoro npenapata — 21,0
(16,0; 26,0), (p,_,= 0,005). OTMeueHo cHWxeHne obiero 6um-
pybuHa MKMonb/n yepe3s 3 Mecaua Tepanuu — 12,25 (9,4; 17,4)
Mo CpPaBHEHMIO C NOKa3aTensamu yepe3 1 MecsiL, Tepanuu reHe-
puyeckum npenapatom 11,0 (7,9; 16,7) (p, ,= 0,017). Bce nokasa-
TeSIM HaXxo4MNUCh B paMKax pedepeHCHbIX 3HaueHun. Mokasa-
Tenu ALl He MeHanuch. KonuuecTBo HexenaTeNbHbIX peakLuuii
BbIN0 HU3KUM, KYNMpOBaNUCh CAMOCTOATENBHO, He TpeboBanu
CHUWKEHMS [,03bl, BPEMEHHOW MW NOSIHOW OTMEHBI Npenapara.
3akntouenue. Uccneposanue addexTuBHoCTH 1 Be3onacHoCTH
Tepanuu npenapaToM uBakadTop + Te3aKadTop + anekcakad-
TOp M MBaKadTop Y AeTel B LBYX BO3PACTHbIX Fpynnax npu cMe-
He npenapaTa B paMKax opHoro MHH nokasano, uto addekr,
MONYYEHHBI paHee NpW NPUMEHEHUU OpPUrMHAIBHOTO Npenapa-
Ta bonee 12 MecsueB, COXpaHAETCA, YAaCcTOTa HeXenaTenbHbIX
peaKLmin Np1 Tepanuu BOCNPOMU3BELEHHBIM NPenapaToM He npe-
BbILUAET TAKOBYIO NPY NPUMEHEHWUW OpPUrMHANBHOTO Mpenapara.
WUccnenoBanus addeKTUBHOCTM M BE30MacHOCTW Tepanum reHe-
puyeckuM npenapatoM Tpunekca® 6yayT NpoaoKeHbI.

KnioueBble cnoBa: O)XEHepUK, KOppeKTop, MYKOBMUCLMA03, HEeXeNaTe/lbHble peakunu, N0TEHUMATOP, TapreTHaa Tepanuns,
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Application experience of the Trilexa drug in children
aged 6-18 years with cystic fibrosis
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Abstract

CFTR modulators are capable of restoring the function of the CFTR
protein, which encodes the chloride channel in cells. A triple ther-
apy containing elexacaftor, tezacaftor (correctors), and ivacaftor
(potentiator) has demonstrated the greatest effect. Two drugs
containing this combination are registered in the Russian Federa-
tion: the original drug Trikafta® and the generic drug Trilexa®.
Objective. To evaluate the efficacy and safety of ivacaftor +
tezacaftor + elexacaftor and ivacaftor in children with cystic fibro-
sis in two age groups when switching drugs within the same INN.
Materials and methods. An analysis of the Russian registry
(data on targeted therapy) of patients with cystic fibrosis from
January 1, 2025, to August 1, 2025 was performed. The efficacy
and safety indicators were monitored at the start of therapy (the
last day of taking the original drug) and then after 30 and 90 days
of taking the generic drug. The study involved 151 patients, who
were divided into two age groups: 55 patients aged 6-11 years
and 96 adolescent patients aged 12-18 years. The groups were
comparable in terms of the key disease indicators.

Results. A significant increase in height and weight was demon-
strated in both groups, as well as BMI in the 6-11 year group.
In the 12-18 year group, weight and height increased after three
months of therapy compared to the start and first month of ther-
apy (weight — p, ,=0.0127), p, ,=0.007, height — p, .= 0.001,

p, ;= 0.016). In the 6-11 year old group — weight p, ,= 0.009,
p, ,=0.004,p, ,=0.009, heightp, ,=0.010,p, ,=0.000,p, ,=0.002,
BMI p, ,= 0.030 p, , = 0.036. Spirometry data achieved with
the use of the original drug were high and remained unchanged
during 90 days of therapy with the generic drug. Sweat conduc-
tivity after one month of therapy increased in the adolescent
group (p,_,= 0.048), although remaining within the borderline
values. Sweat conductivity in the 611 year group after one
month of therapy decreased, although without a statistically
significant difference (p, ,= 0.451), remaining within the bor-
derline values. In the 12-18 year group, a decrease in AST was
noted after three months of therapy with the generic drug: AST
U/l start/last day of taking the original drug — 22.5 (16.8; 29.0),
AST U/| after 3 months of taking the generic drug — 21.0 (16.0;
26.0), (p,_,=0.005). A decrease in the total bilirubin (umol/L) was
noted after three months of therapy — 12.25 (9.4; 17.4) com-
pared to the values after one month of therapy with the generic
drug — 11.0 (7.9; 16.7), (p,_,= 0.017). All parameters were within
the reference values. Blood pressure parameters remained un-
changed. The incidence of adverse reactions was low, resolved
spontaneously, and did not require a dose reduction, temporary
or complete discontinuation of the drug.



Conclusion. The conducted study of the efficacy and safe-
ty of ivacaftor + tezacaftor + elexacaftor and ivacaftor in chil-
dren across two age groups after switching medications within
the same INN showed that the effect previously obtained with
the use of the original drug for more than 12 months is main-

Keywords: generic, corrector, cystic fibrosis, adverse reactions,
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tained, and the frequency of adverse reactions during therapy
with the generic drug does not exceed that when using the orig-
inal drug. Studies of the efficacy and safety of the generic drug
Trilexa® will be continued.

potentiator, targeted therapy, efficacy, respiratory function
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BBenenne

MyxoBucunpos (MB) — Hanbornee 4acToe Hac/eACTBEH-
Hoe 3abo/ieBaHMe, NIPUBOASAIIee K IOBPEXACHNIO BCEX
OPTaHOB U CUCTEM C 9K30KPVHHBIMMY Kejle3aMy (TUII Ha-
C/IelOBaHNA — ayTOCOMHO-PelLleCCUBHBIN), TATOTeHHbIE
BapMaHTBl BO3HUKAIOT B IeHe TPaHCMEMOpPaHHOTO pe-
TyATOpa MPOBOAUMOCTY MykKoBucumposa (MBTP) [1].
C 2012 ropa B apceHase Bpauell ¥ MallMeHTOB IOSBUINCH
CFTR-MopynsTOppl — IpenapaThl, SIBIAIIINECA KOop-
peKTOpaMu U HOTeHIMaTOpaMy (PyHKI[UM XTIOPHOTO Ka-
Hana [2, 3, 4].

MaxkcuManbHO 9(QeKTUBeH B HacToslee BpeMs
TPEeXKOMIIOHEHTHBIJI IIperapar, IpefCTaBIeHHbI code-
TaHMeM JIBYX KOPPeKTOpoB (3mekcakapTop u Tesakag-
Top) U moreHnuaropoM (mBakadrop). IIpemapar omo-
OpeH as gereli OT ABYX /1eT. P PeKTUBEeH B OTHOIICHNN
romosuroT F508del, kommayHnz-rereposuror o F508del,
KOMIIayH/I-TeT€PO3UTOT C OFHUM M3 271 IaTOreHHOro
BapuaHnTa B rene CFTR [5]. B Poccuiickoit ®emepanyu
nanyeHTsl ¢ 2 1o 19 et ¢ MB obecnedynBaTCs Tpex-
KOMIIOHEHTHOII Tepanueil «DOHAOM MOAAEPXKKM JeTel
C TSDKEJIBIMU JKU3HEYTPOXKAIOUIVIMY ¥ XPOHMYECKUMU
3a00/1eBaHNAMY, B TOM 4ucIe pegkumu (opdaHHBIMII)
3aboneBanmsmu «Kpyr gobpar.

B mupe u B Poccumiickoit @emepauuy B pasIM4HbIX
BO3PACTHBIX IOMY/IALUAX MALMEHTOB IIPOBEIeHbl MHO-
TOYKCIIeHHble McCefoBaHus dddekTuBHOCTM U 6e30-
MACHOCTU Tepamuu uBakadtop + TesakadTop + anekca-
ka¢rop n nBakagprop [6-13].

[lepexon Ha HOBBINI IIperapaT B paMKax OJHOTO
MEXIYHAapOJHOTO HENaTeHTOBAaHHOTO HaMMEHOBAHUSA
(MHH) BBI3Ban MHOTO BO3Pa>X€HUIl ¥ SMOIIMOHATIb-
HBIX peaKIMil CO CTOPOHBI MAIVIEHTCKOTO COO0IIecTBa
U TIpefiCTaB/IsAeT HeCOMHEHHBINl MHTepec /IS IOHMMa-
HUA COIIOCTaBUMOCTY IIPEIapaToB B peasbHO KINHU-
YeCcKOoil INpakTuke. PaHee cOITacHO CylecTBYIOIEMY
TIOJIOXKEHMIO O PETUCTPALIM TeHepUUYeCKIX IIpeIapaToB
ObUIM TpOBefieHbl KIMHMYECKNe WCCIefoBaHnus Ouo-
9KBMBAJIECHTHOCTY C y4YacTUeM 3[O0POBBIX JOOPOBOJb-
IleB IOC/e IpueMa B IOCTIPAHAMAIBHBIX YCIOBMAX
OIHOKPATHOI [103bl (PUKCHPOBAHHOI KOMOMHALINK
75/50/100 mr uBakadTop + TezakabTop + anekcakadTop
u 150 Mr nBakadTOp MCcCIenyeMoro npenapata Tpuiek-
ca® ot Tuteur S.A.C.LF.I.A. mo cpaBHeHMo ¢ 1 TabneTKOIA,
MOKPBITOI TIIEHOYHOI 0007I04KOI1, pedepeHTHOro mpe-
napara Kagrpno®/Kanupeko® ot Vertex Pharmaceuticals

(Ireland) Limited, comeprkaliero Takoe ke KOMMYECTBO
AKTUBHBIX BelllecTs [14].

B HacTosiiee BpeMsi HEOCTATOYHO HAHHBIX 00 3¢-
dbeKTUBHOCTU U 6€30IaCHOCTU TeHepUYecKoil (OopMBbI
MHH uBaxkadrop + Tesakadrop + snekcakapTop 1 uBa-
Kadrop (exapcTBeHHBIN npenapar Tpunekca®, Tuteur
S.A.C.LEIA., bysnoc-Aiipec, ApreHTuHa).

B Poccuy mpoBefieHO IIOTYTOf0BOE MCCIEIOBAaHIE
y B3pocnbix nmanyeHToB (n = 11). IToka3aHbI MONTOXU-
TelbHble 9P QEKTh B OTHOIEHMM (PYHKI[MM BHEIIHETO
AbIXaHNA, PeCIMPATOPHOIO CUHApPOMa (Kallelb, KOMMU-
4eCTBO MOKPOTBI), YIYYIIEHNS TONEPAHTHOCTY K (pu3m-
YeCK)M Harpyskam, QyHKI[MU XJIOPHOTO KaHasIa 1o JAaH-
HBIM ITOTOBOII Tpo6bL, frHaMuky VIMT, Beca. [Tokasana
Xopolras IepeHOCMMOCTb npemnapata [15]. Hacrosmee
VICCTIelOBaHNe SB/ISAETCS MePBBIM II0 OIleHKe 3P eKTUB-
HOCTY 1 6e30IIaCHOCTM IEepPBOTO IeHepUYecKOro Iperna-
para uBakadTop + TesakadTop + anekcakapTop U uBa-
KaTOp B IETCKOI IIPAKTUKE.

Lenp uccnemoBanus: onleHUTh 3P PeKTUBHOCTD 1 Oe3-
ONIACHOCTb Tepaluy IIperapatoM uBakadrop + Tesa-
Karop + anekcakapTop u UBaKaTOp y fleTei ¢ MyKo-
BUCLMJ030M B [IBYX BO3PAacTHBIX TPYIIaxX IPU CMeHe
npenapara B paMKax ogHoro MHH.

Marepuainbl 1 METO/bI
Vsy4eHa nexapcTBeHHast ¢opma B Buae Habopa Tabie-
TOK, TMOKPBITHIX IIEHOYHOI 000/104KOI, nBakadTop +
tezakadTop + anmekcakadrop u makadrop (37,5 mr +
25 mr + 50 mr u 75 mr; 75 mr + 50 mr + 100 mr 1 150 mr
no toprosomy HanMeHoBaHuio (TH) Tpunekca® (Tuteur
S.A.C.LEIA., bysnoc-Aiipec, ApreHTnHa)).
IIpoBenen aHanu3 JAaHHBIX IO TapreTHON Tepamuu
Poccuiickoro peructpa nalijeHToOB C MyKOBUCIIUTO30M.
Iu3aitH uccnemoBaHus — HabMOAATENbHOE HEPAHTIO-
MM3VMPOBaHHOE HEKOHTPOIMPYeMOe IPOMOIbHOE MCCIIe-
TOBaHMeE C KOHTPO/IBHBIMY BpeMEHHBIMU TOYKAMMU.
O6cnemoBan 151 manument. [lTanueHTs ObITM pasfe-
JIEHbl Ha 2 BO3pacTHBbIE€ IPYIIIbI COITITACHO KaTeropmaM
B MHCTPYKLIUY K IIPENapary: oT = 6 fo < 12 ner — 55 ye-
JIOBEK, 96 IOpOCTKOB OT = 12 10 < 18 jter.
WccnenoBaHue NpoBOAUN B NIEPBHIil IeHD IIpyeMa Tre-
HepUYEeCKOro Ipenapara, Touka CTapT COOTBETCTBOBajIa
MOCTIeHEMY [HIO IIpMeMa OpPUTMHAIbHOTO IIpemapara
Tpuxadra®. CpenHee BpeMs INpuemMa OPUTMHAIBHOTO
CFTR-MogynsaTopa B o61ieit rpyIie coctaBuo 18,4 mec.

o
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Koutpomnp npoBogucs depes 30 (+ 14) u 90 (+ 14) gHeix
npremMa reHepuIecKoro mpermnapara.

[TanueHTsl mpoxomunn (GpU3MKATbHBI OCMOTp, WU3-
MepsUIUCh TapaMeTpbl HYTPUTUBHOTO cTaTyca (Mac-
ca, poct, mHAekc Macchl Tema — VIMT mo Quetelet
(macca (kr)/poct (cm) u mkane WHO AnthroPlus (gns
merett crapue 5 net) (BO3)), mokasarenu pecnumparop-
Holt pyHKIMM — opcupoBaHHAs XXUSHEHHASI €MKOCTD
nerkux (PXKEJI), obbeM QopcupoBaHHOTO BBIOXA
3a nepByio cekyHpy (O®B) [16], onpenensanach pynkums
XJIOPHOTO KaHajia — MPOBOJMMOCTb IIOTOBOI XUIAKOCTH
Ha ammapare Nanoduct (Beckop, CIIIA)), mokasarenu
6e3omacHocTu: amanmHaMuHotrpaHncdepasa (AJIT en/n),
acrmapraramuHoTpancoepasa (ACT en/m), 6unupybun
06muit (MKMOJIB/T), ypOBEHb apTePUATbHOTO JaBIeHNUs
(Al MM pT. CT.), OCMOTp O(TanbMOJIOTa — Ha/IM4Me Ka-
TapaxThl [4].

B mabnuuye 1 nokazana o6ujas xapaKTepyucTIKa IPYyII
no gmemMorpapuyuecKuM, AMATHOCTUYECKUM, TeHeTudIe-
CKVIM ITOKa3aTe/siM. [ pynIibl He MMeny OTIMYMIA IO TIOTTY,
BpeMeHM OMarHoCTuku MB, ne6oTa KIMHNYECKUX TIPO-
SIBJIEHUII, B TOM 4JC/le HATMYNI0 MEKOHMEBOTO Neyca
B aHaMHe3e, 10 TeHOTUILY («TSKEMbIi», «MATKUIT»).
Tabnuua 1.

XapaKTepucTWKa BO3PaCcTHbIX rpynn

Table 1.
Characteristics of age groups

lNokasatenb

v [ [ m
fon 1% 0,071
CpeaHuii 12,8 (11;15,2) 10,5 14,5 P,
BO3pacT, ieT (9,2; 11,4) (13,1;16,3)  <0,001
Bospact 0,2(0,1;0,5) 0,2(0,1;0,4) 0,2(0,1;0,55) 0,816
NOCTaHOBKM
[Marosa,
net
MekoHue-  21/14% 5/9% 16/17% 0,187
BbIW Uneyc,
n/%
leHoTun, n/%
HeTF508del/ 18/12 7 11/M 0,237
HeTF508del
F508del/ 92/61 37 55/57
HeTF508del
F508del/ 40/27 10 30/31
F508del
MArKUIA 35/24 13/25 22/24
TAMEbIN 109/76 39/75 70/76 0,884

Kpurepun BxmioueHus: auar€os MB, ycraHOoBIeH-
HBIIl COITTACHO KIMHMYECKUM peKoMeHAanuaAM «Ku-
cTo3HBIT Pprbpo3s (MykoBucumao3) (2021); Bospact 6-18
7eT; He MeHee 12 MecslleB IpMMeHeH s OPUTVHATbHOTO
npenapara nBakadTop + TesakadTop + dnmexcakadTop
u nBaxkadTop, a 3areM 90 gHel NMpUMEHEeHNs IeHepude-
CKOTO Ipemnapara; MOAMJMCAaHHOE 3aKOHHBIMU IIPeNCTa-

BUTEJIAMI WJIV IOAPOCTKaMM cTapire 15 jeT 7o6poBoIb-
HOe NH(OPMIUPOBAHHOE COTTIACHe.

YacroTa HexenatenbHbIx peakunit (HP) onennsanacnh
Ha NPOTSDKEHMM BCETO McclemoBaHMs. Bo Bcex cmyua-
Ax cepbesHbIX HP kpurepueM cepbesHOCTU ObIIO yKa-
3aHO «K/IMHMYECKV 3HA4MMoOe COOBITHE», IO CTelleHU
HOCTOBEPHOCTY HIPUYMHHO-C/IEICTBEHHON CBA3N «JIe-
KapcTBeHHbIN npenapar-HP» kak «BeposATHas» y Bcex
HaIVIeHTOB.

OTuyeckas sKcmeptmsa. JJOKyMeHTBI MCCIefoBa-
HUA, BKIodasg ¢GopMy MHGOPMUPOBAHHOTO COITACUA
Ha y4YacTye B UCC/IeOBaHMM U cOOp MHpoOpManuy Me-
AMUIMHCKOTO XapakTepa, ObUIM OZOOpeHBI DTUYECKUM
komuterom O®I'BHY «MI'HII um. axag. H.II. Bouko-
Ba» MuHo6pHayku Poccun 19.04.21r. (mpencegarens —
npod. J1.O. Kypuno).

MeToapl CTATUCTUYECKOTO aHATN3a JaHHbBIX

CratucTuyeckuil aHaamM3 INPOBOAWIN C VCIIOIb-
3oBaHmeM mporpamm IBM SPSS Statistics v.26 (IBM,
CIIA). Meguany (Me) n kBaptim (Q1l; Q3) oneHuBamm
IpY paclpefie/ieHNy, OTINYHOM OT HOpMaiabHoro. Hop-
MaJIbHOCTD pacIipefie/ieHNsl OIpeRensaan M0 KPUTEPUIo
Konmoroposa — CmupHoBa. CBsi3aHHbIE COBOKYITHOCTY
(aHammMs3 «go — TOCe») OLeHMBANUCh C MPUMEHEHU-
eM Kpurepus YWIKOKCOHa (pacHpefiesieHVe OTINYHOe
OT HOopManbHOro). KauecTBeHHble NpPU3HAKM yKasbIBa-
NNCh B aOCOTIOTHBIX 3HAYEHNAX C yKazaHueM poeit (%).
AHanu3 HOMMHAIBbHBIX JAHHBIX IPOBOJVIIN C UCHIOIB30-
BaHMeM Kputepus x* IInmpcoHa, cpaBHeHMe CBA3aHHBIX
COBOKYMHOCTell — TecToM MakHemapa. 3Ha4MMOCTb
onenusanu 1o p < 0,05.

Pesynbrarsl

[Tokasareny GpyHKLMM BHELUTHETO ABIXaHMUS IIpefCTaBIIe-
HBI B mabnuye 2, et B BodpacTte 6-11 et nmenu nyd-
e okasatenmn OXKEJT (p, , = 0,049), mo mokasarenio
O®B, otniumit He BoisABNEHO. [TokasaTen MUKPOOMOTDI
HIDKHMX JIbIXaTe/IbHBIX IyTell He OTIMYanach B 06enx
rpynIax.

He BbIABNIEHO OTAMYMII IO YacTOTE M XapaKTepy oc-
JIOKHeHMIt (mab. 3).

Jetn momydanu 6a3oByH Tepanmmio B OfMHAKOBOM
o6beMe. TonbKkO MHranANVY MaHHUTONA Yallle ITOTyda-
U OO POCTKY (mabn. 4).

OTMeueHO JOCTOBEPHO 3HAUMMOE YBelIMYeHNe POCTa,
Mmacchl Tena u VIMT B rpynne noppoctkos. Ilokasarenn
(YHKIIUYM BHEIIHErO JBIXaHMSA OCTABaIUCh BBICOKMMMU
n He MeHANUCh. Ilokasarenu A]l Tak>ke He MEHANCD.
ITpoBoguMoOCTh TOTA 4epe3 1 Mecsl Tepanuy yBeIu-
unnack (p, , = 0,048), HO ocTaBanmach B MOTPaHUYIHBIX
3HaveHuAx. Otmeueno cHmkenne AJIT, HekoTopoe yBe-
nnyeHye obIero 6mMMpy6mHa yepes 1 MecsAll ¢ TOCIeRy-
IOIMM CHIDKeHMeM. Bce ImokasaTenyu HaXOAWINCh B paM-
Kax pedepeHCHBIX 3HaYeHUII (mabs. 5).

AHaIOTMYHO TPyTIIe HOAPOCTKOB B TPYIIIeE fleTeit 6-11
JIeT YCTAaHOBJIEHO 3HAYNMMOE YBeIMYeHNe pOCTa, MacChl



Tabnuua 2.
XapaKkTepucTuKa yHKLIMM BHELLHEro fibIxaHns U MUKpobuonoruye-
CKOr0 CTaTyca pecrnupaTopHoro TpakTa B BO3pacTHbIX rpynnax*
Table 2.

Characteristics of the external respiratory function and
microbiological status of the respiratory tract in age groups*

II
1 2 | 3 |
OyHKLMSA BHELLHEro AblXaHus

n 137 42 94

0®B, % nomxH 102,00 104,00 99,50 0,190
(85,5; 113,0) (89,0; 118,0) (84,8; 111,0)

OXEN % pomkn 99,00 102,00 98,00 p,,=
(91,0; 108,0) (92,0; 112,0) (89,0; 105,0) 0,049

YacTtoTa BCTpeYaeEMOCTM MUKPODIIOpbI
PeCcnMpaTopHOro TpakTa

n 137 50 87

MSSA 108/79 41/82 67/77 0,491

MRSA 5/4 2/4 3/3 0,868

Pseudomonas 52/38 16/32 36/41 0,276

aeruginosa

Burkholderia 171 1/2 0/0 0,188

cepacia complex

Achromobacter ~ 8/6 3/6 5/6 0,952

species

Stenotrophomon- 4/3 1/2 3/3 0,620

as maltophilia

E. coli 3/2 2/4 Al 0,272

lpuMeyaHme.

* — yKa3aHo KOJIMYeCTBO NaLMeEHTOB, KOTOPLIM NPOBEAEHBI iaHHbIe
uccnenoBaHms.

MSSA — methicillin-sensitive Staphylococcus aureus — metuuun-
JINH YyBCTBUTEIbHBINA 30/10TUCTBIN CTAUIIOKOKK.

MRSA — methicillin-resistant Staphylococcus aureus — meTuuun-
JINH PE3UCTEHTHbIN 30/10TUCTBINA CTAadUIIOKOKK.

Note.

— the number of patients who underwent these studies.

MSSA — methicillin-sensitive Staphylococcus aureus.

MRSA — methicillin-resistant Staphylococcus aureus.

*

tema u VIMT. Tlokasarenn QyHKIWM BHENIHErO JbIXa-
HUA He MeHSAINCh U Obiu BeicOKMMM. He 3aperncrpu-
poBaHO M3MeHeHmI1 mokasarteneit AJl. IIpoBogumocThb
noTa 4epe3 1 Mecsl] Tepalmy CHU3UIACh, HO Oe3 cTaTu-
CTUYECKV 3HaYMMOV pasuunpt (p, , = 0,451), ocraBasch
B IIOTPAaHNYHBIX 3HaYeHNAX. Bce OuoxmMmyeckme moka-
3aTenM HaXOUINCh B paMKaX pedepeHTHBIX 3HaUYeHMIT
U He MEHAIUCH (mab. 6).

Y 6onbmuHcTBa manmeHtoB HP orcyrcTBOBanmm
(mabn. 7). 4 nanuenta (3 — crapuie 12 y1eT) >Ka0BaaUCh
Ha 6oy B xuBoTe. Ha crapre Tepanuu xano0s! Ha fu-
apero OTMevasuch y 4 manueHtos (3 — crapire 12 jer).
OpuH M3 5TUX feTeil OTMedan Auapero U uepe3 3 Mec.
Tepanuy. JIBa manyeHTa HAOMIONANNCh C KaTapaKToli,
copMMPOBAHHON IOCIE CTapTa TE€PANNM OPUTVMHAIb-
HBIM IperapaToM. 10 manueHToB (6 MOZPOCTKOB CTap-
me 12 jieT) )a/joBaIUCh Ha TOTOBHYIO 0OTb Ha CTapTe
Tepanuy, Ha (OHe IpueMa IeHepUYecKOro Iperapara
KOMYECTBO TAIMEHTOB C TOMOBHON OONMBI0O COKPaTH-
70Ch IO 3 4JenoBeK 4epes 3 MecaAna Tepanuu. Hapyme-
HI€ CHa OTMEYasJIoCh Y [BYX MAIIMEHTOB Ha CTapTe Te-

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @

Tabnuua 3.
XapaKTepuCcTUKa OCNOXHEHMIA B BO3PAcTHbIX rpynnax™, n/%
Table 3.

Characteristics of complications in age groups, n/%

12-18 et .

| fyone |1 [ 2 | 3 |

o[ 3y [ 50 | 87 |
ABJIA** 11 1/2 0/0 0,186
M3CO*** 5/4 0/0 5/6 0,225
H e 1310 36 10/12 0,282
neyeHu
CANO**** 171 1/2 0/0 0,186
Hilige g 12 0/0 0,186
noTepu conei
L 3835 11/37 27/35
C nosMnamu 0,842
CuHycuT 70/65 19/63 51/65 '
6e3 nonunos
Octeonopoz  2/2 0/0 2/2 0,268

MpuMeyaHme.

* — yKa3aHo KOSIMYeCTBO NALMEHTOB, KOTOPbIM NPOBEAEHbI aHHble
UccnefoBaHus.

**ABJIA — annepruyeckuit 6poHXoNeroyHbIiA acneprunes.

***M3C [l — MyKOBMCLMA0303aBUCUMbIN CaXapHbIi auaberT.

****C N0 — cuHAPOM AMCTaNbHOW MHTECTUHANIBHOM 0BCTPYKLMM.
Note.

* — the number of patients who underwent these studies.

**ABPA — allergic bronchopulmonary aspergillosis.

***CFDM — cystic fibrosis-related diabetes mellitus.

****D|0S — distal intestinal obstruction syndrome.

panuu, Ipofo/KaaoCh Y OHOTO U3 HUX depes 30 mHe.
Yepes 90 mHeli fBoe APYIMX MallIeHTOB Ha4yaly >Kayo-
BaThCA Ha HapyllleHUe CHA, a Te, KTO CTpafal JaHHbIM
HP na crapre m depes 30 pHeit, 4epe3 90 pgHell yxe
He MMenu Takux xano6. bompmmucrso HP kynuposa-
JICh CAMOCTOSITENTBHO U He TPeOOBaIy CHUKEHUS TO3bI,
BpEMEHHOJI OTMEHBI WY IOJTHOM OTMEHBI ITpemnapara.

O6cyxpmenne

B mccnemoBanum monmydeHbl pe3ynbTaTbl, KOTOpPbIE CO-
rIacyloTca ¢ adpdexramu TapretHoil Tepanuu. Ilomo-
KnutenbHas guHaMuka VIMT y peteit M HOZPOCTKOB
OIJICaHa BO BCeX KIMHUYECKUX UCCIEeNOBAHNAX, U IeTU
IOCTOSIHHO PAacTyT, OCOOEHHO B IIE€PUOJBI IIEPBOTO BbI-
TATUMBaHMA 6-7 €T U B IOAPOCTKOBOM Tepuoge [6, 8, 11,
17, 18].

IloxasaHO O3SUTMBHOE BIMAHME TPEXKOMIIOHEHTHOI
TEeHEpMYECKOI TApreTHOM Tepanuy Ha HYTPUTUBHDIN
CTaTyC, 4TO ObIIO OomycaHo B PD nmpy nmpuMmeHeHun opu-
TMHaJIbHOTO Ipemnapara [12, 13].

IlonoxxuTenbHasA OMHaMMKa IOTOBOTO TecTa IOKasa-
Ha y fieTeil 6-11 jietT, B rpyIIie IOAPOCTKOB — HEKOTO-
poe nosbimeHne. Ilokasareny HaXOAUINCH B IOTPaHNY-
HBIX 3HAaYEHMAX, YTO COITIACYeTCA C MEXYHapOSHBIMUI
[19, 20] u poccuiickumu [12, 13] gaHHBIMM TIO TIpUMe-
HEHMIO OPUTMHAIBHOrO Ipemapara. Heobxopmmo ort-
METUTb, YTO IIOKa3aTe/y MOTOBOTO TecTa ObIIM HUXKe,
4YeM y B3POC/IBIX B paHee IIPOBENEHHOM MCCIelOBAaHUN
B P® [15]. B maHHOM uccnemoBaHUK 4Yepe3 6 MecsleB
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Tabnuua 4.
XapaKTepucTuKa Tepanuy B BO3pacTHbIX rpynnax®, %
Table 4.

Characteristics of therapy in age groups, %

nert

12-18

Tepanus
net

| fyw [ 1 ]2 [ 3
Y N T R T

WHransaumm runepToHMYecKoro

pactaopa NaCl (> 3 mec.) 9 100 89 0,080
[nuTenbHble MHranALumu 7 0 " 0,018
MaHHuTON (> 3 Mec.) ’
(Vngruﬂcu)MOHHble aHTUOMOTUKM 38 30 43 0132
BHyTpuBEHHbIE aHTMOMOTUKM
(6onee 1 pasa) 34 26 38 0,141
TabnetupoBaHHble aHTMBMOTUKM 63 64 63 0922
(6onee 1 pasa)
Bponxoamnaratopbl
MHTaNALMOHHbIE KOPOTKOFO 32 34 31 0,710
neucteua (> 3 Mec.)
BpoHxogunstatopsl
WHransLuMoHHbIE ANIMTENBHOMO 5 9 4 0,249
Jeicteua (> 3 Mec.)
(Vngr&::?CL)I,MOHHbIe cTepouabl 18 17 19 0832
[opHasa-anbda (> 3 Mec.) 100 100 100
A3nTpOMULMH MM apyrue
MaKkpoauapl (> 3 Mec.) 12 9 14 0,390
Ypcone3oKcuxoneBas KucoTa 93 89 95 0.224
(> 3 mec.)
lMaHKpeaTnyecKue GepmeHTbI 90 85 93 0177
(>3 Mec.)
(VlH;l:f:J;)pbl MPOTOHHOM NOMIbI 13 6 17 0,080
z’f)(gpszgc;TBopuMble BUTaMUHbI 91 89 91 0,709
KuHesutepanus (> 3 Mec.) 91 93 90 0,518
HeuHBasuBHasa BeHTUNALUA 1 9 0 0188
nerxkux (> 3 Mec.) !
lpuMeyaHme.
* — yKa3aHo KOMIMYeCTBO NaLMeHTOB, KOTOPbIM NPOBEAEHbI laHHbIe
uccnefoBaHuA.
Note.

*

— the number of patients who underwent these studies is indicated.

MpOBOAVMOCTb IIOTa OCTaBanach Bbimie 80 MMOJB/T,
9TO MOXXHO OOBSICHUTh BO3PAacTOM HalNeHTOB. PaHee
ObII0O 00OCHOBAHO IIOJIOKEHUE, YTO C BO3PACTOM ITOKa-
3aTe/y IOTOBOTO TECTa BbIIIE U Y B3POC/bIX MALMIEHTOB
noToBas Mpoba CHIDKAETCS XY>Ke, YeM Yy HeTeil, 0coOeH-
HO MJTaJIIero Bo3pacrta u fo 12 et [19].

[Toxaszarenu pecnupaTOpHON (QYHKIVM IO pe3yiib-
TaTaM CIMPOMETPUY, HOCTUTHYTbIe IV IPUMEHEHNUN
OPUTMHAJIBHOTO IIpelnapara, COXpPaHANIUCh B TedeHUe
90 mHelt Tepanuy reHEpUYECKMM IIperapaToM U COIJa-
CYIOTCA C TaKOBBIMM, IIPeACTaBICHHBIMM B IyOIMKa-
nuAX ¢ pesynbratamu uccneposanuit 111 dassr y meteit
¢ MB 6-18 ner [17, 18].

Tabaumua 5.

3dbdeKTUBHOCTb 1 Be30MaCHOCTL NPUMEHEHNS FEHEPUYECKOTO
npenapata usakaTop + TesakadTop + anekcakahTop 1 uBakadTop
B rpynne nogpocTtkoB 12-18 net (@25, Q75)

Table 5.

Efficacy and safety of using the generic drug ivacaftor + tezacaftor

+ elexacaftor and ivacaftor in the group of adolescents aged 12-18

years, (25, @75)

[ Mokasarens| _Crapr | 30 aweii | 90avei | p

Macca Tena, 49 49,25 51,5 Il; 1’2:[? []217 207
KT @805 @208 @69 H oy
' (152,3;1723) (153.3:172,3) (152,5;168,0) P+~

P, <0016
T 20,05 19,55 01 P
wx23  wsae  onng PE
2-3p
OMEN 96,25 %5 008 P
Ghmom)  (890;1048) (041038) (201070 P-Tpcn
-3
008, 97 99,5 999 Pl
B%nomk) (650;1099) (@451078) (@90;110) P02
2-37 1
Cuctonm- P, ,=0.565
10 110 noo P
yeckoe All, i . X p,;=0720
YT (100,0; 120,0) (100,0; 120,0) (100,0; 114,8) ]2_2=U,496
NvacTonm- p,=0,259
70 70 70,0 =2
yeckoe All, ; . X p,;=0,344
oo OET29) @078 (00795 HTyg
MpoBoau-
MOCTb NOTa, 65,5 73 _ =0.048
mvons/n  (560;768)  (56,5:813) P
(HaHopakT)
=0,738
17 17 17,0 p”_ '
Alenn 130,300 (140,275 (140,320 Prea0984
P =0513
p_=0176
22,5 20,5 21,0 =2
ACT, en/n ¥ ¥ X P,=0,005
(68250 168253 (65260 POYE
BunupybuH, 11,85 12,25 1,0 p1_zfg,212.2
memonsin 89173 04174 (79187 PeTo
p, =0,017

WccnenoBanue, nposefeHHoe B PP cpepy manueHToB
crapiie 18 jieT, IMokasaso, 4TO Ha Tepaluy reHepude-
CKUM IperapaToM uBakadrop + TezakadTop + smekca-
KadTop M MBakadTOp MOBBICM/INCH NOKasaTenn (QyHK-
U BHELIHero [bIXaHuA. AOCONTIOTHOE YBelMdeHue
O®B, na Busure 3 (6 mecsueB) cocraBuia 12,9 + 8,1%,
Me — 11,2 (11,2)% [15]. YacToTa neroyHsix 060CTpeHmnit
B MPOBEIEHHOM UCCTIeOBaHMNK OBIIa PENKON B KaXKIOM
BO3pAacTHOJ TpylIe, TaK KaK IAIVeHTbl NPUHVMAIN
pautensHo (Me 18,4 Mec.) TapreTHyto Tepanuio. Y 60ib-
muHcTBa nanueHToB HP orcyrcrBoBanm. IIpu ncnons-
30BaHMM OPUTMHATBHOTO Ipernapara (Ha cTapTe reHepu-
yeckoro npenapara) HP Obutn ierkumu u yMepeHHbIMI



Tabnuua 6.

JIdbdeKTMBHOCTL U HE30NACHOCTL NPUMEHEHNS FEHEPUYECKOTO
npenapara uakadTop + TesakadTop + anekcakahtop 1 uBakadTop
B rpynne 6-11 net (@25, A75)

Table 6.

Efficacy and safety of the generic drug ivacaftor + tezacaftor +
elexacaftor and ivacaftor in the 6—11 year group (@25, 075

-
2 | 3

Maccatena, 355 36 T
300;423)  (0%4kD (5040 Dy
Kr ( ) ( ) ) p2-3_0'009
0,010
S 1435 143,6 1130 P o0y
' 1370, 1479) (1385; 1494 (137;1510) D=y
( ) ( ) ( ) b o002
=0,098
T 1715 17,35 85 00
157,192 (158 194) (170;218 g
(57,152 (58194 (0218 ooy
OKET, % 9,0 975 o P
. @351078) (03;1145) (@9.6;110,0) D=y
LLOMKH ( ) ( ) ( ) p, =094k
0767
008, % 93,0 97,0 70 oo
momk.  (839;1065) (78,0;1095) (89.0;1050) DTy e
Pps=Y
ctom 1000 1000 RNy
’ n 5 . 1-3
o en GB0100 GOBTIOO (601100 pHoyng
' o o o -3
e ODT0D U0TOD 608700 iy,
MpoBoau-
MOCTb NoTa 67 62
: - 0,451
wvonbln  (59,0;74,0)  (58,;75,0) P04
(HaHopaKT)
p,~0,379
20 20 230 P
AJIT, En/n 0 p, .=0,115
' 160,370 (70290 (70380 D
(LE370) (78250 (70380 =27
p, ,=0,759
28 27 270 P
ACT, ea/n 0 p=0107
' 210,330 Q10310 (1,330 P2
( ) @310 ( ) o752
Bunvpy6us, 8 10 73 5]—{3’2%’
MMoJb/N (5,9; 12,8) (A,S; 12,7) (5,0; 10,0) 1_3=0'600
P,s=Y

(nuapes, 60mu B XMBOTE, YTOM/ISIEMOCTD, HapylLIeHUe
CHa, To/IoBHasA 6071b) y 28 manyeHToB (18,5%).
Tenepuuecknit mpemapatr mBakadTop + TezakapTop
+ oanekcakapTop M MBaKabTOp XOPOLIO MEPEHOCUIICS
B3POCTBIMU TManyeHTaMu. [lanmeHToB, MpeKpaTUBIINX
nedeHne no npuunHe passutua HP, He 6p110. Y 5 manm-
€HTOB BBISIB/IEHO YMepeHHOe IIOBBIIIeHNe OMMNpyOuHa,
y oByX — B codeTaHunu ¢ nosbrmennem AJIT, ACT c no-
Clepylolleil HopManusanyen 6e3 MpyMeHeHUs Tepalui.
Y 1 maumeHTa AMarHOCTUPOBaH cuHApoM JKunbbepa.
HP pacuenens! Kak KIMHNYECKN He3HAYMMBIE, He II0-
TpebOBaIOCh OTMEHBI VM CHUDKEHUS HO3bI Iperapara
uny GapMaKoIOTMYeCcKoil MOAAEPXKKU. Y 3 MalMeHTOB
B Hayajie IPMMeHeH! s TeHepuIecKoro Impemnapara oTMme-
Yajach KO>XKHas ChIIlb, Y OJHOTO — PACCTPOIICTBO CTyIIA.

ApxXuB neguaTpuy 1 feTcKoit xupyprunm Ne2 [3] 2025 roga @

Tabnuua 7.

XapakTepucTuka ocHoBHbix HP B Bo3pacTHbIx rpynnax 611 net (n =
55) u 12-18 net (n = 96) B TeyeHue 90 gHent

Table 7.

Characteristics of the main adverse reactions in the age groups 6-11
years (n =55) and 12-18 years (n = 96) over 90 days

Bonu B xuBoTe, n/% 6-11 1/1,81 0 1/1,81
12-18 3/313 0 2/2,08
[napes, n/% 6-11 1/1,81 0 0
12-18 3/3,13 0 1/1,04
Taxuxapaus, n/% 6-11 1/1,81 0 0
12-18 0 0 0
lonoBHas 601k, N/% 6-11 4[727 0 1/1,81
12-18 6/6,25 0 2/2,08
HapyLuenue cHa, n/% 6-11 0 0 1/1,81
12-18 2/2,08 1/1,04 1/1,04
Yctanoctb, n/% 6-11 2/3,63 0 1/1,81
12-18 3/3,13 0 1/1,04
KartapakTa, n/%* 6-11 0 NA* NA*
12-18 2/2,08 NA* NA*

lpuMeyaHme.

* — Ha 30-1 1 90-1 peHb AeTH He 0OCMaTPUBANUCL 0 TaNbMONO-
roM — o npoToKony obcneoBaHue o(TanbMOI0roM NPOBOANTCS
Kaxaple 6 MecsiLieB Tepanuu.

Note.

— on the 30th and 90th days, children were not examined by an
ophthalmologist. According to the protocol, an examination by an
ophthalmologist is carried out every six months of therapy.

*

VY 1 manueHTta otMevanach 303uHopunus o 8,4%, emie
y 1 manuenTa — CyXoCTb I71a3, KyIMPOBaHHbBIE CAMOCTO-
STENbHO U He paclieHeHHbIe KaK KIIMHIYECKY 3HaYMMbIe,
PV KOTOPBIX OTMEHBI M/IN CHIVKEHMA O3Bl IIpenapaTa
U HasHaYeHUs NOIOTHMUTEIbHONM Tepamumm Jas UX Ky-
nupoBaHuA He morpeboBanock. IlomydeHHBIE JaHHBIE
110 6€30I1aCHOCTY COOTBETCTBYIOT INTEPATyPHBIM MCTOY-
HIKaM 10 IIPVYMEHEHUI0 OPUTMHAIBHOTO IIperapara.

IIpoBemenHOE  McCeloBaHME  OTAMYAETCA  TEM,
YTO B3pOC/ble TMALMEHTbl B BBIMICNIPUBEJEHHOM NC-
CllelOBaHMM CTapTOBaJIM C TE€HEPUYIECKOro IIpemapa-
Ta, a TMAIVEHTHl HEeTCKOTO U IOAPOCTKOBOTO BO3pacTa
MAHHOTO MCCIeoBaHMs 6oree 12 MecsleB IOMydann
OpUTVHAIbHBIN Ipemapar. BeposATHO, comocTaBuMas
3¢ (eKTUBHOCTD IpemnaparoB B paMkax efguuoro MHH
U IPOJIOHIMPOBaHHAS Tepalysa OOYCIOBUIN XOPOLIYIO
MIePEeHOCUMOCTD TeHepMUYECKOTro IIpemnapara.

Ony6nukoBaHHble faHHbBle 1O OesomacHoctn CF-
TR-MORYNATOPOB HMOATBEPKAAIOT XOPOLIYIO HEepeHOCHU-
MOCTb TapreTHol Tepanun. Vccnegosanus B PO B pe-
QJIBHOJ K/IMHIYECKOI IIPaKTUKe 9TO IIOATBEPKAAIOT.

Ilo pesynbraTaM KAMHKMYeCKMX MccnemoBanmit III
¢daspl O IpUMeHeHNIO Iperapara MBakapTop + Te-
3akadrop + amekcakadrop u mBakadTop cOOOIIANTOCH
0 4acToTe NmoABIeHNs cbimn B 4-10,9% crmyyaes. Habmro-
JaJIUCh KO>KHBbIE peaKLMM B BUMIe METAaHOUVTAPHBIX He-
BYCOB, CBIIIV, SNN/IePMa/IbHOTO HEKPO/IN3a, yrpeit [21].

[ToBpexxeHne NeYeHN — MOTEeHIMATbHBIN TOOOYHBIN
apdexr mopynaropoB CFTR — ormeueH mocie Hadama
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HUM C PAJOM IIperapaToB, KOTOPbIe YCUINBAIOT TOKCHYe-
ckoe pericrBre CFTR-mMonyaTopos [18]. Yepes 3 mecanes
oT Hayasa Tepanuy renepudeckum CFTR-mopynaTopom
He OTMEYeHO 3HAUMMBbIX M3MEHEHMII B CBIBOPOTKE KPOBI
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