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Pe3iome

Bsedenue. B cBsi3u ¢ IIMPOKKMM pacIpoCTpaHEHUEM B JIeYeHU U MYKOBHMCIIMI03a ITperiapaToB TapreTHOM Tepanuu ¢ pa3IndIHbIMU
TOPTrOBBIMM HaMMEHOBAHUIMH BO3HMKAET HEOOXOMAMMOCTD KIMHUYECKOM OLIEHKH Pe3yJIbTaTOB JIeUeHU sl JaHHBIMU ITperapataMu 1
HX MIEPEHOCUMOCTH 1 6€30MacHOCTH B paMKaxX pyTUHHOW KIMHUYECKON MPaKTUKU.

Lleawv pabomui. TlpencraButhb onbIT Pecny6auku TatapcTaH B 3TMONATOreHETUYECKON Tepanuu penaparamu uBakadTop + tezakad-
Top + anekcakadTop U MBaKa®TOp MPU CMEHE TOPTOBOTO HAMMEHOBAHMSI B paMKaX OJHOT'0 MeXIyHapOIHOTO HEMaTeHTOBAHHOTO
HauMEHOBAaHMS y allMEHTOB JETCKOIO BO3pacTa ¢ JUarHO30M «MYyKOBHUCLIMI03», [TOKA3aTh KJIMHUYECKYI0 3 PEKTUBHOCTD JAHHOTO
mpenapara u ero 6e301macHOCTb.

3akawuenue. B TeueHure 2025 r. aTMONAaTOreHETUYECKY O Tepamnuio rpenaparom uBakadTop + tezakadrop + snekcakadTop v uBa-
KadTop nmoaydanu 80 yensoBek, B ToM uucie 12 nereii 1o 6 e, 19 — o1 6 10 12 et 1 46 — o1 12 10 18 net. CpeaHuii Bo3pacT MalueHTOB
Ha cTapTe Tepanuu coctaBuia 7,5 net. [Ipeo6naganu netu ¢ jerouHo-kumedHoit (E 84.8) — 78,3% u mpenMyIeCTBEHHO JIETOYHOI
(E 84.0) — 21,7% dopmamu 3a6osieBanus. Jlo MHULIMALIMY TApTreTHOW Tepalliy K TIPY 3aMeHe Ipernapara TpPoiHO! hUKCHpOBaHHOMN
KOMOMHAIIMY 103 B paMKaX OTHOTO MEXTYHapOIHOTO HelMaTeHTOBAHHOI'O HAMMEHOBAHU ST IIPOBOIMJIACH KOMILJIEKCHAST OLIEHKA
(GYHKIIMOHAJIbHBIX BO3MOXHOCTE! opraHu3mMa peoeHka. MOHUTOPUHT 6€30MacHOCTU U 3(h(HEeKTUBHOCTU JIEYEHU ST OCYIIECTBI S~
cs dyepe3 14 qHelt oT Havasia Teparuu, a Tak:ke dyepes 1, 3, 6 u 12 mecsieB. Ha ¢poHe mpoBoanMMOit TPEXKOMIOHEHTHOM TapreTHOM
Tepanuu OTMEUYaJuCh yJIydllleHUe NokKa3aTeaeil (pyHKIMYU BHEIIHETro AbiXxaHus (00bema (popcupOBaHHOIO BblIoXa 3a 1-10 CEKYHIY
1 opCcUpPOBaHHON KU3HEHHON eMKOCTH JIETKKX), MOJIOXKUTEIbHAsl TMHAMKUKa Beca M pocTa. [1py cMeHe JieKapCTBEeHHOT o Ipera-
paTa B IIpejieJiaX OJJHOIO MEeXIYHapOIHOTO HelaTeHTOBAHHOT'0 Ha3BaHU sl ITOKa3aTeIu (GYHKIIMKM BHEITHETO AbIXaHUST COXPAaHSITIMCh
Ha IOCTUTHYTOM YpOBHe. B TeueHue 6 MecsilieB HaOI0AeH 1S He ObIJI0 000CTPeHN I MyKOBUCIINI03a, TOTPEOOBaBIINX FOCITUTAIM3AIIM Y.
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Abstract

Background. Due to the widespread use of targeted therapy drugs with various trade names in the treatment of cystic fibrosis, there is a
need for a clinical evaluation of the results of treatment with these drugs and their tolerability and safety within the framework of routine
clinical practice.

Objective. The aim of the study was to present the experience of the Republic of Tatarstan in the etiopathogenetic therapy of ivacaftor +
tezacaftor + elexacaftor and ivacaftor with a change of trade name within the same international nonproprietary name in pediatric patients
diagnosed with cystic fibrosis, to demonstrate the clinical efficacy of this drug and its safety

Conclusion. During 2025, 80 patients received etiopathogenetic therapy with ivacaftor + tezacaftor + elexacaftor and ivacaftor, including
12 children under 6 years of age, 19 aged 6 to 12 years, and 46 patients aged 12 to 18 years. The average age of patients at the start
of therapy was 7.5 years. Patients with the pulmonary-intestinal form of the disease (E 84.8) prevailed — 78.3%, with a predominantly
pulmonary form (E 84.0) — 21.7%. Prior to the initiation of targeted therapy and when changing the drug to a triple fixed dose combination,
a comprehensive assessment of the functional capabilities of the child's body was carried out within the framework of one international
nonproprietary name. Monitoring of the safety and effectiveness of treatment was carried out 14 days after the start of therapy, 1 month
after, 3 months after, 6 months after, and 12 months after. Against the background of the three-component targeted therapy, patients
showed an improvement in respiratory function (FEV1 and FVC), positive weight and height dynamics. When changing the drug within
the same international nonproprietary name , the indicators of the function of external respiration remained at the achieved level. During
the 6 months of follow-up, there were no exacerbations of cystic fibrosis that required hospitalization.
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HacTosiee BpeMs B (peaepaib-

HoM peructpe Pecnyonuku Ta-

tapctaH (PT) 3apeructpupoBaHo

152 maumeHTa ¢ MyKOBUCIIUIO-

30M (MB), B TOM unciie 57 yeoBeK crapiie
18 net u 95 nereii.

MOHUTOPUHT 3¢(h(HEKTUBHOCTU U O€3-

OIMAaCHOCTHU 3TUOMATOreHETUYECKON

Tepanuu aeteil B TaTapcTaHe ocyliecT-

80

BiasieTcs B LleHTpe MyKoBUCIIMT03a
TocynapcTBEeHHOr0 aBTOHOMHOTO YU peX-
NeHUsT 3MpaBooOXpaHeHUsT «JleTckas pec-
MyOoIMKaHCKasi KIMHUYecKasi 60JbHULIAa»
MuHuctepcTBa 3apaBooxpaHeHus PT
(FAY3 IPKB Munsnpasa PT) Ha 6aze
ITYJIBMOHOJIOTMYECKOTO OTACICHMST, MOHHU-
TOPUHT MallMEHTOB cTapuie 18 et mpoBo-
nuTtcs Ha 6aze TAY 3 «PecniydimkaHckas

KJIMHUYecKast bosbHua» Munsnpasa PT
(PKBb MuHn3znpasa PT).

TIpemapatamu TapreTHOI TepaIrTuy Mary-
eHThI 10 19 et obecneynBaloTCs 32 CUET
doHIa MOAMEPKKH TeTEi C TIXKEIBIMKU
JKU3HEYTPOXKAOIIUMHU U XPOHUYECKUMU
3a00JIeBAaHUSIMU, B TOM YHCJIE PEIKUMK
(opdaHHBIMM) 3a005eBaHUsIMU, — «KpyT
nobpa». [Taumentam crapuie 19 et pac-
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XOJbl HA 3aKYNKY JaHHOTO Mpenapara
MOKPbIBAET pecnyOoIMKaHCKUI OI0IKeT
TaTtapcraHa.

[TpuMeHeHUe penapara TPEXKOMIIO-
HEHTHOIt TapreTHOI Tepanuu uBakadTop
+ te3akadTop + anekcakadTop 1 uBakad-
Top BJeueHuu MBy neteit B PT craprosa-
710 ¢ nexabpst 2021 1., koraa 6 yesroBeK ObLTH
o0ecrneyeHbl JTaHHBIM MTpenapaTom, 3aTeM
B 2022 1. mosy4yaTh TapreTHYIO Tepanuio
Hauanu 14 nereit, B 2023 r. — 41 yenoBexk,
B 2024 — 52 pedenka, u B 2025 . 80 nereit
ObI1M oOecrevyeHbl mpenapaToM uBakad-
TOp + Te3akadTop + snekcakadTop U MBa-
kadTop. Kpome Toro, B 2025 1. 4 pebeHka
MoJIy4yaJiu By XKOMITOHEHTHYIO Teparnuio
uBakadTop + 1ymakadTop.

B 2026 . 3anm1aHMpPOBaHO YBEJIUIUTh
oxBat obecrieyeH sl TapreTHOM Tepanuei
1o 90 yesnoBex.

B cBsI31 ¢ IMPOKUM pacnpoCTpaHEH -
eM BJiedeHUU M B nipenapaToB TapreTHoOM
Tepanuu [1] ¢ pa3IMYHBIMU TOPTOBBIMU
HanmeHoBaHUsIMU (TH) Bo3HMKaeT HE0O-
XOIIMMOCTb KJIMHUYECKOU OLIEHKU Pe3yib-
TaTOB JICYEHU sl TAHHBIMU MpernapaTaMu U X
MEePEHOCUMOCTH 1 6€30MaCHOCTH B paMKax
PYTUHHOM KJIMHUYECKON MPaKTUKH.

Llenbio naHHoI paboThI OLIJIO MpeacTa-
BUTb onibIT PT B aTHOMaTOreHeTUYECKOM
Teparnuu npenaparoM upakadrop + teza-
Kadrop + anekcakadrop u uBakapTop
npu cMeHe TH B paMKax ogfHOro MexX1y-
HapOIHOTO HEMaTEeHTOBAHHOTO Hau-
meHoBaHUs (MHH) y nenuatpuueckux
NalueHToB ¢ AuarHo3oM MB, moka3zaTb
KJIMHUYECKYI0 9 (HEKTUBHOCTD TaHHOTO
npernapara u ero 6e30macHOCTb.

XAPAKTEPUCTUKA NALUEHTOB,
MOAYYAIOLLUX TPOMHYIO TEPANUIO
B 2025 r. aTHOMaTOreHEeTUUECKYIO Tepa-
MU0 MpernapaToM nBakadTop + Tezakad-
TOp + 21eKcakadTOp U UBakadTOp Mmojy-
yasu 80 yesoBekK, B TOM uuciie 12 gereit
10 6 j1eT, 19 — ot 6 1o 12 et 46 — ot 12
1o 18 net. CpenHuii Bo3pacT MalMeHTOB
Ha cTapTe Tepaluu cocTaBu 7,5 JeT.
CornacHo Mex 1yHapoaHO# Kjtaccuguka-
1w 6onesHeii 10-ro nepecmorpa (MK B-10),
MaIMeHThl ObUTU pacipeesieHbl Ha 2 rpyTi-
MBI TPEUMYIIECTBEHHO JierouHasi (hoopma
(E 84.0) — 21,7% v nero4yHo-KUIIeYHa s
dopmMma (E 84.8) — 78,3%. B kK imHn4IeCcKOM
KapTUHE 3a00JIeBaHu s TTpeobiiafaia XpOHU-
YecKasl pecrupaTopHasi aToJIorksi: GPOHXO-
9KTa3bl Habmonanuch y 78,3% naiyeHToB,
XPOHUYECKWI PUHOCUHYCUT — y 84,6%, 13
Hux 12,5% neteil Moayduii XMpyprudeckoe

JIeYeH e TI0 TTOBOJY TTOJIMITO3HO-THOMHO-
ro MaHCUHYCUTA (13 HUX TTOBTOPHO ObLIN
npoornepupoBaHbl aBoe). OlieHKa GyHK-
LIMM BHEIITHETO IBIXaHU sl 10 MHAIIHALIU T
TapreTHOM Tepanuu 3achKcUpoBaja CHU-
>XeHue oobeMa HOPCUPOBAHHOIO BbIIOXA
3a I-10 cekynay (O®B,) B npenenax 80-41%
y 11 nereit (29,7%), noxaszatenn ODB,
MeHee 40% HabTIoIaIuCh y ABYX MallueH-
T0B (5,45%). Ha crapTte TapreTHoit Tepa-
muu 661710 2 (5,45%) pebeHKa ¢ LIUPpO30OM
neyeHu, 2 (5,45%) — ¢ caxapHbIM AMabEeTOM
1 OIMH PeOEHOK C BPOXKIEHHOI KaTapaKToM,
KOTOPBII OBLT IPOONEPUPOBaH B IPOLIECcCe
JICYCHU .

l'eHeTnyeckuii npoduab NalMEHTOB,
MOJIyJalolIuX TPOMHYIO Tepanulo, cjie-
NYIOIIUIA: TTpeo6IagaroT NeTH C TeHOTH-
noM F508del/F508del (32 yen.), Ha BTO-
poMm mecTe 1o yactote — F508del/E92K
(11 yen.), y ocTaqbHbIX OTMEUYAETCS coUe-
Tanue F508del ¢ npyrumMu MyTalusiMu —
F508del/c.1399C>T, F508del/394dellITT,
F508del/3894+10kbC>T, F508del/S66X,
F508del/I[1282R, F508del/CFTRdel2, 3,
F508del/K1158X, F508del/2184insA,
F508del/121kb.

B 2025 1., coryiacHO 3asiBOYHOU KOM-
maHuy hOHIA TTOMIEPXKKHU NETe C TsIKe-
JIBIMUY XU3HEYTPOXAIOIIMMK U XPOHU-
YeCKUMMU 3a00JIeBAaHUSIMU, B TOM YHCIIE
peakumu (opdaHHBIMU) 3a00JIEBaAHUSI-
Mu, — «Kpyr no6pa», mpou3soiiia cMeHa
Teparnuu B paMKaX OTHOTO MEXTyHapOI-
HOT'O HEMMaTeHTOBAHHOIO HAMMEHOBaH M ST
JleKkapCcTBEHHOro npenapara ¢ Tpukadra
Ha Tpunekca.

Ha 01.09.2025 r. npenapat TpoiiHOI
STUONATOreHETUYECKOM Teparn B pam-
kax MHH ¢ TH «Tpunekca» mojaydarooT
59 yesoBEK C pa3HBIMU CPOKAMMU CTap-
Ta Tepanuu. CTapToBaJv C IEPEBOIOM
Ha TH «Tpunekca» (tabaetku 100 mr +
50 mr + 75 mr u 150 mr) 52 mauuveHTa
u Ha TH «Tpunekca» (tadnetku 50 mr +
25 Mr + 37,5 Mr 1 75 MT) — IATEPO, a TAKXKe
yetBepo nepeseaeHbl Ha TH «Tpunekca»
¢ BOIHOM Tepanuu uBakadTtop + ayma-
kadTop (TH «Opkam6Ou»).

MOHUTOPUHT BE3ONACHOCTU
U 3OPPEKTUBHOCTU TEPANTUU
MoHuTOpUHT 6e30rmacHOCTU 1 3P dek-
TUBHOCTHU TpoiiHoOU Tepanuu (TH
«TpuxkadTar) Ha ee ctapTe B 2021-2024
I. y 52 maiMeHTOB MPOBOIMJICS A0 Haya-
Jla JleyeHusl, yepe3 14 mHeii moclie Hero u
nmanee yepes 1, 3, 6 m 12 mecstues. Ha 14-it
IIeHb C MOMEHTa cTapTa TPOMHOM Tepa-
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MUY ObIJIO OTMEYEHO MOBBIIIIEHUE AaMUHO-
TpaHcdepas y Tpex eteil (IBoe B BO3pacTe
oT 6 10 12 neT u oguH crapuie 12 yer).
B onuH 1 B Tpu Mecsitia OTMEUEHO TTOBbI-
IIeHe aMUHOTpaHchepas y IBYX Mmaliu-
€HTOB BO3PacTHOM I'pymITsl OT 6 10 12 JieT,
Yy KOTOPBIX B MPOIIECCe YCUIIEHU ST rerna-
TONPOTEKTOPHOM Teparuu mokasaTeaun
LIMTOJIM3a HOPMAJM30BaINCh K IIIECTOMY
MeCsIIy JIedeHUsT. Y OTHOro peGeHKa ceMu
JIeT 3aUKCUPOBAH MOIBEM apTEPUAIBHOTO
NaBJIEHU ST yepe3 6 Mec OT cTapTa Teparuu.

Kak Ob1710 OTMEUEHO BBIIIE, TPU OLIEHKE
ITPO3PavHOCTH XpyCTaanuKa Mepe crap-
TOM Teparnuu y OAHOIro pebeHKa ooHapy-
JK€Ha BpOXXIeHHas KatapakTa. BpaueOHoii
KOMMUCCHEl ObIIIO TPUHSITO PelieH e IMPo-
BOIUTD T€PAITUIO MO 60Jiee TIaTeTbHbIM
KOHTpoJieM o TabMoiora. JIluHaMuyeckoe
HabJIIoIeHUe TTOKa3ajao OTCYTCTBUE MPO-
rpeccupoBaHMs KaTapaKThl y TaHHOTO
nanueHTa. [1pu mpoBeneHM MOHUTOPUHTA
y OCTaJIbHBIX IeTeil Ha TAPreTHOM Teparuu
HapylIeHUs TPO3PavYHOCTH XpyCTaJIuKa
HE BBISIBIISIIIVCE.

DbdHeKTUBHOCTb TPOMHON Tepanuu
OIIEHMBAJIM IO YacTOTe 00OCTpeHU It
OGPOHXOJIETOYHOTO Tpoliecca, TMHAMUKE
MpuOaBKU Beca M POCTa, a TAKXKE MTaHHBIX
CIIUPOMETPU U, YPOBHIO MAHKPEATHYECKOM
3J1acTa3bl, XJOPUIOB MTOTA U MUKPOOHMO-
JIOTUYECKOMY TIeii3aKy MOKPOTHI.

Ha doHe TpoiiHoIt TapreTHoli Tepa-
MUY ITPOU3OIILIO IBYKPATHOE CHUXKEHME
4acTOThl 000CTPEHUST GPOHXOJIETOYHOTO
mpoliecca. YpoBeHb IMTaHKPeaTUIYeCKOM
3J1acTa3bl ocTaBajics 6e3 nnHaMuku. Yepes
6 MecsiIeB TocJie Hayaia TApreTHOM Tepa-
MUY TToKa3aTeJu GYHKIIMKU BHEITHETO
AbIxaHus Beipocnu: mo OPB,; (%) — ¢ 88,8
(26-139) no 94,6 (64,7-117), mo popcu-
POBaHHOI XXNU3HEHHON €eMKOCTH JIETKUX
(DXKE; %) — ¢ 90,47 (37,25-145,6) no 97,54
(81-107,3). ilmHamuKka Beca 3a 6 MecsILIeB
rpreMa rperapara rokasaJja MoJIOK U Te b-
HbIIl TPEeHI: cpenHuit Bec cocTaBua 35,8
Kr (14-56 k1) Ha cTtapTe 1 50 KT (42-58 KT)
Ha (hoHe IpreMa Iperapara.

CTONT OTMETHUTb, YTO Ha (hOHE TAPTeTHOM
Tepanuu y O0JbIIMHCTBA IETei MoKa3aTean
XJIOPUIOB NTOTa CHU3MJIMCH 0 HOPMAaTUB-
HBIX 3HAUeHU 1. 3a 6 MecsiIeB HaOTIOIeH U ST
MUKPOOMOJIOTUYECK I Meii3aX MOKPOTHI
BBITJISIZIE]T CJIEAYIOIUM 00pa3oM: METH-
LIMJUIMH-YYBCTBUTENbHBIN Staphylococcus
aureus (MSSA) BbiceBajics y ceMHaALIATU
neteit (45,9%) 1o Havyaja Tepanvu Uy IBa-
atv nByx (59,4%) — Ha doHe edeHus,
Pseudomonas aeruginosa — y TpuHaauaTu
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(35,1%) n BocbMu (21,6%), Achromobacter
xylosoxidans — y sttt (13,5%) v nByx (5,4%),
METHILMJIJIMH-PE3UCTEHTHBIN S. aureus
(MRSA) — y onnoro (2,7%) n 'y Hoss (0%),
OTCYTCTBHE BbICEBa B MOKPOTe HabI01a-
JIOCh Y OTHOTO pebeHKa (2,7%) v msiTh neTeit
(13,5%) cooTBETCTBEHHO.

Yucyo 000CTpeHU M, MOTpeOOBaBIINX
TOCITUTAINU3AIMHY JJIsI TPOBEACHUS BHY-
TPUBEHHOI aHTUOAKTepUATbHOU TepaInH,
K KOHILY IIePBOT0 I'ojia Teparmy CHU3UIOCh
10 0.

MoHuTtopuHT 3HeKTUBHOCTHU U 6€30-
MacHOCTH JieueHM s nBakadTop + Te3akad-
Top + aekcakabTop U MBaKadTOP Mmocie
CMEHBI Tepalnuu B pamkax oqtHoro MHH
¢ TH «Tpukadrta» Ha TH «Tpunekca»
B 2024-2025 rr. npoBoauicsd y 59 namueH-
TOB. CTOUT OTMETHUTh, UTO y ABYX JAeTeil
CMeHa Iperapara NpoMCcXoauaa Mo
aMOyJIaTOpHBIM HaboaeHueM. OlieHKa
(DyHKIIMM BHEIIHETO AbIXaHUST ITPOBEIeHA
Ha cTapTe Tepanuu y 40 mauueHToB, Mpu
ITWHAMWYIEeCKOM 0OCeoBaHU U Yepes
3 Mec TmoKaszaTeJn OKa3ajluch B HOpMe
y Bcex mmanueHToB. Ha ctapre Tepanuu
B TeUeHUeE MEePBBIX IBYX HElEb OTMeva-
JIOCh CHUXKEHUE Beca y TpexX MarueHTOB

u3 57. [IpyunHOI CHUXEHU S Beca y yKa-
3aHHBIX MAllUEHTOB SIBUJIUCH (PaKTOPHI,
He CBSI3aHHbIe ¢ JeueHueM. K MOoHUTO-
PMHTOBOMY CPOKY 3 Mecslia Bce malueH-
Thl HaOpau Bec. B TeueHnue 3 u 6 MecsiiieB
HaOJI0ICHU ST TAllTMEHTOB 00OCTPEHU I
MYKOBHUCIIM103a, TOTPeOOBABIIMX FOCITU-
Tajau3aluu, He oTMeyvasock. [1pu olieHKe
Ha cpoke 6 Mec CMEHBI Tepariy B paMKax
onHoro MHH y ogHoro nanueHTa ooHapy-
JKEHO TOYEYUHOE CHUKEHUE MPO3PAYHOCTU
XpycTajauka.

YacToTa BbISIBJICHHBIX HeXeTaTeIbHbIX
saenuit (HS) Ha dboHe TpoiiHOI Tepanuu
y nainmeHToB ¢ MB B PT npencrasieHa
B CPaBHUTEIbHOU Tabaue. OTMEHBI Tepa-
MUY KakK B EPBOii, TaK U BO BTOPOI rpyT-
e He ObLIO.

Kak BugHoO 13 TabauLbl, MPU cTApTe
3TUONATOTeHETUYECKOUW TPOMHOU Tepa-
nuu ¢ TH «Tpukadra» Haubosee yacThbl-
Mu cumntomamu HS Obinu ycuneHue
KallJjsi, yBeJMUYeHue KOJIMYECTBA MOKPO-
Thl U pUHOPES], KOTOPBIE B JajbHeH IIEM
KYMUpOBaJUCh. Takke y MATH NaLlUEHTOB
MOBBILIEHHE MEYEHOUHBIX TPOO Ha MEPBOM
Mecsile Teparnuu Ha oHe renaTonpo-
TEKTOPHOTO JIeYEHU 1 HOPMATU30BaI0OCh

TabauLa. CpaBHUTEAbHbIW aHaAU3 pe3yAbTaToOB MOHUTOPUHra 6esonacHocTu (HA) npu
TpoiHoM Tepanuu B pamkax oaoHoro MHH [rabauua coctaBaeHa aBTopamu] /
Comparative analysis of safety monitoring (ADR) results for triple therapy within
the framework of one INN [table compiled by the authors]

He)xenaTeAbHble N060uYHbIe ABAEHUA Tpukadprta | Tpunekca
BpoHxocnasm Het Het
YcuneHue Kalwas, yBeAndeHMe MOKpPOTbI, Pa3BUTUE PUHOPEU (B MepPBbIe 12 1
AHV Tepanuu)
Cy6debpuantet/amxopaaka 1 1
KpoBoxapkaHbe Het Het
MHeBMOTOpaKC Het Het
boau B xunBoTE 1 3
Avapes Het 1
3anop Het 1
MoBbILEHHAA YTOMASEMOCTb/BbIpaxeHHas cAabocTb 2 2
fonoBHas 60Ab 1 2
HapyleHus cHa Het 1
Aenpeccusa Het Het
Muanrus Het Het
Metpopparus Het Het
MoBblWeHWe amuHoTpaHcdepas 5
Taxukapaus 1
KoxHas cblinb 2
Apyrue HA: aptepuanbHasa runepreHaus (Ar), aHuedanonatisa Ha poHe 1 Het
AT (OTEK FOAOBHOrO MO3ra)
Apyrue HA: AT Het 1
Apyrue HA: BbinaaeHWsa BOAOC Het 2
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M He TOTpe6oBaio OTMEeHBI Tepanmuu. [1pu
cmeHe tepanuu Ha TH «Tpunekca» yka-
3aHHble H{ oTMevanuch 3HaYUTEIIBHO
pexe, ObIIM eNIMHUYHbIC cIydyaun 6osieit
B >KMBOTE U BBITIaJIEHU ST BOJIOC, KOTOPbIE
He TpeOoBaJIM OTMEHbI ITpernapara.

YV nmanueHToOB, IepeleaInmnx ¢ IBO-
HOIi Tepanuu uBakadTop + 1ymakadTop
(4 pebeHka B Bo3pacTe 6 JIET) Ha TPEXKOM-
TMOHEHTHBIH MpernapaT TapreTHOM Tepanuu
¢ TH «Tpunekca», HexxesnaTeabHbIX TOOOU-
HBIX peaKIMil He OTMEeYasoCh.

B HacTosee BpeMst 0(oOpMIESHHBIX
O0TKa30B IPU CMEHE Mpernapara B mpeaeaax
ogHoro MHH B PT Her.

Kaunuueckuii npumep Ne 1

Manpuuk I'., 16.01.2016 rona poxe-
nus, ctapt TH «Tpukadra» 22.02.2023 1.
JunarHo3s: «MB, cmerannast opma (E84.8).
XpoHuueckuiit OpoHXUT. MHOXECTBEHHbIE
OGPOHXO3KTAa3bl B JIETKUX IO BCEM ITOJISIM,
¢ 6oJiee BbIpaXKeHHBIMU U3MEHEHUSIMK
B HUXKHEI J0J1e cripaBa. ATeieKTas3bl B Jier-
KUX. AJUTeprudecKuii 6GpOHX0JIeTOYHBI it
acrmiepruJjjie3 B aHamHe3e. XpoHuJecKast
nbIxaTeabHasi HepocTaTouHoCcTh (XH)
2-1 creneHu. XpoHUYecKas nmaHkpea-
TUYecKasi HeOCTATOYHOCTD TSIKEI0M
cTeneHU. JIMCKUHE3M sl KeJTYeBbIBOI S -
WX MyTel 10 TUMIOTOHUYECKOMY TUITY.
XpoHuueckasi 0eJIKOBO-dHEpreTuyeckas
HEA0CTaTOYHOCTh 3-11 CTeNeHU CMelllaH-
HOU 3THOJ0rUU. MHOXECTBEHHbI Kapu-
ec. MUKpPOOMOJOTUYECKU I TUArHO3:
XpoHuyeckas uHbekuus Ps. aeruginosa.
Tenetuueckuii nuarnos: F508del/F508del».

MoHUTOPUHT 3(DHEKTUBHOCTU: YMEHb-
IIEHWe KOJMYEeCTBa MOKPOTHI, perpecc
XPOHMYECKOW MHTOKCUKAIIUU, ITprubda-
BUJI B Bece 1 KT, BEIpoc Ha 6 cM 3a 3 Mecsi-
na. CHUXeHue ypOBHS XJIOPUIOB MOTa
co 105 MMoJb/1 Ha cTapTe Tepanuu
110 39 MMOJIB/7T Yepe3 3 Mec Teparuu.

Ha am0OynaTtopHoM 3Tane y pedbeHka
MepUOANYECKU OTMEYATUCh FOJIOBHAS 00JIb
M pBOTa, apTepuanbHoe naBiaeHue (Al)
He KOHTposupoBaiu. [Ipu rocnuranuzanuu
B oTaenaeHuu nyiabmMoHosnoruu FAY3 JIPKb
Munsznpasa PT 04.07.2023 r. 3apukcupo-
BaH TMIIEPTOHUYECKU I KPU3 — TTOBBIIIIE-
Hue cuctemHuoro AJl mo 160/100 MM pr. cT.
Ha doHe runokanuemuu (1,6 MMoIIb/T),
MeTaboanyecKuit aiuao3. Tepanus (kam-
Torpu u (pypocemu) 6e3 apdekra, nepe-
BEllEH B peaHUMal[MOHHOE OT/AeJICHUE.
IIpoBeneHbl peHTITeHOBCKast KOMITIOTEpHAST
tomorpacdus (PKT) u MarHUTHO-pe3oHaHC-
Has Tomorpacdusi (MPT) ronoBHoro mo3sra —
NpU3HaKU ero oteka. Tepanus npernapa-
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Puc. Tokcuko-annepruueckan peakuus
Ha 9-1 AeHb TapreTHOMl Tepanuu
[npeaocTaBAeHO aBTOPpamMu] /
Toxic-allergic reaction on the 9th
day of receiving targeted therapy
[provided by the authors]

ToM ¢ TH «Tpukadra» npuoctaHoBieHa
B CBSI3U C TMArHO30M «THITePTEeH3MOHHAasI
sHuedhanonarus». [lanueHT Ob1T Nepe-
BeJleH B peaHMMaIlMOHHOE OTAeJICHHE.
Vity4diireHre COCTOSTHUST ITPOU3OIILI0 Yepe3
24 yaca (oOpaTHOE pa3BUTUE CUMIITOMATH-
KM OTeKa TOJIOBHOTO MO3Ta, HOpMaTu3aliust
AJl). Ctabunusalivsi COCTOSIHUS HACTY -
nax 07.07.2023 r. JleueHre BO30OHOBIIE-
HO B penyuupoBaHHol go3e ¢ 13.07.2023
no 18.07.2023 r., a 3aTeM MPOBOAMIIOCH B IMOJI-
HOM o0beMe (cTaHaapTHasi 1o3a) ¢ 19.07.2023
1. Kontpoab MPT u PKT ronosHoro mo3ra
B IMHAMUKE — ITPU3HAKY OTeKa TOJIOBHOTO
MO3ra Ky POBaINCh.

Ha doHe TpoliHoli aTHONaToreHeTuYe-
ckoit Trepanuu (TH «Tpukadra») orme-
yasinch HS B Buie BBIpaskeHHBIX KOXKHBIX
MPOSIBJICHU .

Kaunuuecrkuii npumep Ne 2

Hesouka d., 12.09.2008 roma poxkae-
HUs, ¢ nMarHo3oM: «M B, cmemanHas
dopma (E84.8)». [eHeTHUeCKMI1 1UATHO3:
KoMITayHI-retepo3urota F508del/S466.X.
Ha 2-it nen» npuema nekapctBa c TH
«TpukadTa» oTMeUaJCsd MOAbEM TeMIIe-
patypsl 10 39-40 °C no 4-ro nHs. Ha 7-i
NIeHb BO3HMKJIA CBITTb Ha JINIIE, 1liee, TPYIH,
KMBOTE, CIIMHE, pyKaX 1 Horax, 6e3 3yma.
IIpenapat 6611 BpeMeHHO oTMeHeH. Ha 8-
NeHb — PacIpOCTpaHEHHAs! 0YaroBO-CJIMB-
Has cbinib. [Toyyasia aHTUTUCTAMUHHBIE
npenaparsl, OpajJbHYIO peruapaTaluio.
Ha 9-10-i1 neHb perpecc BbICbITTAaHUMA.
Yepes Hemeno Tepars BO30OHOBIeHA

B IMOJJOBUHHOM 103€, ellle Yepe3 Heae 0 —
B MOJIHOM 103€.

Kaunuueckuii npumep Ne 3

Jlesouka B., 09.10.2013 roga poxaeHusl.
JlnarHo3s: «MB, cMemanHast hopma, Tsixke-
noe TeueHue (E84.8)». l'eneTnueckuii nua-
rHo3: reteposurota delF508/K1158X. Ha 9-ii
neHb npuema npemnapata ¢ TH «Tpukadra»
BO3HMKJIM BBICHITIAHWST B HEOOJIBIIIOM KOJIU-
YecTBe, YCUJIUBIIMECS K 00ey, Ha ClIenyIo-
MW IeHb HAa0JII01aJ1ach pacIpoOCTPaHeH-
Hast 04aroBO-CJMBHAs KPyITHONAIYyJIe3Hast
ChINb 0€3 3yna, BeIpakeHHast ci1abocTh,
TeMIiepaTypa He ToBbIIIaack. PaciieHeHa
KaK TOKCHUKO-aJIJlepruyeckast peakims
(pucyHok). [IpenapaT BpeMeHHO OTMEHU-
JIW, IPOBeicHa MapeHTepaabHast Teparust
XJIOPOTTMPAMUHOM U TTPEIHU30JIOHOM.
Ha done kynupoBaHMsI KOXKHOTO CHHIPOMaA
TepaIuio BO30OHOBWIIM B ITOJIOBUHHOM J103¢
C IMTOCTETNIEHHBIM TIEPEX0IOM Ha IMOJTHYIO.

Kaunuuecrkuii npumep No 4

Masnbuuk I, 21.08.2008 rona poxaeHus.
HuarHos: «MB, cMemanHas opma, TsiKe-
soe teueHue (E84.8). bpoHxoskTa3shbl cer-
MeHTa S5 mpaBoro Jerkoro. XpoHU4ecKuit
00cTpyKTUBHBII OpoHxuT. [IH 0-1 crene-
Hu. [TaHKpeaTnyeckast HEIOCTAaTOYHOCTh
TSIKEJION CTeNeHW. XPOHUYEeCKHIA TTOJTH-
TMO3HBII PUHOCUHYCUT (COCTOSTHUE TTOCTIe
NIBYCTOPOHHEI 9HIOCKOITMYECKOM MOJTH-
CUHYCOTOMMUH, yAaJieHWsI HOBOOOpa3oBa-
HUI TIOJIOCTY HOCA I OKOJIOHOCOBBIX TIa3yX
C IPUMEHEHWEM DHIO0CKOITMYECKOM TeX-
HUKU)». [eHeTnueckuii nuarHos: F508del/
S5466X(TGA). MukpoOroIoruMyecKuii mua-
THO3: XpOHUYeCKasi CHHeTHOMHast MHDeK-
uus ¢ 2009 rona. ConyTcTByIOLIMI AUa-
rHO3: cuHIpoM Kubbepa (reHeTuuecKu
TMOATBEPKJICH).

Hauan Ttepanuio npenapatom ¢ TH
«Tpunekca» 26.03.2025 r. (nmepexon ¢ TH
«Tpukadra» 6e3 nepepnipa). C 29.03.2025 .
OTMeYaJIoCh yBeJMUYEeHUEe 00beMa OTIesI-
€MOIf MOKPOTBI, B OCJIEAYIOIIEM COCTO-
STHUE CTaOMJIM3MPOBAJIOCh, KOJIMYECTBO
MOKpPOThI yMeHbIuaoch. C 29.03.2025 r.
MOSIBUJTUCH KOXXHBIE BHICHITIAHU ST, HEOOMJTb-
HbIe Ha KOHEYHOCTSIX, 63 3ya, POIIN
caMocCTosITeIbHO uepe3 3 nHs. Tepanus
TMPOIOJIKaeTCsT, peOEHOK HaXOIMTCs IO
HabmoneHreM. Ha 4-m Mec Tepanuu oTMe-
YaJiach CKJIOHHOCTD K 3aItopaM, ImojiyJa
JKEJTYETOHHYIO Teparnuio, MpoBOAMIACH
KOPPEKIIHsI MUTheBOro pexxnma. KoxHble
BBICBITIAHW I HE TTOBTOPSITUCH.

Kaunuueckuii npumep No 5

Jlesouka I1., 13.03.2013 roga poxae-
Hus. [uarnos: «MB, cMemianHas popma
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(E84.8). XpoHuueckuii nepopMupyrommit
6poHxuT. PopMUpyIOIIHEecs OPOHX0IKTA-
3bI B HUKHUX TOJISIX JIESTKUX C 00EUX CTO-
poH. XIH 0-1 crenenu. JIBycTopoHHU I
XPOHUYECKU Y THOMHBI PUHOCUHYCHUT.
XpoHuyeckas maHKpeaTuyeckasi Heao0-
CTaTOYHOCTH JIerKoil creneHu. JloxkHast
XOp/a JIeBoro xeaynouka. OTKII0YeHHbIii
JKEJIYHBIN My3bIph. [Iporpeccupytommuii
UIMOMATUYECKU I CKOJMO3 TPYAHOTO OT/e-
Jia TIO3BOHOYHMKa». [eHeTUYecKMii qua-
THO3: TOMO3UTOTa Ha ajfensix no F508del/
F508del. MUKpOOMOJOTMYECKU I AUATHO3:
WHTEPMUTTUPYIOIINI BbICeB Ps. aeruginosa.

DTuonaToreHeTUYecKast Teparms
uBakadrTop + nymakadrop 02.08.2022-
5.03.2023 1. (xJJ0pU bl MOTA OCTaBaJUCh HA
yposse 109-111 mmosib/1, cHuxeHnbl ODB,
u OXKEJ). B cBs13u ¢ Hea(h(HEeKTUBHOCTHIO
nepeBeeHa Ha 3TUOTNIAaTONeHETUYECKY IO
Teparnuio TPEXKOMIIOHEHTHBIM TTpernapa-
ToM uBakadTop + Tezakadrop + anekca-
kadrop v uBakadtop non TH «Tpukadrar
¢ 16.03.2023 o 20.02.2025 1. C 10-ro nHs
Teparnuy BO3HUKJIAa yMepeHHas TaxukKap-
nus B npeaenax 100 ynapos B MuH. B pocte
3a 6 mec mpubasua ¢ 150 1o 158 cMm (mtroc
8 cM), Ha (hOHE Yero MosiIBUJIOCh BbIpaXKeH-
HO€ MCKPUBJIEHME MO3BOHOYHMKA (MPO-
BelleHbI peHTreHorpadust OpraHoB I'PY/I-
HOU KJETKU U KOHCYJIbTAllWsI OPTOIena).
CHUBUIUCH TEMIN Bl MPUOABKU MaCChl
TeJia, BEC I0JITO iepXKaJjics Ha ypoBHe 48 KT.
B mapte 2024 r. B cBSI3U ¢ IpUCTYIIaMU
TOJIOBHOI 060J1M TTpOBEieHA KOHCYJIbTall W s
HeBpoiora. Jluarno3: «MHTpakpaHuaIbHast
TUTEPTEH3UsI C KPU3OBBIM TeUeHUEM?
Jle6roT MurpeHu?». Ilo HanpaBJIeHU O
HeBpoJora BeinojaHeHa MPT rojsoBHoro
MoO3ra — rpy0oii maToJIOTuK He BbISIBJIEHO.
JlaHbl peKOMEeHAL MU 110 JICYEH U0 U 1aJ1b-
Helimemy HabaoaeHu0. B mepuon Hab0-
neHust B nekaope 2023 r. mpou3oliio 060-
CTpeHue OPOHXUTA, MOIKJIIOUEeHa UHTa-
JISIIIMOHHAs aHTUOaKTepuaibHas Tepa-
nust TobpamuinHom. B ceHTsa6pe 2023 r.
u B Mapte 2024 1. 66111 000CTPEHU ST XPOHU-
YeCcKOro rHOMHOTr0 CUHYCUTa, TPOBOAUJIACH
WHTaJISIIIMOHHAS Teparms.

CwMeHa Tepanuu B pamkax onHoro MHH
uBakadTop + rezakaprop + aekcakapTop
u uBakadTop noa TH «Tpusekca» npousse-
neHa ¢ 21.02.2025 r. 2Kaio0bl Ha ycTaaocTh
U cJ1a0OCTh MOSIBUJIMCH paHEe Ha MOJIOBUH-
Hoii no3e TpukadThl (MpUeM Mo pelIeH U0
Mambl). Takke OTMeYaauch 6011 B XXKMBOTE
(KosronIMe, CUJIbHbIE) ¢ 1-TO AHS, KOTOpbIE
KYTIMPOBAJIUCh MTPUEMOM TabJIETOK APO-
TaBepUHa, TePUOINYECKU ITOBTOPSIIOTCSI.
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CTPAHUYKA NEAUATPA

IMpoBeneHa ¢pudporacTpoayoaeHOCKOIUSI:
ITOBEPXHOCTHBII FaCTPUT, OYJILOUT, TyO-
neHoracTpaJibHbIi pedittoke. [IpoBeneHa
KOHCYJIbTAIlMsI TaCTPOHTEPOJIOTa, TaHbl
peKxoMeHAauu. Y TeBOYKHU MOSTBUIUCH
>KaJ100bl Ha MEPUOANYECKYIO TOJTOBHYIO
60Jb. PaHee mosyyasa jgedeHue 1Mo MoBo-
ny murpeHu. Co CJI0B MaMbl, U3MEHUJICS
XapakTep 00JI1, SMU30IMIECKU COMTPOBO-
JKIAeTCsl pPBOTOM.

C 22-ro nHS pueMa OrsiTh OTMEeUYaloTCsl
anu3o0abl Taxukapauu a0 90-100 ynrapos
B MUH, TIPOXOMISIT CAMOCTOSITEJILHO, 4 BITH-
3ona noabeMa AJl 1o 142/84 MM pT. CT.
Ilo cortacoBaHWIO ¢ MaMOIi 3THOMATOre-
HETUYECKYIO Teparuio OTMEHHUJIM Ha Hele-
o — 6e3 acdekTa. 3a 6 Mec Tepanuu Mpu-
OaBuia B Bece 4 KT (Macca Tesia — 52 Kr), pocT
164 cM (+6 cm). [TpoBeneHbI 0OCaeIOBAHMS:
CyTOYHOe MOHUTOpUpoBaHue AJl oT
02.06.2025 1. — runiepToHMYecKast Harpy3ka
He BBISIBJICHA; XOJITEPOBCKOE MOHUTOPHUPO-
BaHUE 2JICKTPOKAPINO-TPAMMBI — CHHYCO-
BBIIf PUTM, YaCTOTa CEPIACYHBIX COKpaIlle-
HUI — cpenHsisl fHeM coctaBuia 114 yna-
POB B MUH, IIMPKATHBI MHIEKC YCUIIEH —
1,54, aTpUOBEHTPUKYJISIDHOE TTPOBEEHUE
B HopMe. HakemymoukoBasi 9KCTpacucTo-
st — 65 anm30m0B B ¢yT. CHHOATpHUaIbHAS
O0Jokana 2-il cTeneHu, MaKCMMaJjbHas
maysa — 1,2 cex. QTc cpennmii — 0,426 cexk,
NaHHBIX 32 yiJanHeHue QT-uHTepBasa HeT.
TTo pe3ynbratam axoKaparorpadu CernrTaib-
HBIX ¥ KJIalTaHHBIX TTOPOKOB HE BBISIBJICHO,
KaMepbl cep/Iliia He paclIupeHbl, HOPMO-
KWHEe3, TPU3HAKOB JIETOYHOI TUTTEPTEH3U U
HeT. [IpOKOHCYIBTHPOBaHa KapanoJIOroM
05.06.2025 r. Ha3HaueH nBabpaarHa TMIpOX-
sopua. CIMpoMeTpusI C TOJTOXKUTETbHOM
nuHamMuKkoit — ot 20.02.2025 r.: ®XKEJT —
2,51 (72,61%), ODB; — 1,68 11 (57,5%);
ot 20.08.2025 r.: ®XKEJ — 2,90 1 (90%),
ODB, —2,47 11 (87%).

B HacTosinee BpeMst Tepanus Npo-
IOJIXKAeTCsl, MJIaHUPyeTCs dalbHelnee
HabJIoIeHre 3a peOEHKOM.

Kaunuueckuii npumep No 6

Manbuuk X., 27.05.2013 rona poxxaeHusI.
[uarHos: «M B, nerouyHo-kuieyHas popma
(E84.8). XpoHuueckuit nehopMupyrommi
opouxut. X/IH 1-ii crenenu. XpoHUYeCcKuit
TTOJIUTIO3HBI PUHOCUHYCUT. XpOHUYECKAast
MaHKpeaTnyecKast HeIOCTaTOUHOCTb TSIKe-
Jioit crenieHU. OcTpasi 6eJIKOBO-2HEPreTH-
YyecKast HeIOCTaTOYHOCTb JIETKOM CTeNeH!
TsiKecTH. HapylieHue muineBoro mose-
neHusi». MUKPOOUOJIOTUYECKH A nra-
THO3: XpPOHUYECKU I BbiceB Ps. aeruginosa;
Achromobacter xylosoxidans — B 2018 r., ¢ 2022
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rojia TOBTOPHO; HETYOEPKYJIe3HBIM MUKO-
0akTepros, 00ycioBiIeHHbI Mycobacterium
abscessus (BbiceB HaOmogaeTcst U B 2025 1.).
I'enetnyeckuit nuarnos: mytauus F508del/
F508del. TlaToreHetnyeckasi Tepanus —
uBakadTop + nymakadrtop (c 12.05.2022
no 14.05.2022 r.), obopMaeHO u3Belie-
Hue o pa3Butuu H ¢ perucrpanueit
B Poc3npaBHan3ope, MpoBeieH KOHCUITUYM
C TIPEICTaBUTEISIMU (heliepalIbHOTO IIEHTPA,
MPUHSITO pellieHre 06 OTMeHe Ipernapara
U TIepexojie Ha TPOMHYIO TapreTHYIO Tepa-
nuio nuBakabTop + TezakadTop + saekca-
kadTop 1 uBakadTop ¢ 7.12.2022 r. CmeHa
nperapara TpPOMHOM Tepanuu B paMKax
onHoro MHH — ¢ 17.02.2025. Tlepen cTap-
TOM Tepaliu 1 Ha hOHe CMEHBI ITpernapara
MPOBEIEHbI O TATEMOJIOTMYECKIE OCMOTPBI
(marosioruu He BbIsiBJIeHO). OcMOTp oTasb-
MoJiora yepe3 6 Mec IocJie CMEHbBI Teparuu
B pamkax onHoro MHH ot 13.08.2025 r.:
OS — ToyeuHOE MOMYTHEHME XpyCcTaauKa.
B HacTosiiee BpeMsi peGeHOK MTPOI0IKaeT
Teparnuio.

BbIBOAbDbI

PesynbTaThl MOHUTOpPUHTA 3 Dek-
TUBHOCTHU U 6€30MaCHOCTU TapreTHOU
Tepanuu y neteit ¢ MB B Pecniyonuke
TartapcTaH, mojsiyyaBIIKX TPOUHYIO Tepa-
nuio uBakadTop + Te3akadrop + saekca-
kadTop ¥ uBakahTOp MoKa3ajau XOpolyo
MEePEHOCUMOCTb U TPUEMJIEM bl TPODUITb
6e3onacHocTu. Ha poHe nmpuema naHHOTO
npernaparay aeteit orMe4yaeTcs MoBbIllIe-
Hue HYHKIIMOHAJIbHbIX BO3MOXHOCTEN,
pacTeT (hyHKIIMOHAJNIbHASI PE3UCTEHT-
HOCTb OpraHM3Ma M yJy4lllaeTcsl KayecTBO
ku3HU. [Ipu cMeHe JieKapCTBEHHOTO Mpe-
napata B npeaeiax onHoro MHH noctur-
HYTbIe KJIMHUYecKUe 3(PHeKTh TpoitHOM
Teparnuu COXPaHsJIUCh, CIIEKTP U CTENEHb
TskecTu HS Ob11M conoctaBUMBbl, OTME-
YyeHa TeHAEHIIUS K CHUXKEHU IO YaCTOThI
nexoropsix H4. JIB

JTnueckan JKCnepTUu3sa:

AaHHOe UCCcAeAOBaHME NPOBOAWMAOCH B COOT-
BETCTBMK C NPpUHLMNAMN XeAbCUHKCKOM AEKAa-
pauum BceM1pHOM MeAULMHCKONM accoumaLmu.
Yy KaXAOro naumMeHta noAy4yeHo nMcbMeHHoe
MHPOPMUPOBAHHOE COrAacHe Ha yyactue
B UCCAEAOBAHMMU.

Ethical expertise:

This study was conducted in accordance with
the principles of the Declaration of Helsinki
of the World Medical Association. Each
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