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UHdopmaums / Information

MpopbIBHbIE TEXHONOIMU CTaNM AOCTYNHLIMA NaLMeHTaM
C MYKOBUCLMA,030M

ExxerogHo B Poccun poxxpaetcsi okono 150-200 601bHbIX MyKOBUCLMA030M! — TSHKENbIM XXU3HeYyrpoxXkalowmM 3abone-
BaHMEM, NOPAXKaloLUM MOYTH BCe OpraHbl YenoBeka. Ho MeauuuHa He CTOMT Ha MecTe, N03BONSASA NaLMEHTaM NOBbIWATbL
KQuecTBO U NPOAO/KUTENIbHOCTD XM3HU. CaMblit 60/1bLLOI CKauOK GblN1 CAENAH C NOSIBIEGHMEM TApreTHOI Tepanuu, BHec-
eii OrpoMHbIi BKNaA, B ynydLeHUe KIMHUYECKUX McXxoaoB. Ee ponb u noseneHne HoBbIX, 3P eKTUBHBIX, 6e30nacHbIX
1 6onee AOCTYNHbIX NPENapaToB AN eYeHus 3ToM rpynnbl 60bHbIX 06CyAUNU BeayluMe poCCMIMCKME BpauK, NPUHAB-
WiMe yyactue B cuMnosuyMme «TapreTHas Tepanus MyKoBUCLIMA03a», KOTOPbIN cocTosncs B pamkax XXXV HaunoHanbHoro
KOHrpecca no 601e3HAM OpraHoB AbIXaHUS.

Breakthrough technologies have become available
to patients with cystic fibrosis

In Russia, approximately 150-200 people are born every day with cystic fibrosis?, a severe, life-threatening disease that
causes damage to almost every human organ. But the field of medicine is constantly evolving, which as a result allows
patients to raise their quality of life and life expectancy. The advent of targeted therapy presented an opportunity for
the greatest advances, which have made a significant contribution to improving clinical outcomes. Its role and the
emergence of new, effective, safe, and more affordable drugs for the treatment of this group of patients were discussed
by the leading Russian doctors who participated in the symposium “Targeted Therapy for Cystic Fibrosis”, which was
held as part of the XXXV National Congress on Respiratory Diseases.

TpoiHaa cxema TapreTHOM Tepanuu — peBoNLMS ¢ poknapom «CoBpemMeHHas reHepaumns CFTR-mopynatopos
B JIeYEHUU MYKOBUCLMA03a npu MykoBucumaose». OH coobumn, uto cerogHs Poccms Ha-

OTtkpbin cumnosunym Cepreit Hukonaesuu Aspees, fypek- XO4MTCSA Ha 9-M MecTe B MMpe MO KOAMYECTBY 3aperncrpu-
TOp KJAMHMKM NYNbMOHOMOMMU U PecnMpaTOpHON MeauLMHbI pOBaHHbIX MALMEHTOB C MyKoBMcLMAo30M. bonee 4 300 poc-
CeyeHOBCKOro YHMBEPCUTETA, MABHbIA BHEWTATHbIM My/b- CMEH CTpafalT 3TMM 3ab60NeBaHMEM, CAMbIM TXKENbIM
MOHOJIOT MMH3rD~paBa POCCMMr dKafaeMuk PAH: BblCTyI'IVIBLIJMVI * https://mukoviscidoz.org/mukovistsidoz-v-rossii.htmlL.
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NposiBNEHMEM KOTOPOro Kak y AeTel, Tak
1, 0COBEHHO, y B3pOC/bIX ABNSETCS Mopa-
XeHue nerkux. BUHoi ToMy — HapyLeHue
dyHKkunn CFTR-kaHana, uam T. H. XJIOPHOTO
KaHana. [pn MykoBucumao3e 31a GyHKLUMS
MOXET ObITb MONHOCTbIO HapyLleHa nMbo
CHWXKeHa. B pe3ynbtaTe HapywaeTcs GyHK-
LM 3K30KPUHHbIX Xenes, obpasyeTcs ry-
CTas BA3Kas Cu3b. B fanbHelweM HaumnHa-
eTCca MexaHuyeckas obTypauus, Hanpumep,
NpocCBeTa AbIXaTeNbHbIX MyTel, BOoCnane-
HWe, KONIOHM3aLMsS MUKPOOPraHn3MaMm
M NOBPEeXAAeTCs CTPYKTypa TKaHew.

Ha cerogHAWHUN OEHb BblAENEHO
6 OCHOBHbIX K1ACCOB reHeTUYECKUX BapU-
aHTOB MOJIOMKU TpaHCMeMbpaHHOro pe-
rynatopa mykosucumaosa (CFTR) B 3aBu-
CMMOCTH OT BAMSHMA Ha dyHKUuMio 6enka. K npumepy, 6enok
He LOCTaBNSETCS K MOBEPXHOCTHbIM MeMbpaHaM, KaHan He
byHKUMOHMPYET U T. 4. B 3aBMCMMOCTM OT Knacca ocyLiecT-
BAseTCca noabop Tepanuu.

Hanbonee cnoxkHon 3agavent SBNSETCS NeYeHMe nauu-
eHTOB C MyTaumel 1-ro knacca. «Y Hac Ha CerogHsa noka Het
npenapaToBs, KOTOpble NO3BONSHOT KoppekTupoBaTb CFTR-6e-
NOK UMEHHO Y MALMEHTOB 3TOrO KNaccay, — COOBLWMA yYeHbIN.

Mexay TeM MefMLUMHCKas HayKa pa3BMBAETCS U HA CEroj-
HSALWHWIA OeHb AOCTUIHYTbI CEPbe3Hble MO3UTUBHbIE Pe3Yb-
TaTbl B 6opbbe ¢ mykosucumposzom. Akagemuk C.H. ABnees
noApobHO OCTAHOBMICA HA JOCTUXKEHUAX MEAUKAMEHTO3HOW
Tepanuu, OTMETMB, YTO B 3TOM 06nacTM Bbin NpoaenaH 60nb-
WOM NyTb, HAYMHAS C NOSBNEHWNS DEPMEHTOB MOAXKENY0M-
HoM >xene3bl B 1872 . MNocnegHnM pgoctmkeHneM B 6opbbe
C MYKOBMCLML030M SBASETCS Tepanus MOAYNsTopamu, Bae-
[EeHHas B KNMHUYECKYH nNpakTuky B 2012 .

MopyngaTopbl — HOBbIM KNacc NpenapaTos ANs fleyeHus
MyKoBMcLMA03a. OHM Noapa3fenstoTcs Ha NOTEHLMATOPbI
M KOPPEKTOPbI U MOTYT 6bITb OAHO-ABYX-TPEXKOMMOHEHTHbLIMM.

Mogaynsatopbl CFTR HaueneHbl Ha 0CHOBHOM AedekT 6en-
ka. B Hopme CFTR mpucyTcTBYEeT Ha NOBEPXHOCTM 3NUTENU-
anbHbIX KNETOK, Fie OH TPaHCMOPTUPYET MOHbI xnopuaa. MNpwm
MYKOBUCLMAO03E NMPOUCXOANT CHUXKEHUE KONMYeCTBa U/mnu
dyHKkumn 6enka CFTR Ha NoBepXHOCTU KNeToK (Hanpumep,
myTaums F508del CFTR), uto npMBOAMT K NOTepe TpaHCNopTa
XN0PUA0B U, KaK CNefCcTBUE, K Pa3BUTUIO MyKOBMCLMAO03a. [o-
TeHuwmatopsl CFTR ycunueatot pyHkumo CFTR Ha noBepxHo-
CTW KNEeTKM, TOrAa Kak KoppekTopbl goctasnsatot 6onbwe CFTR
K MOBEPXHOCTM 3MUTENNANBHbBIX KNETOK.

Mo cnoeam Cepres Hukonaeenua ABaeesa, B HacTosLee
BPEMS B MUpE 3aperucTpMpoBaHoO M NpUMeHsoTcs 5 npe-
napaToB 3TOro knacca, B P® 3apeructpupoBaHo 2 Momyns-
Topa. [lepBas ycnewHas Tepanus MogynsatopamMu — 3To Te-
panus MBakadTOPOM, KOTOPbLIM NEeYUT OCHOBHYK MPUYUHY
MYKOBMCLMAO3a Y NaLMEHTOB B BO3pacTe OT 1 Mec. C renTuHr-
MyTauMaMK, OCTaTO4HOM dyHKuMen n Mytaumamm R117H
B reHe CFTR. Mytaumun R117H, kak n G551D, asngatotcsa Hawm-
bonee pacnpoCTpaHeHHbIMU TEATUHIOBBIMU MYTaLMUAMMU
CFTR. Kak oTMeTuUn y4yeHbli, HAAMYMUSA FTEMTUHTOBbIX MyTa-
unin CFTR Ha noBepxHOCTM A0CTATOYHO, YTOObI MBaKadTOp
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Cepeeli Hukonaesuy Asdees

MO 0eMCTBOBaTb CaMOCTOATENbHO. Ero 3¢-
($heKTUBHOCTb MOLATBEPAMIO MPOBEAEH-
Hoe B 2011 r. KNMMHKMYECKOEe UCCnenoBa-
HWe C yyactnem 167 naumeHToB, KOTOpble
nony4yanu npenapat B TedyeHue roga. Ot-
Meyanocb CyUWecTBEHHOE yyyleHne mx
COCTOSIHMS MO MHOMMM napameTpam. Ynyu-
lmnack GYHKUMS ObIXaHUS, CTAaNo MeHblle
060CTpEHUI, NOBLICUIOCH KAYECTBO XKM3-
HW, HabNAANOCH YNYYLEeHWE NUTATENIbHO-
ro CTaTyca, T. €. NOBbILWEHME BECA BOMbHBbIX.
Taknum 06pasoMm, Obl1 NONYYEH 3HAYUTENb-
HbI NONOXUTENbHbIN 3D deKT, 0AHAKO,
KakK OKa3anocb, TONbKO OYeHb HEHOSbLUIOM
[one nauMeHToB NokasaHa AaHHag Tepa-
nus. Nanee 6bl1v NpoBeaeHbl UCCNeno-
BaHMWS [BYXKOMMOHEHTHbIX MOLYNSTOPOB,
3bbEeKTUBHOCTb KOTOPbIX OKa3anacb HEBbLICOKOM. [10 3ToM Npu-
YMHe OHM He 0c060 BOCTPeHOBAHbI B KTMHWUYECKONM NPaKTUKE.

HacTosuwmMM npopbIBOM CTano MOSIBNEHWE TPEXKOMMO-
HEeHTHOro npenaparta - MBakabTop + TesakadTop + anekca-
KadTop, KOTOPbIA Ha CEroAHAWHMIA AeHb UMeeT caMmoe 60/b-
lWoe 3HaYeHWe B MUpPe AN UCNONb30BAHUS Y NALMEHTOB
C MYKOBMCLMA030M. [laHHas TPEXKOMMNOHEHTHAs Tepanus 3¢-
(heKTMBHa Yy 3HaUUTeNbHOM Aonn naumeHToB (8o 90%). Tpex-
KOMMOHEHTHbIW MOAYNATOP NIEYUT OCHOBHYIO NMPUYUHY MY-
KOBMCLMA03a Y NALMEHTOB C 2 J1eT, UMeLWMX XOTs Obl OAHY
myTaumto F508del. «Bnepsbie okono 6 000 naumeHToB C 04-
HOW MyTauueh MUHUMANbHOW QYHKLMM M OOHOM MyTauMen
F508del nonyunnu nekapcrtBo ONs NeYeHUs OCHOBHOM Mpwu-
YnHbI UX 3abonesaHna», — otmetTun akagemuk C.H. ABoees.

CornacHo AaHHbIM poccuiickoro peructpa, F508del - ca-
Mas yactas Mytaumsa B PMO. Ho cutyaums no perMoHam o4eHb
pasHuTca. Tak, camblii 6onbluoi nokasatens (56,1%) otmeyeH
B CeBepo-3anaaHoM dpeaepanbHOM OKpyre, Toraa Kak, Ha-
npumep, B CeBepo-KaekazckoM MO HaCYMTbIBAETCS TObKO
21,4% Takux 6onbHbIX. To ectb novt 80% OOMbHLIX UMEHOT
npyrve mytaumu. [o3ToMy faneko He BCe NauMeHTbl C MYKO-
BMCLMAO030M SBASIOTCS KaHAMAATAMM HA Tepanuio MOAyNs-
TOpaMM WK Ha T. H. TapreTHyt Tepanuio. Ho TeM He MeHee
60NbWMHCTBO MOrYT NOAYYaTb NpenapaTt MBakadTop + Tesa-
KadTop + anekcakadTop.

YyeHbllii Ha3Ban HecnpeueneHTHbIMKU pe3ynbTaThl UCC/e-
[oBaHMS Ha koropTe 13 400 nauneHToB, C KOTOPOro Havanach
3roxa Ha3HayeHWs AaHHOro npenapata. bbina npoaeMoHcTpU-
poBaHa HebblBaso BbICOKAs 3PHEKTUBHOCTb Tepanuu y na-
LMEHTOB C MYKOBMCLMA030M. BbICTpO ynyywanack GyHKLMS
[ibIXaHus (06beM (OPCHPOBAHHOIO BbILOXA 33 NEPBYIO CEKYH-
oy (O®B1) ysennumsancs 6onee yem Ha 10%, B cpegHeM Ha
14-15%), konnuectBo 060CTpeHMIA YyMeHbLIMAOCH Bonee yeM
Ha 50%, a KOHLEHTpaLMS X10pPUA0B NOTa CHU3UNACL NpUBN-
3uUTenbHO Ha 45 Mmonb/n. Mpu 3TOM y 4aCTW NaLMEHTOB Npo-
MCXOOMNA NPaKTMYECKM NOAHAs HOPManu3aumsa nokasartenen
MOTOBOrO TecTa (LOCTUIHYTa KOHLEHTPaLUMsa X10pMAa0B nota
okono 30 mMmonb/n). Kpome Toro, cerogHs ectb AaHHble, CBU-
fLeTenbcTBytolwme 06 oyeHb cToMkoM 3ddekTe 3TOro npena-
pata. 06 3TOM roBopsT pe3ynsTaTthl pacluMpeHHoro Habawae-
Hus 3a 6onee yeM 500 naumeHTamm Ha npoTskeHun 192 Hep,



MccnepoBaHme Nokasano, YTo CHUXKEeHME KOHLEHTpaLMK X10-
pvaoB noTa BbICTPO LOCTUranoch B NepBble AHW MOCAe Npu-
MEeHeHWs npenapata U COXPaHSIOCh B TEYEHWE BCEro 3TOoro
BpeMeHW. AHanornyHas cutyaums Habnwganacs U ¢ ynyyuwe-
HueM dyHKUMKM ObixaHus. [Mocne BbICTPOro ynyyLeHns noka-
3atenb OMB1 octaBancs cTabunbHO BbICOKMM Ha MPOTSXKEHUM
BCEro BpeEMeHu npuema npenapara. bbinn nposeneHsl U Apy-
rme ncciefoBaHMs, MOKa3aBLUMe, 4TO Tepanus MoaynsTopaMm
No3BONSET U3MEHWUTb BYKBANbHO BCE XM3HEHHbIE DYHKLMM
y naumeHTa ¢ MyKoBMCLMA030M. B 4acTHOCTU, OHa OKasbiBaeT
MONOXWUTENbHOE BUSAHME HA MHDEKLMIO AbIXATENbHbIX NyTEN.
«KoHe4yHo, MoayngTop — 3TO0 He aHTMbaKTepuanbHbIi Npena-
paT 1 He cnefyeT 0XWAaTb NOMHOW 3pagnKaLuMnm MUKpPOOP-
raHusmosB, — ytounun Cepreit Hukonaesuy Aenees. — TeM He
MeHee BbISIBNEHO LOCTOBEPHOE YMeHblUueHWe BakTepuanbHoi
Harpysku (S.aureus, P. aeruginosa, S. maltophilia), a y HekoTo-
PbiX MALMEHTOB Aaxe NPOM30LLNa NPakTMYeCcKU NoaHas 3pa-
OMKaums Bo3byauTenemns.

KpoMe Toro, ynyyLatoTcs T. H. CUrHasbHble CoBbITUS UK Me-
POMPUATUS, YCIOKHAOLLME XXM3Hb MALMEHTOB C MYKOBMCLIMAO-
30M: Ha3HaYeHWe AIUTENbHON KMCIOPOAOoTePanum, HEMHBA3MB-
HOW BEHTUNALMM NETKMX, SHTEPANbHOIO NUTaHMs. [puMeHeHne
MOAYNSTOPOB NMO3BOASET HAa NOPSAOK CHU3UTb HEO6X0AMMOCTb
Ha3HaYeHMs AaHHbIX Npoueayp. bbin oTMeyeH elle oouH 3ame-
yaTenbHbIl 3MhEKT, KacaroWwmiics NOTPeOHOCTU B TpaHCMNNaH-
Taumu nerkmx. Tak, cornacHo peructpy CLUA, HaumHas ¢ 2020 r.
MPOMCXOAMT 3HAUMMOE COKPALLEHME YMCNA TpaHCNAAHTALMIA.
N ecnn Ha NpoOTSXKEHMM MHOMMX NIeT Nokasatenu notpebHo-
CTelt TpaHCMaHTaUMK cpeay 60NbHbIX C MyKOBUCLMA030M CO-
crasnanm ot 12 no 10%, o nocne 2020 r. HabAAAETCH CHUXKE-
Hue B 10 pa3 - ao 2-1%. Hy 1 HakoHel, 0TMeYeHbl MO3UTUBHbIE
CTPYKTYpHble U3MEHEHMS B Nerknx 60MbHbIX, a Y psaa naumueH-
TOB HPOHX03KTa3bl MCHE3AKOT MOMHOCTBIO. B YacTHOCTU, COrnacHo
pe3y/bTaTaM KOropTHOro MCCnefoBaHms € ydactmeM 50 nauu-
€HTOB, KOTOPbIE NOAYYaM MOAYNSTOPbI B Te4EHWE OLHOrO roAa,
36% umMnMHApUYECckMX BPOHX03KTa30B NOABEPIIMCHL 0OPATHO-
MY Pa3BUTUIO, HTO CTaNI0 HEOXKMAAHHOCTBIO A1 MYbMOHOJONOB.
M koHeYHo, 60MbLIONM NpOrpecc OTMEYEH B OXMAAEMONM NPOAoS-
YKUTENBHOCTM 3KM3HM Y BONbHbIX, MOMYYAIOLLMX Tepanu0 MOayNS-
TOpaMMu. Tak, COMNMACHO aMepUKaHCKOMY MPOrHO3Y, CEroAHs 3T0T
nokasartenb npesbiwaeT 60 net. HekoTopble Apyrue uccienoBa-
HUWS FOBOPST 06 OXXMAAEMOM NMPOLOMKUTENb-
HOCTU >xu3HK 6onblwe 80 neT, YTo ABNAeTCS
MOpasuTeNbHbIM Pe3yNbTaToM.

Akapemuk Cepreit Hukonaesmy Asaees
OTAENbHO OCTaHOBMACSA HA AOCTYMHOCTH
COBPEMEHHOM Tepanuu MOoynsaTopamMm ans
POCCUMACKMX BOMbHbBIX. DTy AOCTYMHOCTb
obecneunn npenapat Tpunekca, coaep-
Xawmi neakadrtop, TezakapTop U 3nek-
cakadTop. OH 9BNSETCS MOMHbLIM aHano-
roM OpUrMHANbHOro npenapata TpukadTta
M yXe L0BOMbHO LUMPOKO NMPUMEHSeTCS
B PO n KasaxcraHe. Tepanus Bocnpousse-
[leHHbIM NPenapaToM He TObKO HAMHOMo
[leleBne neyeHmUs opurMHanbHbiM Moay-
NIATOPOM, HO M N0 CBOeN 3hdEKTUBHOCTH
OT Hero He otTiMyaetcs. B obomx cnydasx

Enerna NeaHosHa KoHdpameesa

[LOCTUraeTcs yMeHblUeHWEe KONMYEeCTBa XJ10pUAOB NOTa MNpu-
6n13mTenbHO Ha 40 MMonb/n, @ ynydweHne QYHKUMK ObiXa-
HUS — Ha 12%.

YyeHbI Takke coobLmMN 0 NePBOM KIMHUYECKOM CITy4ae,
KacamLeMcs npoTekaHns 6epeMeHHOCTM M poLOB Y NALMEHT-
KM C MYKOBMCUMA030M Ha hOHE NPUMEHEHMS BOCNPOU3BEAEH-
Horo CFTR-momynsaTopa. o ero cnoam, 3ToT onbIT Obin ycne-
weH: O®B1 paxe uyTb noapoc nocie poaos. «[1o kparHen
Mepe, Mbl MOXEM TOYHO FOBOPMTb, UTO AaHHAs Tepanus sBAs-
eTcs adhdeKkTMBHOM M He3onacHowM AN NauMeHToB C MyKOBMC-
UMa030M, — nogyepkHyn akagemmk C.H. Agees. - N eciu ro-
BOPUTb O peasnbHOW nepcrnekTnee byayLlen Tepanmum 60MbHbIX,
TO, KOHEYHO, OHa NpPEeACTaBASETCS BECbMa 06HAAEXMBAIOLLEN».

MNepexopn Ha reHepuk 3pdekTBeH u 6esonaceH

Bbicoko oueHwnna npenapat nBakadTop + Tesakad-
Top + anekcakadtop u EneHa MBaHoBHa KoHapaTtbeBa, 3aBe-
Lyowas oTaenom Mykosucumaosa OrbHY «Meanko-reHeTu-
YeCcKkMM Hay4HbIM LeHTp uMeHn akagemumka H.I1. boykosax,
KOTOpas noApobHO OCTaHOBMAACh Ha MEXaHW3Me AEeNCTBUS
monynatopos CFTR. OHa yTouHMna, 4To MBakadTOp SBNSET-
CS MOTEHLMATOPOM, KOTOPbIN ycunueaeT paboTy XJ0pHOTo
kaHana CFTR “ MOHHYO NPOBOAMMOCTb, TOrAa KakK Te3akad-
TOp W 3nekcakadTop — KOPPEKTOPSI, yyyLatolwme CBOPaym-
BaHMWe 6efka, ero TPaHCMOPTUPOBKY M CTaBUNBHOCTb Ha Kne-
TOYHOM MOBEPXHOCTY.

CoBMeCTHbIV 3P deKT anekcakadTopa, TesakadTopa M MBa-
KadTopa 3aKNo4aeTcs B yBenuMyeHun konudectsa benka CFTR
1 ero QYHKLMK Ha KINETOYHOM MOBEPXHOCTU Kak MOHHOIO KaHana.

N uBakadTop, M TpoMHas KOMOMHaAuUMS 3nekcakad-
TOp + Te3akadTop + MBakahTop 06eCneymBatoT BbICOKMIA ypO-
BeHb BOCCTaHOBNEeHMS dyHkuumn CFTR, oTpaxkeHnem KOTOporo
SBNSAETCS 3HAUYMTENbHOE CHUKEHUE KOHLLEHTPaLMKM XN10pUa0B
noTa, a TakKe BbICTPOE U 3HAUMTENbHOE KIIMHUYECKOE YyY-
LeHne COCTOSIHMS MaLMEHTa, BKAOYAs HOPManu3aumio GyHK-
LMK NErkmx, CHUKEHWE YaCTOTbl PecnmMpaTopHbiX obocTpe-
HWIA, Habop Beca. [penapaT Ha3HavaeTca No AMarHo3y u no
reHotuny nauueHTa. [IpyM 3TOM BaXKHO OTMETUTb, YTO B MO-
cnefHee BpeMS MOCTOSHHO PacLIMPSETCs KOMUMYECTBO reHe-
TUYECKMX BapWaHTOB uau MyTaumi reHa CFTR, 3aHeceHHbIX
B MHCTPYKUMW. B HacTosiLLee BpeMs CNMCOK MyTaLuii B reHe
CFTR, oTBevawLWwmx Ha BBeOEHWE Mpena-
paTta 3nekcakadrtop + TesakadTop + MBa-
KadTop M MBaKadTOp, paclumpeH no 241.
Ho B mogaBngolieM yncne ciyyae y na-
uMeHToB BCTpevaetca mytaumsa F508del.
«Kpome T0ro, NOCTOAHHO MAET paclwumpe-
HWMEe BO3PaCTHbIX KPUTEPUEB, U Mbl OXM-
naem, yto k 2027 r. BO3pacTHAa nnaHka
B MHCTPYKLMM MOHWU3UTCS OO ABYX NET», —
otmeTuna npodeccop E.N. KoHgpaTbesa.

OHa coobuwuna o6 onbiTe NpUMeEHEHMS
npenapara Tpunekca y feTeil B Bo3pacTe
6-18 net ¢ MykoBucumnaosom. B uccne-
[lOBaHWe, anuBLleecs 3 Mec., Obln BKO-
yeH 151 naumeHT 13 pasHbiX PerMoHoOB
CTPaHbl. Y4aCTHMKOB pa3fenunun Ha 2 Bos-
pacTHble rpynnbl: 6-12 net - 55 yenogek,
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12-18 net - 96 noapocTkoB. J/ledeHWe CcTapToBano B nocnes-
HWW LleHb NpUeMa OpUrMHANBHOTO npenaparta TpukadTa.

lMpoBeneHHbIM aHaNM3 NPOAEMOHCTPMPOBAN, YTo 06a
npenapara, OpUrMHanbHbIM M BOCNPOM3BEAEHHbIN, CONOCTa-
BMMbI U N0 3QPEKTUBHOCTH, M No He3onacHocTW. bbina oT-
MeyeHa NoNoXuTeNbHas AMHaMKKA nokasaTtenen GyHKUMMA
BHellHero ApixaHus. B 6onee crapweit rpynne O®B1 ysenu-
yunca ¢ 93 no 97%, B mnagwen - ¢ 97 o 99,9%. AHanornu-
HYI0 AIMHAMMKY NPOAEMOHCTPMPOBANM Nokasatenu hbopcupo-
BAHHOW XXM3HEHHOW eMKoCTu nerkux (OXKEN).

Yto kacaetcs uHaekca maccol tena (MMT), To oH coxpa-
HW/CSA Ha NPEeXHEM YPOBHE B MNALLLEN rpynmne U YBENUYUICS
B CTaplUer rpynne, B KOTOPOM 3aboneBaHMe NpoOTEKANO TAXKe-
Nlee M HOCMO NPOrpeccUpyIoLLMiA XapakTep U rae 3ToT noka-
3aTenb OblN M3HaAYaNbHO Bonee HU3KKUM.

AHanu3 noToBoW Npobbl Nokasan, 4to B rpynne y4yacTHu-
KOB 0T 6 00 12 net coaepxxaHue XI0pMA0B HATPUS B NOTe He-
CKOMbKO YBEMMYMIOCh, HO OCTANIOCh B Mpeaenax norpaHmnyHbIX
3HauveHuit. Bo BTOpO#, Bonee crapluei rpynne oTMeYeHo He-
KOTOpOE CHMKEHME TakxKe B MOrpaHMYHbIX 3Ha4YeHUAX Npobbl.

Ewe oamH BaxHbIM Bonpoc — He3onacHoCTb npenapaTa.
CornacHo pesynbraTaM MCCNefoBaHus, B MAafLen BO3pacT-
HOM rpynne Takue nokasaTenu, Kak apTepuanbHoe AaBne-
HWe, ypOBEHb TPAHCAMMHA3bl M BUAMPYBMHA B KDOBU, UK He
W3MEHUIUCh, NN, N3MEHUBLUMCH, OCTANIUCh B paMKax pede-
PEHCHbIX 3HAYEHM, HAUMHAA CO CTapTa NpuemMa npenapara
M [0 ero okoH4YaHus yepes 90 agHein. B ctapLieit Bo3pacTHOM
rpynne HUKaKMX OTAIMYMI MO CPAaBHEHUIO C OPUrMHAMbHBIM
NpenapaToM BbISIBNEHO He Hbino.

B nccnepoBaHmm Takxke 6b10 MOKA3aHO, YTO NpPU Ha3Ha-
YeHUU BOCMPOM3BEAEHHON TPOMHOW KOMOMHALMM HE TOMb-
KO He NMPOMUCXOAMT HApaCTaHUS KOAMYecTBa Hambonee 4acto
BCTPEYAIOLMXCS HEXeNaTeNbHbIX peakumid, HO U CHUXKAEeT-
cs. UccnenoBatenn 06bICHUAKM 3TO TeM, Y4TO Nepeq Havyanom
npueMa reHepuka naumeHTbl 6onblle 04HOro rofa noayyanm
OpWIMHaNbHbIM NpenapaT U UMeNW XopoLUne NokKasaTenu Hy-
TPUTMBHOIO CTaTyca M GyHKUMKM nerkux. Ho gaxe y Tex, y Koro
nepsas ToYka CTapTa npuema BOCNPOU3BELEHHOM TPOMHOM
KOMOMHALMKM NOoMana He Ha NocnefHui AeHb npueMa Tpu-
KadTbl, a Npowen mecsy, 1 bonee, 6bina NPoAEMOHCTPUPOBA-
Ha NONOXMUTENbHAS TEHAEHLMS.

Y6eauTenoHble pe3ynbTatel HA GOHe Tepanuu nokasana
KOMNbtOTEPHast TOMOrpadus. «Mbl YBUAENM, KK Y HALLMX Na-
LMEHTOB MEHSIOTCS CTPYKTYPHblE HApYLIEHUS B NErKUX, UC-
4e3atoT CIM3UCTbIe MPOOKU, HOPMANM3YeTCS TOMLLMHA CTEHOK
HOPOHXOB, TaKXe BOCCTAHABIMBAKOTCS OKOIOHOCOBbIE MA3YXM
M HOCOBOE AblxaHue, — coobwmna npodeccop E.M. Konapats-
eBa. — OTMETVB M OLEHMB 3TN AENCTBUTENLHO YAUBUTENbHbIE
3 deKTbI, Mbl OTMEHSEM BTOPYIO MHranaumio JJopHassl anbdha
B OKOJIOHOCOBbIE MA3yXu».

OHa coobwwuna ewe 06 04HOM MCCNef0BaHUM, NPOBE-
[LeHHOM Ha OCHOBE perucTpa NauMeHToB C MYKOBMCLMAO-
30M. B Hero 6binM BKAOYEHbI HeBONbLWME FPyMMbl NaLm-
eHToB: 28 yenosek (12 mManbunkoB n 16 gesouek, BO3pacT
KOTOpbIX B cpeaHem coctasnan 10,4 rona), BnepBble CTapTo-
BaBLUMX C MpenapaTa Tpunekca, u 34 yenoseka (14 manbuum-
koB n 20 peBoyek, BO3paCT KOTOPbIX B CPEAHEM COCTABAAN
13,3 ropa), BnepBble CTapToBaBWMX C npenapaTa Tpukadra.
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To eCTb NaUMEHTbl HAXOLMIUCH B OAMHAKOBBIX YCIOBUSX, NO-
CKOJIbKY HMKOrAa paHee He Moflyyanu TapreTHyl TPeXKOoM-
NMOHeHTHYt0 Tepanuio. HabnoaeHne npopomkanocs 90 aHen.
MocKonbKy NaumeHTsl, nonyyaslumne TpukadTy, 6binm He-
CKOMbKO 6os1ee TaKenbiMK, 3TO 0TPa3nUIOCh Ha MOTOBOM Npo-
6e.Y 3T1X 6ONbHbIX KOHLEHTPALIMS XN0PUA0B HATPUS B NnoTe
M3HayanbHO Hbina Bbille, YeM B rpynne CPaBHEHUS, U NMOHM-
3unacb co 125 o 75 MMonb/n, Toraa Kak y naumMeHToB, Nony-
yaBlwux Tpunekcy, - co 108 go 43 mmonb/n. Ho ecnm B34Th
MefMaHHble 3HAYEHUS U3MEHEHWS MOTOBOrO TecTa, TO MOX-
HO YBMAETb, YTO CHMXKEHME Npobbl B 060Mx Ciyyasnx Obiio He
TONIbKO 3HAYUTENbHBIM, HO M MPAKTUYECKM OAMHAKOBbIM.
OpnvHakoBas TeHAeHUMS Habnoaanach 1 B YacTu HapacTa-
Hu1a MMT. Mockonbky rpynna Ha TpukadTe 6bonee Bo3pacTHas,
[aHHbIV Noka3aTe/ib B MOMEHT cTapTa M yepes 30 aHen npu-
eMa npenapaTa 6bi1 HECKONBbKO HUXeE, YeM B rpynne cpas-
HeHus. Yepe3 90 oHeRl MCMbITaHWI NOKa3aTenu CPaBHANMUCS,
pocturdys 17,9 kr/m? B rpynne ¢ Tpukadtoin u 17,8 kr/m?
B rpynne c Tpunekcoi. MonoxuTenbHy AMHAMKKY B 0be-
MX rpynnax Takxke nokaszanu cnupometpun: OMB1 n OXEJ.
Y10 KacaeTcs remaToTOKCMYHOCTM NPENapaToB C eAUHbIM
MHH, To OHM He npeBbiWwanu KpUTMYeckne, pedepeHcHble
3HayeHuMs (Bblle 5 BEPXHMX rpaHuL, TpaHCaMmuHas). Hekoto-
pble 3HauYMMble pasnnuns HbianM OTMEYEHbl B OTHOLIEHWM ap-
TEpUaNbHOrO AABAEHMWS, HO OHM He BbIXOAMNM 33 npefensl
HopMmbl. KopenogobHas cbinb Habnoganack ToNbKO Yy Naum-
€HTOB, MPMHUMABLLUMX OPUTMHAMbBHbBIN Npenapart, U He Habnto-
[lanacb y Tex, KTo OblN Ha reHepuyeckoM npenaparte. Takxe
0TMEYaNoCh, YTO OCHOBHbIE U YaCTble HeXenaTenbHble peak-
uMn B 0benx rpynnax BCTPEYANMUCh B €AMHUYHbLIX Cy4anx
1 BbINN CONOCTaBMUMBI.
bonblwon npakTMYeCckuin nHTepec NpeacTaBnsan aHanus
HexenaTtesnbHbIX peakuuid B nepeble 6 Mec. npuema npe-
napata TpukadTa 1 npenapata Tpunekca, NPOBEAEHHbIN
Nno LaHHbIM pPOCCUMIACKOro perucrpa. B nccneposanme 6binu
BkAtoYeHbl 118 naumeHToB M3 14 pernoHoB CTpaHbl, KOTO-
pble He MMeNu MOJHbIX AAHHBIX, HO UX HEXenaTesbHble pe-
aKuMmM BblnK BHECEHbI B perncTp. AHanu3 nokasan, Yto y na-
LMEHTOB, MPUHMMABLUMX MpenapaTt Tpunekca, 0TMeYanochb
HECKO/IbKO MeHblUee KOMMYECTBO HexenaTenbHbIX SBNEHWUH,
4TO 06BACHAETCS NEepexofoM C OAHOro npenapaTa Ha Apy-
rom. «[1o cBOEMY CMEKTPY HeXenaTe/bHble peakLmn CoBnaaa-
nn, — otMeTuna npodeccop E.N. KongpaTbeBa. - M ecim mbl
paccMoTpuM ux bonee NogpobHO, TO YBUAUM, UTO OHM MOSIB-
NAAUCH NPU Ha3zHauyeHun obomx NpenapaTtos. Paa U3 HUX, Ta-
KMe Kak auapes, 3amnop, NOBbIlEHWE YPOBHS TPaHCaMMHa3,
pBOTa M METEOpMU3M, pexxe BCTpeYanncb Npu nepexome Ha
[pyroi npenapart. bbinu pefkuMuM xanobbl Ha KOXHYH CbiMb.
CoxpaHsanacbh 1 NoABASNAC Y HEKOTOPbIX NALMEHTOB rOOB-
Hasg 60nb, NpyMYeM NokasaTenu y AByx rpynn Hbiam conocTa-
BMMbl. TO Xe CaMOe Kacanocb yCTaNoCTU U HapYLIEHUHA CHa.
Mo ee cnoBaM, pe3ynbTaTbl aHaNM3a NO3BOASIOT CAENATb Bbl-
BOJ, O TOM, YTO C Y4ETOM JOCTUrHYTOro addekTa Ha npenapa-
Te nBakadrtop + TesakadTop + 3nekcakadTop u nBakabTop
M BbICOKOW MYHKLMM BHELIHETO AbIXaHUS PUCK PA3BUTUSA He-
KenatenbHbIX peakuuin npu nepexofe B pamkax MHH Hus-
KWW, @ LOCTUTHYTbIM pe3ynbTaT B OTHOLEHUM DYHKLUMK NErkmux
M HYTPUTMBHOTO CTaTyca coxpaHseTcs. [lossneHmne MOKpOTbI/



yBENMYEHME KONMYECTBA MOKpPOTbI, MO-
SBNIEHME KALLNG/YCUNEeHUE KaLWnsa MOXeT
CBMAETeNbCTBOBATb 00 3PHEKTUBHOCTH
Tepanuu No CPaBHEHWIO C NpenblayLiMM
npenapaTtoM uaun ObiTb pe3ynsTaToM ne-
pepbiBa B Tepanuu. HexenatensHble pe-
aKLUMKU Npu NeYeHun npenapaTtom MBa-
KadTop + 3nekcakadTop + TezakapTop
n nBakadbTop Habntoganunck y 50% neteit
M NOAPOCTKOB M 6bln 0NyH6AMKOBaHbI pa-
Hee pa3fIMYHbIMK rpynrnamMu Bpayen.

«TakMM 06pa3oM, Mbl MOXEM rOBO-
pUTb, YTO LaHHbIM nepexofn 6e3bones-
HEHHbIN, 3PHEKTUBHOCTL Npenaparta co-
XpaHSAeTCs, a HexenaTeNbHble peakuuu
CONOCTaBMMbI, — NOAYEPKHYNA Npodeccop
E.N. KoHopaTbeBa. — ITOT nepexog, Kak
W HabnogeHne 3a NaLMeHTaMu, OMUCaH B KIMHUYECKUX pe-
KoMmeHaaumsax 2025 r. Ha paHHOM 3Tane Tepanumn MOXHO CKa-
3aTb, YTO MEPexof, Ha reHepuK He MPUBOAMUT K YBEAUYEHUIO
HeXenaTenbHbIX Peakuni U K yXyAWEHUIO COCTOAHMUS naum-
eHTa. B TO e BpeMs 0TMeYeHO, YTO HeXenaTefibHble peak-
LnK BCTpeyatoTcs. Ho OHM KynMpyHOTCS COMMacHO MMEeLLMMCS
KNMHMYECKMM pekoMeHaaumsaMm. [Mocne nx KynmpoBaHUS MOX-
HO NPOAO/KATb UCMOMb30BaTh AaHHbIV Npenapary.

Kpacosckuti

LLiupokuit cnekTp nccnenoBaHuit NOATBEPXKAAET
npeMMyLLecTBa TPEXKOMNOHEHTHOM TapreTHOM Tepanuu
CraHucnaB AnekcaHgpoBuy KpacoBckui, CTaplunii Hayu-
HbIVi COTPYLHUK Nnabopatopun mykosucumaosa ®OIrbY «HNU
nynbMoHonoruuy MMBA Poccun u noueHT kadeapbl reHe-
TUKKM DonesHel abixatenbHon cuctembl ®IEHY «Meouko-
reHeTUYECKUIA HaYYHbIA LEHTP MMeHU akagemuka H.M. bou-
KOBa», NPeACTaBu/l OAHO M3 CaMbiX BOMbLIMX MCCNe0BaHMMA
B MMpE, KOTOPOE C HAaYYHOM TOUKM 3peHns nokasano addek-

TUBHOCTb TapFETHOl;I Tepanun B Ne€Ye€HNN MYKOBMUCLMOO3A.

Peub naet 06 aHanuse faHHbix pernctpa CLUA, oxBatuBLe-
ro 6onee 16 TbIC. naumeHTOB. B x04€ 3ToM paboTbl Bbin Npoa-
HaAM3MpPOBaH MAaCCUB KTMHUKO-DYHKLMOHANbHbIX LAHHbIX 33
Tpu roga Ao CTapTa TapreTHoOM Tepanuu 1 Yyepes ABa roga no-
cne Hero. CpeaHsas NpoLoMKUTENbHOCTb HaboAeHUS CoCTa-
Buna 20,4 mec. Y naumMeHToB, a 3T0 HblM B OCHOBHOM B3pOC-
Nble NN, OTMEYANUCH CYLLECTBEHHbIE M3MEHEHMS OCHOBHbIX
nokasartenen, XxapaKTepu3ylLWmx MyKOBUCLUAO3, Npexae
BCEro 4acToTbl 060CTpeHUN, TpeBYIOLLMX rocnnTanm3aumm.

CornacHo peructpy cHmxeHne O®B1 nponcxoanno exe-
rOAHO B TEYEHWe Tpex NeT A0 CTapTa TapreTHOM Tepanuu: Ha
1-3%.A B TeueHue 2 neT Ha TPEXKOMMOHEHTHOM Tepanuu oT-
MeYeH pe3kui ckayok npuMepHo Ha 8-10%. OnHoBpeMeHHO
Habnoaanoch CyWwecTBEHHOE CHUXKEHWE YPOBHS obcemMeHe-
HWS CUHETHOMHOWM MAaNOYKOM M 30/10TUCTBIM CTaUIOKOKKOM
M B HECKO/bKO pa3 mnecHeBbIMW rpubamu. IT0 CBUAETENb-
CTBYET O TOM, 4TO UMEHHO TapreTHas Tepanus 3a CYeT yayu-
LeHUS peoNornyYeckmx CBOMCTB MOKPOTbI OUMLLAET Nerkune ot
nnecHeBbIX rpnboB.

MNopnobHas pabota 6Gbina NpoBeAeHa B MPOLWIOM roay
M B Hawel cTpaHe. B poccuitickoM HauMoHanbHOM pe-
rMcTpe Toraa HacumTtbiBanocb 6onbwe 1 000 nauymeHTOB

Cmarucnas AnexkcaHoposuy

C MYKOBMCLMAO030M, B aHaNMN3 BK/IOYU-
nm 703 yenoseka. MNonyyeHHble pesynb-
TaTbl NPOAEMOHCTPUPOBANMU YNyYLIEHNE
dyHKUMKM ObixaHua u npupoct MMT. Tak-
e OblI0 NOKa3aHo, 4To MHbeKLUs BpoH-
XONEroYHOro AepeBa COXpaHAeTcs B TOM
e UNnn B 4yTb MeHbleM obbeme. C.A. Kpa-
COBCKMI COOBWMA O LEeNoM psige KIuHK-
YecKMX uUccnenoBaHuii, MPOAEMOHCTPYU-
pPOBAaBLMX NIErOYHbIE M BHENEroYHble
adpdexTtol CFTR-mMopynsTopos. K npume-
py, nccnenosaHue D. Nichols, S. Morgan
et al., onybnvkoBaHHoe B XypHane ku-
HUYeckmnx uccneposaHuii B 2023 r., no-
Kazano, 4To KOMOMHauMsa anekcakad-
Top + Te3akadTop + MBakadTOp CHMXKAET
HakTepuanbHyto Harpysky, Ho He obecne-
YMBaeT ANUMUHaLMI0 Bo3byanTens. O6 3TOM CBULAETENLCTBY-
10T M Apyrue paboTbl. B 4yacTHOCTU, B HUX FOBOPUTCS O TOM, YTO
C YY4ETOM pa3HOro MHAMBUAYANbHOrO OTBETA NALMEHTOB Ha
NeyeHne CMHErHoMHas MHbeKLMs B LENOM NPOLO/KAET nep-
CUCTUPOBATDL B AblIXaTE/IbHbIX MYTAX.

HabntopatensHoe nccnenoBaHue, npoeeseHHoe L. Schaupp
(EBponevickuii pecnupatopHbli xypHan, 2023 r.), cTaBuno
CBOEN LieNbio OLEHUTb CBOMCTBA MOKPOTbI, NEFrOYHON MHbEK-
unmn, MMKpobMOoMa u BocnaneHus Ha GboHe Tepanuu Tpex-
KOMMOHEHTHbIM NpenapaToM. B Hem yyacTBoBano 79 B3poc-
NbIX NALMEHTOB (KPUTEPUIA BKIKOUEHUS — HaNMYMe MyTalmu
F508del) u rpynna koHTpons. bbino nokasaHo, 4To Ha doHe
Tepanuu TPEXKOMMNOHEHTHbIM MOAYNATOPOM 31aCTUYHOCTb
MOKPOTbI U ee BA3KOCTb MOCTENEHHO NPUBINXKAKOTCS K HOPME,
HO He LOCTWUralT YpOBHS 340POBbIX Ntofer. Mukpobrom Ha
(doHe TapreTHoOM Tepanuu y 60MbHbIX MyKOBUCLMAO30M CTa-
paeTcs NpubAU3UTBCS K MUKPOBMOMY 34,0pOBOr0 YenoBeka.
Y NauMeHTOB CHWXAKOTCA MOKasaTenu uHTepneikunHa-1 6eta,
WHTEpPNEVKMHA-6, UHTEPNENKMHA-8, hakTopa HEKpO3a OMyX0-
N, HEMTPOMUNBHOM 3n1acTasbl, CTapascb NpUBAN3UTLCS K HOP-
MaslbHbIM 3HAYEHMSAM.

[aToreHbl B BEPXHUX AbIXaTeNbHbIX NYTAX OblAN U3YYeHbI
B paborte Y. Hilliam et al. (Microbiology Spectrum, 2024 r.).
B uccnenosaHuu, npopomkaslemcs 42 mec., y4acTBOBau
38 B3pOC/bIX NALMEHTOB, Y KOTOPbIX OLEHMBANOCh OTAense-
MO€e CpefHero HoCoBOro xoaa. o pesynbratam 31Ol paboThl
6b110 CAeNaHo 3aktyeHne 0 TOM, YTO 06Lwas bakTepuanbHas
Harpyska He YMeHbLMNACh, HO CYLLECTBEHHO CHM3WMACh CU-
HErHoMHas MHMEKLMS U BMECTO CUHErHOMHOW Manoyku CTan
OOMWHUPOBATL 3010TUCTbIN CTaMNOKOKK.

YnyyweHue uMHAeKca ounweHus nerkmx KT-kapTuHbl
Ha GOoHe Tepanuu NpenapaToMm anekcakaprop + Tesakad-
TOp + MBakadTOp MPOLEMOHCTPUMPOBANO MCCNefoBaHUe
P. McNally et al., onybnnkoBaHHOe B AMEPUMKAHCKOM Xyp-
Hane pecnupatopHon meauuuHel B 2023 r. B HeM npuHsa-
v yyactme 117 naumeHToB, KoTopble Bbinn pa3geneHbl Ha
romo3urotel no F508del u reteposurotel F508del ¢ myTa-
umen C MMHMManbHon dyHkumen. CpeaHUn BO3pacT yvacT-
HWKOB cocTaBnan 15 net. B paboTe oueHMBANUCh KIIMHUKO-
(bYHKLMOHaNbHbIE AaHHbIE, BK/KOYAS MOTOBbIW TECT, MHLEKC
NEroYyHOro OYMLLEHMUS, @ TakXe AaHHble KOMMbKTEPHOM
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ToMOrpadumn - MCxofHble n yepes 12 Mec. nocie Haya-
na Tepanuu. MiccnegoBaHue NOATBEPAMAO MONOXMUTENbHbIE
KNMHWUKO-QYHKLUMOHAaNbHble 3P deKTbl, XapakTepHble ANs
[laHHOrO OTBETa, M JOCTOBEPHOE Y/yYLUEHWE UHAEKCA Neroy-
HOro ouynieHns. KomnbtoTepHas TOMorpadus TakxKe BbISIBU-
Na NO3WTUBHbIE U3MEHEHMS Yepe3 12 Mec. neyeHus. ABTOpbI
OTMETWAM, YTO COMNACcHO pe3ynbTaTaM NOTOBOro TecTa nauu-
€HTbl — romMo3uroTbl ¢ MyTaumnamum F508del/F508del nyuwe
OTBETM/IM HA NNIEYEHME MO CPABHEHMIO C NALMEHTAMM — reTe-
PO3MroTOM, Y KOTOPbIX BCEro AuWb ofHa MyTaums F508del
noABep>KeHa AeMCTBUIO TapreTHoro npenaparta. JTOT Bbl-
Boz, 6bln 3aTeM NOATBEPXKAEH B HEKOTOPbIX APYTMX HAY4HO-
npakTMyecknx pabotax.

«YTO KaCcaeTcs HalMX LaHHbIX, TO OHU CBUAETENbCTBYHOT
0 MOHOM OYMLLEHMMN NerKnx Yepes 9 mMec. NnpoBeaeHus Tap-
reTHoM Tepanuu 6e3 HasHa4YeHUs Kakoro-nnbo Apyroro ne-
yeHusy, — coobwmn C.A. Kpacockuii, kommeHTUpys KT-kap-
TWHbI NALMEHTKK, Y KOTOPOMN Ha GoHe Bbileobo3HauYeHHON
Tepanuu Npou3oLLa IMKBUAALMS MHOXECTBEHHbBIX MULLETOM.

Ewe onHo nccnenosaHume, onybnukosaHHoe AJ. Causer
et al. B Pediatric Pulmonology B 2022 r., noka3sano ynyu-
WeHMWe TONEePAHTHOCTM K (PU3MYECKOM Harpyske Ha
doHe Tepanuu npenapatoMm 3nekcakaprop + Tezakad-
Top + mBakadTOp. MccnepoBaHue MpoBOAMNOCH C yua-
ctmeM 3 nogpoctkoB 13,1, 13,3 n 15,7 neT. OueHuBanuchb
KIMHUKO-(YHKLMOHANbHbIE AaHHbIE W pe3ynbTaThl KapaMo-
MyNbMOHANbHOIO TECTA, MOYYEHHbIE UCXOAHO M Yepes 6 Heq,
NeyeHus TpeXKOMMOHEHTHbIM npenapaToM. bbino oTMeyve-
HO YBENMYEHWE YPOBHS NMUKOBOro NoTpebaeHus Kncnopo-
na (VO2 peak), cooTBeTcTBEHHO, Ha 17,6, 52,4 1 32,9%. Hau-
60nbLWMI NPUPOCT HAabMKAANCA Y CAMOTO TSXKENOro NauueHTa
C CaMbIM MNYBOKMM CHUXEHMEM NErOYHOM DYHKLMK.

[aCTPO3HTEPONOrMYECKME UCXOAbl Ha POHEe Tepanuu
TPEXKOMMOHEHTHbIM MOLYASTOPOM ObiNKM MCCNefoBaHbl
B 56 KNMHUYECKMX LeHTpax C yyactnem 438 naumeHToB cTap-
we 12 net ¢ mytaumen F508del. B atoin pabote, ony6numko-
BaHHoW S. Schwarzenberg et al. 8 Journal of Cystic Fibrosis
B8 2023 r., OLLEHMBANUCH KIMHUKO-DYHKLMOHANbHbIE AAHHbIE,
a TaKkXke YpOBEHb KaNbMNpOTEKTWHA, CTeEAaTOKpUTA M 3nactasel 1
[0 M Yyepes 6 Mec. noc/e cTapTa fieyeHus. B xoae nccnenosa-
HWS MCMNONb30BANMUChL 3 CneumanbHbIX ONPOCHUKA ANS BbIsB-
NEHWS racTpO3HTEPONOrMYECKMX XKanob y naumneHToB. Mccne-
[lOBaHWe NoKasano ynyyweHue nokasatenei, HanpaBneHHoe
Ha KynupoBaHue xanob. Kpome Toro, 4OCTOBEPHO CHMXaN-
€Sl YPOBEHb KanbMNpoTEKTUHA, HO OTCYTCTBOBAIN U3MEHEHMUS
anactasbl 1 1 cTeatokpuTa.

lpuMeHeHWe TPeXKOMMOHEHTHOro MOAYASTOpa Npu Mo-
paXeHMUSX CUHYCOB HOCA M3y4anu B nccnepgoBaHuu S. Sheikh
et al.,, npencrasneHHoMm B xypHane JAMA, «OtonapwHrono-
s U xupyprus ronosbl v weu» B 2023 r. B uccnepgosaxune
6b110 BKOYEHO 64 naumeHTa, CpeaHnii BO3pacT KOTOPbIX
coctasun 18,5 net. B xone pabotbl OLEHMBANUCH KIMHUKO-
(dYHKUMOHaNbHblE AaHHble U AaHHble KT no wkanam Lund-
Mackay u Sheikh-Lind no v yepes 12 mec. nocne crapta Tepa-
MWK, BblfIo MOKa3aHO, YTO HOC U CMHYCbl HOCA OYEHb XOPOLIO
OTBEYAIOT HA Tepanuio NpenapaTom snekcakadrop + Tesakad-
Top + nBakadtop. OTMeYanoch ynyyeHne 6anbHON OLEHKM
Lund-Mackay c 5,8 [5,0-7,0] no 3,3 [2,6-4,2] n Sheikh-Lind
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¢ 3,8 [3,0-5,0] mo 2,2 [2,0-2,5], a Takxke yMeHblUeHWe Bbice-
Ba P aeruginosa 1 S. aureus 13 3eBa.

Ewe oaHa paboTta Kacanacb ne4yeHuUs nNauueHToB C Ts-
eNbiM NopaXxeHWeM neyeHun. B nccnenoBaHuu, npoBeaeH-
HOM 1 onybnmkoBaHHOM H. Protich et al. B Journal of Cystic
Fibrosis B 2024 r., yqactBoBanu 11 Taxenbix NauMeHTOB,
y 6 U3 HUX Nle4yeHne CTapToBaso C MeHbLUEW 403bl Npena-
paTta. OTMeYanocb OTCYTCTBME OTMEHbl Tepanuu, bonee Toro,
4 naumeHTaM 6blna NpoBefeHa AOMNONHUTENbHAS peayKums
[Lo3bl. Ha doHe Tepanuu y HeKOTOPbIX BOMbHbBIX CHU3MCA
YpOBEHb aMUHOTpaHcdepasbl. Y Apyrux Habntwoaanocs He-
60/blIOe NOBbILWEHWE YPOBHA anaHUMHAMUHOTPaHCdepa3sbl
B KPOBW, CHUXKEHME YPOBHS PepMeHTa acnapTaTaMMHOTPaHC-
(dbepasbl M HeE3HAUMTENbHOE MOBbILEHME YPOBHA OUANPYOMHA.
BbiBog 6bI1 coenaH cnenyowmii: Bpauu AOMKHbI O4eHb TLa-
TeNbHO M OrPaHUYEHHO NOAXOAMUTL K HA3HAYEHMIO TapreTHOM
Tepanuu y NaumMeHTOB C TSXKENbIM NMOpaXeHneM neveHu. Ho
B LIE/IOM fIeYEHME TPEXKOMMOHEHTHBIM MOAYNSITOPOM MOXKET
ObITb MNONE3HO U MPUMEHSTLCS Y TAKMX BONbHBIX.

Hoknapunk obpatmn BHMMaHuWe Ha npobnemy, akTy-
anbHyt0 B T. 4. B Poccum 1 cBA3aHHYO C OTMEHOI neyeHus
npenapatom 3nekcakadprop + Tesakadtop + mBakadrop
y NaLMEHTOB NOC/e TPAHCMNAHTALMM NEeYeHU B CBS3U C TOK-
cuyeckumu aenenmnamu. B paborte |. Testa et al.,, onybaunko-
BaHHow B Journal of Cystic Fibrosis 8 2024 r., 6bina uccne-
[l0BaHa NepeHOCUMOCTb TPEXKOMMOHEHTHOIO MOAYNaTopa
y 20 nauneHToB, KOTOpble BblIM NoCNe TpaHCMNaHTaUuu ne-
YEeHW M MPOXOAWIN NEeYEHNE B Pa3HbIX MEAMUMHCKUX LiEH-
Tpax. BpeMeHHas oTMeHa UK peayKums L03bl U3-33 UUTONK-
3a COCTOSIUCH B NSTU Cydyasx. B Tpex ciyyasx Tepanus 6bina
BO30OHOB/MEHA B MEHbLUEN [103€, a B OAHOM C/ly4ae - B NoS-
HOW fo3e. B ogHOM cnyyae oTMeHunn neveHme B CBS3M C TOK-
CMYECKMMU SIBNEHUSIMKU CO CTOPOHbI Takponumyca. B 14 cny-
4yaax Ha GoHe TPEXKOMMOHEHTHOW TapreTHOM Tepanuu 6bina
M3MeHeHa [03a Takponmmyca. OnHoBpeMeHHO 6bl10 oTMeve-
Ho yBenunyeHne OMB1 B cpeaHem Ha 17%. Takum obpasom,
nccnegoBaHWe Nokasano B LLeTIOM XOPOLUY NepeHOCUMOCTb
Tepanuu TpeXKOMMOHEHTHbIM MOZYASTOPOM NaLMeHTaMu Mo-
CNe TpaHCNAHTaUMK NeYeHu, Ho NpK YCIoBUKM HeobxoamnMo-
CTV KOHTPO/IMPOBATb TOKCUYHOCTb TAKPOSIUMYCa.

Eule oaHa MHTepecHas C Hay4YHO-MPaKTUYECKOW TOYKM
3peHuns pabota bbina cBg3aHa ¢ 60aMKoMno3numeit Ha doHe
Tepanuu npenapaToM 3jekcakapTop + TesakadTop + uBa-
kadTop. B uccneposanumn D. Westholter et al. (Scientific
Reports, 2024 r.) yyactBoBanu 65 B3pOC/bIX NALMEHTOB C UC-
xoaHbiM MUMT 19,5 kr/m2 B paboTe ouUEeHMBANWUCh KIMHUKO-
bYHKUMOHANbHbIE AaHHble, @ Takxe 6oAMKOMMNO3MUMUS
¢ nomowbto KT Bcero Tena. B xofe uccnenoBaHus oTMeYeH Cy-
LeCcTBEHHbIN (+46%) NpUPOCT XXMPOBOM TKaHW, NpU4eM B 60nb-
WeKr CTeneHn y Tex NaumeHToB, Y KOro M3Ha4vanbHO Obin ee
6onbwmnit Ae@uumMT. TakKe BbISCHUNOCH, YTO MbllIEYHast TKaHb
NPaKTUYECKM HUKAK HEe pearnpyeTt Ha TapreTHyt Tepanuto
B OT/IMYME OT XXMPOBOW TKaHW. Ee npupocT coctasun +1,63%.

Cnenytowas pabota - nccnegosaHue S. Reasoner et al.
(MBio, 2024 r.) knweyHoro MMkpobuoma y aeteit Ha dboHe Te-
panuu nNpenapaToM 3nekcakapTop + Tesakadtop + nBakad-
Top. YyactBoBanu 39 peten, cpefHMIM BO3PACT KOTOPbIX CO-
ctasun okono 10 net, ¢ MMT 19,5 kr/m% UccnepoBaTensamum



66110 OTMEYEHO YBENNYEHNE Pa3HOOBPa3ns KULLEYHOTO MU-
Kpobroma, CHUXKeHUEe MHOULMPOBAHUS 3010TUCTBIM CTadu-
NIOKOKKOM, @ TakKXXe YMeHbLUEeHWe YUCNa reHOB pe3nCTeHTHO-
CTW, BbIIBNEHHOE NPY NPOBEAEHUM BUONOrMYECKOro aHaNu3a.

C NpMMeHEeHWEM TPEXKOMMOHEHTHOM TapreTHOM Tepa-
nuUu y 6ONBHBIX MYKOBOCLMAO30M TaKxKe CBS3aHbl HECKO/b-
KO y3KOHanpaBAeHHbIX paboT, HanpuMmep, nccnenoBaHue
dyHKLUMKM Makpodaros Ha GOHe OAHHOro NeyYeHus, BbIMos-
HeHHoe 1 onybnunkoBaHHoe S. Zhang et al. B EBponeiickoMm
pecnupaTopHoOM xypHane B 2023 r. B nccnenoBaHum yya-
CTBOBaNM 56 NaUMEHTOB C MYKOBMCLMAO30M U rpynna KoH-
Tpong B Konunyectse 92 yenosek. OLEHMBANNCH KIIMHUKO-
dYHKUMOHaNbHble AaHHble, BKOYAas MNOTOBbIN TecT, yepes
3,6,9,12 mec. npuema npenapata anekcakadTop + Tesakad-
Top + MBakadTop. B UccnenoBaHnm 6bI10 NOKa3aHO YacTuy-
HOe BOCCTaHOBNeHWe QyHKUMM Makpodaros: daroumTosa,
BHYTPWKIETOYHOrO yaaneHus natoreHos u addepountosa.
BobisiBneHa koppensaums ¢ ypoBHEM XN0PUAOB MOTa, HO 60Nb-
e C KNMHUYECKMM OTBETOM. B 3akntoyeHne aBTopbl OTMe-
TUAK, 4TO TPEXKOMMOHEHTHAs TapreTHaa Tepanus CBS3aHa
C YHUKANbHbIMU U3MEHEHUSMU BPOXAEHHOTO UMMYHUTETA.

BaunsgHue TpEXKOMMNOHEHTHOIO MOAYNSTOPA Ha MIMKEMUIO
y B3poC/bix 60nbHbIX 6b110 M3yy4eHo B pabote K. Scully et al.
(Journal of Cystic Fibrosis, 2022 r.). B uccnenosanmm yya-
CTBOBaNM 34 B3pOC/bIX NALMEHTA, CPEHMIA BO3PACT KOTOPbIX
coctaun 30 nert, ¢ mytaumern F508del. Kputepuin Bkntove-
HMS — NaHKpeaTM4yecKas HeAOCTaTOYHOCTb. [1010BMHA yYacT-
HWKOB — Nl0AMW, CTpajatolime caxapHbiM anabetom. Cucre-
Ma HenpepbIBHOTO MOHWTOPUHIA [1HOKO3bl YCTaHABNMBANACh
Ha 14 nHel nepepn CTapToM TapreTHoW Tepanuu M NOBTOpP-
HO yepe3 3-12 mec.. Kak nokaszano nccnegoBaHue, Tepanus
npenapaTtoM 3nekcakadhtop + TezakadTop + MBakadToOp OKa-
3bIBAET BAUSAHUE HA CHWXKEHME rMneprankeMmmn, oCobeHHo
Y NaLMEHTOB C MYKOBMCLMA03-33aBUCUMBIM CaXapHbIM Ma-
6eTOM, He BMSAS Ha TMMOMIMKEMUIO.

B none 3peHuns yyeHbIX HAXOAMNCA U BONPOC BAUSHUS
TPEXKOMMOHEHTHOM TapreTHOM Tepanuu Ha pa3BuTue ap-
TepuanoHol runepteHsun. A. Gramegna et al. paccmoTpenu
n onybnukosanu B Journal of Cystic Fibrosis 8 2022 r. 4 cny-
4as apTepuanbHON rMnepTeH3un (y 3 XeHLMH U 1 My>XKUMHbI)
13 79, HayaBLUMX NleYeHne NpenapaTom anekcakadrop + Te-
3akadTop + mMBakadTop. ABTOpaMM OTMeYeH Cepbe3Hbli
poCT apTepuanbHoro aasnenus: 175/95 mm pt. ct. (10 gHen),
180/90 MM pr. cT. (6 aHew), 145/100 (30 oHeit), 190/100 mm
pT. cT. (20 pHel). M. Petersen et al. Takxe un3yvanu BAuUsHUE
TPEXKOMMOHEHTHOM TapreTHOW Tepanuu Ha pa3BUTUe apTe-
pWanbHOM rMnepTeH3un, onybamMkoBas pe3ynbraTel B Journal
of Cystic Fibrosis 8 2022 r. bbin npoBeaeH peTpoCNeKTUBHbIN
aHanu3 neverms 134 B3poC/bix NaUMEHTOB, HabnogeHWe 3a
KOTOPbIMM NPOAOMKANOCh HEMHOTMM Bonee roga v npoje-
MOHCTPMPOBABLUMMI CTAaTUCTUYECKMUIA 3HAUYMUMbIN POCT apTe-
pVanbHOro AaBneHus. AHaIM3 NOKa3aa He TOMbKO 3HAYUMBbIIA
pOCT MokKasaTenen obWero XxonectepuHa, Ho U CHUXEHUE
YPOBHEW [M0KO3bl U IMKMPOBAHHOTO reMornobumHa.

BnusHue Tepanuun TpexXKOMMNOHEHTHOW TapreTHOM Tepa-
nuU Ha MeTabonmMyecknn CMHAPOM m3yyveHo G. Ratti et al.
n onybaunkosaHo B Journal of Cystic Fibrosis 8 2024 r. B nc-
cnenoBaHue 6bino BkntoveHo 152 naumenTa crapwe 18 ner,

NPUHMMABLLMX Npenapar 3nekcakadhtop + Tesakadrtop + MBa-
KadTop, U 34 y4acTHMKA, HAXOAMBLUMXCS B Fpynne CPaBHEHWS.
OTMeyeHo yBenmMueHue Yncia NaumeHToB C MeTabonnyecknm
cuHapomom ¢ 13 no 30 B rpynne anekcakadTop + Te3akad-
TOp + MBaKadToOp, @ TaKXe yBEIUYEHMUE YMCIa NALUMEHTOB
C MArKOW apTepuanbHOM rMnepTeHsmen, YTo CBUAETeNbCTBYET
00 onpeneneHHbIX KapAMOBACKYASPHbBIX PUCKAX Y B3POC/bIX,
60NbHbIX MYKOBMCUMA030M, HA GOHE CTapTa AaHHOM Tepa-
nuu. B rpynne KOHTpONs HOBbLIX Cly4aeB pPa3BUTUS MeTabo-
JIMYECKOro CMHAPOMA HE OTMEYaNoCh.

YuenbiMm K. Lonabaugh et al. onucaHo oaHoueHTpoBoe
nccnenoBaHue BIMSHUS TDEXKOMMOHEHTHON TapreTHon Te-
panuu Ha nunuaHbii npodunb (Pharmacotherapy, 2024 r.).
B nccneposaHunn yyactsoBanu 128 B3pocC/bIX NauMeHTOB
C MYKOBMCLMA030M. ABTOPbI OTMETUAIM MOBbILEHNE YPOBHS
X0NnecTepuHa, TMNONPOTEUHOB HWU3KOM NAOTHOCTU U TPUTK-
Lepuaos 6e3 agnHaMunkK Ha GOHE NPUHMMAEMOTO NIeYEHMS.

BoisiBneHbl 1 Apyrue, CBA3aHHble C Tepanunen TPeXKOM-
MOHEHTHbIM NPenapaToM NPOSBNEHUS U OCNOXHEHUS: 60Nb
B AMYKaX, MHAYLUMPOBAHHOE aKHe, OCTPble XOMELMUCTUTDI,
a TaKXXe HEepPBHO-NCUXMYECKME U PA3IMYHOrO poaa Cyuuu-
fanbHble npobnembl. M npo 310 Hago NOMHWTL. «Ho Bce-Ta-
KM HeobXxoAMMO CKaszaTb, YTO, HECMOTPS Ha HEKOTOPbIe, Ha-
BepHoe, Hebonblune nNpobneMbl, CBA3aHHbIe C NOBOYHbIMMU
ABNIEHUAMM, AAHHbIN TPEXKOMMOHEHTHbLIN Npenapar cylle-
CTBEHHbIM 06pa3oM NpoaneBaeT Xun3Hb 60NbHOMY MYKOBUC-
LUMO030M, — PE3IOMUPOBAN HA NO3UTUBHOM HOTE 3KCMEPT. —
PacueTHble faHHble Bpayer m3 BennkobputaHum rosopsart
0 TOM, YTO OHM NPUBAMNKAIOTCS K 0OLLEN NONYNSLMOHHOWM
NPOLOMKUTENBHOCTU XM3HU». [10 ero cnoBam, ceyac NpuLwIo
BpEMS, KOrA4a NaumeHTbl C MyKOBMCLMAO030M Nepectany ymMu-
paTtb UM UX YMUPAET OYEHb Mano. «B 3ToOM rofly ymep TonbKO
O[MH MauMeHT, KOTOPOMY Mbl MOMM Bbl HAa3HaYMTb Npenapat
TPEXKOMMOHEHTHOW Tepanuu, — 3aK4mn goknaaymk. — Ewe
6 13 7 cMepTei accoumMmMpoBaHbl C MOArOTOBKOM MM nocnes-
CTBMSAMM TPAHCNIAHTALMKU Nerkmnx. 1 Hagewcs, fanswe und-
pbl By4yT BCe MEHbLUE U MEHbLUEY.

[okasaHo npakTUKOW

3amupa MaromepoBHa MepxkoeBa, 3aBesytoLLas otaene-
Huem nynbmoHonorun YKB N24 Mepsoro MIMY um. U.M. Ce-
4yeHoBa, cooblmMaa 0 pe3ynbratax KAMHUMYECKOro Habnt-
[leHUs nauueHTa, KOTOpbIA HEOAHOKPATHO HAaxXOoLWMACS Ha
cTaumoHapHoMm nevernnn B Kb N24. Peub npet o mononom
MyX4MHe B Bo3pacte 25 neT ¢ xanobaMu Ha NOBbLILEHHYO
Temnepatypy Tena (0o 39 °C), oabiwiky npu HEGOMbLIOK GU3M-
YECKOM Harpyske v B MOKOE, a TaKxKe Ha OTCYTCTBME anneTuTa,
CHWXEeHMe MaccCbl Tena Ha 5 kr B TeyeHWe nocnegHux 2 Hea,.
M MOBbIWEHHYO AHEBHYH COHIMBOCTb. B aHamHe3e 60nbHO-
ro — NaHKpeaTMyeckas HefLoCTaTO4HOCTb C NEPBbLIX AHEN XM13-
HW 1 YacTble BpoHXUTLI C nonyTopa NieT. B 2006 r. nauneHTy
6bi1a NpoBeAeHa NoToBas Npoba, NoKa3aBLwas ypoBeHb X/10-
puaos 121 mmonb/n, BbisiBNeHa MHGULMPOBaHHOCTL P. aerug-
inosa u onpepeneHa reHetnyeckn romosurota y F508del.
B 2011 r. amarHo3 MykoBMcUMO03a noaTeepamncs. Toroa xe
6bina BbiISBNEHaA HOoBas MHpekuns — Burkholderia cepacia
complex. B nekabpe 2022 r. nauMeHTy HaYanm NpoBOAUTL
TapreTHyto Tepanuio Opkambu, 3aTeM COCTOANCH Nepexoa Ha
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npenapat TpukadTa. B noHe 2023 r. 6onb-
HOI B CBAI3M C 060CTpeHUeM Bbin rocnuTa-
nusunposaH B Kb wm. .. MNneTtHesa. OH
Hayan nosyyYaTb MacCMBHY aHTubakTe-
pUanbHY Tepanuio MEPOHEMOM — 6 T/cyT
n uedtaszmgnumom - 9 r/cyt. Ha MOMeHT ro-
cnutanm3aumnmn OPB1 nauueHTa coctaBnsan
18%, OXEN - 33%, OOB1/DXEN - 44%.
Ha ¢oHe Ha3HayeHHOW TapreTHOM Tepa-
nuun 060CTpeHU He BbIo € ntoHsa 2023 T

YXyaweHue HacTynuno B OkTsbpe
2025 r.: nuxopagka go 39 °C, napacra-
0Was OAbILIKA, CHUXKEHWe caTypauuu Ao
70%, B CBSI3X C YEM MaLMeEHTa rocnuta-
NM3MPOBaNM B MyIbMOHONOTUMYECKOE OT-
nenexnve KB N24, bbin onarHocTMpoBaH
mMykosucumao3 F508del, oTMeyeHo ero
TSKEeNoe TeyeHne n obocTpeHune. Y naumeHTa Takke BbISIBU-
T XPOHWUYECKMUIA THOMHO-06CTPYKTUBHbINA BPOHXMT, reHepa-
NM30BaHHble BPOHX03KTa3bl, XpOHMYECKOE MHDULMPOBaHME
[bIXaTeNbHbIX NyTeN, XpOHUYECKMI NaHKpeaTWT, NaHKpea-
TUYECKYH HeLOCTAaTOYHOCTb U HENKOBO-3HEPreTUYecKyto

"

3amupa MazomedosHa Mepxoesa

He#oCTaTOYHOCTb, AeduumuT Maccel Tena (MMT 15,7 kr/m?).

Y naumeHTa NoSBUANCH OCIIOXHEHMS: OCTpas AblxaTenbHas
rmMnepkanHuyeckas HefoCTaTOYHOCTb Ha POHE XpOoHMYe-
CKOM AblIXaTeNbHOM HEA0CTAaTOYHOCTM M NEeroyHas runep-
TEH3MS, aCCOLUMMPOBAHHASA C rMNokceMmen, GyHKUMOHaNb-
HbIY Knacc BO3 — @K 11, O6beKT1BHbIA OCMOTP NOATBEPAMN
TSKENoe COCTOHME NalMeHTa, Mokasan LMaHo3 Hocoryb-
HOro TPeyroabHWKa, M3MeHeHne danaHr no Tuny 6apabaH-
HbIX MANOYeK M HOFTEBLIX MAACTUH MO TUMY YACOBbIX CTe-
Kon. YacToTa AblXxaTenbHbIX ABUXEHWMM cocTaBuna 28-30
B MUHYTY, CaTypaunsa B nokoe — 75%. Kpome TOro, y naum-
eHTa Obina BbigBNEHa Taxukapams. JlabopaTopHbii aHanms
nokasan noBbilleHMe oCTpoda30oBbiX MAaPKEPOB: NENKO-
unTto3 16,3 x 10%n, yposeHb C-peakTmBHOro 6enka (CPb)

354,8 mr/n, Burkholderia cepacia complex 1 x 105 KOE/mn.

MauMeHTy Havyanu NpoBOAUTb aHTUMDAKTEpMaNbHYO Tepa-
nuI0 MeponeHemMoMm, LedTasuamMMomM U KO-TPMMOKCA30/10M
3 pasa B AeHb. MiccnepoBanme GyHKUMKM BHELWHENO AbIXaHUS
BbISIBUNO Yy BONBHOMO TSXKeNble 0BCTPYKTUBHbIE HapYyLIEeHUS:
MXET 40%, ODB1 13% 1 BblpakeHHOe CHWKeHue anddy-
3MOHHOM cnocobHocTn nerknx oo 20%. CornacHo AaHHbIM
OxoKIT, cuctonnyeckoe faBneHWe B NEroYHOM apTepuun co-
CTaBWNO 45 MM pT. CT,, BbISIBNEHA rMnepTpodus nepenHew
CTeHKM npasoro xenygouka. KT nokasana ABYXCTOPOHHUE
6pPOHX03KTa3bl C THOMHbBIM COAEPXKMUMBIM.

MaumMeHTy NpoBenu TapreTHyl Tepanuio npenapaToMm
nBakadTop + TesakadTop + anekcakadrop. B cBa3m C TaxKe-
CTblO COCTOSIHMA BblNa ycuneHa aHTMBakTepuanbHas Tepa-
nus: Ha 4-e CyT. yBefMYeHa L03a MeponeHeMa Ao 3 13 pasa
B A€eHb, uedTazmamuma — 5 r 3 pasa B AeHb. [lpogonxmncs
npueMm Ko-Tpumokcaszona. Kpome Toro, 6bina nposeseHa
NpOTMBOBOCMNANNTENbHAS, MAaCCMBHANA MHIANSLMOHHaAs, dep-
MEHTHas M renaTonpoTeKkTOpHas, MyKOAUTMYECKas U ape-
HaxHaa Tepanus.

Cnycta 2 4 nocne Hayana HEMHBA3MBHOM BEHTUASLMMU
NErknx y NaumMeHTa Havyanu ynyywaTbcs nokasaTtenu, CTanu
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paspeLnTebHbIMU TMMNOKCEMUA U TUNEpP-
KanHus. Ha BTOpble U TpeTbk CyTKM Bbina
OTMeyYyeHa MONOoXMTeNnbHasd AMHaMMUKa
no ocTpoas3oBbiM MapkepaM Bocnane-
Hus: ypoBeHb CPB cHusmncsa go 15,3 mr/n,
YpOBEHb NIEMKOLMTOB B KpOBMU — A0 12 X
10° Mr/n. Ha BoCbMble CyTKM rocnutanu-
3auMum BCe MokaszaTtenu yxe Hbian B npe-
[lenax HopMbl.

MaumeHTy 6blna pekoMeHLoBaHa cre-
LlyloLlas nekapcTBEHHAs Tepanus Ha aMby-
NaTopHOM 3Tane: nepexod ¢ Mapta 2025 1.
Ha reHepuyeckuit npenapat Tpunekca
(vBakadTop + TezakadTop + anekcakad-
Top), npuem no cxeme «150 + 100 + 50 mr
(2 xanc. ytpoMm + 1 kanc. Be4yepom, nepo-
panbHO)»; NpoBeAeHNe aHTnbakTepuans-
HOW Tepanuu Kypcamu 2 pasa B rof C fanbHenWnm npue-
MOM BucenTona; pecnMpatopHas NoaLepXKKa, HeMHBA3UBHAS
BEHTUNALMA NETKMX B AOMALLUHUX YCTOBUAX, KNWCNOPOAHAA Te-
panus C UCMONb30BaHUEM CTALMOHAPHOTO M NMEPEHOCHOTO
MpU Harpyske KMCNOPOAHOIO KOHLEHTPATOpa, @ TakKe WH-
ransgumMoHHas Tepanus 6eponyanom, GepmMeHTHas 1 renato-
NpPOTEKTOpHAas Tepanus, MyKOAUTUYECKas, APEHAXHas U BU-
TaMUHOTEpanus.

B asrycte 2025 r. naumeHT 66l NOBTOPHO rocnuTanu-
3MpPOBaH C Xanobamu Ha OAbILKY NPU UHTEHCUBHOM (DU3K-
4eCcKOM Harpyske u Kallefb C XenTo MokpoTou. [ToboyHble
3 deKTbl NpU CMeHe TapreTHoW Tepanuu 6ONbHON He OT-
Meyan. OBbeKT1BHbIA OCMOTP Nokasan ysennyenne NUMT po
19,8 Kr/M?, OTCYTCTBME OTEKOB M LiMaHo3a. COXpaHSHOTCa U3-
MeHeHus danaHr no TMny 6apabaHHbIX Nanoyek U HOrTeBbiX
NAacTMH No TUMY YacoBbix cTekon. CaTypaums B NOKoe Co-
ctaBuna 95% v po 92% npwu Harpyske. «[1o gMHamuke no-
KasaTtenen Mbl BUAMM, YTO BCE OHWM B Npefenax HOpMbl», —
KOHCcTaTMpoBana 3amupa MaromepoBHa MepxoeBa. OHa
OTMETMNA, YTO Yy NaLMeHTa OTCYTCTBYET NEMKOLMTO3, He Ha-
pacTaeT runepkanHus, B Nnpefenax HopMbl HaxXoagaTcs nap-
LManbHOE HacbleHne KMCIopoaoMm, ypoeeHb CPB, neyeHou-
Hble GepMeHTbI. [10NOXUTENbHYIO AMHAMKKY LIEMOHCTPUPYET
O®B1, koTOpbIM yBEAMUMUACS [0 22% NO CPABHEHMIO C MOKa-
3aTenem despang, coctanstowmm 15%. C 20 no 25% B yka-
3aHHbIN nepuon yBennuunnacb AndPy3MoHHas CnocobHOCTb.
C ofHOW CTOPOHBI, 3TO HEBLICOKME MOKasaTenu, a C Apyron —
y NauMeHTa 0TMeYaeTCcs NONOXMUTENbHAsA AMHAMMKA.

O nonoxuTtenbHoW AMHaMMKe TakxKe CBUAETENbCTBYIOT
axokapamorpadus, NoKas3aBLLas CHUXEHWe AaBNeHus B Ne-
royHou aptepmm ¢ 45 no 35 MM prT. T, 1 pesynstatel KT.

JkcnepT obpaTmna BHUMaHMe y4aCTHUMKOB Ha MCCnenoBa-
Hue konner — C.A. Kpacosckoro u PY. Karazexesa, B KOTOpoM
[lOKa3aHbl 3PPEeKTUBHOCTb M 630MacHOCTb UCMOMb30BaHUA
TPOWMHOM (QUKCUPOBAHHOW Tepanuu. «Mbl BUAMM, YTO yNyyLla-
l0TCS MokasaTtenu GyHKUMIA BHelwHero AbixaHus: OPB1 yse-
NIMYMNCA NpakTMyeckn Ha 9%, - otMeTuna 3.M. MepxoeBa. -
Konuuectso rocnutanusaumii ymeHbluaeTcs 6onee yem
Ha 70%, neroyHble 060CTPEHUS CHWXAKOTCA Bonee YeM Ha
79%, UMT noBblwaeTcs, U, COOTBETCTBEHHO, YBE/IMYMBAETCS
BbKMBAEMOCTb HALUMX NALMEHTOBY.



Bpauu 1 nauumeHTbl NOAYyUMIH
BO/ILIEGHYI0 TAabNeTKy

CBoMM BuaeHMEM Npobnembl ieyeHms
MYKOBMCLMA033 M ONbITOM NPOBELEHUS
TapreTHol Tepanuu B POKB nogenuncs
Cepreit lOpbeBuy CeMbIKMH, 3aBeayOLMNA
neguatpuyeckum orgenennem POKB, du-
nvan ®TAQY BO mM. HM. Muporosa.

OH nopyepKHy”n, 4TO MyKOBMCLMI03 06-
peKaeT NaLMeHTOB Ha U3HYPUTENBHOE exe-
[HeBHOe neyeHue. [1ng Toro ytobbl Npo-
LNnTb cebe Xn3Hb, 60NbHbIE BbIHYXAEHDI
NPMHUMaTb OrPOMHOE KONIMYECTBO fieKap-
CTBEHHbIX NpenapaTtoB (NaHKpeaTnyeckme
(hepMeHTbI, MHFaNSUMOHHbIE M Nepopasb-
Hble MYKONUTUKKU, BPOHXONUTUKM, Kende-
FOHHble CpenCTBa, BUTaMuHbl A, [, E, K, UH-
ransuMoHHbIe, NepoparnbHble 1 BHYTPUBEHHbIE aHTUOMOTHKMN),
MCnonb30BaTh Hebynansepsbl 1 ApIXaTeNbHble TPEHAXKEPDI.

«B 37Ol cuTyaumm Mbl MeyTanu o BonwebHow Tabnetke,
W, HAKOHELL, OHa NMOSBMIACh HA HALLIEM PbIHKE B BUAE Npena-
paToB TapretHow Tepanuu Tpukadrta u Tpunekca», - oTMe-
TUN 3KCNepT.

OH HanoOMHWA, 4TO aMepuUKaHCKMI npenapat TpukadTa
(anekcakadtop + TesakadTop + nBakadTop/mBakadTop) Obin
3apeructpupoBaH B PO 13 mioHa 2023 r. AHanoruyHbii no co-
CTaBy BOCMPOU3BEAEHHbIN npenapart Tpunekca (ApreHTnHa) -
15 Hoa6ps 2024 1.

Cepreit OpbeBuy CeMbIKMH MOAENWCS OMbITOM NEYEHUS
npenapaTtoM TpukadTta 12-neTHel 0eBOYKKU, 0OpeYEHHOMN, Mo
€ro CN10BaM, Ha cKopyto rnbenb. K Havany TpeXKOMMNOHEHTHOM
TapreTHoM Tepanuu y Hee NOCTOSHHO NOBTOPSIMCHL 060CTpe-
HW1s BpoHxoneroyHoro npouecca, a OPB1 6611 MeHbwe 30%.

B TeueHune Tpex neT neyeHns oTMEYEHa OYEHb XOPOLLAs
OMHAMKKA OYMLLEHMS AblXaTeNbHbIX NyTen. [MauneHTka ocTa-
€TCS KNUCTOPOA03aBMCUMOM, HO B MONTOCTSX, @ OHW TOHKOCTEH-
Hble, NpakTUYecKn HUrae HeT rHos. CeroaHs LeBoYka Nposon-
YKaeT Hax0AMTbCA Ha TPEXKOMMOHEHTHOM TapreTHOM Tepanuu
OpPWIMHaNbHBIM NPEnapaToM, CNacaloWmMM ee XM3Hb. pyrow
npumep n3 BpayebHOM NpakTUKM — MALMEHT C MYKOBMUCLM-
no3oM. Ha doHe neyeHus npenapatom TpukadTta B TeyeHme
roAa y Hero noYTM NOMHOCTbIO HUBENMPYETCS MYKOCTa3, Npo-
X0AMT 060CTpeHMe 1 oumwatoTca nasyxu. Ewe y ogHom naum-
€HTKM MPOM30LLIO MOSHOE OYMLLEHWNE FalAMOPOBBIX Na3yx Mo-
e Tepanuu npenapaTtom TpukadTa, 4To nokasanu KT u MPT.

Jkcnept coobwmn, yto 10 net Hazan Ang nedexHus obo-
CTpeHus BpOHXONEro4YHOro npouecca B NegMaTpuyeckom
otaeneHun PIOKB ncnonb3oBanucb opurMHanbHble npena-
patbl ®opTyM, MepoHeMm, Linnpobaii, MHrangILuMoHHbIE aHTH-
61oTMKK U T. 4. MNpn 3ToM HGakTepuanbHas obceMeHeHHOCTb
NauMeHTOB (CMHErHOMHasa Nanoyka, 3010TUCTbIA cTaduno-
KOKK, Burkholderia cepacia u Achromobacter) octaBanacb
[ocTatoyHo Bbicokoi. Cnycts 10 neT, Bcero nmwb 3a 3 roga
npvema TapreTHbIX NpPenapaTos, KONMYECTBO BblAENEHHbIX
MWKPOOPraHM3MOB 3HAUYMUTENbHO YMeHbLWMAOCh. B 2022 r.
TONbKO Y 22% MNauMeHTOB He 6blN0 poCTa Ha CTapTe Tap-
reTHoM Tepanuu. Yepes rog ero He ctano y 77% nauumeH-
TOB, M ele yepe3 rog — Yy 72% 60NbHbIX MYKOBMCLMA030M.

Cepzeli Opvesuy CeMbIKUH

OcTaeTcs CKyOHbIM BbICEB CTAaQMUIOKOK-
Ka U CMHErHOMHOM Manoyku, npakTuye-
Ckn He octanocb Burkholderia cepacia.
«KonnyectBo cTapmnoKOKKa, CUHETHON-
HoM nanoykn u Burkholderia cepacia
¢ Achromobacter ymeHbluaeTca», — KOH-
ctatupoan C.HO. CembikuH. Mo ero cno-
BaM, ecnim B 2022 1. (Ha cTapTe npuema
npenapata Tpukadra) cnekTp MMKPOOHbIX
naToreHoB y 60AbHbIX MYKOBMCLMA030M
neanatpuyeckoro oraenenns POKB Bknto-
yan 297 wtaMMoB OT 383 nauMeHToB, TO
B 2023 r. (uepe3 rog npuema TpukadTbl) —
137 wraMmoB oT 413 naumneHToB.

[loknaguunk Takxe 3aTpOHYN BOMpOC
($hapMako3KOHOMMKM, OTMETUB, YTO C NO-
SBNEHWEM TapreTHOW Tepanuu CHU3MNOCH
KONM4eCTBO NpenapaToB, Ha3Ha4aeMblX BONbHbIM MYKOBUC-
unposoM. N ecnmn obwme 3atpatel otaenenuns 8 2020 . co-
CTaBnanun 4 MaH pyob. (3akynka aHTMOMOTUKOB — UHFANSALMOH-
HbIX, MEPOpPanbHbIX, BHYTPMBEHHDLIX), TO K 2024 r. oToeneHue
TPaTUT TONbKO 2 MAH pyb. Ha NpuobpeTeHne aHTUOMOTUKOB,
KOTOPble MCMOMb3YIOTC B OCHOBHOM [ NeYeHns 60MbHbIX,
He monyyaloLmMx TapreTHyto Tepanumto. «Bcero nuwe 900 ThiC.
py6. Mbl MOTPATUAKX B MPOLUIOM rofly Ha 3akynky MepoHema
n 222 ToIC. py6. — Ha 3akynky LledTaszmanma, - coobwmn skc-
nepT — 3T0O KONOCCanbHAs 3KOHOMMS NPOCTO HAa aHTUMMUKPOOB-
HbIX Npenapatax». B 2021 roay otaenexHue notpatuno 6onee
12 MnH py6 Ha aHTUOBUOTUKM (BHYTPUBEHHbIE, MHTANSLMOH-
Hble M nepopanbHble). B 2024 ropy - Bcero 2,5 mnH pybnei,
T.e.B 6 pa3 MeHbLLe.

M KOHe4Ho, eCcTb OLWYTUMas pasHMLA B CTOMMOCTU [OBYX
TapreTHbIX NpenapaTos. YNakoBka npenaparta Tpukadra cro-
ut 1,9 MaH py6., Tpunekca - 1,2 MnH py6.

OH TaKkXXe HamoOMHWA, YTO BOCMPOM3BEAEHHbIM Npenapat
Tpunekca oka3ancs Ha poCcMCKOM GapMpbiHKe B MOAHOM
COOTBETCTBMM C 3aKOHOAATENBCTBOM. Mexay TeM poauTenu
60MbHbIX AeTert 0nacanucb, YTO Nepexon C OPUrMHANbHO-
ro npenapaTta Ha reHepuK NpWBELET K NOSBNEHUI0 HeraTuB-
HblX No6oYHbIX 3hdekToB. bonee Toro, Gbina NOAHATa BOJ-
Ha npoTecTa NPOTMB 3aMeHbl OPUIMHANBLHOrO Npenaparta.
YT06bl YCNOKOWTL NtOAEN, AaTb UM CMPaBUTLCA C Becnokom-
CTBOM, NaLMEHTOB NPUINACUAM Ha CTapT Tepanuu. B pesynb-
TaTe 60 60NbHLIX MYKOBMCLMAO30M (MANbYUKM U AEBOYKM
B BO3pacte oT 6 fo 17 neT) B nepuof € sSHBaps No aBrycr
2025 r. npownu yepes otaenexue, ns Hux 40 - NOBTOpHO
yepes nonroga. AHanu3 nota, NpoBefeHHbIR ¥ 41 nauneHTa,
MoKa3an HOPMasbHbIM YypOBEHb XN0puaoB (€40 mmonb/n no
MeTony MMbcoHa — Kyka) y 19 venosek. Y 11 60nbHbIX ypo-
BEHb X10PUA0B B NOTe Obl COMHUTENBHBIM (41-60 MMonb/n),
ay 10 yenosek — noBbiweHHbIM (61-80 MMonb/n). DyHKLMK
BHELHero AblxaHns oba npenapata HOpManu30BaNu Npu-
MEpPHO 0MHAKOBO.

MNpencraBnseT 6ONbLLIOW MHTEPEC pe3ynbTaT eyeHns na-
LMeHTa, y KOTOpOro TpU roaa Hasaf, Ha CTapTe Tepanuu npe-
napaTtom Tpukadta, OPB1 6bin MeHblwe 30%. CnycTs nonro-
[la npvema npenapaTa Tpuaekca 3TOT NoKasaTteNlb COCTaBuA
55%, Kak 370 66110 Ha GoHe neveHns npenapaTom TpukadTa.
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«3T0, NOXaNym, CaMblii LOCTOBEPHBIN pe3ynbTaT, NOATBEPXKAA-
owmi, yto TpmukadTta n Tpunekca — npenapatbl COBEPLUEHHO
O[IMHAKOBOro AEeNCTBUS U OAMHAKOBON 3DDEKTUBHOCTUY, —
KOHCTaTMpOBan 3KCMepT.

Y10 KacaeTcsd MUMKpO6HOro cnekTpa 60MbHbLIX, TO Ha
¢doHe neyeHnsa npenapatom Tpunekca y 31 naumeHTa He
6bl10 BbICEBAHMSA MUKPOOPraHM3mMoB. OTMEYEHO He3Hauu-
TeNbHOe KOMYeCTBO 30/10TUCTOrO CTadUIOKOKKA U CUHer-
HOMHOW ManoyKu.

TaKkKe BaXKHO OTMETUTb, YTO Ha QOHe TapreTHOM Tepanuu
[OCTUTHYTbI XOpOLUME Pe3ynbTaThl OYULLEHWS FAaMMOPOBbIX
nasyx. «Bcero nuwb 3a 2 Hefenu npuemMa npenapata Tpunek-
Ca HAYMHAIOT OUMLLATLCS OOHbIE Ma3yXxu, peleTku 1 ramo-
poBbl nasyxu, — otmetun C.HO. CeMbiknH. — EcTecTBeHHO, 4TO
yepes rof 3TM Nasyxu OKaXyTCs YUCTbIMUY.

OTAenbHbI BONPOC CBA3aH C NOSBAEHMEM HEraTUBHbIX MO-
604HbIX 3P PeKToB. Ha H1X XanoBanack 4acTb NALMEHTOB, NpU-
HMMaBLUMX NpenapaT Tpunekca, B YaCTHOCTM 6 YenoBeK — Ha
cyxo# Kawenb. [Mpu 06cnenoBaHnu y 4 naumMeHToB Obiia BbISIB-
NeHa oCTpas MUKOMNa3MeHHas MHdeKLms, y 2 — ocTpas xna-
MUOUIHaa MHOekums. MNocne Kypca nevyeHms MakponmMaamu,
npofos/mkaswerocs 2-3 Hepq,, Kawenb mcyes. Ewe 3 nogpoct-
Ka (1 ManbymK 1 2 0eBOYKM) XKaNOBANMCh HA KaLLENb U OAbILLKY.
Kak okazanocb, npnynHa bbi1a B TOM, YTO OHU KypWaW BEMMbI.
Mocne npoBeneHns pasbaCHUTENbHOM paboTbl MOAPOCTKM ne-
pecTanu KypuTb 1 CNYCTS HECKONBKO MECSLLEB YXKE HE KaLLAsN.

[pyron cnyyar CBA3aH C O4€Hb MHUTENIbHOW MaMOM, KO-
Topas cBsi3biBana HeBONbLWOE NOBbLIWEHWE apTepuanbHOro
[laBneHuns, cnabocTb M ronoBHy 60Mb y CbiHA C NPUEMOM
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npenapata Tpunekca. Cam noApOCTOK AOMa MpoBen CyTou-
Hbli MOHUTOPUHT apTEPUANbHOIO LABNEHMUS, KOTOPOE MOoKa-
3an0 abconoTHY HOopMy. Y Bpayei pe3ynbrat Obi1 TakuM
e. Ho Mama Ha 7 oHeN [aHHy Tepanuio OTMEHUNA MOA, Ha-
6noneHveM mMenukoB. [pu 3TOM aBieHuWe y NoapocTKa Bce
PaBHO NEPUOAMYECKM NOBLILIANOCH, BUAMMO M3-3a Ype3Mep-
HOro MaTepUHCKOro BHMMaHus. lNo3ToMy Tepanuio npenapa-
ToM Tpunekca Bo306HOBUAM, U Bonblue xanob He nocTynano.

Ewe y ogHoro noapocTka ¢ »anoboi Ha BRAXHbIA Ka-
Wwenb No yTpaM 6bl BbIIBNEH racTpo33odareanbHblit ped-
JIOKC, @ Y 3 NaUMEHTOB NPUYMHOW CTaNM MHranaumMu cone-
BblX PACTBOPOB OPOHXMTONA M KOJIMCTUHA, HA (POHE KOTOPbIX
npoxoanno neyexHue Tpunekcol. [locne oTMeEHbl UHrans-
Lni xanobbl npekpatuancb. Ho camblii MHTEpEeCHbIR cny4ait
CBS3aH C NosBAEHMEM >anob Ha Kallesb, OAbILKY U XpUMbl
y 15-neTHei 0eBOYKM-NOAPOCTKA, OCBOUBLIEN Npodeccuto
MaHuKopLwK. XXanobbl NOSBUAUCH, KOTAA OHA elle nosyvana
Tepanuio npenapaTom TpukadTa, a Ha Tpunekce 310 NpoAoA-
Xnnocb. Kak okazanocb, NpnymHa bbina B XMMUUYECKMX peak-
TUBax, KOTOPbIMM BO BpeMs paboTbl MOMb30BaNach NaumUeHT-
Ka. MIx pnuTenbHoe BAbIXaHWE NPUBENO K NMOPAXKEHUIO NIEMKUX.
B deBpane Bpaun ybeamnn naumMeHTKy CPOYHO MpeKpaTUTb
33aHMMATbCA OAHHOM AEeATeNbHOCTbIO, U YXKe B aBrycre oHa
NpuLNa Ha NnpueM 6e3 efMHOro Xpuna B nerkux.

«Mepexop ¢ TpukadTbl Ha Tpunekcy y Hawux naumeH-
TOB MPOXOAMT rNafko, 6e3 OCNOXHEHWUH, — NOoAYEPKHYN
C.H0. CeMbIkMH. — [JaHHblE O NepeyncneHHbix HebnaronpusaT-
HbIX peakuuax Mol B @apMakoHaA30p He noAasanu, MoCKob-
KY BCE OHM 0KA3aNMCh JIOXKHbIMMU. e
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Pesiome

CoBpeMeHHas cTpaTerus Tepanuu 6poHxmanbHoi actMbl (BA) no TpeboBaHMIO NpeTeprnena KapAMHaNbHbIA NEpeCcMoTp B CBA3M
C HAKOMMEHMEM AAHHbIX O PUCKAX, CBA3AHHbIX C YpE3MEPHbIM NPUMEHEHNEM KOpOTKoAeNCTBYOWMX B2-aronuncros (KOBA). Ha cme-
Hy MoHoTepanuu K[IJBA npuiuna napagurma obnerdyeHns CUMNTOMOB C MCMO/b30BaHMEM NPENapaTos C MPOTUBOBOCNANMUTENbHbIM
LeiicTBneM — GUKCMPOBAHHbBIX KOMOWMHALMI MHFANGUMOHHBIX rtokokopTukocTeponaos (MIMKC) n 6poHxoannatatopos. B faHHOM
0030pe CMCTEMATM3MPOBAHbI aHHble, NoATBEPXAAOLWME IDDEKTUBHOCTL M 6HE30MaCHOCTb ABYX KAOYEBbIX MOAXOA0B: pexmMa
epunHoro uHrangtopa (MART) ¢ UITKC-dopmoTeponom u npumerHenus kombuHaumn «MIKC-KOBA» (BynecoHuna-cansbytamon)
UCKNIOYUTENBHO AN KYNUMPOBaHUS CUMMNTOMOB. AHanW3 pe3ynsbTaToB UCCNef0BaHMIM LeMOHCTPUPYET, 4To 06a NoaxXonLa 3HaYMMO
YNYYLIA0T KOHTPONb BA 1 CHWXaOT prck 060CTpeHMIt 1 NOTPeBHOCTb B CUCTEMHBIX TIOKOKOPTUKOCTEPOMAAX MO CPABHEHMIO
¢ MoHotepanueit KIOBA. [laHHbI nonxon, obecneynBaeT ycuneHne NpoTMBOBOCNANMUTENbHOV Tepanuu HeNoCpeaCTBEHHO B NepUOL,
YCUNEHUS CUMINTOMATHKK, 4TO 0CO6EHHO 3DEKTUBHO AN NpefoTBpalleHns 060CTpeHUid. Ha TekyLLMi MOMEHT MexXayHapoaHble
3KCNepTbl CYMTAIOT CTPATErUI0 MCMONb30BaHMS KOMOMHMPOBAHHBIX Npenapatos ¢ MIKC ans kynupoBaHus npuctynos bA npea-
noYTUTENbHOM. Tak, COrNAcHo nocneaHen Bepcun pekomeHaaumii MnobansHon MHMumMatuebl no bA (Global Initiative for Asthma -
GINA), Tepanus no TpeboBaHunto UTKC-popMoTeponoM sengetcs npeanoytutensHoi Ha CtyneHax 1-2, Ha CtyneHax 3-5 npume-
HSETCS peXMM NOCTOSAHHOM NOALEPXKMBALOLLEN Tepanuu U KynupoBaHusg cumntoMoB MART. Mpu 3ToM koMBuHaumus «UTKC-KOBA»
SBNSETCS aNbTEPHATUBHOM ONUMEN AN KYNMPOBAHWUS CUMNTOMOB, HaunHas co Ctynenn 1. Takum obpa3oM, COBpeMeHHas Tepanus
no TpeboBaHMIO NPeaOCTaBNsNeT HOBble BO3MOXHOCTH N5 3ddekTUBHOro M 6e3onacHoro KoHTpons bA, no3sonss MMHUMMU3UPO-
BaTb PUCKM, CBA3AHHbIE C NpuMeHeHueM KIBA, n ynyqlwnTb LONTOCPOYHbIE UCXOAb! 3ab0neBaHUS.
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Abstract

The modern strategy for as-needed therapy in asthma has undergone a fundamental revision due to accumulating evidence
of the risks associated with the overuse of short-acting B2-agonists (SABA). The paradigm has shifted from SABA mono-
therapy to the use of anti-inflammatory agents for symptom relief, such as fixed-dose combinations of inhaled corticoster-
oids (ICS) and bronchodilators. This review summarises the evidence for the effectiveness and safety of two key approaches:
the single-inhaler Maintenance and Reliever Therapy (MART) regimen with |CS-formoterol and the use of an ICS-SABA combi-
nation (budesonide-salbutamol) exclusively for symptom relief. Analysis of the results of clinical trials demonstrates that both
approaches significantly improve asthma control, reducing the risk of exacerbations and the need for systemic glucocorticoids,
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