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Pe3iome. Ilocnennee necsaTuiieTe BO BCEM MHUPE aKTUBHO IMPUMEHSIOTCS TapreTHbIE MpenapaTsl,
KOTOpPbIE IEMOHCTPUPYIOT BHICOKYIO 3()(heKTUBHOCTD, YIIydIIatOT KAYeCTBO KU3HU U MOBBIIIAIOT MEUAHY
IIPOTHO3UPYEMOU BBIKUBAEMOCTH UL JIFOAECH C MyKOBUCLUIO30M.

KaioueBbie cji0Ba: MyKOBHCIUI03, TAPTETHAS Teparus, (QYHKIUS BHEIIHETO JbIXaHHS.

Resume. Over the past decade, targeted therapies have been widely adopted worldwide,
demonstrating high efficacy, improving quality of life, and increasing the median projected survival for
individuals with cystic fibrosis.

Keywords: cystic fibrosis, targeted therapy,respiratory function.

AKTyaJbHOCTb. MyKOBUCIIUJI03 (KUCTO3HBIM (ubpo3) — 3TO ayTOCOMHO-
pelecCUBHOE HACEICTBEHHOE 3a00IeBaHNE, XapaKTepU3yoIleecs HapyleHueM QyHKIUH
BCEX AK30KPUHHBIX JKEJIe3 U, KaK CIIEJICTBUE, MOPAXKEHUEM KHU3HEHHO BAXKHBIX OPTraHOB U
cucreM. B benapycu yacrora Bcrpedaemoctu mykoBucuuao3a— 1:8000 HoBopoxaEéHHBIX. B
HACTOfAIllEE BpeMs BCE€ MAIMEHTHl MOJy4aloT Oa3UCHYH) CHUMIOTOMATHYECKYID U
3aMECTUTENIbHYI0  Tepaluio, a  TakXKe Tepanuioo00CTpeHUH U OCJIOXKHEHUH
3a0oneBanus. B nocnennee JNECATUIICTHE BO BCEM MUpPE HTUPOKO
WCMOJIB3YIOTCA MpenapaTbl MaTOT€HETUYECKOW TAPTeTHOM Tepanuu, JIEMCTBUE KOTOPBIX
HaIpaBJeHO Ha BoccTaHoBieHue pyHkuuu oenka CFTR.

Hean: mnpoananuszupoBaTh >(QPEKTUBHOCT, MPUMEHEHUS B TedyeHUe 2,5 Jer
TapreTHON Tepanuu mnpemnapatomM — «Tpuxadray (MexayHapolHOE HEMaTEHTOBAHHOE
Ha3BaHMe — deKcakapTop/uBakadTop/Te3aKadTop) y ABYX NAIUEHTOK C MyKOBHUCIIU030M.

3agaunm:

1. OueHuth TUHAMHUKY MoKa3zaTeneil PyHKIUU BHEIIHEro Abixanus (nainee — OBJI),
aHTPONIOMETPUYECKUE JIaHHbIC, JAHHbIE [TOCEBOB HA MUKPOQIIOPY U3 HOCA U 3€Ba, 00BhEM
BBIHYKJECHHON aHTHOAKTEpUANbHOW TEpalmuu M 4YacTOTy TOCHHUTAIM3aluil 10 cTapTa
TapreTHOM Tepanuu U uepes 2,5 rojia IPUMEHEHHs Ha IpUMepe IBYX JETeH, MOoTyudaBIInX
npenapat « TpuxkadTtay.

2. OueHUTH BIUSIHUE TAPTETHOM TE€panuy Ha KAYECTBO KU3HU MAIlMEHTOB.

Marepuasusbl u meroabl. M3yueHsl TaHHbIE MEIUIITHCKON IOKYMEHTAUU (MCTOPUS
pa3BuTUS peOEHKa, KapThl CTAallMOHAPHOIO MAallMeHTa, 3aKidyeHus [opoackoro
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aMOyJIJaTOPHOT'O IyJIbMOHOJIOTMYECKOTO KaOuHEeTa), MPOU3BENIEH OCMOTP ABYX MAlUEHTOK
2012 roma poxnenus, mnonydaromux npenapatr «Tpukadrta» ¢ ceHtsiOps 2022
rojia. AHAIM3UPOBATUCH MMOKa3aTeNd PYHKIMK BHEIIHETO JbixaHus ((popcupoBaHHas
KU3HEeHHass eMKOCTh Jerkux (mamee — DXKEJI) m o6bem (opcupoBaHHOTO BBIIOXA 3a
nepByro cekyHay (nanee — O®PBI1), anTponmomMerpuueckue OaHHbIE (BEC, POCT, MHIEKC
Macchol Tena (nanee — MUMT)), nanHbie moceBOB Ha MUKpO(IIOpy U3 HOca M 3€Ba, 00BbEM
BBIHYXJECHHON aHTHOAKTEpHAIbHON Tepanuu, 4aCTOTa TOCIUTAIN3AIUH.

Pesyabtarel M ux o0cy:xknenue. B PecnyOnmkaHckoM ULEHTpe JETCKOM
yJIbMOHOJIOTMU U MYKOBHUCI03a B 3-€i FOPOACKOMN JETCKON KIMHUYECKOW OOJNBHUIIE T.
MpmuHCcKa cocTosT Ha ydeTe nBe neBouku 2012 roma pokaeHus ¢ IMarHo30M MyKOBUCLIAI03,
MoJTy4arolre TapreTusiid npenapat « Tpukadra» ¢ centsaops 2022 rona.

[To pesynpraTaM wucciaeaoBaHus 3(P(EKTUBHOCTH NPUMEHEHMs Ipernapara Ha
NPOTSKEHUH 2,5 JIeT MPOM30LUIO YBEIMYEHHE IOKa3areiaell (U3MYEeCKOro pa3BHUTHSL.
Cpennuii roqoBOMIIOKA3aTENb MACChI TeIa YBEIUYMICA ¢ 28 KI 10 cTapTa Tepanuu 10 46,5
KT cnycTs 2,5 rona tepanuu. Poct yBenmmuniics ¢ 139 cm go 157,5 ¢, 4To XapakTepHO s
€CTECTBEHHOT'0 pocTa JeTeil B 3ToM Bo3pacte. [Ipousonuia HopManu3auus NOKaszaTess
UMT (c 14,5 xr/m? 1o 18,8 xr/m?). Yiryummnucs nokasareny (pyHKIUE BHENIHETO JIbIXaHUSL:
nokazarenb OXKEJI ysenuuniics co 100% go 112,5%, O®BI1- co 110% no 112,5% (tabu.

).

Tabu. 1. CpaBHUTEIbHASI XaPAKTEPUCTUKA TOKA3aTENEN 0 U cycTs 2,5 roja Tepanuu

IMoka3areanb o Tepanuu 2,5 rona Tepanuun Ipupocr
Macca Tena 28 kr 46,5 kr 18,5 kr
Pocrt 139 cm 157,5 cm 18,5 cm
UMT 14,5 xr/m? 18,8 kr/m? 4,3 xr/m?
OXKEJI 100% 112,5% 12,5%
O®B1 110% 112,5% 2,5%

Ha nporsbkeHuu AByX JIeT 10 cTapTa Tepanuu y MalMEeHTOK OTMEYascs BBICEB
natoreHHol (¢nopsl  (Achromobacterxylosoxidans u Burkholderiacepaciacomplex) B
Ma3Kax M3 HOCa U 3€Ba, IPOBOJIMIIACH dPAJIUKAIIUS aHTUOAKTEpHAIbHBIMU TIpenapaTtamMu. C
arpena 2022 roga JaHHbIE MATOJOTHYECKHE MUKPOOPTaHU3MBbI IEPECTAIN BBICEBATHCS U3
pECIUpPATOPHOro TPAKTA.

Ha ¢one u3meHeHuss MUKpPOOHBIX BBICEBOB W3 JbIXATENbHBIX MyTeHOoTMedaeTcs
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CHM)KEHHME YacTOTbl OOOCTpEHUM XPOHUYECKOrO0 OpOHXOJIETOYHOTO  Ipolleccaw,
COOTBETCTBEHHO, KYpCOB BBIHYKJICHHOW aHTHOMOTHUKOTEpanuu. 3a MOocieqHue 2 roja
MPOBEJIEH BCEro OJWH KypC aHTUOAKTEepUadbHOM Tepanuu (dSHTEpaIbHBIA MNPUEM
AszutpomuiiuHa B TedyeHue Tpéx mHed Ha done OPU). B cpemnem no crapra mpuema
npenapata «Tpuxadray rocnurTamuzaluu 1O TMOBOAY OOOCTpeHUs 3aboJieBaHUs
TpedoBanmuck 1-2 pasa B roa. Ha ¢one Tepanum 3a mepuon ¢ centsops 2022 roma mo
CErOJIHSIIIIHUYN JIeHb OTMEUYaeTCsl OTCYTCTBUE TOCHUTAIU3AIMN MO MOBOAY OOOCTpEeHUU
MyKoBHUCIU03a. B ampene 2024 roma, yduThIBasi JaHHBIE MHUKPOOMOJIOTMYECKHUX
uccleIoBaHui, Obuta OTMEHEeHa 0a3ucHas aHTUOAKTepUualibHas Tepanus A3UTPOMUIIMHOM
n Konuctumerarom HaTpus, KOTOPbIE HEMPEPHIBHO HMCIOJIB30BaIUCh B jJeueHnu ¢ 2018
roja.

o crapTta Tepanuu MAlMEHTKU HAXOAWINCh HA JIOMAalIHEM OOYy4YEHUU B CBS3U C
4acThIMU OOOCTPEHUSIMU OCHOBHOTO 3a0ojeBaHusi Ha (OHE BHUPYCHBIX HHGEKIUH.
Hopmanuzamusi TeMnoB (U3M4YecKOro pa3BUTHS, CHIDKEHUE KOJIMYECTBA OOOCTpEHUN u
rocuuTaIN3aluil M03BOJUIIO0 JieBoukaM B 2023 roay BEpHYTHCS K OYHOMY OOYUYEHHIO B
mkosie. Ceiiwac OHM yyarca B 6 Kiacce, PEryJsipHO IMOCEIIAIOT OCHOBHBIE U
JOTIOJTHUTEIIBHBIE 3aHATHS, BEAYT AKTUBHYIO COMAIIBHYIO )KU3Hb,TyTEMIECTBYIOT U CTPOSIT
IJIaHbI Ha Oy Tyiee.

B Hacrodmee Bpems MAalMeHThl MPOJOJKAIOT IMOJIy4aTh TAPTEeTHYH) TEparuio, a
TaK)K€ KOMIUIEKCHOE 0a3MCHOE JICUEHHE.

BobiBOaBI:

1. [lepBblif ONBIT AJIUTEIBHOTO MPUMEHEHUsI TapreTHoro npemnaparta « Tpukadra» y
nereit B PecmyOnuke benapych NpoAEeMOHCTPUPOBAT MOJOKUTEIBHYIO JTUHAMUKY
nokasaresieid (PU3MYECKOro pa3BUTUS U HopManu3auuio nokazareneit UMT, ynydiienue
nmokazareneid (QPyHKIMM BHEIIHETO JbIXaHWS, OTCYTCTBUE BBICEBOB MATOTCHHBIX
MHKPOOPTAaHU3MOB, KOTOPBIE MIPU JITIUTEIIBHOM MEPCUCTUPOBAHUH BBI3BIBAIOT MHOKECTBO
OCJIO’KHEHHM.

2.bnarogapss NPUMEHEHHUIO TATOTEHETHUYECKOW TEPANUUCHU3WIACH YacTOTa
000CTpEHU U KPaTHOCTh KYpPCOB MPUMEHSIEMbIX aHTUOMOTHUKOB, OTMEUAETCSI OTCYTCTBUE
TOCIIATAIN3ALUH.

3.Bo3BpanieHre B IMIKOJNY TMOJAPWIO JE€BOYKAM BO3MOXXHOCTh COLIMAJIBHOU
aJanTalyy U 3HAYUTEIBHO YIYUYIIHIO KAYECTBO KU3HMU.

4. CoBeplIEHCTBOBaHME MEIUIIMHCKON OMOIIN TAIMEHTaM C MyKOBUCIIH1030M B Pb
JIOJKHO OBITh HAMpaBJICHO Ha MOMCK BO3MOXKHOCTH UCIIOJIb30BaHUSI TAPTreTHOM Teparuu,
41O OyZEeT CIOCOOCTBOBATH YIYUIIIEHUIO KAUeCTBA KU3HU MAIUEHTOB.
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