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OBPA3OBATEJIbHbIE MATEPUATIbLI A1 MAUVEHTOB N Y XAXNBAIOLLIX 3A
HAMW JTNL,

Vanzacaftor, Tezacaftor, and
Deutivacaftor

ITOT BOKYMeHT, npepocTaBneHHbin UpToDate® Lexidrug™, copepxuT BClo
Heobxogumyto HopMaumio o npenapaTe, BKloYas nokasaHus, cnocob
npuMeHeHns, No6o4Hble 3PP eKTbl U cnyvau, NP KOTOPbIX HeOBXOANMO
CBSA3aTbCS C BAlLUMM MNOCTaBLUNKOM MeAULUNHCKNX YCNYr.

Toprosble HanmeHoBaHus: CLLIA
Alyftrek

TOpFOBbIe HanMmeHoBaHuA: KaHapga
Alyftrek
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[MpepynpexpeHune

e [lpymMeHeHNe paHHOro NpenapaTa CoNnPOBOXAAaN0Ch HAPYLLUEHNAMUN CO
CTOpPOHbI neYveHn. lNMpu npneme asToro gpyroro KOMOMHNPOBAHHOTO
npenapaTa, NogobHOro 3ToMy, BO3HMKaNN cepbe3Hblie, a UHOraa u
cMepTenbHble NPoOeMbl C NeYeHblo. DTN NPOOEMbI C NeYEeHbIO
BO3HMKann B TeyeHune 1-15 mecaueB nocne Havana npnema gpyroro
npenapara.

e Ecnuny Bawero pebeHka HabnopaTCA HAPYLLEHNS CO CTOPOHbI NeYeHN
NN NOBbILLEHHbIN YPOBEHb NeYeHOYHbIX GepPMEHTOB,
NPOKOHCYNbTUPYNTECH C BPpa4yoM. [1aHHbIV IeKapCTBEHHbI NpenapaT
MOXeT He NogonTn BalleMy pebeHky. KoHTponnpyrite oyHKLNIO
ne4vyeHu Bawero pebeHka B COOTBETCTBUU C yKa3aHUAMMN Bpaya.

e HemepneHHo obpaTuTech Kk Bpayy npu nosiBneHnn y pebeHka
NPU3HAaKOB HAaPYLUEHUIA CO CTOPOHbI NeYEeHU, TaKNX Kak NOTEMHEHnEe
MO4U, YTOMNSAEMOCTb, CHKEHME anneTuTa, TOWHOoTa unn 6onb B
XXUBOTEe, NOCBET/IEHME Kana, PBOTA, NOXeNTeHNe KOXN U rnas.

[1ns yero ncnonb3yeTcs 3TOT JIeKapPCTBEHHbIV NpenapaT?

L4 I'IpmmeHﬂech ond nedeHna mykosmcumaosa.

Y10 Heobxoagnmo coobwmnTb Bpauy, NPEXKAE YEM mon
pebeHOK NpnMeT AaHHbIN NIeKapPCTBEHHbIN NpenapaTt?

e Ecnuy Bawero pebeHka anneprus Ha gaHHbIA Npenapar, Niobbie ero
cocTaBnsioLme, gpyrue npenapaTbl, NPOAYKTbl MNTAaHNS NN BELLLeCTBa.
CoobwuTe Bpavy o6 anneprum i o ToM, Kak OHa nposiBnsnack y pebeHka.

e Ecnn Baw pebeHok npuHnMaeT kakmne-nnbo npenapaTtbl (Kak peuenTypHble,
Tak 1 6e3peuenTypHble, NpenapaTbl NPUPOAHON O NPONUCXOXAEHWS,
BUTAMUHbI), KOTOPbIE HEMb3S NPUHMMaTb OQHOBPEMEHHO C AaHHbIM
npenapaToM, HanpMep HEKOTOpbIe NpenapaTbl ansa nevyeHns BUY,
nupekumn, cygopor n agp. Cywiectesyet MHOXECTBO NpenapaToB, KOTopble
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HeJ1b34d NPNHNMMaTb OAHOBPEMEHHO C3TUM NpenapaToM.

e Ecnn Bawemy pebeHKy npuLnock NpekpaTuTb NpueM Nniobbix NpenapaTos,
KOTOpble cogepxXaT anekcakadpTop, TesakadpTop unm neakadpTop ns-3a
no6oy4Hbix 3¢ PekToB. HensBecTHO, ecTb N y Bawero pebeHka 6onee
BbICOKUNI pNCK NOOO4YHbIX 3¢pPeKkTOB OT 3TOro npenapaTa.

[aHHbIN CNUCOK NeKapCcTB 1 3aboneBaHnin, KOTOPble MOryT HE6GNaronpuUATHO
coYyeTaTbCHA C NPMEMOM [L@HHOI O NpenapaTa, He ABNSeTCa NCHEepPnbIBaOLLNM.

[MpOKOHCYNbTUPYNTECH C BPa4YoM nnn papmaLeBTOM OTHOCUTENbHO BCEX
NleKapCTBEHHbIX NpenapaToB, KOTopbie NPUHMMaeT Bawl pebeHok (kak
peuenTypHbIX, Tak U NpnobpeTaembix 6e3 peuenTa, HaTypalbHbIX NpenapaTax
N BUTAaMMHaX), a Takxke o npobnemax c ero 3gopoebeM. Bam Heobxognmo
yOOCTOBEPUTbLCS, YTO NPMeM AaHHOro npenaparta 6e3onaceH npwu
3aboneBaHuAX Bawlero pebeHka n B coYeTaHU C 4pYyrnumMm nekapCcTBeHHbIMA
npenapaTaMu, KOTOPbIE OH Y)Ke NpUHUMaeT. He cnegyeT Ha4YMHaTb,
npekpaLlaTb NPUeM U U3MeHATb 003NPOBKY Kakoro-nmbo nekapCTBeHHOr o
npenapaTa, KOTOPbIN NPUHUMaeT Ball pebeHokK, 6e3 cornacoBaHus C BpayomM.

Y10 MHe Heo6XxOaAMMO 3HaTb UK AenaTb, MOKa MOM
pebeHOoK NPMHMMaeT AaHHbIV NpenapaTt?

e CoobwnTte BCEM MEAUNLMHCKM paboTHUKaM, obecneymBatloLLnM
MeaununHckoe obcnyxmnBaHne Bawero pebeHka, o ToM, 4To Baw pebeHok
NPUHNMaET 3TOT JIeKAapPCTBEHHbIV NpenapaTt. DTo Bpayn, MeacecTpbl,
¢dapmaueBTbl U cTOMaToNnoru Bawwero pebeHka.

e PebeHok fomkeH caaBaTb KPOBb Ha aHaNM3 N NPOXOANTb NPOBEPKY
PYHKLNM NErknx cornacHo pekoMeHgaumsam Bpava.

e He paBanite Bawemy pebeHky rpenndpyT unm rpenndpyToBbi COK.

e Y netenn, npuHUMalOLWNX 3TOT NpenapaT, OblIn OTMeYeHbl C/ly4an pasBuTus
KaTapakTbl. [lepen Ha4yanom v Bo BpeMs nprema aHHOr o NeKapCcTBEHHOro
npenapaTa npocnenTe, 4Tobbl Baw pebeHok NpoLuen NpoBepKy 3peHus.
[MpPOKOHCYNbTUPYNTECH C BPAYOM.

e Echmeaw pe6eHOK NnMPMHNMaeT rOpPpMOHaJlIbHbl€ NPOTNBO3a4aTO4HblE
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CpencTBa Ny Hero nosiBUTCSA Cbinb, 06paTUTECHh K Bpayy.

Ecnu Bawa po4yb 6epemeHHa unm kopMnt pebeHka rpyablo:

¢ [TpPOKOHCYNbTUPYNTECH C BPa4YOM, eCcinin Balla fo4b 6epeMeHHa,
3abepemeHena nnu kopmut pebeHka rpyabto. Heobxogumo 6yneT
obcyonTb NpenmMyLLecTBa 1 PUCKN 019 Ballel govepu n ee pebeHka.

O kaknx no6o4HbIX 3pPpekTax MHe cnepyeT HEMeJIEHHO
coobuatb nevyawliemy Bpavy Mmoero pebeHka?

MPEOYNPEXOEHNE/NMPEOOCTEPEXXEHUE: XoT4 1 B pegkux cny4vasx, HO y
HEKOTOPbIX NALNEHTOB NPUEM AAaHHOI O IeKapCTBEHHOI O NpenapaTta MoXeT
BbI3blBaTb O4Y€Hb CEpPbe3Hble, a MHOIrOa N CMepTeNIbHO onacHble No6oYHble

3¢ PekThbl. HemeaneHHo ceaAXnTECh C Bpa4yoM Balwlero pebeHka unum
obpaTuTechb 3a MeAULNHCKOWM NoMoLLblo, ecnin y Bawero pebeHka numeetcs
no60o1 N3 NnepeyncieHHbIX HUXKe MPU3HAaKOoB UM CUMNTOMOB, KOTOPbIe MOTyT
ObITb CBAA3aHbl C O4€Hb TAXXeNbIM NO60YHbIM 3pPekTOM:

¢ [MpusHaku anneprnyeckon peakumnm, Takmne Kak Cbifnb, KpanuBHULA, 3yA,
NOKpPAaCHeBLUAA U OTeYHas KOXa C BONIAbIPAMN UK LWeNyLLIeHNeM, BO3MOXHO
B COYETaHUN C INXOPaJKOoN, CBUCTALLLEE UM XpunsLlee abixaHue,
CTeCHeHue B rpyau unn ropre, 3aTpygHeHHoe AbixaHne, rnoTaHue Uin peub,
Heobbl4YHasA XPUNIOCTb, OTEYHOCTb B 06nacTu pTa, nuua, ryb, a3bika nnu
ropna.

L4 rlpVIBHaKVI BO3HUKHOBEHUNA U yXyaLweHUNA NCNXmvdeckmnx paCCTpOVICTB nin
HapymeHvu7| HaCTpPOEeHUA, TaKnNX Kak TPeBOXHOCTb, Aenpeccus,
cynumngalibHblie MbICJITN U nencTeunsa nnéo I'IpO6J'I€MbI CO CHOM.

e CnyTaHHOCTb CO3HAHMA.

e [onoBokpy>XeHne nnm ooMopox.

¢ lIameHeHMne 3peHns.

e B3pyTtume xmBoTta vnm 6bicTpasn npnbaeka B Bece.

e Bo Bpems neyeHus aTum n gpyrumm nogobHbIMU NpenapaTamu
Habnoganock NOBbILLEHHOE BHYTpUdepenHoe gaeneHne. Puck moxet 6biTb
MOBbILLEH Yy NoAen C BbICOKM ypOBHEM BUTamuHa A. HemepgneHHo
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obpaTunTech k Bpayy, ecnu y Baluero pebeHka BO3HUKI1A rofioBHas 60nb,
rOJIOBOKPY>XeHne, TOLLUHOTA, 3BOH B yLlax, 60/b B rnasax uiv HapyLleHns
3peHuns, HanpuMep OTMeYaeTCs HeYEeTKOCTb 3peHuNs, OBOEHME B IN1asax unm
noTeps 3peHuns.

KakoBbl HekoTOpble gpyrne no6o4Hble 3¢pPpekTbl LAHHOTO
NleKapCTBeHHOro npenapaTa?
Jlio6o1h nekapCcTBEHHbBIN NpenapaTt MoXeT MMeTb Nob6o4YHble 3pPpekTbl. OgHako

y MHOrux niogen no6o4Hblie 3dpdekTbl NMO6O He3HaunTenbHble, NM60 BoOO6LLEe
oTcyTcTBYlOT. CBSOKMTECH C BpavyoM Bawero pebeHka nnu obpaturtechb 3a
MeOMLUHCKO NMOMOLLbIO, ecnn No6 01 N3 3TNX NN PYrnx No6oYHbIX
3¢ PekToB BecnokounT Bawero pebeHka, Unm ecnv oH He NPoOXoaunT:

e Kawens.

e Paspgpa)keHue Hoca nnuv ropna.

¢ [lpn3Haku NpocTyabl.

e 3aN0XXeHHbIN HOC.

e [onoBHas 60sb.

e PaspgpaxeHue pTa.

e CMNTOMBI, HANOMUHalOLLME FPUnm.

e OuwyLieHne ycTtanocTu unm cnabocrtu.
[aHHbIN CNNCOK BO3MOXHbIX NO6OYHbIX 3 PeKTOB He ABNAETCS
ncyepnbiBalowmm. Ecnu y Bac BO3HMKNM BONPOCHI KacaTenbHO NOB60YHbIX

3ddekTOoB, 06paTuTech Kk Bpayy Bawero pebeHka. [1poKoHCynbTNpynTech C
BpayoMm Baluero pebeHka oTHOCUTENbHO NOO6OYHbIX 3 PeKTOB.

Bbl MOXeTe COO6LL|,I/ITb O pas3BuTnNnN No6oYHbIX BCI)CbeKTOB B HaUuMOHaJIbHOE
ynpaeneHmne 34paBoOOXpaHeEHNA.

Kak ny4wue Bcero gaBaTtb 3TOT JIEKAaPCTBEHHbIN NpenapaT?

[aBaniTe gaHHbIN NpenapaT Bawemy pebeHky B COOTBETCTBUN C
npepnucaHuamMm Bpaya. lNpounTtanTe BCio npegocTaBneHHyto Bam
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nupopmaunio. Ctporo cnepgynte BCEM UHCTPYKLUSAM.

e [laBanTe paHHbIN NpenapaT ¢ XkupHown nuwen. CywecteyeT 6onbLioe
KONMMYECTBO XNPHbIX NPoaykToB nuTaHusa. Cioga BXogaT npoayKThl,
NPUroToB/EeHHble Cc gobaBneHneM CNIMBOYHOIO Macsa Un PacTUTENbHbIX
Macers, a TakXe NpPOoAyKTbl, B COCTaB KOTOPbIX BXOAAT LA, apaxmucoBoe

Macno, Cblpbl, Opexn, MACO Nnin uesibHoe MOJ10KO. Ecnun Bbl He 3HaeTe, Kakue

NnPoAyKTbl ABNAIOTCA XXNPHbIMN, I'IpOKOHCYJ'IbTI/IpYI\/'ITer C Bpa4oOM.

e [lonpocuTe pebeHka NpPornoTuThb LenmkoMm. NMonpocute pebeHka He
)KeBaTb, pasnambiBaTb UM KPOLUUTb TabNeTky.

L4 .D,aBa|7|Te OAaHHbIN npenapart B OAHO N TO XXe BpeMd OHA.

L4 npOﬂOﬂ)KaIZTe AaBaTb 3TOT J'IeKapCTBeHHbII‘/'I npenapart B COOTBETCTBUN C
YKa3aHNAMUN Bpa4a Bawero pe6eHKa mnnn gpyroro MmegnuymnHCKOro
pa6OTHI/IKa, daxe ecnany Bawero pe6eHKa Xxopouwee caModvyBCTBUe.

Yto penatb, ecnu Mo pebeHOK NponyCcTUT NpueM 03bl
NeKapCcTBEHHOro npenapaTta?

e [lainTe nponyLleHHYo 003y Kak MOXHO CKopee.

e Ecnunsapepxxka nprema 0o3bl coctaBuia 6onee 6 4acos, nponycTuTte
3abbITYI0 003y U BepHUTECh K 0ObIYHOMY rpaduky npuemMa npenapaTa
pebeHKoM.

e He cnepyet naBaTb A4BOVHYIO AO3Y OOHOBPEMEHHO UM OONOTHUTEbHbIe
[,03bl.

Kak MHe xpaHuTb n (nnn) BbIOPOCUTL 3TOT JIeKAPCTBEHHbIN

npenapart?

e XpaHUTb NPV KOMHATHOW TeMrepaType B CyXxoM MecTe. He xpaHnTb B
BaHHOMW.

e XpaHunTe BCe NIeKapCTBEHHbIE NpenapaThbl B 6e3onacHOM MecTe. XpaHute
BCe NIeKapCTBEHHble NpenapaTbl B MecTe, HeOOCTYNHOM /19 AeTeln n
OOMALLUHNX XNBOTHbIX.
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e YTUnnsupymnTe Hemcnonb3oBaHHble NekapCTBEeHHbIe NpenapaThbl UK
npenapaTbl C UCTEKLLUUM CPOKOM rogHoCTU. He BbinnBanTe B TyaneT nnu
KaHanmsauuio 6e3 cooTBeTCTBYIOLWMX YKa3aHnn. Ecnn y Bac ecTb BONpocChl
OTHOCUTENIbHO YyTUNN3aUUKM TeKAaPCTBEHHbIX NpenapaTos,
NPOKOHCYNbTUpPYyNTECh C papMaLeBTOM. B BalLieM pervoHe moryT
[0eNCTBOBaTb NPOrpamMmbl yTUAN3aLMN TIEKAPCTBEHHbIX MPenapaTos.

O6wume cBegeHMs O ieKapCTBEHHbIX NpenapaTax

e Ecnn cumnToMbl nn HapyLleHNs COCTOSAHUA 300p0oBbs Bawero pebeHka He
YMeHbLUaTCA, U OTMeYvaeTcs yxyaweHue, obpatutechb k Bpady Bawero
pebeHka.

e He penutecb nekapcTBOM Ballero pebeHka c opyrumMm n He aBaliTe Ybe-
nnbo nekapcTBO BalleMy pebeHky.

¢ KHeKOoTOpbIM flekapCTBEHHbIM NpenapaTaM MoryT npunaratbca gpyrme
NHGOPMaALUNOHHbIE NUCTKK NS nauneHTa. Ecnn y Bac ectb Bonpochl,
KacaloLmecs AaHHOr o IeKapCTBEHHOr O NpenapaTa, NPOKOHCYNbTUPYNTECh
c Bpa4oM Bawuero pebeHka, MeacecTtpoli, dapmaueBToM Unm gpyrmum
paboOTHNKOM 30PaBOOXPaHEHMS.

e Ecnu Bbl cYMTaeTe, YTO NpoM3OLLIa Nepeno3npoBKa npenapara,
HeMeaNIeHHO NO3BOHUTE B TOKCUKOOrMYeCKNi LeHTP nnm obpatuTtech 3a
MeOuLUHCKO NoMoLLblo. ByabTe rotoBbl cOOBLWNTL UM NOKa3aTb, KAKO
npenapaT Bbl NPUHANN, B KAKOM KONMYECTBE 1 Korga 3To Npou3soLuso.

Ncnonb3oBaHne nHpopmaumm notpebutenemu
orpaHu4YeHne oTBETCTBEHHOCTMU

JTa 0606LeHHas nHopMaLma BKITOYAET KpaTKue CBeeHNs O ouarHose,
nevyeHnn n/vnu nekapcTeeHHoM npenapate. OHa He ABNAeTCA
BCeO6beMMIOLLNM NCTOYHUKOM AaHHbIX U AOKHA NCNOJb30BaTbCA B KaYecTBe
MHCTPYMEHTA, NOMOratoLlero nofib3oBaTesnto NOHATb 1 (UNN) OLEHNTDb
NoTeHUnanbHble BapnaHTbl guarHocTuku u nedeHuns. OHa HE BknioyaeT B cebs
BCIO MHPOPMALMIO O COCTOSAHUAX, METOAAX JIeYEeHUS, NeKapCcTBax, NOOBOYHbIX
3¢ PeKkTax nnm puckax, KOTopble MOryT OTHOCUTbCSA K KOHKPETHOMY NaUNEeHTY.
OHa He pomkHa cYNTaTbCA MeOUNLMHCKOW KOHCYIbTauunen unm 3aMeHom
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MeOMLUNHCKOM KOHCYNbTauum, ANAarHOCTUKN N NeYeHns, NpeaoCcTaBsSeMblX
BPQ4YOM Ha OCHOBe BpayebHoro ob6cnenoBaHns N OLeHKN KOHKPETHbIX U
YHUKaNbHbIX 06CTOATENbCTB NauneHTa. lNauneHTbl GOMKHbI
NPOKOHCYNbTUPOBATLCSA C BPa4YoOM A1l NoSly4eHnss NofHON nHpopmaumm o
CBOEM 30,0pOBbe, MEANLMHCKUX BOMPOCAaxX U BapuaHTax fievyeHuns, BKto4vas
no6ble PUCKN NN NPENMYLLECTBA B OTHOLLEHNN NCNOJIb30BaHNS NTEKAPCTB.
[aHHaa nHdopMaumrs He ABNSeTCA rapaHTUen TOro, YTo BUA NNeYeHns nnm

NneKapCcTBeHHbIN npenapaT 6e3onaceH, apdekTnBeH unm ogobpeH ans neyeHns

KOHKpeTHbIX nauneHToB. [pegnpuatune UpToDate, Inc. u ero povyepHne
NpeanpuaTnSa OTKasblBalOTCS OT NMOObIX rapaHTuin unn ob6a3aTenbCcTs,
CBSi3aHHbIX C 3TON MHPOpMaLmen unmn ee ncnosibaosaHmneM. MicnonbsosaHune
3TON NHOpPMaUUN perynnupyeTca Y cnoBusMm NCNosib30BaHUS,
npencTaBfeHHbIMU Ha Beb-cTpaHuue
https://www.wolterskluwer.com/en/know/clinical-effectiveness-terms.

[aTa nocnepHero nepecMoTpa
2026-04-14

ABTOpCKOE NnpaBo

© UpToDate, Inc. n ee adbpunnpoBaHHbie KOMNaHuu n/vnmn nuueHsuapol, 2026.

Bce npaBa 3awiunuieHobl.

Ecnny Bac ecTb BONPOCHI WAn onaceHuns, N0O3BOHNTE CBOEMY
MeauUNHCKOMY coTpyaHuKy. CneunanncT Bawlemn nevawlen KoMaHabl
OTBETUT Ha 3BOHOK C NoHepaenbHnka no natHmyy ¢ 9:00 o 17:00 B gpyroe
BpeMs Bbl MOXKeTe OCTaBUTb COOBLLIEHME U NOTOBOPUTL C APYrM
Bpa4yoM ueHTpa MSK. Bbl Bcerga MmoxeTte CBA3aTbCs C AeXYPHbIM BPa4oM
unu Mmegcectpoin/menbpaTtoM. Ecnu Bbl He 3HaeTe, Kak CBA3aTbCHA CO CBOUM
MeOVULUVNHCKNM COTPYOHNKOM, MO3BOHNTE No HoMmepy 212-639-2000.

OononHuTenbHyo NHPOpPMaLMIO CM. B HaLLen BUPTyanbHoM 6ubnuoTteke Ha
cante www.mskcc.org/pe.

Vanzacaftor, Tezacaftor, and Deutivacaftor - Last updated on January 8, 2025
Bce npaBa 3awmweHbl u npuHagnexaTt Memorial Sloan Kettering Cancer Center
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