MSK Kids

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

Lumacaftor and lvacaftor

ITOT BOKYMeHT, npepocTasneHHbin UpToDate® Lexidrug™, copepxuT BCio
HeobxoguMyto NHPopMaumIo O NpenapaTe, BKIOYas NokasaHuns, cnocob
npuMeHeHns, No6o4Hble 3pPeKTbl U cnyyaum, NP KOTOPbIX HeobxoanmMo
CBSI3aTbCS C BalLMM NOCTABLMKOM MEAULMHCKNX YCNYT.

Toprosble HammeHoBaHus: CLLIA
Orkambi

ToproBblie HanMeHoBaHuA: KaHapa
Orkambi

[1ns yero ucnonb3yeTcs 3TOT JIeKapPCTBEHHbIN NpenapaT?

L4 an/IMEHFleTCS'-I ang nedeHnd Mmykosmcumngosa.

Y10 Heobxoaumo coobwnTb Bpayy, NPEXOE YEM mon
pebeHOK NpUMeT AaHHbIV IeKapCTBEeHHbIV Npenapat?

e Ecnn y BaLlero pe6eHKa anneprnd Ha OAHHbIN npenapar, noOble ero
cocCTaBdlowne, gpyrme npenapatbl, NPOAYKTblI MTMTaHUA U BeLleCTBa.
COO6LIJ,I/ITe Bpa4y 06 anneprnnmm o ToOM, Kak OHa npodssianacb y pe6eHKa.

e Ecnneaww pe6eHOK nepeHec TpaHCJ1laHTauuMio opraHa.

e EcnuBaw pebeHok nonyyaeT Kakon-nmbo 13 AaHHbIX IeKaPCTBEHHbIX
npenapaTtoB.: kKapbamasenuH, peHobapbuTan, peHnTouH, pudabyTuH,
pudamnuH unn 3sepoboii.

e Ecnu Baw pebeHok nonyyaeT kakor-nnbo 13 gaHHbIX NeKapCTBEHHbIX
npenapaToB.: LlnknocnopuH, aBeponnumyc, Mngasonam, CUpoinmmyc,
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TakKponmycC nnnm TpmnasosjiaMm.

e EcnuBaw pebeHoOK NpuHUMaeT NPOTUBO3a4aTO4YHble TabneTkn unm
NCnosb3yeT Apyrue ropMoHasbHble NPOTUBO3a4YaTOuYHble CpeacTBa.

,D,aHHbIIZ CnMnNCokK JiekapcCcTtB n 3860ﬂeBaHI/II7I, KOTOpble MOTYyT He6ﬂaFOl'IpI/IF|THO
covyeTaTbCd C npneMOoOM AlaHHOTI O npenapaTa, He 4BJ1ideTCA ncyepnbiBalOWNM.

[MpoKOHCYNbTUPYNTECH C BpayoM nnn dapmaueBTOM OTHOCUTENbHO BCEX
NeKapCTBEHHbIX NpenapaToB, KOTopbie NpUHMMaeT Baw pebeHok (kak
peuenTypHbIX, Tak N npuobpeTaemMbix 6e3 peuenTa, HaTypanbHbIX NpenapaTax
N BUTAaMUHAX), @ TakXXe o npobnemax c ero s3gopoBbeM. Bam Heobxognmo
yOOCTOBEPUTbCS, YTO NpMeM AaHHOro npenaparta 6esonaceH npwu
3aboneBaHuax Ballero pebeHka 1 B coueTaHNN C APYrMMU IeKapCTBEHHbIMUN
npenapaTamu, KOTOPbIE OH Y)Ke NpuHUMaeT. He cnegyeT Ha4yMHaTh,
npeKkpaLlaTb NPNeM UM U3MEHATb AO03NPOBKY Kakoro-nmbo nekapCcTBEHHOr O
npenapaTa, KOTOPbIN NPUHUMaeT Bawl pebeHok, 6e3 cornacoBaHus C BPayomM.

Y10 MHe Heo6xoaMMO 3HATb UNU genaTb, NOKa MO
pebeHOoK NpUHUMaeT OAaHHbIN NnpenapaTt?

e CoobwunTte BCEM MegnNUMHCKNM paboTHUKaM, obecneuymnBalownM
MeaununHckoe obcnyxmnBaHne Bawero pebeHka, o ToM, 4To Baw pebeHok
NPUHUMaET 3TOT JIeKapCTBEHHbIN NpenapaT. DTO Bpa4in, MeacecTpbl,
¢dapmaueBTbl U cTOMaTonorun Bawero pebeHka.

e PebeHok pomkeH caaBaTb KPOBb Ha aHaNM3 N NPOXOANTb MPOBEPKY
PYHKLNM NEerknx cornacHo peKkoMeHgaumsam Bpava.

¢ [lpyMeHeHNe OaHHOr O NIeKapPCTBEHHOI O NpenapaTa CoNpPoBOXAanoch
NOBbILLUEHHbIM KPOBSAHbIM flaBneHneM. KOHTponmpyniTe KpoBsHOE faBleHne
Bawero pebeHka B COOTBETCTBUM C YKa3aHUAMM Bpaya.

e Y peTei, NpuHNMaloOLLMX 3TOT NpenapaT, 6biin 0TMeYeHbl Cly4an pasBuTnS
KaTapakTbl. [lepen Ha4yanoMm n Bo BpeMsl NnpuemMa AaHHOr o IeKapCTBEHHOT O
npenapaTta npocneanTe, 4Tobbl Baww pebeHok NpoLuen NpoBepKy 3peHus.
[MpOKOHCYNbTUPYATECH C BPAYOM.

¢ [lpyMeHeHMe OaHHOr o NpenapaTta CoONPOBOXXAANOCh HAPYLUEHUAMMN CO
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CTOPOHDbI NevyeHn. Kpome Toro, otmeyanocb ycyrybneHme HapyLeHun co
CTOPOHDI NeYeHU y NloAeN, yke NMeloLLnX Takne HapyweHus. B pegkux
CNyyasx 3TV HapyLUeHNsa NnpuBoannuv K cMepTun. Ecnny Bac BO3HUKHYT
BOMPOCDI, MPOKOHCYNIbTUPYNTECH C BPaYOM.

Ecnn Baw pebeHok BegeT nnu MoXeT BeCTU NOJIOBYIO XXU3Hb:

e KoHTpauenTtuBHas 3¢pPeKTUBHOCTb NPOTMBO3a4aTOYHbIX TabneToK u
OPYrX rOPMOHaNbHbIX MPOTUBO3a4aTOYHbIX CPEACTB MOXET CHM3UTbCS. Bo
BpeMs nprvemMa AaHHOr o IeKapCTBEHHOr O NpenapaTa npocneguTte, 4Tobbl
Baw pebeHok Takxe nonb3oBancsa gpyron GopMoin KoOHTpauenummn, Takomn
KaK npe3epBaTuB.

Ecnu Bawa po4yb 6epemeHHa unm kopMmnt pebeHka rpyablo:

¢ [TpOKOHCYNbTUPYNTECH C BPayYOM, eClni Balla o4b 6epemMeHHa,
3abepeMeHena unm kopmut pebeHka rpyabio. Heobxognmo 6ypeT
obcyonTb NnpenmyLecTBa n PUCKN Ois Ballen govepu n ee pebeHka.

O kaknx no6o4HbIX 3¢pPpekTax MHe cnepyeT HeMeJIeHHO
coobuiaTb nevawieMy Bpady moero pebeHka?

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

3¢ PekThbl. HemepneHHo ceaAXnTECh C Bpa4yoM Bawlero pebeHka unm
obpaTuTechb 3a MeAULNHCKOWM NoMoLLblo, ecnin y Bawero pebeHka numeetcs
no60oI N3 NnepeyncieHHbIX HUXKe MPU3HAaKoB UM CUMNTOMOB, KOTOPble MOTyT
ObITb CBAA3aHbl C O4€Hb TXXeNbIM NO60YHbIM 3pPekTOM:

¢ [MpusHaku anneprnyeckon peakumnm, Takme Kak cbifnb, KpanuBHULA, 3yA,
NOKpPAaCHeBLUAA U OTeYHas KOXa C BOSIAbIPAMN UK LLeNyLLeHNeM, BO3MOXHO
B COYETaHUN C NINXOPaAKOoN, CBUCTSALLLEE U Xpunsilee abixaHue,
CTeCHeHue B rpyau unn ropre, 3aTpygHeHHoe AbixaHne, rnoTaHne Uin peub,
Heobbl4YHasA XPUNNOCTb, OTEYHOCTb B 06nacTu pTa, nuua, ryb, a3bika nnu
ropna.

¢ [Tpn3HaKM HapyLLUEHNIN CO CTOPOHbI NeYeHU, Takne Kak NToOTEMHEHNE Mo4n,
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yTOMNAEeMOCTb, OTCYTCTBME anneTmnTa, TOWHOTa Uin 6onbB XNBOTE,
noceeTJ/ieHne Kalna, pBoTa, NOXeJITeEHNE KOXW U rnas.

¢ [1pr3HaKM NOBbILLIEHHOr O KPOBAHOI O AaB/leHNs, Takne Kak OYeHb CUbHas
ronioBHast 605b, NN rofIOBOKPYXXEeHNe, Ui NoTepPs CO3HaHWUS, U
HapyLleHne 3peHus.

L rlpVIBHaKVI BO3HUMKHOBEHUA UTN yXyaLweHUNA NCNXmv4eckmnx paCCTpOVICTB nin
HapymeHvu7| HaCTpPOEeHUA, TakKnX Kak TPpeBOXHOCTb, Aenpeccus,
cynumngalibHblie MbiICJITN U nencTeunsa nnéo I'IpO6J'I€MbI CO CHOM.

¢ lIameHeHMne 3peHus.

e bonb vnu gaBnexHuve B rpyau.

e Opbiwka.

e [Mpn nossBneHnn nnu ycyrybneHmnmn 3aTpyaHEHHOr O AblXxaHus.
e CnyTaHHOCTb CO3HAHMA.

e Bo Bpems neyeHus 3Tum n gpyrumMm nogobHbIMU NpenapaTamMm
Habnoganocb NOBbILLEHHOE BHYTpU4YepenHoe gaeneHune. Puck moxet ObiTb
NMOBbILLEH Yy Nofeln C BbICOKUM ypOoBHEM BUTamuHa A. HemegneHHo
obpaTunTech Kk Bpayy, ecnu y Ballero pebeHka BO3HUKIA rofloBHas 60nb,
rONIOBOKPYXXeHNe, TOLWHOTA, 3BOH B yLlax, 60b B rnasax unm HapyLleHus
3peHus, HanpuMep oTMeYaeTCs HEYEeTKOCTb 3pEeHUs, ABOEHME B rna3sax unm
noTeps 3peHuns.

KakoBbl HekoTOpbIe gpyrme nob6o4Hble 3dpPeKTbl faHHOIO
NleKapCTBEHHOro npenapara?
Jlio6o1h nekapCcTBEHHbIN NpenapaT MoXeT MMeTb Nob6o4yHble 3¢pPpekTbl. OgHako

y MHOIrnx niogen nob6oyHble 3ppekTbl NMbo He3HaunTeNbHble, NM60 BoOOLLE
oTcyTcTBYIOT. CBAXUTECH C BPpayoM Ballero pebeHka nnm obpaturech 3a
Me[OMLNHCKO NMOMOLLbIO, eCnin N6 0 N3 3TNX NN [PYrnx NOH6OYHbIX
3¢pPekToB HecnokonT Bawero pebeHka, unm ecnm oH He NPOXOANnT:

e bonb B XXnBOTE UNN anapes.

e ToLHOTA.

e OuwyLieHne ycTanocTu unm cnadocTtu.
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e [a3oob6pa3oBaHue.

e CMNTOMBI, HANOMUHAlOLLME Fpunm.
e [MpusHaku npocTyabl.

e Paspgpa)xeHue Hoca nnuropna.

e Kaweneb.

e YBenuyeHue Konm4yecTBa MOKPOTHI.

e [onoBHas 60/b.

Ecnun y Bawwen pouyepu Hayancs MeHCTpPyasnbHbIA LUKI:

e HapylweHuns MeHCTpyanbHOro uukna.

[laHHbI CNMCOK BO3MOXHbIX NOOOYHbIX 3¢ PeKkTOB He ABNsAeTCH
ncyepnbiBaoLwmm. Ecnu y Bac BO3HUKNM BONPOCHI KAacaTenlbHO NO60YHbIX
3¢pPekTOB, 06paTUTECh K Bpayy Bawero pebeHka. lMpokoHcynbTUpynTech C
Bpa4yoM Bawero pebeHka oTHOCcnTeNbHO NOOOYHbIX 3¢dPeKTOB.

Bbl MOXKeTe coobLwnTb 0 PasBUTUM NOOOYHbIX 3¢ PeKTOB B HALMOHANbHOE
ynpasiieHne 3apaBOOXPaHeHuNs.

Kak ny4ywie Bcero gaBaTb 3TOT IeKapPCTBEHHbIV NpenapaT?

[aBanTe gaHHbIV NpenapaT Bawemy pebeHKy B COOTBETCTBUMN C
npegnucaHnaMm Bpaya. lNpounTtanTe BCIO npenocTaBneHHyto Bam
nupopmaunio. Ctporo cnegynte BCEM UHCTPYKLUSAM.

Bce dpopmbl Bbinycka:

e [laBanTe gaHHbIN NpenapaT HeNOCPeaCTBEHHO Nepen nnn cpasy nocne
ynoTpebnenuns xupHoi nuwun. CyuiecteyeT 60bLLOE KOMMYECTBO XUPHbIX
NpPOoOyKTOB NUTaHUA. HekoTopble nogobHble NpPoayKTbl NpencTaBnaoT
cobow a1nya, Macno, apaxmcoBoe Macso, NMLULY C CbiPOM, MOJTOYHbIE
NPOAYKTbI U3 LLeSIbHOrO MOJIOKa, HanpuMep LefibHOe MOJTIOKO, CbIp Nnn
NorypT, rpygHoe MOJIOKO Unn geTckoe NnutaHue. Ecnn Bbl He 3HaeTe, Kakne
NPOAYKTbI ABAAIOTCS XXUPHbIMU, NPOKOHCYIbTUPYNTECH C BPa4oM.
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e [lpoponxkanTe oaBaTb 3TOT JIEKAPCTBEHHbIV NpenapaT B COOTBETCTBUMN C
yKa3aHnsaMu Bpaya Balwlero pebeHka nnm gpyroro MegmumnHCckoro
paboTHuKa, gaxke ecnn y Bawero pebeHka xopollee camo4yBCTBUE.

e He noseonaiite pebeHKy ecTb rpeinpyT unm NnuTb rpenndpyToBbIA COK B
TeyeHve NepBoOV Hegenu npveMa 3Toro npenaparTa.

'paHynbI:
e [lpexpe 4eM OTKPbITb MAaKeTUK, OCTOPOXHO BCTPSAXHNTE ero, 4Tobbl

rpaHynbl nepemMeCTUINCb Ha AHO MNakeTa.

e CmMewanTe cogepxumnmoe naketa ¢ 1 yanHom noxxkon (5 mn) Markon nmwnm
NN XXUAKOCTN. DTO MOTyT ObITb NpoTepTbie PPYKTbl UM OBOLLIN,
ApOMaTU3NPOBAHHbIN NOTYPT WK NyANHT, a6noYHoe niope, BOAa, rpygHoe
MOJIOKO, AeTCKas CMeCb, MOJTIOKO Ui COK. [MuLia nnm XngKkocTb AOKHbI
OblTb KOMHATHOW TeMNepaTypPbl NI HEMHOIO XONl0gHee.

e [laHHbI NpenapaT HeobxoauMo aaThb B npepenax 1 Yaca nocne
CMeLUNBaHUS.

Yto penatb, ecnm Mo pebeHoK NponycTUT NpreM Ao3bl
NleKapCTBEHHOro npenapaTa?

e [lainTe nponyLleHHYo A03Yy Kak MOXHO CKopee.

e Ecnunpowno 6 yacos nnun 6onee c Tex nop, kak Ao3a 6bina nponyLieHa,
nponycTuTe 3Ty AO3Y U BEPHUTECh K 0O6bIYHOMY rpaduky pebeHka.

e He cnegyeTt paBaThb OBOWHYIO 0O3Y OAHOBPEMEHHO WU/ OOMNOJIHUTESbHbIE
[,03bl.

e Ecnn Bbl He paBanun cBoeMy pebeHKy faHHbIN NpenapaT B TeyeHue 7 gHen,
NPOKOHCYNbTUPYNTECH C BPAa4YOM U BbISCHUTE fanbHenwne gencreuns.

Kak MHe xpaHuTb 1 (Mnn) BbIBPOCUTL 3TOT JIEKAPCTBEHHDIN
npenapar?

e XpaHUTb NPV KOMHaTHOM TeMnepaType B CyxoM mecTe. He XxpaHnTb B
BaHHOMWN.
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e XpaHunTe BCe NeKapCTBeHHble NpenapaTtbl B 6e3onacHoM MecTe. XpaHuTe
BCe JleKapCTBEHHbIe NpenapaThbl B MecTe, HEAOCTYMHOM AN AeTen n
0OMALLUHUX )XUBOTHbIX.

e YTUnnsupymnTte Hemcnonb3oBaHHble NekapCcTBEeHHbIe NpenapaThbl UK
npenapaTbl C UCTEKLLUUM CPOKOM rogHoCTU. He BbinnBanTe B TyaneT nnu
KaHanmsauuio 6e3 cooTBeTCTBYIOLWMX YKa3aHnn. Ecnny Bac ecTb BONpoChl
OTHOCUTENIbHO YyTUNN3aUNKM TeKAapPCTBEHHbIX NpenapaTos,
NPOKOHCYNbTUpPYyNTECh C papMaLeBTOM. B BalLieM pervoHe moryT
[0EeNCTBOBaTb NPOrpamMmmbl yTUAN3aLMN IEKAPCTBEHHbIX MPenapaTos.

O6wume cBegeHMs O ieKapCTBEHHbIX NpenapaTax

e Ecnn cumnToMbl Unn HapyLleHNsa COCTOAHUA 300p0Bbsa Bawero pebeHka He
YMeHbLUaTCA, U OTMeYvaeTcs yxyaweHue, obpatutechb k Bpady Bawero
pebeHka.

e He penutecb nekapcTBOM Ballero pebeHka c opyrumMm n He gaBaliTe Ybe-
nnbo nekapcTBoO BalleMy pebeHky.

¢ KHeKOTOpbIM flekapCTBEHHbIM NpenapaTtaM MOryT nNpunaraTbca gpyrme
NHPOPMaALUNOHHbIE NUCTKK NS nauneHTa. Ecnu y Bac ectb Bonpochl,
KacaloLmnecs 0aHHOr o IeKapCTBEHHOI O nNpenapaTa, NPOKOHCYNbTUPYNTECH
C BpavoMm, MefcecTpoii, papmaLeBToM Un gpyruM paboTHNKOM
3[paBOOXpPaHeHMs.

e Ecnu Bbl cYMTaeTe, YTO NpoM3oLLa NepenosnpoBKa Npenapara,
HeMeaNIeHHO NO3BOHUTE B TOKCUKOOTrMYeCKNi LeHTP nnm obpatuTtech 3a
MeOuLUUHCKO NoMoLLblo. ByabTe roToebl cOOBLWNTL UM NOKa3aTb, KAKO
npenapaT Bbl NPUHANK, B KAKOM KONTMYECTBE 1 Korga 3To Npou3soLusio.

Ncnonb3oBaHne nHpopmaumm notpebutenem u
orpaHn4vyeHme oTtBeTCTtBeHHOCTHU

JTa 0606LeHHas nHopMaLma BKITOYaAET KpaTKue CBeeHNs O ouarHose,
neyeHun n/nnun nekapcTeeHHoMm npenapate. OHa He aABNseTCS
BCeOO6BHEMINIOLLMM NCTOYHMKOM AaHHbIX M AOMXHA UCNOJIb30BaTbCS B KAYeCTBe
NHCTPYMEHTAa, NOMOTaloLLLEr O NOJNIb30BATESO NOHATbL U (UNN) OLLEHUTD
NoTeHUManbHble BapuaHTbl guarHocTukn n nedenus. OHa HE BkntovaeT B cebs
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BCIO MHPOPMALMIO O COCTOAHUAX, METOAAX JIeYEeHUS, NeKapCcTBax, NOOBOYHbIX
3¢ PeKkTax nnm puckax, KOoTopble MOryT OTHOCUTbCSA K KOHKPETHOMY NaUNEeHTY.
OHa He gomkHa cYNTaTbCA MeONLMHCKOW KOHCYIbTauunen unm 3aMeHom
MeOVNUVNHCKOIN KOHCYNbTauumn, oMnarHoCTUKN UM fie4eHuns, npegocTaBnseMbiX
Bpa4OM Ha OCHOBe Bpa4eObHOro oocneqoBaHnNs N OLEHKN KOHKPETHbIX 1
YHUKaNbHbIX 06CTOATENbCTB NauneHTa. NauneHTbl 4OMKHbI
NPOKOHCYNbTNPOBATLCA C BPAYOM AJis Noy4eHns nonHon nHpopmaumm o
CBOEM 30,0PO0Bbe, MEAULIMHCKMX BOMNPOCAax N BapuaHTax ieveHuns, BKIoYas
no6ble PUCKU UNN NPenMyLL.eCTBa B OTHOLLEHUN NCMONb30BaHNSA NEKAPCTB.
[aHHaa nHpopMauusa He IBNAEeTCA rapaHTUeN TOro, YTo B NNIeYeHns nnm
NneKapCcTBeHHbIN npenapaT 6e3onaceH, apdekTnBeH unm ogobpeH ansa neyeHus
KOHKpeTHbIX nauneHToB. [pegnpuatue UpToDate, Inc. u ero povepHne
NpeanpuaTnSa OTKasblBalOTCS OT NMOObIX rapaHTuin unn ob6g3aTenbCcTs,
CBSi3aHHbIX C 3TON MHPOpMaLmen unmn ee ncnosibaosaHmneM. MicnonbsosaHune
3TON NHOopPMaUUn perynnupyeTca Y cnoBusmMm NCNosib30BaHMS,
npencTaBfieHHbIMU Ha Be6-CTpaHuue
https://www.wolterskluwer.com/en/know/clinical-effectiveness-terms.

[aTa nocnepHero nepecMoTpa
2026-04-14

ABTOpCKOE NnpaBo

© UpToDate, Inc. u ee adpPpunupoBaHHbIe KOMNAHUKU U/nu nuueHsnapbl, 2026.
Bce npaga 3awiunuieHsbl.
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Ecnuy Bac ecTb BONpocChl Nn onaceHusl, NO3BOHUTE CBOEMY
MeOnUUHCKOMY cOoTPyaHuKY. CneumnanucT BaLlen nevaLlein KoMaHabl
OTBETUT Ha 3BOHOK C NoHepaenbHuKa no natHuuy ¢ 9:00 oo 17:00 B gpyroe
B eMs Bbl MOXXETe OCTaBUTb COOOLLIeHNE U NOrOBOPUTb C APYIrUM
BpayoMm LeHTpa MSK. Bbl Bcerga MoxxeTe CBA3aTbCS C AeXXYPHbIM BPa4yoM
unu Mmegcectpoin/menbpaTtoM. Ecnu Bbl He 3HaeTe, kak CBA3aTbCA CO CBOUM
MeaULNHCKNM COTPYAHUKOM, NO3BOHUTE No HoMepy 212-639-2000.

OononHutenbHyilo nHGOpMaLMIO CM. B HaLLen BUpTyanbHoOM 6nbnuoTteke Ha
cante www.mskcc.org/pe.

Lumacaftor and Ilvacaftor - Last updated on December 12, 2022
Bce npaBa 3awuieHnbl u npnHagnexaTt Memorial Sloan Kettering Cancer Center

Memorial Sloan Kettering
Cancer Center
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