MSK Kids

OBPA3OBATEJIbHbIE MATEPUAJIbI OJ14 NMALUNEHTOB U
YXAXUBAKOLWNX 3A HUMK TN

Lumacaftor and lvacaftor

IDTOT OOKYMeHT, npepocTtasneHHbin UpToDate® Lexidrug™,
COOEPXUT BClO Heobxoanmyio NHPopPMaUMIo O Npenapare,
BKJ/1lO4as NoKasaHus, cnocob npuMmeHeHus, No6oYHble

3¢ PeKkTbl 1 cnyyan, Nnpm KOTOPbIX He06XoanMO CBA3aTbCS
C BaLLMM NMOCTaBLLUMNKOM MeAVNLNHCKUX YCIYT.

Toprosble HanmeHoBaHus: CLLIA
Orkambi

Toprosble HauMeHoBaHuA: KaHaga
Orkambi

[1ns yero ncnonb3yeTcs 3TOT JIeKapPCTBEHHbIV NpenapaT?
e [MpuMeHsaeTCca ANa neYyeHns MyKoBucLMa03a.

Y10 Heobxoagnmo coobwmnTb Bpauy, NPEXKAE YEM mon
pebeHOK NpMeT AaHHbIN IeKapPCTBEHHbIN NpenapaTt?

e Ecnuny Bawero pebeHka anneprnsa Ha gaHHbIN Npenapar,
nobble ero cocraensawoLme, gpyrue npenapaThl,
npoayKTbl NUTaHusa nnn sewectea. CoobmTe Bpavy 06
anneprun n o ToM, Kak oHa nposenanach y pebeHka.
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e Ecnu Baw pebeHok nepeHec TpaHCNIaHTaUMIo OpraHa.

e Ecnn Baw pebeHok nony4yaeT Kakon-nnbo 13 gaHHbIX
NleKapCTBEHHbIX NpenapaToB: kKapbamasenuH,
beHobapbuTtan, eHnTounH, pnudadbyTnH, pudamnuH nnm
3Bepobon.

e Ecnn Baw pebeHok nony4yaeT Kakon-nnbo 13 gaHHbIX
NleKapCTBeHHbIX NpenapaToBs: LlnknocnopuH,
3BEpONIMMYC, MMAA30NaM, CUPOSIMMYC, TAaKPONMUMYC NN
Tpuasonam.

e Ecnu Baw pebeHoOK NpuHNMaeT NPOTMBO3a4YaToO4YHble
TabneTku nnn ncnonbsyeT gpyrne ropMoHasbHble
NpoTMBO3a4YaToO4Hble CPeacTBa.

[laHHbI cNNCOoK fieKapcTB 1 3aboneBaHunii, KOTOpbie MOryT
HebnaronpmMATHO coYeTaTbCs C NPUEMOM AAHHOIO
npenapaTa, He ABFeTCs ncyepnbiBaloL M.

[MpOKOHCYNbTUPYMATECH C BPpa4YOM nnu papmMauesTom
OTHOCUTESNIbHO BCEX JIeKAaPCTBEHHbIX NPenapaTos.,
KOTOpble NPMHMMaeT Bawl pebeHokK (Kak peuenTypHbIX, Tak
n npnobpeTtaembix 6e3 peuenTa, HaTypasbHbIX
npenapaTtax u BUTaMUHax), a Takxe o npobnemax c ero
3popoBbeM. BaM Heo6xoamMmMo yaoCcToBepUTbHCS, YTO
npuem gaHHoro npenaparta 6esonaceH npu 3aboneBaHnax
BalLlero pebeHka 1 B cOMeTaHNN C APYruMun
NeKapCTBEHHbIMU NpenapaTamMu, KOTOpPble OH yXe
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npuHuMaeT. He cnepyeTt HaunHaTb, NpekpawaTb Npuem
NN U3MEHATb 0O03UPOBKY Kakoro-nmbo nekapCcTBeHHOro
npenapaTa, KOTOPbIN NPUHUMaeET Ball pebeHok, 6e3
COrflacoBaHNSA C BPA4OM.

Y10 MHe Heo6XxOaMMO 3HaTb UK AenaTb, MOKa MOM
pebeHOoK NPMHMMaeT AaHHbIV NpenapaTt?

o CoobLnTe BCEM MEAULMHCKUM paboTHUKaM,
obecneymBalOLWLM MeanuLnHCKoe obcnyXnBaHme
Bawero pebeHka, o ToM, 4To Baw pebeHoK npuHMMaeT
3TOT JIeKapPCTBEHHbIV NpenapaT. DTO Bpayu,
MeacecTpbl, papmaueBTbl U cTOMaTonorn Bawero
pebeHka.

e PebeHok pomkeH caaBaTb KPOBb Ha @aHaNM3 U NPOXOANTb
npoBepky PYHKLUNN NErkKnNxX COrfiacHoO pekoMeHagaumnsam
Bpauva.

¢ [pMeHeHNe AaHHOI O NNIeKapPCTBEHHOr O NpenapaTa
COMNPOBOXAaN0Ch NOBbILLIEHHbIM KPOBSAHbIM AlaBNIEHNEM.
KoHTponupyinTte KpoBsiHoe faBneHune Bawero pebeHka
B COOTBETCTBUU C YKa3aHNAMIN Bpaya.

e Y neten, npuHUMaloOLWMX 3TOT NpenaparT, Obinn
OTMeYeHbl cily4aun pa3BuTus katapakTbl. [lepen
Ha4ya/noM 1 BO BpeMs NpremMa AaHHOr 0 NeKapCTBEHHOIO
npenapaTta npocneanTe, 4yTobbl Baw pebeHok npotuen
npoBepKy 3peHns. [IPOKOHCYNbTUPYNTECH C BPa4yoM.
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e [lpumMeHeHMe gaHHOr o NpenapaTa cConpPoBOXAaNnocCh
HapyLUEHNSAMN CO CTOPOHbI NeyeHun. Kpome Toro,
OTMe4anocb ycyrybneHme HapyLeHnin Co CTOPOHDI
neyeHun y nogen, yxe uMelowmnx Takme HapyweHuns. B
penkKnx cnyvyasx 3T HapyLueHUs NPUBOJUIIN K CMEpPTH.
Ecnu y BaC BO3HUKHYT BONPOCHI, NPOKOHCYNbTUPYNTECH
C BpayoM.

Ecnu Baw pe6eHok BegeT nim MoXxeT BECTU NOJIOBYIO
XXWN3Hb:

e KoHTpauenTtuBHasa 3¢pPeKTUBHOCTb
NPOTNBO3a4aToO4YHbIX TabNeTokK 1 apyrux
rOPMOHaNbHbIX NPOTUBO3a4aTOYHbIX CPEACTB MOXeT
CHU3UTbCA. Bo BpeMa nprnema gaHHOr o nekapCcTBEHHOI O
npenapaTta npocneanTte, 4Tobbl Bawl pebeHok Takxe
noJsib3oBanca gpyron ¢opmMoin KOHTpauenumn, Takon
KaK npesepBaTuB.

Ecnu Bawa poub 6epemeHHa unm kopmut pebeHka rpyablo:

¢ [IpOKOHCYNbTUPYNTECH C BPA4OM, eCiiv Ballla 4o4b
OepeMeHHa, 3abepemeHena nnm KOpMnNT pebeHka
rpyobto. Heobxognmo 6ypgeTt o6cygnTb NpenmyLLecTBa
N PUCKW AN Bawen govepun u ee pebeHka.

O kaknx nob6o4HbIX 3pPeKkTax MHe crneayeT HeMeaJieHHO
coobLiaTb nevyalleMy Bpady Mmoero pebeHka?

MPEAYNPEXXOEHNE/MPEOOCTEPEXEHWE: XoTtaune

4/13



pPenkKnx cny4vasx, Ho y HEKOTOPbIX NaUMEHTOB NPUEM
[OAHHOr O JieKapCTBEHHOI O NpenapaTa MOXeT Bbi3blBaTb
O4YeHb Cepbe3Hble, a NHOrOa U CMepPTeNIbHO ONacHble
nob6oy4Hble 3¢ PekTbl. HemenneHHO cBAXNTECH C Bpa4OM
Bawero pebeHka nnum obpatntech 3a MEANLNHCKOWN
nomoLubto, ecnn y Bawero pebeHka nmeetcsa niobon ns
NepeYvYnCcrieHHbIX HUXXe MPU3HAKOB NN CUMIMTOMOB,
KOTOpPble MOryT ObITb CBA3aHbl C O4YeHb TAXEbIM
no6o4HbIM 3P PeKkTOoM:

e [lpn3Haku anneprmnyeckon peakumm, Takme Kak cbinb,
KpanneBHMLA, 3y, NOKPACHEBLLAA N OTeYHas KoXa C
BONAbIPSAMUN UK LLENYLWEeHNEM, BO3MOXHO B COYeTaHNN
C NINXOpaaKou, CBUCTSLLLEee UNu Xpunsiiee abixaHue,
CTeCHeHue B rpygn nnu ropne, 3aTpyagHeHHoe AbixaHue,
rnoTaHne Unn peydb, HeobblYHAA XPUNIIOCTb, OTEYHOCTb
B obnacTu pTta, nuua, ryb, A3bika nnv ropna.

e [1pr3HaKM HapyLLEHUI CO CTOPOHbI NeYeHU, Takmne Kak
NOTEMHEHMNE MOYU, YTOMIISEMOCTb, OTCYTCTBUE
anneTuTa, TOWHOTa nnu 605b B XXMBOTE, NOCBET/IeHNEe
Kana, pBoTa, NoXenTeHne KOXW Nu rnas.

¢ [1pn3HaKkn NOBbILLEHHOI O KPOBSAHOI O AaBNeHuns, Takme
KaK OYeHb CUibHas rofoBHas 60ob, nnu
rO/IOBOKPYXEeHNe, NN NoTeps CO3HaHUSA, Unn
HapyLLUeHne 3peHns.
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¢ [lpn3HaK BOSHNKHOBEHUS U YXYALLEHUS NCUXNYECKNX
PACCTPONCTB NN HAPYLUEHUIA HACTPOEHUS, TakMUX Kak
TPEBOXHOCTb, Aenpeccus, CynunaanbHble MbICIN NN
nenctena nmbo npobnembl CO CHOM.

e [IaMeHeHUne 3peHus.
e bonb nnu gaenexHne B rpyau.
e OpbiLLKa.

e [Tpn nosaBneHun nnmn ycyrybnennn 3aTpygHEHHOr o
ObIXaHus.

e CnyTaHHOCTb CO3HaHUA.

e Bo Bpems nevyeHns aTum u gpyrumMmm nogoOHbIMIU
npenapaTtamMm Habnoganocb NOBbILLEHHOE
BHyTpu4YepenHoe gaBrneHue. Puck Moxet ObiTb
NOBbILLEH Y NOEeN C BbICOKMM YPOBHEM BUTaMInHa A.
HemenneHHo obpaTnTech K Bpayy, ecin y Ballero
pebeHka BO3HMKIA rofioBHas 605b, FONTIOBOKPYXeHue,
TOLLHOTA, 3BOH B YyLUaX, 60/b B rnasax nin HapyLueHuns
3peHUs, HanpuMep oTMeYaeTCa HeEYEeTKOCTb 3peHuns,
[0BOEHME B rnasax nivm noteps 3peHus.

KakoBbl HekoTOpble apyrmue nob6o4Hble 3¢pPeKTbl faHHOIO
NleKapCTBEHHOro npenapaTa?

Jlo6o1 nekapCTBEHHbIN NpenapaT MOXeT UMeTb
nob6oy4Hble 3dpPekTbl. OgHako y MHOruUX nogen noboyHble
3¢dPekTbl NNOO HE3HaUYUTENbHbIE, NGO BOoObLLE
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oTcyTcTBYIOT. CBSIXKMTECH C BpavyoMm Bawuero pebeHka nnum
obpaTuTech 3a MEeAULMHCKON NOMOoLLUblo, ecnn niobon ns
3TUX NN gpyrux nobo4Hbix appekToB becrnokont Bawiero
pebeHkKa, NN ecnn OH He NPOXOONnT:

e bonb B XX1BOTE NN grnapes.

e TOWHOTA.

e OwyuweHne yctanocTn nnm cnaboctn.

e [a3o0o06pa3oBaHme.

e CMMNTOMBI, HANOMUHAIOLLME FPUnm.

e [lpn3Haku NpocTyabl.

e Paspgpa)xeHne Hoca unm ropna.

e Kawens.

e YBenu4yeHmne Kkonm4yectsa MOKpOTbI.

e [onoBHas 60nb.
Ecnun y Bawen poyepun Havyancss MeHCTpyanbHbIW LKII:

¢ HapyLwieHuna MeHCTpyanbHOro yukna.

[JaHHbIN CNINCOK BO3MOXHbIX MOOOYHbIX 3P PeKTOB He
aBnaeTCcsa ncyepnoisatowmm. Ecnn y Bac Bo3Huknn
BOMPOCbI KacaTeNbHO N0O60o4YHbIX 3pPekToB, 06pPaTUTECH K
Bpayvy Bawero pebeHka. [IpOKOHCYNbTUPYIATECH C BPa4OM
Bawero pebeHka oTHocuTenbHO N060YHbIX 3P PEKTOB.
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Bbl MOXKeTe coobLwnTb 0 pasBnTunN Nob6oYHbIX 3dPeKTOB B
HaLMOHaNbHOeE yrnpaBJ/ieHne 30PaBOOXPaHEHNS.

Kak nyywie Bcero gaBaTb 3TOT NIeKapCTBEHHbIV NpenapaT?
[aBanTe paHHbIN NnpenapaTt Bawemy pebeHky B
COOTBETCTBUM C NpeanncaHnamm spada. lNpoyntante Bcio
npepnocTtasneHHyto Bam nHpopmauuto. Ctporo cnepynite
BCEM UHCTPYKLUUSAM.

Bce ¢popmbl Bbinycka:

e [laBanTe gaHHbIN NpenapaT HenocpencTBeHHO nepen
NN cpasy nocne ynotpebneHns XXNpHon NnLn.
CywecTtByeT 60JbLLIOE KONTMYECTBO XXUPHbIX NPOAYKTOB
nuTaHna. HekoTopbie nogo0OHblie NPOAYKThI
npencTtasnaoT cobom anua, Mmacno, apaxncoBoe Macho,
NMULY C CbIPOM, MOJIOYHbIE NPOAYKTbl N3 LLEeSIbHOro
MOJIOKa, HanpuMep LuefibHoe MONOKO, CbIp NN NOrypT,
rpygHoOe MOJIOKO Unn geTckoe nutaHme. Ecnn Bbl He
3HaeTe, Kakne NPpoayKTbl ABAAIOTCA XXUPHbIMU,
NPOKOHCYNbTUPYNTECH C BPaYOM.

e [lpopgonmkanTe gaBaTb 3TOT IEKAPCTBEHHbIN NpenaparT B
COOTBETCTBUMN C YKa3aHUaMMN Bpaya Bawero pebeHka
NN QPYyroro MeguumnHckoro paboTHuKa, gaxe ecnuy
Bawero pebeHka xopolLluee caMO4yBCTBME.

e He nosBonante pebeHKy ecTb rpenndpyT Uim NnnTb
rpenndpyToBbIN COK B TEYEHME NepPBON Hegenmn npuema
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3TOro npenapara.
['paHynbI:

e [Mpexpe 4eM OTKPbITb NAKETUK, OCTOPOXHO BCTPAXHUTE
ero, YTobbl rpaHysbl NepeMecTUINCb Ha OHO NakeTa.

e CMmewanTe cogepxxmmoe naketa ¢ 1yanHom noxkon (5
MJ1) MAMKON MULL NN XXMAKOCTU. DTO MOryT 6bITb
npoTepTbie PYKTbl NN OBOLLU, APOMATU3NPOBAHHbIN
NnorypT unu nyauHr, 46no4Hoe niope, Boaa, rpygHoe
MOJIOKO, AeTCKas CMeCb, MONTOKO 1nu cok. MNMuwa nnu
XXNOKOCTb OOMKHbI ObITb KOMHATHOW TeMnepaTypbl NN
HEMHOro xonogHee.

e [laHHbIN NpenapaT HeobxoaMMo paThb B Npeaenax 1 vyaca
nocnie cCMeLlnBaHuS.

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

e [lariTe nponyLleHHYIO 4O3Y Kak MOXHO CKopee.

e Ecnu npowno 6 yacoe nnu 6onee c Tex Nop, Kak 0o3a
Oblna nponyLieHa, NPonycTUTe 3Ty 003y U BEPHUTECH K
o6bl4HOMY rpaduky pebeHka.

e He cnepyeT paBaTb ABOWNHYIO 0,O3Y OQHOBPEMEHHO Ui
0OMNOJSIHNTENbHble AO3bl.

e Ecnun Bbl He paBann ceoemy pebeHKy gaHHbIN NpenaparT B
TeyeHue 7 pHel, NPOKOHCYNbTUPYNTECH C BPa4YOM U
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BbIACH/TE ganbHeunwmne oencTeung.

Kak MHe xpaHuTb n (nnn) BbIOPOCUTL 3TOT JIeKAPCTBEHHbIN
npenapart?

e XpaHUTb NP KOMHaATHON TeMrnepaType B CYXOM MecCTe.
He XpaHnTb B BaHHOMN.

e XpaHunTe BCe NeKapCTBeHHbIe NpenapaTbl B 6e3onacHoM
MecTe. XpaHUTe BCe NNIeKapPCTBEHHbIe NpenapaTbl B
MecTe, He[OCTYNHOM ANSA AeTen U AOMALUHNX XXUBOTHbIX.

e YTUNN3NPYNTE HENCMONb30OBaHHbIE JIeKapCTBEHHbIE
npenapaTbl NN NpenapaTbl C UCTEKLLNM CPOKOM
rogHocTu. He BbinnBanTe B TyaneT Uin KaHannsaumio
6e3 cooTBeTCTBYOLWMX YKa3aHni. Ecnny Bac ecTb
BOMPOCbI OTHOCUTESNIbHO YTUNN3aLUnN IeKAaPCTBEHHbIX
npenapaToB, MPOKOHCYNbTUPYNTECH C papmMaLeBToM. B
BalLLEeM pernoHe MOoryT AencTBOBaTb MNPOrpaMMmbl
YyTUN3aLUnn NeKapCTBEHHbIX NPenapaToB..

O6wume cBepeHns O NeKapCcTBEHHbIX NpenapaTax

e Ecnn cuMnTOMBI NNK HapyLLeHNsA COCTOAHNSA 300POBbS
Bawero pebeHka He yMeHbLUAIOTCS, UM OTMeYaeTcs
yXyaweHune, obpatuTech k Bpady Bawero pebeHka.

e He penntecb nekapcTBoM Ballero pebeHka c ppyrumm un
He gaBanTe Ybe-nmbo nekapcTBO BalueMy pebeHkKy.

e KHeKoTOpbIM NeKapCTBEHHbIM NpenapaTam MoryT
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npunaraTtbcsa gpyrue nHPOPMaLMNOHHbIE NTNCTKN oNs
nauneHTa. Ecnny Bac ectb BOnpockl, KacaoLwmecs
OAHHOr O NeKapCTBEHHOr O npenapara,
NPOKOHCYNbTUPYNTECH C BPa4YOM, MefcecTpon,
¢dapmaLeBToOM Unm gpyrmm paboTHUKOM
34pPaBOOXpPaHeHus.

e EcnnBbl cunTaeTe, YTO NpPoM3oLLIa Nepeao3npoBKa
npenapaTa, HeMeaNeHHO NO3BOHNTE B
TOKCUKOJIOrMYECKNI LeHTP nnm obpatmnrtechb 3a
MeauLUMNHCKON noMoLlbto. byabTe rotoBbl cCOO6LWLNTD
NN NOKasaTb, KAKoW NpenapaT Bbl NPUHANN, B KAKOM
KONMMYecTBe 1 Korga 3To NPon3oLusio.

Ncnonb3oBaHne nHpopmaumm notpebutenem u
orpaHu4YeHne oTBETCTBEHHOCTMU

JT1a 06061 eHHas nHPopPMaLMs BKIIOYAET KpaTkue
CBefEeHNA O ouarHose, nevyeHnm n/unm nekapcTBeHHOM
npenapaTte. OHa He aBnseTca BCeob6beMnoLmnm
NCTOYHUKOM OaHHbIX U AOJKHA NCMOJIb30BaTbCS B
KayeCcTBe MHCTPYMEHTA, MOMOralLlero nosib3oBaTtesio
NOHATb U (UN) OLUEHNTb NOTEHLMANbHblE BaPNAHTbI
anarHoctumnku u nevyeHus. OHa HE BkniovyaeT B cebs BClo
NHPOPMaLNIO O COCTOAHUAX, METOOAX NleYeHns,
nekapcTBax, No6o4HbIX 3ddeKkTax unm pnckax, KoTopble
MOryT OTHOCUTbCSH K KOHKpeTHOMY nauneHTy. OHa He
[0O/IKHA CYNTATbCA MeQULIMHCKOW KOHCYNbTaunen nnm
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3aMeHON MeanNLMHCKON KOHCYIbTaunu, QUarHOCTUKN NN
rieyeHuns, NpeaoCcTaBNsgeMbIX BPa4OM Ha OCHOBE
Bpa4yebHoro ob6cnenoBaHns N OLEHKU KOHKPETHbIX U
YHUKaNbHbIX 06cTOATENbCTB NauneHTa. MNauneHThbl
OOJIKHbI MPOKOHCYJIbTUPOBATbLCSA C BPa4YoM AJ1s NONy4YeHuns
NONIHOW MHPOPMaLN O CBOEM 300POBbE, MEAULMHCKNX
BOMPOCAax U BapunaHTax fnevyeHus, Bkntodasa noodblie pncku
NN NPEeNMyLLLEeCTBA B OTHOLLEHUN NCMOJIb30BaHUS
nekapcTB. [laHHasa MHPOopMaLUsa He aBNSeTCSA rapaHTnen
TOro, YTO BUf Ie4YEeHNSA NN NEKapPCTBEHHbIN NpenapaT
6e3onaceH, apdpekTneeH nnn ogobpeH onsa nevyeHus
KOHKpeTHbIX nauyneHToB. [peanpuatue UpToDate, Inc. n
ero gpo4vepHue NnpeanpusaTns oTkasbiBaloTCs OT Nob6bIX
rapaHTuin nnm ob6a3aTenbCcTB, CBA3aHHbIX C 3TOMN
nHpopmaumen nnu ee ncrnonbaosaHmem. MicnonbzosaHmne
3TON NHpOopPMaUnK perynmpyertcsa Ycnoesmuamm
NCNosib30BaHUs, NPenCcTaBleHHbIMN Ha BeO-CTpaHuLe
https://www.wolterskluwer.com/en/know/clinical-
effectiveness-terms.

[aTa nocnepHero nepecMoTpa
2026-04-14

ABTOpCKOEe nNpaBo
© UpToDate, Inc. u ee adppnnmnpoBaHHble KOMNAHUN N/UNK
nuueHsnapbl, 2026. Bce npaBa 3aLuLLEHbI.
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Ecnny Bac ecTb BONpOChI U onaceHunst, NO3BOHNTE
CBOEMY MeanLNHCKOMY coTpyaHuky. Cneunannct
BalLLen neyvyawien KoMaHabl OTBETUT Ha 3BOHOK C
noHepenbHuka no naTHmuy ¢ 9:00 po 17:00 B gpyroe
BpeMS Bbl MOXKeTe OCTaBNTb cCOOOLLeHnE nnu
NoroBopuTb C gpyrum Bpadom ueHTpa MSK. Bbl Bcerga
MOXeTe CBA3aTbCA C AEXYPHbIM BPa4YoM nnn
mepcecTpoin/mepbpaTom. Ecnu Bbl He 3HaeTe, Kak
CBSA3aTbCS CO CBOUM MeANLUHCKUM COTPYAHUKOM,
No3BOHUTE No HoMepy 212-639-2000.

[ononHnTenbHyo NHPOPMaALUIO CM. B HaLLIEN
BUpPTYyanbHOM bubnuoTteke Ha cannTe www.mskcc.org/pe.

Lumacaftor and Ivacaftor - Last updated on December 12,2022
Bce npaBa 3awmiieHbl n npnHagnexaTt Memorial Sloan Kettering
Cancer Center

Memorial Sloan Kettering
Cancer Center
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