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Lumacaftor and lvacaftor

OTOT OOKYMEHT, IpefocTaBIeHHbIU Lexicomp®, cooepKUT BCIO
HeoOXomauMyio MHGOPMAIIUIO O IIpellapaTe, BKIoYasi ITIoKa3aHus, CIIoco0
IIpuMeHeHHUsI, T0004YHbIe 3QMEKTH U CIIydau, IIPU KOTOPHIX HEOOXOOUMO
CBSI3aThCS C BAIIUM ITOCTABIIMKOM MEOUIIMHCKUX YCIIYT.

Toprosble HauMeHoBaHuA: CLLA
Orkambi

Toproeblie HauMeHoBaHuA: KaHapa
Orkambi

Ona 4ero ucnosib3yeTcs 3TOT JIEKAPCTBEHHbLIN
npenapat?

o [IpumMeHsieTCs OJIsl JIedeHUsI MYKOBUCITUIO3a.

Y10 HeoOXxoaumo coobwmTb Bpauy NEPEN npueMmom
AAaHHOro npenaparta?

e Ecnu y Bac ansyeprusi Ha JaHHBIM IIpemnapar, JiloOble ero COCTaBJISIONINE,
OpyTrue ImpelaparTsl, IPOOYKTH MUTAaHUS UJIK BelllecTBa. CooOIIUTE Bpady
O Ballley aJlJIePruM ¥ O TOM, KaK OHa IIPOSBIISIacCh.

e Ecnu BBl IIepeHecsIN TPaHCHOIaHTalliIo OpraHa.

e Ecnu Bel mpuHMMaeTe KaKou-1ub0 U3 3TUX JIEKAPCTBEHHBIX ITPEeIapaToB:
KapOamasenuH, peHobapoduTasn, GeruTonH, pudadyTuH, pudaMInH 1IN
3BEePO0OOI.

e Ecnu Bul npuHUMaeTe J11000¥ 13 JaHHBIX TeKapPCTBEHHBIX IIpelapaToB:
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[ITMKIOCIIOPUH, 9BEPOJIMMYC, MUAA30JIaM, CUPOIIUMYC, TAKPOJIUMYC HJIU
TpHUa30JiaM.

e Ecnu BEI IIPUHUMaeTe IIPOTUBO3a4YaTO4YHEBIE TabJIeTKU UIN HUCIIOJIB3YETE
Opyrume ropMOHaAJIEHBIE IIPOTUBO3a49YdTOYHBIE CPEOCTBA.

IlaHHBIN CIIMCOK JIEKAPCTB U 3a00IeBaHMui, KOTOPhIe MOTYT HEOJIaronmpusaTHO
coYeTaThCs C IPHUEMOM HAaHHOTO IIpellapaTa, He SIBISETCS MCUYEPIILIBAIOIIUM.

PacckaxuTe cBoeMy Bpauy U hapMallieBTy O BCEX JIEKAPCTBEHHBIX
IIpemnaparax, KOTOpble Bhl MPUHUMaeTe (KaK PerenTypHbIX, TakK U
O0e3penenTypHBIX, HAaTYPaJIbHBIX IpelapaTax ¥ BUTaMHHAX), @ TAKXKe 0 CBOUX
rmpo6sieMax co 300poBbeM. BaM He0OX0OMMO YIOCTOBEPUTHCSI, YTO IIPUEM
OaHHOTO ITpemapaTa 0e30maceH MpPY BallluX 3a00IeBaHUSX U B COUETAaHUU C
OPYTUMMHU JIEKapPCTBEHHEIMHU IpelapaTaMu, KOTOPHIE BBl yKe IpuHuMaeTe. He
HauyMHaWTe W He IMpeKpallaiTe IpueM KakKoro-aubdo J1eKapCTBEHHOT 0
IperapaTa, a TakXKe He MEeHSIUTe TO3UPOBKY 0e3 COrIacoBaHUS C BpadyoM.

Y10 MHe He0oOXx0AMMO 3HaTb UM AenaTb, NOKa A
NPUHMMAIO O AHHbLIA NpenapaTt?

e Coo01muTe BceM 00OCITYyKUBAOUIUM Bac MegUIIMHCKUM PabOTHHUKAM O TOM,
4yTO BRI mprHMUMaeTe 3TOT IIpelapaT. ITO Bpadyu, MEeJICECTPHI,
(apmaleBTHI 1 CTOMATOJIOTH.

L CHaBaﬂTe dHaJIu3 KPOBHU U HpOBeprITe (I)YHKI_II/IIO JIETKHUX COT'JIaCHO
PEKOMEHOaIusAM Bpayda.

L HpI/IMeHeHI/Ie JAaHHOT' O JIEKaPCTBEHHOT O IIpellapaTa COIIPOBO2XKOAJIOCh
ITIOBBHINIEHHBIM KPOBSHBIM OABJIEHHUEM. KOHTpOJ’IHprITG CBO€ KPOBsAHOE
OaBJIeHHWEe B COOTBETCTBUHU C YKA3aHUAMM Bpada.

e V meTeli, TPUHUMAIOIIUX 3TOT IpelapaT, OTMeYeHbl CJIy4au Pa3BUTHUS
KaTapakThl. [lepen HayajioM ¥ BO BpeMs IIpreMa JaHHOTO IIpernapara
crenyeT IpouTu obcieqoBanue 3peHusi. [[POKOHCYIbTUPYHATECH C
BPAdOM.

o [IpuMeHeHMEe JAaHHOTO IIpenapaTa COMPOBOXKIAIOCh HAPYIIIEHUSIMHU CO
CTOPOHEI TeyeHu. KpoMe Toro, oTMedanoch yCcyryoneHue HapyLUIeHu co
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CTOPOHHI I€YEHHU Y JIIOAEH, yKe UMEIOIINX TakKue HapyIlieHus. B pegkux
CIy4dasix 9TU HapyUIeHUs ITPUBOOUIIN K cCMepTHu. Eciu y Bac BO3HUKHYT
BOITPOCHI, ITPOKOHCYIbTUPYUTECH C BPAUOM.

L 9(1)(1)6KTI/IBHOCTB IIPOTHBO3a4YdaTOYHBIX TabJIeTOK U OPYIruX rOPpMOHAJIBHBIX
IIPOTHUBO3a4YdTO4YHBIX CPEOCTB MO2KET CHU3UTHCA. Bo BpewMsd IIpueMa
JAaHHOT O ITpellapaTa OOIIOJIHUTEJILEHO I/ICHOJ'IB?)YI;'ITG Opyrue BUObI
IIPOTHUBO3a4YdTO4YHBIX CPEOCTB, TAKHE KaK IIPe3€epPBaTUB.

e Coo0OuiuTe Bpady, eCiu Bl OepeMEHHEHI, IIJTaHUPyeTe 3abepeMeHeTh U
KopMmuTe rpynbio. Heobxooumo OymeT oOCyouTh MPeuMylecTBa U PUCKHU
OJIs Bac M Ballero pebeHka.

O Kakux nobo4HbiX 3cpceKkTax MHe cnepyeT
HeMepnJiIieHHO cooowWwaTh nevyawemy Bpauy?

IMPEOYIIPE2KTTEHMUWE. B penkux ciy4dyasx y HEKOTOPBIX [TAIUEHTOB IIPUEM
OaHHOTO IIpelapaTa MOXKET II0BJIeYb Cepbe3Hble, a UHOTDa U CMEePTEJIbHO
oracHble M000YHEIE 3hheKTH. HeMenmeHHO CBAXKUTECH C IedallliM BpadyoM
niau oOpaTUTECh 3a MEOUIIMHCKOM ITIOMOIIBIO, ECJIU Y BaC IPUCYTCTBYIOT
clleoyoliie NpU3HaK! UIU CUMIITOMBI, KOTOPBIE MOTYT OBITH CBSI3aHEI C
Cepbe3HBIMU ITOO0YHBIMU 3P eKTaMu:

e [Ipu3HaKu alIepPru4eCcKou peakliiny, TaKue KakK Chillb, KpalluBHUIIA, 3y,
IIOKPaCHEBIIas U OTeYHasi KOXa C BOJIObIPSIMHU UIIU HIENTYIIIEeHUEM,
BO3MOXKHO B COUETAHUU C JIUXOPAOKOM, CBUCTSIIIEE UTU XPUIISIIEE
ObIXaHWe, CTECHEHNE B TPYOU UM T'OPJie, 3aTPyAHEHHOE OhIXaHue,
TJI0OTaHUE UM Pedb, HeOObIYHas XPUIIIIOCTh, OTEYHOCTDL B 00JIaCTHU PTa,
nuiia, Ty0, sS3bIKa UJIY ropiia.

L HpI/IBHaKH HapymeHHfI CO CTOPOHEHI ITeveHH, TaKue KakK IIOTEMHEHHUEe
MO4YH, YTOMJIAEMOCTDL, OTCYTCTBHE aAlllI€TUTA, TOITHOTA HUJIN 00JIb B
2KHBOTeE, IIOCBETIIEHHNE KaJla, PBOTa, ITO2ZKeJITEHNEe KO2KHW HUJIN I'JIa3.

e CunpHOE T'OJIOBOKPY2KEHUE UJIN 06M0p0K.
e IaMeHeHUe 3PEHU.
e bosnp unu gmaBiieHUE B rpyaomn.

e OQmIIIKA.
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L HpI/I IIOABIIEHUUN UJTIN YCYFYGHGHI/II/I 3dTPYOHEHHOT' O ObIXdHU.

o CHYTaHHOCTB CO3HaHUsI.

KakoBbl HeKoTOopble apyrue nodboyHsie a3 eKTbl
OAHHOrO JIeKapCTBEHHOro npenaparta?

JIr060€e 71eKapCTBO MOXKET UMETh IT0004YHbIe 3¢ GeKTh. OOHAKO ¥ MHOTHUX
monel mobouHble 3@ eKTH 1100 He3HaYuTeIbHbIe, TN00 BOOOIIE
OTCYTCTBYIOT. CBSIKUTECH C JIedallliM BpadyoM UJI 0OpaTUTECH 3a
MeOULUIMHCKOHN ITOMOIIbIO, €CJIN 3THU UJIM 1I00ble Apyrue noOouHble 3(PPeKTH
BacC OECIIOKOST UITH He IIPOXOOAT:

e Bosnb B )KMBOTE UM OUapes.

e TomHoTA.

e OmrymieHue yCTaJoCTH WU CIab0CTH.

e ['azoobOpa3oBaHue.

¢ CUMIITOMBI, HalIOMHHAIOII1Ee TPUIIIL.

e [Ipu3HAKU IIPOCTYIHI.

e Pa3mpaxkeHue HOCa UK ropia.

e Kaimers.

e YBenudyeHNEe KOIUYECTBA MOKPOTHI.

e ['omoBHas 0OJIb.

e HapyieHust MEHCTPYaJIbHOTO IIUKJIA.
IaHHBIN CIIMCOK BO3MOXKHBIX ITOOOYHLIX 3 (HEKTOB HE SIBISIETCA
HMCYepIbIBAOIIM. ECiiu y Bac BO3HUKIIM BOIIPOCHI KacaTeJIbHO IMOOOUHBIX

3 (PEeKTOB, CBIKUTECH CO CBOUM BpadyoM. [IpOKOHCYIBTUPYUTECH C BpAaUOM
OTHOCHUTEJIFHO ITOO0YHBIX 9P(PEeKTOB.

Brel MOxkeTe COO6H_II/ITL O Pa3BUTHHU ITOOOYHBIX S(I)(I)GKTOB B HallUOHAJIELHOE
YIIPpaBJIEHHUE 30PABOOXPAHEHUSI.

Bbel MoxkeTe coobuuTh 0 moO0YHEIX 3ddekTax B FDA mo Homepy 1-800-332-
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tel:+1-800-332-1088

1088. Brl TakkKe MOKeTe COOOIIUTEL O IMTOOOYHEIX 3 heKTax Ha cauTe
https://www.fda.gov/medwatch.

Kak syuyuwie BCero npuHMMaThb 3TOT JIEKAPCTBEHHbIN
npenapart?

[IpuMeHsKTEe HaHHBIY IperapaT B COOTBETCTBUMU C IPEANMCaHUIMHU Bpaya.
[IpouyuTanTe BCIO MpegocTaBileHHyl0 BaMm nHdpopmanmio. CTpOro Cienyure
BCEM MHCTPYKIHAM.

Bce ¢popmMbl BbinycKa:

e [IpyHUMaNUTEe OaHHBIU IIpernapaT HellOCPEeNCTBEHHO IIepes Uln cpa3sy
1ocyie yrnorpebnenus XKupHou nuiny. CylecTByeT OO0IbIIoe KOJIUYeCTBO
KHUPHBIX ITPOAYKTOB NUTaHUSA. HeKoTophie MOJg0OHBIE TPOAYKTH
IIPEOCTaBJIAIOT COOOM slIla, Macjio, apaxXuCoOBO€e MacJyio, IULIY C CBIPOM,
MOJIOYHEIE ITPONYKTHEL U3 L[€JIbHOT'0 MOJIOKAa, HallpuMep LIeJIbHOEe MOJIOKO,
CBHIp WUJIM UOTYPT, TPYOHOE MOJIOKO UJIM OeTCKOoe NuTaHue. Eciu B He
3HaeTe, KaKue IMPONYKTHL ABJISAIOTCA XKUPHBIMU, IIPOKOHCYJIbTUPYUTECH C
BpayoM.

e [IpomonzxKaunuTe NIPUHUMATH 3TOT JIEKAPCTBEHHEBIU IIperapar B
COOTBETCTBUU C YKa3aHUSAMU Bailllero spada uju gpyroro MegQUIIMHCKOI O
paboTHMKa, Jaxe ecnu y Bac xopoiiee caMO4YyBCTBUE.

e He embTe rpedndpyT U He NIeuTe ITPerunndpyTOBEIM COK B TEUEHNE IEPBOU
HeJlleJly IIprueMa 3TOTrO IIpenapara.

FpaHyNbl:

e CMemIanTe CoOOepKUMOe IMakKeTa ¢ 1 9aiHOU JIOKKOHU (5 MII) MATKOU MHUILIHU
UM JKUOKOCTU. DTO MOTYT OBITH ITPOTEPTHIE PPYKTHI UJIN OBOIIIY,
apoOMaTU3WPOBAHHBIM UOTYPT UM IIYOUHT, I0JI0YHOE ITI0OPe, BOOa,
IPYOHOE MOJIOKO, IeTCKasd CMeCh, MOJIOKO UJIX COK. [Iuilla uim XKUOKOCTh
OOIXKHBI OBLITH KOMHATHOM TeMIepaTyphl I HEMHOI'O XOJIOJHEE.

e J[TaHHBLIM IpenapaT HeoOX0OMMO IPUHUMATL B TedeHue 1 Jaca mocine
CMEIIBaHUS.
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YTo pmenaTtb B Coiy4yae nponycka npmeMa Aaos3bl
JieKapCTBEeHHOro npenaparta?

e [IpuMHTE TPONYLUIEHHYIO J03y KaK TOJIBKO CMOXKETE.

e Ecnu mpominno 6 4acoB € TexX Mop, Kak Jo3a Obljla IPOoMnylleHa, IIPOIIyCTUTE
3Ty OO3y ¥ BEPHUTECH K CBOEMY OOLIYHOMY I'paduKy.

e He cnepyeT mpuHUMATh OOHOBPEMEHHO 2 MO3bI UIU OOIIOTHUTETBHYIO
oo3y.

e Ecnu Brl He IpyHUMAaJIU JaHHBIM IIperapaT B TeueHue 7 OHEW,
IIPOKOHCYJIbTUPYUTECH C BPA4YOM U BHISICHUTE JaJIbHEUIIUue OeUCTBUS.

Kak MHe XpaHuTb U (Mnun) BbIOPOCUTL 3TOT
NleKapCTBeHHbIM npenapart?

e XpaHUTH NP KOMHATHOU TeMIlepaType B CyXoM MecTe. He XpaHUTE B
BaHHOM.

e XpaHUTe BCe IeKapCTBEHHEBIE ITPerapaThl B 6e30ITacHOM MecTe. XpaHUTe
BCe JIEKapPCTBEHHBIE MTpeIapaThl B MeCTe, HeOOCTYITHOM [IJIsl JeTel U
OOMAIITHUX KUBOTHBIX.

e YTUNMU3UPYUTE HEUCIIOIb30BaHHbBIE JIEKaPCTBEHHLIE IIperapaThl UJIN
IperapaThl C UCTEKIIINM CPOKOM IOOHOCTU. He BEIIUBAUTE B TyasjeT UIN
KaHanm3amuio 0e3 COOTBETCTBYIOIINX YKa3aHui. Eciu y Bac eCTb BOITPOCHI
OTHOCHUTEJIPHO YTUIN3alliuH JIeKapCTBEHHBIX IIPenapaTos,
IIPOKOHCYIbTUPYUTECH C (hapMalleBTOM. B BallleM peruoHe MOryT
OEelCTBOBATh MPOrpaMMbl YTUIU3AIINY JIeKapCTBEHHLIX IpelapaTos.

OOLuMe cBeneHUA O JieKapCTBEeHHbIX npenaparax
e Ecnu cocTossHUE Balllero 300POBLBA HE YIIYUIIIAETCA HUJIU JaXKe
yXyaoniaeTcd, 06paTI/ITeCB K Bpayvy.

e He cnenyeT maBaTh KOMY-IH0OO CBOE JIEKAPCTBO U MPUHUMATD UyKUE
JIeKapCTBa.

e K HEKOTOPLBIM JIEKAPCTBEHHLIM ITPEIIapdTaM MOT'YT IIPHUJIAraTbCd OPyIrue
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nHGOpPMaIMOHHbBIE JINCTKY IJIs MalueHTa. Eciu y Bac ecTh BOIIPOCHI,
KacaloIluecs MaHHOTO JIeKapCTBEHHOTO IIpernapara,
ITPOKOHCYIbTUPYUTECH C BpaYOM, MeCecTpol, ¢apMalleBTOM UJIM OPYTUM
PabOTHUKOM 3pPaBOOXPaHEHUS.

e K HEKOTOPHIM JIEKapPCTBEHHLIM IIpemapaTaM MOTYT IIpujaraThbCs Opyrue
nHGOPMaIIMOHHbBIE JINCTKU IJIs MalueHTa. YTouHuTe y (papmarlieBTa. Ecnu
y Bac ecTh BOIIPOCH], KacaloUIiruecss TaHHOT0 JIEKapCTBEHHOI' O IIperapara,
ITPOKOHCYIbTUPYUTECH C BpayOM, MeCcecTpoli, ¢apMalleBTOM UJIM OPYTUM
PabOTHUKOM 3pPaBOOXPaHEHUS.

e Eciu BB cynTaeTe, YTO IIPOU30IIIIA IIePeIo3uPOBKa IIpernapara,
HeMeJJIEHHO IT03BOHUTE B TOKCUKOJIOTUYECKHUH IIeHTP X 00paTUTECh 3a
MEeOUITMHCKOM ITOMOIIbI0. ByabTe TOTOBEI COOOIIIUTE UIX MOKAa3aTh, KAKOMU
IIperapaT Bhl IPUHSIIHN, B KAKOM KOJIMYECTBE 1 KOTa 3TO IIPOU3OIIIIIO.

Ucnonb3oBaHue uHopMmauum notpedburtenem um
orpaHu4YeHMe OTBeTCTBEHHOCTHM

OTa 060011IeHHas nHGOpMaIlns BKII0YaeT KpaTKHe CBeIeHUs O IuarHose,
JIeYeHUHU U/UJIH JIeKapCTBEeHHOM mpenapaTte. OHa He SABISETCH
BCEOOBEMITIOIIUM HCTOUYHUKOM JAaHHBIX U OOJI2KHA MCIIOJIb30BaThCS B
KadyeCTBe MHCTPYMEHTa, IOMOTalIIero II0JIb30BaTEN0 IIOHATh U (MJIH)
OLIEHUTH IOTEHIIMaIbHbIE BAPUAHThI QUArHOCTHUKU U nedeHusa. OHa HE
BKJII0O4YaeT B ce0s BCIo MH(OpPMAIIIO O COCTOSSHUSIX, MeTOooax JIeueHusI,
JileKapCcTBax, M0OO0YHBIX a(deKTax UIn pPrUCcKax, KOTOpPble MOTYT OTHOCUTHCS K
KOHKpeTHOMY HauueHTy. OHa He JOJI)KHa CYUTAThCI MEeOULIMHCKOU
KOHCYJIbTallue UJIM 3aMEeHOU MEeQUIIMHCKOU KOHCYJIbTalluy, QUAarHOCTUKU
1IN JIeYeHUs, IIPeIOoCTaBIIsieMbIX BpayoOM Ha OCHOBEe BpauyeOHOTOo
o0cJieqoBaHusS M OLIeHKM KOHKPETHBIX M YHUKAIbHBIX OOCTOSITEIHCTB
rnanueHTa. [laiqueHThl JOJIKHEL IIPOKOHCYJIbTUPOBATHCS C BpauyoM [Jisd
IIOJTy4EeHUS IIOJTHOM MHPOPMAIUU O CBOEM 3OPOBbE, MEOUIIMHCKUX BOIIPOCAaX
11 BapHaHTax JIedeHus, BKIIIo4Yas Iio0ble pUCKU UM IIPENMYIIECTBA B
OTHOIIIEHNH MCIIOJIb30BaHUS JIeKapCTB. [laHHasa nHPOPMaAIlls He SIBJISETCS
rapaHTHeu TOro, YTO BU[ JIEYEHUS UJIU JIEKapPCTBEHHBIU IIpernapar
O6e3omaceH, 3¢pheKTUBEH UIU OOO0pEeH OJis JiedeHUSI KOHKPETHBIX MallieHTOB.
IIpepnpusatue UpToDate, Inc. u ero moyepHue nNpequpusaTUs OTKa3bIBalOTCSA
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OT JTIOOBIX TapaHTUM UJIM 00s13aTEJIbCTB, CBSI3aHHBIX C 9TOM MHMOpMaIlueu
WUJIA ee UCII0Ib30BaHueM. MCionb30BaHue 3TOUM HHPOPMALIUU PETYIUPYETCSI
YcnoBusiMu uCnonb30BaHUsI, IPEeOCTaBI€eHHBIMU Ha BeO-CTpaHUIle
https://www.wolterskluwer.com/en/know/clinical-effectiveness-terms.

HdaTa nocnegHero nepecMoTpa
2023-03-28

ABTOpCKOe npaBo

© UpToDate, Inc. u ee adpdbunupoBaHHbIle KOMIIaHUYN U/UIN JIUIIE€H3UAPHI,
2024. Bce nmpaBa 3allUllleHHI.

If you have questions or concerns, contact your healthcare provider. A
member of your care team will answer Monday through Friday from

9 a.m. to 5 p.m. Outside those hours, you can leave a message or talk
with another MSK provider. There is always a doctor or nurse on call. If
you’re not sure how to reach your healthcare provider, call
212-639-2000.

IomonHUTENbHYIO UH(pOPMAIINIO CM. B Halllell BUPTyaJIbHOU OMOIMOTEKE Ha
cauTe www.mskcc.org/pe.

Lumacaftor and Ivacaftor - Last updated on December 12, 2022
Bce npaBa 3amuiieHs 1 npuHaaiexaT Memorial Sloan Kettering Cancer Center
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