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OBPA3OBATEJIbHbIE MATEPWAJIbI OJ1 MAUWEHTOB U
YXAXKNBAKOLWNX 3A HAMW NTNL,

Lumacaftor and lvacaftor

OTOT OOKYMEHT, IpeagocTaBlIeHHbIn Lexicomp®,
COOEPKUT BCIO HEOOXOOAMMYI0 HHHOPMAIIUIO O
IIperapare, BKiI4Yas IoKa3aHusa, CI0Cco0 IIPpUMEHEeHUSI,
1mo004YHbIE 3DPEKTHI U CIIydau, IPU KOTOPBIX
Heo0X0OuMO CBSI3aThCS C BAIlIUM IIOCTABIIUKOM
MEOUIIMHCKUX YCIIYT.

ToproBble HamMeHoBaHusA: CLLUA
Orkambi

Toproeble HaMuMeHOBaHuA: KaHapa
Orkambi

Onsa 4yero Mcnosib3yeTcAa 3TOT JIeKapPCTBEHHbIN
npenapart?

e [IpuMeHsIETCSA OIS JIedeHUSI MYKOBHCIIMI03a.

Y10 He0oOXO0AMMO cooOwuTbL Bpauy MNEPEN npueMom
AAaHHOro npenaparta?

e Ecnu y Bac anneprus Ha JaHHBIM IIpemnapar, JTio0nie
ero COCTaBJIAIIINe, OPyrue npernaparTsl, IPOOYKTEI
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IIMTaHUS UK BemlecTBa. CooOHIuMTE Bpady O Balllel
aJIJIEpTUU U 0 TOM, KaK OHa ITPOSBIISAIACD.

e Eciu BB mepeHecIu TPAaHCIIJIaHTalluio OpraHa.

e Eciiu Bel npuHIMaeTe KaKOU-JIN00 M3 3TUX
JIEKapCTBEHHBIX IIpenapaToB: KapbaMa3enuH,
benobapbuTan, peEuTonH, prudadyTHH, prudaMIINH
HIN 3BEepPOo0O0ii.

e Ecnu Brl npuHENMaeTe 110001 U3 JaHHBIX
JIEKapCTBEHHEIX IIpernapaToB: LIMKIIOCIIOPUH,
3BEPOJINMYC, MHUOa30JIaM, CUPOJIUMYC, TaKPOJIUMYC
UJIA Tpua3oJjiaM.

e Eciiu BEI IIPDHHHUMAaeETe IIPOTHUBO3a4YaTO4YHEIE TabJIeTKHu
HNJIN UCIIOJIB3YyETE APYyI'ne rOpMOHAJIBHEIE
IIPOTHUBO3a4YaTO4YHBIE CPeOCTBaA.

IlaHHBINA CIIMCOK JIEKAPCTB U 3a00jIeBaHUl, KOTOPhIE
MOT'yT HeOJIaronpusTHO COUYeTaThCs C IPUEeMOM TaHHOTO
IIperiaparTa, He SIBJISIeTCS HNCYEePIILIBAIOIINM.

PacckaxuTte cBoeMy Bpauy u (papMalleBTy O BCexX
JIEKapCTBEHHBIX IIpernapaTax, KOTOphle Bbl IPUHUMAETe
(KaK pelenTypPHBIX, TaK U 0e3PelenTyPHLIX,
HaTypaJbHBIX IIpellapaTax ¥ BUTaAMHHAX), a TAK¥XKe O
CBOUX IIpoOyieMax co 3JopoBbeM. BaM He0OXOOMMO
yIOCTOBEPUTHLCS, UTO IIPHEM OTAaHHOTO IIpemnapara
O6e30IIaceH IpH BalllxX 3a00JIeBaHUSIX 1 B COUETAHUU C
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OPYTUMHU JI€eKaPCTBEHHBEIMH IIpernapaTaMi, KOTOPhIE BEI
y2Ke npuHuMaeTe. He HaunHalTe 1 He IIpeKpalanTe
IIpHueM KaKoro-1ubo JJeKapCTBEeHHOT O IIpernapara, a
TaKzKe He MeHsSHTe JO3UPOBKY 0e3 COrjiacoBaHUS C
BPaYyoM.

Y10 MHe HeoOXx0AMMO 3HaTb WM AenaTb, NOKa A
NPUHMMAIO O AHHbLIA Npenapart?

e Co001muTe BCceM 00CIyKHBaIOIINM Bac MeOUITMHCKUM
pabOTHUKAM O TOM, YTO BBl mpuHKUMAaeTe 3TOT
rperapar. 9TO Bpa4yu, Me[CeCTpPhl, papMalleBTHL U
CTOMATOJIOTH.

e CrnaBauTe aHa/IN3 KPOBU U MPOBEPANTE (PYHKITHIO
JIETKUX COTJIaCHO PEeKOMeHJallMsM Bpaya.

e [IpuMeHeHMe JaHHOTO JIEKaPCTBEHHOI'O Impemnapara
COIIPOBOXKIAJIOCH IIOBBIIIIEHHLIM KPOBSIHBIM
naBeHueM. KOHTPOIUPYHTE CBOe KPOBSHOE [aBJIeHue
B COOTBETCTBHUHU C YKa3aHMUSIMHU Bpada.

e YV meTeu, IPUHUMAIOLINX 3TOT IpenapaTr, OTMEY€EeHEI
Clly4yau pa3BUTHUS KaTapaKThel. [lepen HavaIoM U BO
BpeMsd IIpUeMa OJaHHOTIO IIperapara ClenyeT IIPOUTH
obcrnemoBaHue 3peHus. [IPOKOHCYJIbTUPYUTECH C
BPavyoM.

e [ITpuMeHeHNe JaHHOTO IIperapaTa COIIPOBOXKAIOCH
HapPYIIeHUSIMU CO CTOPOHEI ITeyeHn. Kpome ToroO,
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OTMeYaJioCh yCyryO0leHre HapyIIeHu CO CTOPOHEI
IIeYeHHU Yy JII0Jeu, YKe UMEIOIINX TaKrue HapylleHus. B
PeOKuX ClydasixX 3TU HapyIIeHU IIPUBOOUIHN K
cMepTu. Eciiv y BaC BO3HUKHYT BOIIPOCHI,
IIPOKOHCYJIbTUPYUTECH C BPa4YOM.

e O(PHEeKTUBHOCTL NIPOTUBO3aYaTOYHLIX TAaOJIETOK U
OPYTUX TOPMOHAJIbHEIX IIPOTUBO3a4YaTOYHBIX CPEOCTB
MOKET CHU3UTLCS. BOo BpeMsi mprueMa JaHHOI O
IIpernapaTa OJOMOJIHUTEJIbHO UCIOJIb3YUTE OPYTHUEe BUOEI
IIPOTHUBO3a4YaTOYHBIX CPEACTB, TaKHe Kak
IIpe3epBaTuB.

e Coo0OInTEe Bpady, eCcyiid Bbl OepeMeHHEI, IIJIaHUPyeTe
3abepeMeHeTh UK KOPMHUTE Ipyabio. Heobxogumo
OymeT oOCyOuTh IPEUMYIIeCTBa ¥ PUCKHU OJIS Bac U
BaIllero pebeHkKa.

O Kakux nodo4HbIX 3cpPpeKTax MHe cnepyer
HeMepnJIeHHO coo0LwaTh sevawemy Bpauy?

ITPENVIIPE2KIIEHHUE. B penkux ciaydasax y
HEKOTOPHIX ITallMeHTOB IIPUEM OaHHOI'O IIpernaparTa
MOXKEeT IOBJIeYb CEPhLE3HLIE, @ MHOTOa U CMEPTEIbHO
omacHbIe Io00o4YHbIe 3¢ dekTrl. HeMenmeHHO CBIKUTECH C
JledalliuM BpadyoM UM O0paTHUTECh 3a MEOUIIMHCKOM
IIOMOIIIbIO, €CJIX Y BaC MPUCYTCTBYIOT CJIIEOYIOIINe
IIPU3HAKU UJIU CUMIITOMBI, KOTOPEIE MOTYT OBITH CBSI3aHHEI
C Cepbe3HBIMHU MOOOYHEIMU 3P PeKTaMu:
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e [Iprv3HaKM anIepruyeckKor peakiny, TaKrue KaK ChIIb,
KpamnuBHUIIA, 3y, MIOKPAaCHEBIIIasad U OTe4YHasa Koxa C
BOJIOBIPSAMU UJIM LIEJTyIIIeHHeM, BO3MOXKHO B
COYeTaHMWH C JINXOPaaKOHu, CBUCTHIIIEE UIN XPUIISIIee
ObIXaHNEe, CTECHEHNE B I'PyOUN UJIU ropJie,
3aTPYOHEHHOE ObIXxaHue, I'JIOTaHue UJIN Peub,
HeOOBIYHasI XPUIJIOCTh, OTEYHOCTDL B 00JIaCTH PTa,
nuna, ryo, sa3bplKa UJIU ropJia.

e [IpH3HAKM HapPYIIEHUN CO CTOPOHHI ITIeYeHU, TaKue KaK
IIOTEMHEHNE MOYHM, YTOMJISIEMOCTb, OTCYTCTBHE
aIrmneTHuTa, TOITHOTA UK 00JIb B 3KMBOTE, IIOCBETJIEHHUE
KaJjla, PBOTA, MOXKeJITeHNEe KOXKHU UJIN T'jia3.

e CUNIbHOE I'OJIOBOKPYKEHHE UJIU 0OOMOPOK.
e MI3aMeHeHUre 3peHus.

e bosp UK maBjieHUE B TPyOH.

e OOpINIKa.

o [Tpu MOSIBIEHUHN UIHU YCYT'yOIeHUU 3aTPYOIHEHHOT O
ObIXAQHUSI.

e CIIyTaHHOCTb CO3HAHUS.

KakoBbl HeKoTOopble apyrue nodboyHsie 3 eKTbl
OAHHOrO JleKapCTBEHHOro npenaparta?

JIro00e meKapCTBO MOXKET UMETh IT000YHEBIE 3P (PEKTHI.
OpHakKO Yy MHOTHUX JTIofneu Imo0o4YHble 3 PeKTh 1ud0
He3HaYUTeIbHBIE, TN00 BOOOIE OTCYTCTBYIOT.
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CBSI2KUTECH C JIeHalllM BpadyoM MJIM O0OpaTHUTECH 3a
MEOUITMHCKON IIOMOIIBLIO, €CJIA 3TH WUJIX JII00bIe Opyrue
1mo004YHBIE 3P PEKTHI BaC OECIOKOSAT UIN HEe IPOXOOsT:

e bOJIb B JKMBOTE UJIHU OUapPed.

e TOIIIHOTA.

OuryiieHne yCTaloCTU Ul c1aboCTH.

["a3000pa3oBaHue.

CHUMIITOMEI, HAIIOMHXHAIOIIINE I'PUIIII.

[Ipr3HaKu IPOCTYOHL.

Pa3gpaxeHue HOCa UJIA ropIlia.

Kaiiens.

YBennueHne KoIn4yecTBa MOKPOTHI.

["'omoBHAasg O00JIb.

HapymieHuss MEHCTPYaIbHOTO ITHUKIIA.

ITaHHBIM CONCOK BO3MOXKHEIX TOOOYHEIX 3)(EKTOB HE
SIBJISIETCSI MCUEPIIbIBAOINKYM. EC/IM y BaC BO3HUKIIN
BOIIPOCHI KacaTeIbHO MOO0OYHBIX 3(P(PEKTOB, CBIXKUTECH
CO CBOUM BpPa4yoM. [IPOKOHCY/IbTUPYUTECH C Bpa4OM
OTHOCUTEJIbHO MOOO0YHEIX 3(PEKTOB.

BiI MozkeTe COOOIINUTh O PA3BUTHHU ITOO0OYHBIX 3(hPEKTOB
B HAllMOHAJIPHOE yIIPaBIeHNE 3O0PaBOOXPaHEHUS.
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Brl MozkeTe cooOmuThE 0 MoO0YHBIX 3¢ dhekTax B FDA 1o
HoMepy 1-800-332-1088. Brl TakKe MOXKeTe COOOIIUTD O
IMOOOYHBIX 3(pPeKTax Ha cauTe
https://www.fda.gov/medwatch.

Kak syuyuwie BCero npuHMMaThb 3TOT JIEKAPCTBEHHbIN
npenapart?

[IpuMeHsiiTe DaHHBIU IIpernapaT B COOTBETCTBUM C
rpennucaHusMu Bpada. [IpounTanTe BCiO
rpegocTtaBiieHHYI0 BaMm nH@opMarliuioo. CTPoOro ciegyure
BCEM UHCTPYKIIUSIM.

Bce ¢popMbl BbiNyCKa:

e [IprHMMaNTEe JaHHLIU IIpenapaT HEIIOCPEaCTBEHHO
repen Ujaxd cpaly Iocie ynoTpeOleHus X KUPHOU MUILH.
CymiecTByeT O0JIbIIIOE KOJTMYECTBO KU PHEIX
IIPOOYKTOB NuTaHusi. HeKoTophie mOmoOHBIE HIPOOYKTHI
IIPEeOCTaBISAI0T COO0U sHIla, MacCjio, apaxrucoBOe
MacJio, IIUIIIYy C CEIPOM, MOJIOYHBIE MIPOOYKTEI U3
1IeJIbHOT'O MOJIOKa, HallpuMep LieJIbHOE MOJIOKO, CHIP
UJIN UOTYPT, TPYOHOE MOJIOKO MJIM OEeTCKOe IIUTaHue.
Ecnu BEI He 3HaeTe, KaKue MPOOYKThI SBJISIIOTCS
XKUPHBIMY, IIPOKOHCYJIbTUPYUTECH C BPA4YOM.

e IIpomonxkanTe NpUHUMATDL 3TOT JIEKAPCTBEHHBIN
rpernapaTr B COOTBETCTBUHU C YKa3aHUSIMHU Bailero
Bpayda WX OPYyroro MeOuIIMHCKOro PpabOTHHKA, JaxKe
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tel:+1-800-332-1088
https://www.fda.gov/medwatch

eCliIn 'y Bac Xopoliiee CaMO4yBCTBHE.

e He embTe rpeundpyT U He IelTe rpeun@pPyTOBLI COK
B TeUYEHMeE IIePBOH HEeOeIU IIprueMa 3TOro IIpernapara.

pPaHyNbI:

e CMellIanTe COmepKUMOe ImakeTa C 1 yaHOU JIOXKKOM
(5 MJI) MATKOH MHUIIMYA WU XKUOKOCTH. ITO MOTYT OBITh
IIPOTEPTHIE (PPYKTHI UJIX OBOIIN, apOMaTU3UPOBAHHLIN
MOTYPT WK NYyOUHT, I0JI04YHOE HI0Pe, Bomoa, TPygHOe
MOJIOKO, IeTCKas CMeCb, MOJIOKO UJIX COK. I[Iuilia unu
XKUOKOCTD OOJIZKHEI OBITh KOMHATHOM TeMIepaTypPhl
WJIM HEMHOTO XOJIOJHeEe.

e JlaHHBIN IpelapaT HeoOXOoauMO IIPUHKUMATh B TeUEHUEe

1 yaca 1mocjie cMeIllIuBaHusd.

YTo menaTtb B caydae nponycka npueMa A03bl
JleKapCTBeHHOro npenapara?

e [TpuMHUTE IPONYIIEHHYIO O3y KaK TOJIBKO CMOKETe.

e Ecnu npoiio 6 4acoB C TeX IMop, Kak mo3a Oblia
IIPOMYyIIeHa, IIPOIYCTUTE 3Ty O3y U BEPHUTECH K
CBOeMYy OOLIYHOMY rpa@uKy.

e He crnenyeT nipyuHUMaTh OODHOBPEMEHHO 2 03Bl UJIA
OOIOJIHUTEJILHYIO H03Y.

e Ecnu Bhl He nipyHMMalM JaHHBIU IIperapaTr B TeYeHUe
7/ OHEeU, IIPOKOHCYJIbTUPYUTECH C BPa4YOM U BLIICHUTE
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OajibHEeUnIlIne OenCTBUY.

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

e XPaHUTHL IIPU KOMHATHOM TeMIlepaType B CyXOM MeCTe.
He XxpaHUTL B BaHHOU.

e XpaHHUTE BCe JIeKapCTBEHHLIE IIpernaparThl B
0e30IIacHOM MecTe. XpaHUTe BCe JIeKapCTBEHHEIE
IIpenapaThl B MecTe, HeJOCTYIIHOM [JIs JeTel U
OOMAIITHUX KHMBOTHBIX.

e YTUIN3UPYIHTE HENCIOJIb30BaHHEIE JIEKAPCTBEHHEIE
IIperapaThl UM IpenapaThl C UCTEKIINM CPOKOM
rogHoCTH. He BuIZIMBaNTE B TyaJieT UIN KaHaJIN3aIlluio
0e3 COOTBETCTBYIOIINX YKa3aHul. Eciu y Bac ecTh
BOIIPOCHI OTHOCUTEJIbHO YTHUJIN3AIliN JIEKapPCTBEHHBIX
IIpernapaToB, IPOKOHCYJILTUPYUTECEH C (DapMalleBTOM.
B BailieM perroHe MOTYT JelCTBOBATh IPOrPaMMEI
VTUJIN3allu1 JIeKapCTBEHHLIX IIPeIapaTos.

OOLuMe cBeneHUA O JiIeKapCTBEeHHbIX npenaparax

e Ecnu cocTOsIHME Ballero 3[0POBLS HE YIy4dIlIaeTCs
WK Jaxke yXyhOlIaeTcs, 00OpaTUTeCh K Bpayy.

e He cnemyeT maBaTh KOMY-IHM0O CBO€ JIEKAPCTBO U
IIPUHUMATh 4y2KHe JIeKapCcTBa.

e K HEKOTOPHIM JIEKAaPCTBEHHBIM IIperapataM MOTYT
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IIpuaaraTbCsa Opyrue nH@opMalnoHHBIE JIMCTKU OIS
nanueHTa. Eciu y Bac ecTh BOIIPOCEHI, KacCarliuecs
OAaHHOTO JIEKapCTBEHHOIO IIpemnapara,
ITPOKOHCYJIbTUPYUTECH C BPA4YOM, MEIICECTPOH,
bapMameBTOM UIN OPYTUM PAaOOTHUKOM
30paBOOXPaHEHUS.

e K HEKOTOPHIM JIEKAPCTBEHHBIM IIpemapaTtaM MOTYT
IIpujaaraThbCsa Opyrue HHOOPMaAIlMOHHBIE TUCTKU OIS
rnalyeHTa. YTOUHUTE y ¢papMalieBTa. Eciu y Bac ecTs
BOIIPOCHI, KaCalIuecsa JaHHOT O JIEKaPCTBEHHOI'O
IIpemnapaTa, IPOKOHCYJIbTUPYUTECE C BpadoM,
Me[acecTpou, ¢papMalleBTOM MJIN OAPYTUM PaOOTHUKOM
30pPaBOOXPaHEHUS.

e ECHi BB cCUMTAETe, UYTO IPOMU3IOIIJIa Iepeao3nPoBKa
IIperapara, HeMeaJIeHHO ITI03BOHUTE B
TOKCHKOJIOTUYECKHNH IIEHTP UJIK OOpaTUTECH 3a
MEeOUITMHCKOM IIOMOIIBLI0. BygbTe roTOBE COOOIINUTD
1JIU II0Ka3aTh, KaKOM IpelaparT Bhl IIPUHSIJINA, B KAKOM
KOJIMYEeCTBEe 1 KOTa 3TO IMPOM3IOIIIIIO.

Ncnonb3oBaHMe uHcpopMmaumm norpedurenem m
OrpaHu4YeHue OTBEeTCTBEHHOCTH

9Ta 00001IeHHasa nHGopMalusa BKII04aeT KpaTKHe
CBeJIeHH’s O JuarHo3e, JIeYeHUHU U/UJN JeKapCTBEHHOM
npenapaTte. OHa He SIBISIETCS BCEOOBEMITIONINM
MCTOYHUKOM JaHHBIX U OOJI2KHA HMCIO0JIb30BaThCS B
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KadyeCTBe MHCTPYMEHTAa, IOMOraloIlero mojib30BaTeJIio
IIOHATH U (MJIN) OLIEHUTHh IOTEHIINAaJIbHbIE BaPHUAHTEI
nuarHocTuku u jedenus. OHa HE BkirodyaeT B ceds BCIO
MHMOPMAIINIO O COCTOSIHUSX, METOOdaX JIEUEHHH,
JIeKapCTBaX, IIOOOYHEIX 3(pdeKTax uinu puckax, KOTOpPhIE
MOTYT OTHOCUTBLCS K KOHKPeTHOMY mamnueHTy. OHa He
OOJI2KHA CYUTAThCS MEeOUIIMHCKOM KOHCYJIbTalluen Ul
3aMEeHOU MEeOUIIMHCKOU KOHCYJIbTallu¥, OUAarHOCTUKU
NI JIeUEeHU S, MPEeOOoCTaBJIsI€eMbIX BPa4OM Ha OCHOBE
BpayeOHOT0o 00CIemoBaHUs U OIIeHKN KOHKPETHHIX U
YHUKAJIbHEIX OOCTOSITENILCTB HaleHTa. [1aiiieH T
OOJI2KHBI TPOKOHCYIBTUPOBATHCA C BpauoM [OJId
IIOJIy4eHU s IIOJTHOU MH(OPMAaIU! 0 CBOEM 3OPOBLE,
MEeOUIIMHCKUX BOIIPOCax U BapuaHTaX JIeYeHU s, BKJII04Yasd
JTI00BIe PUCKU UJIM MPEUMYINECTBA B OTHOIIEHUU

M CIIOJIb30BaHUs JIeKapcCcTB. [laHHas nHPoOpMalus He
SIBJISIETCSI TaPAaHTUEN TOTO, YTO BU[, JIEYEHUS NUJIU
JIeKapCTBEHHBIN IIperapaT 0e3omnaceH, ad@eKTUBeH Uln
OmoOpEeH Jisl IeYeHUsI KOHKPETHRIX IallMueHTOB.
ITpepnpusatue UpToDate, Inc. u ero mouepuue
IIPEeONpPUSITHSA OTKAa3bIBAIOTCS OT JIIOOBIX TapaHTHUU HUJIU
00s13aTeIbCTB, CBSI3AaHHBIX C 3TOM HH(POPMAIIMEeN UJIN €€
M CIIOJIb30BaHuEM. MICII0/Ib30BaHUE 3TOM MHPOPMaAIUN
perynupyeTrcs YCI0BUSMU MCIIOIb30BaHUS,
IIpeaCcTaBIeHHBIMHN Ha BeO-CTpaHUIIe
https://www.wolterskluwer.com/en/know/clinical-
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effectiveness-terms.

LNaTa nocsegHero nepecMoTpa
2023-03-28

ABTOpCKOe npaBo
© UpToDate, Inc. u ee apPpunupoBaHHEIE KOMIIAHUN
u/unu nuieH3uapel, 2024. Bce ripaBa 3allUIIEHHI.

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.

IIOIOTHUTENIbHYIO HH(POPMAIINIO CM. B Halllen
BHUPTYyaJIbHOU OMOIMOTEKE Ha cauTe www.mskcc.org/pe.

Lumacaftor and Ivacaftor - Last updated on December 12, 2022
Bce nipaBa 3amuinieHbl ¥ nprHaajaexaTt Memorial Sloan Kettering
Cancer Center
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