MSK Kids

OBPA3OBATEJIbHbIE MATEPWAJIbI OJ1 MAUWEHTOB U
YXAXKNBAKOLWNX 3A HAMW NTNL,

Elexacaftor, Tezacaftor, and
Ivacaftor

OTOT OJOKYMEHT, MPeaoCTaBlIeHHbN Lexicomp®,
COOEPXKUT BCIO HEOOXOOMMYIO HHOOPMAIIHIO O
IIperapare, BKIo4Yas IIoKa3aHus, CIoco0 IIpuMeHeHNsI,
110004YHBIE 3PPEKTHI U CIIydau, IPU KOTOPBIX
HeoOX0OuMO CBSI3aThCSI C BAIIIUM ITOCTABIIHKOM
MEOUIIMHCKUX YCIIYT.

Toprosble HaumMeHoBaHuA: CLLA
Trikafta

Toproeblie HauMeHoBaHuA: KaHapa
Trikafta

Ona 4ero Ucnosib3yeTcs 3TOT JIEKAPCTBEHHbLIN
npenapart?

e [IpuMeHsieTCS OJIs JIedeHusI MYKOBHCIIHMI03a.

Y10 HeoOXOAMMO coobWUTL Bpauy, MPEXXIAE YHEM
MOMN pebeHOK NpuMeT OAaHHbIN JIeKAPCTBEHHbIN
npenapart?
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e Ecnu y Balrero pebeHKa ajjIeprus Ha JaHHBIN
Ipernapar, JTI00ble ero COCTaBIAI0INNe, OPYTHe
IIpenapaThl, IIPOAYKTHI IUTAaHUS UJIA BEIlleCTBa.
Coo0O1rTe Bpauy 00 aajepruu u 0 TOM, KaK OHa
IIPOSIBIISAIach y peOeHKa.

e Ecnu y Bamrero pebenka 3a0oleBaHue II€YEHMU.

e Ecnu Balll peOeHOK NPUHUMAET KaKue-1udo
rperapartsl (KakK pelenTypHble, Tak U
Oe3pelenTypHLIE, IIpernapaThl IPUPOTHOTO
IIPOUCXOKOEHUSI, BATAMHUHBI), KOTOPbIE HEJIb351
IIPUHAMATh OODHOBPEMEHHO C JaHHBIM IIpermapaToM,
HallpuMeP HEKOTOophIe IMpemnaparThl Ojd jeuyenusa BHAY,
HHPeKIM, cygopor u ap. CyiecTByeT MHOXKECTBO
IpernapaToB, KOTOPLIE HEIb3s IIPUHUMATD
OOHOBPEMEHHO C 3THUM IIpermapaToM.

ITaHHBIN CIIMCOK JIEKApCTB U 3a00jieBaHUuM, KOTOPLIE
MOTYT HeOJIaronpusTHO COUYEeTaThCS C IIPHEMOM JaHHOTO
IIperiapara, He SIBJISIeTCS NCUYePIILIBAIOIIUM.

[IPOKOHCYIBTUPYUTECH C Bpa4OM UM papMalleBTOM
OTHOCUTEJIbHO BCEX JIEKaPCTBEHHLIX IIPEeIapaTos,
KOTOPEIE IPUHUMAET Balll pe0eHOK (KaK PelelTypPHEIX,
TaK ¥ npuoOpeTaeMbIXx 0€3 pellenTa, HaTypaJbHBIX
IIpernapaTrax ¥ BUTaMMHAX), a TaKXKe 0 mpodjieMax C ero
300POBbeM. BaM HEOOXOOUMO YOOCTOBEPUTHCS, UTO
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IIpKreM JaHHOTO IpemnapaTa 0e30IIaceH IIpu
3a00JIeBaHUSIX Balllero pebeHKa 1 B COUYEeTaHUU C
OPYTUMH JIeKapPCTBEHHLIMH IIpeliapaTaMi, KOTOpPhIe OH
y2Ke npuHuMaeT. He cienyeT HauMHATh, IIPEeKpaniaTh
IIPHeM UK U3MEHSATh JO3UPOBKY KaKOIr0-JIn0o
JIEKAPCTBEHHOTO IIpeliapaTa, KOTOPLIM IPUHUMAaeT Balll
pebeHOoK, 0e3 CorjIacoBaHUsI C BpadyoM.

YTO MHe HeobxoaAuMO 3HaTb UM AenaTb, NoOKa MOM
pebeHOK NpMHMMaeT paHHbIM npenapar?

e Co0OIIMTE BCEM MEOUIIMHCKNM PaOOTHHUKAM,
oOecrnedymnBaIOIUM MEOUIIMHCKOE 00CITyKHNBaHHUE
Bamrero pebeHka, o ToM, 4TO Bain pebeHOK
IIPUHUMAET 3TOT JIEKAPCTBEHHLIN IIperapar. ITO
Bpa4l, MeOCeCTPHl, (papMalleBTEI 1 CTOMATOJIOTH
Bamiero pebeHka.

e Cnnegute, uTOOHI Ball pebeHOK 130eras BLIIIOIHEHHUS
3aJaHUM WU OEeUCTBUM, KOTOPBIE TPEOYIOT
KOHIIEHTPallui BHUMaHUs, II0Ka Bel He yBUOUTE, KaK
9TOT JIEKaAPCTBEHHBIU IIperapaT OenucTByeT Ha Baliero
pebeHKa. Cioma OTHOCSITCS e3a Ha BeJloculiese,
3aHATHSA CIIOPTOM WJIM MCIIOJIb30BaHHE TaKHUX
IIpegMEeTOB, KaK HOXKHHIIBI, Ta30HOKOCHUJIKA,
3JIEKTPOCaMOKaT, UTPYyIIeYHble MAIlIUHKU UJIU
MOTOPHBIE CPENCTBa MePeaBUKEHUS.

e PeOEHOK [OJIKEeH caBaTh KPOBh Ha aHAJIU3 U
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IIPOXOOUTH NPOBEPKY MDYHKIINHU JIETKUX COTJIACHO
PEeKOMeHOalnusIM Bpada.

e He maBaute Baimnemy peOeHKY rpeun@pyT UiIu
rpeurnpPyTOBLIA COK.

e YV meTel, IPUHUMAIOLINX STOT IIpemnapaT, OblIn
OTMeEeYeHHbI ClIy4yau pa3BUTUA KaTapaKThl. [Iepen
HayaJIOM Y BO BpeMs IprueMa OaHHOTr 0
JIEKapCTBEHHOT O IpeIlapara IIpociaeguTe, 4ToObl Bar
pebEeHOK MIPOoIIIesI IPOBEPKY 3PEHUSI.
[IpPOKOHCYNIBTUPYUTECE C BPAYOM.

e [IpreM maHHOIO JIEKAPCTBEHHOIO IIpernaparTa
COIIPOBOXKOAJICA HapPYyILIEeHUsIMHU CO CTOPOHEI TeyeHu. B
HEKOTOPHIX CIIy4YasxX TaKue HapylleHus Obl/Id OUYEeHb
Cepbe3HBIMU U TpeboBaach mepecagka IIeYeHn.
[IpPOKOHCYIBTUPYUTECE C BPAYOM.

Ecnu Bawa po4b 0epeMeHHa nam KopMuT pebeHka
rpyAablo:

e [IPOKOHCYNIBTUPYUTECH C BPA4YOM, €CJIM Ballla JOYb
OepeMeHHa, 3a0epeMeHesia UJIu KOPMUT pedeHKa
rpynobio. HeoOxomumo OyoeT oOCyauTh IIPEeuMYyIleCcTBa
1 PHUCKMU [JIs Ballled mo4Yepu u ee pedeHKa.

O Kakux nobou4HbIX 3cpceKkTax MHe cnepyeT
HeMepnJiIieHHO coo0LwWwaTh nevyawemy Bpadyy Moero
pebeHka?
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IIPEOYIIPE2KITEHUE/IIPENJOCTEPE2KEHMUME: XoT4
1 B PEeOKUX CIIy4asaX, HO Y HEKOTOPHIX MAIlMEeHTOB IPUEM
OJAaHHOI'O JIEKaPCTBEHHOTO IMpemnapaTa MOXKeT BBEI3LIBATH
O4YeHb CepPbe3HbIE, a UHOTIa U CMEPTENIbHO OMlaCHLIE
1mobouHbIe 3pPekTrl. HeMenneHHO CBIXKUTECH C BpadyOM
Bairero pebeHka uiam o0OpaTUTECh 3a MEOUITMHCKOU
IIOMOIIBIO, eciid y Bamiero pebeHka nMmeeTcs n000u U3
IIePEeYNCIIEHHBIX HUKE ITPU3HAKOB UJIN CUMIITOMOB,
KOTOPEIE MOTYT OBITH CBSI3aHBI C OYEHb TSIXKEJIbIM
1T000YHBEIM 3 PeKTOM:

e [IpH3HAKM aIIePrudeCcKou peakKIiny, TaK1ue KaK CHIIIb,
KpaIlluBHUIIA, 3y, IIOKPAaCHEBIIAss U OTeYHas KoxXa C
BOJIOLIPSIMH WM IIENIYIIIEeHNEM, BO3MOXKHO B
COYeTaHMWM C IUXOPAOKOM, CBUCTSINEE UIU XPUIIAIIEE
ObIXaHHE, CTECHEHNE B TPYOU UM TOPIJIE,
3aTPyOHEHHOE ObIXaHWe, TJIOTaHue NN Pedb,
HeOOBIYHAasI XPUIJIOCTh, OTEYHOCTh B 00JIaCTH PTa,
nuna, ry0, s3blKa Ui ropia.

e [IpH3HaKM HapPYIIEHUN CO CTOPOHHI ITIeYeHU, TaKUe KaK
IIOTEMHEHUE MOYH, YTOMJISIEMOCTB, OTCYTCTBHE
almneTuTa, TOIIHOTa UK 00JIb B 3KMBOTE, ITIOCBETJIEHHE
KaJjla, PBOTa, ITOXKEJITeHNe KOXKHU NN I'1as.

o CUJIbHOE TOJIOBOKPY2KEHUE UIU 0OMOPOK.

e I3MeHeHUre 3peHuUsd.
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KakoBbl HeKoTopbie apyrue nobouHsbie 3¢ dekTbl
AAHHOrO JleKapCTBEeHHOro npenaparta?

JI:0001 TeKapCTBEHHBIM IperapaT MOXKeT UMETh
1mo0o4uHbIe 3QPekThl. OTHAKO Y MHOTHUX JTI0Oe IOO0YHEIE
3¢ dekTH MO0 He3HAUYUTENbHEIE, TN00 BOOOIIE
OTCYTCTBYIOT. CBSIXKUTECH C BpadyoM Barlmero pebeHkKa
11U 00PaTUTECh 3a MEOUIIMHCKOM IIOMOIIBIO, €CJIU
JII000H M3 3TUX UJIU APYTUX ITI0OO0YHEIX 3hGHEKTOB
OecriokouT Barrero pebeHKa, UJIM €CJIM OH He IPOXOOUT:

e ['omoBHas OOIIb.

e [Ipy3HaKU MPOCTYOHL.

e bOJIb B JKMBOTE UJIHU OUapPed.

e CMMIITOMEI, HAaIIOMHHAIOIIHE T'PUIIIL.

IlaHHBIM CIIMCOK BO3MOXKHBIX IOOOYHEIX 9P(PEKTOB HE
SIBJISETCHA UcUepnbiBawIiuM. Ecnu y Bac BO3HUKIIHN
BOIIPOCHI KacaTeJIbHO MOOO0YHEIX 3(p(PEKTOB, 0OpaTUTECH K
Bpauy Baimero pebeHka. IIpOKOHCYJIBTUPYUTECH C

Bpa4yoM Bamiero pebeHkKa OTHOCUTEIbHO IOOOYHBIX
3¢ (PeKTOB.

BiI MozkeTe COOOIINUTh O PA3BUTHHU ITOO0YHBIX 3(hPEKTOB
B HaIlMOHAJILHOE yIIpaBJIeHHE 30PaBOOXPaHEHMS.

Kak nyylwie BCero paBaTb 3TOT JIeKapPCTBEHHbIN
npenapart?

6/12



IlaBaviTe maHHBIM IpemnapaTr Bamemy peOeHKY B
COOTBETCTBUH C IIpefnucaHusaMu Bpada. [IpouuTtauTe
BCIO IIpefocTaBjieHHYI0 Bam nuapopmanun. CTporo
CJIeAyUTe BCEM MHCTPYKLIUAM.

Bce ¢pbopMbl BbiNyCKa:

e JlaBalTe JaHHLIM IIpernapar C XKUPHOU ITUILEHN.
CyurecTByeT OOJIbIIIOE KOINYECTBO XKUPHBIX
IIPOOYKTOB NuTaHusa. HekKoTophie mogoOHbBIE IPOOYKTHI
IIPEeOCTaBISAI0OT COO0M sIiilla, MacCJio, apaxnucoBOe
MacJio, MUy C CBIPOM HUJIX MOJIOYHBIE ITPOOYKTHI U3
11eJIbHOT'O MOJIOKa, HallpuUMep LieJIbHOE MOJIOKO, CHIP
UIu UorypT. Eciiu BEI He 3HaeTe, KaKue MPOAYKTEhI
SIBJISIIOTCS XKUPHBIMU, IIPOKOHCYJIbTUPYUTECH C
BpPa4doM.

e IIpomosnKaliTe maBaTh 9TOT JIeKaPCTBEHHELIN IIpelapar
B COOTBETCTBUMU C YKal3aHUSIMU Bpada Baiiiero pebenka
UJIM OPYTroTro MeOUuIIMHCKOTro paboTHHKA, Jaxke eCclIu y
Baiero pebeHka xopolilee caMO4YyBCTBHE.

TabneTku:

e IlommpocuTte pebeHKa IMPOTrJIOTUTH ILIEJTUKOM.
[Tompocute pebeHKa He XKeBaTh, Pa3JlaMbIBATh UJIN
KPOLINTL TaOJIETKY.

e DTOT IIPemapaT COCTOUT 13 2 TabJIeTOK Pa3HOro IBeTa.
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BBl MOJI2KHEI TOYHO 3HATh, KOTAA JaBaTh KaxKOYIO
TabneTKy. Eciu y Bac BOSHUKHYT KaKue-JInoo
BOIIPOCHI, IIPOKOHCYIBTUPYUTECEH C (DapMalleBTOM.

pPaHyNbI:

e CMelllanTe BCe COmepKUMOe IakeTa ¢ 1 vavHOM
JIOKKOHU (5 MJI) MSATKOU IIUIITU UIH XXUOKOCTU. DTO
MOTYT OBIThH IPOTEPTHIE PPYKTHI NI OBOIIU, MOTYPT,
si0JI0OYHOE III0pe, BOJa, MOJIOKO HJIM COK. MAarkas mnuiia
HJIN 2XKUOKOCTh OOJI2KHA ObITh KOMHATHOU
TeMIIepaTypPhl WU X0JIongHee. He cmeluBanTe C
ropsiyeu nuineu Uin XKUOKOCThIO. [laHHBIM IIperapar
HeoOXOOMMO OaBaTh B TedeHHe 1 Yaca 1ocie
CMeIIIUBaHUS.

e B ymakoBKe 3TOro rnpemnaparta COOepXKUTCA 2 Pa3HbIX
ImakeTa. YOeguTech, 4YTO BhI 3HAETE, KOTra JdaBaTh
KaXkJbIM MakeT. ECciu y BaC BO3HUKHYT KaKue-1u0o
BOIIPOCHI, IIPOKOHCYJIbTUPYUTECH C (PapMalieBTOM.

Y10 penartb, ecnu Mon pebeHOK NponycTUT Npuem
0,03bl JIeKapCTBEHHOro npenaparta?

e JTariTe MPOIYIIEHHYIO M03y KaK MOXKHO CKOpee.

e Ecnu mocrie npoIiycka yTpeHHeN O003bl peOEeHKOM
rmpounio 0ojee 6 4acoB, JauTe MPOMYIIEHHYIO 003y
Cpa3y XkKe, KaK BCIIOMHUTE O HEU, ¥ IPOMNYCTUTE
BEYEPHIOIO I03Y.
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e Ecnu mocie nponycka BedepHelu J03bl PpeOEeHKOM
rmpounio 6oee 6 4acoB, HE JaBauTe MPONYINEeHHYIO
0Oo3y, a majiee IpopoJIKauTe JaBaTh IIperapar Kak
OOBIYHO.

e He cnegyeT maBaTh OBOUHYIO JO3Y OOHOBPEMEHHO UJIU
OOIIOJTHUTEJIbHBIE JO3HI.

Kak MHe XpaHuTb 1 (nnm) BbIOpOCUTDb 3TOT
JleKapCTBEeHHbIA nNpenapart?

e XPaHUTH [IPU KOMHATHOU TeMIIepaType B CyXOM MeCTe.
He XxpaHUTL B BaHHOU.

e XpaHUTE BCe JIEKapPCTBEHHELIE IIpernapaThl B
0e30macHOM MecCTe. XpaHUTe BCe TeKapCTBEHHEIE
IIpernapaTrsl B MeCTe, HEIOCTYIIHOM [JISI HeTeu U
OOMAIITHUX JKHUBOTHBIX.

e YTUIHU3UPYHTE HEHCIOJIb30BaHHEIE IEKAPCTBEHHEIE
IIpernapaTsl UM OIpernapaThl C UCTEKIINM CPOKOM
rogHOCTU. He BeIIMBaNTE B TyaJieT UK KaHalIn3aIlluio
0e3 COOTBETCTBYIOLUINX YKa3aHuM. ECIM y Bac eCThb
BOIIPOCHI OTHOCUTEJIbHO YTUIN3AIlUU JIEKapPCTBEHHEBIX
IIpernapaToB, IPOKOHCYJILTUPYUTECH C (JapMalleBTOM.
B BailieM peruoHe MOT'YT JelMCTBOBATh IPOrPaMMEI
YTUIN3alluU JTeKapCTBEHHLIX IIpernapaTos.

OO e cBeaeHUusa o JieKapCTBeHHbIX NpenapaTax
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e Ecniy CUMIITOMBI UJIX HAPYIIIEHUSI COCTOSTHUSI 3TOPOBDS
Bariero pebeHka He YMEHbINIAIOTCS, NI OTMEeYaeTCs
yXynIiieHue, oOpaTUTeCch K Bpauy Bamiero pebeHka.

e He menuTtech meKapCTBOM Balllero pebeHKa C OPyTrUMU
1 He JaBalTe 4be-Iu00 JIeKapCTBO BallleMy pPeOeHKY.

e K HEKOTOPHEIM JIEKAQPCTBEHHEIM IIpernaparaM MOTYT
IpUIaraThCAa Opyrue vHQPOpMallMOHHbBIE IUCTKU OJIA
namnueHTa. Eciu y Bac eCcTh BOIIPOCH], Kacawllnecs
OAaHHOTIO JIEKapCTBEHHOI'O IIpemnapara,
IIPOKOHCYJIbTUPYUTECH C BpauyoM Bamrero pebeHka,
MeOcecTpou, ¢papMalleBTOM UK OAPYTUM PaOOTHUKOM
30PaBOOXPaHEHUs.

e Ecnu BB cumTaeTe, 4TO IIPOMU30IIIa Iepego3npoBKa
Ipernapara, HeMeaJeHHO II03BOHUTE B
TOKCHUKOJIOTHYECKUM IIeHTP UJIK 00paTUTECh 3a
MEeIUITMHCKOM IIOMOIIbI0. BynbTe roToBhl COOOIIUTD
1JIN TI0Ka3aTh, KaKol mperapaT Bhl IPUHSIIN, B KAKOM
KOJINYeCTBe 1 KOTla 3TO IPON3O0IIIJIO.

Ucnonb3oBaHue uHopMmauum noTpedburtenem um
OorpaHu4YeHMe OTBeTCTBEHHOCTHM

9Ta 0000I1IeHHasa nHGopMalusa BKI04aeT KpaTKue
CBeJIeHH’s O JuarHo3e, JIeUeHUHU 1/UJIN JIeKapCTBEeHHOM
npenapaTte. OHa He ABIsIeTCS BCEOOHEMITIONINM
MCTOYHUKOM JAaHHBIX M OOJI2KHA MCIO0JIb30BaThCS B
KadyecTBe MHCTPYMEHTa, ITIOMOTaloIlero IIojb30BaTeslio
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IIOHSITH U (MJIN) OLIEHUTh MOTEHIIMaJIbHEIE BaPUAHTEHI
OUuarHocTuku u jedeHusi. OHa HE BkirodyaeT B ceOs BCIO
HH@OPMAIINIO O COCTOSIHUSX, MEeTOdaX JIeUEeHHH,
JIeKapCcTBaX, MOO0YHBIX 3 PeKTax UIN PUCKaX, KOTOPHIE
MOT'YT OTHOCUTBLCS K KOHKpPeTHOMY HanueHTy. OHa He
OOJIKHA CYMUTATHCS MEOUIIMHCKON KOHCYJIbTallueu UJIu
3aMEHOU MEOUIIMHCKOU KOHCYJIbTAalluK, OUAarHOCTUKU
HUJIN JIeYEeHU s, IPeaoCTaBJIsieMbIX BPpa4yOM Ha OCHOBE
BpavyeOHOT0o 00CIeoBaHUS U OILIEHKY KOHKPETHHBIX U
YVHHUKAJIbHBIX O0CTOSITE/ILCTB ITallieHTa. [lalueHTh
OOJIZKHEI IIPOKOHCYJIbTUPOBATHECS C BPa4yoM OJIs
II0JIy4YeHHUs MIOJTHOU MHPOPMAaLUM O CBOEM 3[10POBLE,
MEeOUIIMHCKUX BOIIPOCax U BapuaHTaX JIeYeHUs, BKJIIo4Yasd
TI00bIe PHUCKU UJIH IIPENMYINECTBA B OTHOIIIEHUU
HCIIOJIb30BaHUs JIeKapcCTB. [laHHas nHPopMalus He
SIBJISIETCSI TapaHTUEU TOTO0, YTO BU JIEYEHUS UJIU
JIEKaPCTBEHHBIN IIpernapaT 0e3omnaceH, adPeKTuBEeH UIN
omoOpeH [Jisl IeUYeHUsI KOHKPETHRIX MallueHTOB.
IIpeonpusatue UpToDate, Inc. u ero mouepHue
IIPEeOIIPUSATHS OTKA3bIBAIOTCS OT JIIOOBIX TapaHTHUU HUIIN
00s13aTeIbCTB, CBSI3aHHBIX C 3TOM MH(POPMAIINEN UIIN €€
HCIIOJIb30BaHueM. Mcrioib30BaHue 3TOU MHpOpMaIliu
PEryIUPYeTCs Y CIOBUSIMU UCIIOJIb30BaHUA,
IIpeaCcTaBI€eHHBIMU Ha BeO-CTpaHUIIEe

https:// www.wolterskluwer.com/en/know/clinical-
effectiveness-terms.
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LNaTa nocsiegHero nepecMoTpa
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ABTOpCKOe npaBo
© UpToDate, Inc. u ee appunupoBaHHEIE KOMIIAHUN
u/unu nuieH3uapel, 2024. Bce nipaBa 3allUIlEHHI.

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.

Elexacaftor, Tezacaftor, and Ivacaftor - Last updated on
December 12, 2022
Bce npaBa 3amuinieHbl ¥ nprHaajaexaTt Memorial Sloan Kettering

Cancer Center
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