MSK Kids

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

Maralixibat

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
Livmarli

ToproBblie HanMeHoBaHuA: KaHapa
Livmarli

[1ns yero ucnonb3yeTcs 3TOT JIeKapPCTBEHHbIN NpenapaT?
e Vicnonb3yeTtcsa onsa nevyeHna 3yaa y niogein c nporpeccnpyowmm ceMenHbiM
BHYTpune4yeHo4YHbIM xonecTtasom (PFIC).

e Vicnonb3syeTtcsa onsa nevyennsa syaa y niogen ¢ cuHgpomom Anaxunsa (ALGS).

Y10 Heobxoaumo coobwnTb Bpayy, NPEXOE YEM mon
pebeHOK NpMeT 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 anneprnmm o ToOM, Kak OHa npodssianacb y pe6eHKa.

e Ecnny Bawero pebeHka 6blnia ne4yeHoUYHass HepOCTaTOYHOCTb, KOTOpas
Bbl3Basia cepbe3Hble NpobneMbl, Takne Kak KpOBOTe4YeHne, OTeK Unn
MO3roBble HapyLUeHus.

CoyeTaHue 3TOro npenapaTta C HEKOTOPbIMU NleKapCcTBaMu 1 3ab6oneBaHNaIMU
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MoXeT 6bITb HeOGNnaronpuUATHO.

[MpoKOHCYNbTUPYNTECH C BpayoM nnn dapmaueBTOM OTHOCUTENbHO BCEX
NeKapCTBEHHbIX NpenapaToB, KOTOopbie 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 6e3onaceH npwu
3aboneBaHunax Ballero pebeHka 1 B coueTaHNN C APYrMMU IeKapCTBEHHbIMUA
npenapaTamMu, KOTOPbIE OH y)Ke NpuH1UMaeT. He cnegyeT Ha4yMHaTb,
npekpaLlaTb NPNEeM UM U3MEHATb AO03NPOBKY Kakoro-nmbo nekapCcTBEHHOr o
npenapaTa, KOTOpPbIN NPUHUMaeT Bawl pebeHok, 6e3 cornacoBaHus C BPayomM.

Y10 MHe Heo6XxoaMMO 3HATb UNU genaTb, NOKa MO
pebeHOK NpUHUMaeT faaHHbIN NpenapaTt?

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

e Cnegunte 3a TeM, 4TOObI pebeHOK NPOXOANST aHaNn3bl KPOBU N gpyrue
nabopaTopHblie aHanNM3bl B COOTBETCTBUN C YKa3zaHUAMIN BpaYa.

e Bo Bpems neyeHus aTnm npenapatom Bawemy pebeHky moxeT
noTpeboBaTbCa NPMHMMaTb HEKOTOpPble obaBkn, Takne kak ButamMuH A, D, E
n K. ObazatenbHO cnegynTe ykazaHUAM Bpava.

¢ [laHHbIN NneKapCTBEHHbIN NpenapaT MOXeT NOBbICUTb BEPOSATHOCTb
nepenomos KocTen. [POKOHCYNbTUPYNTECH C BPa4YOM.

e EcnuBbl paeTe 3TOT NpenapaTt BaeMy pebeHKy, BeC KOTOPOro MeHsaeTcs,
obcyouTte 31O ¢ BpayoM. BoamoxkHO, noTpebyeTcsa n3sMeHUTb 4O3Y OAHHOr O
NleKapCTBEHHOr o Npenapara.

e byobTe OCTOPOXHbI, NCMOMb3ysa PAacTBOP ASIA NpUeMa BHYTPb ANS leYeHus
peTen. B coctaB aToro pactesopa gnis npnemMa BHyTPb BXOOUT
NPONUITEHI NIKOJ1b, KOTOPbIN MOXET Bbi3blBaTb Pa3BUTHE TAXKESbIX
nobou4Hbix 3pPekToB y geten. [letn mnagwe 5 net nogBepxeHbl 6bonee
BbICOKOMY PUCKY.
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Ecnu Bawa po4yb 6epemeHHa unm kopmMmnt pebeHka rpyablo:

e [TpOKOHCYNbTUPYNTECH C BPAyYOM, eClniv Balla o4b 6epemMeHHa,
3abepeMeHena unm kopmut pebeHka rpyabio. Heobxognmo 6ypeT
obcyonTb NnpenmyLiecTBa 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
Bbl3blBaTb O4Y€Hb CEpPbe3Hble, a UHOIrOa N CMepTeNIbHO onacHble No6oYHble

3¢ PekThl. HemeaneHHo ceaAXnTECh C Bpa4yoM Bawlero pebeHka unum
obpaTuTechb 3a MeAULNHCKOWM NoMoLLblo, ecnin y Bawwero pebeHka numeetcs
no60o1 N3 NnepeyncieHHbIX HUXKe MPU3HAaKOoB UM CUMNTOMOB, KOTOPbIe MOTyT
ObITb CBA3aHbl C O4€Hb TXXeNbIM NO60YHbIM 3pPekTOM:

¢ [MpusHaku anneprnyeckon peakumnm, Takmne Kak Cbifnb, KpanuBHULA, 3yA,
NOKpPAaCHeBLUAA U OTeYHas KOXa C BONIAbIPAMN UK LWeNyLeHNneM, BO3MOXHO
B COYETaHUN C NINXOPaAKOoN, CBUCTSALLLEE U XpunsLlee abixaHue,
CTeCHeHue B rpyau unn ropre, 3aTpygHeHHoe AbixaHue, rnoTaHne Uin peub,
HeobblYHasA XPUNNOCTb, OTEYHOCTb B 06nacTu pTa, nuua, ryb, a3bika nnu
ropna.

e PBOTa KpPOBbBIO NN PBOTHLIMU Maccamu B Buae KopernHom ryun.

e Jlio6oe HeobBbACHMMOE 06pasoBaHMe KPOBOMOATEKOB U KPOBOTEYEHNE.
e KocTtHasa 6onb.

¢ Jlnxopapka, cnabocTtb unm 6negHOCTb KOXN.

e HapyweHue cepgeyHoro putma.

e Cypoporwu.

e 3aTpyAHeHHOoe, MeaNIeHHOEe Ui NMOBEPXHOCTHOE AbiXaHue.

e CunbHOE ronioBOKpPY>XXEeHUe UM COHNMNBOCTb.

e MbiweyHble cypoporu.

¢ [lpMeHeHne gaHHOIr o NpenapaTa CoONPOBOXAAN0OCh HAPYLUEHNAMIN CO
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CTOPOHDI NeYyeHn. B HekoTopbIx cny4vasax 3Tn HapyweHUs 6bin cepbesHbIMU
n TpeboBanu TpaHCNIaHTaLMN NeYeHn NN NPUBOJNAN K CMEPTH.
HemepneHHo o6paTuTtech K Bpayvy npu nosiBrieHnmn y pebeHka nprnsHakoB
HOBBIX NN YXYALIAIOLNXCS HAPYLLUEHWIA CO CTOPOHbI NeYeHu, Takmnx Kak
NOTEMHEHNEe Mo4n, YTOMSEMOCTb, OTCYTCTBME anneTuTa, TOWHOTA Unn
60nb B XXNBOTE, B3AyTUE XXNBOTA U pe3kuii HAbop Beca, ocBeTNeHne Kana,
pPBOTAa, NOXEeNTEeHNEe KOXW Unn rnas.

e HemenneHHo ob6paTuTeCh K Bpaydy, ec/in y Ballero pebeHka Taxenasa nnm
OnuTenbHasa gnapes unm peoTa. Npu nosenennn y pebeHka gnapeu ¢
KPOBaBbIM CTYJIOM UM NPU3HAKOB AervgpaTtaunmn, Taknx Kak CyXoCTb KOXMU,
CNN3NCTON 060M104YKM POTOBOW NONOCTN NN FNa3, XKaxaa, ronoBHasa 60onb,
HEBO3MOXXHOCTb MOYEUCNYCKaHNSA, U3MEHEHNE KONM4YecTBa Moun,
Taxmnkapgusa, roNIOBOKPYXeHne, y4yallleHHOE ablXxaHne Nn CNyTaHHOCTb
CO3HaHMNS, ob6paTUTECh K Bpauy.

KakoBbl HekOoTOpble apyrme nob6o4Hble 3pPeKTbl [aHHOIO
NleKapCTBEHHOro npenapaTa?

Jliob6o1h nekapCcTBEHHbIN NpenapaTt MoXeT MMeTb Nob6o4yHble 3¢pPpekTbl. OgHako
y MHOIrnx niogen nob6oyHble 3ppekTbl NMbo He3HaunTeNbHble, NM60 BoOOLLE
oTcyTcTBYIOT. CBAXUTECH C BPpayoM Ballero pebeHka nnm obpaturech 3a
MeOMLNHCKO MOMOLLbIO, eCnn N6 0 N3 3TNX NN [PYrnx NOH6OYHbIX
3¢pPekToB HecnokonT Bawero pebeHka, unm ecnm oH He NPOXOANT:

¢ [lpuMeHeHMe 3TOro NnpenapaTa 4YacTo CONpPoBOXaAaeTca anapeen, 6onbio B
XXNBOTE, PBOTOW N TOLWHOTOW. Ecnn y Bawwero pebeHka ecTb 3T Nno6oYHble
3¢ PeKkTbl, NTO3BOHNTE Bpayy, YTOObI y3HaTb, Kak n3bexaTb gervgpaTtaunm.

[laHHbI CNMCOK BO3MOXHbIX NOOOYHbIX 3¢ PeKkTOB He ABNsAeTCH
ncyepnbiBaoLwmm. Ecnu y Bac BO3HUKNM BONPOCHI KAacaTenlbHO NOB0YHbIX
3¢pPekTOB, 06paTUTECh K Bpayy Bawero pebeHka. lMpokoHcynbTUpynTech C
Bpa4yoM Bawero pebeHka oTHOCcnTEeNbHO NOOOYHbIX 3¢dPeKTOB.

Bbl MOXKeTe coobLwnTb 0 PasBUTUM NOOOYHbIX 3¢ PeKTOB B HALMOHANbHOE
ynpasiieHne 3a0paBOOXPaHeHNs.
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Kak Niyylle BCero AaBaTtb 3TOT ﬂeKapCTBeHHbIVI npenapaT?
[aBanTe gaHHbIV NpenapaT Bawemy pebeHKy B COOTBETCTBUMN C
npegnucaHnaMm Bpaya. lNpouynTtanTe BCIO npenocTaBneHHyto Bam
nupopmaunio. Ctporo cnegynte BCEM UHCTPYKLUSM.

Bce ¢popmbl Bbinycka:

Hasante aToT npenapat 3a 30 MUHYT 0O NpMemMa NuLun.
[aBaniTe gaHHbIN NpenapaT yTPOM, eCiniv OH npumeHseTcs 1 pas B AeHb.

MycTtb Baw pebeHok capeT nnuv BCTaHeT, YTOObl NPMHATL 3TO NekapcTBo. He
[aBanTe 3TOT Npenapart, korga pebeHoK NexumT.

Baw pebeHoK fomkeH nogoXaaTb HECKOMbKO MUHYT NOC/e npnema 3Toro
npenapaTa, Npexae Y4eM NOXNTbCS.

[NpoponxanTe gaBaTb 3TOT JIEKAPCTBEHHbIV NpenapaT B COOTBETCTBUMN C
yKa3aHnsaMu Bpaya Balwero pebeHka nnm gpyroro MegmumnHCckoro
paboTHuKa, gaxke ecnn y Bawero pebeHka xopollee camo4yBCTBUE.

He pnaBanTe konecesenam, KoNnecTunos UM XonecTUpPamnH B Te4yeHne 4
4YacoB A0 UK 4 YacoB Nocne NpMemMa QaHHoro npenapara.

PacTBop ans npnema BHYTpb:

CnepyeT oTMepATb 003bl XMAKOrO NpenapaTa C OCTOPOXHOCTbIO.
Ncnonb3ynte posaTop, npoaatoLmincs BMecTe ¢ iekapcTBoM. Ecnu
[,03aTOp He NpeayCMOTPEH B yNakoBKe, nonpocute y dapmMaueBTa
CpencTBO ANd [O3UPOBaHNSA 3TOro npenaparTa.

He ncnonbsynte 6bITOBYIO YalriHYIO NOXKY Unn nioboe gpyroe gosupyoLliee
YCTPONCTBO AJI9 U3MepeHNa [03bl.

BoibpocbTe posupytowee yctporcteo yepes 100 gHen. cnonbsyinTe
HoBoe. Ecnu y Bac HeT HOBOro [O3MpyloLLLEero ycTponcTea, obpatntecob k

dapmauesTy.

MNpunoxuTe HAKOHEYHUK JO3MPYIOLLLEro YCTPOMNCTBA K BHYTPEHHEN
NOBEePXHOCTU Lekn. MegneHHo HagaBnMBanNTe Ha NOPLUEHDb, YTOObI BBECTU
BClo 003y. [lo3upyloLee yCTPOMCTBO crieayeT NPOMbIBaTb NOC/E KaXaoro
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ncnoJjib3oBaHUA.

¢ [Mocne Toro kak Baw pebeHok 3aBepLLINT NprneM go3bl, 3aKponTe
KOJNNA4YKOoM.

e EcnuBaw pebeHOoK He B COCTOSAHUN MPUHATbL BCIO 003y, NponycTuTe
HENMPUHATYIO YacTb N fganTte pebeHky cnepyloLlyto go3y B o6bi4HOE BpeMms.

Yto penatb, ecnmn Mmon pebeHOK NponycTUT NpreM Ao3bl
NleKapCTBEHHOro npenapaTa?
[Mpu npneme 1 pas B AeHb:

e [lainTe nponyLleHHYo A03Y Kak MOXHO CKopee.

e Ecnn3apepxka npuema po3sbl coctaBuna 6onee 12 yacos, nponyctnte
3abbITyl0 0O3Y N BEpPHUTECH K 0ObIYHOMY FpaduKy Nnprema npenapara
pebeHKoM.

e He cnegyeTt paBaThb OBOWHYIO 003y OAHOBPEMEHHO WU/ OOMNOJIHUTESbHbIE

0O3bl.

[Mpn npueme 2 pasa B AeHb:

e [lainTe nponyLleHHYo A03Y Kak MOXHO CKopee.

e Ecnn3apepxka npuema gosbl coctaBuna 6onee 6 Yacos, nponycTute
3abbITyl0 0O3Y N BEpHUTECH K 0ObIYHOMY Fpaduky Nnprema npenapara
pebeHKoM.

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

Kak MHe xpaHuTb 1 (Mnn) BbIBPOCUTL 3TOT JIEKAPCTBEHHDIN
npenapar?
Bce dpopmbl Bbinycka:

e XpaHUTb NPV KOMHaTHOW TeMnepaType B CyxoM mecTe. He xpaHnTb B
BaHHOMW.

e bepernte ot Xxapbi.
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e XpaHuUTe BCe NleKapCTBEHHbIe NpenapaTbl B 6e30nacHOM MecTe. XpaHuTe
BCe JleKapCTBEHHbIe NpenapaTbl B MecTe, HeQOCTYNMHOM ANg feTeln n
[0OMALLUHUX XXUBOTHBDIX.

e YTUnnsupymnTte Hemcnonb3oBaHHble NekapCcTBEeHHbIe NpenapaThbl UK
npenapaTbl C UCTEKLLUUM CPOKOM rogHoCTU. He BbinnBanTe B TyaneT nnu
KaHanmsaumio 6e3 CooTBEeTCTBYIOLLUX YKa3aHui. Ecnny Bac ecTb BONpocChI
OTHOCUTENIbHO YyTUNN3aUNKM TeKAapPCTBEHHbIX NpenapaTos,
NPOKOHCYNbTUpPYyNTECh C papMaLeBTOM. B BalLieM pervoHe moryT
[0EeNCTBOBaTb NPOrpamMmmbl yTUAN3aLMN IEKAPCTBEHHbIX MPenapaTos.

PacTBop ans npnema BHYTpb:

e [Tocne BCKpbITNA yNakoBKM XpaHUTb Npu TeMnepaTtype Huxke 30 °C (86 °F ).

BoibpocbTe Bce octaTkm yepes 100 gHen nocne BCKPbITUS YNAaKOBKMN.

O6wume cBeeHNs O ieKapCTBEHHbIX NpenapaTax

e Ecnn cnmntombl nnn HapyweHnd COCTOAHNA 300 0Bb4A Bawero pe6eHKa He

YMeHbLUaloTCA, Win oTMe4aeTCd yxygLueHue, O6paTI/ITer K Bpa4vy Bawero

pebeHka.

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

o K HEKOTOPbIM J1IeKapCTBEHHbIM MpenapaTtaM MOryT npuniaratbCqa gpyrume
I/IHCI)OpMaLI,I/IOHHbIe NNCTKN gNns nauneHTa. Ecnn Y Bac ecTtb BOMPOCHI,

KacaloLwmecs AaHHOTr O JIeKapCTBEHHOI O NpenapaTa, NPOKOHCYNbTUPYNTECh

c Bpa4oM Bawuero pebeHka, MeacecTtpoli, dapmaueBToM Unm gpyrmum
paboOTHNKOM 30PaBOOXPaHEHMS.

e Ecnu Bbl cYMTaeTe, YTO NpoM3OLLa Nepeno3npoBKa Npenapara,
HeMea/IeHHO NO3BOHUTE B TOKCUKOOrMYeCKNi LeHTP nnm obpatuTtech 3a
MeOuLUHCKO NoMoLLblo. ByabTe roToBbl cOOBLWNTL UM NOKa3aTb, KAKO
npenapaT Bbl NPUHANN, B KAKOM KONTMYECTBE 1 KOrga 3To Npou3oLusio.

Ncnonb3oBaHne nHpopmaumm notpebutenem u
OorpaHu4YeHne oTBETCTBEHHOCTMU
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JTa 0606LeHHas nHopMaLma BKITOYaAET KpaTKue CBeeHNs O ouarHose,
nevyeHun n/nnu nekapctBeHHoM npenapaTte. OHa He ABNsAeTCS
BCeo6beMMIOLLNM NCTOYHUKOM AaHHbIX U O/MKHA UCMOSb30BaTbCA B Ka4YecTBe
WHCTPYMEHTa, NOMOraioLLero nofib3oBaTeso NOHATb 1 (M) OLEHNTb
NoTeHUManbHble BApUaHTbl gnarHocTukn n nevyenuns. OHa HE BknovaeT B cebs
BCIO NHPOPMaLMIO O COCTOAHUAX, METOAAX NleYeHns, NeKapcTBax, NO6OYHbIX

addekTax nnm pmckax, KOTopbie MOryT OTHOCUTbLCS K KOHKPETHOMY NauneHTy.

OHa He pomkHa cYNTaTbCA MeOUNLMHCKOW KOHCYIbTauunen unm 3aMeHom
MeONUNHCKON KOHCYbTauum, AUAarHOCTUKIN UK NeYeHns, NpeaoCcTaBNsaeMbIX
Blpa4OM Ha OCHOBe Bpa4eObHOro oocneqoBaHnNs N OLLEHKN KOHKPETHbIX 1
YHUKaNbHbIX 06CTOATENbCTB NauneHTa. NauneHTbl OMKHbI
NPOKOHCYNbTNPOBATbCA C BPAYOM AJis NoSy4YeHns nonHon nHpopmaumm o
CBOEM 30,0POBbe, MEANLNHCKNX BOMPOCAax 1 BapuaHTax evyeHuns, Bkio4vas
nobble PUCKU U NPenMyLL.eCcTBa B OTHOLLEHUN NCMONb30BaHNSA NIEKAPCTB.
[aHHaa nHpopMauunsa He IBNSeTCA rapaHTUeNn TOro, YTo BUA IeYeHns nnm

neKkapCcTBEHHbIV NpenapaT 6e3onaceH, 3¢pPekTuBeH unm ogobpeH ansa nevyeHus

KOHKpeTHbIX nauneHToB. [pegnpuatue UpToDate, Inc. u ero povepHne
NpeanpuaTnSa OTKasbiBalOTCS OT NMOObIX rapaHTuin unn ob6g3aTenbCcTs,
CBSi3aHHbIX C 3TON MHPOpMaLmen unm ee ncnosibaosaHmneM. MicnonbsosaHune
3TON NHOopPMaUUN perynnupyeTca Y cnoBusMm NCNosib30BaHMS,
npencTaBfeHHbIMU Ha Be6-CTpaHuue
https://www.wolterskluwer.com/en/know/clinical-effectiveness-terms.

[laTa nocnepHero nepecMoTpa
2025-08-12

ABTOpCKOE NnpaBo

© UpToDate, Inc. u ee adpPpunupoBaHHbIe KOMNaAHUM U/nu nuueHsnapbl, 2026.

Bce npaBa 3awimuieHobl.
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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.

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

[NaTta nocnegHero obHoBneHud
[ekabpb 12,2022
Learn about our Health Information Policy.

Memorial Sloan Kettering
Cancer Center
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