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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 Heobxogumo coobwmnTb Bpady NEPE[] npnemom
OQHHOro npenapaTta?

e Ecnuy Bac anneprus Ha gaHHbIV NpenaparT, niobble ero cocrtaBngoLwme,
Opyrve npenapaTbl, NPOoAYKTbl NnTaHnsa unn selwectBa. CoobwmTe Bpayy o
BalLleli anneprum n o ToM, Kak oHa nposiBnsnach.

e Ecnuy Bac 6binia ne4yeHOYHas HEAOCTAaTOYHOCTb, KOTOPAs Bbi3Bana
cepbesHble Npobnembl, Takne Kak KPOBOTeYeHne, OTEK N MO3roBble
HapyLUeHuns.

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

Pacckaxunte ceoeMy Bpayy 1 papMaLeBTy O BCEX JIEKAPCTBEHHbIX NpenaparTax,
KOTOpble Bbl NPMHMUMaeTe (Kak peuenTypHbIX, Tak 1 6e3peLenTypHbIX,
HaTypanbHbIX NpenapaTax u BUTaMNHAXx), a TakXke o cBoux npobnemax co
300poBbeM. Bam HeobxoanMo ygocToBepuTbhbCs, YTO NPUEM AAHHOIO
npenapata 6e3onaceH npu Banx 3aboneBaHNAX u B COMeTaHUN C opPyrummn
NeKapCTBEHHbIMU NpenapaTammn, KOTopble Bbl yXXe NpuHuMaeTe. He HaunHanTe
N He NpekpaLlanTe npmeM Kakoro-nnbo nekapCcTBEHHOr o NpenapaTa, a TakXxe
He MeHANTe 0o3MPOoBKY 6e3 cornacoBaHUs C BPa4oM.

Y10 MHe Heob6XxoaMMO 3HATb UK AenaTb, NOKa 1 NPUHNMAIO
OAHHbIA NpenapaT?
D,ﬂﬂ BCeX NnaumeHTosB, NnpnHnNMmailoLmnx Il:l,aHHbII‘/'I npenapart:

o CoobLuTte BCceM obcnyxuBaloLwmm Bac megnumHcknm paboTHMKaM O TOM,
4yTO Bbl NpMHUMaeTe 3TOT NpenapaT. DTO Bpayn, MeacecTpbl, papMaLeBTbl
N CTOMATOJNOr .

e BbinonHaAnTe aHanusbl KPOBU U gpyrue nabopaTopHble aHannsbl B
COOTBETCTBUM C YyKa3aHNAMM Bpaya.

e Bo Bpems neyeHuns 3TM npenapaTtoM BaM MOXeT NoTpeboBaTbCS
NPUHUMaTb HeKoTopble nob6aBkun, Takmne Kak ButTamuH A, D, En K.
Ob6sa3aTenbHO cnegynTe ykasaHUaM Bpava.

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

e CoobwuTe Bpayy, ecnu Bbl 6epemeHHbl, NaHnpyeTe 3abepeMeHeTb unm
KopmuTe rpyabto. Heobxogumo 6yaet o6cyanTb NpenmyLLecTBa  PUCKK
ONs Bac v Bawero pebeHka.

Netwn:

e EcnuBbl paeTe 3TOT NpenapaTt BaeMy pebeHKy, BeC KOTOPOro MeHsaeTCs,
obcyouTte 3To Cc BpayoM. BoamoxkHO, noTpebyeTcsa n3sMeHUTb 4O3Y OAHHOIO
NleKapCTBEHHOr o Npenapara.
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e byobTe OCTOPOXHbI, NCMOMb3ysa PAacTBOP ASIA NpUeMa BHYTPb ANS leYeHus
peTein. B cocTtaB aToro pactesopa gnis npnemMa BHyTPb BXOOUT
NPONUITEHI NIKOJ1b, KOTOPbIN MOXET Bbi3biBaTb Pa3BUTHE TAXKESbIX
nobou4Hbix 3pPekToB y geten. [letn mnagwe 5 net nogBepxeHbl 6bonee
BbICOKOMY PUCKY.

O kaknx no6o4HbIX 3¢pPpekTax MHe cnepyeT HEMeJIeHHO
coobuwaTtb nevyawiemy Bpavy?

MPEAYNPEXOEHUE. B pepknx cny4yasax y HeKOTOpPbIX NaLUMeHTOB NpueM
[0aHHOr O npenapaTa MoXeT NOoBMieYb CepbesHble, a UHOrAa N CMepPTEeNibHO
onacHble Nob6o4Hble 3dPekTbl. HemegneHHo CBAXUTECH C NeYaLliM BpayoMm
nnu obpaTnTech 3a MeANLVHCKON NOMOLLbIO, €CIN Y BaC NPUCYTCTBYIOT
crnepyloLwme nprusHaKky Ui CUMMNTOMbI, KOTOPbIe MOTyT ObiTb CBA3aHbI C
cepbe3HbIMN NO6OYHbIMN 3P PeKTaMu:

¢ [MpusHaku anneprnyeckon peakumnm, Takme Kak Cbifnb, KpanmBHULUA, 3yA,
NOKpPAaCHeBLUAA U OTeYHas KOXa C BOJSIAbIPAMN UK LWeNyLeHNneM, BO3MOXHO
B COYETaHUN C INXOPaAKOoN, CBUCTALLLEE UM Xpunsilee abixaHue,
CTeCHeHue B rpyau unn ropre, 3aTpygHeHHoe AbixaHne, rnoTaHue Unn peub,
Heobbl4YHasaA XPUNNOCTb, OTEYHOCTb B 06nacTu pTa, nuua, ryb, a3bika nnu
ropna.

e PBOTa KpPOBbBIO NN PBOTHLIMU Maccamu B Buae KopernHoM ryLiin.

e Jlio6oe HeobBbACHMMOE 06pa3oBaHMeE KPOBOMOATEKOB U KPOBOTEYEHNE.
e KocTtHasa 6onb.

¢ Jlnxopapka, cnabocTtb unm 6negHOCTb KOXN.

e HapyweHue cepgeyHoro putma.

e Cypoporwu.

e 3aTpyAHEeHHOoe, MeaNIeHHOEe Ui NOBEPXHOCTHOE AblXaHue.

e CunbHOEe ronioBOKpPY>XXEeHNe U COHNMNBOCTb.

e MbiweyHble cypoporu.

¢ [lpyMeHeHMe OaHHOr O NpenapaTa CONPOBOXXAANOCh HAPYLLUEHUAMM CO
CTOPOHbI NeYeHUn. B HeKoTopbIX CyYasx 3TN HapyLLUeHUs BbIn cepbesHbIMU
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n Tpe6OBaJ'II/I TPpaHCMIaHTauunm nevyeHn ninm npmneogniin K CMepTn.
HemepneHHo O6paTI/ITer K Bpa4dy npun noapieHnn npmnaHakoBs HOBbIX NN
yXygwalownxcd HapYLIJeHI/II‘/'I CO CTOPOHDbI Ne4eHn, TakKnx Kak noTeMHeHne
MOo4n, yToMnaemMocCTb, OTCYyTCTBME alnneTmnTta, TOWHOTa WIin 6onb B XMBoTe,
B3OoyTune XnBoTa Uin p63KI/II7I Ha6op BeCa, oCBeTJieHne Kala, pBOTa,
no>XxenteHme KoXXum Uinm rnas.

e HemepneHHo ob6paTnTech K Bpayy, ec/in y Bac TAXenasa unv antenbHas
anapes unm peoTa. lNpn nosaBneHnn y Bac gruapen C KPoBaBbIiM CTY/IOM U
NPWU3HAKOB AerngpaTtaunm, Taknx Kak CyXoCTb KOXW, CTN3NCTON 060104KN
[POTOBOI NONIOCTU UM FNas, XXaXkaa, FronoBHas 60/1b, HEBO3MOXHOCTb
MOYeuncnyckaHus, U3MeHeHne Konm4yecTBa Mo4un, Taxmukapaus,
rONIOBOKPYXeHune, y4yallleHHOe AblXaHne UM CNyTaHHOCTb CO3HAHMA,
obpaTuTech K Bpauy.

KakoBbl HeKoTOpble gpyrne no6o4Hble 3¢pPpekTbl LAHHOrO
NleKapCTBEHHOr o npenapaTa?

Jio6oe nekapcTBO MOXET MMeTb NoH6o4Hble 3P PekTbl. OgHaKo y MHOINX
nopen noboyHble 3pdekTbl N6 He3HaUNTENbHbIe, NGO BoobLLe
oTcyTcTBYIOT. CBSXKMTECH C NevaliuM BpavyoM unm obpatmrecnb 3a
MeOVLUVHCKO NOMOLLbIO, eCni 3TN nnun nobble gpyrrue noboyHblie 3¢pPpekTbl Bac
6ecnokoaT M He NPOXOQAT:

¢ [lpMeHeHMe 3TOro NpenapaTa 4YacTo CONPOBOXAaeTCa ouapeein, 6onblo B
XXNBOTE, PBOTOW N TOLWHOTON. ECcnn y Bac ecTb 3T Nno604Hble 3¢dPekThl,
NO3BOHUTE Bpayy, YTobbl y3HaTb, Kak n3bexaTb gervgpataunu.

[aHHbIN CNNCOK BO3MOXHbIX NO6OYHbIX 3 PeKTOB He ABNAETCS
ncyepnbiBaloLwmm. Ecnn y Bac BO3HMKIIM BONPOCHI KAacaTeslbHO NOB60YHbIX
3¢ PeKTOoB, CBAXKMNTECH CO CBOMM Bpa4yoM. [[pOKOHCYNbTUPYNTECH C BPaYOM
OTHOCUTENbHO NOBOYHbIX 3P PEKTOB.

Bbl MOXeTe COO6LL|,I/ITb O pa3BnTnNn No60oYHbIX Bd)CbeKTOB B HaUuMOHaJIbHOE
ynpaeneHmne 34paBoOOXpaHEeHNA.

Bbl MOXeTe coobLmTb 0 nob6o4HbIx 3dpPpekTax B FDA no Homepy 1-800-332-
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tel:+1-800-332-1088

1088. Bbl Takxxe MoxeTe coobimnTb 0 No604HbIX 3pPeKkTax Ha canTe
https://www.fda.gov/medwatch.

Kak ny4yLie Bcero npyHUMaTb 3TOT JIEKAaPCTBEHHbIN
npenapar?

an/IMeHFlIZTe D,aHHbIVI npenapart B COOTBETCTBUU C rnpeanmcCaHnaMmnm Bpa4a.
[MpounTanTe BClo NnpenocTaBneHHyo Bam nnpopmauuio. Ctporo cnepynte
BCEM MHCTPYKUNAM.

Bce dpopmbl Bbinycka:

¢ [MpnHumanTe 3a 30 MMHYT OO NpPUEMa NULLN.

¢ [lpnHUManTe yTpoM, ecnu Bol npyHUMaeTe gaHHbIN NpenapaT OAvH pas B
OEHb.

L4 CﬂﬂbTe nnn BCTaHbTe BO BpeM4A NnpmnemMa 3Toro npenaparta. He I'IpI/IHI/IMaI‘/'ITe
3TOT nNpenapaT B NOJTOXKEeHNIN NeXXa.

e [lopoXxgnte HECKONbKO MUHYT NocCJie npmnema 3Toro npenaparta, npexagae
4YeM JTIOXKNTbCA.

e [lpoponkanTe NPUHMMATbL 3TOT JIEKAPCTBEHHbIV NpenapaT B COOTBETCTBUN
c yKasaHuamu Bawero Bpaya nnu gpyroro MeauumnMHCKoro paboTHuKa, aaxe
ecnn y Bac xopoluee camouyBcTBUE.

e He ﬂpMHMMaﬁTe KoJsieceBesiaM, KonectmnoJs ninnm xoneCtnpaMmH B Te4HeHne 4
YyacoB oo unn 4 yacos nocne npmnemMa oaHHoOro npenapaTa.

PacTBop ans npnema BHYTpb:

e CnepnyeT oTMepATb [0O3bl XXNOKOro NnpenapaTa C OCTOPOXXHOCTbIO.
Ncnonb3yinTe go3aTtop, Npopatowminca BMecTe ¢ nekapctesoM. Ecnu
[,03aTop He NpefycMOTPEH B YNakoBKe, nonpocuTte y dapmaueBTa
CpencTBO AN AO3UPOBaHUA 3TOro Npenapara.

e He ncnonb3yiTe 6bITOBYIO YallHYIO NTOXKY UNu ntoboe gpyroe gosunpyioLlee
YCTPOWNCTBO ANA U3MepeHns 0o3bl.

e BoibpocbTe go3sunpytoLlee yctponcteo Yyepes 100 gHen. icnonbsynite
HoBoe. Ecnun y Bac HeT HOBOro go3upytoLero yCcTponcTea, obpaTutech K
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$dapmauesTy.

e [MpunoXxunTe HAKOHEYHUK JO3MPYIOLLLErO YCTPOMNCTBA K BHYTPEHHEN
NOBEePXHOCTU Lekn. MegneHHo HapgaBnMBanNTe Ha NOPLUEHDb, YTOObI BBECTU
BClo go3y. [losupyloLiee yCTpONCTBO criegyeT NPoMbIBaTb NOC/e KaXxaoro
NCNOJb30BaHMS.

¢ [locne 3aBepLueHNs NpreMa [03bl 3aKPONTE KOJNMayYkoM.

e Ecnu Bbl He cMOMIN NPUHATB BCIO A03Y, NPONYCTUTE HEMPUHATYIO YaCTb U
pnante pebeHky crneaytoLlyto o3y B 0OblYHOE BpeMS.

YTo penaTb B cnyvae nponycka npuema gos3bl
NleKapCTBEHHOro npenapaTa?
[Mpu npneme 1 pas B AeHb:

e [lpMMTE NpONYyLLEHHYIO AO3Y KaK TOJIbKO CMOXeTe.

e Ecnnnocne nponycka posbl npowno 6onee 12 yacos, He NpyUHUManNTe
NpPOoNyLLEHHbIN NpenaparT, a NpMUTe CreayioLLyio 03y B 06bl4HOE BpeMs.

e He cnegyet npuHMMaTb OQHOBPEMEeHHO 2 003bl TN OONOJIHATEJNIbHYIO A03Y.

[Mpn npueme 2 pasa B AeHb:

e [lpMMTE NpoONyLLEHHYIO AO3Y KaK TOJIbKO CMOXeTe.

e Ecnu 3apepxka npuema gosbl coctaBuna 6onee 6 4acos, nponycturte
3abbITyl0 O3y U BepHUTECb K 06bIYHOMY Fpaduky nprema npenapara.

e He cnegyet npuHMMaTb OQHOBPEMEeHHO 2 003bl TN OONOJIHATEJNIbHYIO A03Y.

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

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

e bepernte ot Xxapbi.

e XpaHuUTe BCe NleKapCTBEHHbIe NpenapaTbl B 6e30MnacHOM MecTe. XpaHuTe
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BCe JieKapCTBeHHbIe rnpenapatbl B MeCTe, HeoOCTYNHOM AOJ14 netenun
AJOMaLUHNX )KUBOTHDbIX.

e YTUnnsupymnTte HeMcnonb3oBaHHble NekapCTBEeHHbIe NpenapaThbl UK
npenapaTbl C UCTEKLLUUM CPOKOM rogHoCcTU. He BbinnBanTe B TyaneT nnu
KaHanmsauuio 6e3 cooTBeTCTBYIOLWMX YKa3aHnn. Ecnny Bac ecTb BONpoChl
OTHOCUTENIbHO YyTUNN3aUUKM NTeKAapPCTBEHHbIX NpenapaTos,
NPOKOHCYNbTUpPYyNTECh C papMaLeBTOM. B BalLieM pervoHe moryT
[0eNCTBOBaTb NPOrpamMmbl yTUAN3aALNN TIEKAPCTBEHHbIX MPenapaTos.

PacTBop ans npnema BHYTpb:

e [Tocne BCKpbITNA YyNakOBKM XpaHUTb Npu TeMnepaTtype Huxke 30 °C (86 °F ).
BoibpocbTe Bce octaTkm Yepes 100 gHen nocne BCKPbITUS YNAaKOBKMN.

O6wume cBegeHUs O ieKapCTBEHHbIX NpenapaTax

e Ecnn coctosiHme Ballero 30opoBbs He yNyYllaeTcs UNv aaxe yxyallaeTcs,
obpaTuTech K Bpauy.

e He cnegyeTt paBaTb KOMYy-nnboO CBOE NIEKAPCTBO N MPUHNMATb YyXne
nekapcTBa.

¢ KHeKOTOpbIM flekapCTBEHHbIM NpenapaTaM MOryT NpunaraTbca gpyrme
NHPOPMaALUNOHHbIE NUCTKK NS nauneHTa. Ecnu y Bac ectb Bonpochl,
KacaloLmnecs 0aHHOr o IeKapCTBEHHOI O npenapaTa, NPOKOHCYNbTUPYNTECH
C BpavoMm, MefcecTpoii, papmaLeBToM Un gpyruM paboTHNKOM
3[paBOOXpPaHeHMs.

¢ KHeKOoTOpbIM NlekapCTBEHHbIM NpenapaTtaM MOryT nNpunaraTtbca gpyrme
NHGOPMaALUMNOHHbIE NMUCTKN ANSA NauneHTa. YTouyHnTe y papmaueBTa. Ecnny
Bac ecTb Bonpochkl, kacatowmecs 4aHHOro eKapCTBEHHOr o Npenapara,
NPOKOHCYNbTUPYNTECH C BPa4yoOM, MeficecTpoli, dapmaLeBToOM Unu gpyrmum
paboOTHNKOM 30PaBOOXPaHEHMS.

e Ecnu Bbl cuMTaeTe, YTO NpoM3OLLIa Nepeno3npoBKa Npenapara,
HeMea/IeHHO NO3BOHUTE B TOKCUKOOrMYeCKNi LeHTP nnm obpatuTtech 3a
MeOuLUHCKO NoMoLLblo. ByabTe roToBbl cOO6LWNTL UM NOKa3aTb, KAKO
npenapaT Bbl NPUHANK, B KAKOM KONTMYECTBE 1 Korga 3To Npou3oLuso.
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Ncnonb3oBaHne nHpopmaumm notpebutenem u
orpaHuyeHne oTBETCTBEHHOCTMU

OTa 0606LuleHHasa MHpopMaumsa BKITlOYaAET KpaTKue CBeeHns O onarHose,
nevyeHun n/nnu nekapcTteeHHoM npenapaTte. OHa He ABNsAeTCH
BCeo6beMNIoLMM NCTOYHUKOM AaHHbIX U OJKHA UCMOJb30BaTbCA B Ka4yecTBe
WHCTPYMEHTA, NOMOraloLLero nofib3oBaTesio NOHATb 1 (UN) OUEHNTb
noTeHuManbHble BapuaHTbl gnuarHocTukn u nevyenus. OHa HE BknovaeT B cebs
BCIO NHPOPMaALMIO O COCTOAHUAX, MeTOAAX NleYeHuns, NeKapcTBax, No60YHbIX
a3 deKkTax nnm pnckax, Kotopblie MOryT OTHOCUTBLCS K KOHKPETHOMY NaLneHTy.
OHa He gonkKHa CYMTATbCA MeANLUNHCKOW KOHCYbTauuen nnm sameHom
MeANLMNHCKO KOHCYNbTauumn, ANarHoCTUKN NN Nle4YeHns, NpenoCcTaBiseMblX
Bpa4OM Ha OCHOBe Bpa4yebHoro oocneqoBaHnNs N OLLEeHKN KOHKPETHbIX 1
YHUKaNbHbIX 06CTOATENbCTB NauneHTa. lNauneHTbl 4OMKHbI
NPOKOHCYNbTNPOBAaTbLCS C BPAa4YOM ANS NoSly4YeHus NnonHon nHopmaumm o
CBOEM 3[00POBbe, MeANLIMHCKUX BONPOCAax U BapnaHTax fie4eHuns, BKItovas
nobble pUCKK NN NPenMyLLLeCTBa B OTHOLLEHUN NCMNOJIb30BaHNSA JIeKApCTB.
[aHHasa nHpopMaLns He ABNAETCSA rapaHTUeN TOro, YTo B1A Ie4eHUs nnu
NeKkapCTBEHHbIN NpenapaT 6be3onaceH, 3¢ PpekTnBEH Unn ogodpeH ana nevyeHus
KOHKpeTHbIX nauneHToB. [lpegnpusaTtne UpToDate, Inc. n ero poyepHune
npepnpuUATNA OTKA3bliBAOTCA OT NIOObIX FapaHTUn U o6A3aTeNnbCTs,
CBA3aHHbIX C 3TOW NHpOpMaLmen nnu ee ncnonb3oBaHmem. Micnonb3osaHune
3Tol uHPopMauum perynupyeTcsa Y CnoBusaMn UCMNosib30BaHuA,
npencTaBfieHHbIMU Ha Be6-CcTpaHuue
https://www.wolterskluwer.com/en/know/clinical-effectiveness-terms.

[aTa nocnepHero nepecMoTpa
2025-08-12

ABTOpCKOEe nNpaBo

© UpToDate, Inc. u ee adpPpunupoBaHHbIe KOMNAHUK U/Nu nuueHsnapbl, 2026.
Bce npaBa 3awuLleHbl.
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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
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