Memorial Sloan Kettering
Cancer Center

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

Sapropterin

DTOT LOKYMEHT, NpegocTaBneHHbIn Lexicomp®, copep>xnt BClo Heobxoanmyio
nHdopmaumio o npenapaTe, BKlOYas NoKasaHns, cnocob npnmMmeHeHuns,
no6o4Hbie 3pPeKkTbl 1 cnyvau, NpPu KOTOPbIX HEO6XOOMMO CBA3aTbCA C BaLLNM
NOCTaBLLNKOM MEAULMHCKNX YCNYT.

Toprosble HammeHoBaHus: CLLIA
Javygtor; Kuvan; Zelvysia

ToproBblie HanMeHoBaHuA: KaHapa
Kuvan; REDDY-Sapropterin

[1ns yero ucnonb3yeTcs 3TOT JIeKapPCTBEHHbIN NpenapaT?

e DTOT NpenapaT NpuMeHsaIoT ana nevyeHnsa ¢eHnnketToHypum (PKU).

Y10 Heobxogumo coobwmnTb Bpady NEPE[] npnemom
OQHHOro npenapaTta?

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

CoyeTaHme 3TOro npenaparta C HEKOTOPbIMU JieKapCcTBaMn 1 3aboneBaHNaAMU
MoXeT ObITb HebnaronpusaTHO.

Pacckaxxunte ceoemy Bpa4y n ¢papmMaueBTy O BCeX JIeKaPCTBEHHbIX NpenapaTax,
KOTOpble Bbl NpuHUMaeTe (Kak peuenTypHbIX, Tak 1 6e3peuenTypHbIX,
HaTypalbHbIX NpenapaTax uh BUTaMUHax), a TakXke o CBoux npobnemax co
3p0opoBbeM. BaM Heo6xoanMo yooCcTOBEPUTLCS, YTO NPUEM OAaHHOI O
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npenapata 6e3onaceH npu Banx 3aboneBaHNAX n B COMETaHUN C opPyrummn

NeKapCTBEHHbIMN NpenapaTamu, KOTopbie Bbl y)Ke NpuHnMaeTte. He HaunHaniTe

N He NpeKpaLlanTe NpueM Kakoro-nnmbo nekapcTBeHHOr o NpenapaTa, a TakXke

He MeHsANTe 0o3npPoBKY 6€e3 cornacoBaHUs C BPa4om.

Y10 MHe HGO6XOD,I/IMO 3HATb UWnu fenaTtb, NOKa A NpuHnNMmalo

OAHHbIA NpenapaT?

o CoobLuTe BCeM obcnyxuBaooLwwmm Bac megnumHcknm paboTHMKaM O TOM,
4yTO Bbl NpMHUMaeTe 3TOT NpenapaT. DTO Bpayn, MegcecTpbl, papMaLeBTbl

ncromatosiorn.

e BbinonHaAnTe aHanusbl KPOBU U gpyrue nabopaTopHble aHannsbl B
COOTBETCTBUM C yKa3aHNAMM Bpaya.

e Ecnu Bbi3abonenu ny Bac noBbicunacb TeMnepaTtypa Tena,

NPOKOHCYNbTNPYNTECH C BpavyoM. MoxeT noTpeboBaTbCa N3MeHeHNe [O3bl.

e [MpupepxnBantecb gueTbl, PEKOMEHOAOBAHHOW BPa4YOM.

e DTOT NpenapaTt MOXeT NoMoraTb He BCEM NINLaM, NPUMEHSIOLLNM ero.
[MPOKOHCYNbTUPYNTECH C BPAYOM.

* Y HeKOTOpbIX Ntoaeit Ha GoHe NpueMa npenapaTa B KPOBU OTMeYaeTCcs

HU3KUIA ypoBeHb peHunanaHuHa. Y pebeHka B Bo3pacTte Ao 7 neT aToT puUck

yBenninsaetcs. CnMwKOM HU3KWIA YPOBEHb B KPOBU B TeYEHME
ONINTENbHOr O BpeMeHn MOXeT NPMNBECTU K TshkenbiM Npobnemam co
3p0poBbeM. [TPOKOHCYNbTUPYNTECH C BPaYOM.

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

O kaknx no6o4HbIX 3¢pPpekTax MHe cnepyeT HEMeJIeHHO
coobuiaTb nevyawieMy Bpady?

MPEAYNPEXOEHUE. B pepknx cny4yasax y HeKOTOpPbIX NaLUMeHTOB NpueM
0aHHOr O npenapaTa MoXeT NOoBfieYb CepbesHble, a UHOrAa N CMepPTEeNbHO
onacHble nob6o4Hblie 3 PekTbl. HemegneHHo CBAXUTECH C eYaLLiM BPpayoMm
nnu obpaTnTech 3a MeANLVHCKON NOMOLLbIO, €CNN Y BaC NPUCYTCTBYIOT
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cnepylowme npnsHaku nam CUMMNTOMbI, KOTOpPbIe MOTyT ObITb CBA3aHbI C
cepbe3HbiMN NOBOYHbIMU 3dPekTamu:

e [1pu3HaKW anneprn4yeckon peakumm, Takme Kak cbifb, KpanuBHuLa, 3y,
NOKpacHeBLLAad N oTe4YyHas KoXka C BONAbIPAMU U LWefyLleHNneM, BO3MOXHO
B COYeTaHUN C NNXOPaAKoW, CBUCTALLLee UNn XxpunsLiee abixaHue,
CTeCHeHue B rpyan unv ropne, 3aTpyaHeHHoe AbiXxaHue, roTaHue Unm pevb,
HeoOblYHasa XpPUNIOCTb, OTEYHOCTb B 06nacTu pTa, Nnua, ryo, a3bika unm
ropna.

e [0noBOKpYyXXeHne nnm obMopok.

e [unepemus (pymsHeu).

e Kawensb.

e OpblLuKa.

e HepBHble oBNXEHNS, NOBbILLIEHHAad ABUraTeNbHasa Nin peyeBast akTUBHOCTb.
e bonb unn gaBneHne B rpyau.

e YacToe MoyencnyckaHme.

e Cypoporw.

e OTeK pyK Unm Hor.

e YyBCTBO TPEBOXHOI 0 BO3OYXXAEHUS.

¢ [lpn NnprMeHeHUN oaHHOI O NpenapaTa BO3HUKANN HapYyLUEHUsS CO CTOPOHDI
Xenyaka n knweyvHuka. lNMpu oTcyTCcTBUM NeYeHnst OHM MOryT NPUBOAUTb K
TSAXKENbIM HAPYLLUEHNSM COCTOSAAHNSA 300POBbS, TAKNUM KakK A3Bbl XXenyaka nnm
KMLWeYHNKa unm KkpoeoTe4deHune. [Mpun nosaeBneHnmn Takmux CUMNTOMOB, Kak
©0nb B roprie Uin XnBoTe, CU/ibHas TOLWHOTA UK PBOTA, 3aTPyAHeHne
rNOTaHUSA NN CHUYXKEHME anneTuTa, HeMepaeHHo obpaTuTech K Bpayy. Ecnun
Yy BaC pBOTHbI€ Macchbl C NPUMEChIO KPOBU U nmetoimne sug KodpenHomn
ryLu, YepHbI, gerteobpasHbIf NN KPOBAHUCTDIN Kan, HeMeaneHHo
obpaTuTech K Bpauy.

KakoBbl HeKoTOpble gpyrne no6o4Hble 3¢pPpeKkTbl LAHHOIO
NleKapCTBEHHOr o npenapaTa?
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Jlo6oe nekapcTBO MOXET MMeTb NoH6o4Hble 3pPekTbl. OgHaKo y MHOINX
nopen noboyHble 3pdekTbl N6 He3HaUNTENbHbIe, NTM60 BoobLLEe
oTcyTcTBYIOT. CBAXMUTECH C NevaL MM BpavyoM nnm obpatumtech 3a

MeOVLUVHCKO NOMOLLbIO, eCni 3TN nnun nobble gpyrrue noboyHblie 3¢pPpekTbl Bac

6ecnokoaT un He NPOXOQAT:

fonoBHasa 6onb.

[Ounapesn, pacCTPONCTBO Xenyaka unuv peoTa.

[Mpwr3Hakm npocTyabl.

bonb B cycTaBe.

[aHHbIN CNNCOK BO3MOXHbIX NO6OYHbIX 3 PeKTOB He ABNAETCS
ncyepnbiBaloLwmm. Ecnn y Bac BO3HMKIN BONPOCHI KAacaTelbHO NOB60YHbIX
3¢ PeKTOoB, CBAXKMNTECH CO CBOMM BpPa4yoM. [[pOKOHCYNbTUPYNTECH C BPaYOM
OTHOCUTENbHO NOB6OYHbIX 3P PEKTOB.

Bbl MOXeTe COO6LL|,I/ITb O pa3BunTnNnN No6oYHbIX Bd)CbeKTOB B HaUuMOHaJIbHOE
ynpaeneHmne 34paBoOOXpPaHEeHNA.

Bbl MOXeTe coobLmTb 0 nobo4Hbix 3dpPekTax B FDA no Homepy 1-800-332-
1088. Bbl Takxxe MoxeTe coobimnTb 0 No604HbIX 3pPekTax Ha cannTe
https://www.fda.gov/medwatch.

Kak ny4yLie Bcero npyHUMaTb 3TOT JIEKAPCTBEHHbIN
npenapar?
an/IMeHFlIZTe D,aHHbIVI npenapart B COOTBETCTBUU C npeanmCaHnamMnm Bpa4a.

MNpounTainTe BClO NpenocTaBneHHyo Bam nipopmaumio. Ctporo cnepyiite
BCEM UHCTPYKLUAM.

TabneTtku:

¢ [MpuHUMaNTe gaHHbIN NpenapaT NPNONN3UTENBHO B OQHO 1 TO Xe BpeMms
OHA.

¢ [lpnHMMaNnTe BO BpeMs efpbl.

L4 ,D,aHHbIIZ npenapart MOXHO rnoTaTtb UeJIMKoOM in cMmewinBaTb C BOOOWN UK
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tel:+1-800-332-1088
https://www.fda.gov/medwatch

s1610YHbIM COKOM.

e TabneTky MOXHO cMeLlaTb ¢ !/>—1yvawkoi Bogbl nnm a67104HOro COKa
o6bemom 120-240 mn (4—8 yHuunin). BeinennTe B TeveHune 15 MMHYT nocne
cMeLlurBaHunS. [ng pacTBopeHus TabneTok MoxeT noTpeboBaTbcs
HeCcKoNbko MUHYT. [1ns 6onee 6GbICTPOro pacTtBopeHus TabneTkn MoXHo
nepemMewmnBaTb U nsmenbyatb. ONONOCHNTE CTakaH [ONONIHUTENbHON
nopumen coka unv Bodbl N BbinenTe.

e [1aHHbI NeKapCTBEHHbIN NpenapaTt MOXeT He PaCTBOPUTbLCS MOSTHOCTbIO.
Menkue YacTnubl 6yayT NnaBaTb HAa NOBEPXHOCTU BOAbl NN A6N0YHOIO
COKa. DTO HOPMaJIbHO, UX MOXHO NPOrNOTUTb.

e [lpenapaT Tak)ke MOXXHO PACKPOLUUTb N CMeLlaTb C He6oNbLUUM
KONMYEeCTBOM NULLN MAFKO KOHCUCTEHUMW, TaKoW Kak a6/104HOoe niope nnu
MyOWUHT.

[MakeTUK Cc NOPOLLKOM:

¢ [lpuHMMaNTe paHHbI NpenapaTt NPUGAN3NTENBHO B OQHO 1 TO XK€ BPeMS
OHS.

e [MpuHuManTe BO BpeMs efpbl.
e He oTkpbiBanTe oo Tex Nop, noka He BygeTe roToBbI K €ro NPMMEHEHMIO.

e Ob6s3aTeNbHO NPOBEpPbTE NPABUIIbHOCTb [03bl AAHHOI O JIEKAPCTBEHHOr O
npenapaTa. O6g3aTenbHO NpoBepbTe TUMbI NAKETOB, KOTOPbIE crieayeT
MCNONIb30BaTb A1 Noly4YeHus fosbl. B cnyyae comHeHun obpaTtnTech K

Bpauy.

¢ BbicbinbTe NOpoLLOK B BOAY U PPYKTOBbI COK B COOTBETCTBUN C
ykasaHuaMmun. TwaTtenbHo nepemewlante n ybegntech, 4TO NOPOLLOK
NOMIHOCTbIO pacTBopuscs. Boinente B TeyeHne 30 MMHyT nocne
CMeLUNBaHUS.

¢ [lopoLUoK Tak)e MOXXHO CMeLlaTb C He6ObLUINM KONTMYECTBOM NULLN
MSArKO KOHCUCTEeHUMNW, TaKoW Kak 16/104HOe ntope unn nyauHr. TwaTtenbHo
nepemMewanTe n ybegntechb, YTO NOPOLLOK NOMHOCTbIO PAaCTBOPUIICS.
MpumuTte B TeyeHne 30 MNHYT NOCe CMeLINBaHWS.
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Yto penatb B clyyae nponycka npuema gosbl
NleKapCTBEHHOro npenapaTa?

e [TpMMTE NpPONYyLLEHHYIO 4O3Y B TOT X€ AeHb, Kak TOJIbKO BCNOMHUTE 06
3TOM.

e Ecnn Bbl go cnepytowero gHA He BCMOMHWUAM O NPONyLEeHHON [03e,
NPoNycTUTE NPONYLLEHHYIO [03Y N BePHUTECh K OObIYHOMY rpaduky
npuema npenapara.

e He npuHnmManTe 2 0o3bl B OAVIH OEHD.

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

e XpaHnTb NPV KOMHATHOW TeMnepaType B CyxoM mecTte. He xpaHuTb B

BaHHOMW.

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

e YTUnnsupymnTte HeMcnonb3oBaHHble NekapCcTBEeHHbIe NpenapaThbl UK
npenapaTbl C UCTEKLLUUM CPOKOM rogHoCcTU. He BbinnBanTe B TyaneT nnu
KaHanmsauumio 6e3 CooTBETCTBYIOLUX YKa3aHui. Ecnny Bac ecTb BONpocChI
OTHOCUTENIbHO YyTUNN3aUNKM TeKapPCTBEHHbIX NpenapaTos,
NPOKOHCYNbTUpPYyNTECh C papMaLeBTOM. B BalLieM pervoHe MmoryT
[0eNCTBOBaTb NPOrpamMmmbl yTUAN3aALNN TIEKAPCTBEHHbIX MPenapaTos.

TabneTtku:

e XpaHuTe B NepBNYHOM KOHTelHepe.

e [lepXuTe KpbILWKY NIOTHO 3aKPbITOMN.

O6wume cBegeHNs O ieKapCTBEHHbIX NpenapaTax

e Ecnu cocTtosiHme Ballero 300poBbs He YNy4dllaeTcs Uiy ga)ke yxyaLlaeTtcs,
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obpatunTech K Bpayy.

e He cnepgyeTt paBaTb KOMy-nnbo cBOE NeKapCTBO N MPUHUMATb YyXXne
nekapcTBa.

e KHeKkoTOpbIM NeKapCTBEHHbIM NpenapaTtaM MOryT npunaraTbCca gpyrue
NHPOpPMaLMNOHHbIe NNCTKK ANng NnaumeHTa. Ecnny Bac ectb Bonpochil,
KacatoLmecs 0aHHOr o JieKapCTBEHHOr O NpenapaTa, NPOKOHCYNbTUPYNTECH
C Bpa4oMm, MefcecTpomn, papmaueBTOM v gpyrum paboTHNKOM
30paBOOXpPaHEeHNs.

o KHeKOoTOpbIM IekapCcTBEHHbIM NpenapaTaM MOryT NpunaraTbca gpyrme
NHPOPMaUNOHHbIE NUCTKN ANs nauneHTa. YTouyHnTe y papmaueBTa. Ecnny
Bac ecTb BOnpochl, KacaloLlmecs AaHHOr O ieKapCTBEHHOr o npenapara,
NPOKOHCYNbTUPYMATECHh C Bpa4YoM, MeacecTpom, papmaueBTOM UNn gpyrum
paboTHUKOM 30paBOOXPaHEHUS.

e Ecnu Bbl cuntaeTe, YTO NpounsoLLNIa Nepeno3npPoBKa NpenapaTa,
HeMe[J/1IeHHO NO3BOHNTE B TOKCUKOJIOrMYEeCKUI LeHTP nnn obpatutechb 3a
MeaULMHCKO NoMoLLblo. byabTe roToBbl COOBLLMTL UM NOKa3aTb, KAKOW
npenapaT Bbl NPUHANN, B KAKOM KONMYECTBE N KOraa 3TO NPOn3oLWIo.

Ncnonb3oBaHne nHipopmaumm notpebutenem u
orpaHuyeHne oTBETCTBEHHOCTMU

OTa 0606LuleHHasa MHpopMauus BKITOYaAET KpaTKue CBegeHNs O onarHose,
nevyeHun n/nnu nekapcteeHHoM npenapate. OHa He ABNsAeTCH
BCeo6beMMIOL MM NCTOYHUKOM AaHHbIX U OJKHA UCMOJb30BaTbCA B Ka4yecTBe
WHCTPYMEHTAa, NOMOraloLLero nofib3oBaTesio NOHATb 1 (UN) OUEHNTb
noTeHuManbHble BApUaHTbl gnarHocTukn u nevyenus. OHa HE BknovaeT B cebs
BCIO MHPOPMALMIO O COCTOAHUAX, METOAAX NleYeHuns, NeKapcTBax, NO60YHbIX
3P deKkTax nnm pmnckax, Kotopblie MOryT OTHOCUTBLCS K KOHKPETHOMY NaLNeHTYy.
OHa He gonkKHa CYMTATbCA MEeANUNHCKOW KOHCYbTauuen nnm sameHom
MeANLMNHCKO KOHCYNbTauumn, ANarHoCTUKN NN Nle4YeHns, NpenoCcTaBiseMblX
Bpa4OM Ha OCHOBe Bpa4yebHOro oocneqoBaHnNs U OLEeHKN KOHKPETHbIX 1
YHUKANbHbIX 06CTOATENbCTB NauneHTa. lNauneHTbl 4OMKHbI
NPOKOHCYIbTNPOBATbLCS C BPAa4YOM ANS NoSly4YeHus NonHon nHdopmaumm o
CBOEM 3[00POBbe, MEANLIMHCKUX BONPOCAaxX U BapMaHTax fie4eHuns, BKJovas
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nobble pNCKn NN NPenMyLLLeCcTBa B OTHOLLEHNN NCMOJIb30BaHNS IEKAPCTB.
[aHHasa nHdopmaums He ABNAETCA rapaHTUEn TOro, YTO BMA JIeYEHUs Nn
NneKapCcTBeHHbIN npenapaT 6e3onaceH, apdekTnBeH unm ogobpeH ans neyeHus
KOHKpeTHbIX nauneHToB. [lpegnpuatune UpToDate, Inc. n ero povepHne
npepnpuATNA OTKa3blBAIOTCSA OT NIOObIX FrapaHTUin unmn o6a3aTenbCcTs,
CBSI3aHHbIX C 3TOW NHpOpMaumen nnm ee ncnonbloBaHmnem. lcnonbsosaHune
3TON MHPOPMaUUmM perynupyeTcs Y CnoBUSIMU NCMOJb30BaHNA,
npencTaBeHHbIMU Ha Be6-CcTpaHuue
https://www.wolterskluwer.com/en/know/clinical-effectiveness-terms.

[aTa nocnepHero nepecMoTpa
2025-05-12

ABTOpCKOE NnpaBo

© UpToDate, Inc. n ee abpunnpoBaHHbie kKoMnaHum n/vnmn nuueHsuapsol, 2025.
Bce npaBa 3awmuieHobl.

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.

OononHuTenbHyo NHPOPMaLMIO CM. B HaLLen BUPTyalbHoOM 6ubnuoTteke Ha
cante www.mskcc.org/pe.

Sapropterin - Last updated on December 12,2022
Bce npaBa 3awmweHbl u npuHagnexat Memorial Sloan Kettering Cancer Center
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