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OBPA3OBATEJIbHbIE MATEPUAJIbI OJ14 NMALUNEHTOB U
YXAXUBAKOLWNX 3A HUMK TN

Sapropterin

DTOT OOKYMEHT, NpenocTaBneHHbin Lexicomp®, cogepxunt
BCIO Heobxopunmyto nHpopmaumio o npenapaTe, BKOYas
nokasaHus, cnocob npuMeHeHuUs, N06oYHble 3P PeKTbl U
cny4vau, Npn KOTOPbIX HEOB6XOANMMO CBA3aTbCS C BALLUM
NOCTaBLUMKOM MeAULMHCKNX YyCNyr.

Toprosble HanmeHoBaHus: CLLIA
Javygtor; Kuvan; Zelvysia

Toprosble HauMeHoBaHuA: KaHaga
Kuvan; REDDY-Sapropterin

[1ns yero ncnonb3yeTcs 3TOT JIeKapPCTBEHHbIV NpenapaT?

e DTOT NpenapaTt NPUMEHSIOT ANs nevyeHus
peHunketoHypum (PKU).

Y10 Heobxopgnmo coobumnTb Bpayy NEPE npnemom
OQHHOro npenapaTta?

e Ecnny Bac anneprusa Ha gaHHbIN Nnpenapart, niobbie ero
cocTaBnsawoLme, gpyrue npenapaTtbl, NPOAYKTbl MNTAHUS
nnu Bewectsa. CoobwinTe Bpayy o BaLlen anneprummn o
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TOM, KaK OHa npo4dsindnachb.

CoueTaHune aTOoro npenaparta C HEKOTOPbIMU NlIeKapCTBaMu
n 3aboneBaHNAMN MOXeET ObITb HE6NMAaronpuUATHO.

Pacckaxute cBoemy Bpauy 1 papmaueBTy O BCEX
NleKapCTBEHHbIX NMpenapaTtax, KOTopble Bbl MPUHMMaeTe
(KaK peuenTypHbIX, TaK 1 6e3peuenTypPHbIX, HAaTypPalbHbIX
npenapaTtax U BUTaMUHaXxX), a Takxke o cBoux npobnemax co
3popoBbeM. BaMm Heo6xognMMo yoocToBepuThbCH, YTO
npveM gaHHOro npenapaTta 6e3onaceH npu BaLlnx
3aboneBaHNAX U B COYETaHUN C APYIrMMKN NEKapPCTBEHHbIMU
npenapaTtamm, KOTopble Bbl yXkKe npuHnmaeTe. He
HauYMHANTe N He NpeKpaLlanTe Nnpuem Kakoro-nmbo
NeKapCTBEHHOr o npenapaTa, a TakXKe He MeHanTe
0O31POBKY 6€e3 cornacoBaHuns C BpaydoM.

Y10 MHe HeoOXxopQMMO 3HaTb UK AenaTb, NOKa s NPUHNMAIO
OAHHbIN NpenapaT?

e CoobwumTte BCceM obcnyxumneatownm Bac megnumHcknum
PaboOTHMKAM O TOM, 4To Bbl npnHMMaeTe 3TOT Npenapar.
JT0 Bpauun, MeacecTpbl, dapMaLeBTbl U CTOMATONON.

e BoinonHanTe aHann3bl KPoBU N apyrue nabopatopHble
aHann3bl B COOTBETCTBUN C YKa3aHUAMMN Bpava.

e Ecnun Bbl 3abonenn ny Bac noebicnnacb TemnepaTtypa
Tena, NPOKOHCYNbTUPYNTECH C BpavyoM. MoxeT
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noTpeboBaTbCsA NU3MEHEHNeE 003bl.
e [lpnpepxmBantTecb oUeTbl, PEKOMEeHO0BAHHOW BPa4voOM.

e DTOT NpenapaTt MOXeT NOMOraTb He BCEM NIULIAM,
NpuMeHsIoLWNM ero. [NPOKOHCYNbTUPYNTECH C BPA4YOM.

e Y HekoTOpbIX Ntogein Ha poHe Npuema npenapaTta B
KPOBU OTMEeYaeTCs HU3KUIN YypoBeHb peHnnanaHuHa. Y
pebeHka B BO3pacTe 4o 7 NIeT 3TOT PUCK yBENNYNBAETCH.
CNnULLIKOM HU3KNI YPOBEHb B KPOBU B TEYEHMNE
ONNTENbHOIrO BPEMEHU MOXET NPUBECTUN K TAXebIM
npo6nemam co 30opoBbeM. [1POKOHCYNbTUPYNTECH C
BPa4YoM.

e CoobwnTe Bpayy, ecnu Bbl 6epeMeHHbl, NflaHnpyeTe
3abepemMeHeTb UM KopmunTe rpyabto. Heobxognumo
OyneT o6cyanTb NpenmMyLLecTBa U PUCKN ONs Bac U
Bawlero pebeHka.

O kaknx nob6o4HbIX 3pPeKkTax MHe crneayeT HeMeaJieHHO
coobLiaTb nevyawlemMy Bpady?

MPEAYTIPEXKOEHWE. B peakux cnyyasax y HEKOTOPbIX
NnauneHTOB NPpUeM AaHHOIro NpenapaTa MoXeT NoBJieYb
cepbesHble, a MHOrAa N cCMepPTesibHO ONacHble NOOOYHble
3¢ PekTbl. HemenneHHO CBAXNTECDH C fievallM Bpavyom
nnn obpaTuTech 3a MeANLMHCKOWN NOMOLLIbIO, €ClN Y Bac
NPUCYTCTBYIOT CieayloLlme NpusHakm UM CUMNTOMBbl,
KOTOpPble MOTyT ObITb CBSA3aHbl C CepPbe3HbIMUN NOB6OYHbIMU
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apPekTamu:

e [lpn3Haku anneprmnyeckon peakumm, Takme Kak cbinb,
KpannueBHMUA, 3y, NOKPACHEBLLAA N OTeYHas KoXa C
BONAbIPSAMUN UK LLENYLWEeHNEeM, BO3MOXHO B COYeTaHNN
C NINXOpPaaKou, CBUCTSLLLee UNu Xpunsiiee abixaHue,
CTeCHeHue B rpygn nnu ropne, 3aTpyagHeHHoe AbixaHue,
rnoTaHne Unn peydb, HeobblYHAA XPUNIIOCTb, OTEYHOCTb
B obnacTu pTta, nnua, ryb, a3bika nnv ropna.

e [onoBoKpyXeHne nnm ooMopok.
e [nnepemus (pymsHewu,).

e Kawenb.

e OpbiLLKa.

L HepBHbIe OBMXeHwnmqd, noBbllLUeHHaA ABUTIraTeJIbHaA UJA
pevyeBad aKTUBHOCTD.

e bonb nnu gaenexHne B rpyau.

e HacTtoe MoyeucnyckaHue.

e Cypoporm.

e OTeK pyK Unm Hor.

e YyBCTBO TPEBOXHOI0 BO3OYXXAEHUNS.

e [lpn NnpMeHeHNN gaHHOIr O NpenapaTa BO3HNKaNu
HapYyLUEeHNs CO CTOPOHbI Xenyaka 1 knweyHuka. MNpwu
OTCYTCTBUU JIEYEHUS OHN MOTYT NPUBOAUTDb K TAXEbIM
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HapYyLUEeHNSM COCTOSAHNS 300POBbS, TAaKNM KakK s13Bbl
Xenygka unu KueyHuka nnm kposoTtedeHune. lNpun
NOSABIIEHNN TaKNX CUMNTOMOB, Kak 605b B ropne nnm
XXMUBOTE, CUJIbHAA TOWHOTA U PBOTA, 3aTPyOHEHne
rIOTaHNS UNN CHUKEHUE anneTuTa, HeMeaJsIeHHO
obpaTuTech Kk Bpayvy. Ecnny Bac pBoTHbIe MaccChbl C
NPUMEeCbIO KPOBU NN NMetoLL e Bng KOPEenHom ryuu,
4yepHbI, oerteobpasHbIf NN KPOBAHUCTbIN Karl,
HeMeaNeHHO obpaTunTech K Bpayy.

KakoBbl HeKoTOpble gpyrne no6o4Hble 3¢pPpeKkTbl LAHHOIO
NleKapCTBEHHOr o npenapaTa?

JIlioboe nekapcTBO MOXET MMeTb No6oYHbIe 3pPeKThl.
OpHako y MHorux nogein no6o4vHble 3dpdekTbl Nbo
He3HaunTenbHble, N0 BoobLLEe OTCyTCTBYIOT. CBAXUTECH
C NleYaLl M BpavyoM nnm obpaTtntecob 3a MEAULMHCKOMN
NMOMOLLbIO, eCNN 3TN NN Nobble gpyrme NnoboYHble

3¢ PekTbl Bac 6eCcnokoaT nnm He NpoxoanT:

e [onosHas 60nb.

e [lnapesq, paccTpoONCTBO Xenyaka nnm peoTa.

e [lpn3Hakn NnpocTyabl.

e bonb B cycTaBe.

[laHHbIN CNNCOK BO3MOXHbIX MTOOOYHbIX 3P PEKTOB He

aBnaeTCsa ncyepnbiBatowmm. Ecnn y Bac BosHMKNN
BOMPOCbI KacaTeNlbHO NOOOYHbIX 3P PeKTOB, CBAXKNTECH CO
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CBOUM BpayoM. [1pOKOHCYNbTNPYNTECHh C BPa4oOM
OTHOCUTENbHO NOB6OYHbIX 3¢ PEKTOB.

Bbl MOXKeTe coobLwnTb 0 pasBnTunN No6o4HbIX 3dPeKTOB B
HaLUMOHaNbHOeE yrnpaBJ/ieHne 30PaBOOXPaHEHNS.

Bbl MOXeTe coobwmnTb 0 nob6o4HbIX 3pPpekTax B FDA no
HoMepy 1-800-332-1088. Bbl Tak)xe MoxeTe coobLmnTb O
Nob6oYHbIX 3P PeKkTax Ha canTe
https://www.fda.gov/medwatch.

Kak ny4wue Bcero npuHMMaThb 3TOT IEKAPCTBEHHDIN
npenapart?

[MpuMeHAanTe OaHHbIV NpenapaT B COOTBETCTBUN C
npepnucaHnsamm sBpava. lNpoyntanTte BCro
npepocTaBneHHyto Bam nupopmauuio. Ctporo cnegyinte
BCEM UHCTPYKLMNSAM.

TabneTku:

¢ [lpHMMaNTe gaHHbIN NpenapaT NPUbNN3NTENLHO B
OOHO U TO Xe BpeMs OHS.
e [lpnHMMaNTe BO BpeMs efbl.

e [laHHbIN NpenapaT MOXHO rMoTaTb LeIMKOM U
CcMeLInBaTb C BOAOW Unn A6/104HbIM COKOM.

e TabneTky MOXHO cMeLlaThb ¢ '/,—1valwkon Boabl nnu
A6no4Horo coka o6vemom 120-240 mn (4—8 yHuwun).
BboinenTte B TeyeHue 15 MNHyT nocne cMmewmeanmsa. [ns
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tel:+1-800-332-1088
https://www.fda.gov/medwatch

pacTBopeHns TabneTok MoxeT noTpeboBaTbcs
HeCKOJIbKO MUHYT. [1nga 6onee 6GbICTPOro pacTBOpeHns
TabneTkn MOXHO NepeMeLlunBaTb UM N3MeNbYaTb.
OnonocHuTe cTakaH gONOSIHNTENIbHON NOPLMEen COKa
NN BOQbI N BbiNenTe.

e [laHHbIN NeKapCTBEHHbIN NpenapaT MOXeT He
PAacTBOPUTbLCA NOMHOCTbIO. Menkue YyactTuubl 6yayT
nfaBaTb HAa NOBEPXHOCTU BOObl UNn 461104HOro coka.
DTO HOPMaNbHO, X MOXHO MPOrfOTUTD.

e [lpenapaT TakXe MOXXHO PacKPOLUNTb U CMeLlaTb C
He6oNbLWNM KONNYEeCTBOM NULLIN MATKON KOHCNCTEHUUN,
TaKoW Kak 16n04Hoe nope UM NyauHr.

[TakeTnk C NOpPOLLUKOM:

¢ [puHMManTe gaHHbIV NpenapaT NPUGNN3NTENbHO B
OOHO 1 TO Xe BpeM4 AHA.

e [lpuHnmManTe BO BpeMms efbl.

e He oTkphbiBaliTe 0o Tex Nop, Noka He byaeTe roToBbI K
ero nNPMMeHeHMIo.

e Ob69a3aTeNbHO NpoBepbTE NPaBUIIbHOCTb 0,03bl 4A@HHOIO
nekapcTBeHHoOro npenapata. Ob6sa3aTenbHO NpoBepbTe
TUMbl NAKEeTOB, KOTOPbIe CleayeT NCNOJIb30BaTb OJ14
nosy4yeHuns gosbl. B cnyyae comHeHnn obpaTmuTtech K

Bpauy.
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e BbicbinbTe NOpPOLLOK B BOOY NN PPYKTOBbLIN COK B
COOTBETCTBMUU C YKasaHUaAMU. TwaTenbHO
nepemewlante n ybegntecb, 4YTO NOPOLLUOK NOSTHOCTbIO
pacTteBopunca. BoinenTte B TedyeHmne 30 MUHYT nocne
CMeLUVBaHuS.

¢ [MopoLw oK TakKe MOXHO cMeLlaTb C He6onbLLNM
KOJIN4eCTBOM MULLIN MATKON KOHCUNCTEHLUNIN, TaKon KakK
A6N104YHOE Niope UNu NyguHr. TwaTtenbHO NnepeMeLlanTe
n ybegnTtech, YTO NOPOLUOK NOSIHOCTbIO PAaCTBOPWUIICS.
MpumnTte B TeveHmne 30 MUHYT Nocne CMeLUVBaHNA.

Yto penatb B clyyae nponycka npuema gosbl
NleKapCTBEHHOro npenapaTa?

e [IpMNTE NpoNyLLEHHYIO 0O3Y B TOT Xe AeHb, KakK
TOJNIbKO BCMOMHUTE 06 3TOM.

e Ecnun Bbl po cnegytowero gHA He BCMOMHUAN O
NpPonyLEeHHON o03e, NPONyCTUTE NPONYLLEHHYIO O3y U
BepHUTEChb K 06bIYHOMY rpadunky npmnema npenapaTa.

e He npnHnmanTe 2 0o3bl B OAVH OEHb.

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

e XpaHUTb NP KOMHaATHON TeMrnepaType B CYXOM MecCTe.
He XpaHnTb B BaHHOMN.
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e XpaHuTe BCe NeKapCcTBeHHble NpenapaTbl B 6e30nacHoM
MecTe. XpaHunTe BCe NIeKapCTBEHHbIE NpenapaTbl B
MecTe, HeQOCTYNHOM 01 AeTeN N AOMALLUHUX XXNBOTHbIX.

e YTUNMU3NpPYynTE HENCNOb30OBaHHbIE NIeKaPCTBEHHbIE
npenapaTbl U NpenapaTbl C UCTEKLLINM CPOKOM
rogHocTu. He BbinnBanTe B TyaneT Unv KaHanusauuio
6e3 cooTBeTCTBYOLWMX YKa3aHUi. Ecnny Bac ecTb
BOMPOCbHI OTHOCUTENbHO YTUMN3aLUUn NeKapPCTBEHHbIX
npenapaToB, NPOKOHCYNbTUPYynTECh ¢ papmaueBToM. B
BalLleM pervoHe MOryT ecTBoBaThb NPOrpPaMmbil
YyTUNN3aLUnn IeKapCTBEHHbIX NpenapaTos.

TabneTku:

e XpaHuTe B NepBNYHOM KOHTENHepE .

¢ [lep>XunTe KPbILLKY NTOTHO 3aKPbITOM.
O6wume cBepeHns O NeKapCcTBEHHbIX NpenapaTax

e Ecnn cocTosHme Ballero 3gopoBbs He yny4dLllaeTcs nnn
naxke yxypgliaeTtcs, obpaTtnTech K Bpauyy.

e He cnenyeT paBaTb KOMY-nbO CBOE NEeKapCTBO U
NPUHUMATb YyXUe NIeKapCcTBa.

e K HEKOTOPbIM NleKapCTBEHHbIM NpenapaTtaM MOryT
npunaratbca gpyrune nHoOpPMaLNOHHbIe NNCTKN ONs
nauneHTa. Ecnny Bac ecTb BOnpochl, kKacaloLwmecs
OAHHOr O NeKapCTBEHHOr o npenapara,

9/12



NPOKOHCYNbTUPYNTECH C BPa4YOM, MefcecTpon,
¢dapmaLeBToOM Unm gpyrmm paboTHUKOM
34pPaBOOXPaHEHUS.

e K HEKOTOPbIM NIeKAaPCTBEHHbIM NpenapaTam MOryT
npunaraTtbcsa gpyrue nHPOPMaLMNOHHbIE NTINCTKN oNs
naumeHTa. YTouHute y papmaueBTta. Ecnny Bacectb
BOMNPOChI, KacatoLmecs JaHHOro NeKapCcTBeHHOro
npenapaTa, NPOKOHCYNbTUPYNTECH C BPAYOM,
megcecTpon, papmaueBToM UM apyrum paboTHUKOM
34paBoOOXpaHeHus.

e EcnunBbl cuntaeTte, YTO Npom3oLLa nepeao3npoBKa
npenapaTa, HeMeaeHHO NO3BOHNTE B
TOKCUKOJNIOMMYECKNI LEeHTP nnm obpatmnrtechb 3a
MeauLUMHCKON noMoLbto. byabTe rotoBbl COO6LWLNTD
NN NOKasaTb, KAKOW NpenapaT Bbl NPUHAMN, B KAKOM
KONMMYecTBe 1 Korga 3To Npoun3oLusio.

Ncnonb3oBaHne nHpopmaumm notpebutenem u
OorpaHu4YeHne oTBETCTBEHHOCTMU

JT1a 0606l eHHas nHPopPMaLMs BKIIOYAET KpaTkume
cBefeHua o guarHose, nevyeHum n/unmn nekapCTBeHHOM
npenapaTte. OHa He ABngeTca BceobbeMnioLwmm
NCTOYHUKOM OaHHbIX U OOJ/HKHA NCNOJIb3OBAaTbCA B
KavyecTBe MHCTPYMEeHTa, NOMOoraloLlero nosb3oBaTesto
NOHATb U (MNKN) OLEHUTb NOTEHUNaNbHble BapUaHTbI
amarHocTuku v nevyeHuda. OHa HE BkniovaeT B ceb4 BClo
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NHPOPMaLNIO O COCTOAHNAX, METOOAX NIeYeHNS,
nekapcTBax, No6ou4HbIX 3pPeKkTax unm puckax, KoTopble
MOryT OTHOCUTbCSA K KOHKpeTHOMY nauneHTy. OHa He
0OJIKHA CYMTATbCA MEAULMHCKOW KOHCYNbTaunen nnm
3aMeHOIN MegULIMHCKON KOHCYbTauun, ANarHOCTUKN NN
fie4eHuns, NpenoCcTaBsieMblX BPa4OM Ha OCHOBe
Bpa4yebHoro o6cnegoBaHns N OLEHKU KOHKPETHbIX U
YHUMKalNbHbIX 06CcTOATENbCTB NauneHTa. [NayneHTnl

OOJDKHbI NPOKOHCYJIbTUPOBATbCA C BPa4YOM AJ14 NOoJ1y4YeHNA

NoNIHOW MHPOPMAaLN O CBOEM 300POBbE, MEAULMHCKNX
BOMPOCAax U BapunaHTax fevyeHuns, Bkntodasa noodble pncku
NN NPEeNMyLLLEeCTBA B OTHOLLEHUN NCMOJIb30BaHUS
nekapcTB. [laHHasa MHPOopMaLMSa He aBNSeTCA rapaHTnen
TOro, YTO BUf Ie4YeHNSA NN NEKapCTBEHHbIN NpenapaT
6e3onaceH, apdekTneeH nnn ogobpeH onsa nevyeHus
KOHKpeTHbIX nauyneHToB. [peanpuatue UpToDate, Inc. n
ero gpovepHue NnpeanpusaTns oTkasbiBaloTCs OT Nob6bIX
rapaHTun nnm ob69a3aTenbCcTB, CBA3aHHbIX C 3TOMN
nHpopmaumnen nnu ee ncrnosnbaosanHmem. MicnonozosaHmne
3TON NHpOopPMaUnM perynmpyertcsa Ycnoesmuamm
NCMosib30BaHUS, NPenCcTaBleHHbIMN Ha BeO-CTpaHuLe
https://www.wolterskluwer.com/en/know/clinical-
effectiveness-terms.

[aTa nocnepHero nepecMoTpa
2025-05-12
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ABTOpCKOe NnpaBo

© UpToDate, Inc. u ee adppunnmnpoBaHHble KOMNAHUN N/UNK

nnueHsnapbl, 2025. Bce npaBa 3aLiuLLEHbI.

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.

[ononHutenbHyto NHPOPMALUIO CM. B HaLLEN

BUPTYanbHOW 6ubnuoTteke Ha cante www.mskcc.org/pe.

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