MSK Kids

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 Heobxoaumo coobwnTb Bpayy, NPEXOE YEM mon
pebeHOK NpUMeT 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 anneprnnmm o ToOM, Kak OHa npodssianacb y pe6eHKa.

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

[MpOKOHCYNbTUPYNTECH C BPa4YoM nnn dapmaLeBTOM OTHOCUTENIbHO BCexX
NeKapCTBEHHbIX NpenapaToB, KOTopble NPUHMMaeT Bawl pebeHok (Kak
peuenTypHbIX, Tak U NpnobpeTaemblix Oe3 peuenTa, HaTypasbHbIX NpenapaTax
N BUTAaMUHaX), a Takxe o npobnemax c ero 3goposbeM. Bam Heobxogumo
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YOOCTOBEPUTbCS, YTO NpMeM faHHOro npenapaTa 6e3onaceH npwu
3aboneBaHuaX Bawero pebeHka U B COMeTaHNN C APYrMMU NTEKaPCTBEHHbIMU
npenapaTamu, KOTOPble OH yXKe NpuHUMaeT. He cnegyeT HaumMHaThb,
npekpaLlaTb NPUEM NN N3MEHATb AO3NPOBKY Kakoro-nnmbo nekapcTBeHHOro
npenapaTa, KOTOPbIN NPMHUMaeT Ball pebeHok, 6e3 cornacoBaHuns C BpavoM.

Y10 MHe Heo6xoaMMO 3HATb UNU genaTb, NOKa MO
pebeHOoK NpUHUMaeT fAaHHbIN NpenapaTt?

e CoobwunTte BCEM MEONLMHCKMM paboTHMKaM, obecneymBatowLnM
MeauunHckoe obcnyxmneaHmne Bawero pebeHka, o ToM, 4To Baw pebeHok
NPUHNMaET 3TOT JIeKapPCTBEHHbIN NpenapaT. DTo Bpayn, MeacecTpbl,
¢dapmaueBTbl U cTOMaTonorun Bawero pebeHka.

e CnegunTte 3a TeM, 4TOObI pebeHOK NPOXOANST aHaNn3bl KPOBU N gpyrue
nabopaTopHble aHanNM3bl B COOTBETCTBUN C YKa3aHUAMIN BpaYa.

e [1pOKOHCYNbTUPYNTECH C BPa4OM, eciin y pebeHka BbicoKas TeMnepaTypa,
N oH nNnoxo cebs yyBcTByeT. MoxeT noTpeboBaTbCA N3MEHEHVE [03bl
npenapaTa, KOTOpPbIN nony4yaeT pebeHok.

e Cnegute 3a 1eM, YTobbl pebeHOoK NpuaepXXnBanca pnueTbl B COOTBETCTBUN C
yKasaHnsamum Bpava.

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

e Y HekoTOpbIX Ntogen Ha GoHe Npuema npenapaTa B KPOBM OTMeYaeTCs
HU3KUIA ypoBeHb peHunanaHuHa. Y pebeHka B Bo3pacTte 4o 7 NeT aToT puUck
yBenuumnBaeTcs. CAMLWLKOM HU3KNI YPOBEHb B KPOBU B TE@YEHNE
ONNTENbHOIrO BPEMEHU MOXET NPUBECTU K TXXeNbiM npobnemam co
3p0poBbeM. [TPOKOHCYNbTUPYNTECH C BPaYOM.

Ecnu Bawa po4yb 6epemeHHa unm kopMnt pebeHka rpyablo:

e [1pOKOHCYNbTUPYNTECH C BPA4OM, eCiii Balla Ao4b 6epeMeHHa,
3abepeMeHena unm kopmut pebeHka rpyablo. Heobxognmo 6ypeT
ob6cyanTb NpenmyLLecTBa 1 PUCKU ONS Ballen poyepu n ee pebeHka.
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O kaknx no6o4HbIX 3¢pPpekTax MHe cnepyeT HeEMeJIeHHO
coobuiaTb nevyawieMy Bpady moero pebeHka?

MPEOYNPEXXOEHNE/NMPEOOCTEPEXXEHUE: XoT4 1 B pegkux cny4vasx, HO y
HEKOTOPbIX NALNEHTOB NPUEM AAaHHOI O IeKapCTBEHHOI O NpenapaTta MoXeT
BbI3blBaTb O4Y€Hb CEpPbe3Hble, a MHOIrOa N CMepTeNIbHO onacHble No6oYHble

3¢ PekThbl. HemepneHHo ceaXnTECh C Bpa4yoM Balwlero pebeHka unum
obpaTuTechb 3a MeAULNHCKOWM NoMoLLblo, ecnin y Bawwero pebeHka numeetcs
no60o1 N3 NnepeyncieHHbIX HUXKe MPU3HAaKoB UM CUMNTOMOB, KOTOPbIe MOTyT
ObITb CBAA3aHbl C O4€Hb TSAXXeNbIM NO60YHbIM 3pPekTOM:

¢ [MpusHaku anneprnyeckon peakumnm, Takme Kak Cbinb, KpanuBHULA, 3yA,
NOKpPAaCHeBLUAA U OTeYHas KOXa C BOJSIAbIPAMN UK LWeNyLeHNneM, BO3MOXHO
B COYETaHUN C INXOPaAKOoN, CBUCTALLLEE UM XpunsLlee abixaHue,
CTeCHeHue B rpyau unn ropre, 3aTpygHeHHoe AbixaHne, rnoTaHne Uin peub,
Heobbl4YHasA XPUNIOCTb, OTEYHOCTb B 06nacTu pTa, nuua, ryb, a3bika nnu
ropna.

e [onoBokpy>XeHne nnm ooMopox.

e [unepemus (pymsiHew).

e Kaweneb.

e Opbiwka.

e HepBHble oBMXeHNS, NOBbILLEHHAs OBUraTeNnbHas Ui pevyeBas akTUBHOCTb.
e bonbvnun paBneHve B rpyau.

e YacTtoe Mo4yeuncnyckaHme.

e Cypoporwu.

e OTeK pyK unm Hor.

e YyBCTBO TPEBOXHOI0 BO3OYyXXAeHUs.

e [lpn npMeHeHUN gaHHOI O NpenapaTa BO3HUKANN HapYyLUEHUS CO CTOPOHDI
Xenyaka n knweyHuka. lMpn oTcyTcTBUM NeYeHns OHN MOTyT NPUBOANTDb K
TSXKENbIM HAPYLLUEHNSAM COCTOSAHUS 300POBbS, TAKNM KakK A3Bbl XXenyaka nim
KweyHnka nnm kposoteyeHmne. lNMpu nogsneHun y pebeHka Takmx
CMMTOMOB, Kak 60/1b B ropJie Uin XXnBoTe, CUiIbHasA TOWWHOTA Un PBOTA,
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3aTpygHeHne rnoTaHns UM CHKEHVe anneTuTa, HemenseHHo obpaTutech
K Bpayvy. Ecnn y pe6eHka pBOTHbIE MacCbl C NPUMECHIO KPOBU U MeloLne
BUL, KOPENHON rywim, YepHbii, aerteobpasHbii Unm KPpOBSHUCTbIN Karn,
HeMepleHHO obpaTnTech K Bpayy.

KakoBbl HekoTOpbIe gpyrue nob6o4Hble 3dpPeKTbl [aHHOIO
NleKapCTBEHHOro npenapaTa?

INMio6o1i nekapCcTBEHHbIN NpenapaTt MoXeT UMeTb No6oYHble 3¢pdekTbl. 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 NO6OYHbIX
3¢pPekToB Hecnokont Bawero pebeHka, unm ecnm oH He NPOXOANnT:

[onoBHas 60nb.

Onapes, pacCTpONCTBO Xenyaka unm peoTa.

[Mpn3Hakn npocTyabl.

bonb B cycTaBe.

[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 oTHOCcnTeNbHO NOOOYHbIX 3¢dPeKTOB.

Bbl MOXKeTe coobLwnTb 0 PasBUTUM NOOOYHbIX 3¢ PeKTOB B HALMOHANbHOE
ynpasiieHne 3a0paBOOXPaHeHNs.

Kak ny4yLue Bcero gaBaTb 3TOT IeKapPCTBEHHbIV NpenapaT?

[aBariTe gaHHbIN NpenapaT Bawemy pebeHky B COOTBETCTBUN C
npegnucaHnaMmn Bpaya. lNpouynTtanTe BCIO npenocTaBneHHyto Bam
nHpopmaumio. CTporo cnegymnte BCEM UHCTPYKLMNAM.

TabneTtku:

e [laBanTe gaHHbIN NpenapaT B OAHO 1 TO XXe BpeMs OHS.

e [laBaiiTe BO BpeMms efpbl.
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e [laHHbI NpenapaT MOXHO rMoTaTb LEeNIMKOM U CMeLnBaTb C BOOOW K
s1610YHbIM COKOM.

e TabneTky MOXHO cMeLlaTb ¢ !/>—1vawkoi Bogbl nnm a67104HOroO COKa
o6bemom 120-240 mn (4—8 yHuun). [pocnegunTte, 4ToObI pe6EHOK BbINWA B
TeyeHmne 15 MMHYT nocne nepemeLnBaHus. [Jnga pacTtBopeHus Tabnetok
MOXeT noTpeboBaTbCcst HECKONbKO MUHYT. [1na 6onee 6GbicTporo
pacTBOpeHUs TabneTkn MOXXHO NepemMeLLInBaTb N N3MeNbYaTb.
OnonocHuTe cTakaH 4ONONIHNTENbHON NOPLUME COKa U BOAbI U fanTe
pebeHKy BbiNMUTb.

e [laHHbI NeKapCTBEHHbIN NpenapaTt MOXeT He PaCTBOPUTbLCS MOSTHOCTDIO.
Menkue YacTnubl 6yayT NnaBaTb HAa NOBEPXHOCTU BOAbl NN A6N0YHOIO
COKa. DTO HOPMaJIbHO, UX MOXXHO NPOrNOTUTb.

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

[MakeTUK Cc NOPOLLKOM:

e [laBanTe gaHHbIN NpenapaT B OQ4HO 1 TO XXe BpeMs OHS.
e [laBaliTe BO BpeMms efbl.
e He oTkpbiBanTe oo TeX Nop, Nnoka He ByaeTe roToBbl K €ro NPMMEHEHMIO.

e Ob6s3aTeNbHO NPOBEpPbTE NPABUIIbHOCTb [,03bl AAHHOI O JIEKAPCTBEHHOr O
npenapaTa. O6g3aTenbHO NpoBepbTe TUMbI NAKETOB, KOTOPbIE crieayeT
MCNONIb30BaTb A1 Noly4yeHus osbl. B cnyyae comHeHun obpaTtnTech K

Bpauy.
¢ BbicbinbTe NOpoLLOK B BOAY U PPYKTOBbI COK B COOTBETCTBUN C
ykasaHuaMmun. TwaTtenbHo nepemewlante n ybegntech, 4TO NOPOLLOK

NONHOCTbIO pacTeBopuncs. MpocneauTte 3a TeM, 4TOObI pebeHOK BbINWI
cMmecb B TedyeHune 30 MNHYT nocrie cCMeLInBaHuS.

¢ [lopoLUoK Tak)e MOXKHO CMeLLaTb C He6ObLUINM KONTNYECTBOM NULLA
MSArKO KOHCUCTEeHUMNW, TaKoW Kak 16/104HOe ntope unn nyauHr. TwaTtenbHo
nepemMewanTe n ybegntechb, YTO NOPOLLUOK NOMHOCTbIO PAaCTBOPUIICS.
PebeHoK pomkeH NpnHATL 3TOT npenapat B TeyeHne 30 MNHyT nocne
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cMeLmBaHnA.

Yto penatb, ecnm Mo pebeHoK NponycTUT NprUeM Ao3bl
NleKapCTBEHHOro npenapaTa?

e [lante Bawemy pebeHKy NponyLLEeHHYIO 4O3Y B TOT )€ AeHb.

e Ecnu npowen geHb, NponycTuTe NPONYLLEHHYIO 0O3Y U BEPHUTECH K
o6bl4HOMY FrpaduKy Nnprema npenapaTta Bawmnm pebeHKoM.

e He npuMeHanTe 2 0o3bl B OAVH OEHbD.

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

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

e XpaHuUTe BCe NleKapCTBEHHbIe NpenapaTbl B 6e30MnacHOM MecTe. XpaHuTe
BCe JleKapCTBEHHbIe NpenapaTbl B MecTe, HeQOCTYNMHOM ANg feTeln n
[0OMALLUHUX XXUBOTHBDIX.

e YTUnnsupymnTte Hemcnonb3oBaHHble NekapCTBeHHbIe NpenapaThbl UK
npenapaTbl C UCTEKLLUM CPOKOM rogHoCTU. He BbinnBanTe B TyaneT nnu
KaHanmsaumio 6e3 CooTBETCTBYIOLLUX YKa3aHui. Ecnny Bac ecTb BONpocChI
OTHOCUTENIbHO YyTUNN3aUUKM TeKapPCTBEHHbIX NpenapaTos,
NPOKOHCYNbTUpPYyNTECh C papMaLeBTOM. B BalLieM pervoHe moryT
[0eNCTBOBaTb NPOrpamMmbl yTUAN3ALNN IEKAPCTBEHHbIX MPenapaTos.

TabneTtku:

e XpaHuTe B NepBNYHOM KOHTelHepe.

e [lepXuTe KpbILWKY NIOTHO 3aKPbITOMN.

O6wume cBegeHMs O IeKapCTBEHHbIX NpenapaTax

e Ecnn cnmntombl nnn HapyLweHnd COCTOAHNA 300 0Bb4A Bawero pe6eHKa He
YMeHbLUaloTCA, Win oTMe4YaeTCd yxygLueHue, O6paTI/ITer K Bpa4vy Bawero
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pebeHkKa.

e He penutecb nekapcTBOM Ballero pebeHka c opyrumMm n He gaBanTe Ybe-
nnbo nekapcTBO BalleMy pebeHky.

e KHekoTOopbIM NekapCcTBEHHbIM NpenapaTam MOryT npunaraTbcs gpyrme
NHPOPMaLMOHHbIE NUCTKK AN nauneHTa. Ecnuy Bac ectb Bonpochi,
KacaloLwmecs OaHHOr O fieKapCTBEHHOr O NpenapaTta, NPOKOHCYNbTUPYNTECh
c Bpa4yoM Bawero pebeHka, MegcecTtpoin, dapMaueBTOM Ui gpyrum
paboTHUKOM 30paBOOXpPaHEHUS.

e Ecnu Bbl cuntaeTe, YTO NpounsoLLNa Nepeno3npPoBKa NpenapaTa,
HeMe[J/1IeHHO NO3BOHNTE B TOKCUKOIOrMYEeCKU LeHTP nnn obpatutechb 3a
MeaULMHCKOI 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 MHpopMauusa BKITOYaAET KpaTKue CBegeHNs O onarHose,
neyeHnn n/nnun nekapctTeeHHoM npenapate. OHa He aBNseTcA
BCeOObeMIIOLLMM NCTOYHMKOM OaHHbIX U [OKHA NCMOMb30BaTbCA B KaYecTBe
WHCTPYMEHTa, NMOMOratloLLero nosib3oBaTesto NoHATb 1 (UNN) OLEeHUTb
noTeHuMnanbHble BapuaHTbl ouarHocTukun n nevyeHnsa. OHa HE BkniovaeT B cebs
BCIO MHPOPMALINIO O COCTOAHNSAX, MeTOoAAX Nle4YeHUs, IeKapCcTBax, NOH6OYHbIX
adpdeKkTax nnmn pruckax, KOTopble MOryT OTHOCUTLCHA K KOHKPETHOMY NauueHTy.
OHa He fomkKHa CYNTATbCA MEAULMHCKOWN KOHCYNbTauMen nim 3aMeHomn
MeOULUNHCKOM KOHCYbTauum, ANarHOCTUKN NN NeYeHns, NpeaoCcTaBsSeMblX
BPQ4YOM Ha OCHOBe BpadYebHoro ob6cnenoBaHns N OLeHKN KOHKPETHbIX U
YHUKaNbHbIX 06CTOATENbCTB NauneHTa. lNauneHTbl 4OMKHbI
NPOKOHCYNbTUPOBATLCS C BPAa4YoM A NoJly4eHnss NofIHon nHdpopmaumm o
CBOEM 30,0pOBbe, MEANLMHCKUX BOMPOCAaxX U BapuaHTax fieyeHuns, BKto4vas
nobble PUCKK NN NPENMYLLLECTBA B OTHOLLEHWN NCNOJIb30BaHNS NIEKAPCTB.
[aHHaa nHdopMaumsa He ABNSEeTCA rapaHTUen Toro, YTo BUA NNeYeHns nnm
NeKapCTBEHHbIN NpenapaT 6be3onaceH, 3¢ PekTnBEH Unn ogodpeH ana nevyeHus
KOHKpeTHbIX nauneHToB. [lpegnpusaTtne UpToDate, Inc. n ero poyepHune
npennpuUATNA OTKasbiBalOTCA OT NMOBbIX FrapaHTUn nnn obsa3aTenbCTs,
CBSI3@aHHbIX C 3TON MHOPMaLMen unm ee ncnosibsosaHmneMm. MicnonbsoBaHue
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3TON NHOopPMaUUn perynnupyeTca Y cnoBmsMm NCNosib30BaHMS,
npencTaBfeHHbIMY Ha Beb-cTpaHuue
https://www.wolterskluwer.com/en/know/clinical-effectiveness-terms.

[aTa nocnepHero nepecMoTpa
2025-05-12

ABTOpCKOE NnpaBo

© UpToDate, Inc. u ee adppunupoBaHHblie KOMANAHUN N/vnun nuueHsnapsbl, 2025.

Bce npaBa 3awimuieHobl.

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 NHPOpPMaLMIO CM. B HaLLen BUPTyanbHoM 6ubnuoTteke Ha
cante www.mskcc.org/pe.

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

Memorial Sloan Kettering
Cancer Center
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