MSK Kids

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 Heobxoagnmo coobwmnTb Bpauy, NPEXKAE YEM mon
pebeHOK NpMeT AaHHbIN IeKapPCTBEHHbIN npenapaTt?

e Ecnny Bawero pebeHka anneprnsa Ha gaHHbIA Npenapar,
nobble ero cocraensaoLme, gpyrue npenapaThl,
npoayKTbl NUTaHusa nnn sewectea. CoobmTe Bpavy 06
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anneprun n o ToM, Kak oHa nposenanach y pebeHka.

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

[MPOKOHCYNbTUPYNTECH C BPpa4yoMm nnu ¢papmauesTom
OTHOCUTENIbHO BCEX JIEKAPCTBEHHbIX NPenapaTos.,
KOTOpble NpuHUMaeT Ball pebeHok (Kak peuenTypHbIX, TakK
nnpnobpetaembix 6e3 peuenTa, HaTypalbHbIX
npenapaTtax u BUTaMUHax), a Tak)ke o npobnemax c ero
3p0opoBbeM. BaM Heo6xoanMmMo yooCcToBepUTHLCS, YTO
npueM gaHHoro npenapaTta 6e3onaceH npu 3aboneBaHuUsaXx
BalLlero pebeHkKa 1 B cOMeTaHNN C APYruMun
NleKapCTBEHHbIMU NpenapaTaMu, KOTOPbIE OH yXe
npuHuMaeT. He cnepyeTt HaunHaTb, NpekpawaTb Npuem
NN U3MEHATb 0O03UPOBKY Kakoro-nmbo nekapcTBeHHOro
npenapaTa, KOTOPbIN NPUHUMaeET Ball pebeHok, 6e3
COrflacoBaHNSA C BPA4OM.

Y10 MHe Heo6XxOaAMMO 3HaTb UK AenaTb, MOKa MOM
pebeHOoK NPMHMMaeT AaHHbIV NpenapaTt?

o CoobLnTe BCEM MEAULMHCKUM paboTHUKaM,
obecneymBalOLWLM MeauUnHCKoe obcnyXmnBaHme
Bawero pebeHka, o ToM, 4To Baw pebeHoK npuHUMaeT
3TOT JIeKapPCTBEHHbIV NpenapaT. DTO Bpayu,
MeacecTpbl, papmaueBTbl U cTOMaTonorn Bawero
pebeHka.
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e Cnegute 3a TeM, 4TOODbI pebEeHOK NPOXoAna aHaNn3bI
KpOBUW 1 gpyrue nabopaTtopHble aHanmsbl B
COOTBETCTBUU C YKa3aHNAMU Bpaya.

¢ [NPOKOHCYNbTNPYNTECH C BPA4YOM, ecnn y pebeHka
BblCOKas TeMnepaTypa, Uim oH Noxo cebs YyBCcTBYeT.
MoxeT noTpeboBaTbCA U3MEHEHMe 003bl NpenapaTa,
KOTOPbIN Nosny4aeT pebeHok.

e Cnegunte 3a TeM, YTOObLI pebeHOK NpuaepPXnBancs
ONeTbl B COOTBETCTBUN C YKa3aHNAMN BpaYa.

e DTOT NpenapaT MOXeT NOMOraTb He BCEM INL,AM,
npuMeHsoLWNM ero. [IPoOKOHCYNbTUPYNTECH C BPa4oM.

e Y HekoTOpbIX Nlogen Ha poHe Nnpuema npenapaTta B
KPOBU OTMeYaeTCs HU3KNI ypoBeHb PpeHnnanaHuHa. Y
pebeHKa B BO3pacTe 4o 7 NeT 3TOT PUCK YBeNn4YMBaeTCH.
CNnnLWKOM HU3KNI YPOBEHDb B KPOBU B TeYeHue
OINTENbHOIr O BPEMEeHN MOXeT NPUBECTU K TAXENbIM
npobnemam co 3gopoBbeM. [POKOHCYNbTUPYNTECH C
BPa4oM.

Ecnu Bawa poub 6epemeHHa unm kopmut pebeHka rpyablo:

¢ [IpOKOHCYNbTUPYNTECH C BPA4OM, eCii Ballla 4o4b
OepeMeHHa, 3abepemeHena nnm KOpMNT pebeHka
rpyobto. Heobxognmo 6ypgeTt o6cygnTb NpenmyLLecTBa
N PUCKW AN Bawen go4vepun u ee pebeHka.

3/12



O kaknx no6o4HbIX 3¢pPpekTax MHe cnegyeT HeMeJIeHHO
coobuiaTb nevyawieMy Bpady moero pebeHka?

MPEAYNPEXOEHUNE/NMPEOOCTEPEXEHUE: XoTtaune
pPenkKnx cny4vasx, HoO y HEKOTOPbIX NaUMEHTOB NPUeM
[OAHHOr O JleKapCTBEHHOr O NpenapaTa MOXeT Bbi3blBaTb
O4YeHb Cepbe3Hble, a NHOrOa U CMepPTeNIbHO ONacHble
nob6oy4Hbie 3¢ PekTbl. HemepneHHO cBAXNTECH C Bpa4OM
Bawero pebeHka nnum obpatntech 3a MEANLNHCKOWN
nomoLubto, ecnn y Bawero pebeHka nmeetcsa niobon ns
NnepeYvYnCcrieHHbIX HUXXe MPU3HAKOB NN CUMIMTOMOB,
KOTOpPble MOryT ObITb CBA3aHbl C O4eHb TAXEbIM
no6o4HbIM 3P PeKkTOoM:

e [lpn3Haku anneprnyeckon peakumm, Takme Kak cbinb,
KpanneBHMUA, 3y, NOKPACHEBLLAA N OTeYHas KoXa C
BONAbIPSAMUN UK LLENYLWEeHNEM, BO3MOXHO B COYETaHNN
C NINXOpaaKou, CBUCTSLLLEee UNu Xpunsiiee abixaHue,
CTeCHeHue B rpygn nnu ropne, 3aTpygHeHHoe AbixaHue,
rnoTaHne Unn peydb, HeobblYHAA XPUNIIOCTb, OTEYHOCTb
B obnacTu pTta, nnua, ryb, A3bika nnv ropna.

e [onoBoOKpYyXeHne nnm ooMopok.
e [nnepemuns (pymsHewu,).

e Kawensn.

e OpbiLLKa.

L HepBHbIe OB>XeHunqd, noBbllUeHHaA ABNUTIraTeJIbHAaA UJA
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peyeBas akTUBHOCTD.
e bonb nnn paBneHuve B rpyam.

e HacTtoe MoyeuncnyckaHue.

e Cypoporn.

e OTeK pyK nnm Hor.

e YyBCTBO TPEBOXHOIr0 BO36Yy>XXaeHUS.

¢ [lpn npnMeHeHNN gaHHOI O NpenapaTa BO3HUKANN
HapYyLUeHNs CO CTOPOHDI Xenyaka u kuwe4yHuka. MNMpwu
OTCYTCTBUWN JIEYEHNS OHN MOTYT NMPUBOANTDb K TAXEJbIM
HapYyLUEeHNAM COCTOSAHNSA 300POBbs, TAKNM KakK A3Bbl
Kenyaka nnm KuevyHuka unm KkpoeoTteveHue. [Npn
nosiBneHun y pebeHka Takux cCMMNTOMOB, Kak 60Jib B
ropfie Unu XXUBoTe, CU/IbHas TOLWWHOTA UK PBOTA,
3aTpyOHEeHMe rMOTaHNSA NN CHMKEHNe anneTunTa,
HemeneHHO obpaTunTechb K Bpayy. Ecnn y pebeHka
PBOTHbIE MAacChbl C NPUMECHIO KPOBU U NMeloLLe B,
KO eNHON ryiu, YepHbii, gertreobpasHblin nnm
KPOBAHNCTbIN Kan, HeMe[J/ieHHO ob6paTUTech K Bpauy.

KakoBbl HekoTOpble gpyrne no6o4Hble 3¢pPpeKkTbl LAHHOIO
NleKapCTBEHHOrr o npenapaTa?

IMio6oi nekapCcTBEHHbIN NpenapaT MOXeT NMeTb
no6ouHble apPekTbl. OgHaKO y MHOTrMX Nntogein nodoyHble
3¢pPekTbl N6 He3HaUYNTENbHbIE, NMOO BoObLLE
oTcyTcTBylOoT. CBAXMTECH C BpavyoM Bawiero pebeHka nnm
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obpaTuTechb 3a MEAULMHCKON NOMOoLUblo, ecnn niobon ns
3TUX NN gpyrux nobo4Hbix appekToB becrnokont Bawiero
pebeHKa, Unn ecniv OH He NPOXOAWnT:

e [onosHas 60nb.

e [lnapes, paccTponcTBo Xxenyagka nnuv peoTa.

e [lpn3Haku NpocTyabl.

e bonb B cycTaBe.

[laHHbIN CNNCOK BO3MOXHbIX MOOOYHbIX 3pPEeKTOB He
aBnseTca ncyepnoiatowmm. Ecnmny Bac BosHuknu
BOMPOCbI KacaTeNbHO N0oO60o4YHbIX 3P PekToB, 06pPaTUTECH K
Bpayy Bawero pebeHnka. [NpoKOHCYNbTUPYNTECH C BPAa4YOM
Bawero pebeHka oTHOCUTENbHO NOB6OYHbIX 3P PeKTOB.

Bbl MOXKeTe coobLwnTb 0 pasBnTunN No6oYHbIX 3dPEeKTOB B
HaLMOHaNbHOeE yrnpaBJ/ieHne 30PaBOOXPaHEHNS.

Kak ny4ywie Bcero gaBaTb 3TOT NIeKapCTBEHHbIV NpenapaT?
[aBanTe pgaHHbIN NnpenapaTt Bawemy pebeHky B
COOTBETCTBUM C NpeanncaHnamm spada. lNpoyntante Bcio
npepnocTtasneHHyto Bam nHpopmauuto. Ctporo cnepynite
BCEM UHCTPYKLUUSAM.

TabneTku:

e [laBanTe gaHHbIN NpenapaT B OOHO U TO XXe BpeMs OHS.
e [laBanTe BO Bpemd efbl.
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e [laHHbIN NpenapaT MOXHO FMOTaTb LEeNNKOM NN
CMeLUVBaTb C BOAOW Nnn A65104HbIM COKOM.

e TabneTky MOXHO cMeLlaThb ¢ '/,—1vyawkon Boabl nnu
a6no4Horo coka oo6vemom 120-240 mn (4—-8 yHuun).
[MpocneauTte, 4TOObI pebEHOK BbINUI B TEYEHMNE
15 MNHYT Nnocne nepemMelunBaHus. [1ng pacTtBopeHuns
TabneTok MoXxeT NnoTpeboBaTbCA HECKOIbKO MUHYT.
[na 6onee ObICTPOro pacTteopeHns TabneTkm MOXXHO
nepemeLnBaTb UK nsmenbyatb. ONoNoCcHNTE cTakaH
OONONTHUTENbHOW NopLumen coka nnn soabl U gante
pebeHKy BbINNTDb.

e [laHHbIN NeKapCTBEHHbIN NpenapaT MOXeT He
PacTBOPUTLCA NONHOCTbIO. Menkue YyacTuubl 6yayT
naaBaTb Ha NOBEPXHOCTM BOAbI Uan 96104YHOro coka.
DTO HOpPMabHO, NX MOXHO NMPOrNOTUTD.

e [lpenapaT TakXkXe MOXHO PacKpoLUMUTb U CMeLlaTb C
HeOOoNbLLUUM KONMYECTBOM MULLN MATKOW KOHCUCTEHLUWN,
TaKol KaK a65104HOoe nope NN NyguHr.

[MakeTnK Cc NOpOLUKOM:

e [laBanTe gaHHbIN NpenapaT B OOHO U TO XXe BpeMs OHS.
e [laBanTe BO Bpemd efpbl.

e He oTKpbIBaNTe 0O TEX NOP, NOKa He byaeTe roToBbI K
ero NpMMeHeHuIo.
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e Ob69a3aTeNbHO NpoBepbTE NPaBUIIbHOCTb 0,03bl 4A@HHOIO
nekapcTBeHHoro npenapata. Ob6sa3aTenbHO NpoBepbTe
TUMbl NAKEeTOB, KOTOPbIe ClleayeT NCMNOJIb30BaTb OJ14
nosy4eHuns gosbl. B cnyyae comHeHnn obpaTmnTech K
Bpauy.

e BbicbinbTe NopoLLokK B BOoAy N ¢pyKTOBbIA COK B
COOTBETCTBUMN C YKa3aHUamn. TwaTenbHO
nepemMellanTe n ybegnTtech, YTO NOPOLLUOK NOSIHOCTbIO
pacteopuncsa. NpocnegnTe 3a TeM, YTOObI pebeHoK
BbINun cMecb B TeyeHne 30 MNHYT nocne cMeLUnBaHunA.

e [1OpOLLOK TaKXXe MOXHO CMeLlaTb C He6onbLNM
KONM4YeCcTBOM NMULLN MATKOW KOHCUCTEHL NN, TAaKOW KaK
A6104HOe Nope unu nyauHr. TuaTenbHoO nepemeLlanTe
nybegntech, YTO NOPOLLUOK MNOSIHOCTbIO PAaCTBOPUIICA.
PebeHoOK [oKeH NPUHATL 3TOT NpenapaT B TeYeHne
30 MMHYT Nocne cMeLnBaHunS.

Yto penatb, ecnu Mo pebeHoK NponycTUT NprUeM A03bl
NleKapCTBEHHOro npenapaTa?

e [lariTe Bawemy pebeHKy NponyLLeHHYIo 403y B TOT Xe
[eHb.

e Ecnu npowien geHb, NponycTuTe NPONYyLLEHHYIO AO3Y U
BepHUTEChb K 06bIYHOMY rpadunky npmnema npenapaTa
Bawwium pebeHkom.

e He npumeHsanTe 2 0oO3bl B OOVH OEHb.
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Kak MHe xpaHuTb 1 (Mnn) BbIBPOCUTb 3TOT JIEKAPCTBEHHDIN
npenapar?
Bce ¢popmbl Bbinycka:

e XpaHuTb NP KOMHaATHON TeMrnepaType B CYXOM MecTe.
He XpaHnTb B BaHHOMN.

e XpaHunTe BCe NNeKapCTBeHHbIe NpenapaTbl B 6e3onacHom
MecTe. XpaHUTe BCe NNIeKapPCTBEHHbIE NpenapaTbl B
MecTe, He[OCTYNHOM ANSA AeTen U AOMaLUHUX XXUBOTHbIX.

e YTUNN3NPYNTE HENCMONb3OBaHHbIE JIeKapPCTBEHHbIE
npenapaTbl NN NpenapaTbl C UCTEKLLNM CPOKOM
rogHocTu. He BbinnBanTe B TyaneT Uin KaHannsaymio
6e3 cooTBeTCTBYOLWMX YKa3aHni. Ecnny Bac ecTb
BOMPOCbI OTHOCUTESNbHO YTUNN3aLUnN NIEeKAPCTBEHHbIX
npenapaToB, NPOKOHCYNbTUPYNTECH C papmMaLeBToM. B
BalLEeM pernoHe MOoryT 4efncTBOBaTb MPOrpaMMmbl
YyTUIN3aLUnn NeKapCTBEHHbIX NPenapaToB.

TabneTkwm:

e XpaHuTe B NepBNYHOM KOHTENHepe .

e [lep>knTe KPbILLKY NOTHO 3aKPbITON.
O6wume cBegeHUs O ieKapCTBEHHbIX NpenapaTax

e Ecnn cnMnTOMBI NN HapyLLUEHNSA COCTOSIHUSA 3[4,0POBbS
Balwuero pebeHka He yMeHbLLAOTCS, U OTMeYaeTcs
yXyaLwleHune, obpatunTtecsh K Bpa4dy Bawlero pebeHka.
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e He penunTtecb NekapcTBOM Ballero pebeHka c gpyrumm un
He gaBanTe Ybe-NnMbo NeKapcTBO BalleMy pebeHKy.

e K HEKOTOPbIM NleKapCTBEHHbIM NpenapaTtaM MOryT
npunaratbCca gpyrune nHOpPMaLNOHHbIE NNCTKN ONs
nauneHTa. Ecnny Bac ecTb BOnpochl, kKacaloLwmecs
OAHHOr O NeKapCTBEHHOr o npenapara,
NPOKOHCYNbTUPYNTECH C BpavyoM Balwuero pebeHka,
mMegcecTpomn, papmaLeBToOM NN gpyrum paboTHUKOM
34paBOOXpPaHeHus.

e EcnuBbl cunTaeTe, YTO NpounsoLlna nepeno3npoBKa
npenaparta, HeMenJ/ieHHO NO3BOHNTE B
TOKCUKOJIOrMYeCKN LeHTp unmn obpatnTechb 3a
MeauUUHCKOI noMoLblo. byobTe roToBbl COOOLWNTD
NN NOKa3saTb, KAKOW NpenapaT Bbl NPUHANY, B KAKOM
KONMMYeCcTBe N Korga 3To NpousoLusio.

Ncnonb3oBaHne nHipopmaumm notpebutenem u
orpaHuyeHne oTBETCTBEHHOCTMU

JTa 0606LeHHas nHPopMaumsa BKIOYaET KpaTkue
cBefeHuda o guarHose, nevyeHum n/unm nekapCTBeHHOM
npenapaTte. OHa He ABNgeTca BceobbeMniowmm
NCTOYHNKOM OaHHbIX 1 00JIKHA NCNOJIb30BaTbCHA B
Ka4YecTBe MHCTPYMEHTA, NOMOraloLlero nosib3oBaTesnto
NOHATb N (M) OLEHUTb NOTEHLUMANbHbIe BAPWNAHTbI
anarHocTukm n nedeHmsa. Ona HE BkniovyaeT B ceb4 BClo
NHPOPMALNIO O COCTOAHNAX, METOAAX JIeYeHuUs,
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nekapcTBax, No6ou4HbIx 3pPeKkTax unm puckax, KoTopble
MOIYyT OTHOCUTbCSA K KOHKPeTHOMY nauneHTy. OHa He
OOJKHA CYNTATbCA MeQULMNHCKOW KOHCYNbTauuen nnm
3aMeHON MeAnNLMHCKON KOHCYbTaunu, QUarHOCTUKN NI
rieyeHuns, NpegoCcTaBNsgeMbIX BPAa4OM Ha OCHOBE
BpayebHoro ob6cnenoBaHns N OLEHKU KOHKPETHbIX U
YHUKaNbHbIX 06cTOATEeNbCTB NauneHTa. MNauneHThbl
OOJIKHbI MPOKOHCYJIbTUPOBATbLCSA C BPa4YoM AJ1s NONy4YeHuns
NONIHOW MHPOPMaLN O CBOEM 300POBbE, MEAULMHCKNX
BOMPOCAax U BapunaHTax fevyeHuns, Bkntodaa noodble pncku
NN NPEeNMyLLLECTBA B OTHOLLEHUN NCMOJIb30BaHUNS
nekapcTB. [laHHasa MHPOopMaLua He aBNSeTCsA rapaHTnen
TOro, YTO BUf Ie4YEeHNSA NN NEKapPCTBEHHbIN NpenapaT
6e3onaceH, apdpekTneeH nnm ogobpeH onsa nevyeHus
KOHKpeTHbIX nauneHToB. [peanpuatue UpToDate, Inc. n
ero gpovepHue NnpeanpuaTns oTkasbiBaloTCs OT Nob6bIx
rapaHTun nnm ob693aTenbCcTB, CBA3aHHbIX C 3TOMN
nHpopmaumnen nnn ee ncrnonibaosaHmem. MicnonozosaHme
3TON NHpOopPMaUnK perynmpyertcsa Ycnoesmuamm
NCMosib30BaHUS, NPeaCcTaBleHHbIMN Ha BeO-CTpaHuLe
https://www.wolterskluwer.com/en/know/clinical-
effectiveness-terms.

[aTa nocnepHero nepecMoTpa
2025-05-12

ABTOpCKOEe nNpaBo
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© UpToDate, Inc. u ee adppunnmnpoBaHHble KOMNAHUN /NN
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.

[ononHnTenbHyo NHPOPMaALUIO CM. B HaLLIEN
BUPTYanbHOW 6ubnuoTteke Ha cante www.mskcc.org/pe.

Sapropterin - Last updated on December 12,2022

Bce npaea 3awmweHnbl n npuHagnexat Memorial Sloan Kettering
Cancer Center

Memorial Sloan Kettering
Cancer Center
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