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OBPA3OBATEJIbHbIE MATEPUAJIbI OJ14 NMALUNEHTOB U
YXAXUBAKOLWNX 3A HUMK TN

Alglucosidase Alfa

IDTOT OOKYMeHT, npepocTtasneHHbin UpToDate® Lexidrug™,
COOEPXUT BClO Heobxoanmyio NHPopPMaUMIo O Npenapare,
BKJ/1lO4as NoKasaHus, cnocob npuMmeHeHus, No6oYHble

3¢ PeKkTbl 1 cnyyan, Nnpm KOTOPbIX He06XoanMO CBA3aTbCS
C BaLLMM NMOCTaBLLUMNKOM MeAVNLNHCKUX YCIYT.

Toprosble HanmeHoBaHus: CLLIA
Lumizyme

Toprosble HauMeHoBaHuA: KaHaga
Myozyme

[MpepynpexpeHune

e [lpu NnpMeHeHNN 3TOro NpenapaTa BO3HUKANN
anneprmnyeckne n nHPY3nNOHHbIE peakuunn.
Annepruyeckmne peakunm BO3HUKANN He NO3aHee
3 yacoB nocne nHdy3nn. Hekotopnblie peakunm 6bin
TAXENbIMN NN NPenCTaBAANN Yrpo3y O XN3HW.

o CoobwnTte Bpayy, ecnu y BaLlero pebeHka
nosiennacb 605b B CNHE, MbiLLLAX UK CyCTaBaXx;
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XOKeHne, OHeMeHMe U nokKanbiBaHue; 6onb B rpyou;
Kalluesb; FOJIOBOKPYXXEHNE U NOTEPSA CO3HAHUS;
yCKOpeHne, 3aMeaJiIeHne Uin HapyLleHne
cepaevyHOro pnTMa; XXap unm o3Hob;
rpunnonoaobHble CUMNTOMBI; FOJIOBHasA 60nb;
CyOopOru; OpoXb; OTEK; YYBCTBO CTECHEHUS B rpyau
NN roprie; NnogeprnBaHnUS MblLlL,; TOLLUHOTA UK
pBOTa.

CoobuwmnTe Bpayy, ecnm Bawl pebeHoK YyBCTBYET Xap

NN XON0o[A, ecnun y Hero 6nepHas, CMHIOLWHAA UK
cepas KoXa U HOrTU; YCKOPEHHOE AbiXaHune;
3aTpYyAHEHHOe AblXxaHNe; CBUCTSLLEe ObiXaHWe;
NOTNNBOCTb; runepemunsa (NpuUnnB KPOBU K NNLY); 3YA;
KPanuBHWLA; N CbIlb.

CBsaXXnTecb C BpayoM Npu NossBNEeHNN y Ballero
pebeHka BO30Y>XXAEeHHOCTN, HEPBO3HOCTU UK
6ecnokoncTBa.

CoobuwunTe Bpauy, ecnmy Bawero pebeHka ecTb
HapYyLLUeHUs CO CTOPOHbI cepaLa N Nerkux.
HapyLueHnsa co cTopoHbl cepaua unuv nerknx MoryT
ycyrybutbcs Bo BpeMa HY3UMN.
[MPOKOHCYNbTUPYNTECH C BPA4YOM.

[locne neyeHUsa c NPMMeHEHNEM 3TOro npenapaTa
OTMeYanncb O4YeHb TAXerble peakuun B BNge
HapyLeHns PYHKLNN NOYEK N KOXKHbIX peakunin. 2Tu
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peakunmn pa3BUBaNNCh Ha NPOTSXXEHUN nepuoga oT
HEeCKOJIbKMX Hepenb 0 3 NeT Noc/ie Havyana Jie4yeHus.
[P OKOHCYNbTUPYNTECH C BPA4YOM.

[1ns yero ncnonb3yeTcs 3TOT JIeKapPCTBEHHbIV NpenapaT?

e DTOT NpenapaT NPUMEHSIOT ANs nevyeHnsa 6onesHn
[Tomne.

Y10 Heobxognmo coobwmnTb Bpayy, NPEXKAE YEM mon
pebeHOK NpUMeT AaHHbIN NIeKapCTBEeHHbIN NpenapaT?

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

CoueTaHune aToro npenapaTta C HEKOTOPbIMU JieKapCcTBamMu
n 3a6oneBaHNAMU MOXET ObITb He6NMaronpuUATHO.

[MpOKOHCYNbTUPYMATECH C BPa4YOM nnu papmMaLesTom
OTHOCUTESNIbHO BCEX JIeKAaPCTBEHHbIX NPenapaTos.,
KOTOpble NPMHMMaeT Bawl pebeHokK (Kak peuenTypHbIX, Tak
nnpnobpetaembix 6e3 peuenTa, HaTypPabHbIX
npenapaTtax u BUTaMUHax), a Takxe o npobnemax c ero
3popoBbeM. BaMm Heo6xoanMo yoocToBepuTbhbCH, YTO
npueM gaHHoro npenapaTa 6e3onaceH npu 3aboneBaHunsax
BalLlero pebeHka 1 B cOMeTaHNN C APYruMu
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NleKapCTBEHHbIMU NpenapaTaMu, KOTOPbIE OH yXe
npuHuMaeT. He cnepyeT HaunHaThb, NpekpawaTb Npuem
NN U3MEHATb 003UPOBKY Kakoro-nmbo nekapCcTBeHHOro
npenapaTa, KOTOPbIN NPUHUMaET Ball pebeHok, 6e3
COrflacoBaHNSA C BPA4OM.

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

o CoobLnTe BCEM MEAULMNHCKUM paboTHUKaM,
obecneymBalOLLM MeauUnHCcKkoe obcnyXxmnBaHme
Bawero pebeHka, o ToM, 4To Baw pebeHoK npuHMMaeT
3TOT JIeKapPCTBEHHbIV NpenapaT. DTO Bpayu,
MeacecTpbl, papmaueBTbl U cTOMaTonorn Bawero
pebeHka.

e Cnepnte 3a 1eM, 4Tobbl pebeHOK Npoxoaunn aHann3bl
KpOoBU 1 apyrue nabopatopHbie aHaNN3bl B
COOTBETCTBUM C YKa3aHNAMU Bpaya.

e Ecnun Baw pebeHok 3an1aHNpOBaH Ha NpoBefeHne
aHecTe3nu, NPOKOHCYNbTUPYNTECH C BpavyoM. Y
HEeKOTOpPbIX Ntogen BO3MOXXHO NOBbILLEHNE PUCKA
HapyLUeHNN cepaeyHoro pntma v BHe3arnHonu cMepTun
n3-3a npobnem c cepauem.

Ecnun Bawa poub 6epemeHHa nnm kopmunt pebeHka rpyapblo:

¢ [NPOKOHCYNbTNPYNTECH C BPA4YOM, eC/iv Balla Ao4b
OepemMeHHa, 3abepemeHena nnm KOpMnT pebeHka
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rpyobto. Heobxognmo 6ypeTt ob6cyonThb NnpenmyLLecTsa
N PUCKN s Ballen povepu n ee pebeHka.

O kaknx nob6o4HbIX 3P PeKkTax MHe crneayeT HeMeaJieHHO
coobLiaTb nevawieMy Bpady moero pebeHka?

MPEAYNPEXXOEHWNE/NMPEOOCTEPEXEHUE: XoTtaune
pPenKux criy4asix, Ho y HEKOTOPbIX NAaLUNEHTOB NPNeM
[0aHHOr O JIeKapCTBEHHOI O NpenapaTa MOXeT Bbi3blBaTb
OYeHb cepbe3Hble, a MHOrOa N CMepPTeslbHO ONacHble
nob6oyHble 3dpPekTbl. HeMegneHHO CBAXUTECh C BPayYOM
Bawero pebeHka unn obpatutecb 3a MEAULIMHCKOWN
nomoLubto, ecnn y Bawero pebeHka nmeetcsa nio6on ns
nepeyYncneHHbIX H1Xe NPU3HaKoB NI CUMNTOMOB,
KOTOpble MOTyT ObITb CBA3aHbl C O4Y€Hb TAXEJbIM
NoOo4YHbIM 3pPeKkTOM:

¢ [Mpun3Hakm annepruyeckomn peakummn, Takme Kak cbimb,
KpanuBHMLA, 3y, NOKPaCHEeBLUAA N OTe4YHas KoxXa C
BONObIPAMN NN LLENYLLEHNEM, BO3MOXHO B COYeTaHNU
C NINXOPanKon, CBUCTSALLLee NN XpunsLuiee gbixaHue,
CTECHEHWe B rpyaun unuv roprie, 3aTpygHEHHOE AblXaHue,
rnoTaHMe UM peydb, HeobblYHAA XPUNIIOCTb, OTEYHOCTDb
B obnactu pTa, nnua, ryd, a3bika nnm ropna.

¢ [lpn3Hakn npobseM c Nnovykamuy, B T. 4. OTCYTCTBME
MOYeuncnyckaHus, usameHeHne o6 bemMa Mo4u, KPOBb B
Moue Nnbo peskuin Habop Macchbl Tena.
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e Jlio6boe n3sMeHeHne Ha KoXe.

e Opbiwka, peskuin Habop Macchl Tena UM oTek PyK nu
HOr .

e YyBCTBO KpanHen yctanocTtu unm cnabocrtn.

KakoBbl HekOoTOpble apyrme nob6o4Hble 3pPeKTbl faHHOIO
NleKapCTBEHHOro npenapaTa?

Jlo6o1 nekapCTBEHHbIN NpenapaT MOXeT NMeTb
nob6oy4Hble 3dPekTbl. OgHako y MHOruX nogen noboyHble
3¢dPekTbl NNOO HE3HaUUTENbHbIE, NGO BoObLLE
oTcyTcTBYIOT. CBSIXKMTECH C BpavyoM Bawuero pebeHka nnum
obpaTuTechb 3a MEAULMHCKON NOMOoLUblo, ecnn niobon ns
3TUX NN gpyrux nobo4Hbix appekToB becrnokonT Bawero
pebeHkKa, NN ecnn OH He NPOXoaunT:

e [lnapes unun sanop.

e HapylweHuns cHa.

[laHHbI CNNCOK BO3MOXHbIX MOOOYHbIX 3pPeKTOB He
aBnseTcsa ncyepnoiBatowmMm. Ecnmny Bac BosHnknu
BOMPOCHbI KacaTenbHO N0O60o4YHbIX 3P PekTOB, 06pPaTUTECH K
Bpayy Balwero pebeHnka. [NpoKOHCYNbTUPYNTECH C BPAa4YOM
Bawero pebeHka oTHOCUTENbHO NOB6OYHbIX 3P PeKTOB.

Bbl MOXKeTe coobLwnTb 0 pasBnTUMN No60oYHbIX 3 PEKTOB B
HaLMOHaNbHOeE yrnpaB/ieHne 30PaBOOXPaHEHNS.

Kak ny4yLue Bcero gaBaTb 3TOT IeKapPCTBEHHbIV NpenapaT?
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[aBanTe pgaHHbIN NnpenapaTt Bawemy pebeHky B
COOTBETCTBUM C NpeanucaHnamm Bpava. lNpounTtanTte BClo
npepnocTaBneHHyto Bam nupopmauuto. Ctporo cnepynre
BCEM MHCTPYKLUAM.

e DTOT NpenapaTt BBOAAT MHPY3UOHHO BHYTPUBEHHO
HenpepbIBHO B TeYEHME onpeneneHHOro BpeMeHu.

¢ [lepepn NpMeHeHEM J@aHHOIO NpenapaTa MOXHO
NPUHUMAaTb Opyrue cpeacTBa onsa npenoTBpaLleHns
no6o4HbIX 3pPeKkTOB.

Yto penatb, ecnu Mo pebeHOK NponyCcTUT NpueM 03bl
NeKapCcTBEHHOro npenapaTta?

o CBsXxutecb c Bpa4yom Bawiero pebeHka, 4Tobbl
BbIACHNTb XO4 AafibHewWmnx oencTeBumn.

Kak MHe xpaHuTb n (nnn) BbIOPOCUTL 3TOT JIeKAPCTBEHHbIN
npenapart?

e EcnuBam Heob6XxooMMO XPaHUTb 3TOT JIEKAPCTBEHHbIN
npenapaTt AOMa, y3HalTe YC/IOBUSA ero XpaHeHns y Bpa4va
BalLlero pebeHka, MegcecTpbl unu ¢papmauesTa.

O6wume cBepeHns O NeKapCTBEHHbIX NpenapaTax

e Ecnn cuMnTOMBI NN HapyLLeHNA COCTOAHNSA 300POBbS
Bawero pebeHka He yMeHbLUAIOTCS, UM OTMeYaeTcs
yXyaweHune, obpatuTech k Bpady Bawero pebeHka.
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e He pennTtecb NekapcTBOM Ballero pebeHka c gpyrumm u
He gaBanTe Ybe-NnMbo NeKapcTBO BalleMy pebeHKy.

e XpaHuTe BCe NeKapCcTBeHHble NpenapaTbl B 6e30nacHoOM
MecTe. XpaHunTe BCe NIeKapCTBEHHbIE NpenapaTbl B
MecTe, HeQOCTYNHOM 01 AeTel N AOMALLUHUX XXNBOTHbIX.

e YTUNMU3npynTe HENCNOb30BaHHbIE NIeKapPCTBEHHbIE
npenapaTbl U NpPenapaTbl C UCTEKLLINM CPOKOM
rogHocTu. He BbinnBanTe B TyaneTt Unv KaHanmsauuio
0e3 cooTBeTCTBYIOWMX YKasaHui. Ecnuy Bac ecTb
BOMNPOCbl OTHOCUTENIbHO YTUNN3aLUUN NIEKAPCTBEHHbIX
npenapaToB, NPOKOHCYNbTUPYyNTEeCh ¢ papmaueBToM. B
BalLleM permoHe MOryT 4eicTBoBaTb NPOrpPamMmbil
YyTUNN3aLUnn IeKapCTBEHHbIX NpenapaTos.

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

e EcnuBbl cunTaeTe, YTO NpounsoLlna nepeno3npoBKa
npenaparta, HeMefnJ/ieHHO NO3BOHNTE B
TOKCUKOJTOMMYECKNI LeHTP nnm obpatmTtechb 3a
MeauUUHCKOI noMoLblo. byobTe roToBbl COOOLWLNTD
NN NOKa3saTb, KAKOW NpenapaT Bbl NPUHANW, B KAKOM
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Konn4yecrtee N Korga aTto nponm3oLlso.

Ncnonb3oBaHne nHpopmaumm notpebutenem u
orpaHu4YeHne oTBETCTBEHHOCTMU

JT1a 06061 eHHas nHPopPMaL s BKIOYAET KpaTKkme
cBeleHNs 0 AnarHose, ne4YeHnumn u/unmn neKapCcTBeHHOM
npenapate. OHa He aBnaeTCca BCeobbeMnoLwmnm
NCTOYHNKOM AaHHbIX 1 0OJKHA UCNOJIb30BaTbCS B
KayecTBe NMHCTPYMEHTa, NOMOoraloLlero nosib3oBaTesio
NOHATb N (MNN) OUEHNTb NOTEeHUNaNbHble BapUaHThI
amarHocTtukuy v nevyeHud. OHa HE BkniovaeT B ceb4 BClo
NHPOPMaLNIO O COCTOAHUAX, METOOAX NIeYeHns,
nekapcTBax, No6o4HbIX 3ddeKkTax unm pnckax, KoTopble
MOryT OTHOCUTbCSA K KOHKpeTHOMY nauneHTy. OHa He
[0O/IKHA CYNTATbCA MeQULIMHCKOW KOHCYNbTaunen nnm
3aMeHOoN MeANUNHCKON KOHCYNbTaunmn, ANarHOCTUKU Unu
fie4yeHuns, NpenoCcTaBseMblX BPa4YOM Ha OCHOBe
BpayebHoro o6cnegoBaHnNa U OLEHKN KOHKPETHbIX U
YHUMKaNbHbIX 06CcTOATENbCTB NauneHTa. [NayneHTnbl
OOJIXKHbI MPOKOHCYNbTUPOBATbLCS C BPa4oM /19 NoJfly4eHus
NoNHON MHPOPMaLMN O CBOEM 300POBbE, MEAULIMHCKNX
BOMPOCaXxX 1 BapunaHTax JiedeHus, Bko4Yas niobbie puckun
NN NPEeNMyLLLIeCTBa B OTHOLLEHUN NCNOJIb30BaHUS
nekapcTB. [laHHas nHpopMaumns He ABNAETCSA rapaHTuen
TOro, 4TO BUA NevYeHns Un iekapCcTBEHHbIN npenapaT
6e3onaceH, 3dpPekTruBeH unu ogobpeH ana nevyeHus

9/M



KOHKpeTHbIX nauyneHToB. [peanpuatue UpToDate, Inc. n
ero gpovepHue NnpeanpusaTns oTkasbiBaloTCs OT Nob6bIX
rapaHTun nnm ob69a3aTenbCcTB, CBA3aHHbIX C 3TOMN
nHpopmaumnen nnn ee ncrnonbaosanHmem. MicnonbzosaHmne
3TON NHpOopPMaUnK perynmpyertcsa Ycnoesmuamm
NCMosib30BaHUS, NPeaCcTaBleHHbIMN Ha BeO-CTpaHuLe
https://www.wolterskluwer.com/en/know/clinical-
effectiveness-terms.

[aTa nocnepHero nepecMoTpa
2024-04-16

ABTOpCKOEe nNpaBo
© UpToDate, Inc. u ee adppunnmnpoBaHHble KOMNAHUN N/UNK
nuuensunapsbl, 2026. Bce npaBa 3aLuLLEHbI.
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Ecnny Bac ectb BONpOChI U onaceHunsl, NO3BOHNTE
CBOEMY MeanLNHCKOMY coTpyaHuky. Cneunannct
BalLLen neyvyawien KoMaHabl OTBETUT Ha 3BOHOK C
noHepenbHuka no naTHuuy ¢ 9:00 po 17:00 B gpyroe
BpeMS Bbl MOXKeTe OCTaBNTb cCOOOLLeHnE nnu
noroBopuTb C gpyrum Bpadom LeHTpa MSK. Bbl Bcerga
MOXeTe CBA3aTbCA C AEXYPHbIM BPayYoM 1in
mepcecTpoin/mepbpaTom. Ecnu Bbl He 3HaeTe, Kak
CBSA3aTbCS CO CBOUM MeANLUNHCKUM COTPYAHUKOM,
No3BOHUTE No HoMepy 212-639-2000.

[ononHnTenbHyo NHPOPMaALUIO CM. B HaLLIEN
BUpPTYyanbHOM bubnuoTteke Ha cannTe www.mskcc.org/pe.
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