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OBPA3OBATEJIbHbIE MATEPUAJIbI OJ14 NMALUNEHTOB U
YXAXUBAKOLWNX 3A HUMK TN

Agalsidase Beta

IDTOT OOKYMeHT, npepocTaBneHHbinn 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.

b

Toprosble HanmeHoBaHus: CLLIA
Fabrazyme

Toprosble HauMeHoBaHuA: KaHaga
Fabrazyme
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[MpepynpexpeHune

o [lpu NnpMeHeHNN gaHHOI O NpenapaTa BO3HUKaNN
TAXenble annepruveckue peakunn. lHorga oHm
HOCWUW YT POXXAIOLLNI XXU3HN XapaKTep. DTO
NPONCXOAWNO N Ha PaHHEN CTagun NevYeHuns, N nocne
ONuTenbHoro nevyeHus. HemegneHHo coobwunTte
Bppa4y, ecnn y Bawuero pebeHka nosaBuiach Cbinb,
KpanuBHWLA, 3y4, 3aTPYAHEHHOE AblXaHne Nnn
rnoTaHune, oTek pTa, nuua, ryb, a3bika nnm ropna.
CoobwuTe Bpauy, ecnu Bawl pebeHoK ncnbiTbiBaeT
©6onb B rpyan; runepeMunto; 3afoXXeHHOCTb HOCa;
TOLLUHOTY UK PBOTY; NPN3HAKN BbICOKOIO NN
MOHMXXEHHOI O KPOBSAHOI O AaBJIeHUS, Takme Kak
roOJIOBOKPY>XXeHMe unu ronoBHasa 6onb, o6MopoK nnu
HapyLleHune 3peHuns; nunm nobole gpyrue
HeXenaTenbHble 3¢ PeKThI.

[1nqa yero ncnonb3yeTcs 3TOT JIeKapPCTBEHHbIN NpenapaT?
e [MpumeHsaeTca ana nevyeHnsa 6onesHn Pabpu.

Y10 Heobxoagnmo coobwmnTb Bpayy, NPEXKAE YEM mon
pebeHOK NPUMeT AaHHbIN IeKapCTBEHHbIN NpenapaT?

e Ecnny Bawero pebeHka anneprnsa Ha gaHHbIA Npenapar,
nobble ero cocraensawoLme, gpyrue npenapaThl,
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npoaykKTbl NuTaHus unu sewectea. Coobwmnte Bpady ob
anneprumn o ToM, Kak oHa NposABNANach y pedbeHka.

CoueTaHune aTOro npenaparta C HEKOTOPbIMU NlIeKapCTBaMu
n 3aboneBaHNAMN MOXeT ObITb HE6NMaronpuUATHO.

[MPOKOHCYNbTUPYNTECH C BPpa4yoMm nnu ¢papmauesTom
OTHOCUTEJIbHO 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 yooCcToBEpPUTHLCS, YTO
npueM gaHHoro npenapaTa 6e3onaceH npuv 3aboneBaHnsax
BalLlero pebeHkKa 1 B cOMeTaHNN C APYruMun
NleKapCTBEHHbIMU NpenapaTaMu, KOTOPbIE OH yXe
npuHuMaeT. He cnepyeTt HaunHaTb, 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
pebeHOK NPMHMMaeT AaHHbIV NpenapaTt?

o CoobLnTe BCEM MEAULMHCKUM paboTHUKaM,
obecneymBalOLLM MeauUnHCKoe obcnyXmnBaHmne
Bawero pebeHka, o ToM, 4To Baw pebeHoK npuHUMaeT
3TOT JIeKapPCTBEHHbIV NpenapaT. DTO Bpayu,
MeacecTpbl, papmaueBTbl U cTOMaTonorn Bawero
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pebeHka.

e Cnepnte 3a 1eM, 4Tobbl pebeHOoK NpoXxoaunn aHann3bl
KpOoBU 1 apyrue nabopatopHbie aHaNn3bl B
COOTBETCTBUMN C YKa3aHNAMU Bpaya.

Ecnun Bawa poub 6epemeHHa nnm kopmunt pebeHka rpyablo:

¢ [MPOKOHCYNbTNPYNTECH C BPA4YOM, eC/iv Balla Ao4b
OepemMeHHa, 3abepemeHena nnm KopMnT pebeHka
rpyobto. Heobxopgnumo 6ypet o6cygnTh npenmyLLecTea
N PNCKN ONs Bawen goyvepun u ee pebeHka.

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

MPEOYNPEXOEHWNE/MPEOOCTEPEXEHWUE: XoTtaue
pPenkKnx cny4vasx, HoO y HEKOTOPbIX NaUMEHTOB NPUeM
[OAHHOr O JieKapCTBEHHOr O NpenapaTa MOXeT Bbi3blBaTb
O4YeHb Cepbe3Hble, a UHOrOa U CMepPTeNIbHO ONacHble
nob6oy4Hble 3dpPekTbl. HemepneHHO cBAXNTECH C Bpa4YoOM
Bawero pebeHka unn obpatutecb 3a MEAULIMHCKOWN
nomoLubto, ecnn y Bawero pebeHka nmeetcsa niobon ns
NepeYvYnCcrieHHbIX HUXXe MPU3HAKOB NN CUMIMTOMOB,
KOTOpPble MOryT ObITb CBA3aHbl C O4YeHb TAXEbIM
no6o4HbIM 3P PeKkTOM:

e [lpu3Hakn annepruyeckomn peakumm, Takme Kak cbinb,
KpanuBHMLUA, 3y, NOKpPaCHeBLUAsA N OTeYyHas KoxXa C
BONObIPAMN NN LWLeNyLeHneM, BO3MOXHO B COMeTaHnu
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C NINXOPanKon, CBUCTSALLLee NN XpunsLuliee gbixaHue,
CTECHEHWe B rpyaun unuv roprie, 3aTpyaHEHHOE AblXaHue,
rnoTaHMe UM pedb, HeobblYHAA XPUNIIOCTb, OTEYHOCTDb
B obnactu pTa, nnua, ryd, a3bika nnm ropna.

e 3BOH B yLLax, NOTeps ciiyxa nnm Kkakue-nnbo gpyrue
N3MEHEeHNs ciyxa.

e [lenpeccus.

e [lpn npuMeHeHNN 3TOro NnpenapaTta Habnoganuco
NHPY3NOHHbIe peakuun. lHorga oHn MoryT ObITb
TaXenbiMn. HemepneHHo coobLnTe Bpady, ecnmy
Bawlero pebeHka BO3HUNKI10 HEOObIYHOE YYBCTBO
XOKEeHUS, OHeMeHue Nnmn nokanbiBaHne; 6onb B rpyau;
y4alleHHOe U 3aMeasieHHoe cepauebuenne;
OLLYLLEHMe Xapa U XoNo[a; COHNNBOCTDb; NMMXopaakKa
NN 03HOO; rmnepemMuns; pnapes; MboillevyHasa 6onb unu
cnabocTtb; 60b B pyKax UM HOrax; oAabiLLKa; MPU3HaKK
BbICOKOIO UM HN3KOIO apTepunaiibHOro AaBneHuns,
Takue Kak rofIoBOKPY>XXeHne Ui roioBHas 6onb,
NOTEPSA CO3HAHUA NN HapyLleHue 3peHunsd; 6onb B
XXNBOTE; 3a/1I0XKEHHOCTb HOCA; OTEK PYK U HOT,;
CTeCHeHNe B ropJie; yCTaloCTb; TOLWHOTA WX PBOTA;
nnn gpyrmne apPekTbl BO BpeMa NHPy3uu.

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

IMio6oi nekapCcTBEHHbIN NpenapaT MOXeT NMeTb
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nob6oy4Hble 3dpPekTbl. OgHako y MHOruX nogen noboyHble
3¢dPekTbl NNOO He3HaUUTENbHbIE, NGO BOoObLLE
oTcyTcTBYIOT. CBSIXKMTECH C BpavyoMm Bawuero pebeHka nnum
obpaTuTech 3a MEAULMHCKON NOMOoLLUblo, ecnn niodon ns
3TUX NN gpyrux nobo4Hbix appekToB becrnokont Bawero
pebeHkKa, NN ecnn OH He NPOXoOunT:

e [lpn3Haku NpocTyabl.
e bonn e cnuHe.

e TpeBOXHOCTb.

e MbiLLeYHbIN Cnasm.

e [lepLieHune B ropne.

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

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

Kak ny4ywie Bcero gaBaTb 3TOT NIeKapCTBEHHbIV NnpenapaT?
[aBanTe pgaHHbIN NnpenapaTt Bawemy pebeHky B
COOTBETCTBUM C NpeanncaHnamm spada. lNpoyntante Bcio
npepnocTtasneHHyto Bam nHpopmauuto. Ctporo cnepynite
BCEM UHCTPYKLUUSAM.
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e DTOT NnpenapaT BBOAAT MHPY3NOHHO BHYTPUBEHHO
HenpepbIBHO B TeYeHne onpeaeneHHoOro BpeMeHu.

e [lepen npuMeHeHNEM fAaHHOI O NpenapaTa MOXHO
NPUHMMaTb OpYyrue cpeacTsea Ois npenoTBpPaLLeHns
NoOo4YHbIX 3¢pPeKTOB.

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

o CBsixkntecb c Bpa4yoMm Bawlero pebeHka, 4Tobbl
BbISICHUTb X0 AanbHenwWwmnx oencTtBun.

Kak MHe xpaHuTb 1 (Mnn) BbIBPOCUTb 3TOT JIEKAPCTBEHHDIN
npenapar?

e EcnvuBam He0ob6X0oMMO XPaHUTb 3TOT JIEKAPCTBEHHbIN
npenapaTt 4OMa, y3HalTe YC/IOBUS ero XpaHeHnsa y Bpa4a
Bawlero pebeHka, MegcecTpbl unu ¢papmaueBTa.

O6wume cBegeHMs O IeKapCTBEHHbIX NpenapaTax

e Ecnn cuMnTOMBI NN HapyLLUEHNSA COCTOSIHUSA 3[4,0POBbS
Balwlero pebeHka He yMeHbLLAOTCS, U OTMeYaeTcs
yXyaLwleHune, obpatunTtecsk K Bpa4dy Bawlero pebeHka.

e He penntecb nekapcTBoM Bawlero pebeHka c gpyrumm n
He gaBanTe Ybe-nNmbo nekapcTBO BalleMy pebeHky.

e XpaHunTe BCe NNeKapCTBeHHbIe NpenapaTbl B 6e3onacHoM
MecTe. XpaHUTe BCe NNIeKapCTBEHHbIE NpenapaThbl B
MecTe, He[OCTYNHOM ANSA AeTen U AOMALUHUX XXUBOTHbIX.
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e YTUNMU3npynTe HENCNONb30OBaHHbIE NIeKapPCTBEHHbIE
npenapaTbl U NpPenapaTbl C UCTEKLLINM CPOKOM
rogHocTu. He BbinnBanTe B TyaneT Unv KaHanusauuio
6e3 cooTBeTCTBYOLWMX YKa3aHUi. Ecnny Bac ecTb
BOMPOCbI OTHOCUTENbHO YTUNN3aLUun NeKapPCTBEHHbIX
npenapaToB, NPOKOHCYNbTUPYynTech ¢ papmaueBToM. B
BalLleM pervoHe MOryT 4eficTBoBaThb NPOrpPaMmbl
YyTUNN3aLUMn IeKapCTBEHHbIX NpenapaTos.

e K HEKOTOPbIM NleKapCTBEHHbIM NpenapaTaM 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 gpyrum paboTHUKOM
34paBOOXpaHeHus.

e EcnuBbl cunTaeTe, YTO NpounsoLlna nepeno3npoBKa
npenapaTa, HeMenJ/ieHHO NO3BOHNTE B
TOKCUKONOTrMYeCcKnin LeHTp nnn obpatntecs 3a
MeauUNHCKOI noMoLblo. byobTe roToBbl COOOLWLNTD
NN NOKa3saTb, KAKOW NpenapaT Bbl NPUHANW, B KAKOM
KONM4ecTBe N Korga 3To Npou3oLursio.

Ncnonb3oBaHne nHpopmaumm notpebutenem u
orpaHuyeHne oTBETCTBEHHOCTMU

JTa 0606LeHHas nHPopMaumsa BKIIOYaET KpaTkue
cBeleHNs 0 AnarHose, nevYeHnm u/unn neKapCcTBeHHOM
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npenapate. OHa He aBnaeTCcs BCeobbeMnoLnMm
NCTOYHNKOM AaHHbIX U O OJIKHA NCMOJIb30BAaTbCA B
KayeCcTBe MHCTPYMeHTa, MOMOraloLLero nosib3oBaTesnio
NOHATb N (M) OLEHUTb NOTEHLUMANbHbIe BapNaHTbI
anarHoctunku u nevyeHus. OHa HE BknioyaeT B cebs BClo
NHPOPMALMIO O COCTOAHUAX, METOAAX JIeYeHNUS,
nekapcTBax, No6ou4HbIX 3pPeKkTax unm puckax, KoTopble
MOIyT OTHOCUTbCSA K KOHKPeTHOMY nauneHTy. OHa He
OOJKHA CYNTATbCA MeQULMNHCKOW KOHCYNbTauuen nnm
3aMeHON MeanNLMHCKON KOHCYbTaunu, QUarHOCTUKN NN
rieyeHuns, NpegoCcTaBNsgeMbIX BPAa4OM Ha OCHOBE
Bpa4yebHoro o6cnepgoBaHns N OLEHKU KOHKPETHbIX U
YHUKaNbHbIX 06cTOATENbCTB NauneHTa. MauneHThbl
OOJIKHbI MPOKOHCYJIbTUPOBATbLCSA C BPa4YoM AJ1s NONy4YeHuns
NONIHOW MHPOPMaLN O CBOEM 300POBbE, MEAUNLMHCKNX
BOMPOCAax U BapunaHTax fnevyeHuns, Bknto4asa nobdblie pncku
NN NPEeNMyLLLECTBA B OTHOLLEHUN NCMOJIb30BaHUS
nekapcTB. [laHHasa MHPOopMaLUsa He aBNSeTCsA rapaHTnen
TOro, YTO BUf Ie4YeHNSA NN NEeKapCTBEHHbIN NpenapaT
6e3onaceH, apdpekTneeH 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 ncrnonbaosanHmem. MicnonbzosaHmne
3TON NHpOopPMaUnK perynmpyertcsa Ycnoesmuamm
NCMosib30BaHUS, NPenCcTaBleHHbIMN Ha BeO-CcTpaHuLe
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https://www.wolterskluwer.com/en/know/clinical-
effectiveness-terms.

[aTa nocnepHero nepecMoTpa
2024-07-22

ABTOpCKOEe nNpaBo

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

nuueHsnapbl, 2026. Bce npaBa 3aLuLLEHbI.

Ecnny Bac ecTb BONpOChI U onaceHunsl, NO3BOHNTE
CBOEMY MeanLNHCKOMY coTpyaHuky. Cneunannct
BalLLen neyvyawie KoMaHabl OTBETUT Ha 3BOHOK C
noHepenbHuka no natHuuy ¢ 9:00 no 17:00 B gpyroe
BpeMS Bbl MOXKeTe OCTaBNTb cCOOOLLeHnE nnu
NOroBOPUTb C Apyrum Bpayvom ueHTpa MSK. Bbl Bcerpga
MOXeTe CBA3aTbCA C AeXYPHbIM BPayYoM Nn
meacecTpoin/mepbpaTom. Ecnu Bbl He 3HaeTe, Kak
CBSA3aTbCS CO CBOUM MeANLUHCKUM COTPYAHUKOM,
No3BOHUTE No HoMepy 212-639-2000.

[ononHnTenbHyo NHPOPMaALUIO CM. B HaLLIEN

BUpPTYanbHOM bubnuoTteke Ha cannTe www.mskcc.org/pe.

Agalsidase Beta - Last updated on December 12,2022
Bce npaBa 3awmiieHbl n npnHagnexaTt Memorial Sloan Kettering
Cancer Center
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