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OBPA3OBATEJIbHbIE MATEPWAJIbI OJ1 MAUWEHTOB U
YXAXKNBAKOLWNX 3A HAMW NTNL,

Agalsidase Beta

OTOT OOKYMEHT, IpeagocTaBlIeHHbIn Lexicomp®,
COOEPKUT BCIO HEOOXOOAMMYI0 HHHOPMAIIUIO O
IIperapare, BKiI4Yas IoKa3aHusa, CI0Cco0 IIPpUMEHEeHUSI,
1mo004YHbIE 3DPEKTHI U CIIydau, IPU KOTOPBIX
Heo0X0OuMO CBSI3aThCS C BAIlIUM IIOCTABIIUKOM
MEOUIIMHCKUX YCIIYT.

ToproBble HamMeHoBaHusA: CLLUA
Fabrazyme

Toproeble HaMuMeHOBaHuA: KaHapa
Fabrazyme
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NMpepynpexpeHue

e [Ipu IpuMeHEHNHU JaHHOTO IIpenapaTa BO3HUKAIN
TsIZKeJIble aJIJIeprudeckKre peakiinu. MHorga oHU
HOCUJIA YI'POZKAIIINK XKU3HU XapaKTep. ITO
IIPOMCXOOMNJIO U HAa PAaHHEHN CTAaOuU JIeYeHUusI, U
II0CJIe OJINTEJIbHOTO JledeHusa. HemenineHHO
CcoOOLINTE Bpady, €C/IM y Ballero pebeHKa
IIOSIBUJIACH CHIIlb, KPAIMBHUIIA, 3y, 3aTPYOHEHHOE
ObIXaHWEe WJIH TJIOTaHHe, OTEK pTa, JIuIia, I'yo,
si3bIKa nuu ropiaa. CoobmuTe Bpady, €CJIx Balll
pPeOEeHOK UCHBITEIBAET O0JIb B IPYOM; TUIIEPEMUIO;
3aJI02KEHHOCTh HOCA; TOIIHOTY MJIN PBOTY;
IIPU3HAKK BEICOKOTO WJIM MOHUXKEHHOTO KPOBSIHOTO
OaBJIEHU S, TaKHe KaK I'OJIOBOKPYXKEHHNE UJIU
roJjioBHasi 0071b, OOMOPOK MJIN HapyIIIeHNe 3PEeHNs;
1JIN JII00OBIe OpyTHue HexKejaTelbHble 3(phEeKTHI.

Ona 4ero ucnosib3yeTcs 3TOT JIEKAPCTBEHHbLIN
npenapart?

e [IpuMeHsieTcs O nedeHus 6one3nu Padpu.

Y10 HeoOXOAMMO coobWUTL Bpauy, MPEXXIAE YHEM
MOMN pebeHOK NpuMeT AAaHHbIN JIeKAPCTBEHHbIN
npenapart?

e Ecnu y Balrero pebeHKa ajjleprus Ha JaHHBIN
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IIpernapar, Ji00ble ero COCTaBIISIONINe, OIPyTrue
IpenaparThl, IPOAYKTHI IINTAaHUS UK BeIlecTBa.
CooOmmTe Bpady 00 aJlyIEPTUH M O TOM, KaK OHa
IIPOSIBJISIIach y peOeHKa.

CodyeTaHue 3TOrO IIpernapara C HEKOTOPbIMU
JIeKapCTBaMHU 1 3a00JIeBaHUSIMU MOXKET OBITh
HeOJIaronpusiTHO.

[TPOKOHCYIBTUPYUTECH C BpayoM HJIH (hapMalleBTOM
OTHOCHUTEJIFHO BCEX JIeKapCTBEHHLIX IIPerapaTos,
KOTOphIE€ IIPUHUMAET Balll pe6eHOK (KaK pelelTyPHHIX,
TaK 1 IpuoOpeTaeMbIX 0e3 pellenTa, HaTypaJbHBIX
IIpernapaTax ¥ BUTaMMHax), a TakKXKe o ImpobjeMax C ero
300poBheM. BaM HEOOXOOMMO YOIOCTOBEPUTHCS, UTO
IIpKreM JaHHOTO IpemnapaTra 0e30IIaceH IIpHu
3a00JIeBaHUSIX Balllero pebeHKa 1 B COUYEeTaHUU C
OPYTUMH JIeKapPCTBEHHLIMH IIpeliapaTaMi, KOTOpPhIe OH
y2Ke npuHuMaeT. He ciegyeT HauMHATH, IIPpEeKpaniaTh
IIPpHeM UK U3MEHSATh JO3UPOBKY KaKOIr0-JIn0o0
JIEKAPCTBEHHOTO IIpelapaTa, KOTOPLIM IPUHUMAaeT Balll
pebeHOoK, 0e3 CorjIacoBaHUsI C BpadyoM.

YTO MHe HeobxoaAuMO 3HaTb UM AenaTb, NoKa MOM
pebeHOK NpMHMMaeT OaHHbIM Npenapar?

e Coo00O1IMTE BCEM MEOUIIMHCKUM PabOTHUKAM,
oOecreynBaloOIUM MeOUuIIMHCKOe 00CIyKuBaHUe
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Bamrero pebeHka, o ToM, 4TO Bain pebeHOK
IIPUHUMAET 3TOT JIEKAPCTBEHHLIU IIperapar. ITO
Bpa4l, MeOCeCTPH], (apMalleBTLI 1 CTOMATOJIOTH
Bamiero pebeHka.

e CrieguTte 3a TeM, YTOOBI PeOEHOK IIPOXOAUNII aHAIU3EI
KPOBHU U OpPyrue j1adbopaTOpHbIe aHAIN3EI B
COOTBETCTBUMU C YKa3aHUSIMHU Bpaya.

Ecnu Bawa po4b OepeMeHHa nam KOpMuT pebeHka
rpyablo:

e [IPOKOHCYNIbTUPYUTECH C BPAYOM, €CJIM Ballla J0Yb
OepeMeHHa, 3a0epeMeHesia UJIN KOPMUT pebeHKa
rpynobio. Heobxomumo OymeT oOCyauTh IIPENMYINeCTBa
1 PHUCKMU [JIs Ballled modYepu u ee pebeHKa.

O Kakux nodo4HbIX 3¢pPpeKTax MHe cnepyer
HeMepnJIeHHO coo0LwaTh sieYyawemy Bpavyy Moero
pebeHka?

INPEOYIIPE2KITEHUE/IIPENJOCTEPE2KEHMUE: XoT4
1 B PEeOKUX CIIy4Yasax, HO Y HEKOTOPHIX IIAllI€HTOB IIPHUEM
OAHHOI'O JIEKapCTBEHHOTO IIpenapaTa MOXKeT BBI3LIBATH
O4YeHb CEepPhe3HbIe, a NHOI'Ma U CMEPTEJIbHO OIIaCHBIE
1mob6ouHbIe 3dPekThl. HeMenneHHO CBIXKUTECH C BpadyOM
Bamiero pebeHkKa Ui oOpaTUTECh 3a MEOUIIMHCKOU
IIOMOIIBIO, ecyid y Bamiero pebeHka nMeeTcs I1000i U3
IIepedYmnCIIeHHLIX HUKe ITPU3HAKOB UJIN CUMIITOMOB,
KOTOPEIE MOTYT OBITH CBSI3aHBI C OYEHb TSIKEJIbIM
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IT0O0YHHEIM 3 PeKTOM:

e [Iprv3HaKM anIepruyeckKkon peaklny, TaKrue KaK ChIIb,
KpalnuBHUIIA, 3y, MIOKPAaCHEBIIIasad U OTe4YHasa Koxa C
BOJIOLIPSIMU UJIM LIEJyIIIeHHeM, BO3MOXKHO B
COYeTaHMWH C JINXOPaaKOHu, CBUCTHIIIEE UIN XPUIISAIIee
ObIXaHNEe, CTECHEHNE B I'PyOUN UJIU ropJie,
3aTPYOHEHHOE ObIXxaHue, I'JIOTaHue UJIN Peyb,
HeOOBIYHas XPUIJIOCTh, OTEYHOCTHL B 00JIaCTH PTa,
nuia, ryo, ss3blKa UJIU ropJia.

e 3BOH B yIIax, IIOTEPS CJIyXa UM KaKue-Indo Opyrue
M3MEeHEeHUs CIIyxa.

e Jlempeccus.

e [Ipu mpuMeHEHHHU 3TOT0 IIpernapaTa HabIooalnuch
MH(PY3NOHHLIE peaKnu. MHOrma oHU MOTYT OBITh
Tsi2KeqnbIMu. HeMenineHHO cooOmuTe Bpady, €CIu Y
BaIllero pedeHkKa BO3HUKIIO HEOOLIYHOE YyBCTBO
XK2KEeHHS, OHEMEHNE UJIU IT0KaJlbiBaHue; 00JIb B IPYOU;
y4allleHHOE UJIN 3aMe[JIieHHOe cepaleOneHne;
OLIYIIIEHHE 2Kapa WUJIX X0JI0da; COHJINBOCTh; INXOpaaKa
NN 03HOO; runepeMus; guapes; MblllledHasi 00JIb UJIU
caboCcTh; 00JIb B PyKaxX MJIM HOTaX; OOBIIIKA;
IIPU3HAKH BLEICOKOI'O MJINM HU3KOTO0 apTePUaIbHOI'O
OaBJIEHHUS, TaKMe KaK IOJIOBOKPY2KEHUEe MIN IOJI0OBHAs
00JIb, IIOTEPS CO3HAHUS UIN HapylleHue 3peHus; 00/b
B JKMBOTE; 3aJI0ZKEHHOCTh HOCA; OTEK PYK WUJIH HOT;

5/11



CTEeCHEeHMeE B ropJie; YyCTalIOCTh; TOIIIHOTA UJIU PBOTA;
Uy apyrue sp@PeKkTsl BO BpeMsa HHPY3IUU.

KakoBbl HeKoTopbie apyrue nobouHsbie 3¢ pekTbl
AAHHOrO JleKapCTBEHHOro npenaparta?

JI:0001 TeKapCTBEHHBIM IperapaT MOXKeT UMETh
1mo0ouHbIe 3QPekThl. OTHAKO Y MHOTHUX JTIOOeM IOO0YHEIE
3¢ dekTrl MO0 He3HAUYUTENbHEIE, TN00 BOOOIIE
OTCYTCTBYIOT. CBSIXKUTECH C BpadyoM Bailmero pebeHkKa
11U 00PaTUTECh 3a MEOUIIMHCKOM IIOMOIIBIO, €CJIU
JTI000H M3 3TUX UM OPYTrux M000YHBIX 3(P(HEKTOB
OecriokouT Bariero pebeHka, UJIM €CJIM OH He IPOXOOUT:

o [Ipu3HaKMU MPOCTYOHI.

e bomnu B ciuHe.

TPEeBOXKHOCTE.

MGuITTIeYHbIU CIIa3M.

e [lepiienue B ropie.

ITaHHBIM CONCOK BO3MOIXKHEIX TOO0OYHEIX 3)(PEKTOB HE
SIBJISETCHA UcUepnbiBawIiuM. Ecnu y Bac BO3HUKIIHN
BOIIPOCHI KacaTeJIbHO MOOO0YHEIX 3p(PEKTOB, 0OpaTUTECH K
Bpauy Baimero pebeHka. IIpOKOHCYJIBTUPYUTECH C
Bpa4yoM Baiirero pebeHka OTHOCUTEJIbHO MOOOYHEIX

3¢ (PeKTOB.

BiI MozkeTe COOOIINUTh O PA3BUTHHU ITOO0YHBIX 3(hPEKTOB
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B HAIlMOHAJIbHOE YIIPaBJIeHNE 30PaBOOXPaHEeHUs].

Kak ny4uwle Bcero aaBaThb 3TOT JIeKapPCTBEHHbIN
npenapart?

IlaBaliTe maHHLIN IpenapaT Bamemy peOeHKY B
COOTBETCTBUHU C IIpeOnnucaHnusaMu Bpada. [Ipouutante
BCIO IIpeaoCTaBiieHHy0 Bam nHpopmalinwo. CTporo
CJIeOyUTEe BCEM MHCTPYKIIUSAM.

e OTOT IIpenapart BBOASAT UHPY3MOHHO BHYTPUBEHHO
HEMPEPLIBHO B TEYEHME OIIPENEeIeHHOTO BpEMEHH.

e [lepen npuMeHEeHHEM JAaHHOTO IIpernapaTra MOXXHO
IIPUHUMATh OPYTHEe CPEeACTBa OJisi IpeaoTBPalleHU
IOOOYHEBIX 3P PHEKTOB.

Y10 penartb, ecnu Mon pebeHOK NponycTUT Npuem
0,03bl JIeKapCTBEHHOro npenaparta?

e CBsIKHTECH C BpadyoM Baimero pebeHka, 4YTOOHI
BBISICHUTH XOO DAJIbHEUINTUX NEeUCTBUHA.

Kak MHe XpaHuTb 1 (nnm) BbIOpOCUTDb 3TOT
JieKapCTBEHHbIA nNpenaparT?

e Eciiu BaM HEOOXOOMMO XPaHUTh 3TOT JIEKAPCTBEHHBIMN
rpernapar goMa, y3HauTe YCIIOBUA €r0 XpaHEeHUus y
Bpada Ballero pebeHkKa, MeoceCcTphl Ui papMalleBTa.

OO e cBeaeHUsa O JyieKapCTBeHHbIX NpenapaTax

7/11



e Ecniy CUMIITOMBI UJIX HAPYIIIEHUSI COCTOSTHUSI 3TOPOBDS
Bariero pebeHka He YMEHbINIAIOTCS, NI OTMEeYaeTCs
yXynIiieHue, oOpaTUTeCch K Bpauy Bamiero pebeHka.

e He menuTtech meKapCTBOM Balllero pebeHKa C OPyTrUMU
1 He JaBalTe 4be-Iu00 JIeKapCTBO BallleMy pPeOeHKY.

e XpaHUTe BCe JIeKapCTBEHHBIE IIpernapaThl B
O0e30mmacHOM MecTe. XpaHUTe BCe JIeKapCTBEHHBIE
IIperapaTsl B MecTe, HeJOCTYIIHOM [JIs JeTeln U
OOMAIITHUX XKMBOTHBIX.

e YTUIHN3UPYNUTE HEUCIOJIb30BaHHBIE JIEKapPCTBEHHEIE
IIpernapaThl UK IIpenapaThl C UCTEKIIUM CPOKOM
rogHocTH. He BeITMBaMTe B TyajleT UK KaHaInu3allluio
0e3 COOTBETCTBYIOIIUX YKa3aHuM. Eciii vy Bac ecThb
BOIIPOCHI OTHOCUTEILHO YTUIN3AIINH JIEKaPCTBEHHBIX
IIperapaToB, IIPOKOHCYILTUPYUTECH C (DapMalleBTOM.
B BallleM permoHe MOTYT IeMCTBOBAThL IIPOTrPaMMEI
YTUJIM3aIIUY JIeKapPCTBEHHBIX IIperapaTos.

e K HEKOTOPHEIM JIEKAQPCTBEHHEIM IIpernaparaM MOTYT
IpUIaraThCAa Opyrue vHQPOpMallMOHHbBIE IUCTKU OJIA
namnueHnTa. Eciu y Bac eCcTh BOIIPOCH], Kacalllnecs
OAaHHOTIO JIEKapCTBEHHOI'O IIpemnapara,
IIPOKOHCYNIbTUPYUTECH C BpauyoM Bamrero pebeHka,
MeOcecTpou, ¢papMalleBTOM UK OAPYTUM PaOOTHUKOM
30PaBOOXPaHEeHUs.

8/11



e Eciu BB cumTaeTe, 4TO IIPOMU30IIIa Iepego3npoBKa
Ipernapara, HeMeaJeHHO II03BOHUTE B
TOKCHUKOJIOTHYECKUM IIeHTP UJIK 00paTUTECh 3a
MEeIUITMHCKOM IIOMOIIbI0. BynbTe roToBhl COOOIIUTD
1JIN TI0Ka3aTh, KaKol IperapaT Bhl IPUHSIIN, B KAKOM
KOJINYEeCTBe 1 KOTa 3TO IPON3O0IIJIO.

Ucnonb3oBaHue uHdopMmauum notpedburtenem um
OorpaHu4YeHuMe OTBeTCTBEHHOCTHM

9Ta 00001IeHHasa nHGopMalusa BKIl0o4aeT KpaTKHe
CBeIEeHHS O JuarHo3e, JIeYeHUHU /NN JIEKapCTBEHHOM
nnpemnapare. OHa He SBISIETCS BCeOOBEMITIONINM
NCTOYHUKOM JAHHBIX M JOJI2KHA MCIIOJIb30BAThHCS B
KadeCTBe HHCTPYMEHTA, IIOMOTaIOIIEero II0JIb30BaTEIII0
IIOHATH U (MJIN) OLIEHUTH IIOTEeHIIMaJIbHbIe BapHUAHTEHI
nuarHocTuku u jedenus. OHa HE BkirodaeT B ceds BCIO
MH(MOPMAIINIO O COCTOSHHUSAX, METOOAaX JIeYdeHHs,
JIeKapCTBaX, IIOO0OYHEIX 3(pdheKTax uian puckax, KOTOpPhIE
MOTYT OTHOCUTBLCS K KOHKPeTHOMY mamnueHTy. OHa He
OOJI2KHA CYUTAThCS MEeOUIIMHCKOM KOHCYJIbTalluen UK
3aMEeHOU MEeOUIIMHCKON KOHCYJIbTallu¥, OUarHOCTUKU
N JIeYeHHUs, IPegoCTaBIsIeMbIX BpadOM Ha OCHOBE
Bpa4yeOHOro o0ciIenoBaHusI U OIIEHKH KOHKPETHBIX U
YVHUKAJIbHEIX OOCTOSITENILCTB HaleHTa. [1aiiieH T
OOJI2KHBI TPOKOHCYIBTUPOBATHCA C BpauoOM [OJI
IIOJIy4EeHU s IIOTHOU MH(OPMAaIU! 0 CBOEM 3[OPOBLE,
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MEeOUIIMHCKUX BOIIPOCax U BapuaHTaX JIeYHeHU s, BKII04Yasd
JTI00BIEe PUCKU UJIM MIPEUMYINECTBA B OTHOIIEHUU

M CIIOJIb30BaHMSs JIeKapCcTB. [laHHass nHpopMaliusa He
SIBJISIETCSI TaPAaHTUEN TOTO, YTO BU[, JIEYEHUS WUJIU
JIeKapCTBEHHBIN IIperapaT 0e3omnaceH, ad@eKTuBeH Uln
OmoOpEeH IJisl IeYeHUsI KOHKPETHRIX IallMeHTOB.
ITpeopnpusatue UpToDate, Inc. 1 ero mouepuue
IIPEeOnpPUsITHSA OTKAa3bIBAIOTCS OT JIIOOBIX TapaHTHUU HUJIU
00s13aTeIbCTB, CBSI3AaHHBIX C 3TOM HH(POPMAIIeN NN ee
M CIIOJIb30BaHuEM. MICII0/Ib30BaHUE 3TOM MHPOPMaIUN
PEryINPYETCS Y CIOBUSIMU MCIIOJIb30BaHUS,
IIpeaCcTaBIeHHBIMU Ha BeO-CTpaHUIIEe
https://www.wolterskluwer.com/en/know/clinical-
effectiveness-terms.

LNaTa nocsepHero nepecMoTpa
2024-07-22

ABTOpCKOe npaBo
© UpToDate, Inc. u ee adpPpunupoBaHHEIe KOMIIaHUN
u/unu nuieH3uapel, 2024. Bce ripaBa 3allUIIEHHI.
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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.

IIOIOMHUTENIbHYIO HH(POPMAIINIO CM. B Halllen

BHUPTYyaJIbHOU OMOIMOTEKE Ha cauTe www.mskcc.org/pe.
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Bce npaBa 3amuinieHbl ¥ nprHaajaexaTt Memorial Sloan Kettering

Cancer Center

$ Memorial Sloan Kettering
T ) Cancer Center
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