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OBPA3OBATEJIbHbIE MATEPUAJIbI 014 MAUMEHTOB N YXAXKUBAKOLNX 3A
HUMW JTNL,

Onasemnogene Abeparvovec

OTOT OOKYMEHT, IpefocTaBIeHHbIU Lexicomp®, cooepKUT BCIO
HeoOXomauMyio MHGOPMAIIUIO O IIpellapaTe, BKIoYasi ITIoKa3aHus, CIIoco0
IIpuMeHeHHUsI, T0004YHbIe 3QMEKTH U CIIydau, IIPU KOTOPHIX HEOOXOOUMO
CBSI3aThCS C BAIIUM ITOCTABIIMKOM MEOUIIMHCKUX YCIIYT.

Toprosble HauMeHoBaHuA: CLLA

Zolgensma

Toproeblie HauMeHoBaHuA: KaHapa

Zolgensma

NMpepynpexpeHue

e [IpuMeHeHHNE HAHHOTO IIPpenapaTa COMPOBOXKIaIOCh HAPYIIIEHUSIMU
CO CTOPOHBI ITeyeHu. HeKoTophle HapyIIeHUsI CO CTOPOHEI IeYeHU
IIPUBOOUIIN K CMEPTHU. PUCK HapyueHusa QYHKIINYN ITeYeHU MOXKET
BO3pacTaTh, ECJIM Yy Balllero pebeHKa yKe eCTh 3a00ieBaHUs ITe4YeHN.
Heo06x0nmMo KOHTPOIUPOBATh QYHKIINIO ITIeYeHH Balllero pebeHka B
COOTBETCTBUHU C YKA3aHUSIMU Bpaya.

Ona 4ero ucnosib3yeTcs 3TOT JIEKAPCTBEHHbLIN
npenapart?

e [IpuMeHsieTCs OJIs TeYeHUS MBIIIIeYHON aTpoduu.

Y10 HeoOXOAMMO coobWUTL Bpauy, MPEXXIOAE YHEM
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MOM pebeHOK NpUMeT AaHHbIN JIeKAapPCTBEHHbIN
npenapart?

e Ecnu y Bamiero pebeHKa anjleprus Ha JaHHBIN IIpenapar, JII00be ero
COCTABJISIOIINE, IPyTHe IIpernapaThl, TPOOYKTHI IIUTAHUS WU BEIIeCTBa.
CoobiruTe Bpauy 00 anjepruu ¥ 0 TOM, KakK OHa MPOosIBsSnach y pebeHKa.

e [Ipu underunyM y pebeHKa.
e Ecnu pebeHOK 00€3BOXKEH MU ¥ HETO HETIOTHOIIEHHOE ITUTaHHUe.

e Ecnu Bai pebGeHOK He OHOINeH. DTOT JIeKaPCTBEHHBIN IIpenapar He
IIPUMEHSIETCS IIPU OIpPeaeIEeHHOM BO3pacCTe HEeJOHOIIIEHHBIX IeTEN.

HaHHBIﬁ CIIMCOK JIEKapPCTB U 3660H8BaHHfI, KOTOPhBIE MOT'YT He6J'[al"OHpI/IHTHO
CO04YeTaThCid C IIPUEMOM OTaHHOT O IIpellapaTa, He ABJIsAeTCsa MCUHEePIIbIBAIOIIIM.

[IPOKOHCYNIBTUPYUTECH C Bpa4OM UM (papMalleBTOM OTHOCUTEIBHO BCEX
JIeKapCTBEHHBIX IIpenapaToB, KOTOPhie IPUHUMAaET Balll pebeHOoK (KakK
PEeLIENITYPHBIX, TaK U IpUoOpeTaeMbIx 0e3 pellenTa, HaTypalbHBIX
IperapaTax U BUTaMUHaX), a TakXkKe 0 IIpobjieMax C ero 3opoBbeM. Bam
HeoOXO0OUMO YOOCTOBEPUTHCS, UTO IPHUEM JAaHHOTO IMpenapaTa 6Oe3omnaceH
1pu 3a001eBaHUSX Balllero pebeHKa M B COUeTaHUU C OPYTUMHU
JIeEKapCTBEHHBIMU IpenapaTaMy, KOTOPhIE OH yKe ITpuHuUMaeT. He crnenyet
Ha4YWHATh, IpeKpallaTh IPUEeM UIU U3MEHATH JO3UPOBKY KaKOT0-1T100
JIEKapCTBEHHOTO IpenapaTa, KOTOPhIM IPUHUMAET Balll pebeHoK, 0e3
COTJIaCOBaHUS C BPadyOM.

YTO MHe HeobxoAuMO 3HaTb UM AenaTb, NoOKa MOM
pebeHOK NpMHMMaeT JaHHbIK npenapar?

e Coo0IMTE BCEM MEOULIMHCKUM paboTHHKaM, 00eCIieUnBaloIluM
MeOULIMHCKOe oOcnyKuBaHue Bariero pebeHka, o ToM, 4To Bamr pebeHoOK
IIPUHUMAET 3TOT JIEKapCTBEHHBIN IIpemnaparT. 9TO Bpauu, MedCECTPHI,
¢dapmaieBTH 1 cTOMaTOJIOTM Baitiero pebeHKa.

e Crnemgute 3a TeM, YTOOBI peOEHOK ITPOXOOUII aHaIu3bl KPOBU U OPYyTrue
smabopaToOpHBIE aHAIU3bl B COOTBETCTBUU C YKa3aHUSIMHU Bpaya.
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e [lepen HayaioM JIeYeHUS MAaHHBIM IIperapaToM yOeaguTech B TOM, YTO BH
3HaeTe 000 BCex BaKIIMHAaX, KOTOPhIE ITOJIy4uusn Bail pebeHOK [0 TeKYIIEero
BPEMEHMU.

L HaHHBIﬁ HeKapCTBeHHBIﬂ IIpeliapaT IIpuMeHsaeTCcss B CO4HeTaHHUU CO
CTEPOUOHBIM IIPEIIapaTOM, TAKHM KaK IIPEJHN30JIOH. Hepen IIOJIy4EeHuEM
pGGGHKOM KaKuX-1ubo BaKIIH HpOKOHCYHBTHpYﬁTeCB C ero Bpa4doM.

e MHpeknuu (HanpuMep, IPOCTyaa, TPUIII UJIN OPOHXUOJIUT), BO3HUKIIINE
OO UJIU II0CJIe BHYTPUBEHHOTO BJIMBAHUS 3TOT0 IMpenapaTa, MOTYyT
IIPUBECTU K O0Jiee CepPbe3HBIM MOCIenCTBUSIM. JIuila, OCyIeCTBISIONINE
yxo[, 1 O/TM3KKe II0a1 OOIXKHEI IPUHUMATh MePhI OJIst ITPOoPUuIakTUKHU
nHpekiui. K HUM OTHOCSITCS 4YaCTO€ MBIThe PYK, MEePHI
IIPEeNOCTOPOXKHOCTHU TP Kalllyle NN YMXaHUM U OTrPaHuYeHle KOHTAaKTOB.
HemenmeHHO oOpaTUTECh K Bpady, €C/IHU y Balllero pebeHKa ecTh
ITPU3HAKU OJHOM M3 3TUX MHGPEKINM, TaK1ue KaK Kalllelb, XPUIIHI,
yrxXaHue, HaCMOPK, O0/Ib B TOpJie UJIK JIMXopaaKa.

e CoOmiomariTe 0ocoOble MepPhl IPEeOOCTOPOKHOCTH, cOOMpasi U BEIOPaChIBas
KaJIOBBIE MAaCCHI MalleHTa. BeiOpackiBauTe MOATY3HUKU C OBITOBEIMU
OTXOJlaMM B TePMETUYHO 3aKPBITHIX MYCOPHBIX MakeTax. O0s3aTeIbHO
BLIMOMTE PYKHU ITOCJIE COIIPUKOCHOBEHUS C KAaJIOBEIMU MaccaMu. CrieoyuTe
9TUM YKa3aHUSIM Ha IIPOTSIKeHUU 1 MecsIia IIocie IoIy4YeHus BallliM
pebeHKOM JaHHOTO ImpemnapaTta. Eciu y Bac BO3BHUKHYT KaKue-11ubo
BOIIPOCHI, TPOKOHCYJIbTUPYUTECH C JIedallluM BpadyoM peOeHKa.

e CylecTBYeT BEPOSITHOCTh TOTO, YTO ITPUMEeHeHNe NaHHOTr0 IIpemnaparTa
MOXKEeT IMOBBICUTh PUCK PAa3BUTHUS PaKa. Y JIIofel, KOTOpPhIe MOoIydaau 3TOT
Ipernapar, ObIJIM OTMEeYeHbl ClIyYyan paka. Hen3BecTHO, MOXKET JIU 3TOT
Ipernapar SBISThCS IIPUYNHOMN ITOTOOHKIX SIBJIEHUM. [Ipy Hamu4yuu
BOITPOCOB MPOKOHCYJILTUPYUTECH C BPAYOM.

O Kakux nobou4HbiX 3cpceKkTax MHe cnepyeT
HeMepnJiIeHHO coo0LwWwaTh nevyawemy Bpadyy Moero
pebeHka?

IMPEOVYIIPE2ZKITEHUE/IIPEIOCTEPE2KEHME: X0Ta 1 B peOKux
ClIy4dasiX, HO Y HEKOTOPHIX MallMeHTOB IpUeM JaHHOTO JIEKapCTBEHHOT O
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IIpernapaTa MOXKeT BLI3bIBAaTh OUE€Hb CEPhe3HbIe, @ MHOTDa U CMEPTEJIbHO
omacHble MoOo4YHBIEe 3(pdeKTrl. HeMenneHHO CBSIXKUTECh C BpauyoM Bairero
pebeHKa unu o0paTUTECh 3a MEOUITMHCKOM IOMOIIIBI0, eCciu Y Bamrero
pebeHKa uMeeTcs 110001 U3 IIePeYrCIEeHHBIX HUXKe ITPU3HAKOB UJIN
CHUMIITOMOB, KOTOPBIE MOTYT OBLITh CBSI3aHBI C OYEHDb TSIKEJIBIM ITOOOYHBIM
aphekToM:

e [[pu3HaAKU alIeprudeckKoy peakliiy, TakKrue KaK Chillb, KpaIlluBHUIIA, 3y,
IIOKpPaCHEeBIIasa U OTeYHasi KOXKa C BOJIABIPSAMU WU HIEJTyIlIeHHUEM,
BO3MOXKHO B COYETAHUU C JINXOPAAKOM, CBUCTSIIIEE UJIN XPUISIIEE
ObIXaHle, CTECHEHUE B IPYyOY UJIM TOpJie, 3aTPYOHEHHOE ObhIXaHue,
TJI0TaHWE UM Pedb, HeOObIUHAasI XPUIIIIOCTh, OTEYHOCTh B 00J1aCTH PTa,
nnila, ry0, s3bIKa WU ropiia.

e [[pr3HaKu HAPYIIEHUN CO CTOPOHLI ITIeYeHH, TaK1le KaK IIOTEMHEHUE
MOYHU, YTOMJISEMOCTb, OTCYTCTBUE alllIeTUTa, TOITHOTAa Uu O0Jb B
KUBOTE, IIOCBETJIEHNE KaJjla, PBOTa, ITOKEJITeHNEe KOXKHU UJIN Tjia3.

e VualmeHHOe, 3aMejieHHOe cepauebueHre UM HapylleHue CePOeYHOoro
pUTMa.

e OppllliKa, pe3Kuil Habop MaccChl Tejla UJIU OTEK PYK UJIX HOT.
e CUHIOUIHBIA UJIA CEPBIN LIBET KOXKHMU.
e YyallleHHOE ObIXaHUE.

e [IpuMeHeHNe JaHHOIO IIpernapaTa COIIPOBOXKOalIOCh CEPLE3HOU
ITP00JIEMOM CO 3OPOBbEM, Ha3bIBAEMOM TPOMOOTHUYECKOMU
MukKpoanruonartuen (TMA). OOBIYHO OHa BO3HMKAJIa B TEYEHUE IIEPBHIX 2
He[eJlb [I0CJIe BHYTPUBEHHOI'O BJIMBAHUSA OAHHOTO Ipenaparta. TMA
MOZKEeT IIPEeACTaBJIATh OIIAaCHOCTD [JISA XKU3HU UJIN IIPUBOAUTH K CMEPTH.
HemennenHo oOpaTuTech K Bpady, €C/IU Yy Balllero pebeHKa eCTh TaKue
IIpu3HaKU, KaK CUJIbHaS YCTAIOCTh UJIM CI1ab0CTh; MI00bie HEOObICHUMEIE
CUHSIKU UJIU KPOBOTEUEHUS; CYOOPOrd; U3MEeHEHNEe KOJInYeCcTBa
BHILIIEIIIE MOYY; IIPU3HAaKU BEICOKOT'O KPOBSIHOTO [aBJIEHUs, TaKMe KakK
CUIbHAas TOJI0OBHAS 0O0JIb UJIM T'OJIOBOKPYKEHNe, ITOTePS CO3HAHUA UIIU
W3MeHeHUue 3peHus.
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KakoBbl HeKoTopbie apyrue nobouHsbie 3¢ dekTbl
AAaHHOIo feKapCTtBeéHHOoro npenapaTa?

JIr0001 TeKapCTBEHHBIM IpemnapaT MOXKeT UMEeTh IT000YHbIe 3 (DEKTHI.
OpgHako y MHOTHX JIofelr nmobouHble 3¢ HeKTH 1100 He3HaYuTeIbHbIe, 1100
BOOOIIIe OTCYTCTBYIOT. CBAXKHUTECH C BpadyoM Balero pebeHka uiu
oOpaTuTech 3a MEOUIIMHCKON TOMOILBIO, €CJIX JIIO00M M3 3TUX WU APYTUX
1m0004YHBIX 3(pPeKTOB OeCcITOKOUT Bartero pebeHka, UInM €CJjii OH He
IIPOXOOUT:

e PBoTA.

ITaHHBIN CIIMCOK BO3MOXKHBIX TOOOYHEIX 3(P(PEKTOB HE SBIISIETCSI
rcuepnbiBaoImuM. Ecnu y Bac BO3HUKIIM BOIPOCH KacaTeIbHO MOOOYHBIX

3 dekTOB, 0OpaTUTECH K Bpauy Baiiero pedbeHka. [IpOKOHCYTbTUPYUTECH C
Bpa4uoM Balmmero pebeHka OTHOCUTENBHO ITOO0OYHBIX 3(P(HEKTOB.

BBl MOKeTe COOOUIUTL O Pa3BUTHM ITOOOYHBIX 9(PPEKTOB B HAIlMOHAILHOE
yIpaBJieHHe 30paBOOXPaHEeHUs.

Kak nyylwie BCero paBaTb 3TOT JIeKapPCTBEHHbIN
npenapart?
HaBaﬂTe JIaHHbeI IIpernaparT BameMy peGeHKy B COOTBETCTBUU C

IIpeanucaHusaMu Bpada. [IpoyuTanTe BCIO IpeaoCcTaBIeHHYIO Bam
rnHpopmaluo. CTpOro ciegyuTe BCEM UHCTPYKIUSIM.

e DJTOT mpemnapar BBOAAT MHPY3NOHHO BHYTPUBEHHO HEIPEPHLIBHO B
TedeHle OIpeaejIeHHOIr0 BpeEMEHH.

Y10 menartb, ecnm MOU pebeHOK NponycTUT NpuemM
A,03bl JIeKapCTBEHHOro npenaparta?

e CBSIKHTECH C BpauoM Bairiero pebeHka, 4YTOOBI BEISCHUTh XO[
OAaTbHENINNX OelCTBUU.

Kak MHe XpaHuTb 1 (Mnun) BbIOPOCUTL 3TOT
NleKapCTBEeHHbIN npenapart?
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e Ecnu BaM He0OXOOUMO XPaHUTh 3TOT JIEKAaPCTBEHHLIU IIpeIapaT JoMa,
y3HalTe YCIIOBUS ero XpaHEeHHUs y Bpada Balllero pebeHKa, MeICceCTpPhI
unu papmalieBTa.

OO e cBepeHUusa O JyieKapCTBeHHbIX NpenapaTax

e Eciu cuMnTOME MIU HaAPYIIIEHUST COCTOSTHUS 3I0POBbs Bartero pebeHka
He YMEHBIIIAI0TCsI, UJIU OTMedYaeTCs yXyhalleHue, o0paTuTeCh K Bpady
Baritero pebeHka.

e He genurech meKapCTBOM Ballero pebeHKa C IPyruMHU U He JaBalTe Ube-
nu0o JIeKapCTBO BallleMy peOeHKY.

e XpaHHUTeE BCe JIeKapPCTBEHHbIE IpemnapaTkl B 0e30IIaCHOM MecTe. XpPaHUTe
BCe JIEKapPCTBEHHBIE MTpeIapaThl B MeCTe, HeOOCTYITHOM [IJIsl JeTel U
OOMAIITHUX KHUBOTHBIX.

e YTUNMU3UPYUTE HEUCIIOIb30BaHHBIE JIEKapPCTBEHHLIE IIperapaThl UJIN
IperapaThl C UCTEKIIINM CPOKOM IOOHOCTU. He BEIIUBAUTE B TyasjeT UIn
KaHanu3aiuo 0e3 COOTBETCTBYIOIINX YKa3aHuu. Eciu y Bac eCTh BOIIPOCH
OTHOCHUTEJIPHO YTUIN3alliH JIeKapCTBEHHBIX IIPEenapaTos,
ITPOKOHCYIbTUPYUTECH C (hapMalleBTOM. B BallieM peruoHe MOryT
OelCTBOBATh MPOrpaMMbl YTUIU3AIINY JIEKapPCTBEHHBIX IpeapaTos.

e K HEKOTOPHEIM JIEKapPCTBEHHEIM IIpeliapaTaM MOT'YT IIpujaraTtbCs Opyrue
nH(pOpPMallMOHHBIE TUCTKHU [OJId ITalnueHTa. Eciu y Bac eCTh BOIIPOCHI,
Kacamwllrecs JaHHOI'O JIeKapCTBEHHOI'O IIperapara,
ITPOKOHCYIbTUPYUTECH C BpadoM Bairiero pebeHka, MegCceCcTpPOH,
apmaiieBTOM UMM OPYTUM PabOTHUKOM 3APaBOOXpPaHEHUS.

e Ecnu BB cunTaeTe, YTO IIPOMU30IIIa ITEPEeI03uPOBKa IIpenapara,
HeMeJIJIEHHO ITO3BOHUTE B TOKCUKOJIOTUYECKHUH IIeHTP NN 00paTHUTEeCh 3a
MeOUIIMHCKOM ITOMOIIbI0. byabTe TOTOBEI COOOIINTE MU MOKAa3aTh, KAKOHU
IIperapaT Bhl IPUHSIIN, B KAKOM KOJIMYECTBE 1 KOT/la 3TO IIPOU3OIIIIIO.

Ncnonb3oBaHMe uHcpopMmaumm norpedurenem m
OrpaHu4YeHune OTBEeTCTBEHHOCTH

OTa 00001eHHass nHpopMaIus BKIIOYaeT KPpaTKUe CBeOeHUsI 0 UuarHose,
JIeYeHUU U/UK JIeKapCTBeHHOM IipernapaTte. OHa He SIBJISeTCs
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BCEOOBEMITIOIINM UCTOUYHUKOM OAaHHBIX U OOJI?KHA MCII0JIb30BaThCS B
KadyeCTBe MHCTPYMEHTa, IOMOTalIIEero II0JIb30BaTE0 IIOHATh U (MJIN)
OLIEHUTH IOTEHI[UaJIbHLIE BapUaHThl JUarHOCTUKHU U JiedyeHusa. Ona HE
BKJTIOUaeT B ce0s BCI0O MH(POPMAIIUIO O COCTOSTHUSAX, METOax JIeUeHHUs,
JileKapCcTBax, M000YHBIX a(deKTax UiIn prucKax, KOTOpPble MOTYT OTHOCUTHCS K
KOHKpeTHOMY HaureHTy. OHa He [OJI)KHa CYUTAThCI MEeOULIMHCKOU
KOHCYJIbTalluel UJIM 3aMEeHOU MEeQUIIMHCKOU KOHCYJIbTalluu, QUArHOCTUKU
UV JIeYeHUsI, IIPegoCTaBJIseMbIX BpauoOM Ha OCHOBE BpaueOHOT0
o0cJieqoBaHus M OLIeHKM KOHKPETHBIX M YHHUKAIbHBIX O0OCTOSITEIHCTB
rnanueHTa. [lalueHThl JOJIKHEL IIPOKOHCYJIbTUPOBATHCS C BpauyoM [Jisd
IIOJTy4EeHUS IIOJTHOU MHPOPMAILIUU O CBOEM 3TOPOBbE, MEOUIIMHCKUX BOIIPOCAaX
11 BapHaHTax JIe4eHus, BKIIo4Yas Ii00ble pUCKY UM IIPENMYIIECTBA B
OTHOIIIEHNH UCHOIb30BaHus JIeKapcTB. [laHHasd nHpoOpMalusa He SABISIEeTCS
rapaHTHeud TOro, YTO BU[ JIEUEHUS UJIU JIEKaPCTBEHHBINA IIpenapaT
06e3omaceH, 3¢pheKTUBEH UIU OOO0PEeH OJis JiedeHUSI KOHKPETHBIX MallieHTOB.
[Ipepnpusatue UpToDate, Inc. u ero moyepHue nNpequpusaTUs OTKa3bIBalOTCSA
OT JIIOOBIX TapaHTUX U 0053aTeJIbCTB, CBA3aHHLIX C 3TOM MHPOpMalueu
WUJIM €e UCIOoIb30BaHueM. Mcrnonb30BaHue 3TOM HHPOPMAILUU PETYIUPYETCA
YcnoBusiMu MCNONIb30BaHUsI, TPeACTaBJIEHHLIMU Ha BeO-CTPaHUIle
https://www.wolterskluwer.com/en/know/clinical-effectiveness-terms.

LNaTa nocsepHero nepecMoTpa
2024-09-06

ABTOpCKOe npaBo

© UpToDate, Inc. u ee abpunupoBaHHEIE KOMIIaHUU W/UIK JIMII€H3UAPHI,
2024. Bce mpaBa 3alullleHHbl.
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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.

IoToMHUTENbHYI0 HPOPMAIINIO CM. B Hallle BUPTyaJIbHOM OMOIMOTEKE Ha
caute www.mskcc.org/pe.

Onasemnogene Abeparvovec - Last updated on December 12, 2022
Bce npaBa 3amuilieHbl U IpuHagjexkaT Memorial Sloan Kettering Cancer Center
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