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110 6€30I1acCHOMY ITPUMEHEHHIO
JIEKapCTBEHHOT'0 ITpenapara

3onreHcMa® (OHaceMHOreH abernapBoBeK)

DenepanbHas ciyx0a Mo Hax3opy B chepe 31paBOOXPAHEHMS JOBOIUT IO
CBEZICHHs CyOBEeKTOB OOpalleHHs JIeKapCTBEHHBIX CPENCTB 00pa3oBaTebHbIE

MaT€pualibl A CICHHAJIHUCTOB CUCTEMBI

MHUHHAMH3AIIMHA PHCKOB, CBA3AaHHBIX C INPHMCHEHHEM JICKaApCTBCHHOI'O IIpe€rapara

3onrencmMa® (oHaceMHOreH aberapBOBeK).
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Cy6BexThl oOpaleHus
JIEKapCTBEHHBIX CPEJICTB

3IpaBOOXPAaHEHUS. H IallME€HTOB,
paspaboranusie OOO «HosapTtuc @apma» B KadecTBe MONOIHHMTENBHEIX Mep

[Ipunoxenus: 1. PykoBoACTBO [ MeAHIIMHCKUX paboTHUKOB Ha 11 1. B 1 9K3.

2. Madopmanus JUist JIUL, OCYLIECTBISAIOMIMX YXOJ 33 MallHeHTaMH,

KOTOPBIM Ha3Ha4yeH npemnapar 3oiarencMa®, Ha 17 1. B 1 3k3.
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PykoBoacTBO

ana MeaAnNUMMHCKUX pa6OTHMKOB
Mo MUHUMM3ALUMM PUCKOB, CBA3aHHbIX

C NPUMeHeHMeM npenapaTta 3onreHcma®’
(oHaceMHoreH abenapBOBEK)

[aHHOe pyKOBOACTBO pa3paboTaHo B Liensax noaaepxKu
MeAULMHCKUX PpaboTHUKOB, KOTOopble 6yayT Ha3Ha4yaTb,
BblAaBaTb U MPUMEHATb NpenapaT 3o/IreHcMa.

Llenn gaHHoro pyKoBOACTBa: NpefocTaBmUTb MHGopMaL Mo

Mo KoYeBbIM acrekTaM 6e30MacHOCTH, CBA3aHHbBIM C pasBUTUEM
renaToTOKCUYHOCTU, TROMOOUNTONEHNN U TPOMOOTHUHECKOMN
MUKPOaHIrMonaTum npu NpMMeHeHnmn npenapata 30/reHCcMa,

a Tak»Xe MoMOoYb CHU3UTb BO3MOXKHbIE PUCKM A0, BO BpeMs

M nocne neveHmnsa. PyKoBoaCTBO cneayeT MCMNob30BaTb BMecCTe

c Ob6LLeV xapaKTepUCTUKOW NekapcTBeHHoro npenapata (OXJ1M).

MpenapaTt 3onreHcMa® nokasaH A1 NPUMMEeHeHU s Yy NaumeHToB
CO CMUHaNbHOM MbllLeYHoW aTpodmen (CMA) c BrannensHom MyTaumemn
B reHe SMNI.

JleueHune NpenapaTtoM 3oreHcMa HeobxoAVMO NPOBOAUTL B KITMHUYECKUX
LleHTpax noa HabnoaeHeM Bpaya, MMeloLLero orbiT B le4eHN NaLlneHToB
co CMA.

¥V [JaHHbIN NeKapCTBEHHbIM NpenapaT No4NeXUT AOMONMHUTENbHOMY MOHWUTOPUHTIY.
370 NO3BONUT BbICTPO BbIABMATL HOBYIO MHPOPMaLMIO MO 6&e30MacHOCTW.
PaboTHMKOB chepbl 30paBOOXpaHeHMs MPOCAT CoobLLaTb 060 BCEX HEXeNATEbHbIX
peakumax, npenonorKmTeSibHO CBA3aHHbIX C OaHHDBIM NeKapCTBEHHbLIM MperapaTtoM.

CMA — cnuHanbHasa MblledHas aTpodus; SMN — 6e0K «BbIXXMBaeMOCTU ABUIraTeNlbHbIX HEMPOHOBY;
OXJIMN — 06Lana xapakTepUCTUKa NeKkapcTBEHHOro Npenapara.

B rMoMolLLb NpaKTVKytoLLeMy Bpadqy. M3gaHo B pamkax MiaHa ynpaeneHus pyckamn, He sBnseTcst peknamHbiM Matepranom.
Mepen HasHaueHeM Nperapara, NoyKasymcTa, 03HaKoMBTECh C OBLLIEM XapaKTepNCTUKOM NleKapcTBEeHHOro Npenaparta



Kakaga nHdopmMauusa coaepXmTca B AaHHOM
pykoBoacrtee?

UHdopMaLmsa 0 BOSMOMHDIX PUCKAX, CBA3AHHbIX C MPUMEHEHUEM
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CHMXEeHMe BO3MOXHbIX PUCKOB, CBA3AaHHbIX C MTPUMEeHeHneM
npenapara BOFIFQHCME oot st bt s T P e S o e

1 ﬂo BBEOEeHUaA npenaparta B R T e S A

2. Bo Bpems nHpy3un

lNMone3Hble KOHTaKTbl

3. Mocne nHdpy3nmn

rpa¢“K npogeneuun KOHTPO/IbHbIX QHAJNIM3OB KPOBUL =«

WTOoroebiit KOHTPONbHbIW NEpeYeHb

OXJTN — o6Lias xapaKTepUCTMKa NeKapcTBEHHOro Npenapata.

B MoMOLLb NPaKTMKyIoLLIEMY Bpady. M30aHO B pamkax MnaKa ynpaeneHuns pyckami. He Sensetos peknaMHbiM Matepyarniom.
MNepen HasHaueHVieM MPenapaTs, NOXanycTa, G3HaKOMBTECH C 06LLIEH XaPaKTePUCTVKOM NeKapCTBEHHOTD NpenapaTa




UHdopmMaLMs 0 BO3MOXHbIX PUCKaX, CBA3aHHbIX
Cc NpuMeHeHueM npenaparta 3o/iIreHcMa

Ba)xHas nH¢opMauus rno 6e3onacHoOCTU

« MIMMyHOOMOCPEnoBaHHaA renaToTOKCUHYHOCTL MOC e NEYeHNs NpenapaTtoM
3oMreHcMa 06bIMHO MPOSBIAETCH MOBbILEHMEM YPOBHA araHMHaMUHOTPaHchepasb!
(AIT) whnu acnaprataMuHoTpaHchepasbl (ACT).

« [pw NprMeHeHn Npernapara 3o/1reHCMa ONKCaHbl CyHan PassmUTUS OCTPOro
TSHKENOrO MOPAKEHUS MEYSHM U OCTPON NMEHEHOYHOWM HeOCTAaTO4YHOCTH, B TOM Yncie
C neTanbHbIM NcxoaoM. OBbIYHO 3TW OCTTIOXKHEHMS BO3HUKAIOT B TeHEHME NepBbiX ABYX
MecaLEB Moae fieYeHms, HECMOTPA Ha MPUMEHEHME MIOKOKOPTUKOCTEPOMAOB A0
v nocne NHpy3nu.

« [enaToOTOKCUUHOCTb MOXKET MOTPeboBaTh KOPPEKLIMN CXEMbI MMMyHOMOZYNMpYytowen
Tepanuu, B ToM Yncie Bonee AnuTeNibHOro NprMeHeH s, yBenuyeHns A03bl 6onee
OATENbHOMO Neproaa NMocTeneHHOM OTMEHbI IMIOKOKOPTUKOCTEPOUAa

« B KIMHUYECKUX MCCNenoBaHusx Npenapara 3ofireHeMa Habnionani ariyyam Hemnpo-
[OMKUTENBHOO CHXKEHUS KOMNMHECTBa TPOMBOLIMTOB, HEKOTOPbIE 13 KOTOPbIX
COOTBETCTBOBANM KPUTEPHAM TPOMEOLIMTONEHUM. B GonblUMHCTBE Clyqaes
HaVIMeHbLLEE KONMHECTBO TPOMGOLMTOB HaBNIOAANOCH B MEPBYIO HEAEIO rMocne
nHby3MK Npenapara 3ofreHcMa

« MpenapaT 30MreHcMa MOKET MOBbILLATL PUCK PasBUTUS TPOMOOTHHECKOM
MUKpoaHrvonatum (TMA) B TedeHue NepBbiX ABYX HeAeNb noane
BBEOeHWA Npernapata.

- TMA npencTaenaeT coboM OCTPOE XU3HEYTPOXKAIOLLIEE COCTORHME, KOTOPOE XapaKTepsy-
€TCA TPOMBOLMTONEHMEN, MUKPOZHMMOMATUHECKOIM MeMOTUTUYECKOM 8HEMMEN 1 OCTPbIM
NoBpexaeHMeM nodek. Bo Bpems niedeHnsa npenapatom 3onreHcma Habniofavcs
fleTanbHbIE UCXOAbI, CBSA3aHHbIE C 3TUM OCIoXHEeHMeM. COMyTCTBYHOLLAA akTUBaums
WMIMMyHHOM CHCTEMBI (HanpUMep, B CBA3M C NpUcoeaMHEHNEM MHbEKLMI, NMpoBeaeHeM
BaKLMHALIMK) Taloke Bblna orvcaHa Kak BO3MOXHBIN MPOBOLMPYOLLIMIA HaKTOP.

« B cyHae NoseneHms y nauveHTa KIMHUHECKX MPOSBNEHMIM, CUMITTOMOB
WM NaBOPETOPHbIX M3MEHEHMI, YKa3biBaIOLLIMX Ha TMA, HEOBXOAMMO HEMELIEHHO
MPOKOHCYNETMPOBATBCA CO CMELMANCTOM, YTOBbI HaYaTb nedeHne TMA

B COOTBETCTBMU C KNMNHNYECKMMU MOKA3aHNAMWN.

CHMXeHune BO3MOXHbIX PUCKOB, CBA3aHHbIX
Cc NnpMMeHeHUEM npenapaTta 3onreHcMma

QO AHanusbl KpoBu

j Ob6pa3oBaHMe aHTUTEN K 3JeHOACCOLMMPOBaHHOMY BMPYCY 9 cepoTuna (AAVS)
MOXeT HabngaTbes Ha GOoHEe eCTeCTBEHHOro BO3[eNCTBUS BUPYCa.
Mepen BBeACHUEM MPENapaTa Y NaLMeHTOB HEO6X0AUMO NPOBECTU TECTUPOBaHWe
Ha onpefeneHue coaepXKaHus aHTuTen K AAV9 ¢ UCronb3oBaHUEM
COOTBETCTBYIOLLEro BaIMAMPOBaHHOro MeToAa UccnenoBaHus.

Mepep NnpuMeHeHWeM npenaparta 3onreHcMa HeoHXoaMMO NPOBECTU NCXOAHbIE
nabopaTopHble nccnefosaHus, BKAKYasa, NOMUMO NpoYmnx, cneayouime:

. oueHKa dyHKUMK nedern: AJT, ACT, o6wmin 6unmnpy6uH, anbbyMmH, NpoTpombrHoBoe
BpEeMs, aKTMBMPOBaHHOE YacTUYHoe TpoMGonnacTuHosoe spema (A4TB)
U MexxayHapo[Hoe HOpManuM3oBaHHoe oTHoweHune (MHO);
« OLEHKa KOHLEHTpauun KpeaTUuHnHa,;
« KAMHWYECKUI aHanM3 KPOBU (BKIOYAs KOHUEHTpaUuio reMornotunHa
Y KONUYEeCTBO TPOMBOUUTOB);
+ TECT Ha TPOMOHWH .
PerynsipHblii KOHTPONb NOKa3aTesiei KPoBM HEO6XOAUMO MNPOBOAUTL B TeHEHUe
o MeHbluen Mepe 3 MecsiLieB rnocne uHdysum npenapara 3o/reHcMa.
MoapoB6HLIN rpadurK NabopaToOPHOro MOHUTOPUHIa NPUBEAEH Ha CTpaHuLax 12-14
[aHHOro pyKoBOACTBaA.

JIUa, OCyLLIECTBASIIOLLME YXOL, 33 MaLmMeHTaMM, OMKHbI BbITb MPOHGOPMMPOBAHbI

0 HEeOBXOAMMOCTU BbIMOMHEHMUS aHaNM30B KPOBM B TeYeHUe Kak MMHUMYM 3 MecaLeB
nocne ne4yeHus npenapaTtom 3onreHcma. CobnogeHune rpadurka

MOHUTOPMHIa aHaNM308 KPOBU BAXKHO ANA JOCTUMNEHNS HauyYLIMX pe3ynsTaTos
nedeHus NaumeHTa. [aTbl U BpeMs NpoBeaeHWst aHann3oB KPoBY crieayeT
cornacoBaTb M 3annaHnMpoBaTh 40 Hayana neyeHus.

AAVY — afeHoaccoUmMMpoBaHHLI BUpyc 9 cepotuna; A/TT — anaHvHaMuHoTpaHcdepasa, ACT — acnapraramu-
HoTpaHcdepasa; MHO — MexayHapoaHoe HOPManu3oBaHHoe oTHoWeHue; AYTB — aKTMBMPOBaHHOE YacTVuHOe
TpombBonnacTuHosoe Bpems; TMA — TPOMBOTUYECKan MUKPO3HIMoNaTus.



MpuUMeHeHue MIOKOKOPTUKOCTepOouaoB

Mocne BBeaeHMA NpenapaTta 3o/reHCMa PasBMBaETCa MMMYHHbIV OTBET Ha Kancua
supyca AAVY, KOTOPbI Bbi3blBaET CNeayolmne n3MeHeHna:

W [MoBbILIEHMNE YPOBHSA MeYeHOYHbIX aMUHOTpaHcdhepas

@ MoBbilIeHMe YPOBHSA TPOMOHWHA

@ CHWKeHUe Konunyectsa TpOM6OLI,VITOB

YT106bl 0CNA6UTh MMMYHHbIN OTBET, PEKOMEHAYETCS UMMYHOMOAYNMpYioLasn
Tepanus rMI0KOKOPTUKOCTepoMaaMm.

T lpUMeHeHUe rMIOKOKOPTUKOCTEPOUAOE PEeKOMEHAYeTCs HavaTh
( 124 3a 24 yaca 0o uHy3MKU Npenaparta 3onreHcMma. NprMeHeHe
@J npenapaTa peKoMeHayeTcs MPOBOAWTD MO CreAyioLLen HadanbHoM cxeme!

MpeaHN30M0H BHYTPb 1 Mr/Kr/cyTKu (MNn B 3KBUBaNeHTHOMK Ao3e,
ecnu ucnonb3yeTcsi APYrow MMIOKOKOPTUKOCTepoua).

MPOUHPOPMUPYIATE 3aKOHHbBIX NPEACTaBUTENE 1 NTNLL, OCYLLIECTBNRIOLLIMX YXOO,

33 MaLMEHTaMW, O BaXKHOCTU HEMeISIeHHOTo COOBLLIEHMS Bpady B Crlydae /ioboro snnsona
PBOTHI Y MaLMEHTa, UTOBbl YBEAMUTHCH, UTO MaUMEHT NONyYaeT HEOOXOAMMYIO [O3Y
MIOKOKOPTUKOCTEPOMAa.

Jnua, ocyulecTengaowmMe yxo 3a naumeHTaMu JOMKHbI

« 6biTb NPOUNHDOPMUPOBaHBI O MPU3HAKAX Y CUMMTOMaX, yKa3blBaloLLMX Ha pa3suTue
MHdeKUMoHHOro 3a6onesaHuns. ECv y nauneHTa noasnsiorcs nobbie
NPU3HaKM 1 CUMITOMbI, OHU JOMKHbI CBSI3bIBaTLCA C Bamn HeMeQ/1eHHO;

. copencTBoBaTb B NpoduiaKTUKe MHDEKUMM, NCKTIOHaa BO3HUKHOBEHWE CUTYaUnia,
KOTOPblE MOryT NOBbIWATL PUCK MHPULNPOBaHWUS NaLMeHTa, HanpuMep, cobnoaaTs
rUrMeHnYeckme Mepbl (MbiTb 1 06pabaTbiBaTb PyKM), MPUKPBIBATL POT Npu Kawne/
YMXaHWUM U OrPAHUYUTE BO3MOXKHbBIE KOHTaKTb;

« 6bITb NPOMHGOPMUPOBAHbBI O BO3MOXXHOM PUCKe Pa3BUTUA MHPEKUMK nocne
npouenypbl o6pesaHms; criefyeT peKOMeHO0BaTs MPOBOANTL AaHHYI0 Npoueaypy
B MEAULIMHCKOM yUpexaeHum Ang MUHMMU3aL MM pUcka pasButmua MHoekumi.

O6uee cocTosHUE 300POBbs

QO Bsway MoBbILLIEHHOMO PUCKa Pa3BUTUS CUCTEMHOTO MMMYHHOIO OTBET3,
@ j BK/TIOYES TAXKENYHO CTeMNeHb, PEKOMEHQYeTCA NPOBOANTb NNeveHne
MaLUMEeHTOB TOMbKO B CTaBUMbHOM KITMHUYECKOM COCTOSIHUM Mo obLieMy
COCTOSIHMIO 300POBbS, B TOM YUCTE C AOCTaTOYHbIM YPOBHEM rvapatauunm,
ONTUMAanNbHbLIM HYTPUTUBHBLIM CTaTyCOM U MPK OTCYTCTBUMN MHPEKUMOHHbBIX
N3MEHEHUN.

AAVS — aneHoacCcoUMMpPOBaHHbIN BUPYC 9 cepoTuna.

KaneHpapb NpoduUnakTU4eckux NpMBuBoK

NPodUNaKTUYECKMX NPUBNBOK MaLMeHTa.

« ECNU 3TO BO3MOXHO, CrelyeT CKOPPEKTUPOBATb MiaH BaKuUHaumnm
C y4ETOM COMyTCTBYIOLLErO MPUMEHEHUS MIOKOKOPTUKOCTeponaa
[0 1 nocne nHdy3nm npenaparta 3onreHcma.

« PekoMeHOoBaHa Ce30HHas BaKUMHaUWa ANa NpodunakTnkn nHdek-
LM pecnmpaTopHO-CUHUMTUANBHBIM BUPYCOM (RSV), KOTopyto cneayeT
nposecTu BoepeMs. MauneHTaMm, Nony4aloLLMM Tepanmio MoKOKOPTU-
KOCTeponaamMm B UMMYHOCYMPECCUBHBIX [03aX, HeMb3A BBOAMUTb XKMBble
BaKLMHbI, TaKMe KaK BaKUWHbI AN MpodrnakTukm Kopu, anmaeMmn4ecko-
ro napoTuTa M KPacHyXM, a TaKXKe BETPAHOM ocnbil.

& « [1o BBegeHua npenaparta cneayeT pacCMOTPeTb KaneHaapb nposeaeHna

Macca Tena

MpenapaT 3onreHcMa BBOAAT NaLMeHTaM B HOMUHanbHoM aose 1,1 x 10% Br/Kkr.
O6wmin o6beM npenaparta 301reHCMa, KOTOPbIM BBOAAT NaUMeEHTy, OnpeaensoT
Ha OCHOBaHUM Macchl Tena nauneHTa. Nepen BBeAeHMEM Npenaparta naumeHTa
Heo6X0AMMO B3BECUTb, YTOBbI paccuUmTaTh NPaBW/IbHYO 403y Npenapara.

MMR — KOpb, CBUHKa 1 KPacHyxa; PCB — pecnmpaTopHO-CMHUMTUANBHLIN BUPYC.




O6Luee cocTossHME 300POBbSA

QO MposepeTe, NO3BOMNSET U obliee coCcTosiHME 300POBbA NauueHTa NPoBoaAUTb
@ '1 nHy3uMIo (HaNpUMep, AOCTAaTOUHbI SN YPOBEHb rMAPaTaLUum U HYTPUTUBHbBIN
CTaTyc, OTCYTCTBYET Nu MHPEKUUS), UK ee cneayeT OTNIOKUTDb.
B criyyae oCTpbIX UTU XPOHUHECKUX HEKOHTPOTUPYEMbIX aKTUBHbIX
nHpeKUMA NeYeHUe creayeT OTIOKUTL A0 paspelueHnss UHdeKLuUmu
YU cTabUNU3aumm KIMHUYECKOro COCTOSHMSA NauneHTa.

Tepanuio Henb3s HauMHaTb MPW HANUYUN aKTUBHbIX MHPEKLMOHHbIX
3aboneBaHMi, Kak B OCTpol popMe (HanpuMep, ocTpble pecnupaTtopHbie
MHPEKUMM UMK OCTPLINM TenaTuT), Tak N HEKOHTPOSTMPYEMBbBIX XPOHMYECKNX
MHbEKLMOHHbIX 3a60nesaHn (HanpuUMep, XPOHUYECKNIA aKTUBHbIN renaTtmuT
B), noka nHdeKumoHHoe 3abonesaHne He paspewuntca. Ecnuy nauveHTa
HabnogatoTcs Nobble MPU3HaAKU UNU CUMITOMbI, CBUAETENBCTBYOWME

06 MHbEeKUMOHHOM 3aboneBaHnm, Tepanmio cneayeT OTNOKUTb.

Macca Tena naumeHTa

PacueT no3bl NpenapaTta 3onreHcMa BbIMNoSIHAETCA Ha OCHOBaHMK MaccChbl Tena.

Ecnu Mexay HasHauyeHueM Tepanuu npenapaTom 3onreHcma n Hdysuen
MPOUCXOAUT 33AePXKKa, BO3MOXHO, MoTpebyeTcs MOBTOPHO B3BECUTb
rMaumeHTa, YTo6bl 06ecneYmTs TOUHbIM pacdeT A03bl NpenapaTta 3onreHcma.

MNpUMeHeHUe rMIOKOKOPTUKOCTEPOUAOB

Y6eautech B TOM, YTO Tepanus MMIOKOKOPTUKOCTEPOMAOM 6bina HavaTa
({B 3a 24 yaca Ao uHoy3uu npenaparta 3ofreHcma.

[na ocnabneHns MMMyHHOIO OTBETa Ha BBeeHMe npenaparta naumeHT Ao/HKeH
MONy4YnTb UMMYHOMOLYIMPYIOLLYO TEPaNMIO MMIOKOKOPTUKOCTEPONAOM
C NpMeMoM NepBov [03bl 33 24 Yaca 00 BBeAeHMA Npenaparta 3o/reHcMa.

B oeHb BBeaeHUa npenapaTta 3o/ireHcMa NauMeHT OO/MKEH NPOaOIKNTL
Tepanuio U NPUHATL CNeayrLLyo A03Y MIOKOKOPTUKOCTEpOoMaa:

MNMpeaHM30noH BHYTPb 1Mr/Kr/cyTKM (MM B 3KBUBaANEHTHOM f03e,
ecnu ucnonb3yeTcs APYrou rMioKOKOpTUKocTepoua).

MMMYHOMOYIMPYIOLLYI0 Tepanuio cneayeT NPoao/mkaTe B TedeHue 30 aHen,
BK/IIOYas AeHb BBeeHNa npenapata 30/ireHCMa, € nocneaywmM nocreneHHbIM
CHUMKEHMEM [03bl B TeHeHMne Kak MUHUMYM 28 aHeln. MHdpopmaumsa

O MPUMEHEHUK TIIOKOKOPTUKOCTEPOMaa nocne nHdysuu npenaparta
npveeneHa Ha ctpanuue 9 n10.

UHdy3Msa npenapaTa 3onreHcMa

’W MpenapaT 3o5reHCMa BBOAAT TONTbKO OQHOKPATHO NyTeM BHYTPUBEHHOM

Rod uHpysUn.

~—
MpenapaT 3onreHcMa crneayeT BBOAMTHL C MOMOLLBIO LWNPULIEBOTO MHDY3MOHHOTO
Hacoca NyTeM O HOKPAaTHOM MEANIeHHOM MHPY3UM B TedeHue NpubnmsmutenibHo

60 MUHYT. PekoMeHyeTcs yCTaHOBKa BTOPOro «3anacHoro» Katetepa.

MpenapaT HeOBXxoaAVMMO BBOAMTD TONBKO MyTEM BHYTPUBEHHOM MHPY3NN.
Henb3s BEOAUTL Npenapar nyTeM BHYTPUBEHHOIO CTPYMHOIC UM 6OMIOCHOro
BBEACHUS.

Mocne 3aBepLUeHUs MHDY3MM CUCTEMY HEOEXOAMMO MPOMbITL GUINONOTUYECKUM
pacTBOpOM.

MNMpenapat 30freHCMa COAEPXKUT reHeTUYEeCKU MoauduLMpoBaHHbIe
BUPYCHbIE YacTuLbl. B cBA3U ¢ 3TUM Bbl fo/mKHbI cobnioaaTth
COOTBETCTBYIOLME Mepbl MPEAOCTOPOXXHOCTU NpU o6palleHUmn

¢ npenapatoM 30/ireHCMa U BO BPEMs! ero BBeAeHUs.

MoapobHble MHCTPYKLMM MO NPUroTOBAEHMIO Npenaparta, a Takke Hbopmaums
06 oBpaLleHn C NPenapaToM, CNyHaltHOM ero BO3AeNCTBMM U YKa3aHUs

Mo yTunmsaumm npenapara 3o/ireHcMa (BkNtoyas npasusibHoe obpatleHue

¢ BMONOrNYECKMMU XKUOKOCTAMW NaLmeHTa) NnpuseaeHs! B OXIIMM.

NMpUMeHeHMe MIOKOKOPTUKOCTEPOUAOB NOCTe fle4eHUsn
npenapaTtoM 3o/reHcMa

Tepanuio KOPTUKOCTepoMaaMu crieflyeT NPoAo/KaTb He MeHee 2 MecCsILIeB U He
CHWXXaTb 403y A0 TeX Nop, noka yposeHb ACT/AIT He CHU3ATCA A0 3Ha4YeHUs
MeHee 2 x B'H 1 Bce ocTanbHble NoKasaTenu, HanpuMep o6wWnin 6MNUpy6UH, He
BepHYTCSH B Npefenbi HOPMbl.

3TOT NEepMoa MOXET 6bITb yBENMYEH, eCrv Y NaumeHTa He Byaet HabioaaTbest 4OCTaTOHHO
BbICTPOrO CHIMKEHMA YPOBHEN NeveHoUHbIX pepMeHTOoB, 1 GyaeT NpoaoIXKaThCa A0 Tex
Mop, NOKa 3TW YPOBHM He CHU3ATC [0 MPUEMEMbIX 3HaYeHNA. B TeueHme 3Toro nepvoaa
103y [TIOKOKOPTUKOCTEPOUE, KOTOPYIO ByAeT MPUHUMATb MaLMeHT, Heo6xoammo ByaeT
MeO/IeHHO CHMXKaTb, MoKa fiedeHune He ByaeT NONMHOCTLIO MPeKpaLLleHo.

ANT — anaHuHaMuHoTpaHchepasa; ACT — acnapTaTammHoTpaHcdepasa; BMIH — eepxHaa rpaHnua Hopmbl.



MauMeHT AoMKeH NPUHMMAaTb NPEAHU30MO0H B go3e 1 Mr/Kr/cyTku

(wnu B 3KBUBaANEHTHOM fo3€ B c/ly4ae NPUMEHEHUS APYroro rMioKOKoOpTU-
KocTepoupa) BHYTPb B TeueHue 30 AHeW, BKIIloYaa AeHb BBeAeHUs Npenaparta
3onreHcMma. B KoHUE nepropfa Tepanuu rMioKOKOPTUKOCTEPOMOOM (06Lwmi
30-OHEBHbIN Neprop, BKIOYAIOWWI NpUeM 003 MIOKOKOPTUKOCTEPOMAA

Ao v nocne nHoy3um) y naumeHTa Heo6xoamMMo BbiMOMHWTb OLLEHKY

DYHKUMM NeyeHu.

Y NauMeHToB C NpUeMNeMbIMU pe3ynbTaTaMu o6cneaoBaHus
( \G

(HopManbHbIMU pe3ynbTaTaMyu KITMHUYECKOro OCMOTPa, YPOBHEM obLuero
6unupy6mHa, a Taroke yposHamu AJIT u ACT Hmxe 2 x BIH B koHUe
o6ulero 30-gHEeBHOro nepuoaa):

[o3y npegHu3onoHa (Unv 3KBUBaNeHTHYIO 403y APYroro npenapara)
cnefyeT MnocTeneHHo CHWKaTb B TedeHne 28 aoHel.

- HanpuMep: NnpueM npeaHnsonioHa BHyTpb B Ao3e 0,5 Mr/Kr/cyTku B TedeHue
2 Heplenb, 3aTeM B o3e 0,25 MI/Kr/cyTku B TedeHue 2 Heaernb

Y NauueHToB C HapylLueHUSIMU GYHKLIUMU NEeYEeHU, BbISIBIEHHbIMU
B KOHUe o6Liero 30-gHeBHOro nepuoaa:

MNpuMeHeHne NpeaHnU3onoHa cnegyeT NPOAOCMKUTL A0 TeX Nop, noka ACT
1 AJ1T He CHM3ATCS OO YPOBHEM Hke 2 x BIMH, 1 BCe ocTanbHble NokasaTtenu
He HoOpManu3yoTca, Mocne 3Toro creayeT MOCTeNEeHHO CHMXaTb A03Y

B TeYeHue 28 aHen 1nu, npmu HeobXoAMMOCTH, B TeyeHue 6onee
OUTENbHOro Nepuoaa.

PerynsipHble aHanu3bl KPOBU

TwaTenbHbIA U perynsipHbI MOHUTOPUHT (KITMHUYECKUIA U NTaGOPaTOPHbIN)
COCTOSIHUA KaXKAOoro naumMeHTa Heo6XoauMo NPOBOAUTL B TEYEHUE MO MEHbLUEN
Mepe 3 MecsiLeB nocne uHdysum npenaparta 3onreHcma.

MOHUTOPUHI NoKasaTenen dbyHKUMK neueHu (ACT, AT, o6uiero
61nupy6uHa) Heo6xo0AMMO NMPOBOAUTDL C PEry/IIPHbIMU MHTEpPBaiaMM1

B TeYeHUe KaK MMHMMYM 3 MecsiueB nocne nHoysmm npenaparta 3o/ireHcMma.
AHanusbl HEO6XOAUMO BbIMOMHATL:

« e)eHefenbHO B MePBbIN MecsL, 1 B Te4eHWe BCcero nepuvoaa
nocTeneHHoM OTMeHbI MIOKOKOPTUKOCTEPOUAA;

« Ka)kable 2 Heflenu B TeYeHUe elle o4HOro Mecaua;
o MPpU HaNnn4Ymm KNUHUYECKUX rokasaHun.

AJTT — anaHuHamuHoTpaHodepasa; ACT — acnapTatamuHoTpaHadepasa; BIMH — BepxHsa rpakiua HopMbl.

MaumreHToB C yxyaleHmneM GyHKLUMOHANbHOMO COCTOAHMSA MeYeHn U/mnnm nosiBneHmnem
MPU3HAKOB MU CUMIMTOMOB OCTPOro 3a6oneBaHna HEOBXOANMO CBOEBPREMEHHO
obcnenosaTh M TWATENbHO HabntoaaTk.

Mp#u OTCYTCTBMM Y NaLUEHTa OTBETA Ha Tepanumio rMIOKOKOPTUKOCTEPOUAOM
N Npv Nnoao3peHn Ha NnoBpexXxxaeHune nevyeHn Heo6xoamumo
MPOKOHCYNbTUPOBATbCH C AE€TCKMUM rAaCTPOIHTEPOJTIONOM UJTU FrenaTosiorom.

KonuuecTBo TPOMEOLIMTOB CrieAyeT TLaTe/IbHO KOHTPOIMpPOoBaTh
), B TeueHue nepsbix 3-x Hepenb nocne uHdy3umM Nnpenapara
W C perynsipHbiMU MHTEpBanaMm B Nocrneayiowwem.

Mocne BBeAeHUs NpenapaTa 30/IreHCMa KONMYeCTBO TPOMGOLMTOB
cnefyeT NpoBepATh:

* MO MeHbLUEeW Mepe exxeHeeNbHO B MePBbIN Mecal, Mocne BBeaeHuns;

* OOvH pa3 B AiBe Hejenv BO BTOpOVI M TPETUIM MeCsLbl Nocie BBEAEHMS npenaparta,
MoKa Konn4ecTtso TpOMGOLlVITOB He BepHeTCqa K UCXOOHOMY 3Ha4YeHuto.

MNMpu noaospeHnn Ha paseutTne TMA Heo6XOAUMO NMPOKOHCYNbTUPOBAaTbLCS
CO cneymnanmcTom.

BpeMeHHoOe BbifeneHue npenapara

——J) BO3MOXHO BpeMeHHOE BblaeneHune npenapara 301reHcMa, rMasHbIM
,.,lm 06pa3oM C NPOoAYKTaMM XXUIHEAEATENbHOCTU NMauneHTa, B Te4YeHUe He MeHee

1 Mecaua nocne BBegeHUsa npenaparta 3onreHcMa

HapesauTte nepyaTku Npy BO3MOXHOCTU HEMOCPEACTBEHHOIO KOHTaKTa
C 6UONOTUYECKNMI KUOKOCTAMU 1NN MaTepuanom.

Mocne 3Toro TWaTeNnbHO MOMTE PYKM TEMIOMN BOAOM C MbINTOM
unu o6pabaTbiBaiTe CMUPTOCOAEPIKALLMM aHTUCEMNTUKOM AN PyK.

WUcrionb3ymTe ABOMHbIC MNNIACTUKOBbIE MAKETbI /19 Y TUM3aLMM UCTIOMNb30BaHHbIX
MOAMY3HUKOB U APYTrMX OTX0A0B. OQHOPa30BbIe MOArY3HNKA MOXHO
BblGpackiBaTh BMeCTe C 6bITOBbIMU OTXOO4AMM.

TMA — TpoMBoTHUECKan MUKPOAHTMOMNATUS.




MpadmK npoBeeHUA KOHTPOJbHbIX aHaNMU30B
KpoBM:

WHdy3ua
npenapara
3onreHcMma

AHanusbl KpoBn

B TeueHue nepBoro Mecaua rnocse BBefeHna npenapara 3o0/iIreHcMa nauneHTy
HeobxoanMo ByAeT eXXeHe[eNnbHO BbIMOMHATL aHanM3bl KPOBU AJISl OLEHKU
DYHKUMU NeYEeHU U KONMYECTBa TPOMGOLMUTOB B KPOBU. [1/19 CBEPKM C rpadrkom
NPoBeAEeHUA KOHTPObHbIX aHANU30B KPOBKM MOXXHO MCMNOMNb30BaTb NPUBEAEHHY IO
HUKe Tabnuuy.

I l MokasaTtenu $yHKLUUM NeYeHU
Hepens 1

] I Konuuyecreo TpomGouuTos

I I MokazaTtenu GyHKUUM NeYeHn
Hepens 2

I l KonuuecTteo TpoM60oUMTOR

i | MokasaTtenu pyHKUUMU NEeYEHN
Hepensa 3

i I KonuyecTtso TpoM60oUUTOB

I | MokasaTenu GpyHKLUUM NEeYeHU
Hepensa 4

i I KonuuyecTtso TpoMGoumTOoB

Nndysns
npenapara
SonreHema

AHanusbl KPoBU

B TeyeHme BTOporo Mmecsua nocne BBeAeHUs npenaparta 30/reHcMa U B Te4eHune
BCEro rnepuoaa NoCTeneHHOM OTMEHbI IMIOKOKOPTUMKOCTEPOMAA NALMEHTY HEOBXOAMMO
6yneT exxeHepenbHO BbINOMHATbL aHANMU3bI KPOBU ANS1 OLUEHKU PYHKLUMOHATBHOIO
CcOCTOoAHUSA NeYyeHn. Konmyectso TPOoM6OLMTOB B KPOBU Heo6xoauMo 6yaeTt
KOHTPONMPOBaTb OAWH Pas B ABe HeAeNu, MoKa KOTMYeCTBO TPOMBOLIUTOB

He BepHeTCs K CXOOHOMY 3Ha4eHuo. [1na ceepku ¢ rpadmkomM nposeaeHma
KOHTPO/bHbIX aHaNN30B KPOBW MOXHO NCMOMb30BaTh NPUBEAEHHYIO HUKe TabnuLy:

Hepena 5 ‘ I Mokasarenu GyHKUUU NeyeHn
I l MokasaTtenu pyHKUUK NeYeHn
Hepenn 6
Konuuecrtso Tpom6oumntos
(ecnu He [OCTUIHYT UCXOOHBIN YPOBEHbD)
Hepena 7 | I MokasaTtenu $yHKUMUMU NeYeHn
i | MokasaTtenu pyHKUMM NeYeHn
Hepens 8
Konuuyecrtso TpoM6ounTos
(ecnu He HOCTUNHYT UCXOAHBIN YPOBEHD)




Hudyaua
npenapara
3onreHcma

AHanusbl KpoBU

B TeueHue TpeTbero MecaLla nocne BBeeHNA nNpenaparta 3onreHcMa naumneHTy
HeobxoarMo ByeT perynsipHO BbINOMHATL aHaNM3bl KPOBU AN OLIEHKN GYHKLIMOHANbHOMO
COCTOSIHUSI NEYEHU U KONTMYECTBA TPOMGOLIMTOB B KPOBM (MOKa KOSIMUECTBO TPOMOOLUMTOB
He BEPHEeTCA K UCXOQHOMY 3HayeHuo). [Insa cBepku ¢ rpadmukom nposeaeHus
KOHTPOJTbHbIX 2H3aTN30B KPOBWM MOXHO MCMOJ/1b30BaTb NPUBEASHHYIO HUXKe Ta6nmu,y:

Hepens 9

Mokasatenu pyHKLMU NeYeHU
(Anst NAaUMEeHTOB, Y KOTOPbIX NoKasaTenu
GYHKLUUM NeYeHU rnocne neveHmns

He BepPHY/TUCb K UCXOAHOMY YPOBHIO,
WM NaLMEeHTOB B Nepuoa NocTeneHHon
OTMEHbI KOPTUKOCTEpOUAa)

Hepens 10

Mokasarenu GyHKUMK neveHn

KonuuyecTBo TpOMGoLUTOB
(ecnu He AOCTUNHYT MCXOAHDIN YPOBEHb)

Hepena N

MNMokasarenu pyHKLUM NeYeHU

(115 NauMeHTOoB, Y KOTOPbLIX NoKasaTenu
GYHKUMUM NeYEeHU Nocne NeYeHus

He BEPHYIUCb K UCXOAHOMY YPOBHIO,
WNY NALKUEHTOB B Nepuop NocTeneHHoW
OTMEHbI KOPTUKOCTEpOMAA)

Hepens 12

Moka3satenu GpyHKUMM NMeYeHn

KonuuyecTtBo TpOMGOLUUTOB
(ecn1 He AOCTUIHYT UCXOAHDIN YPOBEHb)

NTOoroBbii KOHTPOIbHbIU NEepPeYeHb

HuvKe npeacTaBrieH UTOFOBbINM KOHTPONbHBIN MepeYeHb, coaepXxalimm
onucaHue AeNCTBUN, KOTopble crieayeT NnpeAnpuHUMaTh A0, BO BpeMst

¥ nocne nHoy3umn npenaparta 307reHCMa, U KOTOPbIE MOMOraloT CHU3SUTDL
BO3MOXHbI€ PUCKU, CBSI3aHHbIE C Tepanuen npenapaTtom 3oreHcMma:

“‘I
11

o BBeAeHMs Npenapara

I ' MponHbOpMUPYITE KL, OCYLLIECTBAIOLWLMX YXOA, 33 NauneHTaMu,
o cnepnyioLeM:

OCHOBHbIE PUCKW, CBA3aHHbIE C MPUMEHEHMWEM Nnpenaparta 30reHcMma,
i l M UX MPU3HAKMU U CUMMTOMbI, BKJ1H04AA rernaTtoTOKCUYHOCTD,
TpoMm6GouuToneHuo u TMA

i I MpakTU4ecKue coBeThbl Mo yTUIN3aLmMmn 6MONOrMyecKmMx MaTe pmanos.
Heo6xoAMMOCTb B pPeryfisipHOM BbiNMOMHEHUW aHaNIU30B KPOBU

i | Ba)KHOCTb NPUMEHEHMUS IMIOKOKOPTUKOCTEPOUO OB

i I Heo6xoamMMocTb yaenaTh oco6oe BHUMaHMe NpodUnakTMKe, KOHTPono
Y nevyeHuto MHGEKUMOHHbIX 3a60NeBaHUIA 40 U Nocne BBeASHUS
npenaparta 3onreHcma

BbinonHeHMe aHanNM30B KPOBMU, B TOM YUCNe aHanu3a Ha Hannyume aHTmTen K
AAV9 0na yCTaHOBNEHUA UCXOOHbLIX YPOBHEN

Ha3HayeHue 0o3bl MIOKOKOPTUKOCTEepoUuaa 3a 24 Yyaca A0 BBeaeHuUna
npenapara 3onreHcMa Ang ocnabneHma UMMYHHOIo oTBeTa

OueHKa NMaHa BakuMHaUMM N9 NPUHATUS pelleHns 0 Heo6xoaMMocTm
ero Koppekumm

OueHKa o6L1ero CocTosHUSA 300POBbs NMaLUEHTa, MOCKObKY NPV Hain4ymnm
MPU3HaKOB UMK CUMMNTOMOB, CBUAETENbLCTBYOLLMX 06 MHPEKLMOHHOM
3a6onesaHuu, Tepanuio HEOBXOANMO OTIOKMUTL

U3mMepeHMe Macchl Tena naumeHTa Ana pacyeTa NnpaBuibHOM Ao3bl
npenaparta 3ofireHcMa

O 0ood

Bo Bpemsa nHdysum

OueHuTe obLuee COCTOsTHUE NAUUEHTa, YToGbl Y6eamnTbes, YTO OHO MO3BOMSeT
BbIMONHUTL MHDY3MIO NpenapaTta (HanpuMep, paspelmnnmch MHGEKUMOHHbIE
3aboneBaHus) UM YTO HEOOBXOAMMO OTNOXKNTL BBEAEHWE NpenapaTa

Y6eauTech, UTO NaLMeHT MPUHS HavanbHYo 403y MIOKOKOPTUKOCTepouaa
3a 24 yaca go MHY3MM npenaparta 3o01reHCMa, 1 gaiTe creyioLlyio o3y
ans ocnabneHns UMMyHHOMo oTBeTa

M3MepeHue Macchl Tena NaumeHTa 41s pacyera NpasuibHOM 403bl
npenapara 3o/reHcMa

UHy3ua npenapaTta 3o0/IreHCMa NPOoBOAUTCS TOSIbKO OfMH pa3

Heobxoonmo cobnoaaTe NpaBuna Haanexatlero o6palieHmus
c npenapaToM 3onreHcMa

Doo o O

AAVS — afeHoaccoLMMpOBaHHLIN BUPYC cepaTmna 9; TMA — TpoMBOTUYECKas MUKPOaHTMOMaTHs.



Mocne neyeHus

Tepanuio KOpTUKoCcTepoMaaMm crieqyeT Npoao/HKaTh He MeHee 2 MecsaLEB;
[03y He crieQyeT CHWXKaTb A0 TexX Mnop, Noka yposeHb ACT/AJIT He OCTUTHET
3HaYeHUsa MeHee 2 x BIH 1 Bce ocTanbHble nokasaTenu, Hanpumep o6wmn
6unnpy6uH, He BEpHYTCA B HOPMbI.

[

TwaTenbHbIM U perynsapHbii MOHUTOPUHI (KTMHUYECKUA U NaGopaTopHbIN)
COCTOAHUS KaXKA0ro naunmeHTa Heo6XxoauMo NpPoBoAUTL B TeYeHue
no MeHbLen Mepe 3 MecaueB

CeoeBpeMeHHoe o6crefoBaHUE NaLUEHTOB C YXyAlleHUneM dyHKLMOHANbHOro
COCTOSIHUS NMeYeHU U/Unu NosiBNIeHNEM NPU3HAKOB UM CUMIMTOMOB OCTPOro
3a6oneBaHusa

KOCTepoOUaOoM Ui Npu NOOO3PEHUU Ha NOBpeXAeHUe nevyeHu Heo6xoamMmo
MPOKOHCYNbTUPOBaTbCA C ATCKUM NACTPOIHTEPOSTONOM UK renaTosioromMm

Mpu Nnogo3peHun Ha paseutue TMA Heo6Xx0QMMO MPOKOHCYIBTUPOBATLCS
CO cneumanmucTom

i l Mpu oTCyTCTBUM Y NALMEHTa aA€KBATHOMO OTBETA Ha Tepanuio rMiOKOKoOpPTU-

ACT — acnapratamMuHoTpaHchepasa; OX/ 1M — obLias xapakTepucTrKa NeKapcTBEHHOro Npenapara;
TMA — TpoMBoTudecKkas MMKpoaHronaTus; BMH — BepxHAA rpaHmLa HOpMbi.

Ona 3aMeToK




3onreHcma®

BaxHo! Mepea HazHadeHMeM npenapara 03HaKOMbTECh C NOMTHOM obLei
XapaKTePUCTUKOM NeKapcTBEHHOro Npenapara, AOCTYMHOM Ha 3MeKTPOHHbIX pecypcax:
https://www.novartis.com/ru-ru/about/products (aata goctyna 14.09.2026),
https://Ik.regmed.ru/Register/EAEU_SmPC (gaTa aoctyna 14.09.2026).

dopma Bbinycka

PactBop ans uHdy3unii: B 1 Mn oHaceMHoreH abenapeoBeka cogepxuTes 2,0 x 107
BEKTOPHbIX FeHOMOB (BT) (HOMUHanNbHaA KOHUEHTpauwsa). [1sa pnakoHa pasmepom 5,5 mn
wnu 83 M.

MNMoka3saHusa K NPUMEeHEeHUIo

MpenapaT 3onreHcMa® NokasaH A8 NPUMeHeHUsa y NaunueHTOB CO CNMHaNbHoOM
MblleYyHo aTpoduen (CMA) c buannenbHon MyTaunen B reHe SMNIL

[o3bl U cNoco6 NpUMEeHEeHUs!

MHdy3m1a NpenapaTa AOMKHA BbIMOMHATHCH TONbKO MEAULIMHCKNM CNEeLManncToMm.
MaumneHTbl He AOMKHbI NOMYyYaTh NOBTOPHYIO MHDY3MIO NpenapaTta 3onreHcma®.
PekoMeHayeMas fo3a coctasnset 1,1 x 10 BekTop-reHomoB (Br)/kr. Hapnexaulaa nosa
1 COCTaB KOMMJIEKTa ONpenensatoTcs Maccom Tena rnayueHTa.

MpuMeHeHme npenapata 3o/areHcMa® y NaumnmeHToB C MHPEKLUMaMU CneayeT OTAOKUTb
[0 Tex Nop, NoKa MHPEKUMA He PaspeLLmnTCa U COCTOAHME NauneHTa He cTaHeT
KTMHUYECKM CTabUNbHbIM.

Mepen Hdy3Men NnpenapaTa 3onreHcMa® cnegyeT OUEHUTb CoOAepPXKaHUe aHTUTEN K

AAVY, OLIEHUTb UCXOAHO PYHKLIMIO NedeHu (AT, ACT, o6wmin 6Unupy6uH, anbbymuH,
npoTpoM6rHoBoe Bpems, AYTB, MexkayHapooHoe HopManmn3oBaHHoe oTHoweHne [MHO]),
onpenenuTb ypoBeHb KpeaTUHWHE, PEKOMEHO0BaHO NpoBeAeHMe obLIero aHanmsa Kposu.
Mocne nHdy3sum Nnpenapata 3onreHcMa® crieqyeT PerynsapHO KOHTPONMPOBaTb QYHKLNIO
neyeHn 1 KoNmM4ecTso TpPoMOBoLMTOB. Bce NaumeHTbl 4OMKHbI Mony4aTb CUCTEMHbIE
KOPTUKOCTEPOMAbI A0 M Noc/e Npuema npenapata 3onreHcMa® MoapobHble yKasaHus
npvBeneHbl B MOMHOM OBLLEN XapaKTepPUCTUKE NeKapCTBEHHOMo npenapara.

MaumeHTbl 0Co6biX KaTeropumn

HapyleHue pyHKUmn novek. BesonacHocTb 1 3¢deKTUBHOCTL NpenapaTa 3onreHcma®
Y MaUMEHTOB C HapyLlUeHUAMU QYHKLMN NOYEK HE YCTaHOBMEHbI.

HapyiueHus yHKUum nedeHu. NMpy paccMOTPEHUK BOMPOCa O MPUMEHeHMn npenaparta
3onreHcMa® y MaLMeHTOB C HapyLlleHMAMM GyHKUMM NedeHn cnedyeT cobnioaaTb
OCTOPOXKHOCTb.

Meguarpudyeckue naLueHTsl. 5e3onacHocTb U 3PPEeKTUBHOCTb OHAaCEeMHOTeH
abenapBoBekKa y HEe[IOHOLEHHbIX HOBOPOXAEHHbIX A0 AOCTUXKEHUS MOHOro
recTalMOHHOro BO3pacTa He yCTaHOBMEHbI.

Cnoco6 npuMeHeHusa. ToNbKO ANg OOHOKPATHOM BHYTPUBEHHOM MHDY3MM.

Moapo6Hble YKa3aHWs Mo NPUroTOBMEHWMIO U BHYTPUBEHHOM MHY3MM NpuBeaeHbl
B MONHOM 06 LLEN XapaKTePUCTMKE NEKapPCTBEHHOro NpenapaTa.

MpoTuBonokasaHus. [MNepyyBCTBUTENBHOCTL K OHaceMHoreH abenapBoBeky
MU K No6OMy 13 BCNOMOTaTeNbHbIX BELLECTB.

Oco6ble yKasaHUA U Mepbl NPefoCTOPOXHOCTHU

+ CMA nosgHew ctagun. Y naumeHToB ¢ nporpeccupytoLier CMA, >Xu3Hb KOTOPbIX
noaoepXuBaeTca 3a cYeT NocToaHHOM VMBI 1 KoTopble He HabupaloT BeC, COOTHOLLEHWEe
MOMb3bl U PUCKA, CBA3AHHbIX C MPUMEHeHUeM npenapaTta 30/reHcmMa®, He yCTaHOBNEHO.

+ [eNaTOTOKCUYHOCTb. BBeaeHue AAV-BEKTOPa MOXET MPUBOAUTL K MOBbILLUEHUIO
aKTUBHOCTU aMUHOTPaHchepas, KoTopoe MOXeT 6biTb cepbe3HbiM. CooBLLANoCh 0 Crydaax
OCTPOW Ne4YeHOYHOM HEOCTAaTOYHOCTU C NeTanbHbIM McxogoMm. [1o n nocne nHoysum
npenapata 3o1reHcMa® BceM NaumeHTam cnefyeT BBOANTb CUCTEMHbIN KOPTUKOCTEPOUA,
DYHKUMIO NeYeHn criefyeT OLEHUTb UCXOAHO A0 MHPY3UM U HabnoaaTb 3a Hel B TeYeHue
no KpamHen Mepe 3 Mecaues nocne nHoy3nm 1 B NobbIX Apyrnx Cny4asx npu Hanuymm
KNMHUYECKUX NoKasaHun. MNpu Nogo3peHnn Ha NopaxKeHme nedyeHm pekoMeHayeTca
nposegeHue ganbHenwero ob6cnegoBaHua (HanpuMep, onpeaeneHne yposHsa ansbymMmHa,
npoTpoMbuHoBoro BpemeHu, A4TB n MHO). Prcku 1 nonb3y, CBA3aHHbIE C MPUMEHEHUEM
npenapaTta 3onreHcMa®, cnegyeT TWaTeNbHO COMOCTaBUTb NPU MPUHATUN peLlleHns

0 NPUMEHeHUK NpenapaTay NauUeHTOB C HapyLUeHWeM QyHKUMUMU NeYeHU. « CUCTEMHbIN
UMMYHHbIW OTBET. B CBA3M C NOBbILLEHHbBIM PUCKOM Pa3BUTUSA CEPbE3HOMN CUCTEMHOIO
MMMYHHOrO oTBeTa nepef nHdy3nen npenaparta 3onreHcma® pekoMeHayeTcs, YToobl
oblee cCoCToAHWE 300POBbA NALMEHTOB BbINO KITIMHUYECKN CTabUMbHBIM.

+ IMMyHoOreHHoOCTb. Hanmnuumne antuten Kk AAV9 y naumeHTa cnegyert onpenenunrb

0o nHoy3nu npenapata 3onreHcMa® « TpomboumuToneHmnsa Ymucno TpomMéoumnToB cnegyet
onpepenuTb 0o MHdY3unm Npenaparta 3onreHcMa® 1 NepruoanYeckn onpegenaTs nocne
UHDY3UN. « TPOMOBOTUYECKaa MUKpoaHrnonaTtua (TMA) Ecnuvy naumeHTa NpucyTCTBYIOT
KAMHUYECKME NPU3HaKK, CUMMNTOMbI U (MNU) NabopaTopHble HapyLLeHUs, XapaKTepHble
ona TMA, cnenyeT HeMe4IeHHO MPOKOHCYTETUPOBATLCS C AETCKMM reMaToiorom

1 (UNn) geTckuM Hebponorom Ana HaszHavdeHua neyeHma TMA B 3aBUCUMOCTHM OT
KNUHNYECKMX MOKa3aHUW. « TPOMoHUH-1. Mpr HanU4nMmM KNMHNYECKNX NOKa3aHuni cneaqyet
pPaccMoTpeTb BO3MOXXHOCTb NpoBeaeHNa o6cnefoBaHus cepaua U Npu Heo6xoanMoCTH
MPOKOHCYNBTUPOBAaTLCA C KapAMNONOroM.

+ TeOpeTUYECKUI PUCK OHKOreHHOCTU. CyLLIeCTBYET TEOPETUYECKUIN PUCK OHKOMeHHOCTU
no npuymHe nHterpaumm O HK Bektopa AAV B reHOM.

HeXenartenbHbie fleKapCcTBEHHbIE peakumnm
OyeHb 4acTo (>1/10): NoBbILLEHWE YPOBHS MeyYeHO4YHbIX GEePMEHTOB.

Yacro (21/100, Ho <I/10): TpoMGoumMTONEH U], PBOTA, reNaToTOKCUYHOCTb, MMPEKCUS,
noBblLLEHUEe KOHLeHTpauum TponoHuHa.

Heuacro (21/1000, Ho <1/100): TpoMBoTMYecKasa MUKPOaHMoNaTua, OCTpas NnedeHoYHasa
HEeQOoCTaTOYHOCTb, MHPY3UOHHbIE peakumu.

Peako (>21/10000, Ho <1/1000): aHadbunakTUYeckne peakumm.

B3aumMopencTeua. ViccneqoBaHua no M3yydeHuio B3anMoOencTama c opyrmmm
NeKapcTBeHHbIMU NpenapartaMm He NpoBOaAUNUCD.

Ycnoewus oTnycka. o peuenty.

HoeapTtuc ®apma Al NTuxTwTtpacce 35, 4056 ba3sens, Lsenuapua
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Ansa coobLeHns 0 HexenaTenbHbIX ABNEHMUAX
CBS)KMTECb C OTAENIOM No papMaKoHaa3opy rpynnbl KoMnaHui «<HosapTuc»:

000 «HoBapTtuc ®apma» B Poccumnckon depepauum:

Anpec: 125315, r. MockBa, JleHuHrpaackum npocnekT, a. 70. TenedoH: +7 (495) 967-12-70,
dakc: +7 (495) 967-12-68.

SneKTpoHHas rnoyTta: drug.safety_russia@novartis.com

MpeacrasutenbcTteo AO «HoBapTuc ®apma Cepsucec Al»

(lWBenuapckan KoHdbenepauus) B Pecnybnuke Benapych: 220069, r. MUHCK,
np-T A3ep>xmnHckoro, 5 nom.3, odpuc 3-1, Ten.: +37517 360 03 65

InekTpoHHaa nouTta: drugsafety.cis@novartis.com

TOO «HoBapTuc KasaxctaH» B Pecny6nmke KasaxcraH:
Appec: 050022, r. Anmarsl, yn. KypmMaHrasbl, 95. TenedoH: +7 (727) 258-24-47
2neKTpoHHasa noyTa: drugsafety.cis@novartis.com

CoobueHunsa o HeXxenaTtebHbIX peakKumnax:

B cnyyae BO3HWKHOBEHMUSA No6bIX HeXXenaTtenbHbIX peakLuuii
HeobXxoaMMO COOBLNTL O HUX BpaYy.

STO KacaeTcs B TOM YMce 1 BO3MOXHbIX HeenaTenbHbIX
peakuumn, He NnepedmncneHHbix B OXJ1M m NB.

MOYXHO TaKKe yBeOOMUTb O BO3SHUKHOBEHWMKW HeXXenaTeMbHbIX
peaKu,M% MeCTHble YNOJTHOMOYEeHHble OpraHbl:

Poccuickaa depepauumda ,

depepanbHasa cny»ba no Hag3opy B chepe 3gpaBooxpaHeHus. Agpec: 109012, r. MockBa,
CnaBgaHcKas naowadb, 4. 4, ctp. 1. TenedoH: +7 (800) 550-99-03

INeKTpOoHHaa noyTa: npr@roszdravnadzor.gov.ru nnm pharm@roszdravnadzor.gov.ru
CanT B MHOOPMALMOHHO-TENEKOMMYHUKALMOHHOM CeTU «MHTepHEeT»:

Pecny6bnuka Benapychb:

Y «focpapmHanzop» Agpec: 220030, r. MUHCK, yn. MAcHWKOBA, 4. 32, NoM. 2.
TenedoH: +375 (17) 242-00-29, dakc: +375 (17) 271-25-75

IneKTpoHHanA noyta: pharm@gospharmnadzor.by

CanT B UHOOPMaLMOHHO-TENEKOMMYHMKALIMOHHOM ceTU «MHTepHeT»:

Pecny6numka KasaxctaH

PI'M Ha MXB «HaunoHanbHbIM LEHTP 9KCNEPTMU3bl NEKAPCTBEHHbIX CPEACTB

V MeOUUMHCKUX U3gennm» KoMmuteTa MeAULMHCKOro M dapMaL,eBTUYECKOro KOHTPONS
MUHUCTepPCTBa 3apaBooXpaHeHns PecnybnmKkm KasaxcraH.

Apgpec: 010000, r. AcTaHa, yn. A.MMaHoBa, 13, 4 3Tak

Tenedow: +7 (7172) 235135

2neKTpoHHasa noyTta: farm@dari.kz

Cant: www.ndda.kz

MaTtepuan nogrotosneH komMraHmen OO0 «HoBapTmc Oapman.

Poccug, 125315, r. MockBa, JIeHMHIrpagckuim np-T., 4. 70,

Ten.: +7 (495) 967-12-70, pakc: +7 (495) 967-12-68, www.novartis.ru

Ko opo6penus B Poccuiickoi deaepalimm: d) NOVARTIS
11788381/OnaAbe/A5/09.26/400/RMP

Kop opobpeHua B Pecnybnumnke Benapycs:

BY/11787401/OnaAbe/PDF/10.26/0/RMP
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UHdopmauua ansa nuu,
OCYLUEeCTB/AILWUX yXxon
3a naueHTaMM, KOTOpPbIM

Ha3sHa4yeH npenapart 3onreHcMma®y
(oHaceMHoreH abenapBoBek)

Bpau Bawero pe6eHka pan BaM a1oT 6yK/ieT, NoToMy uTo BaweMy pe6eHKy
Ha3HauyeH npenapart 3o/reHcMa.

B naHHoM BykneTe NpegocTaBneHa MHGopMaLmsa, KoTopas MoMoxeT Bam
3afaTb Bpayy Bawero pebeHka BONPOChI, CBA3aHHbIE C MPOBOAVMbIM NTe4eHUEM.
O3HaKoMbTeCb TakXKe C SIMCTKOM-BK/IabILLEeM Mo 3TOMY NTeKapCTBEHHOMY
npenaparTy, KOTopbIY Bbl nonydunTe.

V MpenapaT 3onreHcMa NOANEXKUT AOMONHUTENIbHOMY MOHUTOPUHIY

C Lie/blo ObICTPOro BbIABNEHWA HOBbIX HEeXkenaTeflbHbIX peakuni. Ecnu y Bawero
pebeHKa BO3HWKHYT Ntobble HexenaTeNbHble peakuum, coobLumTe 06 3ToM
nedvatlemy Bpady Balwlero pebeHka Ui ApyroMy MeamuUnMHCKOMY paboTHUKY.
3TO MOTyT BbITb Nt0ObIE BO3MOXHbIE HexenaTellbHble peakLinu,

He nepeduncsieHHble B JaHHOW Gpolutope UMK B TUCTKe-BKIaabiLLe.

MpeacraBneHHas MHGOPMaLWA NpeaHasHaueHa UCKTIOUUTENbHO /15 03HaKOMUTENbHbIX LIENei U He 3aMeHsaeT 06CyKaSHUS
CUTyaLnm ¢ BpadoM Ballero pe6eHka unm MeaMUMHCKUMU paBoTHWKaMK, KoTopble fiedaT Balero pe6eHka. MHdpopMaLms
OTHOCUTCA K CRINHAabHOM MbILLEYHOM aTpodum 1 NpeaHasHaveHa As o6LLEero 03HaKoMAeHUs.



Kakasi uHpopmauuma cogepxXurca
B AaHHOM 6poLlulope?

MHDOPMALIMS O CMA 4
+ Yto Takoe CMA? &
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KakoBbl MpUYnHbl paszsutmna CMA? 6
y KOro paBBMBaeTCﬂ CMA‘) ...................................................................................................................... 7
WNHdopmauums o npenaparte 3o1reHcMa U MeXaHM3Me ero JeNCcTBUa 8

WUHdopmaums o puckax, CBS3aHHbIX C MPUMEHEeHUeM
npenapara 3onreHcma. BaxkHaa nHpopMaumsa o 6esonacHocTt e 10
M BO3MOXHble He)kenaTternbHble peakumu npenapara 3oAreHcMa

OCO6eHHOCTM NPUMEHEHUSA NPenapaTa 30/IFeHCMa o 15
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[TOCTIE MEUEHMEA e E—— 19

Korpaa cnegyet o6pallaTtbcs 32 MEAULMHCKOMN MOMOLUBIO? v 25

MecTHble accoumaumm - R ¥

YacTo BCTpeYaLmMecs TEPMUHbI, KOTOPbIE CNeAYyeT 3HaTh e 28
Ol‘lpeﬂ,eI'!EHMﬂ TePMUHOB, BCTpeYalLlwmxca B JaHHOM pyKoBoACcTBe

CMA — cnuHansHas MbileyHas atpodus CMA — crnHanbHas MbllieyHas aTpodua

I'lpe.qcraanenuaa uu¢opmaum| npeaHasHavYeHa UCKITIOYMTESNbHO ANSA O3HaKOMUTENbHDbIX LIENe U He 3aMeHseT OGCY)KAEHMﬂ 3
CHTYaumm C Bpa4Yom Batuero pe6eHka nin MeauUMHCKIMK PaBOTHMKaMM, KOTopbie nedar Bawwero peberka. MHbopmMauus
OTHOCUTCS K CMUHANbHOM MbilLIEYHOW aTPOd UK M NpeaHa3sHa4eHa A O6LLero 03HaKOMNEHUS.




NHPopmauma o CMA

CnuHanbHaa MblledyHas aTpodma (CMA) — 3To pekoe HacneACTBeHHOoe
3abonesaHue, NPy KOTOPOM NPOUCXOOUT yTPaTa HEPBHbIX KITETOK, YTO NPUBOAUT
K MbllleuHom cnaboctr. CMA pa3BuMBaeTCs, MOCKOMbKY 0COOble HEPBHbIE

KNETKWU, KOHTPONMPpYoLMe OBMXKEHUS MblLUL, U Ha3blBaeMble gBUratefibHbiMun
HelpoHaMu (MOTOHEeWpPOHaMK), NMOCTEMEHHO MOBPEXAAIOTCA U NpeKpaLlaloT
BbIMONHATb CBOIO GYHKUMIO.

’ CurHanbol NoCTynaloT U3 NNNIOBHOINO MO3ra
@H Y niogen co CMA curHansl ansg AsvkeHud
y

MbILLILY CbOpMMpyiOTCFl B roTIOBHOM MO3re.

HapyuwieHue GYHKLUUNA ABUTraTeNIbHbIX
HEeUPOHOB

OpnHako U3-3a 4edEeKTHOro reHa HEPBHbIE KIETKY,
HasblBaeMble ABUraTeNlbHbIMWU HEMPOHaMM
(MOTOHeMpoHaMu), KOTOpble NEPeaaroT CUMHalbl
OT CNMHHOIO MO3ra K MbiLLLaM, NepecTaroT
DYHKLMOHMPOBATL. DTO 03HAYAET, YTO CUIHasbI,
reHepvpyeMbie B FOJIOBHOM MO3re, He MepefatoTcs
OT CMUHHOIO MO3ra K MbILLLAM.

- -

P

OcnabneHHbie MbliLLLbl

Ecnu MblLLUbl HE NOMyYaloT CUrHanNel, 3actTasnapLme
X BUraTbCsH, OHW UCToLaTCa (aTpodmpytoTcs)
1 cTaHOBATCS BCe Bonee cnabbiMu.

KakoBbl cuMnToMbl CMA?

CumMmnToMbl CMA MOryT OTIMYaTbCs Y Pas3fiMYHbIX N04eN, B TOM Yucne

M MO CTeNeHM TAKeCTU. 3aboeBaHMe MOXET BNIUATb Ha BbIMONHeHne
MoBCeOHEBHbIX AENCTBMIN, BKITIOYAA AbIXaHWe, MPUEM MULLM, @ TaKKe
CMOCOBHOCTb CUAETH, MON3aTh U XOAUTb. YeM paHbLLe NOABASIOTCA CUMMATOMbI
CMA, TeM BbllLIe BEPOATHOCTb, YTO 3aboneBaHme ByaeT NpoTekaTs 6onee TaKeno.

CMA — cninHanbHas MbllbeyHasn aTpodus

Ha MoMeHT noctaHoBKM amnarHosa CMA naumeHTbl MoryT 6biTb
KnaccnduLMpoBaHbl Ha OCHOBaHUKM Takmx GaKTOPOB, Kak KONMYECTBO
Konuw reHa SMN2, Bo3pacT MaHudecTaumm 3aboneBaHmna M MaKCUMarbHbIX
DYHKLMOHaNbHbIX BO3MOXXHOCTEW.

K oCHOBHbIM 3Tanam gsurartenbHOro passuTus peGeHKa
OTHOCSHATCH crieayuine HaBbliKH:

Q:S é ﬁ
MNMogHUMaTL ronosy 3axBaTbIBaTb U yAep)XUBaTb MonsaTtb
4YTO-NTM60 pyKoM

= \e & &

CTOATb 1 XOAUTb

Cunpgetb [MepeBopavunBaTbCs

6 Mecaues 18 mecsaues 18 net

Be3 BMeluaTenbcTBa UM Ne4eHMs NPOAOIHKUTENbHOCTb XU3HM Y AeTen

c TakenbiMu dopMamum CMA cokpaluaeTtcs. OQHaKo Npw paHHEM MeanLUMHCKOM
BMeLLaTeNbCTBE U NeYeHUU OeT C BoMbluei BePOATHOCTbIO 4OCTUMatoT
OCHOBHbIX 3TarNoB PasBUTUSA OBUraATENbHbIX GYHKLMM, KOTOPbIE PeaKo
HabnoaaTCs NPy eCTECTBEHHOM Te4eHun 3abosieBaHms.

CMA — cnuHanbHana MsiliedHan aTpodua; SMN — Gen

«BbOKMUBAEMOCTY OBUTATENbHbIX HEADOHOBA.



Ona 'HopMaanoﬁl paboTbl MOTOHEMPOHOB TpebyeTca 6enok,

"3° Ha3blBaeMblt 6€NKOM BbI)XMBAEMOCTM MOTOHEMPOHOB (SMN).

o, Bes 6enka SMN MOTOHEMPOHbI B CMMHHOM MO3re nepecraioT
paboTaTb, a MbllLbI cTaHOBATCA cabee. Benok SMN npoussoanTcs
B OpraHm3me n3s reHa SMN.

nnu otcyTcTayeT. CyllecTByeT BTopow reH SMN, N3BeCTHbIN Kak SMN2,
KOTOPbIN ABNAETCA «Pe3ePBHbIM», MPOU3BOAMUT TONbKO HebBonbLLoe
Konuyectso 6enka SMN. B pesynbTate npu CMA He cuHTesmnpyeTcs
[0CTaToOYHOE KonmyecTBO PyHKLUMOHMpYoLero 6enka SMN,

1 MOTOHEMPOHbI MPeKPaLLaIoT HOPManbHO GYHKLMOHWUPOBATD,

M13-33 Yero MblllLbl CTaHOBATCA crabee.

& Mpn CMA ocHoBHoM reH SMN, n3BecTHbIN Kak SMNT, HemncnpaseH

e — HewucnpasHbin

” MOTOHEMPOH
WM HeMUCrpaBHbIA
reH SMNT1 [eH SMN2
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HepocratouHoe KonuyecTso
PyHKUMOHaNbHoro 6enka SMN
(NnpuMepHO 10 %)

Atpodusa
MbILLILY

DyHKLMOHaNbHbIN HedyHKUMOHaNbHbIN
6enok SMN 6enok SMN

MB3EMOCTU OBATS

CMA 06bl4HO HacnenyeTcs, XOTa MHOMAa 3To 3a6oneBaHue MOXKeT
Pa3BUTLCA B pe3yrsTaTe cry4YamHoW oWnGKM B reHe SMNI.

O O [leTw HacnenytoT ABe KOMum reHa SMNT, Mo OOHOM KOMUM OT KayKaoro
ﬂ [} popuTensa. OgHa NosoBMHa reHeTnyeckom uHdopMaLym pebeHka
MOCTyMaeT OT MaTepw, a BTopas NnofoBMHa — oT oTua.

SMNT aBNSAIOTCH HOCUTENAMM, Y HUX OBbIYHO OTCYTCTBYIOT MPU3HaKM
CMA. Ecnn o6a poguTens aBNSoTCA HOCUTENSAMM, BEPOSITHOCTb TOTO,
41O pebeHok yHacnenyeT CMA 1 370 3a6oneBaHme pa3oBLeTCs Y HEero,
cocrasnget 25%.

@( Iloan ¢ ogHOM HopManbHOM U OO4HOM HEUCMPAaBHOM KOMUSMW reHa
L]

seve s N e

CMA BcTpeyaeTcs NpuMepHo

y 11310 000-12 000 HOBOPOXKOEHHbIX
[eTer, HE3aBMCMMO OT PacoBOM
NPUHaONeXHOCTU UNu Nona

Hocutenammu CMA
FO% ABNAIOTCA MPUMEPHO
rj 1Ha 50 yenosek.

O

L]
300poBbIn 3p0poBbi
Hocutenb Cf’ ﬂ i].} Hocutenb

NMeeT HemncnpaBHyto
Y HOPMarnbHYyHO KOMnn
reHa SMN1

MMeeT HencnpasHyto
1N HOPMarbHYHO Konum
reHa SMN]

s @

300poBbIA YenoBeK Hocurens Hocutenb 3a6oneswuin CMA

PebeHok HacneayeT PebeHok HacneayeT PebeHok Hacnenyer
HOPMa/IbHYIO KOMMIO reHa  HOPMaslbHYIO U HEUCTIPABHYKD — HEMCMPaBHYHO KOMUIO

SMNI] oT Ka)kgoro Konumum reHa SMNIT u, reHa SMNIT
poautens u, KaK CneacTBue, CTaHOBUTCA  OT KaKaoro poauTens u,
cnegoBaTeribHo, HocuTenem CMA. crefioBaTernbHo, y Hero
Y Hero He pa3BMBaeTca pa3BuBaeTca CMA.
3aboneBaHue.

CMA—c SOKVBAEMOCTY QBN L HOB».




MHdopmMaLuuma o npenaparte 3o/reHcMa
M MeXaHu3Me ero gemncreusa

u aeten co CMA. MNMpenapaT 3ofreHcMa OTHOCUTCH K BapUaHTy

@ MpenapaTt 3onreHcma npyuMeHsaeTca Anga ne4yeHua MnageHLues
nevyeHusd, HasblBaeMOMYy «reHHad Tepanua».

[MpenapaT 3onreHcMa CoCcTouT U3 MoandULIMpoBaHHOro BUpyca AAVY,
KOTOPbIA COAEPXUT MONHOCTLIO GYHKLIMOHUPYHIOLLYIO KOMuio reHa SMN (reHa,
KOTOPbIN HencnpaBeH npu CMA). Bupyc AAV9Y ncronb3yeTcs B KadecTse
nepeHoCcYMKa, KOTOPbIM OOCTaBISET 3aMeLLaloLLMM reH B OPraHmn3M U B KIMEeTKM,
rae OH Heo6xoauMm

B npenaparte 3onreHcma reH SMN noMelleH BHYTPb
U3MeHeHHoro supyca (AAV9), KOTopbIN He criocobeH
BbI3BaTb 3aborieBaHMe y nogen

e

AAVY c ypaneHHou 3onreHcMma
AHK

Mpenapat 3onreHcMa BBOOAT pebeHKy
BHYTPUBEHHO (B BEHY)

SRR

3onreHcMma

AAY — aA2HOACCOUMMPOBaHHELIN BNPYC; [HK — Re30KCnpUBoHYKISUHOBAS KUCNOTa;
an arpodusn, §

MI3MeHeHHbI BUPYC, BXOOALLMM B COCTaB npenapaTta
3onreHcMa, NonagaeT B opraHnaM 1 goctasnseT reH SMN
B K/1ETKN, B KOTOPbIX €ro NPUCYTCTBUE HEOBX0aMMO

feed

3onreHcma KneTtku naumeHTa

MpenapaTt 3onreHcMa ycTpaHaeT nepsonpuymHy CMA,
nomoras opraHusMmy BblpabaTbiBaTb 4OCTaTOYHOE
KonuyectBo 6enka SMN

Benok SMN

MpenapaT 3onreHcMa NO3BOMSAET COXPAHUTL ABUraTeNIbHble HEMPOHbI, KOTOpPble
€Llle YXMBbl 1 CMOCOBHbI K POCTY, HO HE BOCCTaHaBMMBAET MOrmBLLINE HEMPOHbI.

Y neTen ¢ MeHee TaxenbiMu cuMnToMamm CMA B opraHU3Me MoyKeT 6biTb
OOCTaTOYHO >KMBbIX ABUraTeNbHbIX HEMPOHOB, B CBA3M C YEM fleYeHMe NpenapaTom
30nreHCMa NPUHECET UM MOonb3y. Y AETEl C TAXKEbIMU MPOSBAEHUSIMUN
3aboneBaHus NpernapaT 30IreHCMa MOYXET OKa3aTbCA HE CTOSMb 3PPEKTUBHDBIM.

CMA—cnn




UHdopMaLmsa o0 pucKax, CBA3aHHbIX
C NpuMeHeHMUeM npenaparta 3o/iIreHCMa

Kak 1 Bce neKkapcTBeHHble cpeacTBa, npenaparT 3onreHcMa MOXeT Bbi3blBaTb
HeXenaTteNbHble peaKunn, HO OHM BO3HUKAKOT He y BCceX NaunueHToB.
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BakHaa nHbopMaumsa o 6e30nacHOCTU U Korga cnegyeT
o6palaTtbcs 3a MEAULIMHCKOM MOMOLLIbIO

(¥

HapyLueHuUs co CTOPOHbI NeYeHU

Mepen TeMm, kak BaluemMy pebeHKy BBeOyT NeKapCTBEHHbIM Npenapar,
coobLLmTe NnevalleMy spady Baluero pebeHka unv opyromy
MeaUUMHCKOMY PaBOoTHMKY, O NMI0BbIX HAPYLLEHUSAX CO CTOPOHbI NeYeH!,
KOTOPbIE Y Hero MMeKoTCa MK BblNM OTMEeYEeHbl paHee. B HeKoTopbIX
cny4asx npenapat 30reHCMa MOXKET BbI3blBaTb UMMYHHYO PeaKLMIO,
KOTOPas MOXET MPUBECTU K MOBbLILLEHMIO YPOBHEM MEYEHOUHbIX
depMeHTOB (6eNKOB, NPUCYTCTBYIOLLIUX B OPraHU3Me) 1

K MOBPEXKOAEHUIO NeYeHw.

MoBpexxaeHMe nedeHn MOXeT MPUBECTU K CEPbe3HbIM MOCNeACTBUAM,
BK/IOYasA pasBUTUE NeYeHOYHOM HeQOCTaTOYHOCTW UK NETarbHbIM MCXoa.
Bo3MoxHble MpU3HaKy, Ha KoTopble BaM cnefyeT obpatuTb BHUMaHue
rnocne Toro, Kak pebeHKy BBEAYT 3TOT IeKapPCTBEHHbIM Mpenapar,
BK/TIOYAIOT PBOTY, XENTYXy (MOABMNEHUE YKENTOro OKPALLMBAHUA KOXW 1A
6eMKOB Ma3) U1 CHWKeHUe BHUMaHUA pebeHkKa. HeMepneHHo coobumTe
nevalleMy spady Balwwero pebeHkKa, ecriv 3aMeTUTe, YTO Y HEro nosiBUnnch
noBble CUMMTOMbI, YKa3blBaloLLME Ha BO3MOXKHOE MOBPEXAEHNE NeYeHN.

HapylueHue cBepTbiBaHUSA KPOBU

MpenapatT 3o/reHcMa MOXKET MOBbILLIATh PUCK HapyLLIEeHUS
CBEpTbIBAHUSI KPOBM B METKMX KPOBEHOCHbIX COCyAax (TpoMboTryeckas
MMKpPOaHr1onaTg), 4To o6bl4HO OTMEYaeTcsa B MepBble 2 Hefenu nocne
BBefleHWs Npenapara 3onreHcma. [pur 3ToM o6pazoBaHUe CrycTKoB
KPOBU MOXET OTPULIATENIbHO MOBMUATL Ha COCTOSTHUE MOYeK Y pebeHKa.
HeMeaneHHo coobLmTe NevalleMy Bpady, ecniv 3aMmeTute y pebeHka
TaKmne NPU3HAKKN U CUMIMTOMbI, KaK CKIIOHHOCTb K O6pa30oBaHMI0 CUHAKOB,
CYAOPOrv UM yMeHbLUEHWE BbIAENEHNA MOYM.

&l
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CnegyeT 0cobeHHO BHUMATETbHO HabMOAaTb 33 BO3MOXKHbIM
NosABMIeHMEM MNEePEUYNCTIEHHbIX MPU3HAKOB ¥ CUMMTOMOB, MOCKOSbKY
HapyLUeHne CBePTbIBaHUA KPOBYM (TPOMBOTHYECKas MUKPOaHMMonaTmns)
- 3TO CEPbE3HOE COCTOAHME, KOTOROE MPU OTCYTCTBUM NTEYEHS MOXKET
MPeacTasnaTh yrpo3y KU3HW.

CHWXeHue Konmyectea TPoM60oLUTOB

MpenapaT 301reHCMa MOXET CHUXKATb KONTMYEeCTBO TPOMBOLIMTOB

B KpOoBU (TpoMBoumToneHuns), 06bldHO B NepBble 3 Hepenu nocne
BBeAeHMA Npenapara. BO3MOXHbIMU MPU3HaKaMU CHUKEHWSA KONYyecTsa
TPOMBOLIMTOB B KPOBU, Ha KOTOPbIE CriefyeT o6paTuTb BHUMaHWe nocrne
TOro, Kak BaweMmy pebeHky BBeayT nperapat 30NreHcMa, SBNaTCA
HeOoBblUHbIE KPOBOMOATEKM UM KPOBOTEUEHMS.

CoobLumTe Bpady, eCniv 3aMeTuTe y pebeHKa KPOBOMOATEKU UK
KPOBOTEYEHMS, COXPaHAIOLLMECH OOMbLUE, YEM OBbIYHO NOCE TPaBMbI.

MoykanymncTa, 03HaKOMbTECH C AOMOMHUTENbHOM MHPOpMaumen

0 npenapaTte 301reHcMa, NPUBEAEHHOW B NINCTKe-BKaabiwe

c HbopMaumen ana NauneHTa, BblAaHHOM BMeCTe C mpenapaToM
nona Bawero pebeHka. B cnydyae BO3HUKHOBEHUA No6bIX BOMPOCOB,
noanymcra, obpatiamtecbh K MEANUMHCKUM paboTHUKaM, KOTopble
neyat Bawero pebeHka.




MH¢0pMaLWlﬂ 0 pUCKaXx, CBA3aHHbIX NeKapcTBeHHbIX NpenapaToB. MNepea HayanoM NnpuMeHeHns nboro
[APYroro NeKapcTBEHHOro npernapara Uiu B crlydae BO3HUKHOBEHUS
Cc NpuMeHeHUeM npenapaTa 3oreHcMa NoBbIX BONPOCOB, KAaCaOLLMXCH NMPUMEHEHWSA MMIOKOKOPTUKOCTEPOVAOB,
(mponomxeHue) 06513aTeNbHO MPOKOHCYNETVPYMTECH C fledallM BpadoM Balero
pebeHka, MeanLIMHCKOM CeCTpomr 1iv dpapMaueBsToM/apyrum
MeaNUMHCKUM PaGOTHUKOM.

Kak u Bce nekapcTBeHHble cpegCcTBa, Npenapar 3onreHcMa MOXKeT Bbi3blBaTb
He)XenaTesibHbie peakunun, HO OHM BO3HUKAKT He y BCeX NMaLlueHTOoB.

g Opyrve nekapcTBeHHbIe NpenapaTsl 1 npenapat 3o/reHcMa

Mpenapat 3onreHcMa BBoamTcs pebeHky ogHokpaTHo. CoobLumTte
nevalleMy Bpady nam MeamumMHCKom cectpe Balero pebeHka, ecnm Baw
pebeHOK MPUHMMAET, HelaBHO NPUHUMAN NI MOXXET HayaTb NPUHMMaTL
Kakue-nbo gpyrue nexkapcTeeHHble Npenaparbl.

Annepruyeckue peakumm

Bawemy pebeHKy Henb3s BBOOWTb NpernaparT 30/IreHCcMa, ecnm :o UHdekumn

Y Hero nMmeeTca annepra Ha NoBOoM KOMMOHEHT B COCTaBe npenaparta Y106bI npenoTBpaTtuUTb pasButTme MHd)eKU,MIZ 00 v nocne BBeaeHuna
(KOMHOHeHTbI nepeducneHbl B pasgene 6 NCTKa-BKIagblwa npenaparta 30MreHCMa, BaXKHO nsberatb cvn'yau,wﬁ, KOTOpble MOryT
C VIH¢OpMaU,V|el71 ONg NauneHTa, BblaBaeMoro sMecTe C 3TnM npenapaTOM) MOBbLICUTb PUCK MHd)VlLLMpOBaHMq Bawero pe6eHKa. Bbl 1 BCe, KTO

TECHO KOHTaKTUPYET C BalumM pebeHKOM, MOXETe CrnocobCTBOBaTh
npeaoTBpaLLeHMIo MHPULMPOBaHWA, cCOBNoaas NpaBunia rMmrueHsl pyx,
W [TIOKOKOPTUKOCTEpOMABI STUKET NPU KalLnie/dmxaHum 1 orpaHmnyYmBas BO3MOXKHbBIE KOHTaKTbL.
Ha onpeneneHHbIN Nepruon BpeMeHu 40 U MPUMEPHO B TedeHme
2 MecaueB unu bonee nocrie nedYeHns npenapatom 3onreHcma Balemy
pebeHKy TakKe ByayT HasHadYeHbl MIOKOKOPTUKOCTEpOoMabl (MpeaHM30NoH
UMW 3KBUBANEeHTHbIM npenapar). Mpoao/KUTENbHOCTb MPUMEHEHNS
IMIOKOKOPTUKOCTEPOMAOB Y pebeHKa nocne BBeAeHUa npenapata
3onreHcma Byaet onpeaensaTs nevalumit Bpay Bawero pebeHka
B 3aBMCUMOCTM OT NOJydeHHbIX PEe3Y/bTaTOB aHanM3a NevyeHouHbIX
hepMeHTOB 1 APYTYX NPU3HAKOB 1 CUMMTOMOB.

CnepnyeT o6s3aTeNnbHO COOBLLMTL NevalleMy Bpady Ballero pebeHka, ecnn
[0 UMK Nocne neyeHus npenapaTtom 3onreHcMa Bl 3aMeTuTe y pebeHka
nto6ble MPU3HAKK U CUMIMTOMbI, YKa3biBaloLLMe Ha BO3MOXXHOE pa3BuUTme
MHbeKuMoHHoro 3aboneBaHus, Takne Kak:

[TIOKOKOPTUKOCTEPOMILI MOMOTYT M36eXKaTb BO3IMOXHOMO MOBbILLEHNA S }A — HacMopk

YPOBHeEI NeveHo4YHbIX pepMeHTOB y Baluero pebeHka B pesynbrate 00
pPa3BUTUA UMMYHHOW peakLMKu Ha Npenapat 3onreHcma. [losy
rMIOKOKOPTUKOCTEPOUaA, KOTOpYIo ByAeT nony4yaTts Baw pebeHok, )

© CsBuUcTALWlee AbIXaHUe 3 Bonu v npusHaku

onpenenuT Bpay B 3aBMCUMOCTU OT Macchl Tena peberka. CoobLumTe 6;&
A
Bpady Baluero pebeHka o Niobbix 3MM304ax PBOTbI A0 UK Mocne BOCnaneHusa ropna

BBE[EHMA NpenapaTta 3onreHcMa, 4yTobbl M3GeaTb MPonycka fo3bl
[ﬁg MosbiweHue
I S })3

ITIIOKOKOPTMKOCTEpOUa.
i i TemnepaTtypbl Tena YuxaHue

Bo BpeMs NpuMeHeHUs MMIOKOKOPTHKOCTeponaa y pebeHka MoryT
pa3BUTbCs MHDEKLMM UK Opyrue obbi4Hble AeTcKne 3abonesaHus,
KoTopble MoryT noTpeoBaTb MPUMEHEHWS OnpeaeneHHbIX




NHdopMaLma 0 pUCKaX, CBA3AHHbIX Oco6eHHOCTU NPUMEeHeHUs npenaparTa

C NpMMeHeHUeM rpenaparta 3o/IreHcMa 3onreHcMa
(npopomxeHue)

P 3Tanbl Ie4YeHuUs, ornmcaHHbIe Ha cnefyromnx cTpaHuuax,
— nomoryT Bam 1 yneHam Baluen ceMbu NOHATD, Yero cnepyert
OXXMAOATb B KAXXAbIN U3 YKa3aHHbIX nepuonos

S—
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|
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yeM 06blYHO Mocne TPaBMbl, - BO3MOXHble MPU3HAKM CHWMXeHNA

@ KpoBomnoAaTeKU 1 KPOBOTEUEHMUS, COXPaHAIOLLMECH AoMblLUe,
Konun4yecTea TPOMBOUNTOB B KPOBU (TPOMBOLUTOMEHNA).

CKJTOHHOCTb K 06pa30BaHUI0 KPOBOMOATEKORB, CYAOpPOoru

WM YMEeHbLUEHUE BbIASNeHUA MOYM - 3TU MPUSHAKMU MOTYT
CBUAETENbCTBOBATL O HAPYLUEHWU CBEPTbIBAHUSA KPOBU B MENTKMX
KPOBEHOCHbIX COCyaax (TpoMBoTUYecKas MUMKpPOaHrmonaTus).
CnenyeT ocobeHHO BHUMaTeIbHO HabioaaTh 3a BO3MOXHbIM
rnoaBNeHeM nepedyncrneHHbiX MPU3HaKoB U CUMMTOMOB,
MOCKOSbKY HapylleHne CBepTbiBaHWA KPOBM MpPU OTCYTCTBUM
NeYeHna MOXKET NMPeacTaBnaTh Yrpo3y U3HM.

PBOTa, XXenTyxa (XenTylHoe OKpallnBaHMeE KOXW UNn 6enKkoB

//{ rnas) unv CHUXKEeHUne BHUMaHUA pe6eHKa - 3T Mpu3HaKy MoryT
YKa3blBaTb Ha BO3MOXHble MPo6IeMbl CO CTOPOHbI MeYeHU (B TOM
ymncne Ha pa3BUTUE MeYEeHOYHOM HeLOCTaTOYHOCTH).

noBblleHUe TeMnepaTypbl Tena - MoryT CBUOETeNbCTBOBaTb
0 pa3BuUTUU UHDEKUMOHHOIO 3aboneBaHus (Hanpumep,
NPOCTyaAbl, FPUMMa v 6PoHXMoNNnTa).

fo'& Kawernb, cBUCTALLEE AbIXaHUe, HACMOPK, 60Nb B ropne unm
(.




Mepen BBeaeHUeM rpenaparta BalleMy pe6eHKy noTpebyetcsa nposectu
aHanusbl, YTo6bl MPOBEPUTL, NOAXOOMUT K eMy Nnpenapat 3o/IreHcMa.

&

AHanus Ha Hanu4ue aHTuTen K AAV9

AHTUTENA CUHTE3NPYIOTCA MMMYHHOM CUCTEMOW OpraHusma

M MOMOraloT 3allMLLaTh ero oT 6on1e3Hen. Hanuune onpegeneHHbIx
AHTUTEN, @ UMEHHO aHTUTenN K Bupycy AAV9, MOXKET NpUBECTU

K pa3BuTHIO y Baluero pebeHKka MMMYHHOM peakLmn Ha npenapar
3onreHcMa. YTobbl NPUHATL peLlleHmne, MOXHO nu Balemy pebeHky
BBOAUTb Npenapar 30MreHcMa, Nepes Ha4yanoM nedeHns spay
BbIMOMHWT aHaNM3 Ha Hanm4ymne y pebeHka aHTuTen.

Y Balero pe6eHka MOXXeT ObiTb BbIABIEHO MOBbILLEeHHOE KOMTNMYEeCTBO
aHTUTeN K AAVO. Ecnn pebeHOoK HOBOPOXAEHHbIM, 3TO MOTYT 6bITb
aHTUTenNa, NepefaHHbie eMy OT MaTepm Bo BpeMsi 6epeMeHHOCTH,

M B 3TOM Clydae Yepes HEeKOTOPOe BpeMs nocre poxaeHusa
NOBbILUEHHbIM YPOBeHb aHTUTeN 06bl4HO CHMaeTca. Ecnn y Balwero
pebeHka 6yaeT 06Hapy>KeHO MOBbILIEHHOE KOMTMYECTBO aHTUTEN

K AAV9 no pesynsTataM MepBoro aHanms3a, Yepes HeKoTopoe Bpem4
HY>KHO ByeT BbIMOMHWUTL MOBTOPHbIN aHanms. Ecnu y Bac BO3HUKHYT
KaKue-nMb0o BOMPOCh, MOXanymcra, 3aaanTe nx nevallemy spady
Balwero pebeHka.

AHanusbl KPOBU

Mepen HayanoM fneyeHus npenapaTomM 3o/reHcMa Bawwemy pebeHky
6yayT BbINMOMHEHbI aHaNM3bl KPOBW ANA OnpeaeeHnsa MCXOAHbIX
3HaYeHUM credyoLmMX NoKasaTenem:

- Moka3saTenu GyHKUMK NneveHn
- TMoka3aTten GyHKUMKU NoYek

- KonmyecTBO KIIETOK KPOBU (B TOM YMCIe 3PUTPOLIUTOB
1 TPOMBOLUTOB)

- YpoBeHb TPOnoHWHa |

Pe3ynbTaThl 3TWX aHaNM30B NOMOTYT BpaYy OTCIIEXMBaTb COCTOAHWE
Baluero pebeHKa rocne fiedeHuUs npenapaTtom 3ofreHcma.

MIOKOKOPTUKOCTEpOUAbI

3a 24 yaca 0o BBeOeHUs npenapaTa 3onreHcMa BaweMy pebeHky
HasHauaT IMIKOKOPTUKoCcTEpOUa (NPEeOHU30N0H UMK SKBUBANEHTHbIN
npenapar), 4To6bl MPEeaoTBPaTHUTL BO3MOXKHOE MNOBbILLEHWE YPOBHEM
nevyeHo4YHbIX bepMeHTOB.

[o3y rMoKOKOPTUKOCTEPOMAa ONpeaenuT Bpay B 3aBUCHUMOCTH

OT Macchl Tena Baluero pe6eHka. YTo6bl ybeauTbca, 4To Ball peGeHoK
NoAy4Ymn HeoBXoAMMYHO [O3Y MMIOKOKOPTUKOCTepOoMaa, COobLLNTe
nevatleMy Bpady Bawero pebeHka, MeEANLIMHCKOWN CecTpe Unu ApyroMy
MeanUMHCKOMY paboTHUKY, eCrv Nepef, BBeAeHWeM npenaparta
3onreHcMa 6bin 3NM304 PBOTLI.
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UHekuumn

BakHO cpa3sy coobLmTb nevateMy Bpavy Balero pebeHka,
MeOUUMHCKOM cecTpe, dapMaueBTy Unv OpyroMy MeamLUmMHCKOMY
paboTHMKY B criydae noseneHua y Ballero pebeHka 4o wnv nocne
neyeHuns NpenapaTtom 3oreHcMa CUMMTOMOB, CBUAETENbCTBYIOLLIMX
0 Pa3BUTUM UHDEKLIMOHHOrO 3abonesaHus. Ecnuy Bawero pebeHka
nosasaTcsa nobble NPU3HaKKU 1 CUMMTOMbI, CBUAETENbCTBY IOLLIME

0 Pa3BUTUN UHDEKLMOHHOIO 3a60NeBaHna A0 Havana nevyeHms
npenapaToM 301reHcMa, MHdY3Mio MpenapaTa, BO3MOXHO, MpuaeTcs
OTNOXUTb 40 TOro, Kak MHdeKUMOoHHOoe 3aboneBaHune paspeluuntea. Ecnu
crMNToMbI NosiBaTesa y Ballero pebexka nocne BBeAeHUs npenapara
30/reHCMa, 3TO MOXKET MPUBECTM K Pa3BUTUIO OCITOXKHEHUIN, KOTOpble
MoryT noTpe60oBaTh HEOTIOKHOMO MEAULIMHCKOrO BMeLlaTeNbCTBa.

MpU3HaKky BO3MOXKHOIO MHPEKLUNOHHOro 3abonesaHus
rnepeumncrnieHbl Ha cTpaHuue 13

O6Lee cocTosiHUE 34,0POBbs

Mepen HaYanoM NnevYeHus npenapaToM 3oMreHcMa BaXkHO ybeamTbest
B TOM, 4TO obLLee COCToAHME 300PO0Bba Ballero pebeHka ABnaeTcs
YOOBNETBOPUTENBHbBIM; B MPOTUBHOM Clydae nevyeHumne, BOSMOXHO,
rMpYOeTcsa OTNOXUTL. YO0BNETBOPUTENbHOE COCTOSHME 3[0,0P0BbLS
nogpasyMeBaeT OTCYTCTBME 00E3BOXMBAHUS, XOpoLLiee N1TaHne

1 oTeyTCTBUE MIOBLIX MHPEKLMOHHbIX 3a00neBaHU B akTUBHOM
dopme. Ecnun y Bac uMetoTcsa Kakue-nnbo onaceHus no nosoay
06LLIEro COCToAHMSA 300P0BbA Ballero pebeHka nepen Ha4anom
neyeHus npenapaToM 301reHCMa, MPOKOHCYMBTUPRYMTECH C BPaYOM
Baluero pe6eHka, MeEANLIMHCKON cecTpol, dapMaueBTOM NN Apyrm
MeaUUMHCKUM PabOTHUKOM.




pynna cneumanmcToB, 3aHMMAaLLUXCA NedyeHeM Bawero pebeHka,
no3a6oTUTcsa o0 TOM, YTO6bl Bbl TOYHO 3HaMMU, YEro OXUAaThb B AeHb ledyeHus
M KaK NMoaroToBUTbLCS.

b

[MIOKOKOPTUKOCTEpoUAb! (Haripumep, NpegHU30N0H)

MepByto J03Y MIOKOKOPTUKOCTEpOUAa (MpeaHMU30IoHa 1nm
3KBMBaNEeHTHOro npenaparta) Baw pebeHoK Nony4mT 3a 24 4aca
[0 Ha4ana rne4vyeHna npenapaTtoM 3onreHcma. Mudopmaums

O MPUMEHEHUU ITIIOKOKOPTUKOCTEPOUAA [0 Havarna fnevenns
ripenapartoM 3onreHcMma npuBeneHa Ha ctpaHuue 17.

B feHb neyeHuns Baw pebeHOK A0MKeEH MPUHATL BHYTPb BTOPYO

003y MIOKOKOPTUKOCTepoua (MpeaHM30/I0Ha U SKBUBANEHTHOTO
npenapara) B COOTBETCTBUM C HasHavYeHneM Bpaya. NpuMeHeHne
MTIOKOKOPTUKOCTE POMAOR HEOOXOAMMO A4 MpefoTBpaLleHmus niodoro
BO3MOMXHOIO MOBbILLEHUS YPOBHA MeYEHOYHbIX GepPMEeHTOB U ByaeT
MPOAO/MKEHO B TeYEHME OMnpefeneHHoro nepmroaa nocre nevyeHus.
MHdopmMauma o NpUMeHeHnM MIOKOKOPTMKOCTEpoUaa nocre fneueHus
npenapaTomM 3oMAreHcma nNpusefeHa Ha crpaduLie 21

YTo6bl yGeanTbes, 4to Bal pebeHoK nony4msn Heobxoammyo

003y IMIOKOKOPTUKOCTEPOMAA, CoobLLMTE Bpady Baluero pebeHka,
MeOMLMHCKOM CecTpe Unu ApyroMy MeauuMHCKOMY PaboTHUKY, ecrn
nocrne NpueMa IMoKOKOPTUKOCTepomaa Bbin 3NU30M4, PBOTHI.

MpenapaTt 3onreHcMa 6yaeT BBeAeH BaweMy pe6eHKy
TOJIbKO OAIUH pa3

WUHpy3mua npenapara 3onreHcMa

MpenapaT 3onreHcMa 6yaeT BBefeH BalleMy pebeHKy nyTeM

O HOKPAaTHOW BHYTPMBEHHOM MHbY3MK. DTa Npolenypa
nofpasyMeBaeT BBeAeHMeE creLmansHoro Katetepa (MnacTMkoBom
Tpy6KW) B ofiHY U3 BeH pebeHKa C MCMofb3oBaHWeM UMbl Takke Bynet
BBEAEH BTOPOW, «3aMaCHOM» KaTeTep Ha TOT Cry4am, eciv KakMM-nnbo
o6pa3oM 3abnoKunpyeTca nepsblit KateTep. Mpouenypy MHoy3um Gynet
MPOBOAWTb Bpay Wn MeOULIMHCKaa cecTpa, NpoLleaLasa cneymansHoe
oby4yeHue npoLleaype nedeHums naumeHTos co CMA. MHdy3sua 6ynet
NpoaonNkaTbCs B TeUeHUe NpUbNn3nTenbHO 60 MUHYT.

[o3y npenapaTa 3onreHcMa, KOTopyto NoMy4nT Baw pebeHok,
orpenenuT Bpay B 3aBUCUMOCTM OT Macchl Tefa Baluero pebeHka.

Bo3MOXKHbIe HeXenaTeNnbHble peakummu

Kak v BCce nekapcTBeHHble CpeacTsa, 3ToT npenapaTt MOXET Bbi3blBaTb
HeXenaTteribHble peakunn, HO OHU Pa3BMBatOTCH He Y BCeX MauneHTOoB.

m
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KpoBonoarteku 1 KpoBOTEYEHUS, COXPaHAOLLIMECH AonMbLue,
YyeM 0BbIYHO MOoc/e TPAaBMbI, - BO3MOXKHbIE MPU3HAKN CHUXKEHNS
KonMyecTBa TPOMOOLIUTOB B KPOBU (TPOMBOLIMTOMNEHMS).

CK/TOHHOCTb K 06pa3oBaHUI0 KPOBOMOATEKOB, CYAOpPoru

WM YMEHbLUEHWE BbIAENIEHUS MOUYM - 3TN NPU3HAKN MOryT
CBWOETENbCTBOBATbL O HAPYLLEHWUM CBEPTbIBaHUS KPOBU B Me/TKUX
KPOBEHOCHbIX cocyaax (TPoMbBoTUYEeCKas MUKPOaHronaTus).
CnepyeT 0CO6eHHO BHUMATE/IbHO HabMoaaTh 3@ BO3MOXHbIM
NosiBNEHMEM MepPeYnCTIEHHbIX MPU3HAKOB M CUMMTOMOB,
MOCKOMbKY HapyLlleHWe CBEPTBIBAHWNSA KPOBM MNPW OTCYTCTBUM
NEeYEeHUa MOXKET NPeACTaBASATb YrPo3y XU3HN.

PBOTa, Xenrtyxa (KenTyLHoe oKpalluBaHue KOXu unm 6enkos
rnas) N CHYXXeHUe BHUMaHUsA pe6eHKa - 3TV NPU3HaKnM MOryT
YKa3blBaTb Ha BO3MOXXHble NPoBieMbl CO CTOPOHbI MeYeHM (B ToM
yncne Ha pasBUTHUE NeYeHOYHOW HEe4OCTaTOYHOCTM).

Kawenb, cBucTaLLEe AbIXaHUE, HACMOPK, 60s1b B ropne unm
MnoBbIlUEeHUE TeMNEepaTypbl TeNa - MoryT CBUAETEbCTBOBaTL

O pa3BUTUK UHPEKLMOHHOro 3a6oneBaHmna (HanpuMep, NPocTyabl,
rpunna unu 6poHxuonuTa).




B cny4yae BO3HMKHOBEHMS Y Baluero pe6eHKa nio6oi Apyroi HexenartenbHomn
peakuum HeMeAsIeHHO coobmTe 06 3TOM JleyalleMy Bpadvy unuv aopyrmm
MEAMLMHCKUM paboTHUKaM, KOTopbie fieyaTt Ballero pe6eHka. Takue

3¢ deKTbl MOryT BKIIOHaAThL:

Q OyeHb YacTble (MoryT Bo3HMKaTb 6onee yeMy 1yenoseka 13 10)

- [NoBbllWeHWe YPOBHA NeYeHOYHbIX depMeHTOB, BbisiBfieHHOe
Mo pe3ynbraTaM aHaiM30B KpoBU

& YacTble (MoryT Bo3HWKaTb y 14enoseka u3 10)
- PBoTta
. MMoBbllleHWe TeMNepaTypbl Tena

. TNoBbILUEHWeE YPOBHA TPOoMoHWHa | (benka cepae4HOM MbilLLbl),
BbIABMIEHHOE NpY aHanmse KpoBu

Ecnu y Bawero pe6eHKa BO3HMKHYT Nlo6ble He)Xenarte/ibHble
peakummu, unm ecnuy Bac nmeioTca onaceHus, 4To 4To-To uaet
He TaK, HeMea/lIeHHO coobLnTe 06 3TOM leyalleMy Bpady
Bawuero pe6eHka, MeOULIMHCKON cecTpe, apMaueBTy unu
APYroMy MEeOULMHCKOMY PaGoTHUKY.

‘g’ Coo6LUueHMe O HeXenaTeribHbIX peakumax:

K TaKMUM HeXXenaTenbHbIM peaKLUmsiM OTHOCATCA Ntobble HexenaTerbHble peaKkLmu,
KaK YMOMSsIHYTbIe, TaK 1 He yrOoMaAHYTble B 5TOM GpOoLUtOpe UK B NTUCTKe-
BKagbllle ¢ MHbopMaLmen Ang naumMeHTa, KoTopbli NpunaraeTes

K NleKapCTBEHHOMY Mnperaparty.

Bbl TaKXKe MOMXeTe CooBLLMTL 0 MobbIX BO3HUKLLNX HeXenaTtenbHbIX peakumax
HenocpeOCTBEHHO Yepes HalMoHanbHyto CUCTeMY perncTpaln HexenaTe/lbHbiX
peaKU,MI;L Coo6Las o HexkenaTenbHbiX peakuusx, Bol noMoraeTe nony4nTb
6onblue cBefeHU o 6e30MacHOCTU AaHHOIO NeKapCTBEHHOro npenaparTa.

NMpyMeHeHUe rNMIKOKOPTUKOCTEPOUO OB Noc/e nHopysnm
npenapara 3ofireHcMa

Bal pebeHok 6yaeT npuHMMaTh IMIOKOKOPTUKOCTEpON, eXeHEBHO
B TeueHue NpmMMepHO 2 MecsLIEB Mocne BBeAeHUA npenapara
3onreHcMa. DTOT NepPUod MOXET ObiTb yBenuyeH, ecnu y Bawuero
pebeHka He ByneT HabnaaTbCs 4OCTAaTOYHO BbICTPOMO CHMKEHUSA
YPOBHSI NMeYeHoYHbIX PepMeHTOB, 1 ByaeT NPoao/HKaTbCa A0 TeX Mop,
MOKa X YPOBHW HE CHU3ATCA 0O NPUEMAEMbIX 3HAYEHUI.

B TeueHwe 3Toro BpeMeHmn 003y MIOKOKOPTUKOCTEPOUAA, KOTOPYO
6yneT npuHMMaTh Balw pebeHok, OyayT MeAIeHHO CHMKaTb, MoKa
neyeHue He ByaeT NOMHOCTLIO NPeKpaLLEeHo.

MeauumHcKue paboTHMKM, 3aHMMaloLmecs nevyeHnem Bawiero
pebeHka, NPUMYT pelleHre 1 0OBACHAT BaM, Korda 1 Kak MOXXHO 6yaeT
npeKpaTUTb 3To NedeHune. Ytobbl ybeauTtses, Y4To Balw pebeHok

He NPOonyCTU NpUeM MIOKOKOPTUKOCTEPOMaa, COobLLMTE BpaYy

0 No6bIX 3MM30[ax PBOTHI MOCe NedeHna NpenapaToM 3onreHcMma.

He npeKpaluaiite NpuMeHeHWe MMIOKOKOpTUKocTepouaa 6e3
npeaBapuTenbHOM KOHCYNbTaLUWM € nevalumm spavyom Bawero
pe6eHKa, MeacecTpoi, papmMaLeBTOM U APYTUM MEAULIMHCKUM
pPaGoTHUKOM.




Res

PerynspHbie rnoceLieHnsa Bpayva ans nocrneaytoLwero
HabnwgeHus

Mocne neyeHus NpenapaTtoM 3onreHcma Baw pebeHok ByaeT
NpPOoAO/MHKaTb HAXoAUTbCA Noa, perynspHbiM Ha6J'IIOD,eHM8M MeaNMUMHCKMX
paboTHMKoB. BaleMy pebeHKy noTpebyeTcs nocellaTts Bpada no Mepe
HEOBXOAMMOCTU, HanpuMep, Ans 06Lero KOHTPOIbHOro o6cneaoBaHA,
B Cflydae BO3HUKHOBEHWS y peBeHKa Kaknx-MBo HeXxxenaTenbHbIX peakunin
WMNU Npu NoaBneHnn y Bac kaknx- 6o onaceHmit UM BONpocos.

BalueMy pebeHKy ByneT npenocTaBrieHa COOTBETCTRYOLAA CTaHAAPTaM
MeanLMHCKas MOMOLLb, MpeayCMOoTPeHHas onsa naumneHTos co CMA,

B TOM Yncre nogaepyunsatoLlee nedeHume. BaxkHo o6cyauTb C nedalumm
BpayoM, Kakas NoMolLLp ByaeT NpoAo/hkeHa BaweMmy pebeHky.

CMA — cnvHanbHan Mbiuer

PerynsipHbie aHanusbl KPOBU

Mocne neyeHus NpenapaTtoM 3onreHcMa BalueMy pebeHky notpebyertca
rnpoBedeHUe perynapHblX aHanM3oB KPOBKM N8 KOHTPOMA Cnefyowmnx
rokasaTtenen:

- TMoka3aTenu GyHKUMN MeYeHU - 3T aHanmsbl OyayT BbINOMHATL
B TeYeHMe onpefeneHHoOro neproaa nocrie eBefeHna npenapara
ONS KOHTPOMS MOBbILEHWI NeYeHOUHbIX pepMeHTOB. Ecrin nocne
BBeAeHus Npenaparta 3onreHcMa y Balwero pebeHka byaeTt
BbIABMEHO HapyleHne QYyHKLUNM NeYeHr, NN pesyneTaTtsl aHanm3os
MOKaXyT Hanmume Kakmnx-nmbo NprsHakos 3abonesaHuns, nevawimm
BPay BbINONHUT HeobxoarMoe obcrneaosaHme 1 ByaeT TuaTeslbHO
HabnoaaTh 3a cocToaHneM Ballero pebeHka.

- KonuyecTtso TpPOMBOLMTOB B KPOBU M YPOBEHb TPOMOHMHA | - 3TN
aHanu3bl GyayT BbIMOMHATL B TeYEHWe onpeaeneHHoro nepuroaa nocrne
neyeHus Ona KOHTPONSa U3MEHEHMM KOMYecTBa TPOMOOLIUTOB.

B 3aBUCUMMOCTM OT pe3ynbTaToB 3TUX aHaNM30B KPOBW, a TakxKe Npwu
HaNMYUM OPyrvx NPU3HAKOB M CUMMTOMOB MOryT noTpe6oBaThcs
LOMONHUTENbHbIE aHanm3bl. BaxkHo TouHO cobntofaTth rpadpmrk
BbIMNOHEHUSI aHaNM30B KPOBU M HEeMeNNeHHO CoobLLaTh MEANLIMHCKMM
paBOoTHWKaM, KOoTopble nedaT Balero pe6eHKa, O MOsBNEeHNM y Hero
No6bIX NPU3HAKOB 1 CMMMTOMOB MocCne BBeAEHWNs npenapara.

an aTpodu

BbiaeneHue npenapaTta ¢ 6UONOrMUYeCKUMM XUOKOCTAMU
pe6eHka

HekoTopas 4acTb OeNCTBYIOLLEro BellecTea NpenapaTa 3o/reHcma
MOXET BbIAENATLCS C BUOMOMMYECKMMM KUOKOCTAMK Ballero pebeHka
nocrne neyeHus. Bol 1 apyrve Nioau, yxarkmeatoLme 3a Balmm pebeHKoMm,
[OMKHbBI TLATEeNbHO cobrofaTe MMrmeHy pyK npu yxoae 3a pebeHKom

B TEUEHMe NO MeHbluel Mepe 1 MecsLa nocne BeeAeHUs pebeHKy
npenapara 3onreHcma.

HapesainTe nepyaTKu Npu BO3MOXKHOCTU
HeNoCpeacTBEeHHOro KOHTaKTa ¢ 6MonornyecknMm
*»uaroctamu Bawero pebeHka (MoYor Unut Kanom).

Mocne 3Toro TwaTtenbHO MOMTE PYKM Tenson Bogom
C MbIfloM unm obpabaTtbiBaviTe CoOAepXKaLlLUMM CrmpT
aHTUCENTUKOM N8 PYK.

@

Ucnonb3yiTe ABOMHbIE NNTAaCTUKOBbIE MaKeTbl

ON8 YTUMU3aLUMU UCMONb30BaHHbIX MOANY3HMKOB 1 ApYrnX
otxoa08. OgHOPa30Bble MOANY3HWKN MOXXHO BbibpacbiBaTb
BMeCTe C BbITOBbIMKM OTXOAAaMM.

[




MNMopaep)xusBawlLlee nevyeHune

XoTa npenapart 3o/reHcmMa 1 obecneymBaeT OCTaBKy MOMHOCTbIO
dYHKUMOHMPYIoLLEen konuu reHa SMN, y Baluero pebeHka sce eule nmeetcd CMA.

Y naumeHToB co CMA npoBoanTca OononHuTenbHoe noanepXXuBatollee
neyeHue, BKOYasa cregyoulee:

4 5 K

OpToneguyeckmue dusmoTepanus MoMotupb ¢ o6ecrneyeHmnem
npouenypbl nUTaHusg, NpyY ApueMe NuLm
M ynotpebneHunm XXnaKocTm

3 & ®)

ObixaTenbHas nognep)kka, [podunakTmka HPeKLUn YpaneHue cekpeTa
HanpuMep, UCMonb3oBaHWe AbIXaTeNbHbIX NyTen
KUCITOPOAHOM MacKu (HanpuMmep, BaKUMHaUMS
ona NnpodunakTukm
rpuvrnna v NHEBMOHUM)

W3 ObIXaTeNbHbIX NyTEN

Korpa cnepyeTt o6pallartbca 3a MEAULIMHCKOM
rnomolLubro?

B HeKoTopbIX cydaax npenapart 30/IreHCMa MOYKET OKa3blBaTb BAUAHME

Ha GYHKLMIO MeYeHM 1 MPUBECTU K e NOoBPEXAeHMI0. BO3MOXHbIe NPU3HaKM, Ha
KoTopble Bam cnegyet o6paTnTb BHUMaHKWe rnocrne Toro, Kak pebeHKy BBedyT 3TOT
NeKapCTBEHHbIV Npenapart, BKIoUYaoT PBOTY, XENTYXY (MOABMEHWE ENTYLHOro
OKpPaLLMBaHUS KOXU U BEMKOB 11a3) N CHUXKEeHUe BHUMaHUs pe6eHKa.

MpenapaT 30MreHCMa MOYET CHMMKATb KONTMYECTBO TPOMBOLIMTOB B KPOBM
(TpoMbouuToneHus). NoroBopuTe C BPavoM, ecnuv 3aMetuTe y pebeHKa Takmne
MPU3HaKW, KaK KPOBOMOATEKM U1 KPOBOTEUYEHMUS, COXpaHsaioLmecs gonblue,
yeM 06bI4HO MoC/e TPaBMbI.

MpenapaT 30MreHCMa MOYKET MOBbILLIAaTb PUCK HaPYLLUEHUS CBEPTbIBaHWA
KPOBW B ME/KMX KPOBEHOCHbIX COCyaax (TpoMboTMYecKas MMKPOaHrnMonaTu1s).
HemMepnneHHo coobLUmMTE Bpayy, eCin 3amMeTuTe y pebeHka Takme NpmusHaku

U CUMMTOMBbI, KaK IerKo pa3BuBaloLuMecss KPOBOMOATEKU, CyAOpPOru

WM YMEHbLUEHUE BbiAeNIeHUS MOYM.

CoobLumTe nevalleMy Bpady Ballero pebeHka, ecnn y pebeHKa BO3HUKNMa
PBOTa [0 UMK rocsie Ne4eHus npenapaTomM 30/reHCMa, YTobbl ybeamTbes,
YTo peb6EeHOK Moy4mnn Heo6XOAMMYIO A03Y MIOKOKOPTUKOCTEPOMaa
(MpeoHW3010Ha UMK 3KBUBANEHTHOro Npenapara).

HemenneHHo coobLumTe nevallemy Bpady Bawero pebeHka, ecnu y pebeHka
MOABUMIUCH NMo6bIE MPU3HAKM 1 CUMIMTOMbI, YKa3blBatoLMe Ha passutme
MHPEKLIMOHHOrO 3a6oneBaHunsa (Harnpumep, NpocTydbl, rpunna un 6poHxMonmTa)
00 VNV nocne BBedeHma npenaparta 30/IreHCMa, NMOCKOSbKY 3TO MOXET NpUBeCTyr
K OpYrM Bonee cepbeaHblM OCMIOXHEHWAM, KOTopble MOoryT noTpebosaTb
HEOTNIOXHOIo MeAULIMHCKOro BMellaTenbcTea. K TakMM Npu3HakaM OTHOCATCS:
Kallesb, CBUCTsILLICE AbIXaHUe, HACMOPK, 60Mb B ropne wunu noebilueHue
TeMnepaTtypbl Tena.




KoHTaKTHblIe AaHHbie Bpa4a

6yneT Npoao/HKaTbCa MegMUMHCKoe HabnogeHue. Ecnm

y Bac BO3HWKHYT Kakne-n16o BONpochl, Unu Bbl 3axoTuTe
NOroBOPUTHL C NeYalm Bpa4yom Bawero pedeHka nnm
OPYTMMU MEANUMHCKUMM paboTHMKaMu, Bbl MoxkeTe
MCMO/Mb30BaTb NpUBEAEHHYIO HUKe dopMy, UTobbI 3anuncaTb
VX KOHTaKTHble JaHHble.

Q Mocne MHPy3nM NpenapaTa 30/IreHCMa 3a BalWnM pebeHKoM

DdUNO: S SE— N —
OOMKHOCTb: B S T .
Homep TenedoHa:
Appec 3NeKTPoOHHOM noYThbl:

omnmo: ! .
AomKHOCTb: S -
Homep Tene¢oHa: .. ... . B
Appec 3NeKTpoHHOM noYyTbl: B

DUO: SO E—
AdomkHocTb: S R
Homep TenedoHa: I !

Appec 3NeKTPOHHOM MoYyThbl:

MecTHbIe accoLmaLlum

&

Mo BCeMy MUPY CyLLIECTBYET MHOXECTBO aCCOLMaLIMN MALMEHTOB,
KOTOPbl€ MOIyT OKa3aTb NMOMOLLb BaM 1 Balwlemy pebeHKy B Ne4eHnmn
CMA. OHUM MoryT NpeaocTaBuTb MHdPopMaumio o CMA, nocnegHux
MCCcnenoBaHWaxX 1 nogaepyke coobLectsa. NoroBopuTe € BpadomM
BalLero pebeHka, KOTOpbI CMOXET NpeaocTaBuTb Bam 6onee
aeTanbHyto MHGOPMaLLMIO O NALMEHTCKMUX OpraHuU3aumsax

Ha TeppuTopumn EA3C.

DdUO:
OonmKHOCTb:

Homep TenedoHa: [
AQpec 3NeKTPOHHOMN NOYTbI: - _—

DUO: I

OJomKHoCTb: S . S —
Homep Tene¢ona:

Appec 3NeKTPOHHOM MoYyThbl: =

DPUO: — B

JOMmKHOCTb: : S
Homep TenedoHa:

AQpec 3NeKTPOHHOM MoYThbl:

e

CMA — cnnkansHan MoilieHHan aTpohura.




YacTo BCTpevalowmecsi TEpMUHbI, KOTOpble
cnepyeT 3HaTb

ApeHoaccoumMnpoBaHHbI BUpyc 9 (AAVI)

ALEHOaCCOLMMPOBaHHbIN BUPYC 9 (AAVI) - 3TO pa3HOBUAHOCTL BMpPYCa. AAVY MOXXHO
U3MEHUTb TakUM 06pa3oM, 4ToBbl OH He Bbi3biBan 3abonesaHne y noaen. B npenapate
30MreHCcMa U3MeHeHHbI AAVI aBnseTca BUPYCHBIM BEKTOPOM, KOTOPbI UCMONb3yeTca
018 0OCTaBKM MNOMTHOCTLIO GYHKLUMOHMPYoLLEN konum reHa SMN.

AHTUTENa

AHTUTENA CUHTE3UPYIOTCA UMMYHHOM CUCTEMOM OpraHM3Ma 1 MOMOraloT 3alUmLLaTb ero
OT 6onesHen. Kaxkabl TUM aHTUTEN ABNAETCS YHUKANbHbBIM U 3alUMLLIaeT OpraHn3Mm
OT onpeaeneHHoro Tvna 3abonesBaHms.

Atpodusa
ATpodus 03HaYaeT UCTOLLIEHWNE A «yCbiXxaHuer. Hanpumep, MbiLLa, KOoTopas ncTollaeTcs,
Ha3blBaeTcs aTpodpUPOBaAHHON.

CTBOM rONOBHOMO MO3ra

CTBON rONOBHOMO MO3ra - 3TO YacCTb MOJTOBHOMO MO3ra, KOTopas obecneymBaeT BaxxHemnme
(DyHKLlVIVI opraHM3Ma, B TOM 4ucrne fbixaHune v CoH. CTBO/M rOMOBHOMO MO3ra coeanHaeT
CMWUHHOM MO3I C OCTallbHbIMW OTAENaMuM rofIoBHOIo Mo3ra.

KopTuKocTepouabl (CUHOHUM: MIOKOKOPTUKOCTEPOUAbI)

KOPTUKOCTEPOMABI - 3TO KACC NIEKapCTBEHHbIX NPEenapaTos, KOTopble MOAaBNAOT GYyHKLNN
VIMMYHHOWM CUCTEMbI, 4TO MOXET MOMOYb CMPaBUTLCS C MIOGbIM BO3MOXHbIM MOBbIWEHNEM
YPOBHA NeyYeHoYHbIX GePMEHTOB NoC/e NeYeHns npenapatom 3onreHcma.

[e3sokcnpuboHyKnenHoBas kucnora (AHK)

OHK (ne3okcrprBoHyKNenHoBas KMCoTa) ABN[eTCa HaceACTBEHHbIM MaTepuanom
YenoBeka 1 MOYTU BCeX APYTMX OpraHM3MoB. MoUTH B KaXKAoM KeTKe YenoBeyeckoro
OopraHv3Ma CooepPXUTCs ofHa 1 Ta ke [HK.

leHbl

Habopbl HacneacTBeHHOM MHGOPMaLIMK, KOTopasi COobLLIaeT OpraHm3My, KaK CUHTe31POoBaTb
6enku [eHbl CyLLIECTBYIOT B OPraHu3Me napamMm: Mo OAHOM KoMK HacefyeTca OT KaXaoro
poauTtens.

FeHHas Tepanus

leHHasa Tepanus - 3To cnocob NnedeHnsa Mnu NpeaoTBpaLleHsa NporpeccMpoBaHna
3a60neBaHmM C UCMONb30BaHWEM reHoTepaneBTUYeCKnx npenapaTos. CyLlecTByioT
pa3nyHble TMMbl FeHHOM Tepaniy, KOTopble OKasblBaloT ASNCTBUE PasNUYHbIMK
crnocoBamu. K HM OTHOCATCA 3aMellieHe OTCYTCTBYIOLLIUX UK ncnpaBneHne
NOBPEXAEHHbIX reHoB, [06aBNeHe HOBOro reHa 419 nosblleHns 3dGeKTUBHOCTN ApYroro
NeKapCTBEHHOMo Npenapara, Unu NpekpalleHne GyHKLMM reHa, No nHopMaLmnm KoToporo
CUHTE3UPYETCH CAMLIKOM MHOTO 6erka, KOTOPbI CTaHOBUTCA TOKCUYHBIM 1St OPraHn3Ma.

FeHeTHMuyecKoe 3a6onesaHue

MaTonornyeckoe cocTosHMe, BbI3BaHHOE HaTMYMeM MNOBPEXOEHHOIO reHa 11 reHos
VNN ero/vix oTcyTcTBMeM. leHeTuYecKne 3abonesaHns aBng0TCA HaCIeACTBEHHbIMU. CMA
ABNAETCS MPUMEPOM reHeTUYecKoro 3abonesaHms.

BHyTpuBeHHaa uHdysus

BeeAeHMWe NpenapaTa B BeHy Yepes KaTeTep (MNacTUKOBYIO TRYOKY), KOTOPbIN BBOAMTCS
B BEHY C UCMOJIb30BaHUEM WUMb.

OsuraTtenbHbi HEMPOH (MOTOHENPOH)

CneuymanbHble HePBHbIE BONOKHA, KOTOPbIE NepeaatoT CUrHasbl OT ro/I0OBHOMO Mo3ra
K MbllWLaM AN\ KOHTPONA OBUXKEHUN.

CylLIeCTBYIOT [1Ba TMMNa ABUraTeNlbHbIX HEMPOHOB: UEHTPasibHble (BepXHWe), KoTopble
MepenatoT CUrHarbl OT FOIOBHOMO MO3ra B CTBOJ1 MO/IOBHOMO MO3ra M B CMIMHHOM MO3T,
U HKHMe (Mepudepunyeckne), nepefaioLme CUrHasbl OT LEHTPaNbHbIX ABUraTENbHbIX
HEeMPOHOB K MbILLILIAM.

TpoM6ouUTbI
370 TMN KNETOK KPOBU, KOTOPble OTBEYaloT 3a MPOLECC CBepPTbiBaHUA KPOBU.
MNMpeaHU30M0H

MpeaHM30MoH - 3TO NeKapCTBEHHbIM NpenaparT U3 Kacca Tak HasbiBaeMblX
KOPTUKOCTEPOMAOB (FMIOKOKOPTUKOCTEPOMAOB), KOTOPbIN MOMOraeT CnpasmTbes C No6bIM
BO3MOXHbIM MOBbILEHNEM YPOBHS NEYEHOUYHbIX PePMEHTOB MOCsIe NieYeHns NpenapaTtom
3onreHcma.

Benku

Benku 9BNSaTCa BaXKHbIMU MONEKYTaMU, YHaCTBYIOLLMMU B PEanm3aLMm NoYTN Kaxaomn

PYHKUMM B OpraHmnsMe. Benku y4acTBytoT B 06pa3oBaHmM KNETOK OpraHi3ma, MoMoraioT
KMeTKaM TPaHCMNopPTUPOBaTb W CUHTE3NPOBATL BaXKHbIe COGIMHEHMS, a TakxKe y4acTByIoT
B8 BOCCTaHOBIEHUW N BbIXXUBAHUM KNETOK.

HexenartenbHble peakuum

HeskenaTenbHble peakLmm - 3TO BTOPUYHbIN, 0BbIYHO HeBNaronpuATHbIN 3ddexT
NeKapCcTBEHHOro Npenapara.

CnuHanbHas MbiweyHas atpodusa (CMA)

CMA - 370 pefikoe 3a60neBaHue, KOTOPOoe NPUBOAMT K NOCTENEHHOMY OCN1IabNeHNIo MbiluL
13- 3a NpekpalleHns paboTbl Crneunanm3mpoBaHHbIX HEPBHbIX KIIETOK B OpraHusmMe,
Ha3blBaeMbIX ABUraTebHbIMMN HEMPOHAMU, KOTOPbLIE KOHTPRONTMPYIOT ABMKEHUA MblLLILL.
[BuratenbHble HEMPOHbI Pa3pyLIAKTCA U MpeKpaLlatoT paboTaTb K3-3a TOro, YTO B HUX
OTCYTCTBYET AOCTAaTO4HOE KonnyecTso 6enka SMN.

Fexn SMNI1

leH SMNT - OCHOBHOWM BapuaHT reHa SMN, KoampyoLwnin cnHTes 6enka SMN, HeobxoanMMoro
NSt NPaBUNbHOM paboTbl ABUraTENbHbBIX HEMPOHOB. Y nloael co CMA o6e Konuu 3Toro
reHa NoBpexaeHbl NM60 OTCYTCTBYIOT. ITO 03HAUAET, YTO KIETKN OPraHn3Ma He CNOCOBHbI
CUHTE3MpOBaTh AOCTaTOYHOE KonmnyecTeo 6enka SMN.

leH SMN2

leH SMN2 neCTBYET Kak «pe3epBHbIM» ANA NoAaepaHus cuHTesa 6enka SMN. feH SMN2
obecneymnBaeT CUHTE3 NKLLL HEBOMNbLLOIO KonmnyecTsa GyHKUMOHMpYtowero 6enka SMN.

BenoK «BbDKUBaeMOCTU ABUraTesNbHbIX HepoHoB» (SMN)

Benok SMN aBMSeTcs XN3HEHHO BaXkHbIM BENKOM Ana Hagnexallen paboTbl

N BbHKMBAEMOCTU ABUraTeNnbHbIX HEMPOHOB. B OTCyTCTBME 4OCTAaTOYHOIO KOM4YeCcTea
6enka SMN aBuratenbHble HelMpoHbI pa3pyLUAKTCa 1 NpeKpatlailoT paboTaTth. Benok SMN
CUHTE3UPYETCH B OpraHn3Me B MpucyTCTBmumM reHa SMN.




3onreHcMma®

BakHo! [Mepen HaszHayeHneM rpenapaTa 03HaKOMbLTECh C NMOMHOM obulen
XapaKTEPUCTUKOM NeKapCTBEHHOTO Mpenapara, AOCTYMHOM Ha 3N1eKTPOHHbIX pecypcax:
https://www.novartis.com/ru-ru/about/products (nata noctyna 14.09.2026),
https://lk.regmed.ru/Register/EAEU_SmPC (gaTta noctyna 14.09.2026).

dopmMa BbifnycKa

PactBop Ans uHdysmit: B 1 Mn oHaceMHoreH abenapeoseka coaepyutes 2,0 x 10"
BEKTOPHbIX FeHOMOB (Br) (HOMWHaNbHasa KOHUeHTpauws). [1sa dnakoHa pasmepom 55 mn
mnu 8,3 Mn.

Moka3zaHuA K NPUMEHEHMUIO

MpenapaT 3onreHcMa® NokasaH ANd MPUMEHEHUS Y NaLMEHTOB CO CMNHaNbHOM
MbllleyHowm aTpoduein (CMA) c 6uannenbHon MyTaumen B reHe SMNIL

[o3bl U criocc6 NpUMeHeHus

NHdy3uma npenapaTta A0MKHa BbINOMHATLCA TOMbKO MEANLMHCKUM CNeLnanmncToMm.
MaumeHTbl He 4OMKHbI MosyYaTb NOBTOPHYIO MHPY3UIO MpenapaTa 3onreHcma®
PexkomeHayeMas 0o3a coctasnsaer 1,1 x 10 BeKTop-reHoMoB (Br)/kr. Hagnexkawasa 0osa
U COCTaB KOMMIEKTa onpeaenaioTca Maccom Tena naymeHTa.

MpuMeHeHve npenapaTta 30NreHcMa® y MaumneHToB C MHGEeKUMAMK CrieflyeT OTIOXNTb
[0 Tex Mop, NoKa MHPEKLMS He PaspeLLnNTCa U COCTOSHME NnauueHTa He CTaHeT
KITMHWUYECKM CTabUbHbIM.

Mepen vHdy3nen NpenapaTta 3onreHcMa® crieflyeT OLUeHUTb CofepyXKaHne aHTuTen K

AAVSY, OLLeHUTb UCXOAHO dyHKUMI NedeHun (AT, ACT, 06wmin 6UnMpy6uH, anbbyMuH,
npoTpomM6unHoBOe Bpems, A4TB, MexayHapoAHOe HOpManmM3oBaHHOe OTHOLWeHMe [MHO]),
onpenenTb ypoBeHb KpeaTUHIHA, PEKOMEH0BaHO NpoBefeHMe OBLLIEro aHanunsa Kposu.
Mocne uHoy3nmn Npenapata 3oreHCMa® criefyeT PerynapHO KOHTPONMPOBaTh GyHKUMIO
NeyeHU 1 KONMYecTso TPoMBOoLUTOB. Bce MaumeHTbl A0MKHbI MONy4aTb CUCTEMHbIE
KopTUKOCTepOMAbl A0 W Nocre Nprema npenapaTa 3onreHcma®. MoapobHbIe yKasaHus
npvseneHbl B MONHOM 06LLEeN XapakTepUCTUKE /TeKapCTBEHHOMO Npenapara.

MaumneHTbl 0CO6bIX KaTeropmn

HapyweHue gyHKUMM noYeK. Be3onacHoCTb 1 3hdeKTMBHOCTb Npenapata 3oreHcma®
Y NaLMEeHTOB C HapyLWeHUAMU GYHKLIMM NOYEK He YCTaHOBIEHbI.

HapytueHus GyHKUuu nedeHu. Mpyu paccMOTPEHUK BOMPOCa O NMPUMEHEHWM NpenapaTta
3onreHcMa® y MaLMEHTOB C HapyleHMaMU GYHKLMM NMedeHn cneayeT cobnoaathb
OCTOPOXHOCTb.

Meguatpuyeckmne naumueHTsl. Be3onacHoCTb N 3PPeKTMBHOCTb OHAaCeMHOTeH
abenapBoBeKa y HeJOHOLLIEHHbIX HOBOPOXKAEGHHbIX 10 AOCTMIKEHMSA MOJTHOro
recTaLMOHHOro BO3pacTa He YCTaHOBSEeHbI.

Cnoco6 npuMeHeHUs. ToNbKO A9 OOAHOKPATHOM BHYTPMBEHHOM MHGY3UN.

MoapoBHble yKa3aHWUs Mo MPUroTOBEHMWIO 1 BHYTPUBEHHOM MHOY3MK NPUBEAEHDI
B MONHOM 06LLe XapaKTepUCTUKe NTEKapCTBEHHOMo Npenapara.

MpoTuBonokKasaHus. [1MNepyyBCTBUTENBbHOCTb K OHaceMHoreH abenapeoBeky
WY K I060MY 13 BCMOMOraTeibHbIX BELLEeCTB.

Oco6ble yKa3aHUsa ¥ Mepbl NPeAoCTOPOXHOCTU s

+« CMA no3gHen ctaguu. Y naumeHToB ¢ nporpeccupytollen CMA, >Xn3Hb KOTOPbIX
noaaepXmMBaeTcs 3a cYET MocTosaHHOM MBS 1 KoTopbie He HabupaloT Bec, COOTHOoLeHUe
MOMb3bl U PUCKA, CBA3aHHbIX C MPUMEHeHWeM NpenapaTa 3o/reHCcMa®, He YCTaHOBNEHO.

+ lenaToTOKCUYHOCTb. BBeoeHue AAV-BeKTOpa MOXXET MPMBOAUTL K MOBbILIEHUIO
aKTUBHOCTU aMUHOTpaHCcdepas, KOTOpoe MOXET 6biTb cepbe3HbiM. CoobLIanock O criydasx
OCTPOWM MEUYEHOUHOM HEOCTAaTOYHOCTH C NETaNbHBIM UCXOAOM. [1o 1 nocne NHy3mn
npenapata 3onreHcMa® BceM naLmneHTam cnefyeT BBOANTb CUCTEMHbIN KOPTUKOCTEPOUA,
DYHKUMIO MeYeHu CrielyeT OLeHUTb MCXOAHO A0 MHDY3UKM 1 HabnoaaTh 3a Hel B TeYeHune
no KpaiHe Mepe 3 MecaLes nocne UHPY3nn 1 B NoBbIX APYrvX CyYasx npu Hanuymm
KIVHWUYECKUX NoKasaHui. MNpu Mogo3peHMM Ha NMopaXkeHne nedeHmn pekomeHaoyeTca
npoBefeHMe AanbHelwero o6cnenoBaHa (Hanpumep, onpefeneHne yposHs anbbyMmHa,
NpoTpoMBUHOBOro BpeMeHu, A4TB 1 MHO). PUCKK 1 NOMb3y, CBA3aHHbIE C MPUMEHEHUEM
npenapaTa 3onreHcMa®, crieqyeT TwaTe/IbHO COMOCTaBUTb NPU MPUHATUN peLleHna

0 NPUMEHeHMIM Npenapara y NaumeHToB C HapyLleHneM GyHKUUN nedeHn. « CUCTEMHbIN
MMMYHHbI OTBET. B CBA3M C MOBbILLEHHbIM PUCKOM Pa3BUTUSA CEPbe3HONo CMCTEMHOIO
MMMYHHOrO OTBeTa nepen nHdy3suen npenaparta 3oreHcMa® pekomeHayeTcs, 4To6bl '
obLLee cocTosHME 300p0Bbs MNaLUMEeHTOB 6bIN0 KITMHNYECKU CTaBUNbHbIM.

+ IMMyHOreHHOCTb. Hanuuune anTtuten Kk AAVS y NnauneHTa cneayert onpeaennib

0o vHby3MKM Npenapata 3onreHcma®. « TpombouuToneHus Yncno TpoMboumnToBs crieayeT
onpenenuTb Ao UHbY3UKM NpenapaTa 3onreHcma® v NepUoanYecKn onpeaenaTte nocne
VHdY3UK. « TpOMBOTUYECKaA MUKpoaHrmonaTtus (TMA) Ecnn y naumeHTa NpucyTcTeyoT
KMUMHUYECKMNE NPU3HaKKW, CUMMOTOMbI U (UNK) NnabopaTopHble HapyLLIeHWS, XapaKTepHble
ona TMA, cnegyeT HeMeoTeHHO MPOKOHCYbTUPOBATLCH C AETCKUM reMaTonorom

v (Mnw) getcknmM Hedpponorom ANsa HasHayeHns nedeHns TMA B 3aBUCKMOCTU OT
KMUHNYECKMX MOKa3aHUI. « TPOMOHMH-I. [Py HanU4mMm KNIMHNYECKUX NOKa3aHun cnenyeT
PacCMOTPETh BO3MOXHOCTL MpoBeaeHns o6cnefosaHnsa cepaua 1 npu HeO6xoAMMOoCTH
MPOKOHCYIETUPOBATbCA C KapAMOIOrom.

+ TeopeTUUeCcKnit pPUCK OHKOreHHoCTU. CyLLLeCTBYET TEOPeTUUECKNI PUCK OHKOTEHHOCTH
o npuunHe nHterpaumm HK Bektopa AAV B reHOM.

He)kenaTenbHbie ieKapcTBEHHbIE peakuun
OyeHb yacTo (>1/10): NoBbILIEHUE YPOBHS NMeYeHOYHbIX GepMeHTOB.

Yacro (21/100, Ho <1/10}): TooMGoLNTONEHUS, PBOTa, MreNaTOTOKCUYHOCTb, MUPEeKcHd,
MNoBblLLIEHUE KOHLEHTpauu TPOMoOHUHa.

HeuacTo (21/1000, Ho <1/100): TpoMBOoTUYEeCKas MUKpPOaHIrnonaTuns, ocTpas nevyeHoYHaqa
HenocTaTo4YHOCTb, MHPY3UOHHbIE peakumu.

Pepako (21/10000, Ho <I/1000}: aHadunakTniyeckme peakumm.

B3aumMopeicTeus. MiccneqosaHus Nno nsydeHunio B3aMmMoaencTems ¢ apyrmmm
NeKapcTBEHHbLIMMK NpenapaTaMy He NPOBOANIIUCS.

Ycnoewus otnycka. Mo peuenTy.

HosapTtuc ®apma Al NuxTwtpacce 35, 4056 basernb, Lsenuapusa



https://lk.regmed.ru/Register/EAEU_SmPC

Ona coobLueHUs 0 HeXXenaTesibHbIX ABNeHUAX
CBS)KUTECDH C OTAENOM o hapMaKOHaA30pY rpyrnbl KOMMaHUI «HoBapTUC»:

OO0 «HoBapTuc ®apma» B Poccuimckomn depepaumm:

Anpec: 125315, r. MockBa, JleHUHrpaacknii npocnekT, 4. 70. Tenedow: +7 (495) 967-12-70,
dakc: +7 (495) 967-12-68.

SNeKTpoHHasa noyTa: drug.safety_russia@novartiscom

MpeacraButenbctBo AO «HoBapTuc ®apMa Cepaucec AlM»

(Wsenuapckasa KoHbenepaums) B Pecrybnmke Benapych: 220069, . MUHCK,
np-T O3epyxmHckoro, 5, mom.3, opuc 3-1, Ten.: +37517 360 03 65

2neKTpoHHasa noyTa: drugsafety.cis@novartis.com

TOO «HoeapTtuc KasaxcraH» B Pecny6nmke KasaxcraH:
Appec: 050022, r. Anmartbl, yr. KypMaHrasbl, 95. TenedoH: +7 (727) 258-24-47
INeKTpoHHasn noyTa: drugsafety.cis@novartis.com

CoobLUeHUsA 0 HeXXenaTesbHbIX peakuusax:

B cnyvae BO3HMKHOBEHWA NMIOObIX HEXeNaTeNnbHbIX peaKLiin
HeobXx0aMMO COOBLLNTL O HKX Bpady.

ITO KacaeTcsl B TOM YMCIe M BO3MOYKHbIX HeeraTe bHblxX
peakumm, He nepeymcneHHbix B OXS1M mn NB.

MOXHO TakKe YBEOOMUTL O BO3HUKHOBEHUU HeXXenaTtesibHbIX
peaKu,MM MeCTHble YNOTHOMO4YEeHHble OpraHbl.

Poccuimckaa depepauvs

DepepanbHan cny»xba no Hagopy B chepe 3apaBooxpaHeHna. Agpec: 109012, r. MockBsa,
CnaBsaHckas riowagb, A. 4, cTp. 1. TenedoH: +7 (800) 550-99-03

ANeKTpoHHas novta: npr@roszdravnadzor.gov.ru unm pharm@roszdravnadzor.gov.ru
CanT B MIHDOPMALIMOHHO-TENEKOMMYHUKALIMOHHOM CETU «MHTepHET»:
https./Mww.roszdravn r.gov.r

Pecny6nuka Benapychb:

Y «TocdhapMHaazop» Agpec: 220030, r. MUHCK, yr1. MACHWKOBA, . 32, MoMm. 2.
TenedoH: +375 (17) 242-00-29, pakc: +375 (17) 271-25-75

INeKTpoHHas noyta: pharm@gospharmnadzor.by

CanT B MHPOPMaLIMOHHO-TENEKOMMYHUKALMOHHOM CETU «MHTEepHET:
https:/gospharmnadzor.

Pecny6nuka KasaxcraH

PIT1 Ha MXB «HauMoHanbHbIN LLEHTP 3KCMNepPTU3bl TeKapCTBEHHbIX CPeacTB U MeAULIMHCKUX
nsaenniny Kommuteta MeOMLMHCKOro 1 dapMaLeBTUYECKOro KOHTPOA MHMUCTepCTBa
3npaBooxpaHeHna Pecrnybnmkim KasaxcraH. Agpec: 010000, r. AcTaHa, yi. AMMaHoBa, 13, 4 sTax
TenedoH: +7 (7172) 235135

INeKTpoHHad rnoyta: farm@dari.kz

Cant: www.ndda kz

MaTtepuan nogrotosrieH komnaHnen OO0 «HosapTUc DapMman.

Poccus, 125315, . MockBa, JleHUHrpaackum np-t, a. 70,

Ten.: +7 (495) 967-12-70, dakc: +7 (495) 967-12-68, www.novartis.ru ‘

Koa ogobpeHunsa B Poccuiickon depepaumm:

11789103/OnaAbe/A5/09.26/400/RMP b NOVARTIS
Koa opobpeHusa B Pecny6nnke Benapyco:

BY/11787388/OnaAbe/PDF/10.26/0/RMP
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