PykoBOoACTBO

and MeaANLUMNHCKUX paGOTHMKOB
MO MUHUMM3ALUMMN PUCKOB, CBA3aHHbIX

C NpUMeHeHmeM npenapata 3onreHcMma®’
(oHaceMHoreH abenapBoBeK)

[JaHHoe pyKOBOACTBO pa3paboTaHO B LenfaX NoaaepXXKu
—| MeAMUMHCKNX pabOTHMKOB, KOTOpble 6yayT Ha3sHa4YaThb,
BblAaBaTb U MPUMEHATb NpenapaTt 3o/reHcMa.

Llenn gaHHoro pyKoBoACTBa: NpefocTaBUTb MHbOPMaL Mo

Mo KOYEBbIM acneKTaM 6e30MacHOCTU, CBA3aHHbIM C Pa3BUTUEM
renaToTOKCUYHOCTU, TPOMBOLMTONEHUN M TPOMBOTUYECKOM
MUKPOAHIMonaTnm Npuv NpUMeHeHMmM npenaparta 30/ireHCMma,

a TaKXXe MoMOYb CHU3UTb BO3MOXHbIE PUCKK [0, BO BpeMs

M nocne neyeHmsa. PyKOBOACTBO crielyeT UCMO/b30BaTb BMecTe

c O6Len xapaKTepUCTUKOW eKkapcTBeHHOro npenapata (OX/11).

Mpenapat 3o5reHcMa® nokasaH Asig NPUMEHEHUs y NaLeHTOB
CO CMUMHaNbHOW MbllledYHoM aTpoduen (CMA) c brannienbHoM MyTaLmen
B reHe SMN1.

JleyeHuMe nNpenapaTtoM 30/IreHCMa HeobxoaMMo npoBOONTb B KIMTMHNYECKNX

LleHTpax rnofd HabnogeHMeM Bpaya, MMetoLLlero orbiT B IeYeHMK NaLMeHToB
co CMA.

¥V [aHHbIM NeKapCTBEHHbIM NpenapaT Noa/IeXKMUT OOMNONHUTETBHOMY MOHUTOPUHTY.
3TO MO3BONINT BbICTPO BbIABAATb HOBYIO MHbOPMAaLLMIO MO 6e30MacHOCTU.
PaboTHMKOB Chepbl 300aBOOXPaHEHMA MPOCAT COOBLLATL 060 BCEX HEXKeTaTebHbIX
peaKLMaX, MPEAnoNoMKMUTENTbHO CBA3AHHbIX C AaHHbIM NIeKapCTBEHHbBIM MPErnapaToM.

C BO3HUK/IN KaKKe-1160 AOMOHUTENbHbIE BOMPOChHbI

CMA — cninHanbHas MbllwedHasa aTpodus; SMN — 6e/10K «BbIXKMBAaEMOCTU ABUraTeNbHbIX HEMPOHOBY;
OXJ1M — obLas xapaKTepmUCTUKa TeKapcTBEHHOro NpenapaTa.

B MoMolLLib MpaKTUKytoLLieMy Bpady. M30aHo B pamkax [MnaHa yrpaeneHmnsa pyckamu. He SBnseTcs peknaMHbiM Mateprasnom.
Mepen HazHaueHVeM nperapara, MoXasycTa, 03HaKOMBETECH C OBLLEN XapPaKTEPUCTUKOM NTEKapCTBEHHOrO nperapara



Mone3sHble KOHTAaKTbI

OXJM — obLad xapaKTepmUcTMKa NeKkapcTBEHHOro NpenapaTa.

Kakas uHdopMaumua coaep)Xxmtcs B AaHHOM

pykoBoacTee?

UHPopMaLMa 0 BO3SMOXKHbIX PUCKaX, CBA3aHHbIX C MPUMeHeHNeM

NPenapPaTa BOMITE@HCMA

0 TEMATOTOKCUUHOCTD oo

o TPOMOOLUTOMEHUA o e

. TpOM6OTI/ILIeCKaF| MUKPOQHTMOMATUA

CHMXXEeHUEe BO3MOXKHbIX PUCKOB, CBA3aHHbIX C NTPUMEHEeHNneM

NPENapPaTa BOIFE@HCMA

1. 0o BBeoeHUda npenaparta

2. Bo BPEMA UHDY3UU

3.Mocne HPY3nMm e

MpaduK NnpoBefeHUs KOHTPONbHbIX aHAIU30B KPOBU

UTOroBbl KOHTPOJ/IbHbIA NEepeYeHb

B NomoLLb NpaKTUKyioLLieMy Bpady. V3naHo B pamkax MnaHa ynpasneHms prickamul. He ABNaeTcs peknamHbiM Matepuianom.
Mepen HazHaYeHMeM MpenapaTa, MOMayMCTa, 03HaKOMBTECH C OBLLIEV XaPaKTEPUCTUKOW NIEKapCTBEHHOTO Npernaparta
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15



NHPopMaLma 0 BOSMOXKHbIX PUCKaX, CBA3AHHbIX
C NpMMeHeHUeM npenaparta 3o/iIreHcMa

Ba)kHas MHdpopMaLmsa No 6e30nacHOCTH

Hike oncaHbl BayKHblE MOEHTUDULIMPOBAHHbIE PUICKM MY MPUMEHEHMM MperapaTa
3orreHcMa. MNoyKarycTa, O3HAKOMBTECH C OBLLIEIN XaPaKTEPUCTUKOM IEKAPCTBEHHOO
rperapata, e NPeAcTaBeHa MofHasg MHPoPMaLME Mo 6E30MacHOCT, @ TAKKE OMUCaHbI
0cobble YKazaHMA 1 Mepbl MPEOOCTOPOKHOCTV MW MPUMEHEH M MperapaTa 3o/reHcMa

(¥

CD

: g.

MenaToToOKCUYHOCTb

»  IMMyHoOMoCpenoBaHHas rernaToToKCUYHOCTb MOCrE NeYeHMs NpenapaToM
3onreHcMa 06bIYHO MPOSABMAETCA MOBbILLEHVEM YPOBHS anaHHaMUHoTpaHchepasbl
(AJTT) winm acnaprataMmHoTpaHchepasbl (ACT).

« [Npy NpUMeHeHY Npenaparta 30reHCcMa O caHbl CryYan PasBUTUS OCTPOrO
TAYKENOrO MOPAKEHUS MEYEHU U OCTPOM NeYeHOUHOM HEAOCTAaTOYHOCTU, B TOM YMCIe
C neTanbHbIM McxoaoM. OBbIYHO 3TV OCTIOHEHMS BO3HMKAIOT B TEUYEHME MEePBbIX ABYX
MecaLeB Mocsie nedeHus, HECMOTPS Ha MPUMEHEHKE TIFOKOKOPTUKOCTEPOMAOR 0
Y nocne MHPY3um.

» [EeMNaTOTOKCUYHOCTb MOYKET MOTPeBoBaTh KOPPEKLIMM CXEMbI MMMYHOMOLYMMPYIOLLIEN
Tepanmm, B ToM Ymcne bornee OyIMTenbHOro NpUMeHeHus, yBermdeHma Ao3bl M 6onee
O/IMTENbHOMO Neproaa NOCTENEHHOM OTMEHbI ITIIOKOKOPTUKOCTepOMaa

TpomMm6ouunuToneHusa

* B KIMHUYECKMX UCCNedoBaHWSX MpenapaTa 3oreHcMa Habtodany crydam Hemnpo-
[OOMKNTENBHOTO CHYKEHMS KOTUYECTBA TPOMBOLIMTOB, HEKOTOPbIE 13 KOTOPbIX
COOTBETCTBOBAW KPUTEPUSIM TPOMBOLIUTOMEHM. B GOMBLUMHCTBE Criyqaes
HaVMeHbLLEee KOMYECTBO TPOMOOLIMTOB Habniooanoch B MepByto Heaento nocne
UHbY3MKM NpenapaTa 3onreHcma

TpOMGOTM‘leCKaﬂ MUKpOaHrmonaTusa

« [MNpenapaT 3o/reHCMa MOYET MOBbILLIATb PUCK Pa3BUTUA TPOMBOTUUECKOM
MUKpOaHronatim (TMA) B TeueHKe NepBbIx AByX Hedeb nocie
BBeOEHWSA Npenaparta.

« TMA npencraBnsgeT coboi OCTPOE YKU3HEYMPOKAIOLLIEE COCTOAHIE, KOTOPOE XapaKTepmay-
€TCA TPOMBOLIUTOMEHMEN, MUKPOAHMMOMATHHYECKOM FeMONMTUYECKON aHEMMEN 1 OCTPbIM
roBpexxaeH1eM rodek. Bo Bpemsi neyeHus npenapatoM 3o/ireHcMa Habnmioganmcb
NEeTanbHble 1NCcXoabl, CBA3aHHbBIE C 3TVM OCTIOXKHEHeM. ComyTCTBYIOLLIAS aKTVBaLMS
VIMMYHHOW CUCTEMbI (HaMpUMep, B CBA3M C MpMcoeamHeHeM MHbEKLMM, MpoBedeHeM
BaKLMHALLMWM) TakKe 6blnia orcaHa Kak BO3MOXHbIM MPOBOLMPYHOLLIMIM haKTop.

« B cnyyae noaeneHua y maupmeHTa KIMHUYECKUX MPosiBNEHNIM, CUMITOMOB
UM NabopaTopHbIX U3MEHEH M, yKasblBatoLLMX Ha TMA, HeOBXoaMMO HEMELTEHHO
MPOKOHCY/IBTUPOBATLCA CO CMELMANCTOM, UTOBbI HaYaTb fledeHne TMA
B COOTBETCTBUM C KITMHUYECKMMM MOKa3aHUSMMU.

[No)<anywmcTa, O3HaKOMBLTECH C AOMOSIHUTENbHOM UHGOPMaLUeEn
06 0COBbIX YKa3aHUAX U Mepax MNpeaoCTOPOXKHOCTU MPU NMPUMEHEHNN
rnpenapata 3o/reHcMa B pasgene 4.4 OXJ1M

B MoMmolLLib MpaKTUKytoLLEeMy Bpady. M30aHo B pamkax [MnaHa yrpaeneHmnsa pryckamu. He SBnsieTcs peknaMHbiM MaTeprasiom.
Mepen HazHaueHVeM nperapara, MoXKasyMcTa, O3HaKOMBTECH C OBLLEN XapPaKTEPUCTUKOM NTEKAPCTBEHHOIO rperapara

CHMXeHUe BO3MOXXHbIX PUCKOB, CBA3aHHbIX
C NpMMeHeHUeM npenaparta 3o/ireHcMa

[o BBegeHus npenaparTa

MPOVHDOPMUPYIATE ML, OCYLLIECTBAAROLLIMX YXO, 33 MaLMEHTaMM, 06 OCHOBHbIX PCKaX, CBA3aHHbIX
C MPVIMEHEHKEM MperapaTa 30/reHCMa, MPW3HaKaX Y CUMITTOMaX, BKIKoHad, MOMMMO Mpodero, TMA,
MEYEHOUHYHO HEOOCTATOYHOCTb M TPOMBOLIUTOMEHNIO.

A2

AHanusbl KpoBU

O6pasoBaHme aHTUTeN K afeHoaccoLMMpoBaHHOMY BUPYCY 9 cepoTuna (AAV9)
MOXeT HabnogaTbes Ha boHe ecTeCTBEHHOro BO34eNCTBUS BUpYCa.

MNMepen BBeAeHUEM NpenapaTa y NalMeHToB Heo6X0AUMO MPOBECTU TECTUPOBaHME
Ha ornpeperieHue coAepXXaHUsa aHTUTen K AAV9 ¢ UCTMONb30BaHUEM
COOTBETCTBYIOLLIEro BaTMAUPOBAHHOIO MeToaa UcCrieloBaHuUsl.

Ha cerogHsLWHWI AeHb HET OaHHbIX O 6€30MacHOCTN N 3OPEKTUBHOCTU MPUMEHEHUS
npenapaTa 30/ireHCMa Yy NaLMEHTOB C TUTPOM aHTU-AAVS aHTUTeN BbiLe 1:50.
[MOBTOPHOE TECTUPOBAHME MOXET BbITb BbIMOHEHO, ECMN TUTP aHTUTEN K AAVI
npesbiwaet 1:50.

MNepen NnprMeHeHMeM npenapaTa 30/reHcMa HeoBxoAMMOo npoBeCTN MCXOOHble
na6opaToprle nccnenoBaHM4, BKNKOYad, NMOMMMO MpoYnMx, criegyrouine:

o OleHKa GyHKUMK nedeHu: ANTT, ACT, o6wmi 6Unmpy6muH, anbbyMmH, MpoTpoMOrHOBOE
BpeMd, akTUBUPOBaHHOE YacTUYHOe TpoMbonnacTnHoBoe BpemMa (AYTB)
M MexxayHapoaHoe HopManm3oBaHHoe oTHoleHme (MHO);

¢ OUEeHKa KOHUeHTpaunn KpeaThHMHa,

o KIWMHWYECKNI aHaNM3 KPOBMW (BKTHOUAs KOHLEHTPALLMIO reMornobuHa
M KONMMYECTBO TPOMOOLUTOB);

e TECT Ha TPOMOHWH I.

PerynsapHbl KOHTPOJIb MNOKa3aTesiei KPOBU HEeO6X0AMMO NPOBOAUTDL B TEUEeHUe
no MeHbLUe Mepe 3 MecsLleB nocrie UHPY3UU Npenaparta 3o/reHcMa.
MNoapobHbI rpadrk NabopaTopPHOro MOHUTOPUHIA MPUBEOEH Ha CTpaHMLuax 12-14
[aHHOIo PyKOBOACTBA.

2

MpouHdpopMUpyinTe NKL, OCYLUECTBASIOMX YXOA 32 NaLMeHTaMm,
0 HEeO06XOAMMOCTU PEerynsipHOro NPoBeAeHUs aHaNn3a KpoBu.

JNnua, ocyLLEeCTBAOLLME YXOL, 32 MaLMEHTaMM, AOMKHbI 6bITb MPOUMHGOPMUPOBaHbI

0 HEOBXOAMMOCTM BbIMOMHEHWS aHANIM30B KPOBU B TeUeHWe Kak MUHUMYM 3 MecaueB
nocre nevyeHusa npenapatoM 3onreHcMa. CobnogeHme rpaduka

MOHUTOPUHIA aHa/IM30B KPOBM BayKHO 19 OOCTUXKEHUA HAaUYULLUX Pe3y/bTaToB
nieyeHna naumeHTa. [aTtbl U BpeMs NpoBedeHUs aHaTM30B KPOBU CcriefyeT
cornacoBaTb M 3aM1aHMPOBaTb 40 Hadasa fedyeHnsa.

AAV9 — afleHoaccoUMMpPoBaHHbIN BUpYC 9 cepoTuna; ASTT — anaHMHaMuHoTpaHcdepasa; ACT — acnapTaTaMum-
HoTpaHchepasa; MHO — MexayHaponHoe HopManmMsoBaHHoe oTHolweHWe; AHTB — akTMBUPOBaHHOE YacTUYHOoe
TpombonnactTuHoBoe Bpemsi; TMA — TpoMbBoTHYecKast MUKPOaHrMonaTus.

B MoMolLLib MPaKTUKytoLLEMy Bpady. M30aHo B pamkax [naHa yrpaeneHmnsa pyckamu. He SBMsieTcs peknaMHbiM MaTeprasniom.
Mepen HazHaueHVeM nperapara, MoXKasyMcTa, 03HaKOMBTECH C OBLLEN XapPaKTEPUCTUKOM NTEKAPCTBEHHOIO nperapara



MpuMeHeHue rMIKOKOPTUKOCTEepoMnaoB

[Nocne BBegeHWa NpenapaTa 30/IreHCMa PasBMBaETCa MMMYHHbIM OTBET Ha Kancug,
BMpyca AAV9, KOTOPbIN Bbi3blBaET Crieaytolime M3MeHeHs:

W MoBbllEeHMEe YPOBHA NeYeHOUYHbIX aMUHOTpaHchepas

@ MoBbILIEHWE YPOBHA TPOMOHMHA

@ CHWKeHne KonuyecTaa TpOM6OLLl/1TOB

YT0o6bl 0CNabUTb UMMYHHbDI OTBET, pEeKOMeHAyeTc MMMyHOMoAynupyloLuas
Tepanus rMioKOKOPTUKOCTEpoOuaaMm.

T TNpuMeHeHUe MMIOKOKOPTUKOCTEPOMAOB peKOMeHAyeTcs HavaTb
fIZ‘* 3a 24 yaca po uHdy3Mmu npenaparta 3onreHcMma. lNpuMeHeHne
C‘G-J npenapaTta peKoMeHQyeTCs MpPoBOAUTL MO CedytoLLel HadalbHOM CxeMe:

MNpeaHM30M0H BHYTPb 1 Mr/Kr/cyTKu (UnNn B 3KBUBaNeHTHOM aose,
ecnun ncnonb3yeTca APYron MIOKOKOpTUKocTepoua).

i = l MpouHdpopMUpyITe NnL, OCYLLECTBASIOLUX YXOA 3a NaLUeHTaMMu,
O BaYXHOCTU NMPUMEHEHMUS ITIOKOKOPTUKOCTEPOMAOB.

MponHDOPMMPYINTE 3aKOHHbIX MPEACTaBUTENEN 1 ML, OCYLLECTBIAOLLMX YXOL,

3a NauUMeHTaMK, O BayKHOCTM HEME/IEHHOIO COOBLLIEHMA Bpady B Cllydae Nitoboro anmsoda
PBOTbI Y MaLpeHTa, YTo6bl YOeaMTbCs, UTO MaLMEHT NomyYaeT HeOOXOOAMMYHO A03Y
TTIOKOKOPTUKOCTEPOMAA.

O6Lee cocTosHUe 300poBbs

O Bsway NOBbLILIEHHOrO PUCKa PasBUTUSA CUCTEMHOIO MMMYHHOrO OTBETa,
@ —] BK/ItOYas TAXKeyto CTeNeHb, peKoMeHayeTca NpoBOAMTb NedeHne
MaLUMeHTOB TOMbKO B CTAaBUTbHOM KITMHUYECKOM COCTOSAHUW MO 0bLeMy
COCTOAHMIO 3A0POBbA, B TOM YMC/Ie C A4OCTAaTOUHbBIM YPOBHEM rmapataumm,
ONTUMaNbHbIM HYTPUTUBHbBIM CTAaTYCOM W MPU OTCYTCTBUN MHDEKLMOHHbIX
N3MEHEeHUN.

AAV9 — afjleHoaCcCoLMMPOBaHHbIM BUPYC 9 cepoTunna.

B MoMmolLLib MpaKTUKytoLLEeMy Bpady. M30aHo B pamkax [MnaHa yrpaeneHmnsa pryckamu. He SBnsieTcs peknaMHbiM MaTeprasiom.
Mepen HazHaueHVeM nperapara, MoXKasyMcTa, O3HaKOMBTECH C OBLLEN XapPaKTEPUCTUKOM NTEKAPCTBEHHOIO rperapara

0 He06X0AMMOCTHU yaAenAaTb 0co60e BHUMaHUE NPpodUIaKTUKE, KOHTPOJIO
W nnevyeHuno UHPEKLMOHHbIX 3a6o1eBaHU A0 U Nocne UHY3Umn
npenapaTta 3o/ireHcMma.

D NMpouHdpopMUpyiTe NUL, OCyLLECTBASAIOLLMUX YXOA 32 NauueHTaMu,

JTnua, ocyLLecTBASOLLME YXO[, 33 NaUMeHTaMy OOMKHbI:

+ ObITb MPOUHPOPMUPOBAHbI O MPW3HAKaX M CUMITTOMaX, yKa3bIBatOLLIMX Ha pasBUTME
MHPEKLMOHHOro 3aboneBaHua. ECnny naumeHTa noasnatoTcs Nnobble
MPU3HAKM 1 CUMMTOMbI, OHU JO/HKHbI CBA3bIBATbCA C BaMy HEMeO/1eHHO;

* COOEeWnCTBOBATb B MpodunakTuke MHPEeKLMIN, NCKoYasa BO3HMKHOBEHME CUTYaLUn,
KOTOpble MOTyT MOBbILWAaTb PUCK MHPULMPOBAHWSA NaLMeHTa, Hanpumep, cobnoaaTtb
rMrMeHnyecKkme mepsbl (MbiTb M 06pabaTbiBaTb PyKM), MPUKPbIBaTL POT MNpw Kalune/
UMXaHUKM N OFrPaHUNYUTb BO3MOXKHbIE KOHTaKTbI;

o OblTb MPONHDOPMUMPOBaHbLI O BO3MOXHOM PUCKE Pa3BUTUA MHDEKLMK Nocne
npolenypbl 06pe3aHuns; cnenyet peKoMeHA0BaTb NPOBOANTL AaHHYO NpoLenypy
B MEAMLIMHCKOM YUYpPEXXOAeHUN 019 MUHUMU3ALMM PUCKA Pa3BUTUA MHDEKLMIA.

1 B c/lyYyae BO3SHUKHOBEHMUSA OCTPbIX UJTNU XPOHUYECKUX
- . HEeKOHTpOoJInpyeMbIX aKTUBHbIX MHC'JeKI.WIﬁ Tepanuio cnenyeT OT/NIOXUTb
g BMNJ1IO0Tb A0 pa3peleHunsa MH¢eKI.WIOHHOFO 3a6oneBaHUa U cTabunusauum
KJIMHUYECKOro COCToAHUA NaumneHTa

KaneHaapb npoduiakTMuyecKmMx NnpuBUBoOK

- o BBEOeHWA NpenapaTa chneayeT pacCMOTPeTb KaleHaapb NposeaeHmna
MPOdUNAKTUYECKMX MPUBUBOK MallMeHTa.

« EC/1 3TO BO3MOXKHO, ClieflyeT CKOPPEKTUPOBaTh NaH BakLUMHaLWM
C y4ETOM COMYTCTBYIOLLErO NPUMEHEHMA MIOKOKOPTUKOCTEpPOMOA
00 1 nocne MHdy3nm NpenapaTa 3o/reHcma.

« PekoMeHOoOBaHa ce30HHadA BaKUMHaUMA 019 NPodUNaKTUKM MHbEK-
UMM PeCcrmMpaTopHO-CUHLMTMANbHBIM BUPYCcoM (RSV), KoTopyto cnenyeT
MpoBecTM BoBpeMd. MNaumeHTaM, Mony4YatoLiMM Tepanmio MIoKOKOPTU-
KOCTepOMOAMM B UMMYHOCYMNPECCUBHbIX [,03aX, HeMb3s BBOAUTL KM1BbIe
BaKLMHbI, TakMe KaK BaKUMHbI A9 MPOGUIAKTUKM KOPU, 3MUOEMUYECKO-
ro NapoTMTa N KPaCHYXM, a TakyKe BETPAHOM OCrbl.

Macca Tena

O6LWmMi 06beM npenapaTa 30/reHCMa, KOTOPbIM BBOAAT MauMeHTy, onpenensatoT
Ha OCHOBaHMW Macchl Tefla NauMeHTa. MNepen BBeAeHWEM NpenapaTa NaumMeHTa
Heo6XOAMMO B3BECUTb, YTOObI paccUmMTaThb NpPaBUIbHYIO 03y NpenapaTa.

r’ MpenapaT 3onreHcMa BBOOAT NaLMeHTaM B HOMUHanbHoM gose 1,1 x 10 Br/kr.

MMR — Kopb, CBMHKa 1 KpacHyxa; PCB — pecnmnpaTopHO-CUHLMTUANbHbBIN BUPYC.

B MoMolLLib MPaKTUKytoLLEMy Bpady. M30aHo B pamkax [naHa yrpaeneHmnsa pyckamu. He SBMsieTcs peknaMHbiM MaTeprasniom.
Mepen HazHaueHVeM nperapara, MoXKasyMcTa, 03HaKOMBTECH C OBLLEN XapPaKTEPUCTUKOM NTEKAPCTBEHHOIO nperapara



Bo BpeMa MHPy3umn

O6Lee cocTosiHME 3A0pOBbA

O MNposeepkTe, NO3B0NSET /U O6LLUEE COCTOSHME 3A0POBbS MaLMEHTa NPOBOAUTL
@ | nH}y3UI0 (HanpUMep, AOCTATOUHbI 1N YPOBEHb rMapaTaLmMmn U HyTPUTUBHDIN
cTaTyc, OTCYTCTBYET NN UHPEKLMS), UK ee CrieayeT OT/IOKUTb.
B cniyyae oCTpbIX UK XPOHUUYECKMUX HEKOHTPONMUPYEMbIX aKTUBHbIX
MHDEKLUMIN NeyeHne crieayeT OT/IOKUTb A0 paspelueHus nHpeKumm
M CTabUNN3aLmm KIIMHUYECKOro COCTOSIHUA NMauMeHTa.

Tepanuio HeNb3a HaYMHATb NPW HANTUYKMN AKTUBHbBIX UHPEKLMOHHbIX
3aboneBaHMI, Kak B OCTpon dopmMe (Hanprmep, ocTpble pecnmpaTopHble
MHMEKLMU NN OCTPBIN renaTmnT), TaK M HEKOHTPOMUPYEMbIX XPOHMYECKUX
MHPEKLMOHHbIX 3ab0neBaHUM (HanpuMep, XPOHUUYECKUM aKTUBHbIN renaTtuT
B), Noka nHdekunoHHoe 3aboneBaHmne He paspemnTca. Ecnv y naumeHTa
HabntogatoTca Ntobble MPU3HaKM UM CUMMNTOMbI, CBUAETENbCTBYOLLME

06 MHbEKLMOHHOM 3aboneBaHnmn, Tepanumio cnenyeT OTNOXUTb.

Macca Tena naumeHTa

PacueTt go3bl npenapaTta 3o0/IreHCMa BbIMOMHAETCA Ha OCHOBaHMK MaccChl Tesa.

Ecnu Mexkay Ha3HadeHUneM Tepanuu npenapaTtoM 3oMreHcMa U MHby3nen
MPOUCXOAUT 334eP>KKa, BO3IMOXHO, MOoTpebyeTcs MOBTOPHO B3BECUTL
rnaumeHTa, YTobbl 06ecneunTb TOUYHbIW pacyeT 4o3bl MpenapaTta 3oMreHcMma.

+ 1 » HemepaneHHo cBsXKUTECH C NpeacTaBUTENIIMU KOMNaHUU «HoBapTUC»,
'! !' €C/in npepnorsiaraeTe, YTo Macca Tesia naumeHTa usMeHunacb ¢ MOMEHTa
3aKasa A03bl NpenapaTa 3o/reHcMa Asia naumeHTa

MpuMeHeHue rMIKOKOPTUKOCTEepoOMnaoB

Y6eauTechb B TOM, YTO Tepanus rMIOKOKOPTUKOCTEpPOMAOM 6blnia HavaTa
C\Q 3a 24 vyaca go MHoysuu npenaparta 3onreHcma.

[Ona ocnabneHna MMMyHHOIO OTBETa Ha BBeAeHMe npenapaTa NaLuneHT OOMKeH
MoMy4m1Tb UMMYHOMOLYTMPYIOLLYO TeParnuio rMoKOKOPTUKOCTEPOULOM
C NpMeMOM MepBoOY O03bl 33 24 Yaca 4o BBeAeHWA npenapaTa 3oreHcMa.

B neHb BBegeHUs npenapaTa 30/reHcMa naumeHT AO/MKeH NPOLOIKUTb
Tepanuio N NPUHATDb CreyroLlyto 003y MIOKOKOPTUMKOCTepomnaa:

MpeaHU30n0H BHYTPb 1 Mr/Kr/cyTKu (UKW B SKBUBaNEeHTHOM A03e,
ecnn Ncnonb3yeTca APYroM MIOKOKOpPTUKocTepoua).

VMIMMyHOMOAYNVPYIOLLYO Tepanuio cnefyeT Npoao/mHKaTb B TedeHue 30 gHen,
BK/IIOYas AeHb BBeAeHUS npenapaTa 30/1reHCMa, C NOCAedyoLLMM MOCTENEHHbIM
CHWYXEHWEM [03bl B TEYEHUE KaK MUHUMYM 28 aHeln. MIHdopMauma

O NPUMEHEHUW MMIOKOKOPTUKOCTEPOMAA nocne nHdy3nm npenapaTa
npuBegeHa Ha ctpaHuue 9 1 10.

B MoMmolLLib MpaKTUKytoLLEeMy Bpady. M30aHo B pamkax [MnaHa yrpaeneHmnsa pryckamu. He SBnsieTcs peknaMHbiM MaTeprasiom.
Mepen HazHaueHVeM nperapara, MoXKasyMcTa, O3HaKOMBTECH C OBLLEN XapPaKTEPUCTUKOM NTEKAPCTBEHHOIO rperapara

UHPy3uMa npenapaTta 3onreHcMa

MpenapaT 3onreHcMa BBOASAT TONIbKO OAHOKPATHO NyTeM BHYTPUBEHHOMN

7
/
7 WNHy3um.

\ anyT

\_,
Mpenapat 3onreHcma cnefnyetT BBOAWTb C MOMOLLBbIO LLINPMLEBOTO l/lHd)yBI/IOHHOI'O
HacCocCa nyremMm O,EI,HOKpaTHOl;I Me[IeHHOM MHd)y3l/Il/1 B TeHeHne I'lpl/l6}'ll/13l/lTeJ'IbHO

60 MUHYT. PeKoMeHaOyeTcqa yCTaHOBKa BTOPOIro «3aMacHOro» Katetepa.

MpenapaT HeobXxoaVMMO BBOAUTL TONbKO MyTeM BHYTPUBEHHOM MHbY3UM.
Henb3a BBOAUTb Npenapar nyTeM BHYTPUBEHHOIO CTPYMHOIO MU 60/1I0CHOro
BBeAEHMUS.

Mocne 3aBepLUeHUs UHPY3MKM CUCTEMY HEOBXOOMMO MPOMbITb GU3NOIOTNYECKUM
[PaCTBOPOM.

+ ' . HamepneHHO cBAXXUTeCb C KOMMNaHUeN «HoBapTUc», ecnu Bbl
'! !' 3aMeTuiIn usMeHeHue Macchbl Tesjla NnaumMeHTa Cc MOMeHTa BBegeHuUsa
npenapaTta 3onreHcmMma.

MpenapaT 3o/IreHCMa CoAepPXUT reHeTUYeCKN MoanPULUPOBaHHbIE
BUPYCHbIE YacTuULbl. B cBA3U ¢ 3TUM Bbl AOMKHBbI co6nioaaTb
COOTBETCTBYIOLLUE MepPbl NPEAOCTOPOXKHOCTU NMPU o6paLLeHnmn

C npenapaTtoM 3o/ireHCMa U BO BpeMsl ero BBeAeHUs.

MoapobHble MHCTPYKLMK MO MPUIOTOBNEHUIO NpenapaTa, a Takke MHPopMaLmsa
06 o6pallleHnm C MpenapaToMm, C/ly4aliHOM ero BO3AeMCTBUM 1 YKa3aH1s

Mo yTUM3aumm npenapata 3o/reHcMa (BKtodas npaBuiibHoe obpalleHne

C BUONOTNYECKMMM XKNOKOCTAMM MaumeHTa) NpmeeaeHbl B OXII.

Mocne nHpy3um

NMpuMeHeHUe rMIOKOKOPTUKOCTEPOUA0B Nocne fievyeHus
npenapaTom 3osireHCMa

Tepanuio KOPTUKOCTEPOUAAMMU cneayeT NPoAo/HKaTb HE MeHee 2 MecsILEB U He
CHWXaTb [,03Y A0 TeX rnop, Noka yposeHb ACT/AJIT He CHMU3ATCS A0 3HaYeHUSd
MeHee 2 x BI'H un Bce ocTanbHble NokKasaTesiu, HarnpuMep o6LWwmnin 6UNUpy6uH, He
BEpPHYTCS B npeaenbl HOPMbI.

ITOT Neprod MOXKET BbITb YBENMYEH, eC/N Y NaLMeHTa He ByaeT HabnioaaTbca 4OCTaTouHO
6bICTPOrO CHMYKEHWA YPOBHEM NeYeHOUHbIX GepMeHTOB, U ByOeT NpPoaoIKaTbCa 40 Tex
Mop, NMoKa 3TW YPOBHU HE CHU3ATCA A0 NMpUeMieMblx 3HadeHn. B TedyeHme 3Toro nepumoaa
0,03y [TIIOKOKOPTUKOCTepOUMAa, KOTOPYO OyAeT MPUHUMaTb NauMeHT, HeOBXoAMMO ByaeT
MeOJIeHHO CHWKATb, MOKa fledeHre He ByaeT MOoMHOCTBIO MPeKpPaLLeHo.

AJTT — anaHWHaMmnHoTpaHcdepasa; ACT — acnaptataMmHoTpaHcdepasa; BIH — BepxHAA rpaHmLa HOpPMbI.

B MoMolLLib MPaKTUKytoLLEMy Bpady. M30aHo B pamkax [naHa yrpaeneHmnsa pyckamu. He SBMsieTcs peknaMHbiM MaTeprasniom.
Mepen HazHaueHVeM nperapara, MoXKasyMcTa, 03HaKOMBTECH C OBLLEN XapPaKTEPUCTUKOM NTEKAPCTBEHHOIO nperapara



MaumeHT AoMKEeH NPUHUMaTb NPeAHU30/10H B ao3se 1 Mr/kr/cyTku

(unn B aKBUBaNeHTHOM Ao03e B cly4Yae NpUMEHEeHUs APYroro rnioKOKOpTU-
0 KocTepoupa) BHYTPb B TedeHue 30 AHeW, BKloYasa AeHb BBeAeHUs Npenaparta

AHe  3opmreHcMa. B KOHLE Nepuroaa Tepanum rMioKOKOPTUKOCTEPOUOOM (06LLMIA

30-AHEeBHbIW nepuon, BKIOYaloLWMIM NpreM 4,03 MIoKOKOPTUKOCTepomaa

00 U nocne UHOY3MKn) y naumeHTa Heob6xo4MMO BbIMOMHUTb OLLEHKY

bYHKLMM MeyeHu.

Y nauueHToB C NpuUueMsieMbiMU pe3ybTaTaMu o6cnepoBaHUA
( \G

(HopManbHbIMK pe3ynbTaTaMM KJIIMHUYECKOro OCMOTPA, YPOBHEM obLuero
6UnNUpy6MHa, a Takke ypoBHAMU AJTT u ACT HMxe 2 x BIH B KoHLe
o6uero 30-aHeBHOro nepuoaa):

[o3y npegHmM3onoHa (MNmM aKBUBaNEeHTHYO 403y APYroro npenapaTa)
criefyeT NocTeneHHO CHUYKATb B TeueHue 28 oHel.

« Hanpumep: npuem npegHmsonoHa BHyTpb B Ao3e 0,5 Mr/Kr/cyTku B TedeHne
2 Heperb, 3aTeM B fo3e 0,25 Mr/kr/cyTku B TedeHue 2 Heaernb

Y NauMeHTOB C HapyLweHNaIMN GYHKLUUU NeYeHU, BbiIIBI€HHbIMU
B KOHLe o6Lero 30-gHEeBHOro nepuoaa:

NMprMeHeHre NpeaHM30IoHa criefyeT MPOoaO/HKUTL A0 Tex Nop, noka ACT
1 AT He CHM3ATCA 4O YPOBHEM Hke 2 x BI'H, 1 Bce ocTanbHble MokasaTtesnm
He HOpManmu3ytoTca, NMocrie 3Toro cnefyeT NocTeneHHO CHKaTb A03Y

B TeUeHme 28 gHen 1unu, npu HeobxogmMMocCTH, B TeueHune bonee
ONUTeNbHOro nepuoga.

Mecsaua

Ecnun y naumeHTa He HabnopaeTcs aAeKBaTHOro oTBeTa Ha Tepanuio rIOKOKOp-
TUKOCTEPOUAOM B A03€, SKBUBANIEHTHOM 1 MI'/KI'/CYTKM npeaHU3osiIoHa

npu NpuemMe BHYTPb, y4MUTbIBas KIIMHUYECKOE COCTOSsHUE NMauueHTa, Heo6xoamMMo
He3aMeannuTesibHO NPOKOHCY/TbTUPOBAaTbCH C A€TCKUM raCTPOSHTEpPOJ/IOromM
WJIU FrenaTosioroM U CKOPPEKTUPOBaTb PEKOMEHA0BaHHbIA PEXXUM UMMYHOMO-
AYNUpYIOLLIE Tepanuu, BK/oYas NoBbileHUe A03bl, yBeNTMYeHne
ANNUTEJIbHOCTU Tepanuu Uin AJINTeNIbHOCTU Nepuoga nocreneHHoro
CHUW)XeHUna Ao3bl KOpTUKOCTepouaa.

PerynspHble aHanMsbl KPOBU

TwaTenbHbIX U PErynapHbIi MOHUTOPUHT (KIIMHUYECKUIA U JTa6opaTopPHbIiA)
COCTOSIHUS! KAYKAO0ro naumMeHTa Heo6xoAMMO NPOBOAUTb B TEYEHME NO MEeHbLUeNn
Mepe 3 MecsaueB nocnie UHy3nmn npenaparta 3osreHcma.

MOHUTOPUHI NokasaTtenen ¢yHKUMn nedyeHu (ACT, AT, o6Liero
6unupy6mHa) Heo6xoaMMO NPOBOAUTD C PErynsipHbIMU MHTEPBallaMM1
B TeYeHMe KaKk MUHMMYM 3 MecsiueB nocne nHoy3um npenapara 3oireHcMa.

=

AHanusbl HEO6XOAUMO BbIMOJTHATD:

¢ ©XeHefeslbHO B I'IepBbIl;I MecdLl N B TedeHNe BCero rnepmoia
MoCTEMNEHHOM OTMEHDI MIOKOKOPTUKOCTEpOMOa;

e KaXKOble 2 HeleNn B Te4YeHue eLlle OQHOro MecsaLa;
e MNPU HaTM4YnnM KINMHUYECKUMX mokKasaHuMn.

AJ1T — anaHWHamMuyHoTpaHchepasa; ACT — acnaprataMmHoTpaHcdepasa; BI'H — BepxHaA rpaHuL@ HOPMbL.

B MoMmolLLib MpaKTUKytoLLEeMy Bpady. M30aHo B pamkax [MnaHa yrpaeneHmnsa pryckamu. He SBnsieTcs peknaMHbiM MaTeprasiom.
Mepen HazHaueHVeM nperapara, MoXKasyMcTa, O3HaKOMBTECH C OBLLEN XapPaKTEPUCTUKOM NTEKAPCTBEHHOIO rperapara

MauneHToB ¢ yxyaLeHnem (])yHKLU/IOHaJ'IbHOI'O COCTOAHNA neyveHm VI/VIJ'IVI nogasrneHneMm
MPUN3HAKOB N CUMIMTOMOB OCTPOro 3aboneBaHna HeO6XOAMMO cBOeBpeMeHHO
obcnenoBaTh M TLWATENbHO HabNaATb.

Mpwy oTCyTCTBMU Yy NaLlMeHTa OTBETa Ha Teparnuio rMioKOKOPTUKOCTEPOUAOM
U npu nogospeHUn Ha noppexgeHue nevyeHu Heo6xoanmo
NMPOKOHCY/IbTUPOBAaTbCA C O€TCKUM raCTpo3HTEpPOJZIOroM U/ renaTtosioromM.

B TeueHue nepBbiX 3-X Heaenb nocrne uHoysum npenapara

KonuuectBo TpOMGOLWITOB cnenyeT TuwaTe/ibHO KOHTpPO/IMpoOBaTb
d
@ U C perynsapHbiMU UHTepBa/ilaMu B nocneanyioLlem.

Mocne BBedeHMWsa NMpenapaTta 30/IreHCMa KONM4ecTBO TPOMGOLMTOB
crnefyeT NpoBepaTh:

* MO MeHbLUen Mepe eXxeHenesibHO B I'IepBbll;l MecdL, nocrie eBeeHnd;

« OOMH Pa3 B [ABe HELEeNM BO BTOPOW 1 TPETUIM MeCALLbl MOCre BBeAEHWs MpenaparTa,

MOKa Kom4yecTBo TpOM6OLLl/ITOB He BepHeTCH K NCXOOAHOMY 3Ha4eHUIo.

Mpwu nogospeHnu Ha passutue TMA Heo6xoauMo NMPOKOHCY/IbTUPOBATbCHA
Cco cneuyunanmncToMm.

D BpeMeHHoe BblaesieHMe npenapaTa
BO3MOXKHO BpeMeHHOoe BblaefieHre npenapaTa 30/1reHCcMa, rMaBHbIM

mecsy,
1 Mecqaua nocre BBegeHWa npenapata 3o/1reHcMa

MNMpepocTaBbTe NMLAM, OCYLLECTBSIIOWMM YXOA, 3a NaLMeHToM, MHGopMaLuio
KacaTeNbHO yTUIN3aLMmn 6MONOrMYecKUX MaTepmanos, KOTOPbIM OHU AOMKHbI
6yayT crnenoBaTb B TeYeHMe Mo MeHbLuen Mepe 1 Mecsila nocrne BBeaeHUs
pe6eHKy npenaparta 3o/ireHcMa.

HapeBanTe nep4yaTtkKu npm BO3IMOXXHOCTU HeNnoCcpeOaCTBEHHOro KOHTaKTa
Cc BronormyecKnmm XNOKOCTAMU NN MaTepkraioM.

lNocne 3Toro TWaTenbHO MonTe PYKH TEennom BOOOW C MblJTOM
nnn O6pa6aTblBal;ITe cnmpTocoaep>XalmM aHTUCENTUKOM A9 PYK.

MCI‘IOﬂbByFITe ABOMHbIE MNJIACTUKOBbIE NaKeTbl 1/19 YTMNM3auymm NCros1b30BaHHbIX

MOANY3HUKOB U APpYruX 0TXo40B. OOQHOPa30Bble MOANY3HUKM MOXHO
Bbl6paCbIBaTb BMecTe C OblITOBbIMUM OTXOOAaMM.

TMA — TpoM6oTUYEeCKasa MUKPOaHTonaT1a.

B MoMolLLib MPaKTUKytoLLEMy Bpady. M30aHo B pamkax [naHa yrpaeneHmnsa pyckamu. He SBMsieTcs peknaMHbiM MaTeprasniom.
Mepen HazHaueHVeM nperapara, MoXKasyMcTa, 03HaKOMBTECH C OBLLEN XapPaKTEPUCTUKOM NTEKAPCTBEHHOIO nperapara

O6p330M C NpoayKTaMn XnsHenedTe/ibHOCTK NauneHTa, B Te4eHne He MeHee

n



NpaduK npoBeaeHUA KOHTPObHbIX aHA/IN30B
KpoBM:

1-11 MecsqL nocne BBegeHuda npenaparta 3osreHcMa (30 gHen)

UHoy3usa
npenaparta

1 mecay 2 MecsiLa
(30 pHen) (60 aHewn)

3 Mecaua

3onreHcMa (S axian])

AHanusbl KPoBU

B TeuyeHwme NnepBoro Mecdaua nocre BBefeHUa npenapaTa 3o/reHcMa nayumueHTy
HeobxoanMo ByneT eXxeHeaenbHO BbIMONHATb aHaNU3bl KPOBU A1F1 OLLEHKU
GYHKLMU NeYeHU U KoNIMYecTBa TPOMGOLIMTOB B KPOBM. [1119 CBEPKU C rpad KoM
npoBeaeHUa KOHTPOSTbHbIX aHaTM30B KPOBU MOXHO UCMOMb30BaTh NPUBEAEHHYIO
HWKe Tabnuuy.

KonuuecTtBo Hepenb nocne BBeAeHUsA

npenapata 3o5reHcMa T ED LR T

I | MokasaTtenu pyHKUUM NeYeHU
Hepenal

I | Konu4yectso TpoM6oLnTOB

I I MokasaTtenu pyHKUMM NeYeHU
Hepensa 2

I | KonuuectBo TpOoM60LUTOB

I | MokasaTtenu pyHKUMM NeYeHU
Hepena 3

I | KonuuectBo TpoM60LUTOB

I | MokasaTtenun pyHKUMM NeYeHU
Hepensa 4

I | Konuuyectso TpoM6oLnTOB

B MoMmolLLib MpaKTUKytoLLEeMy Bpady. M30aHo B pamkax [MnaHa yrpaeneHmnsa pryckamu. He SBnsieTcs peknaMHbiM MaTeprasiom.
Mepen, HazHaYeHMEM MPerapaTa, MOMaYMCTa, 03HAKOMBTECh C OBLLIEN XaPaKTEPUCTUKOM NIEKaPCTBEHHOTO Npernaparta

2-11 MecqL, nocne BBeaeHUud npenaparta 3ojireHcMa (60 gHemn)

UHdy3ua
npenapaTta

1 Mecay 2 MecsiLa
(30 aHen) (60 aHewn)

3 Mecaua

3onreHcMma i)

AHanunsbl KPoBU

B TeueHwme BTOpOro MecsLa nocre BBeAeHMsa npenapata 30/iIreHCMa U B TeveHune
BCero nepmoda MocTeNeHHOM OTMEHbI MIOKOKOPTMKOCTEepOMOa NauneHTy HeobxooMmMo
6yueT e)XXeHenesibHO BbIMOJTHATb aHa/I3bl KPOBU AJ19 OLLeHKU ¢yHKLWIOHaJ1bHOI'O
COCTOSsIHUS NeYyeHU. Konnyectso TPOMGOLIMTOB B KpoBU Heo6xoaMMo 6yneT
KOHTpOJ/IMpoBaTb OAUH pa3 B ABe HeAeJiUn, Noka KornmyecTtso TpOM6OLI,l/1TOB

He BepHeTCH K NCXO4HOMY 3Ha4YeHUIO. [na cBepku ¢ I'pad)MKOM nposeneHund
KOHTPOJIbHbIX aHaJTIN30B KPOBW MOXXHO NCMOJSIb30BaTb NpnBeeHHYI0 HMXKe Ta6m/1u,y:

Konu4yectBo Hepenb nocne sBefAeHUs

AHanusbl KpoBU
npenapata 3onreHcMa P

Hepensa 5 | I MokasaTtenn pyHKUUM NeYeHn
I I MokasaTtenu pyHKLUM NeYeHn
Hepena 6
KonuuectBo TpomM60oLmUTOB
(ecnu He BOCTUNHYT UCXOAHDIN YPOBEHb)
Hepena 7 | I MokasaTtenu pyHKLUM NeYeHn
I I MokasaTtenu pyHKLUUM NeYeHn
Hepena 8
Konuyectso TpoM6oLUTOB
(ecnu He KOCTUIHYT UCXOOHbDIN YPOBEHb)

B MOMOLLIb MPAKTUKYHOLLIEMY BpaYy. MB,D,aHO B paMKax Mnaxa yrnpasneHns puckamm. He aBngaetca PEeKIaMHbIM MaTepUariom.
Mepen, HazHaYeHMEeM MperapaTa, MOMayMCTa, 03HAaKOMBTECH C OBLLIE XaPaKTEPUCTUKOM NIEKaPCTBEHHOTO Npernaparta

13



3-1 MecqL nocrie BBegeHus npenapara 3onreHcma (90 gHen)

1 Mecsay 2 Mecsila 3 Mecsala
(30 aHen) (60 pHen) (90 aHen)

AHanusbl KpoBU

B TeueHme TpeTbero MecsLa nocse BBedeHns npenapaTa 30/reHcma naumeHTy
HeobxoamMMo ByaeT perynsipHO BbiMOHATb aHaNM3bl KPOBU AJ151 OLLeHKU GYHKLMOHANIbHOro
COCTOSIHUS! MeUYEHU U KONTUYEeCTBa TPOMBOLIUTOB B KPOBU (MOKa KOMMYECTBO TPOMBOLIMTOB
He BEPHETCH K MCXOOHOMY 3HauYeHuo). 159 CBepKM C rpadUKoM MpoBedeHUs
KOHTPOSbHbIX aHaNM30B KPOBM MOXKHO UCMOJb30BaThb MPUBEOeHHYIO HKE TabnumLy:

KonuyectBo Heagenb nocne BBeAeHUs

AHanusbl KpoBU
npenapaTta 3o/ireHcMa
MokasaTtenu pyHKUMUM NeYeHU
(Ana NaumMeHTOoB, y KOTOPbIX MoKasaTenu
bYHKLIMU MeYeHn nocne nevyeHus
He BEPHY/IUCb K MICXOAHOMY YPOBHIO,
MNU NAaLUMUEHTOB B Nepuop, NocTeNeHHon
OTMEHbI KOPTUKOCTEPOMAA)

Hepena 9

MokasaTtenu pyHKUMM NeYeHU
Hepensa 10
KonuuyecTtso TpoM60LUTOB

(ecnun He AOCTUNHYT UCXOAHDIN YPOBEHb)

MokasaTtenu GpyHKLUU NeYeHn

(ANa NauneHTOoB, y KOTOPbIX MoKasaTenu
$bYyHKUUM NeveHU nocne nevyeHus

He BepPHYNMUCb K UCXOQHOMY YPOBHIO,

WU NaLMUEHTOB B Nepuop, NocTeneHHon
OTMeHbl KOPTUKOCTEPOUAA)

Hegena 1l

MNMokasatenu pyHKLUN NeYeHU

Hepensa 12
KonuuyectBo TpoM6oLnTOB

(ecnu He AOCTUNHYT UCXOAHDbIN YPOBEHb)

o o ogd

Mocne 3-ro MecsiLa AOMNOJIHUTENIbHbIE aHaNIU3bl KOOBU U MOHUTOPUHI MOTYT
no-rpeSOBa'rbcsu B onpeaeneHHbIX CUTyaumusax, onMCaHHbIX HUXKe:

MOHUTOPUHI nokasarteneu d)yHKLIMOHaanOrO COCTOsiHUA NeYeHU Heo6xoauUMO
npoaomKaTtb eXXeHeaesibHO BM/10Tb 10 OKOHYaHUA Nnepuoga OTMeHbl
FMIOKOKOPTUKOCTEepouaa U 3aTeM NpoBoaAUTb NPy HAJIMYUU KITUHUYECKUX nokasaHum;

MOHUTOPUHI Konu4yecTsa TPOMGOI.IVITOB cnenyeT npopomxatb € 4yacToTon oAuH pa3
B 2 Hefles&iy BMNJ1OTb A0 BO3BPaLLEeHUS K UICXOAHOMY 3HaYeHuUIo.

B MoMmolLLib MpaKTUKytoLLEeMy Bpady. M30aHo B pamkax [MnaHa yrpaeneHmnsa pryckamu. He SBnsieTcs peknaMHbiM MaTeprasiom.
Mepen HazHaueHVeM nperapara, MoXKasyMcTa, O3HaKOMBTECH C OBLLEN XapPaKTEPUCTUKOM NTEKAPCTBEHHOIO rperapara

MTOroBbl KOHTPOJIbHbIN NepeyYeHb

Hwke npepcTaBfeH UTOroBblil KOHTPObHbIN NepeyveHb, CoAepXaLLmii
onucaHue AeiCTBUNA, KOTopble criegyeT NpeanpuHUMaThb 00, BO BpeMs

1 nocne uHeysumn npenapara 30IreHCMa, U KOTopble MOMOraloT CHU3UTb
BO3MOMHbI€ PUCKMU, CBA3aHHbIE C Tepanuei npenapaToM 3onreHcMa:

[o BBeaeHUs npenapara

[

O Jodd

MponHdbopMUpYyTe N1L, OCYLLECTBASIOLWMNX YXOa 3a NaumnueHTamm,
o cnepyoLleMm:

I | OCHOBHbIe PUCKMU, CBAI3aHHbIE C MPUMEHEeHMEM rnpenapaTta 30/IreHCMa,

M X NPU3HAKU U CUMIMTOMBbI, BK/1lOYasa renaToTOKCUYHOCTD,
TpoMmb6ouuToneHuo u TMA

I I MpakTnyeckmne coBeTbl MO yTUNU3aLUU 6uonornyeckmnx MaTepuanos.

Heo6xoauMocTb B perynapHoM BbiNOJIHEHNU aHA/TN30B KPOBU

I | Ba>KHOCTb NPUMEHEeHUS IMIOKOKOPTUKOCTEPOMAOB

I I Heo6xoauMocTb yaenaTb oco6oe BHUMaHME NpodUnakTUKe, KOHTPOIO

1 NneyeHuno MHPEKLMOHHbIX 3a6oneBaHU A0 U Nocrie BBegeHUs
npenapara 3o/reHcMa

BbinosiIHeHWe aHanNM30B KPOBU, B TOM YMUCIIe aHaNn3a Ha Hannume aHTuTen K
AAV9 019 yCTaHOBNEHUA NCXOOHbIX YPOBHEMN

HasHayeHue 0o3bl MMIOKOKOPTUKOCTEpoUAaa 3a 24 Yyaca Ao BBeAeHus
npenapaTta 3o/reHcma ansa ocnabneHus MMMYHHOIO OTBEeTa

OueHKa niaHa BaKUWHaLMN 419 NPUHATUA peLlleHnsa 0 Heo6XoammMocCTu
ero KoppeKkLmnm

OueHKa obLUero CoCTosHUS 300POBbsl NaLMeHTa, MOCKOMbKY MPY HalnymMm
MPUN3HaKoOB N1 CUMINTOMOB, CBUOETENTbCTBYHOLLIMX 06 l/IHd)eKLLl/IOHHOM
3a6oneBaHnK, Tepanmio HeobXoaMMO OTNIOKUTH

MN3MepeHme Macchl Tena nauueHTa 418 pacyeTa NpaBubHOM 003bl
npenapaTa 30/ireHcMa

Bo BpeMa MHPY3UU

oo O o

OueHuTe obLuee cocTossHUE MNaLUUeHTa, YTo6bl y6eamnTbCs, UTO OHO MO3BoNgeT
BbIMONHUTL MHY3MIO NpenapaTa (HanpuMep, PaspeLlnnncb MHGEKLMOHHbIe
3aboneBaHua) UK UTO HEOBXOAMMO OTIOKUTL BBEAEHWe npenapaTa

Y6eauTtechb, UTO NaLMEHT NPUHAN HaYvalbHYO A03Y MIOKOKOPTUKOCTepouaa
3a 24 yaca go nHoysmuM npenaparta 3o0MreHCMa, 1 fanTe CrefyoLLyo 003y
Onga ocnabneHna MMMYHHOIo OTBeTa

M3MepeHue Macchbl Tena NaumeHTa 4/1da pacyeTa npaBUIbHOM AO3bl
npenapata 3o/reHcMa

NHby3mMa npenapaTa 3o/reHcMa rMpoBOAUTCH TOMbKO OOMH pas3

Heobxoanmo cobniogatb npaswvia Hagnexatwiero OGpaLIJ,eHVIQ
C npenapaToMm 3osfireHcMa

AAV9 — ajeHoaCcCoLMMPOBaHHbIM BUPYC cepoTuna 9; TMA — TpoMboTHUyeckasd MUMKPOaHrMonaTmna.

B MoMolLLib MPaKTUKytoLLEMy Bpady. M30aHo B pamkax [naHa yrpaeneHmnsa pyckamu. He SBMsieTcs peknaMHbiM MaTeprasniom. 15
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Mocne neyeHus

Tepanuio KOpTUKOCTEpPOMAAMM CrIeQyET MPOAOIMKaTb HE MeHee 2 MecsLEeB;
003y He crieyeT CHMUXKaTb [0 TeX rnop, noka yposeHb ACT/AJTT He QOCTUTHET
3HayeHusa MeHee 2 x BI'H 1 Bce ocTanbHble NoKa3saTenun, HanpuMmep o6Lun
6UNUpPYy6UH, HEe BEPHYTCHA B HOPMbI.

TwWaTeNbHbIA U PerynspHbIi MOHUTOPUHT (KMTUHUYECKUM U NTabopaTopHbIii)
COCTOSIHUS Ka)KA0ro naumeHTa Heo6xoaAnuMo NpPoBOAUTL B TeHeHUe
no MeHbLlen Mepe 3 MecaueB

CBoeBpeMeHHoe o6crieqoBaHMe NaLMEHTOB C yxyaleHueM GyHKUUOHaNbHOro
COCTOSIHUS MeYeHU N/UNu nosiBfieHMeM NPU3HaKoOB UM CUMIMTOMOB OCTPOro
3aboneBaHud

Mpu oTCYTCTBUM Y NaLMEHTa afeKBaTHOIO OTBETa Ha Tepanuio rMIOKOKOPTU-
KOCTepomnagom uUnuv npu nogos3peHnm Ha noBpexkaeHue nevyeHu Heo6xoaMMo
MPOKOHCY/N1bTUPOBATbCA C AE€TCKUM NACTPO3HTEPO/IOroM UMn renaTtosiorom

Mpu nogo3peHnU Ha pasBuTue TMA Heo6Xo0OAMMO NMPOKOHCYNLTUPOBATbCA
CO cneumnanucTom

Oogdgd d

. Mo)kanyuncra, o3HaKoMbTecb ¢ OXJIIM, rae npeacraBrieHa nonHasa
nHpopMaLus No 6e30MacHOCTU U YKa3aHMSA Mo NPUMEHEHUIO Npenapara,
a TaK)Ke NpuBeAeHbl ocobble yKa3aHUAa U Mepbl NPEeAOCTOPOXXHOCTU
NpY UCNONb30BaHMM NpenapaTta 3o0/1reHcMa

¢
-~

>

ACT — acnaprataMmnHoTpaHchepasa; OX/1M — obLaa XxapaKTepUCTVKa TeKapCcTBEHHOMO NpenapaTa;
TMA — TpoM60oTUYeCKasa MUKpoaHronatig; BMH — BepxHAA rpaHuLa HOPMbI.
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3onreHcMma®

BakHo! Mepep HazHauyeHVeM npenapaTa 03HaKOMbLTECh C MOSIHOM 06 LLeM
XapaKTepPUCTUKOM NTeKapCTBEHHOro NpenapaTa, [OCTYMHOM Ha SMEKTPOHHbIX pecypcax:
https://www.novartis.com/ru-ru/about/products (nata gocTtyna 14.09.2026),
https:/Ik.regmed.ru/Register/EAEU_SmPC (gata gmoctyna 14.09.2026).

dopmMa BbinyckKa

PactBop ana nHPysumn: B 1 Mn oHacemMHoreH abenapBoBeka cogepymTca 2,0 x 10
BEKTOPHbIX reHOMOB (Br) (HOMWHanbHaa KOHLeHTpauusa). [JBa pnakoHa paaMepom 55 mn
mnun 8,3 mMn.

NMokasaHua K NPpUMEHEHUIO

MpenapaT 3oareHcMa® NokasaH 419 NPUMeHeHUs Y NauMeHTOB CO CMMHanbHOM
MbllledyHon aTpodumen (CMA) c bruannenbHom MyTaumen B reHe SMNI.

[o3bl U cnoco6 npuMeHeHUA

MHby3mna npenapaTa SOMKHa BbIMOMHATLCA TONIbKO MEANLMHCKNM CMEeLManNCTOM.
MaumeHTbl He OOMKHbI MOyYaTb MOBTOPHYO MHY3UIO NpenapaTta 3onreHcma®.
PekoMeHaoyeMad no3a coctasnseT 11 x 10 Bektop-reHoMoB (Br)/kr. Hagnexallaa nosa
1 COCTaB KOMTIEKTa onpenensaioTca Maccon Tena nauueHTa.

MNMpuMeHeHWe npenapaTa 3o/reHcMa® y NaLUnmeHToB ¢ MHOEKLMAMM CeayeT OT/IOKUTb
[0 Tex Mop, Noka MHPEKLMA He paspeLlnTCa U COCTOAHME NMaLmeHTa He CTaHeT
KMMHNYECKWN CTabUMbHbIM.

Mepen nHdy3Men npenapata 3onreHcMa® crnefyeT OLEHUTb cofiepyKaHme aHTUTeN K
AAV9, OLLEHUTb UCXOOAHO GYHKUMIO NedeHun (AT, ACT, obLwmin 6unmpy6burH, anbbyMumH,
npoTpoMb6UHOBOE BpeMs, AYTB, MexayHapoaHoe HopManmM3oBaHHoe oTHoleHre [MHO]),

onpenenuTb yYpoBeHb KpeaTUHWHA, PEKOMEHAOBaHO NpoBefeHMe 0OLLEro aHanm3a KpoBU.

Mocne MHdy3UK NpenapaTa 3oreHCMa® crnenyeT PerynapHO KOHTPONMPoBaTh GyHKLMIO
rneyeHM 1 KONMYecTBO TPOMBOLIMTOB. Bce nauMeHTbl 4OKHbI MoMy4YaTb CUCTEMHbIE
KOPTMKOCTEPOUAbI 0O W NMocrne npuema npenapata 3onreHcma®. MNoapobHble yKasaHua
npuBeneHbl B MOMTHOM 0BLLEN XapaKTePUCTMKE NeKapCTBEHHOro npenapara.

MauuneHTbl 0cobbiX KaTeropmmn

HapyLueHune ¢pyHKLUMM rnodek. BesonacHocTb M 3bPeKTUBHOCTL NpenapaTta 3o1reHcMa®
Y MaLMEHTOB C HapyLUEHUAMU GYHKLMK MOYEK HE YCTaHOBIEHbI.

HapyLeHunsa yHKUMM neyeHu. Npu paccMOoTpPeHMM BOMPOCca O MpUMeEHEeHWU npenapaTa
3onreHcMa® y NaLMeHToB € HapyLWeHUAaMM GYHKLMK NeYyeHu cnenyeTt cobnogaTb
OCTOPOYKHOCTb.

Meanatpuyeckme naumeHTbl. BezonacHoCTb N 9dPEKTUBHOCTb OHAaCEMHOMEH
abenapBoBeKa Yy HEAOHOLUEHHbIX HOBOPOXKAEHHbIX L0 JOCTUXKEHWNA MOMHOIO
recTalOHHOro BO3pacTa He YCTaHOBIIEHbI.

Cnoco6 npuMeHeHuUs. To/bKO A9 OAHOKPATHOM BHYTPUBEHHON MHPY3UN.

Moapo6Hble yKazaHMg Mo MPUroTOBAEHUIO M BHYTPUBEHHOM MHOY3UWN NpUBEOEHbI
B MOJIHOM O6LLEN XapaKTepPUCTMKE TeKapCTBEHHOMo NpenapaTa.

18 B MoMmolLLib MpaKTUKytoLLEeMy Bpady. M30aHo B pamkax [MnaHa yrpaeneHmnsa pryckamu. He SBnsieTcs peknaMHbiM MaTeprasiom.
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MpoTuBoONoKa3aHus. MMNepUyBCTBUTENIbHOCTb K OHaceMHoreH abenapBoBeKy
WK K 1I0BOMY 13 BCMOMOraTe TbHbIX BELLECTB.

Oco6ble YKa3aHunua U Mepbl NpeaoCTOPOXHOCTU

« CMA nosgHen ctagun. Y naymeHToB ¢ nporpeccumpytoiern CMA, »KM3Hb KOTOPbIX
noaaepXmnBaeTca 3a cyeT NocToaHHoM MBS 1 KoTopble He HabupatoT Bec, CooTHoLleHne
Mosb3bl M PUCKA, CBA3aHHbIX C MPUMEHEHKWEM NpenapaTa 3oreHcMa®, He yCTaHOBNEHO.

+ [enaToTOKCUMYHOCTb. BBeaeHre AAV-BEKTOPa MOXKET MPUBOLAUTL K MOBbILLEHUIO
AKTUBHOCTW aMUHOTpPaHchepas, KOTopoe MOXKET 6bITb cepbe3HbiM. CoobLLaNoch O cry4aax
OCTPOMN MeYEeHOUYHOM HEAOCTaTOYHOCTM C NIETaNbHbIM UCXOA40M. [1o 1 nocne nHby3mnm
npenapaTta 3onreHcMa® BceM naumeHTaM crnefyeT BBOAUTb CUCTEMHbIN KOPTUKOCTEPOUA.
DYHKUMIO NeYeHn cnefyeT oLeHUTb MCXOOHO A0 MHbY3UKM U HabtoaaTb 3a Hel B TeyeHure
Mo KpanHewn Mepe 3 MecAaLeB nocne MHOY3NU 1 B NoBbIX APYrMX Cy4Yaax npu Haamdmm
KIMUHUYECKMX MOKasaHWN. [pr MoOo3peHMM Ha MopaXKeHWe NeYyeH peKkoMeHaoyeTca
npoBefeHme ganbHenwero obcnegoBaHna (Hanpumep, onpegeneHne ypoBHs anbbyMmHa,
NpoTpoMbrHoBoOro BpemMeHu, AYTB 1 MHO). PUCKM U NOMb3y, CBA3aHHbIE C MPUMEHEHMEM
npenapaTta 3onreHcMa®, cnegyeT TUaTeNbHO COMOCTaBUTb MPU MPUHATUN PeLLUeHNs

O NPUMEHEHMM NpenapaTa y NaLUMeHTOB C HapyLUeHMeM GYHKLUMKM NedeHU. « CUCTEMHbIN
UMMYHHbIM OTBET. B CBA3M C MOBbILLUEHHbIM PUCKOM Pa3BUTUA CEPbE3HOIO CUCTEMHOIO
MMMYHHOTrO OTBeTa nepen nHby3men npenapata 3oreHcMa® pekomMeHayeTcd, YToobl
oblee cocToaHMe 300POBbs MaLMEHTOB 6bIN10 KINTMHNUYECKM CTabUbHbIM.

+ IMMYHOreHHOCTb. Hanunume aHTUTEN K AAV9 y NaumeHTa cnenyet onpenenntb

[0 MHPY3MKM NpenapaTa 3onreHcMa®. « TpoMbouuToneHma Ycno TPOMOOLMTOB criedyeT
onpenennTb 4o MHOY3MKM NpenapaTa 3onreHcMa® M NeproanYecKM onpenenaTb nocne
NHY3MU. « TpOMbBOTUYECKaa MUKpoaHronatTua (TMA) Ecnn y naumeHTa NpucyTCTBYOT
KNMHUYECKME NMPU3HAKK, CUMMATOMbI U (UNK) NabopaTopHble HapyLLIEeHMd, XxapaKTepHble
ona TMA, cnegyeT HEMeOIEHHO MPOKOHCYNLTUPOBATLCA C AETCKMM reMaTosiorom

" (MNK) OETCKMM HedPONOromM Ana HasHavyeHusa nedyeHna TMA B 3aBUCUMOCTU OT
KIMUHUYECKMX MOKa3aHWN. ¢ TOOMOHUH-I. Mpu HaNNYMKM KNTUHWUYECKUX MOKa3aHWMI crenyeT
pPaccMoTpeTb BO3MOXHOCTb MpoBeaeHus ob6cnefoBaHms cepaua v npyu Heo6Xo4MMOCTH
MPOKOHCYNBTUPOBATLCA C KAPAMOIOrOM.

+ TeopeTnYeCKMIM PUCK OHKOreHHOCTU. CyLLIeCTBYEeT TEOPETUYECKMIN PUCK OHKOMEHHOCTM
no Npu4ymHe MHTerpaumnm OHK Bektopa AAV B reHOM.

He)xenartenbHble NeKapCcTBEHHbIE peaKLuuu
OyeHb yacTo (>1/10): NoBbiLLeHUE YPOBHSA NeYeHOUHbIX GEPMEHTOB.

Yacro (>1/100, Ho <1/10): TPOMBOLIUTOMNEHMUS, PBOTA, renaTOTOKCUYHOCTb, MNPeKCus,
MNOBbILLEHWE KOHLEHTPaLUMM TPOMOHMHA.

HeyacTo (>1/1000, Ho <1/100): TpoMbBoTUYECKasd MUKPOaHIMOMaTUSA, OCTPas MeyeHoYHas
He0OoCTaTOYHOCTb, MHDY3MOHHbIE PeaKLMN.

Peako (>1/10000, Ho <1/1000): aHadpunaKTUUeCKMe peakLnm.

B3aumMopencTeua. lccrefoBaHMd Mo U3ydeHUo B3aMMOOeNCTBUS C OPYTUMM
NeKapCcTBEHHbIMW MpenapaTtamMm He MPOoBOAUIMCE.

Ycnosusa oTnycka. 1o peuenTy.

HoBapTtnc ®apma ATl JTnxTwTpacce 35, 4056 basens, LLsenuapua
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Ong coobLieHUNs 0 HeXXenaTesbHbIX ABIEHUSX
CBSHXUTECb C OTAENOM no dpapMaKoHaA30py rpynnbl KOMMaHU «HoBapTUC»:

00O «HoBapTuc ®apma» B Poccumckom depepaumm:

Apnpec: 125315, r. MockBa, JleHnHrpaackmin npocnekT, A. 70. TenedoH: +7 (495) 967-12-70,
dakc: +7 (495) 967-12-68.

SneKTpoHHaga noyTa: drug.safety_russia@novartis.com

MpeacraButenbctso AO «HoBapTuc ®apma Cepsucec Alr»

(LUBenuapckaa KoHdbenepauus) B Pecnybnunke Benapycb: 220069, 1. MUHCK,
np-T A3epXnHckoro, 5, nom.3, oduc 3-1, Ten.: +37517 360 03 65

2DneKkTpoHHaa noyTa: drugsafety.cis@novartis.com

TOO «HoBapTUc KasaxcTaH» B Pecny6nuke KasaxcTaH:
Appec: 050022, r. AnMaTbl, yi. KypMaHrasbl, 95. TenedoH: +7 (727) 258-24-47
dnekKTpoHHaa noyTa: drugsafety.cis@novartis.com

Coo6LeHUsa 0 HexenaTesnbHbIX peakuuax:

B crydae BO3HUMKHOBEHUA MobBbIX HeXXenaTebHbIX peakLmit
HeobXoAMMO COOBLUTL O HUX BpaYy.

- DTO KacaeTcs B TOM YMCIEe U BO3MOXKHbIX HeXenaTeNnbHbIX
peakumnin, He nepeyvmcieHHbix B OXJ1M n J1B.

MOYKHO Tak)Ke YBEAOMUTb O BO3HUKHOBEHWMU HeXenaTenbHbIX
peaKLKMin1 MECTHbIE YMOTHOMOYEHHbIE OpraHbl:

Poccuinckaa ®epepaumsa

depepanbHaga cny»ba no Hagsopy B chepe 3apaBooxpaHeHuda. Agpec: 109012, r. Mocksa,
CnaBsaHcKasa nnowanb, a. 4, ctp. 1. TenedoH: +7 (800) 550-99-03

DNeKTPOHHaga noyTta: npr@roszdravnadzor.gov.ru unu pharm@roszdravnadzor.gov.ru
CalnT B UHGOPMaALIMOHHO-TENEKOMMYHMKALLMOHHOM CeTU «HTepHeT»:
https://www.roszdravnadzor.gov.ru

Pecny6nuka Benapycb:

Y «focdapmMHagsop» Agpec: 220030, r. MUHCK, yn. MAacHUKORBa, 4. 32, MoM. 2.
TenedoH: +375 (17) 242-00-29, dpakc: +375 (17) 271-25-75

SneKTpoHHaa noyta: pharm@gospharmnadzor.by

CalnT B UHGOPMaLIMOHHO-TENEKOMMYHUKALLMOHHOWM CETU «HTepHEeT»:
https://gospharmnadzor.b

Pecny6nuka KasaxcTtaH

PI'T1 Ha MXB «HauMoHanbHbIM LEHTP 9KCMepTM3bl IEKAPCTBEHHbIX CPeacTB

N MEOULMHCKUX n3gennin» KomuteTa MeAnLMHCKOro 1 dapMaLLeBTUYECKOrO KOHTPOAA
MWHUCTepPCTBa 34paBooXpaHeHa Pecnybnukm KasaxctaH.

Appec: 010000, r. AcTtaHa, yn. A.MMMaHoBa, 13, 4 aTax

TenedoH: +7 (7172) 235_135

2DnekTpoHHaa noyTta: farm@dari.kz

Cant: www.ndda.kz

MaTepwan nogrotosneH komnaHmen OO0 «HoBapTuc Dapman.

Poccuq, 125315, r. MockBa, JIeHMHIrpagckmm np-T., 4. 70,

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

Kop ono6peHus B Poccuiickor deaepaumm: d) NOVARTIS
11788381/OnaAbe/A5/09.26/400/RMP

Kopn opobpeHunsa B Pecnybnvke benapych:

BY/11787401/OnaAbe/PDF/10.26/0/RMP
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