3aBecka — Zavesca (Murnycrar)

= 019 NepopasibHOro se4YeHns B3POC/bIX NauneHToB ¢ 6onesHblo MNowe 1
TUNa JIerkom N cpefHen CTeneHn TAXEeCTU, KOTOPbIM He NOAXOAUT
3aMeCcTuUTeNIbHaa pepMeHTHas Tepanus;

= ON19 JIeYEHUSA MPOrpeccupyrolinx HEBPOJSIOrMYECKUX CUMNTOMOB Yy
B3pOC/abIX U geten ¢ bonesHbto HuMaHHa-Muka Tnn C.

Bnapeney PerucTpaumMoHHOro
yOOCTOBEpeHusn:

ACTELION PHARMACEUTICALS, Ltd. (LLUBenuapus)

NMpousBeneHo:

ALMAC PHARMA SERVICES, Limited (BennkobputaHus)

KoHTaKTbl Ana obpallieHun:
AKTEJINOH ®APMACBKOTUKANS JiTa. (Wsenuapus)
Kop ATX: A16AX06 (Miglustat)

AKTMBHOe BewecTBO: Murnycrtat (miglustat)Rec.INN 3apernctpuposaHHoe BO3

JlekapcTBeHHana popmMa

* | 3aBecka® | Kancynbiper. Ne: JICP-008892/09 ot 05.11.09 — beccpoyHo



https://medpharm.kz/instrukczii-dlya-lekarstv/zaveska-zavesca-miglustat/
https://medpharm.kz/instrukczii-dlya-lekarstv/zaveska-zavesca-miglustat/
https://medpharm.kz/instrukczii-dlya-lekarstv/zaveska-zavesca-miglustat/

PopMa BbiNyCcKa, ynakoBKa U COCTaB
npenapaTta 3aBecka'

Kancynbl TBepable xenaTtuHosble, pa3mep Ned, unanHOpuYeckon ¢Gopmsl,
Hernpo3payHble, C KOPryCcoMm N Kpbllweykon 6enoro useTa, C MApPKMPOBKON YEpPHOro
uBeTa «100» (Ha kopnyce) n «OGT 918» (Ha Kpbllleyke); coaepxnmoe Kancyn —
NopoLLoK 6enoro nam noyTn 6enoro uBeTa.

1 kanc.

murnyctaTt| 100 mr

BcriomoratesnbHble BeljecTBa: KapbokcumeTunkpaxman Hatpua — 5.54 wr,
nosnaoH K30 — 4.432 mr, marHusa cteapaT — 0.831 mr, TutaHa gmokcug — 0.76
Mr, XXenaTtuH — 37.24 Mr; YyepHuna YyepHble Onakopn S-1-27794 (wennak, 3TaHOJ
OEeHATYPUPOBAHHbIN (CNUPT MEeTUANPOBAHHbLIN), W3onponaHon, 6GyTaHon,
NPONUNEHT NMKONb, BOAA, KpacuTeNb XXeJle3a OKCWUA YepHbIn) wunn

TekPrint™ SW-9008 (wennak, 3TaHoJ1, M30MponaHos, byTaHos, NPOMUIEHI INKOSb,
BOJA, aMMMaK BOLHbIN, Kalna rmapokcua, KpacuTesb XeJsie3a OKCUL, YepHbIN),
nnn 10A1 (rnasypb papMaueBTunyeckas (wennaka pacTBoOp B 3TaHone),
NPOMNWAEHT JINKOJIb, aMMUaK BOOHbIN, KpAaCUTesNb XeJsie3a OKCUL YepHbIn), Uan
10A2 (wennak, NPOMNUAEHTNNKONb, aMMWAK BOLOHbIA, Kannusg rnapokcug,
KpacuTesb Xenesa OKCUA YepHbIn).

21 wT. — 6ancTepsbl (4) — NAaYKM KaPTOHHbIE C KOHTPOJIEM MEPBOr0 BCKPbLITUS.

Knuuuko-cdpapMmakonorumyeckas rpynna: NHrnbutop
FIOKO3MALEepaMnacuHTa3bl. MpenapaT ANa fIe4eHUs NM30CoMalibHbIX BonesHen
HaKonJeHus

¢apMaKo-TepaneBTuquKan rpynna: (DepMeHTOI'IaTI/IIZ HaCcnegCTBEHHbIX
cpencTBo JievHeHnd

dapmMaKkonormyeckoe aeucrteme

MpenapaT 15 neYeHns HacaeaCTBEHHbIX hepMeHTONaTUi.

B nccnepgoBaHuax in vitro MurnycrtaT okasbiBaeT UHrubupytowiee gencTeme Ha



CUHTa3y rnawkKo3snnuepammaa B KoHueHTpauum IC., Ha 20-37 MKMOb. Kpome TOro,

B 3KCMEPUMEHTAJIbHbIX UCCefoBaHUAX in vitro TakXxe yCTaHOBMEHO ero
MHrnbupytollee BAVUAHNE Ha HENN30COMAJIbHYIO TOKO3MALEepaMmnaasy.

Mpun 6one3Hn [owe 1 Tmna BCNeACTBME HACNEACTBEHHbIX HapYyLWEeHWUN
MeTabonm3Ma He MPOMCXOAUT eCTEeCTBEHHOW Aerpagaunn rawko3unauepammia,
YTO NPUBOAWUT K HAKOMJEHWD ero B JIM30COMaxXx M COMPOBOXAAeTCH
natTonorn4eCKNMnN M3IMeHEHNAMMN BO MHOIMMX OpPraHax. MI/IFJ'IyCTaT OKa3blBaeT
NHrnbunpyowee AeNCTBUE Ha FIOKO3UILEpaMUACMHTA3y, KOTopas sSBAseTcs
HEepPMEHTOM, OTBEYAIOLLNM 3a NMEpPBbIN 3Tan CUHTEe3a 60NbLUIMHCTBA MNKOANUNMAOOB.
NHrmnbupyowee pencrteme ralOKO3UALEPAMUACUHTA3bl NIEXUT B OCHOBE
cybcTpaTcHMXatowen Tepanun bonesHn lMowe.

bone3Hb HumaHHa-lnka Tnn C (COUHroMnmesImHoBbIN JINMNL03) — OYEeHb peakoe
3aboneBaHne, KOTOpOEe pa3BMBAeTCs B pe3yabTaTe HapyWeHUs
BHYTPUKNETOYHOr0 TpaHCNopTa AWNUAOB W nNposaBafdllLeecs
HempoaereHepaTUBHbLIMKM K3MeHeHUsMU. 3aboneBaHne XxapakTepusyeTcs
HEW3MEHHO MPOrpeccupyowmm Te4eHNEeM, BbICOKOW NleTasibHOCTbI0. CYMTaeTcs,
4YTO HeBpoONlOrnYyeckme usmeHeHumsa npum 6onesHnm HuMaHHa-NMuka TN C
Pa3BMBAOTCA BTOPUYHO BC/IeACTBME HAKOMJEHUA TANKOCHPUHIONMMULOB B
HENPOHaX N FNaNbHLIX KNeTKax.

PapMaKOKMHETUKa

dapMakKOKUHETUYeCKMe mnapaMeTpbl MuUraycrata usyydyanum y 3[40pPOBbIX
nobpoBonbLEB, Y OrpaHNUYeHHOro Yynucna 6onbHbIX 6onesHbio Mowe 1 Tuna, y
6onbHbIX BonesHblo ®abpu, y BUY-HDMUMPOBAHHBLIX BONIbHBIX, Y B3POC/bIX U
netein, ctpagatowmx bonesHbio HUMaHHa-MNuka Tvn C 1 6onesHbio MNowe 3 Tmna.

BcacbiBaHne

dapMakKOKMHETMYECKNE napaMeTpbl MUrayctaTa Haxo4AaTCcAa B MNPAMO
NPONOPLUMOHANIbHON 3aBMCUMOCTW OT A03bl U HE 3aBUCAT OT BPEMEHW. Y 340P0BbIX
nobposonbueB Murayctat 6bICTPO BCacbiBaeTCAa nocsie nNpuema npenapaTa
BHYTpb, C,., B MJa3Me KPpOBMK ONpeaenseTcs NnpuMepHo Yyepes 2 4. AbCoNoTHan

OnMonOCTYNHOCTbL MUFAyCcTaTa He YyCTaHoBJieHa. [pU COBMECTHOM npueme
npenapaTa C NuLLEen CKopocTb ero abcopbunm ymeHbliaeTcs (C,,., CHUXKAETCS Ha



36%, a Bpema goctuxeHusa C,., yBennymBaeTtcs Ha 2 4). CteneHb abcopbuum

npenapaTta NpuM npueme ero ¢ NUWEN OOCTOBEPHO He cHuxaeTca (AUC
yMmeHbllaeTcs Ha 14%).

PacnpeneneHune

V, MurnyctaTa cocTaBnset 83 n. MurnycrtaT He CBsA3bIBaeTCs ¢ 6enkaMm nnasmol

KPOBMW.
MeTabosm3m v BbiBEJEHME

MurnycTaT BbIBOAUTCA npemmyLLecTtBeHHO (70-80% oT BBeAeHHOM [03bl) MOYKaMM
B HEM3MeHeHHOM Buae. B xone buoTpaHchopmaumm murayctaTta obpasyetcs
MHOXXECTBO MeTabo/InTOB, KOTOPbIE BbIBOAATCA Yepe3 MOYKN N KULLIEYHUK.

KnupeHc murnyctata coctasnset 230+39 ma/muH, T,, — 6-7 u.

Y 300poBbIX 006POBONbLEB Mocine npuema BHyTpb 100 Mr meyeHHoro '“C-
Murayctata obHapyxeHo, 4To 83% paAnOaKTMBHOINO BeLleCTBa BbIBOAMTCS
novykamn n 12% — 4epes KULeyHuK.

OcHoBHoOW MeTabonuT, 0bHapYXMBAOLLMIACA B MOYEe, MAFSIyCTaTa FtOKYPOHUA, OH
cocTaBnseT 5% NpuHATON [03bl MUrayctaTa. T,, paAn0aKTMBHOrO BeLLeCTBa

cocTtasngaeTt 150 4, npeanonaraeTcd NPUCYTCTBMUE OOHOMO WM HECKONbKUX
MeTaboNMTOB C 04eHb NPOLOJIKUTENbHBIM T,,. MeTabonnT, KOTOpPbIN Men Bbl

TaKYyl MNPOLOJIKUTENIbHOCTb AEeNCTBUA, HE YCTAaHOBEH, 04HAKO, BO3MOXHO,
NPOUCXOLUT ero Kymynsauums uU Torha ero KOHUEeHTpauus npesbilaeT
C,, MurnycrarTa.

dapMaKOKMHETUYECKME MOoKa3aTenn MuraycrtaTta y B3poCabiX O0NbHbLIX C
bonesHbio Nowe 1 Tuna n 6onesHblo HuMaHHa-NMnka TN C He oT/AnYalTCa OT
COOTBETCTBYIOLLMX NOKa3aTesien y 340p0BbIX 00OPOBOJLLIEB.

dapMaKOKMHETNYECKNE NoKasaTenn n3ydann y geten ¢ 6onesHsto Mowe 3 Tvna B
Bo3pacTe 3-15 neT, y aeten ¢ 6onesHbto HuMmaHHa-Muka Tmn C B Bo3pacTe 5-16
net. NpnMmeHeHne MmurnycTtaTta y aetenm B gose 200 Mr, ¢ Koppekuuen B
3aBUCMMOCTU OT nMJoWagn MOBEPXHOCTU Tesla, CONPOBOXAANOCb MOYTU
OBYKpaTHbIM yBennyeHnem C,,, 1 AUC no cpaBHEHM0O C COOTBETCTBYOLWNMMU



3HavyeHuamn C,,, n AUC nocne npnMeHeHusa murayctata B gose 100 mr npwu

6onesHun MNowe 1 TMNa 1 TakXXe XapaKTepn30BasioCb NMHENHON 3aBUCMMOCTbIO. B
PAaBHOBECHOM COCTOSIHUW KOHLIEHTpauus muraycrtata B LepebpocnnHanbHON
XNOKOCTM 6 60nbHbIX 6onesHbio Mowe 3 Tuna cocTtaBnana 31.4-67.2%
KOHLIEHTpaUun B Naa3mMe KPOBMW.

CDapMaKOKI/IHeTI/IKa B 0COBbIX KITMHNYECKNX cJiyHasax

Mon, BO3pacT, pacoBas NPMHAANEXHOCTb M MHAEKC MacChl TeNa He OKa3blBaloT
KJIWHUYECKN 3HAYUMMOro BIUAHUS Ha (PapMaKOKMHETUYEeCKUe napameTpbl
Murnyctata. CooTBETCTBEHHO, KOPPEKLUM A03bl NpenapaTta B 3aBUCUMOCTU OT
BblLLIeyKa3aHHbIX MapaMeTpoB He TpebyeTcs.

dapMaKOKNHETUYEeCKMe NapaMeTpbl MUraycTaTa y nauueHToB cTapwe 70 neT He
N3y4anuce.

B cBS3M C TeM, 4YTO MUTrAycTaT He MeTabonusmpyeTcsa MNeyYeHblo,
(hapMakKOKMHETUYECKMe NMapaMeTpbl MUTAycTaTa y NauMeHTOB C MeYeHOYHOW
HeA0CTAaTOYHOCTbIO He M3Yy4asnCh.

OrpaHun4yeHHble OaHHble, NojJy4YeHHble Y O0NbHLIX C 60ne3Hbi0 Pabpu u
HapyLlweHneM PYHKLUUN NOYeK OEMOHCTPUPYIOT CHUXKEHME KJIMPEHCa MuraycraTa
Nno mMepe yxyglweHus pyHKunm noyek. MNMpu no4e4yHonm HeJoCTaTO4HOCTU NErkom u
cpenHen CTeneHn TSXKECTU KJMPEHC MUTIyCTaTa CHMXAJICA, COOTBETCTBEHHO, Ha
40% n 60%. OaHHble NPW NOYEYHOW HEAOCTATOYHOCTM THAXKENON CTeneHu
orpaHm4yeHbl 2 nauumeHTamnm (KK 18-29 MA/MWUH), OOHAKO WX HeNb34
3KCTPaNnoaMpoBaTb OTHOCUTENbHO 60see HU3KUX 3HAYEHWUNW. DTU AaHHble
NO3BOIAIOT NPEANOJIOXUTb CHUXeHne kKanpeHca Ha 70% n HuxXe y nauneHTOB
No4Ye4YHOM HeLO0CTAaTOYHOCTLIO TAXKESION CTEMNEHMN.

NMoka3aHus npenapaTta 3aBecka’

= 0/19 NepopasibHOro sie4YeHns B3POCbIX NauneHToB ¢ 6onesHblo MNowe 1
TUMNa Nerkom n cpegHen CTeneHn TAXKECTU, KOTOPbIM He noaxoaunT
3aMeCcTuUTeNIbHaa pepMeHTHas Tepanus;

= N8 NIeYeHUSA MPOrpeccupyrolinx HEBPOJSIOrMYECKUX CUMNTOMOB Yy
B3pOC/bIX U geTen ¢ bonesHbto HumMaHHa-Muka Tnn C.



Pe)XXuM f03upoOBaHUA

MpenapaT NPUHUMAIOT BHYTPb, HE3ABUCUMO OT NpUeMa NULLK.

JleyeHne npenapaToMm 3aBecka® O0J/KEH MPOBOAUTL Bpay, obsafatoLuii
0OCTATOYHbLIM OMbITOM Tepanuu 6onesHen HaKonaeHus.

|-|pl/| bonesHun lowe 1 Tnna Y B3POCAbIX peKOMEHAYEMaA Ha4alibHad [O03a

npenapaTa 3aBecka® cocTasaseT 100 Mr 3 pa3a/cyT C O4MHAKOBLIMU
NHTepBanamu. [1o3a npenapata MOXeT ObiTb CHMXeHa Ao 100 mr 1-2 pa3a/cyTy
60bHbIX C AMapeen nnm TPEMOPOM.

Mpwn 60one3Hn HumaHHa-NMnka Tvn C y B3POCAbIX U peTen ctapuie 12
neT pekoMeHOyeMas HavasbHaa fosa coctasnget 200 mr 3 pasa/cyT.

[lns peTtei B Bo3pacTte A0 12 neT [003a PAacCYMTLIBAETCA M3 pacyeTa nolaamn
MOBEPXHOCTU Tena.

Mnowanb noBepxHocTu Tena (m’) | PEKOMeHpOBaHHaA no3a
> 1.25 200 mr 3 pasa/cyTt
> (.88-1.25 200 mr 2 pasa/cyTt
> (0.73-0.88 100 mr 3 pasa/cyT
> 0.47-0.73 100 mr 2 pasa/cyT
< 0.47 100 mr 1 pas/cyT

[lo3y npenapaTa 3aBecka  MOXXHO BPEMEHHO CHWU3UTb Yy Tex MauueHTOB, Y
KOTOPbIX B MEPUOJ Ie4YeHNs pa3Buiach Anapes.

Mo AaHHbIM CpapMaKOKI/IHeTI/I‘-IeCKI/IX nccnenoBaHum Y NaulueHToB C Nno4Ye4yHou
HepoOCTAaTO4YHOCTbIO CUCTEMHAA 3KCMO3NLNA MUTNTYCTaTa MOXET MOBbILLIATbCA.

Mpn KK 50-70 mn/muu/1.73 M? go3a npenapaTa 3aBecka® He [OJIXHa
npesbiwaTh 100 Mr 2 pa3a/cyT ANs naumeHToB ¢ 6os1e3Hbio Fowe 1 Tuna n 200 mr
2 pa3a/cyT Aana nauneHTos ¢ 6ose3Hbto HumaHHa-lNnka Tun C (pacCYNTaHHON B
COOTBETCTBUM C MJOWaabio NOBEPXHOCTN TeNa O/ NnauMeHTOB B Bo3pacTe Ao
12 ner).



MNpv KK 30-50 mn/mMun/1.73 M? npenapaT Ha3Ha4atoT B Ao3e 100 mr 1 pas/cyT
0N nauneHToB ¢ 6os1e3Hbi0 Mowe 1 Tvna n 100 Mr 2 pasa/cyT Ana naumMeHToB
¢ 60s1e3Hb0 HuMmaHHa-Mnka Tin C (paCCYNTAHHOM B COOTBETCTBMM C NAOLLAAbIO
NOBEPXHOCTM Tesla AJ19 NalueHToB B Bo3pacTe Ao 12 ner).

JleyeHne NaLUEeHTOB C NOYEYHOMU HeJoCTAaTOYHOCTbIO TAXenou crteneHu (KK

<30 mn/mun/1.73 M%) npenapaTom 3aBecka® He peKOMeHayeTCA.

NMobouyHOe peucTeme

NpenapaT 3aBecka® usyvanm B 11 KAVHUYECKUX UCCNenoBaHnsAX Y 247 NauneHToB
B #o3ax oT 50 po 200 mr 3 pasa/cyT B cpegHeM B TeyeHue 2.1 net. Y 132
nauneHToB bbina gnarHoctuposaHa 6onesHb MNowe 1 Tna ny 40 — 6onesHb
HumaHHa-Muka Tn C. Mobo4Hble 3hdekThl B Lesom bblan nerkon nnum cpegHen
CTeneHn TAXeCTU u Habnwpanncb ¢ OAUHAKOBOW 4aCTOTOW NMpu npueme B
Pa3NnNYHbIX A03aX Yy nauunmeHToB npu oboux 3aboneBaHusax. Hambonee yacto
O0TMeYaJINCb HapyLUeHNs CO CTOPOHbI MULWEeBapUTeNbHON CUCTeMbl, Takne Kak
ovnapes, 6o0n1M B XMBOTE, METEOPM3M, a TakXe CHUXeHMe MaccChbl Tena.
Mepudepnyeckas HeBponaTUsa B KJINHUYECKUX UCCIIeL0BaHNAX OTMEYeHa Kak
Hanbonee 4YacTo BCTPEYAOLWNACA cepbe3HbIN NOBOYHbLIN I EKT.

Mobo4Hble 3phekTbl, Habnwgaemble ¢ 4yactoTon > 1%, npepcrTaBaeHbl Mo
opraHaM n cuctemam: o4eHb 4acto (> 1/10) mnm vyacto (=1/100 <1/10). B kaxxgon
rpynne nobo4YHble 3P ekTbl yKa3aHbl B NOPAAKE YMEHbLUEHNS CEPbE3HOCTN.

CO CTOPOHbI KPOBU 1 IMMPATUYECKON CUCTEMbI: HacTO — TpoMmbouunToneHus.

Co CTOPOHbI obMeHa BeLeCcTB: 04€Hb 4YaCTO — CHUXXEHME MacCChl Tena, CHUXEHME
anneTunTa.

[Tcuxnyeckmne pacCTpoMCTBa: 4YaCTo — aenpeccusi, 6€CCoOHHULA, CHUXEeHne
nmbupo.

Co CTOPOHbI HEPBHOW CUCTEMBbI: 04E€Hb 4acTO — TPEMOop; 4YacTo —
nepudepuyeckas HeEBponaTus, aTakCus, aMHe3ns, napecTesnu, runecTesus,
rofioBHas 60/b, rONOBOKPYXXEHNUE.

Co CTOPOHBI I'II/ILLIEBapI/ITEIIbHOl;I CncremMsbl: 04eHb 4aCTO — AUaped, METEOPU3M,



6onn B XWBOTE; YaCcTO — TOWHOTA, PBOTA, OLLlYLIEHNEe AUCKOMMOPTa W
pacnupaHns B XWBOTE, 3aMop, AUCMEncus.

Co CTOpPOHHI KOCTHO-MbILLIEYHON CUCTEMbI; YaCTO — MbllleYHble Cha3Mbl,
MNnaCTeHuA.

ObLune HapyLleHns: 4acTo — cnabocTb, acTeHUs, 03HOD, HeJOMOraHue.

Co cTopoHblI n1abopaTopPHbIX MOKa3aTesen: 4aCTo — OTK/JOHEHWS OT HOPMb
pPe3ynbTaTOB WCCNEAOBAaHUS HEPBHO-MbILWIEYHOW TMPOBOAUMOCTU U
COMATOCEHCOPHbIX Bbl3BaHHbIX MOTEHLMANOB FOJIOBHOrO0 MO3ra.

CHUXXeHMe Macchl Tena Ha oHe nevyeHus npernapaTtoM 3aBecka® HabnopaeTcs y
55% 60nbHbIX. MakCMManbHOE CHUXXEHME MacChl Tena Habnwaanoch € nepunog oT
6 00 12 Mecaues Tepanun.

MpenapaT 3aBecka® n3y4Yanu y B0NbHbLIX, Y KOTOPbIX HEKOTOPbIE NOBOYHbIE
3DEKThI, BKJIOYAS HEBPOSOrMYECKME CMMMTOMbI U TpoMbounuToneHuto, 6binu,
BEPOSITHO, 00YCNOBNEHbI TaKXXe COMYTCTBYOLLMMMN 3ab01eBaHNAMN.

B KNMHMYECKUX nccaenoBaHmax coobwanocb 06 oTAeNbHbIX CyYyasx HapyLleHWNA
KOTHUTUBHbBIX DYHKLUWA Yy NauneHToB Cc 6one3Hbio lowe 1 Tuna, oAHAKO

B3aMMOCBS3b C MPUEMOM rpenapaTa 3aBecka® He yCTaHOBJIEHa.
[ToCTMapPKETUHI OBbIV OMbIT

Mobo4Hble 3hhekTbl, MHHOPMALINA O KOTOPLIX MOJSy4YeHa B NOCTMAPKETUHIOBbIN
nepuoj, COOTBETCTBYIOT npothunto 6e30nacHOCTU NpenapaTa B X04e KJNHUYECKNX
nccnenoBaHUn.

npOTMBOﬂOKaBHHMﬂ K NTPUME@HEeHUI0

* MOBbIWEHHAA YYBCTBUTENbHOCTb K KakKoOMy-n1nbo M3 KOMMOHEHTOB
npenapaTa;

= M0YeYHas HeJoCTaTOYHOCTb Tsxenon ctenernn (KK<30 Ma/Mun/1.73 M);

= ETCKUN 1N NOAPOCTKOBbLIN BO3pacT A0 18 neT naymeHToB C 60NE3HbIO
Mowe 1 Tuna (KAMHUYECKUIM ONbIT OTCYTCTBYET);

= MaUMeHThI MOXXWI0ro Bo3pacTa cTapLe 70 ner.



C OCTOPOXHOCTbIO CnefyeT NPUMEHNATb NpenapaT y NauMeHTOB C NeYEHOYHOMN
HeLOCTaTOYHOCTbLIO M NOYEYHOM HEOOCTATOYHOCTbLIO cpeaHen cTenenn (KK 30-50

Mn/MUH/1.73 M*); y neTein ¢ 6onesHbio HumaHHa-Muka Tvn C 0o 4 net (onbIT
NPUMEHEHNSA OrpaHnYeH).

NMpuMeHeHne npu OepeMEHHOCTU M
KOPMJIEHUM TPYAbIO

KOHTpoupyeMbix MCCnenoBaHWil npenapata 3aBecka® y 6epeMeHHbIX He
NPOBOAMIOC.

[laHHble SKCrepunmMmeHTallbHbIX ncenenoBaHum CBNOETENbCTBYIOT O HaJIM4HNKN
peI'IpO,EI,yKTI/IBHOVI TOKCUYHOCTKN, BKJIHOHasd OC/NOXXHEHHbIE POAbl.

MoTeHUMaNbHbIN PUCK Y YenoBeka HeusBecTeH. Murnycrtat NpoHMKaeT 4vyepes
nnaueHTapHbln bapbep, NO3TOMY He clefyeT NPUMEHATb MUraycTaT npu
bepemeHHOCTN.

)KeHWHUHaM AeTopoaHOro Bo3pacra HeobxoaMMo MCMONb30BaTbh HaLEXHbIE
MeTOAbl KOHTPaLeNuMm BO BPEMS Ie4YEHUs NpenapaTomM.

He YCTaHOBJIEHO, BblAeNIdeTCda M MUTrNyCcTaT C rpyaHbIM MOJIOKOM Yy HENNI0OBEKaA.

MpenapaT 3aBecka® He cnepyeT Ha3HayaTb B Mepuof JakTauuu (rpyaHoro
BCKapMJIMBaHUS).

NMpuMeHeHue Npu HapyweHuax GyHKUUU
neYyeHwu

CnenyeT cobnogaTh OCTOPOXHOCTL MPU HA3HAYeHWU npenapaTa 3aBecka
naLnMeHTaM C Ne4YeHOYHON HeJO0CTATOYHOCThbIO, B CBA3M C HENOCTATOYHLIM
KJVHNYECKUM OMbITOM.

NMpuMeHeHue Npu HapyweHuax PyHKUUU



noyek

CnepnyeT cobniofaTb OCTOPOXHOCTbL MPW Ha3HaYeHWW npenapaTa 3aBecka
nayneHTaM C No4Ye4yHoW HeAOoCTAaTOYHOCTbIO, B CBSA3U C HEAOCTATOYHbLIM
KJIMHUYECKUM OonbiTOM. [0 Mepe HapacTaHWA MOYe4YHON HEeAO0CTAaTOYHOCTU
KJMPEHC MUrNyCTaTa MPOMNoOpLMOHANbHO CHUXaeTCcs. Jle4yeHne NauueHToB C

MOYEeYHOW HEeLOCTAaTOYHOCTbIO Tsxenon cteneHn (KK <30 mn/mMuH/1.73 m?)
npenapaToM 3aBeCKa He peKoMeHayeTcs.

NMpuMmeHeHue y peteun

MpoTnBOMNOKa3aHMe: BO3pacT NauneHToB ¢ 6bonesHbto MNowe ao 18 net n ctapuwe
70 neT (HeAOCTATOYHO KJIMHUYECKOro OnbiTa); BO3pacT NauUNEHTOB C 60s1e3HbIO
HumaHHa-MNnka mnaguwe 4 net (HeA0CTAaTOYHO KJMHUYECKOro onbiTa).

anMEHEHMe Y NOXKUJbIX NalUNeHTOB

MpoTuBONOKa3aHme: BO3pacT naumeHToB C 6bonesHblo Mowe no 18 net u ctapwe
70 neT (HEeQOCTATOYHO KJIMHNYECKOro OnbITa).

OcoOble yKkasaHus

MpumepHo ¥ 37% nauneHToB ¢ 6bone3Hbto Nowe 1 Tuna ny 58% c 6one3HbI0
HumaHHa-Muka Tun C B Xo04e KJAMHUYECKUX UccienoBaHUn Ha (hoHe npuema

npenapaTa 3aBecka® OTMeYasiCid TPEeMop WKW ero ycusieHue. 3TOT Tpemop
onpeaenseTca Kak ycuneHme Gpusnonornyeckoro Tpemopa pyk. Tpemop 06bI4HO

Pa3BMBAETCA B TEYEHME MEepBOro MecsLa Tepanuu npenapaTom 3aBecka® u, B
6oNbLIMHCTBE C/lyYaeB, ncyesaeT Yyepes 1-3 mecsua Ha (hoHe NPoao/KatoLerocs
neyeHuns. YMeHblLeHne O03bl npenapaTta MOXXeT crnocobcTBOBaTb MCHE3HOBEHUIO
Tpemopa, KakK MnpaBuJio, B Te4eHMNe HEeCKOJIbKMX OHeWn. B peOkux cny4dasx
BO3HMKaeT HeobxoOaMMOCTb OTMeHbI npenapaTa.

MoboyHble ahdhekTbl CO cTOpOoHblI XKKT, rnaBHbiM obpa3om, Anapes, oTMeYatoTcs
6onee yem y 80% naumeHTOB, Kak B Havane fieyeHns, Tak U NMN304NYECKN Ha

(oHe npuema npenapaTa 3aBecka®. B KayecTBe BO3MOXHOMo MexaHuW3Ma



paccMaTpuBaeTca UHrnbmpoBaHue paucaxapupgasbl B XKT, Hanpumep,
M30ManbTa3oM caxapo3bl, KOTopasd MPUBOOUT K CHUXEHUK BCaCbiBaHUS
ANCaxapuaoB B TOHKOM KULIEYHUKE. KNMHMYECKNI OMNbIT NOKA3blBAET, YTO Anapes
npekpalwaeTcs Npu U3MeHeHUN XapakTepa NUTaHUA (CHMXeHUa notpebdbneHus
caxapo3bl, IaKTO3bl U OPYrux yrjiesBonoB), pa3fAesibHOro rnpuemMa npenapaTa

3aBecka® 1 NULLK, a TakXXe Nnocse Ha3HaYeHns NPoTMBOANAPENHBIX MPenapaTos,
Hanpumep, nonepammaa. HeKoTopbIM MaLMeHTaM MoKa3aHO CHUXKEHWE L03bl

npenapaTta 3aBecka® ANA KynupoBaHUs Auapeu. [Ns peleHus Bonpoca o

Ha3Ha4YeHUU npenapaTa 3aBecka® MaLWeHTaM C XPOHUYECKON Auapeen wuau
opyrumMm peunagusumpytowmmmn 3abonesaHuamm XKT Heobxogoummo
PYKOBOACTBOBATLCSA 0OLWENPUHATBHIMU MPUHLMAAMN O COOTHOLUEHUMN NOJb3a-PUCK.

MpenapaT 3aBecka® He nccaenoBasncs y B6osbHbIX C TSXKesbIM nopaxeHnem XKT,
BKJ/II0Yaa BOCNaaUTesbHbIe 3ab0neBaHNs KULWEYHNKA.

bonesHb lowe 1 Tuna

PekoMeHOyeTCs OCYyWeCTBNATb PEeryfsipHbli KOHTPOJb KOHLEHTpPaLUm
LunaHokobanaMuHa (BMTaMuHa B,,) B nia3me KpoBM, NOTOMY YTO HELOCTAaTOYHOCTh

BMTaMWHa B,, 4acTo BCcTpevaeTca npu 6onesnm MNowe 1 Tuna.

Pa3BuTne nepudepnyeckoin HeeponaTum Habnaanock y 60nbHbIX C 60Ne3HbIO
Fowe, Hanbonee Yacto npu 3abonesaHum 1 TMnNa, HE3aBUCUMO OT HANUYUS UK
OTCYTCTBMSA TaKMUX CONYTCTBYOLWMX 3ab0neBaHNA Kak AedpuumnT BuTamMmmnHa B, nnu

MOHOKJIOHaJIbHasa rammanaTtusa. lNepudepnyeckas HeBponaTua bosiee 4acTo
BCTpeyaeTCcs Yy nauneHToB ¢ 6one3Hbio Nowe 1 Tvna No CpaBHEHUD C
pacnpoCcTpaHeHWEM HeBpomnaTuum B nonyasauum B uenoMm. Bcem 60nbHbIM
pekoMeHayeTCcs NpoBoAMTb 005i3aTenbHOe HeBposornyeckoe obcnenosaHue

nepea HayasjoM JleYeHWs MpernapaToM 3aBecka®, a TakXe peryfispHble
NOBTOPHbIE OCMOTPbLI. HE06X0AMMO KOHTPOIMPOBATL YMCSI0 TPOMOOLIMTOB B KPOBM.
Hebonblwoe cHMXeHne Yyncna TpoMboumnToB, HEe CBA3aHHOE C KPOBOTEYEHUSMN,
OTMEYeHO Yy nauneHToB ¢ bonesHbto fowe 1 TunNa, KOTOpble HavYann Npuem

npenapaTa 3aBecka® nocjie 0TMeHbl 3aMeCcTUTEeNbLHON (PepMeHTHOW Tepanuu
(30T).

My>XX4YUHbl, NPpUHUMaOWMe npenapaT 3aBecka®, AOJIKHbI UCMONbL30BaThb



HajeXHble MeToAbl KOHTPaUenuun Bo BPeMsa NieYeHUs. B JOKAMHUYECKNX
nccnenoBaHMAaX YCTAHOBMIEHO, YTO MUTyCcTaT MOXeET 0bpaTuMo BAMATbL Ha
cnepmMaToreHes M MopdoJIornio CNnepmMaTo30UAO0B, @ TaKXe CHUXaTb
hepTUNLHOCTb. B CBSA3M C 3TWUM, [0 NOJYYEHNS HOBbIX AaHHbIX, MY>XX4YMHbI [OJIKHbI
NPOAOXaTh MCMNOJIb30BAaTh HaAEXHble MeTObl KOHTpaLenunun B Te4eHue 3
MecsiLIeB MOC/Ie OTMEHbI NpenapaTa.

bone3Hb HumaHHa-lNnka Tnn C

COrnacHoO MMewLWnMCcs LaHHbIM, NPUMEHeHne npenapaTa 3aBecka® MoXeT
YMeHbLUaTb BblPa)>XeHHOCTb KJIMHNYECKN 3HAYMMbIX HEBPOJIOTNYECKNX CMMMTOMOB
y nauneHToB ¢ 6one3Hbio HumaHHa-Muka Tmn C.

dPPEeKTUBHOCTbL JNeYeHUs npenapaTtoM 3aBecka® NPoOrpeccupyrowmnx
HEBPOJIOrMYECKNX CUMMTOMOB Y NauUMeHTOB C 6one3Hblo HumaHHa-Muka Tmun C
cnefyeT OUEeHMBATb Kaxkable 6 MecsaueB, HE0OX0AMMOCTb NMPOAOJIKEHNSA Tepanuu
TpebyeTcs onpenensiTb €XXeroaHo.

B Havyane nevyeHnss MUrnycTaToM y HEKOTOPbIX AeTel ¢ 6onesHbio HumaHHa-Muka
Tnn C oTMeYasacb 3aepXxKa pocTa, B 3TUX C/ly4yasax NepBoHaYasbHas norteps
MacChl Te/la CONpoBOXXAasacb MU NpedllecTBOBasla 3aAepXxke pocTta. Cneayet
TWaTeNbHO MOHUTOPUPOBATL MOKa3aTeNn PU3NYECKOro PasBuUTUA Y OeTel U

NOAPOCTKOB, MOJyYaloWMUX jeveHne npenapaTom 3aBecka®, U UHANBUAYAJIbHO
oLeHMBaTb HEOBXOOMMOCTb MPOOO/IKEHMS Tepanun C y4eTOM COOTHOLWIEHUS PUCKa
N 3hPEeKTUBHOCTN

Y HeKkoTOpbIX NauyneHToB ¢ 6onesHbo HuMaHHa-Muka Tun C Habnwaanock
HebonbLIOe YMeHbLIEHNE YuCna TPOMOOLMTOB, HE CBA3AHHOE C KPOBOTEYEHUAMMU,
npu 3ToMm y 40-50% nauymeHTOB B KJAMHUYECKMX UCCNefOoBaHNAX OTMeYyasacb
ncxogHaa TpombounToneHns. HeobxoamMmo TwWaTeNbHO KOHTPOJMPOBATb
KOJIN4eCTBO TPOMOOLMTOB BO BPEMS JIEYEHUS MUTNYCTAaTOM Yy TaKUX NaLMEHTOB.

BansaHne Ha cnocobHOCTb K yripaBJ1eHNtO TPaHCIOPTHbIMW CcpeacTBaMun U
MeXaHun3Mamn

NWccnepoBaHna no N3y4eHNIKO BJINAHUA Ha CnocobHOCTb K ynpaBaeHUo
TPaHCNOPTHbBIMW CpeaAcTBaMn N NCNOJIb30OBaHNO MeéXaHNU3MOB HE NMPOBOAWNJIUCH.
Y4ynuTbiBaa BO3MOXHOCTb pa3BunTnNA roJIOBOKPYXeHNA Ha CDOHe nevyeHm



npenapatom 3aBecka®, c/iegyeT MPOABAATL 0COOYI0 OCTOPOXHOCTb MpU
yrnpasfieHUn aBTomMobuneMm n paboTe C MexXaHU3MaMMu.

Nepeno3upoBKa

Cneumnduyecknx CMMNTOMOB OCTPON Mepefo3npPOBKMN NpernapaToM 3aBecka® He

BbifiBJIeHO. MpenapaT 3aBecka’ Ha3Ha4aiuM B A03aX 00 3 r/CyT B Te4eHue [0 6
Mecaues BWY-nmonoXuTesibHbIM MauMeHTaM B YCJIOBUAX KJIMHUYECKUX
nccnepgosaHunn. Cpean noboyHbIX 3PHOEKTOB OTMEYann: rpaHy o0UNTONEHNIO,
FOJI0BOKPYXKEHME 1N napecTe3nn. JIENKoNneHnsa u rpaHyIouMToneHns oTMeYvanach y
CXOQHOW rpynnbl NauMeHToB Ha )oHe npuemMa npenapaTta B Ao3ax 800 mr/cyT u
BbILLIE.

JlekapcTBeHHOe B3auMoagenucTeme

OrpaHu4YyeHHble AaHHble YKa3blBaloT, 4TO MPW COBMECTHOM Ha3Ha4YeHUMW
nauneHTam c 6bonesHbto Nowe 1 Tuna npenapata Uepesum (nmurnouepasa,
NHBEKLMOHHASA NIeKapCTBEHHAs (opma) U3MeHATCAa DapMaKOKMHETUYECKMNE

napameTpsl npenapaTa 3asecka’: C, ., YMEHbLIAETCsH NPUMEPHO Ha 22%, a AUC —

npumepHo Ha 14%. HanpoTuB, BAUAHWE npenapaTa 3aBecka™ Ha
bapMakKOKMHETUKY npenapaTta Lepe3snm OTCYTCTBYeT WU Bblpa>XeHO
MUHUMaJIbHO.

Ycnosusa xpaHeHUs npenapata 3aBecka’

MpenapaT crefyeT XpaHUTb B HEAOCTYMNHOM 019 AeTen MecTe npu TemnepaType
He Bbiwe 30°C.

CpoK rogHocTH npenapaTa 3aBecka’

Cpok rogHocTn — 5 ner.



YcnoBus peanusauuu

MpenapaT OTNYCKaeTCs Mo peuenTy.



