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MMHUCTEPCTBO 34paBoOXpPaHeHMS r
Poccwiickoin degepaunn
OEAEPANBbHAA CNY>XXBA MO HAL30PY Cy6beKTb| 06paI.LI,EHI/IF|
B COEPE 34PABOOXPAHEHUNA
(POC3[PABHA/30P) NeKapCTBeEHHbLIX CPeACTB

CnassaHckas nn. 4, ctp. 1, MockBa, 109012
TenedoH; (499) 578 02 20; (499) 578 06 70; (495) 698 45 38
www.roszdravnadzor.gov.ru
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HaNe oT

06 MH(opPMaLMOHHBIX MaTepraiax
no 6e30MacHOCTY /IeKapPCTBEHHOMO
npenapata Buntenco® (BUnTonapceH)

depepanbHas cnyxba no Haasopy B c(hepe 34paBOOXPaHEHUs AOBOAMT [0
cBefleHUs Cyb6beKTOB 00pallleHUss NEeKAPCTBEHHbIX CPEeACTB  MHCHOPMALMOHHbIE
matepuanbl  And  CrneuManncTtoB CUCTEMbl 3[1paBOOXPaHEHMs W NaLUEHTOB,
pa3paboTaHHble AO «P-®apm» B KauyecTBe [AOMOMHUTENbHbIX MEP MWUHUMMU3ALMU
PUCKOB, CBA3aHHbLIX C NMPUMEHEHMEM NEKAPCTBEHHOro npenapara Buntenco® (MHH
BuntonapceH), pacTBop Ana nHgysnin, 50 mr/mn.

MpunoxeHue: 1. PyKOBOACTBO AN MeAULMHCKUX PabOTHUKOB Ha 33 N. B 1 3Ks.

2. WHpopmaynsa gna nauneHtos Ha 11 n. B 13K3.
3. PykoBofACTBO AN8 AoMallHero BeefeHnsa Ha 11 n. B 13ks.

Bpuo pykoBoantens [.B. apxomeHKoO


http://www.roszdravnadzor.gov.ru

[aHHbIN  BbINYCK 00pa3oBaTeNbHOr0O MaTepuana npeaHasHayeH Aans
PaboTHUKOB 3[4paBOOXpaHeHUss 1 Obl1 cornacoBaH ¢ YNoSIHOMOYEHHbLIMM
opraHamun (PefepanbHasa cny>kba no Haa3opy B cdepe 34paBOOXpaHeHus
(Poc3gpasHazgsop))

[aHHbI MaTepuan npeacTasnseT MHpopMaumio 0 cnocobax MUHUMM3AL UK
PUCKOB Pa3BUTUA HeXXenaTe/bHbIX peakumil, CBA3aHHbIX C UCMOJ/Ib30BaHUEM
npenapaTa BunTenco® (MHH BunTOnapceH). Bbl MOXXeTe OOBACHATDL
naumMeHTy Hambosee BaXKHYK MHJopMauuio no 6esonacHOCTW npenapaTa,
BK/IIOYEHHYIO B 06pa3oBaTe/lbHbIM MaTepuan ana naynmeHToB. OTYeThbl O
HeXkenaTeNbHbIX ABNEHUAX [AO/MKHblI nojaBaThbCA B COOTBETCTBUM C
NOKa/IbHbIMW HOPMAaTUBHbIMY TpPeboBaHMAMM NO hapMakKoHan3opy.

Buntenco®

BuntonapceH 250 mr
PactBop ana nHpy3smin 50 nnr/nmn

BakHasa nHgpopmayms no MMHUMU3aLMN PUCKOB — A9 MeANLNHCKMX
paboTHMKOB

[IpoTMBONOKa3aHuA:

BunTenco nNpoTUBONOKa3aH naynmeHTam C NOBbIWEHHO
YYBCTBUTENbHOCTLIO B aHAMHE3E K/II0OOMY UHIPEANEHTY
NneKapcTBEHHOTO npenapara
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[aHHble CBeAeHWs He MMET PeKnaMHOro XapakTepa W npeAHasHayeHbl [Aans
BHUMATE/IbHOrO  M3YYeHWst nepef, HasHAuYeHWeM, BbiJayel U MNpPUMEHEHUEM
Buntenco®. Hwke npuBefAeHa BakHas WHGOPMaUMs MO MUHUMMU3ALUM  PUCKOB,
CBSI3aHHbIX C NpumeHeHnem Buntenco®. MMepeg Hadanom Tepanuu  Bunrtenco®
yoeauTeCh, UTO KaX[bli pPUCK Obln  TWATENbHO PAcCMOTPEH W MPUHSATBI
COOTBETCTBYIOLUME MEpPbl MO €r0 MUHUMU3ALUMK. [laHHAs UH(OPMAaLMS He 3aMeHsieT
OX/1M (o6Lyt0 XapaKTepucTMKY NEKapCTBEHHOTO mnpenapata), KOTopyk creayeT
BHUMATE/IbHO U3y4nTb B MOSHOM O6bEME Mpexae, YemM HauuMHaTb fieyeHue
npenapatom Buntenco®.

MpMMeHeHne [aHHOTO N1eKapCTBEHHOIo CPeACTBa MOANEXUT AOMOMHUTEIbHOMY HAOMOAEHUIO.
HEOBXOAMMO COOBLATb O MOAO3PEBAEMbIX HEXE/TATE/IbHbBIX PEAKLIAX.

BaykHO cO06LLATh O MOA03PEBAEMbIX HEXKENATE/bHbIX PeaKLysiX Mocae PerncTpauymn neKapcTBEHHOro
npenapata C Le/blo 06ecneyeHnss HEenpepbIBHOTO MOHUTOPUHIA COOTHOLUEHUS «MO/b3a-PUCK»
NeKapcTBeHHOro npenapara. MeaVUMHCKMM paboTHMKaM PEKOMEHAYeTcs coobLiaTb O /o6bIX
Mo/I03PEBAEMbIX HEXeNaTe/lbHbIX PeakLMsX NeKapCTBEHHOTO npenapata uYepe3 HauyoHa/bHble
CUCTEMbI COOBLLEHNS O HEXENaTe bHbIX PEaKLSX.

Poccuiickan ®epepauus

109012, Mocksa, CnassHckaa nnouwagp, 4.4, ctp.l
depepancHan cnyx6a Mo Haf30py B chepe 34paBO0OXpaHeHUs
Ten.: +78 (800) 550- 99- 03, +7 (499) 578-02-20

®dakc: +7 (495) 698-31-18

AnekTpoHHasa nouta: pharm@roszdravnaclzor.gov.ru
https://roszdravnadzor.gov.ru/

O HexkenatefbHbIX ABMIEHUAX peKoMeHayeTca Takke coobuiatb B AO «P-dapm»
119421, Mocksa, yn. bep3apuHa, 4.19. kopnyc 1
Ten.: +7 (495) 956-79-37
+7 (495)956 79 38
e-mail: safetv@rpharm.ru
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PykoBoAcCTBO Mo 6e30macHOMY NpUMeHeHUo Buntenco*”

Buntenco®, pactBop Ans wuHpysuid, 250 nr (MHH BuntonapceH), npepcrtaBnset co60i
MOP(O/IMHOBBIA aHTUCMbIC/IOBOI ONUTOHYKNEOoTNA, pa3paboTaHHbli s NeYeHUs MbleYHON
auctpoum AowenHa (MAA). 3T0oT npenapar CTUMYIUPYeT aKcnpeccuio 6enka AuctpoduHa
nytem cBs3blBaHUS C¢ 53 3K30HOM npe-MPHK auctpotmnHa n mHAyumpoBaHMA nponycka 53
3K30Ha.

B AnoHumn n CLUA 3adBKM Ha peructpauuto npenapara Buntenco® 6binm nogadsl B 2019 rogy,
perncTpaumoHHble YA0CTOBEPEHUS OblM NOMYyYeH B MapTe U UoHe 2020 roga COOTBETCTBEHHO
no npoueaype YCNOBHOIO paHHero oA06peHWs JfieKapCTBEHHbIX CPEACTB C MOKa3aHWeM K
NMPUMEHEHWNIO «Yy B3POC/bIX U AeTeil ANA NeYyeHUs MblleyHon auctpogpum AwoweHHa (MA4) c
NnoATBEPXAEHHON MyTaumein reHa DMD, y KOTOpbIX reHeTUYecKoe TecTMpoBaHne NoATBepAuno
Hanuuve myTtauuu reHa guctpouHa, nofjaroll,Mmecs feyeHUo nytem nponycka 53 3K30Ha, ¢
MOMEHTa NMOCTaHOBKMN AuarHo3sa».

B xone knuHuyeckux ncnblitaHnii I/1l ¢asbl, NpoBefEHHbIX ANOHUMW, U KIMHUYECKUX UCNbITaHWIA I
thasbl, nposeaéHHbIX CLUA n KaHage, Obln0 nokasaHo, 4TOo Buntenco® BoccTaHaBnMBaeT
OTKPbLITYHO paMKy cumTbiBaHUA B MPHK reHa guctpoduHa nytem nponycka 53 3K30Ha, 4TO
NHAYUMPYeT 3Kcnpeccuio (PYHKUMOHaNbHOro 6enka guctpoduHa. B xoge 3Tux uccnefoBaHuWi
OblIM  NonyyeHbl pesynbTarthl, CBUAETENbLCTBYWOrUMEe O BkKnage Bwuntenco® B cuHTE3
(yHKUMOHaNbHOro 6enka AuctpouHa M B YyNyylleHWe WNN NOALepXKaHue [BUraTeNbHOM
(YHKUMM Yy MauueHToB, nonyyarouaumx 3T0T npenapat. Kpome TOro, B 3TUX K/IMHUYECKUX
nccnefoBaHuAX He Habnw[anocb fietanbHbIX UCXOLOB WM HEXenaTeNbHblX SABNEHUN,
MPUBOAALL,UX K MPEKpaLl,eHnto npremMa npenapara UM CHMXXEHU0 A,03bl.

YunTbiBas, UTO KNMHMYECKOe NMPUMEHeHne 3TOoro npenapara Ha CerofHAWHNIA AeHb orpaHnyeHo,
B peanbHOW KAMHUMYECKO nNpakTUKe Mocfie peructpaunu npenapata MOTYT BO3HMKHYTb
Nno6oYHble peakuuu, He ONMCcaHHblE NPU NPOBEAEHUN KIMHUYECKUX UCCef0BaHWA.

lMosTomMy Mbl pekoMeHAyem Bpayam W nauueHtam, nNpuHUMarw,um npenapar Buntenco®
ybeauTtbcs B €ro npasBubHOM NpuUMeHeHuun, obpaTtmelimnce K OXJIM (obruas xapakTepuctuka
NeKapCcTBEHHOro npenapara) u K JaHHOMY PYKOBOACTBY.

YcnoBus peructpauuy npenapara:

[na npenapata Bunrtenco® paspabotaH M BHeApeH NnaH ynpasfieHUs puckamu,
CBA3aHHbLIMW C NPUMEHEHMeM npenaparta

YyntbiBasi OrpaHWYEHHOE YMCNO0 MauneHTOB, KOTOpPble Ha CEroAHAWHUNA [eHb
yyacTBOBa/IM B K/IMHMYECKUX MCCMefOBaHWAX, Ha (oHe Tepanuu Buntenco®
HeobxoAMMO cobupatb [OMOSMHUTENbHYKD WH(POPMaLU O  HeXenaTesbHbIX
ABNEHUAX NyTeM TilaTe/IbHOro cbopa Xanob nepen v NOCMe KaXAoro BBeAEHMUA
npenapata. Kpome Toro, TpebyeTtcsi onepatuBHbI CO0P AaHHbIX 0 6€30NacHOCT U
3((EeKTUBHOCTK, a TakXKe COOTBETCTBYIOLW,Me Mepbl ANA NPaBU/IbHOTO NPUMEHEHUS
3TOro npenapara
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OrnaBneHue

0 Buntenco®
1 MpyumnHbl 1 naToreHes muogmcTpodumn AdroweHHa (ML)

2. MexaHun3m geiictma Burenco®

Tepanusa Bunrternco®
1 eHeTnyeckoe m1ccnefoBaHve
2. KoHcynbTaumsa Bpada-reHeTuka
3. Kputepun HazHaueHus Burrenco®
4. Mepbl 6e30MacHOCTI Mpy Ha3HayeHUn Burtrenco™
5. Crioco6 BeeaieHust Burrenco®
6. BBeaeHve Buirenco® B JOMALLIHMX YCNOBUAX

7. Opyrvie Mepbl NPeAOCTOPOXKHOCTA
BesonacHocTb Buntenco®

1 HexxenatenbHble peakLuyn

2. OueHKa 6e30MacHOCTY MpU M/IaHNPOBaHWN YTIPaB/IEHNS
PYCKaMK J1IEKaPCTBEHHbIX CPeACTB

Bonpocbl 1 oTBeThI

Cnucok nnTeparypbl
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0 Buntenco®
1. MpUYMHBI N NaToreHes Mblllie4yHo aguctpodum AroweHHa (MAL4)
MpuYnHbI MblweYyHOW guctpodum AroweHHa (MAA)

MA/L, - HacnefCcTBEHHOE, X-CLEenieHHOe HEPBHO-MbILLEYHOe 3a60/1eBaHNe, BbI3BaHHOE MyTal el
reHa DMD, kogupytoLlero 6enok gnctpoun, NpUBOAsALLEE K OTCYTCTBUIO WM HEAOCTATOUYHOM
(YHKUMM ONCTPOGIMHA, 0ObIMHO MOpaXKarollee ManibyuMKOB B AeTCKOM Bo3pacte [1]. MAL -
BPOXKAEHHOE, HEYKOHHO Mporpeccup)yollee 3aboneBaHne. B nepBble rofbl XXU3HU PebeHkKa,
Korfa npoLecchl CMHTE3a MbILLEYHOW MacChl NpeobnafatoT Hag AeCTPYKUMen, pebeHOK MOXeT
OT/IM4aTbCA OT CBEPCTHUKOB HEOO/MbLUMM OTCTaBaHWEM B (DM3MYECKOM pa3BuTUM. OfHaKo K
Bo3pacty 3-5 f1eT, nocne nuka (HOPMUPOBaHUS [ABUraTeNbHbIX HABbIKOB, HaCTyMaeT Mepuoj
NNaBHOro perpecca PU3NYECKo aKTUBHOCTU M NPMMEpPHO B Bo3pacTe 9-11 neT, 6e3 A0/MKHOro
yxoga W peadunmTaumn, nNauMeHTbl CTaHOBATCS HECMOCOOHbIMKM CaMOCTOSATENIbHO XOAUTb
(nepexoddT B HeambynaTopHyk (asy). Ha nosgHein HeamOynaTOpPHOM CTaguMn Yy NauMeHTOB
OTMeYaeTcs TsKenas [ABuratenbHas AUCHYHKUMSA, CepAeyHO-cocyaucTas W [biXaTeNbHas
He0CTaTOYHOCTb, TPYAHOCTUN C [/I0TaHUEM, OTXapKMBaHWEM MOKPOTbI U YXenyA0UYHO-KULLIEYHbIe
napesbl. C nporpeccupoBaHveM 3ab0/eBaHNSA, MPUMEPHO Ha TPETbEM AECATUNETUMN >KU3HW,
nauneHTbl YMUPAKOT OT AblXaTe/lbHOW WM CepAevyHON HeaoCTaTouHOCTW. B nocnefgHue rofpl
CpefHsa NPOAOMHKUTENBHOCTb M Ka4eCTBO XM3HM NaumeHToB ¢ M/ 6bina yBenuyeHa 6narogaps
YCOBEPLLEHCTBOBAHNIO MEAMLMHCKMX METOAO0B, TaKMX KaK NeyeHWe HapyLUeHWin [blXaHus W
CepLeYHO HefoCTaTOYHOCTM WM pa3paboTKe METOLOB peabunuTaumy M Haj/1exxallero 30cofa
[2, 3].

Ponb 6enka guctpoduHa

eH gncTpodmHa umeeT 79 ak30HOB. Ero MPHK nmeeT pasmep 0koo 14kb, a CMHTE3MpPYeMbI
6eniok cocTomnt 13 3685 aMMHOKMCNOT 06Lelt Maccoin 427 k[a (puc. 1).

[ucTtpothun, cBA3bIBAsACL OAHUM CBOVMM  KOHLEBbIM JOMEHOM C aKTUHOBbLIMW HUTAMU B
umTtonnasme muoumta (NT-koHeu), apyrum (CT-KOHew) - C F/IMKONPOTEMHOM K/IETOYHOM
mMeMmOpaHbl,  06pa3yeT  AUCTPOYUH-ACCOLMUPOBAHHBLIA  CapKOr/IMKAHOBbLIA  KOMMEKC
(a-guctpornukaH: a-DG) (puc. 2) [4,5]. Takum o6pas3om, (yHKUMA Oenka [guCTpoduHa
3aK/Ilo4aeTca B rkcaummn 6asasibHo MembpaHbl NMyTem (POPMMPOBaHMA KIETOYHOIO Kapkaca u
NOAAEPKAHUS CTPYKTYPbl MbILLEYHbIX KNeTOK. KoHUeBble CTPYKTYpbl Gefika, y4acTByrouime B
06pa3oBaHMn AMCTPOYUH-aCCOLMNMPOBAHHOIO CapKoriMkaHoBoro kommnnekca [N-koHuesor (NT),
C-koHueBoi (CT)], Heobxo4UMbI N5 PUKCALMKN Y MOLAEPXKAHNSA CTPYKTYPbl MbILLEYHBIX K/IETOK.
O6nacTb MeXay KOHLEBbIMY [JOMEHAMUN - «CTEPXXHEBON AOMeH» 6enka - He MeHee BaxkHa. OHa
COCTOMT M3 NOBTOPAIOLWMXCS 6a30BbIX CTPYKTYp Genka. B pesynbTtate fgeicteus Buntenco® u
nponycka 53 3k30Ha 6efloK AUCTPO(MN CTAHOBUTCA KOPOYe Ha MPOTSXKEHHOCTb fefeuluun, HO
COXPaHsieT KOHLEBbIE [AOMEHbl. Takum 06pa3oM, 6enoK COoXpaHseT CBOK (PYHKLUMOHAbHOCTb,
[@Ke ecnv NMPOMeXKyTOoYHas 4aCTb HECKOJIbKO YKOpPOYeHa, [0 TeX Mop, noka CTPYKTypbl 060MX
KOHLEBbIX JOMEHOB COXpaHATCA [6].
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PucyHok 1. [eH gucTpogrHa 340pOBOro Yenoseka [7]

Oomno OK30H MHTpOH

Mpe-wPHK 5 -

KOﬂl/l'-IeCTBO S3S 118 140 178 148 160 1BB 103 10Q 233 110 212 156 75 112 2307

OCHOBaHW

Cnnancuur
MPHK W E m |- Ww i w
TpaHcnaumsa
YYacToK CBsI3bIBaHUS Y4acToK CBS3bIBAHUS
CanTLLIOM C capKonemmoi

Benok guctpoun (427 ka)

PUCYHOK 2. INCTPOdPUH-acCOLMMPOBaHHbIN CapKOTTMKaHOBbLIA KOMMIEKC

BHEK/IETOYHBbII basanbHas membpaHa JTaMUHWH
MaTpuKc
KnetouHas
CTeHKa
Uutonnasma
”I/I*ll

NT - N-koHew,; CT- C-koHel; DG - amctpornukaH; Syn - cMHTpoguH; Dbr - AncTpobpesuH;
nNOS - HelipoHa/bHas CMHTa3a oKcuaa asoTa

ApanTuposaHo 13 McGreevy JW et ai.: Dis Model Mech. 2015; 8:195-213
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MatoreHes MA L

Jedmunt nnn OTCyTCTBME AMCTPO(IMHA NPUBOAUT K PaspyLUEHWMIO MbILIEYHOW CTEHKM W
JereHepauum  Mblwl. TloBpeXxeHWe MblWeYHbIX KNEeTOK aKTUMBUPYET (rbpobnacTtbl, 4TO
CMoco6CTBYET (HOPMUPOBaHMIKD (hMOP03a, 3aMELLEHMIO MbILLEYHOW TKaHU COEAMHUTENbHON 1
coKpallaeT pereHepaumto Mbiwl, [8]. CumnTombl 3ab60neBaHMS NPOrPECcCUpYOT Mo Mepe
3aMeLLeHNA MbILLEYHON TKaHW X1POBOW UK PopMUpoBaHns Groposa.

MpvmepHo y 60% naupeHToB ¢ ML myTaumm B reHe 00YCNOBAEHbI AeNeLUAMU OLHOT0 Wn
HECKO/IbKMX 3K30HOB. JTO MPUBOAUT K HEKOPPEKTHOMY CMIAACUHTY, HEBO3MOXHOCTU CUHTE3a
6enka gUCTpohHa 1 pas3BUTUO KIMHUYeCKUX npossneHnii MAA. (puc. 3)

PucyHok 3. HapyweHue cnnaiicnHra mPHK Ha npvmepe geneummn ak3oHoB 45-52 reHa DMD

[Jeneuns sk30HoB 45-52

N
Mpe-MPHK 5' A 46 MMell47H 481(4aur BL n-3'
CLU3anchHr B pesynbTarte geneww 3k30HoB 45-52, MPHK
CLUTE3MPYETCH HE KOPPEKTHO, «MOIOMaHHON»
MPHK TTRTT] TTT w

CuHTe3 6enka gncTpodurHa npepbiBaeTcs
nocne 44 3K3oHa

HapyLueHne COOTBETCTBMS 3K30HOB NPUBOANT
K NMPeKpaLLeHNo aKCNpeccumn aucTpohunHa

2. MexaHun3m geiricTBnsa Buntenco®

B 340p0oBOM reHe AMCTPOgMHA KOHLEBbIe TPUM/IETbl COCEAHMX 3K30HOB KOMM/EMEHTapHbI Apyr
Apyry. Hanpumep, KOHLEBble TpuneTbl 52 3K30Ha KOMMAeMeHTapHbl MepBbiM Tpunnetam 53
3k30Ha (puc. 4a). B atom cnyyae npuMbIKaHWe 3K30HOB MosiHoe, U ¢ MPHK wmHdopmaumsa
MOJTHOCTBIO TPaHC/IMPYeTCs pubocoMoi B aMMHOKMCIOThI (6e/10K). OHaKo B Crlyyae feneumm red
«TepseT» [enermpoBaHHble 3K30Hbl (45-52), KOHLUEBble TpuMaeTbl coxpaHuBlmxcs 44 u 53
3K30HOB HE KoMnnemeHTapHbI Apyr Ap3Ty, v B npouecce cnnaricuHra MPHK 44 3K30H He MOXET
CoeaMHUTLCA € 53 3K30HOM (puc. 4b). B aToM criyyae TpaHcnaumsa 6esika npepbiBaeTcs U 6enoK He
CUHTe3NpyeTcH.

Bunrenco®, ABNAsACb aHTUCMbICMIOBLIM ONIUTOHYKNE0TUAOM, KOMMIEMEHTapHbIM 53 3K30HY reHa
AMCTpodnHa, cBA3bIBaeTCcA € 53 9k30HOM npe-MPHK auctpoduHa W peanmsyeT ero
a/lbTEPHATVBHbIMA CNMANCKHT 3a CYeT nponycka (yaaneHns) 53 aK30Ha B npouecce crinaicuHra
MPHK. KoHLeBble Tpunietbl 44 1 54 3K30HOB KOMIMJIEMEHTaPHbI APYr ApYry v (opMupytoT
MoSIHOe MpPUMbIKaHWe 3K30HOB. Takum o6pasom, npenapat Buntenco® obecneymBaeT CUHTE3
BHYTPEHHE YCEYEHHOro, HO (YHKUMOHaNbHOro AamuctpogmHa (puc. 4c). Korga Bwunrenco®
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BO3[encTBYeT Ha npe-MPHK ancTporHa, B KOTOPOM OTCYTCTBYHOT 3K30HbI 45-52, hopmupyeTca
MPHK, B KOTOpOi 44 3K30H MOMHOCTbIO MPUMbIKAET K 54 3K30HYy. Takum 06pasom,
BOCCTaHaB/IMBAETCA paMKa CUMUTbIBAHUA M TPAHCAALMA Ge/Ka 3aBepLLAaeTCcs NONHOCTLIO (3K30H 79)
(puc. 4c). CMHTE3MpPYeMbI TaKUM CNOCOO0M ANCTpodnM nveeT 0b6a KoHLEBbIX gomeHa (NT 1 CT)
N YKOPOYEHHbIA Ha MPOTSHKEHHOCTb feneunn CcTepxHeBon pomeH [9, 10]. AwcTpodmu,
3KCrpeccupyemblid MyTeM MPONycKa 3K30Ha, Kopoye, Yem NpoAyuMpyeMblii HOPMasibHbIM FeHOM
AMCTPOIMHA, HO OH COXPaHSET KOHLEBbIE CTPYKTYPbI U ABNAETCA MOMHOCTLIO (03/THKLMOHATbHBIM.
Takum 00pa3oM, OXWAaeTcs, 4YTO Ha (poHe Tepanuum Buntenco® CUMHTE3MPOBaHHbIN
(DYHKUMOHA/bHBIN  AUCTPOtMM (heHOTUNMYecK nepesegeT ML B MeHee Tskenyto (opmy
AMCTpodmHOoNaTuKM, NofobHy0 MuoaMcTpodun bekkepa, U ynydwnT TeyeHUe 3abonieBaHUA U
nporHo3s [11].
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r I'PucyHok 4, fleneuuns B npe-MPHK reHa DMD 1 MexaHU3M KOppekuun nytem
nponycka 53 aK30Ha, Ha npumepe gesieunm 3K30HOB 45-52

A) 3poposblit reH DMD

MPHK

YHUKaNbHbIA KOHTAKT 52 1 53 1
3K30HOB
52 3K3pH 53 3K30H

B) ren DMD c geneuneir 3k30HOB 45-52

Jeneuvs ak30HOB 45-52
A

Mpe-
MPHK
Cnnancuur
MPHK
CABUr paMKy CUUTbIBAHUSA,
nHdopmauma nocne 53 3k30Ha He
[OCTynHa AN14 TpaHcnAunm
CuHTE3 gUCTpOhnUHA NpepbiBaeTcs Ha 53 3K30He
C) QOeiictBue Buntenco® Ha npe-mPHK ¢ geneuynei ak3oHoB 45-52
Nleneums ak3oHos 45-52  CalT cBA3bIBaHUSA Buntenco®
oA
1® XK W -
CnnaicuHr Buntenco® gopmupyet
(hYHKUNOHaNbHYI0 MPHK
MPHK
Mponyckas 53 3K30H, BOCCTaHa-
CnHTE3 NpoucxoamnT A0 KOHLa, B/IMBAETCA PaMKa CYUTbIBAHMNSA
I nponyckKas 3K30HbI 45-53 44 136K, b4 3Ka@H, BB 3K30K
.>yu_wg<§13\/lAhq/BA0/|-LtM- |

kcnpeccupyetcs AUCTPOYUH C KOHLEBLIMW CTRYKTYpamu
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Tepanua Buntenco
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NMopospeHne MAL,

[eHeTn4yeckoe
noATBepXaeHune

NoaTBepXxaeHune
AvarHosa MAL,

Kputepumn Bblibopa
L Tepanuu

NHnynayma tepanum

HabnwogeHue n
MOHUTOPUHT HA
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1. M'eHeTnYecKoe nccnegoBaHume
MyTaumun B reHe AUCTpohmMHa, KOTOpPble NOAXOAAT 414 Tepanuu Buntenco®

Kputepuem ycTaHoBKM anarHosa M/, COrnacHo akTyanbHbIM KNMHUYECKUM PEKOMEHAALMSM,
SIBNSETCA K/AMHMYECKN 3HauYMMasi MyTaumsi B reHe DMD, nogTBepXieHHas reHeTUYECKUMU
VcenefoBaHNsMM.

'eH amucTpodmHa - 3TO GOMbLLOA FeH, COCTOAWMIA M3 79 3K30HOB. COrfacHO NnMTepaTypHbIM
[aHHbIM, OKOoMo 60% myTauuii reHa DMD saBnstoTCA AeneumsaMyu OAHOTO WM HECKOMbKNX
9K30HOB, 8% - SBNAOTCA AYNIMKaUMSMW, a OCTasibHble - MUKPOMYTauMsMKU, TaKMMU Kak
HOHCEHC-MyTaLuW, MyTalUmKn cnnaiicnHra u TodedHble MyTauum [12].

JleyeHne nyTeM Nporycka 3K30Ha NokasaHo nauueHTam ¢ MAJ, ¢ 0gHO- UM MYNIbTUIK30HHOM
Jeneumeid reHa AWCTpodnHa OnpedeneHHON nokanmsaumm. Cxembl [eneumid 3K30HOB, MNpu
KOTOpPbIX MOKa3aHOo BBeAeHWe Bunrtenco®, npuseaeHbl Ha cTp.13.

Kpome TOro, aHanu3 6as3bl AaHHbIX OAHOHYKNEOTUAHbIX nonumopduamos (SNP) dbSNP
nogrteepann Hanuyme 4 Tunos SNP B MecTe cBA3bIBaHUA Buntenco®, X0TA Takoe pernctTpupyercs
peako (Yactota: <1%) (cMm. cTp.27 «Bonpockl 1 OTBETbI»).

feHeTn4veckaa guarHoctuka MA/L

MyTauum B reHe AUCTPO(UHA AUarHOCTUPYIOTCA C MOMOLLbIO MY/IbTUM/IEKCHON NNTa3HOM LienHOM
peakum (MLPA). 3T0 MONeKynsipHO-reHETUYECKMIA METO[ ONpeaeneHnss OTHOCUTENbHOro
KOMM4YecTBa KOMWin  onpefeneHHbIX yyactkoB [AHK. [daHHad TexHonorus nossosnset
[eTEeKTUPOBaTb Aeneummn 1 aynamkaumm sKk30HoB, a ato 70-75% Bcex MyTauuin. Ecnv meTogom
MEPA onpegenntb MyTauuto He YaeTcs, HO KNIMHUYeCKas KapTuHa 1 GMOXUMMUYECKEe MapKepb!
roBopAT B nonb3sy MAJ, crnefyet npoBecTn 60siee «TOHKOe» uccnefoaHne reHa - NGS (next
generation sequencing, CeKBeHVWpOBaHWe HOBOIO MOKOJSIEHWNSA) M CeKBeHMpoBaHue Mo CeHrepy.
STMMN MeToLaMM ONpeaenarTca MukpomyTauun (Puc.5).

Mocne reHeTUYeCKOl AnarHoCTUKM XenaTe/lbHO PEKOMEHA0BaTb KOHCY/bTaLMI0 Bpaya-reHeTmKa.
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PUCYHOK 5. ANropuT™M reHeTuyeckoi amarHoctkn MO/ [13]

Mopo3penve Ha MAA

f
MLPA
HOpMa | HE HopMa
CekBeHVpoBaHue [Jeneums HeCKOIbKUX
(NGS, no CeHrepy™) o T';/leﬂ-q o " 3K30HOB U
HOpMar He Hopma ATEEPRA Aynamkauns
buorncuna Moy
- eneuns 0fHoro
(Hanmune ancTpourHa) MA4 Mukpo Aeneu A
noaTeepXxaeH MyTaumm k3oHa
HopMa He Hopma
nup Jeneuuns ogHoro
r nccneposaHne** A 9K30Ha MUKPO
MpOJOMHKNT M MyTaums
MOWCK
NOATBEPXKAEH NaeHntudmkayms
FEHETMYECKO MyTaumm
MAA - muogucTpous [iolweHHa Bimkrant DJ. etal.: Lancet Neurol. 2018; 17: 251-67.

*  BHYTPUMHTPOHHbIE MyTaumMu 3a npegenamu  061acT¥  aHaimsa He  MOryT  6biTb
NOEHTUPULMPOBaHbI  UCKMOUMTENIBHO  MyTeM aHaaM3a  MNoc/iefoBaTe/lbHOCTEN  3K30HOB.
IMOCKOMbKY CTPYKTYpHble abeppauuy XpoMOCOM MoOryT BbI3biBaTe MO, (X0Ta u peako),
He06X0AMMO YUMTbIBaTb XPOMOCOMHbIN aHa/In3 Hapsdy C MAEHTUDMKaLMEA MUKPOMYTaLUiA.

** Jleneums reHa AMCTPOIMHA MOXET ObITb He €AUHCTBEHHOW MyTauueil B reHe. Ecnim
noATBepaAnach Aenelns, 3To He UCKIoYaeT MOANMDMKaLMK B pe3y/ibTaTe TOUEUHbIX MyTauuin Um
Apyrux aHomanuin. Moatomy Heo6XoAMMO MCCNefoBaTb AENEHUUM WKW TOYeYHble MyTauunm C
MOMOLLIbIO aHanm3a nocnegoBaTenbHocTen nnm MLP.

MeTtognka MEPA

MpuHumn meToga MEPA 3akntoyaeTcs B TOM, UTO amnamdumumnpyetcs He obpasel, AHK, a 30HAbI
MEPA, KoTopble Ao6aBns0TCA K 06pasuy. Kaxapiit 30H4 MEPA cocTouT M3 ABYX MNapHbIX
ONIMrOHYKNEOTUAOB, KaXAbIA U3 KOTOPbIX COAEPXWUT OAHY M3 MOCNefoBaTe/IbHOCTel npaimvepa
MLLP nntoc nocnenosaTeslbHOCTb, KOMM/IEMEHTaPHYO nocnegosaTesibHOCTN JHK-muwieHn. 3tu
[iBa 30HAO0BbIX ONMIOHYKNeoTUa rmépuamnsytoTca ¢ COCeaHMMU caTamu-MULLIEHAMWU. TO/bKO
Korga [Ba 30HAOBbIX O/IMIOHYKNeoTUAA rMopuamn3yoTCca CO CBOEM MULLIEHLIO, OHWM MOTYT ObITb
NMTMPOBaHbl B OAWMH 30HA, COAepXawmid Kak npsMyto, Tak U 06paTHYK Noc/nefoBaTe/lbHOCTb
npaivepa. ATV UTMPOBaHHbIE 30HAbI aMIINPULMPYHOTCA 3KCMOHEHLMaIbHO BO BPEMS peakuum
MUP, B TO BpeMA KakK ONUIOHYKNEOTUAbl OTAENbHbIX HENUTMPOBAHHLIX 30HAOB He
amnAnULMPYHTCH.

Wcnonb3yss aTOT MeTof, [Aeneumw/gynavkauuy BceX 79 3K30HOB MOryT ObiTb  ObICTPO
NOEHTUPULMPOBaHbI  C  BbICOKOM  CTEMeHbD  TOYHOCTM.  Takum  06pa3oM,  MOXHO
naeHTUULMpoBaTh NpumepHo 70% MyTauuid reHa gucTpoduHa y naumeHtos ¢ MAA.
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AHanus nocnefoBatesibHOCTel (CEKBEHUPOBaHMe)

MwuKpoMyTauUmMn NAEHTUPUUMPYIOTCA MyTeM aHanmsa MocnefoBaTeNbHOCTEN BCEX 3K30HOB
(CeKBeHMPOBAHWE) 1 OKPYXXKatOLLMX 06M1acTeld, BK/OUYas MHTPOHbI, C UCMO/b30BAaHNEM F€HOMHOW
OHK.

B HacToAWmiA MOMEHT MeaMKO-reHeTUYECKUIA HayuHbIA LeHTP uM. AK. H.IN. BoukoBa peanunsyet
Hay4YHO-4MarHOCTMYECKY0 MpOorpaMMy MO YCTAHOB/IEHWIO TEHETUYECKUX MyTauuin npu
nojo3peHun Ha mMuogucTpoduio  [roweHHa. [porpamma 6GecnnatHas Kak [And  ceMel
NOTEHUMaNbHbIX MaUMeHToB, TaK U AnA Hanpasuswwunx JIMNY. Ycnosusa yyacTtusa: rpaxgaHcTso
Poccumn nnm ctpaH CHIT, My>ckoii nosn, yposeHb KPK > 1000 Eg/n

BecnnatHaa nporpamma AnarHOCTUKM Muonatum
[olweHHa/bekKepa

8 800 100 17 60

(Bpems paboTbl ¢ 09:00 go 18:00 no MOCKOBCKOMY BpeMeHU B OyfLLI3e AHN)

MonyunTb BCIO MHOPMaLMIo 0 AnarHoctuke MAOA/B, a Takxe

nonyyunTb 6/1aHKN MH(OPMUPOBAHHOIO cornacus u é
HanpaBneHUs 414 aHanmn3a Bbl MOXKETE, NO3BOHWB MO HOMepPY I
becnnaTHON ropsyvein NUHUK

["opsyasa JInHuA npefHasHavyeHa
NCKTOYNTENIbHO ANA MeAULUNHCKUX PabOTHUKOB. H'c

https://med-een.ru
Mporpammva nposoautcsa nabopatopuein AHK-gnarHoCTMKN
OIrBHY «Meanko-reHeTUUYeCKNin HayuHbl LEHTP nMeHN akagemunka H.IMN. bBoukoBa»

2. KoHcynbTauma spava-reHeTmka
UTo TaKoe reHeTUYecKoe KOHCY/IbTUpPOBaHue?

[eHETUYECKOE KOHCYNbTUPOBaHWE - 3TO KOHCYNbTaUusi Bpaya-reHeTUKa, MoMoraroLlas
nauyeHTaMm WM BO3MOXHBLIM MNaUWeHTaM C TeHETUYECKUMM 3a60MeBaHMAMU /| UX CEMbSM
MPUHMMATb PELLIEHUs NPX NAaHUPOBaHU [arbHelLLIel XU3HI 1 0CO3HAHHOTO PEnpPOLYyKTUBHOIO
BbiGOpa MyTeM TMPOBEAEHNS KIMHWYEEKOW TFeHETMUYECKON AMarHocTUKU W MpPeaoCcTaB/eHNs
COOTBETCTBYIOLLEN MHOPMALIMK, BKHOYAsA FEHETUYECKWIA NMPOrHO3, OCHOBAHHbIV Ha pesy/bTaTax
MPOBE/IEHHbIX FEHETUYECKNX UCCMEA0BaHMIA.
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3. Kputepun HasHayeHusa Bunatenco®

Mokas3aHus

MpenapaT Buntenco® nokasaH ans nevyeHns MAL, y nauveHToB ¢ NOATBEPXKAEHHON MyTaLMen
reHa DMD, y KOTOpbIX TeHeTMYeCKOe TEeCTUPOBaHWe MNOATBEPANIO Halnuve MyTauuu reHa
AMCTpohnHa (Hanpumep, MyTaumn 3k30HOB 43-52, 45-52, 47-52, 48-52, 49-52, 50-52, 52),
NoAAatoLLENCA NeveHNO NMyTeM nponycka 53 3K30Ha.

BapuaHTbl geneynii, NOAX0AALWMNX ANA Nponycka npu Tepanun Buntenco®

MaupeHTel ¢ MAL, Yy KOTOpPbLIX TeHeTUYecKoe TEeCTUpPOBaHME MNOATBEPAWIO [AeNeuuio reHa
ANCTpodmHa, NOAAAKTCS NIeYeHUIO MyTeM npornycka 53 3K30Ha.

Llenesble geneunm BKIKOYAKOT (HO He OrpaHNYMBalOTCA NepeyncieHHbIMI BapuaHTamun) yaaneHue
9K30HOB 43-52, 45-52, 47-52, 48-52, 49-52, 50-52, 1 52 (puc. 6).

| PucyHok 6. [leneumm 3K30HOB, KOTOPble BO3MOXHO CKOppeKTMpoBatb Buntenco® [7]

TapreTHblin Ang Buntenco® ak3oH

( 1
Foiver 17, MAEEE 173 148 176 148 ISO 186 102 109 233 «18 212 185 190
Oeneuuii 43-52 3K30HOBH ®TW «riS43 212 1755-1
Jeneuns 45-52 3k30HOB —T®'— 1322 212 1434

[Jeneuns 47-52 3k30HOB 212 1110 KonunuecTso

yOaneHHbIX

[eneuns 48-52 3K30HOB 212 ggo  OcHOBaHWY,

BK/IHOYasA 53

. - 9K30H.
Deneuns 49-52 sk3oHoB .««riT'tKfirfiiy -.“ 562 212 774

[Oeneuma 50-52 3k30HOB 1460 212 672

Jenecpia 52 ak3oHa He 212 330

B CBSI3W C PEIKOI BCTPEYAEMOCTbIO, MaLMEHTbI C eneLmeit 3K30H0B 43-52 He Gbl BK/KOYEHbI B
KNMHUYECKMe WCCNefoBaHUs npenapaTa Buntenco®. Bpaun A0/MKHbI MMETb A0CTaTOYHOE
npeacTaBneHve 06 aEKTUBHOCTM 1 Ge30MacHOCTY 3TOro Mpenapata A0 Ha3HaueHUs Tepanuu
MauyeHTy.

4. Mepbl 6e30nacHOCTM NMpU HasHadeHUn Buntenco®
MauneHTbl C TEpMUHANBLHON cTagmen MO

AhheKTMBHOCTb M 6GE30MaCHOCTb 3TOr0 npenapata He OblAM YCTaHOB/EHbI Y MaALMWEHTOB,
HaXoA4AMXC Ha MOCTOSHHOM WCKYCCTBEHHOW BEHTUMAUMM NErkKnx, W Yy NauyueHToB,
HaxoA4ALLMXCS Ha NO34HEen HeambynaTopHOW cTagun. LienecoobpasHOCTb MPUMEHEHNUS Y TaknX
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naumeHToB A0/MKHA 6bITb TLATE/IbHO PACCMOTPEHA C YYETOM K/IMHNUYECKMX OCOOEHHOCTEN, TaKnX
Kak COXpaHstoLwancs apuraresibHas QyHKUma. Ecnn Takomy nauueHTy peKOMeHAyHT Tepanuio
Buntenco®, cnefyet TwaTelbHO KOHTPO/IMPOBATb COCTOSIHME MauMeHTa C Nepuoauyeckoit
OLeHKOW 3(P(PEKTUBHOCTU U Lie1Ieco06pa3HOCTM NPOAOIHKEHUA Tepanun. ECn NonoXKUTENIbHOrO
athchekTa OT NPOBOAMMON Tepanuu He HabMHOLAETCS, leveHne cnefyeT NPeKpPaTUuTb.

[etu

KNuHWuYecknx wuccnegoBaHWiA Ha MafeHUax C  HU3KOW Macco Tena npu  POXKAEHWUW,
HOBOPOXAEHHbIX, FPYAHUYKAaX UK AeTSX B BO3pacTe A0 4 NeT He NPOBOANIOCS.

MayMeHTbl C HapyLleHeM (DYHKLMM NOYEK

BbiBeeHe 3TOro npenapata U3 opraHvMama y AaHHON MOnynsuuy MaumeHTOB MOXET ObiTb
3ame//IeHHbIM.

MauneHTbl ¢ gucTpotnuHoNaTMeEl XXEHCKOro nona

KnnHnyeckue mcnblTaHWs 3TOr0 npenapara NpPoBOAWANCL TOMbKO Y naumeHTos ¢ MO/
MY>KCKOTrO nona. Pe3ynbTaTbl KIMHWYECKUX UCMbITAHWIA A5 NAUMEHTOB XXEHCKOro nona
HeAoCTyMHbl. Kpome TOro, BCe AOK/IMHWYECKWME uccnefoBaHWs Obliv NpPoBeAeHbl C
NCMNONb30BaHNEM CaMLIOB XXUBOTHbIX.

MaumeHTKam ¢ AUCTPOGUHONATNEN C HOPMa/IbHBIMU X-XPOMOCOMaMMn (HOCUTENTbHULLbI
MyTaLun XEHCKOro nosa) He pekoMeHA0BaHa Tepanus Buitenco®, NOCKObKY OH MOXET
CHUXKaTb 3KCMPECCUI0 HOPMa/IbHOro Benka AMCTPodurHa.

MaupeHTKam C AUCTpoMHONATMER, Y KOTOPbLIX MPOSBAAOTCS CUMMTOMbI, CXOAHbIE C
MAA, wu3-3a MHaKTMBaUMM OONbLUMHCTBA HOPMaSIbHbIX X-XPOMOCOM  (PKEHLLMHbI-
HOCUTENbHULLbI CUMMTOMOB), TaKXXe He peKOMeH[oBaHa Tepanusa Buitenco® no tem e
npuynHam.

Ha cerogHAWHNA [eHb He NPOBOAMIOCL WCCNeA0BaHUA MPUMEHEHUs rpernapaTa
BunTtenco® naumeHTkam ¢ M/ 6e3 HopManbHbIX X-XpOMOCOM (Hanpumep, ¢ CUHAPOMOM
TepHepa).

bepemMeHHbIe XXEeHLWHbI

[OKNMHMYECKMe WCCneioBaHUs, OLIEHMBAKOLWME BAUSHWE Buntenco® Ha 3MOPWOHbI WK
3MOpPVOHaIbHOE Pas3BUTME, Ha CErOAHALLHUIA AeHb He MPOBOAUNMCL. BnmsHMe 3TOro npenapata
Ha Nnoj, BK/IKYas ero TpaHCN/aLueHTapHbI NepeHoc, He OLEHUBANIOCh, W, YUMTbIBas MeXaHW3M
ero AeiiCTBYS, HeNb3s UCKIKOYATb BO3MOXKHOCTb TOF0, YTO 3TOT Npenapat OkKa3bIBaeT BO3/eliCTBME
Ha nnod. OTOT npenapaT cfegyeT Ha3HayaTb GepeMeHHbIM WM, BO3MOXHO, GepeMeHHbIM
KEHLLMHAM TO/MIbKO B TOM C/lyyae, eC/i CUMTAETCs, YTO TepamneBTUYeCKas Mofb3a™ NpeBblllaeT
PUCK.
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Kopmsuwme XeHWwnHbI

MpoaomkeHe WM NpekpallgHne FPyAHOrO BCKapM/IMBaHWS CNeayeT OLEHMBaTb C YYeTOM
TepaneBTUYECKMX MPEUMYLLECTB W BbIrof OT FPYAHOr0 BCKapMAMBaHWA. ViccnenoBaHWiA
BblJie/IeHMs NpenapaTa B MOMOKO MPW NakTaL My Ha XXMBOTHbIX He NMPOBOAUOCh.

5. Cnoco6 BBegeHuA Buntenco®
Cnocob npMMeHeHMS 1 L03bl

MpenapaT Buntenco® BBOAWTCA BHYTPMBEHHO B TeYEHME MPUMEPHO 14aca B PEKOMEH0BaHHOM
Ao3e 80 Mr BUATONAPCEHA Ha KaXK bl KI MacChl NauueHTa OAuH pa3 B Heaento. B cnyyae nponycka
[03bl Npenapata ee cneayeT BBECTU KaK MOXHO CKOpee W B a/lbHeNLLIEM MPOAOIKNTL BBELEHME
1pa3 B Heaento. T.e. 6e3 «A0rOHSHOLLMX>» UHADY3NIA.

MoaroToBKa pacTBopa Asst MHQY3nii U Mepbl NPefOCTOPOXKHOCTH

Buntenco® cnepyet passogutb B 0,9% pacTBOope HaTpus Xnopuga AN UHbEKLWIA
(thm3monorunyecknin pacTeop) ¢ AoBefeHMeM o6Lero oovema nHgysmmn o 100 mn. Ecnm
obbeM npenapata nepes passBedeHvem  npesblwaer 100 mn,  pasbasneHue
(hM3M0/IOTMYECKMM PACTBOPOM He TpebyeTcs.

Kaxgplin hnakoH Buntenco® npefHasHavyeH A0S OAHOPA30BOro npumeHeHus. J1to6oi
06bem npernapara, OCTaBLUErocs BO P1akoHe, NOAMEXMUT YTUIN3aLUM U He MpeaHasHauveH
AJ19 NOCNeAYIOLLEro UCMO/b30BaHNA.

Mpy obpalleHnn ¢ npenapaTtom pPeKOMeHAyeTess UCMO0/b30BaTb Pe3VHOBbLIE MNepyaTKy,
3aWnTHble 04kM 1 T.4. [pn nonagaHuu npenapara B rfasa Wan Ha KOXy ero cregyet
HeMeZIEHHO CMbITb 60/IbLLIMM KO/IMYECTBOM BOfbl U MPUHATL COOTBETCTBYHOLLME MEpbI,
BK/IHOYasA KOHCY/IbTaLMIO C BPayoM.

Mepbl NPefjOCTOPOXHOCTU NPY BBEAEHU

WHgy3no  Buntenco® cnegyeT npoBoAWUTbL MoA  HabNOAEHMEM Bpauya, KOTOpbIA  UMeeT
[IOCTaTOYHbIE 3HaHWS 06 3TOM MpenapaTe, a TakKe A0CTAaTOYHbIE 3HAHWSA U ONbIT B ANArHOCTUKE
N NIEYEHNN MbILLEYHOM ANCTPOGUN [HOLLEHHA.

Henb3a cMelumBaTh Ap34Me NIEKapCTBEHHbIE CPeACTBa C npenapatom Buntenco® v BBOAUTL UX
O[JHOBPEMEHHO Yepe3 OAHY W Ty e NIMHUI0 BHYTPUBEHHOro focTyna. Buntenco cnepyet
CMeLLMBaThb ToNbKO ¢ 0,9% pacTBOPOM HaTpWs X/10puaa NS UHBEKLUI

[o3a
[03a paccunTbIBaeTCS Cnefyowmm obpasom:

[o3a Buntenco® (M) = macca Tena nayueHTa (Kr) x gosa [80 mr/kr]  KOHUeHTpaLms npenapaTa
[250 mr/5 mn]
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Tabnuua pacyeTa A03 gna Buntenco®

Bec [dosa Konnyectso O6bem Ob6bem oobwunn
nayveHta Bwuntenco Heob6XxoAMMbIX HeobXxoauMmMoro ¢us.pacteBopa o06bem
(kr) (nnr) (h/1aKOHOB npenapaTa (mn) (mn)
() (mn)
15,0 1200 5 24,0 76,0 100
15,5 1240 5 24,8 75,2 100
16,0 1280 6 25,6 74,4 100
16,5 1320 6 26,4 1 73,6 100
17,0 1360 6 27,2 72,8 100
17,5 1400 6 28,0 72,0 100
18,0 1440 6 28,8 71,2 100
18,5 1480 6 29,6 70,4 100
19,0 1520 7 30,4 69,6 100
19,5 1560 7 31,2 68,8 100
20,0 1600 7 L 32,0 68,0 100
20,5 1640 7 32,8 67,2 100
21,0 1680 7 33,6 66,4 100
21,5 1720 7 34,4 65,6 100
22,0 1760 8 35,2 64,8 100
22,3 1800 8 36,0 64,0 100
23,0 1840 8 36,8 63,2 100
23,5 1880 8 37,6 62,4 100
24,0 1920 8 38,4 61,6 100
24,5 1960 8 39,2 60,9 100
25,0 2000 8 40,0 60,0 100
25,5 2040 9 40,8 59,2 100
26,0 2080 9 41,6 58,4 100
26,5 2120 9 42,4 57,6 100
27,0 2160 9 43,2 56,8 100
27,5 2200 9 44,0 56,0 100
28,0 2240 9 448 55,2 100
28,5 2280 10 45,6 54,4 i 100
29,0 2320 10 46,4 53,6 100
29,5 2360 10 47,2 52,8 100
30,0 2400 10 48,0 52,0 100
30,5 2440 10 48,4 51,2 100
31,0 2480 10 49,6 50,4 100
31,5 2520 11 50,4 1 49,6 100
32,0 2560 11 51,2 48,8 100
32,5 2600 11 52,0 , 48,0 100
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Bec [o3a KonunuecTso O6bem O6bem Oob6wuni
nauveHta BunTenco Heo6X0AMMbIX HEO6XO0AMMOTo (u3.pacreopa o06bEM

(kr) (nar) h1aKoHOB npenapara (mn) (mn)
() (mn)
33,0 2640 11 52,8 47,2 100
33,5 2680 11 53,6 46,4 100
34,0 2720 11 54,4 45,6 100
34,5 2760 12 55,2 44,8 100
35,0 2800 12 56,0 44,0 100
35,5 2840 12 56,8 43,2 100
36,0 2880 12 57,6 42,4 100
36,5 2920 12 58,4 41,6 100
37,0 2960 12 59,2 40,8 100
37,5 3000 12 60,0 40,0 100
38,0 3040 13 60,8 39,2 100
38,5 3080 13 61,6 38,4 100
39,0 3120 13 62,4 37,6 100
39,5 3160 13 63,2 36,8 100
40,0 3200 13 64,0 36,0 100
40,5 3240 13 M ,S 35,2 100
41,0 3280 14 65,6 34,4 100
41,5 3320 14 66,4 33,6 100
42,0 3360 14 67,2 32,8 100
42,5 3400 14 68,0 32,0 100
43,0 3440 14 68,8 31,2 100
43,5 3480 14 69,6 30,4 100
44,0 3520 15 70,4 29,6 100
445 3560 15 71,2 28,8 100
45,0 3600 15 72,0 28,0 100
45,5 3640 15 72,8 27,2 100
46,0 3680 15 73,6 26,4 100
46,5 N 3720 15 74,4 25,6 100
47,0 3760 16 75,2 24,8 100
47,5 3800 16 76,0 24,0 100
48,0 3840 16 76,8 23,2 100
48,5 3880 16 77,6 22,4 100
49,0 N-3920 16 78,4 21,6 100
49,5 3960 16 79,2 20,8 100
I 50,0 4000 16 80,0 20,0 100
50,5 4040 17 80,8 1 19,2 100
51,0 4080 17 81,6 18,4
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Bec [osa KonuyecTtBo Ob6bem Ob6bem o6wuni
nauyneHta BunTenco Heo6XO0AWMbIX Heo6X0AMMOro ¢u3.pacTBopa 06bEM

(kr) (nr) pNakoHOB npenapara (Mn) (Mn)
(wT) (mn)
51,5 4120 17 82,4 17,6 100
1 52,0 4160 17 83,2 16,8 100
52,5 4200 17 84,0 16,0 1 100
53,0 4240 17 84,8 15,2 100
53,5 4280 18 85,6 14,4 100
54,0 4320 18 86,4 13,6 100
54,5 4360 18 87,2 12,8 100
55,0 4400 18 88,0 12,0 100
55,5 4440 18 88,8 11,2 100
56,0 4480 18 89,6 10,4 100
56,5 4520 19 90,4 9,6 100
57,0 4560 19 91,2 8,8 100
57,5 4600 19 92,0 8,0 100
58,0 4640 19 92,8 7,2 100
58,5 4680 19 93,6 6,4 100
59,0 4720 19 94,4 5,6 100
59,5 4760 20 95,2 4,8 100
60,0 4800 20 96,0 4,0 100
60,5 4840 20 96,8 3,2 100
61,0 4880 20 97,6 2,4 100
61,5 4920 20 98,4 1,6 100
62,0 4960 20 99,2 0,8 100
62,5 5000 20 100,0 : 100
63,0 5040 21 100,8 : 100,8
63,5 5080 21 101,6 : 101,6
64,0 5120 21 102,4 : 102,4
64,6 5160 21 103,2 : 103,2
65,0 5200 21 104,0 : 104,0
65,5 5240 21 104,8 : 104,8
66,0 5280 22 105,6 ” 105,6
66,5 5320 22 106,4 ~ 106,4
67,0 5360 22 107,2 - 107,2
67,5 5400 22 108,0 - 108,0
68,0 5440 22 108,8 108,8
68,5 5480 22 109,6 : 109,6
69,0 5520 23 110,4 : 110,4
[ 695 5560 23 111,2 | 111,2
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6. BeegeHne Buntenco® B fOMaLUHUX YCNOBUAX

XOTs 3TOT npenapaT NpeAHasHayeH Ans MPUMEHEHMS B YCNOBUSIX MEAMLIMHCKUX YUpeXaeHWi,
AOMalLUHWIA Nprem SBNSeTCS AOCTYMHbIM BapuaHTOM A5 MalMeHTOB, KOTOPbIM MOXET ObITb
TPYAHO WM HEBO3MOXHO PErynsipHO MmocellaTb 6OMbHULY M3-32 UX (IU3NYECKOTO COCTOSHUS
W XKM3HEHHBIX 06CTOSATENbCTB. B TakMx cnyyasx LienecoobpasHOCTb AOMaLLHEro BBeAeHUs
MOXET ObITb OLIEHEHA C YYETOM MEPEUNC/IEHHbIX HUXE MepP NPeaoCTOPOXKHOCTH.

Mepbl NpPeAoCTOPOXHOCTM, Kacalwuluecs BBeAeHUS npenapata BunTtenco® B AoMallHUX
YCNOBUSIX

1 3T0T npenapat, Kak NpaswWno, cnegyet BBOAUTb Mof HabMogeHVWEM Bpaya-CrneLuanuncTa,
06/1afaloLlero AoCTaToOYHbIMU 3HAHUAMKM 06 3TOM npenapate WU AOCTATOYHbIMU 3HaHMAMKU/
OMbITOM B ANarHocTuke u neyeHun MAA.

2. Ecnn BBefeHVe B MeAMUMHCKOM Y4upeXxieHun nof HabnwofeHveM Bpaya-crneyuanmcra
HEBO3MOXHO, CneayeT TMPUHATb Mepbl AN8  Hagiexawero MeguUMHCKOro Hagsopa W
PeKOMeH0BaTb BBEAEHME MpenapaTa Ha 4oMy Moc/ie COOTBETCTBYHOLLEN OLEHKM 6e30MacHOCTH U
HeobX0AUMOCTM.

3. OgHako nepsble 4 Heaenn (8o 4-ro BBeAeHUs) BBeAeHNA npenapara Buntenco® pekomeHayeTcs
NPOBOAWTb B YC/OBUAX NeHeOHOro YupexxaeHns u nog HabnwofeHveM Bpada-creunanncTa,
MMetoLLEro onbIT B ledeHmn MO, OTCyTCTBME CEPbe3HbIX HeXenaTeslbHbIX SABNEHWI B TeYeHue
3TOro nepuofa nevyeHus LO/MKHO ObiTb NOATBEPXKAEHO LOKYMEHTASIbHO.

4. Be3onacHOCTb M A (eKTUBHOCTb SIeYEHNSA TaKkXKe JO/MKHbI ObITb OLEHEHBI, a LieNecoobpasHoCTb
NPOAO/DKEHNSA NpUemMa [0/HKHa OLEHMBATLCA BO BPEMSI MOMHOMO (hU3MYECKoro o6cnefoBaHms
Kaxaple 3 MecsAua CneyumannucTtoM, UMEKLWMUM OnbliT B 061aCTM AMArHOCTUKM U BeAeHUs
nauueHTos ¢ MAA.

Mpv NpUMeHeHW Npenapata B JOMaLLHMX YCOBUAX CefyeT TLiaTelbHO U3YUnTb «PYKOBO/CTBO
Mo NPUMeHeHW0 NpenapaTa Bunrenco® B AOMALLHNX YCNOBUSX» U Ha3HAYNTL COOTBETCTBYHOLLIEE
NeyeHne Mocne BCECTOPOHHel/ OLEHKU COOTBETCTBUS CTaHAapTaM NPUMeEHeHWsi nmpenapata B
AOMaLLHUX YCMOBUSX.

7. Apyrve mepbl NPefoCTOPOXHOCTHU
BnnsiHne Ha pe3ynbTaTbl NabopaTOPHbIX UCCNef0BaHWA

WccnegoBaHve Hanuumsi Genka B MO4Ye C MCMO/b30BaHMEM WHAMKATOpa MUPOran/iofioBoro
KpPacHOro MOXKET MOKa3aTb /I0XKHOMOMOXKUTENbHbIA Pe3ynbTaT W3-3a NepeKkpecTHol peakuun ¢
NEeKapcTBEHHbIM CPeACTBOM, BbleNseMbIM C MOYOIA. [03TOMY CnefyeT NPOBOAUTL UCCNEOBaHE
Ha/mums 6enka B MoYe 10 BBeAEHWUs Npenapara uim yepes 48 4acoB NOC/E 3aBEPLLEHNS UHGY3MN.
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Pe3ynbTaTbl AOK/IMHNUYECKUX UCCNef0BaHWIA

B LOK/IMHNYECKUX MCCNeoBaHMsAX 6€30MacHOCTU Ha MblLllaxX 1 06e3bsHax nocse BBeAeHNS
BbICOKMX [03 Buntenco® (KpaTHO MpeBbllLatoWmMX TepaneBTUYECKy) Habno4anoch
BO3ENCTBME Ha MOYKM, BK/IHOYASA M3MEHEHWS MapameTpoB (DYHKLMW MOYeK, TaKMX Kak
MoBbILLEHNE COAepXaHNa a3oTa MoyeBUHbI (BUN) 1 KpeaTUHMHA B CbIBOPOTKE KPOBMW.

B 26-HefeNlbHOM TeCTe Ha KaHLEpPOreHHOCTb C WUCMO/b30BaHMEM Mbillein rasH2 npw
MOBTOPHOM BHYTPMBEHHOM BBeAeHUM pasHbiXx o3 (50, 150 u 500 Mr/Kr B Hepfesnto)
BCKPbITME NOKa3al0 HOBOOOPAa30oBaHWe WM TMNepTPoOPUI0 MOYETOUYHMKA Y 1>KMBOTHOIO
B rpynne 50 Mr/Kr B Hefento M y 2 XWUBOTHbIX B rpynne 150 mr/kr B Hegento;
rMCTOMNATONOrMYeCKN Oblna BbiSiB/IEHA NEPEXOAHOKIETOUYHAA KapLMHOMa B MOYETOUYHMKE.

Mepbl 6e30nacHOCTM Npu obpalieHnn ¢ Buntenco®

He 3amopaxkuBaiiTe npenapar.

[ononHnTeNnbHble BaXHble Mepbl 6e30MacHOCTH

Mpenapar Bwntenco® cnegyet BBOAWUTL MOA HabnoeHWeM Bpaya, 06nafaroLLero
[OCTAaTOUYHbIMU 3HAHUAMKU 06 3TOM npenapare U AOCTAaTOYHbIMW 3HaHWUAMMW / ONbITOM B
AnarHocTtuke v nedeHun MALL [lomallHee BBeLeHME TaKXe JO/MKHO OCYLLECTBNATLCA NOA,
HabNtoeHNeM TaKoro Bpaya.

Mocne npviema 3Toro npenapara HabAaN0Cs NOBbILEHWE YPOBHA P2-MUKPOrnotynvmHa
n N-auetnn-P-D-rntokosamuHmgassl (NAG). MOCKOMbKY BO3AENCTBME HA MOYKU Takxke
Habno4anocb B JOKIMHUYECKUX WCCMELOBaHMAX, BO BpeMs npuema 3TOro npenapara
cregyeT nepuoanyecKkn NpoBepsaTb PYHKUMIO MOYeK.

Coob6Lianock 0 NepexofHO-KNETOYHOW KapuMHOME MOYeTOYHUKA Y Mblleid rasH2. Puck
BO3HMKHOBEHUSA OMYyX0/IM B MOYETOYHMKE JO/MKEH ObITb HaAnexawnm obpasomM oBeaeH
[0 CBeAeHWs MaumeHTa U ero Cembu [0 MHMUMaLMKU Tepanuui. Bo Bpemsa npumMeHeHus
npenapata Bwuntenco® cnegyeT nepuoavyeckn NPOBOAUTL aHaM3 0cagka Mouw,
LIUTONIOTUYECKOE WCCNEA0BaHNE MOYM U YNbTPasBYKOBOE WCC/EA0BaHUE TMOYEK U
MOYEBbIBOAALLUMX MyTed, U NpU O0OHAPY>XKEHUN KAKUX-MOO0 OTKIOHEHWUIA, WUMEHOLLMX
K/IMHUYECKOe 3HauYeHue, Npriem npenapara ciefyeT npekpatuTs. Kpome TOro, naumeHT u
ero Cembsi [O/MKHbl ObITb MPOVHCTPYKTUPOBAHbI O HEOO6XOAUMOCTU HEMEeLJIEHHO
06paTUTLCA K Bpayy Mpu MOSABNEHUN KaKUX-TMOO CUMMTOMOB MOYEBLIBOAALLMX MYTEN,
TakuX Kak 60/b M HEenpoxoaMMocTb. Ecin HabnofatoTcad TakMe CUMMNTOMbI, ChefyeT
NPUHATL COOTBETCTBYHOLLIME Mepbl M NOMYUYUTL KOHCY/bTaLMI0 yposora.
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Be3onacHocTb Buntenco®

B KNMHWNYECKUX UCCNEA0BaHMAX He HabMaanoch CMepPTeNbHbIX MCXOA0B MW HeXenaTeslbHbIX
SIBNEHWIA, KOTOpble Tpe6oBaM Obl MPEKPaLLeHUs MpUeMa WM CHWXKEHWSt [03bl Npenapata
Buntenco®. OfHaKo, NOCKO/MbKY OMbIT NMPUMEHEHUs 3TOr0 MpernapaTa OrpaHWYeH, B peanbHO
K/IMHUYECKOW MPaKTUKe BO3MOXKHO BO3HWKHOBEHWE He onncaHHbIX B OXJ1I N060YHbIX peaKLmid,
CBfI3aHHbIX C 3TUM npenapaTtoM. Bo Bpemsi npuMeHeHWst npenapata Buntenco® TpebyeTcs
TLWaTeNbHOEe Ha6NOAeHVe 3a MaUWeHTOM, a €eciuM HabnoaaloTcs Mo6GOYHbIE Peakuunm WUnu
CMMMTOMbI, YKa3blBatoLMe Ha NOBOYHbIE peakuyu, CneayeT NPUHATL COOTBETCTBYHOLLME MEPbI.

1. HexenatenbHble peakuumn
CepbesHble HexXenaTenbHble peakumnn, BKIOYas CMepThb

B xofie KNMHNYECKUX UCCNENOBaHNI Cepbe3Hble HeXenaTebHble PeakLMn U NeTabHble UCX0apb!
He 3apPermcTprpPOBaHI.

HexxenaTtenbHble peakuuu, NPUBOAsLLME K CHMKEHWUIO [03bl/NpeKpalLeHNn0 NPUMeHeHMUs
npenapaTta

B x04e KAMHWYECKMX UCCNeAoBaHWin He BO3HMKANO HeXXKenaTeslbHbIX peakuyil, NpUBOASALLMX K
CHWXEHMIO A03bI/MPeKpaLLeHNI0 NPYMEHEHVS npenapara.

Jpyrvie HexenaTtesfbHble peakunm

>5% <5%
CeppeyHo- MosbiweHne BNP*, cHuXeHne
cocyaucTas (hpakummn BblbpOCa
cuctema
YKenynoyHo- [wapes
KULLIEYHbIE bonb B XuBoTe
HapyLleHus
Koxka KpanusHuua JK3ema, CbiMb, U3MEHeHe LiBeTa
BOJ1OC
Moykn MNoBblweHne NAG** MoBbILWEHNE P2-MUKPOrN06ynnHa
Opyroe Mnpekcus, NoBbILLEHWEe Peakuusa B MeCTe MHBLEKLK

NHTEPNeNKNHa

" DINK - MO3roBOI HAaTPUMYPETUYECKUN NENTUL
**NAG - bl-auetun-P-O-rnoko3ammHuiasa

KnunHunueckoe vccnegosaHve asa I/11 B AnoHnm

HexxenatenbHble peakuuy Habnoganmcs y 37,5% (3/8) naupeHTos B rpynne 40 mr/kr ny 75,0%
(6/8) maumeHTtoB B rpynne 80 Mmr/kr. Hambonee yacTble HexenarteslbHble peakuuu BKIHOYaIM
MOBbILLEHME YPOBHA MO3rOBOr0 Hatpuitypetnyeckoro nentuga (BNP), cHudkeHue (pakumm
BbIOpOCa, KpanvBHULY, YCUNEHWE PasapakMTelbHOCTY, IMXOPaAKY Y MOBbILLEHWE KOHLEHTpauun
NHTepnelikMHa, HabnasLumnecs y 2 naumeHToB B Kaxkaow rpynne [14].
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KnuHuueckme nccnegosaHus dasa I/11 8 CLUA n KaHage
O Kakunx-nmbo HexkenaTeNbHbIX peakuusax He coobuuanocs [15].
MepeyeHb HEXeNnaTeNbHbIX peakuuii

HexxenatesibHble peakumu, Habnrogaslimecs B xofe uccnegosaHus I/11 asbl, NpoBoANMOro B
AnoHun, 06006LLeHbI B Tabnuue Hwdke. YacToTa BO3HWKHOBEHWS HeXenaTeflbHbIX peakLuid
coctasuna 37,5% (3/8) B rpynne 40 mr/kr n 75,0% (6/8) B rpynne 80 mr/kr. HexxenaTe/bHbIMN
peakumamu, Habnogaswmmmncs y 10% nnm 6onee Bcex NauUeHToB, 6bINM IMXOPaaKa, YBeNMyeHme
NAG, yBenuyeHne BNP, cHmKeHne (pakumMnm BbIOPOCA, MOBbIWEHWE  KOHLEHTpaLmn
NHTEPNENKNHA 1 KpanmnBHMLLA, KaxXXaasa 13 KOTOpbIX Habnwganack y 12,5% (2/16) naumeHToB.

B knnHuyeckom wuccnegosaHun Il asbl, nposoaumom B CLLUA u KaHafe HexenaTeflbHbIX
peakLuii 0OTMEYEHO He BbIfo.

Bcero 80mr/kr 40 mr/kr
HA B TepmumHax no MedDRA, (n=16) (n=8) (u=8)
Bepcua 20.1
Konunyectso nayueHTtos ¢ HA 9 (56,3%) 3 (37,5%) 6 (75,0%)
Konnyectso HA 27 4 23
bosnb B XXunBoTE 1 (6,3%) 0 1(12,5%)
[lnapes | (6,3%) 0 1(12,5%)
Mmneptepmus 2 (12,5%) 0 2 (25,0%)
JpuTema B MeCT € BBEAEHMSA 1(6,3%) . 1 1(12,5%)
MosbiweHne NAG 2(12,5%) 0 2 (25,0%)
MoBbiweHne BNP 2(12,5%) 1(12,5%) . 1(12,5%)
CHuXeHMe (hpakumnm Bbibpoca 2 (12,5%) 0 2 (25,0%)
MoBbILIEHNE MHTEPNENKNHA 2 (12,5%) 1(12,5%) 1(12,5%)
MosbliweHne |12-.MuKporiobynuma 1(6,3%) 0 1(12,5%)
KpanusHuua 2 (12,5%) 0 2 (25,0%)
Jk3ema 1(6,3%) 1(12,5%) 0
i3MeHeHMe LBeTa BOMOC 1 (6,3%) 0 1(12,5%)
Cobinb 1(6,3%) 0 1(12,5%)

CepbesHble HexXenaTenbHble ABIeHUA
CwmepTb

HW B OAHOM K/IMHWMYECKOM WCCNe0oBaHUM He HabMHAANoCh HexXenaTeNbHbIX SABMEHUNA,
MPUBEALLUNX K CMEPTH.

Cepbes3Hble HeXenaTeNbHble ABMEHUA, KPOME CMEPTHU
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B XOfle KNMHWMYECKOI pa3paboTKM 3aperMcTpupoBaHbl CrefytoLne Cepbe3Hble HeXenaTterbHble
peakLun:

*  WHMEeKUMs BEpXHUX pAbixaTe/lbHbIX NyTeld y 1 nauveHTa B rpynne 80 Mr/Kr B
nccnefosaHum asel I/11, nposogumom B ANOHWN;

* MEepenioM HWXHEen KoHeyHocTW y 1 nauyuweHTa B rpynne 80 Mr/Kr B [ONTOCPOYHOM
nccnegosaHum asbl I, nposogmumom B CLUA n KaHage.

O6a cobbITVS BbINN OLEHEHbI KaK He CBA3aHHbIE C MCCMefyeMbIM NpenapaTtoM U KynvMpoBa/UCh
Ha (hoHe NPOAOMKEHMS Tepanuy npenapaToM Buntenco®.

HexenatenbHble ABEHUS, MPUBOASLLME K OTMEHe, CHUXEHWIO A03bl UN NPepbiBaHUIO

Hn B OAHOM KIMHWYECKOM WCCNeA0BaHUN He HaGHIO,qaﬂOCb HeXenaTtenbHbIX SBNEHUN,
npuBoaALLMX K OTMEHE Mnpenapata Uin CHMHXXKEHNIKO A03bl.

HexxenaTe/nbHble ABIEHWSA, NPUBEALLME K NPepbiBaHUI0 BBeAEHUS, Habn4aimnch y 2 nauueHToB
(sk3ema, rpunn) B rpynne 40 mr/kr B mccnegosaHuu ¢asbl I/I1 B ANOHUM 1y 2 NaumeHTOB
(nmxopagka W BMpyCHas WHMEKUMA, MOATeKaHWe B MeCTe BBEAEHWSA) B [0/r0CPOYHOM
nccneposaHumn asol Il Ha Tepputopum CLLUA ©n KaHagbl. BBegeHue npenapata 6bI10
BO30OHOB/IEHO Nocne 15-MUHYTHOrO nepepbiBa y nalmeHTa ¢ NoATeKaHneM B MeCTe BBEAEHMS.

HexxenaTenbHble siB/IEHNSI 0C060r0 MHTepeca
HexxenaTenbHble SIB/IEHUS, CBA3aHHbIe C PYHKLUMEN MoyeK

B KauecTBe HeXenaTeflbHbIX SABMEHWIA, CBS3aHHLIX C (DYHKUMER MNoYeK, B K/IMHUYECKUX
nccnefoBaHnax Habnoganocb yeenndeHne NAG: B uccnegosaHum asbl I/1 B AnoHum - y 1
nauyueHTta B rpynne 40 mMr/kr ny 2 naumeHtoB B rpynne 80 Mr/kr; B uccnefoaHuu ¢asbl | B
ANoHUM - 'y 9 naumeHToB. OAHAKO Takue HeXenatesibHble SBMEHUS He OblN BbISIB/IEHbI B XO[€
KNIMHMYeCKOoro mnccnegosaHuna asbl Il, nposogmmoro Ha Tepputopun CLUA n KaHagbl, U B
[LONrOCPOYHOM UccnefoBaHUN asbl 1.

MoBbiweHne ypoBHA NAG, 0 KOTOPOM CO06LLAN0Ch B ANOHCKNX uccnegoBaHuax asbl I/11 v dasbl
I, NpeanonoXnTenbHO, ObINO CBA3AHO C Harpy3koW Ha MOYKM MOC/e HernpepbiBHOrO npuema
npenapata. OfHako BCce COObITUS OblM | CTeMeHW TSHKECTU, WU KIMHUYECKU 3HAYMMOWA
ANCYHKUMM  NOYeK He Habntoganoch. [OCKOMbKY Apyrve HexenaTenbHble sBreHus (T.e.
NPOTEMHYPUSA, Ha/MuMe KPOBWM B MOYe, reMatypus, anbOyMUHYpus, BbICOKUA YpoBeHb al-
MUKPOrno6ynHa, BbICOKWA YPOBEHb P2-MWKPOrnobynmMHa 1 BbICOKUIA YpoBeHb UucTaTuHa C)
TaKXe OblIM B OCHOBHOM | CTeMeHW TAXECTU M paspellasinck 6e3 nevyeHus, OHM He CUUTAIUCh
KIMHWUYECKN 3HAYUMbIMW.

Kak onucaHo Bbllle, XOTA BO3,L1€IZCTBI/I9 Ha NMPOKCUMa/lbHblE KaHa/lbLbl MOYEK Ha6ﬂIO,qaﬂOCb B
OOK/IMHNYECKNX UCCefoBaHNAX TOKCUYHOCTU, B KNMMHNYECKNX UCTbITAHUAX HE Ob1/10 OTMEYEHO
HWKaKOro B/IMAHNA Ha q)yHKLl'I/II-O no4yek, MMerLLero KNMHN4YeCcKoe 3Ha4eHune.

lMoBblWeHHas YyBCTBUTE/IbBHOCTb KJIEKAPCTBEHHbLIM CpeaCTBaM

MalWeHTbI C TSXKENON rMNepyuyBCTBUTENIbHOCTLIO K /IEKAPCTBEHHLIM €peIcTBaM B aHaMHe3e Gbl/in
UCK/MIOYEHbl M3 BCEX K/IMHWYECKUX WCTbITAaHUA. B X0fle KAMHUYECKUX WCTbITAaHWUA He
Ha6/1101aN10Ck CyYaeB NeKapCTBEHHONM TMNepUyBCTBUTENILHOCTU, CBA3aHHOM C 3TUM MPenapaTom.
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Ko)XHble 3aboneBaHuA

HexxenatefibHble ABMEHNSA, CBA3aHHbIE C KOXXHbIMW 3a60/1€BAHUAMU, TAKUMW KakK 3K3eMa, CbiMb U
KpanuBHuMLa, Habnoganmcs y 7 nauneHToB B uccnegosadmn I/1 gasbl B ANOHUK, Yy 2 NaLMeHTOB
B nccneposaHuu Il ¢pasbl B CLLA n KaHage vy 8 naumeHTOB B ONTOCPOYHOM uccniegosaHum |l
(hasbl B CLLIA 1 KaHage.

TakkKe 3apernmcTpupoBaH OAMH CNyyali ob6ecuLBeunBaHus Bonoc (uccnepgosaHve asbl I/l B
AnoHuK). Mpun nccnefoBaHUM HeLENeBOM aKTUBHOCTM MpenapaTta Buntenco®, y naumeHTa Obin
06Hapy»XeH reH, CBA3aHHbLINM C BPOXKAEHHBIM MMMOTPUX030M, KOTOPbIA MOXET COMPOBOXAATHLCA
M3MEHEHVEM LIBETA CTEPXKHA BO/Ioca WAW  runonurMeHtaumenn. OfHAKO B KIMHUYECKMX
UCMbITaHMSAX He ObII0 OTMEYEHO HU OfHOIO HEXENaTeflbHOro SBMEHNS, TaKOro Kak rmnoTprxos,
1 CBA3b TAKUX HeXenaTeslbHbIX ABMEHWI C HELLENIeBOM aKTUBHOCTbIO OCTAETCA HESCHOM.

PeaKLumn B MecTe MHbeEKLUN

HexxenatesibHble SBMEHNA B MECTE UHBEKLMK, BK/IHOYas 60/b B MECTE MHBEKL MK, HABNIOAAINCE Y
4 nauveHToB B uccnegosaHuu asbl I/11 B AnoHun, y 3 naumeHTOB B nccnefosaHuy dasbl Il ny 3
nauMeHTOB B 40/ITOCPOYHOM mccneaosaHmm asbl |l B CLUA v KaHage vy | naupeHTa B hase | B
AnoHun. Bce cobbITUA BblIN NErKon CTENeHN M paspellnsincb CaMoCTOsATeNbHO. KMHUYeCKM
3HauYNMble MECTHbIE peakLMn He PermcTpupoBasnCh.

2. OueHkKa 6e30MacHOCTV MpU MAaHMPOBAHUM YMpPaBNeHUS PUCKaMU JIeKapCTBEHHbIX
CPeAcTB

ONeMeHTbI OLIEHKN Ge30MacHOCTM

BaxHble BaXkHble nNoTeHUManbHbIE PUCKU BaxkHas HefocTatloLLas

NOEHTUPULMPOBAHHbIE NH(opmaLus

puCKn

OTcyTCTBYHOT ['MnepuyBCTBUTENBHOCTb Mpogunb  6e3onacHoCT Y
HapyLueHve hyHKLMN NoYek nauneHTtos ¢ MAL npu
MepexogHO-KNETOUHbIN  paK LNMTENIBHOM  NPUMEHEHUN
MOYETOUYHWNKA / BNUAHWE Ha BUTONApPCEHA n y
opraHbl MoYeBblaeneHns nawuneHToB Cc

nporpeccupytowein ML
Mpodhmnb 6Ge3onacHocT 'y
nauneHToB B Bo3pacTe [0 4
net

Mpodmnb 6Ge3onacHocTU 'y
NauMeHTOB C HapyLUeHMEM
(PYHKLMM NoYeK

BaXHble NoTeHUManbHble PUCKN
MMNepuyyBCTBUTENbHOCTb

MaumeHTbl C TSHKENon rmnep4vYyBCTBUTENIBHOCTLIO K IEKAPCTBEHHLIM CPEACTBAM B aHAMHE3E Oblnn
NCKMHOYEHbI N3 BCEX KIIMHUYECKUX I/ICCI'I(:‘AOB&HI/IVI. ['MNepyyBCTBUTENLHOCTL K IEKAPCTBEHHOMY
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cpefcTBy Habnoganack y 1 naumeHTa B rpynne 40 mr/kr uccnegosaHum 1l gasbl. Y 3Toro
naumeHTa passuiacb ruUnepyyBCTBUTENBHOCTL | CTermeHW TsxkecT B 1-M AeHb Tepanum
Buntenco®. Ha cnegyoowmidi  [eHb  peakuus  rMnepyyBCTBUTENbHOCTW  paspeLumnach
CaMOCTOSTE/IbHO. JTa peakuus 6blia pacueHeHa Kak KOHTaKTHas annepruyeckas peakumsi Ha
NNacTbIpb, Y NPUUYUHHO-CNELCTBEHHAA CBA3b C UCCNeAyeMbIM NpenapaTom BbisiB/ieHa He Obina. B
JaNbHenWweM nauneHT NpoAo/HKUA NoslydeHne npenapara, NaacTbipb Obla 3aMeHeH, W peakuuii
rMnNepyyBCTBUTENLHOCTU B MOCNEACTBUN HE OTMeYasioch.

B nccnegoBaHWM TOKCMYHOCTM nNpenapaTta Buntenco® y 06e3bsiH Habntoganach BblpaboTKa
aHTUTEN K BuaToMapceHy. [pu 3TOM He OTMeYanocb HWKAKOro BAWSIHUA aHTUTEN Ha
KOHLEHTpaUuo npenapata B MJa3Me KPOBM W HUKAKUX MPU3HAKOB, YKasblBAlOWMX Ha
NeKapCTBEHHYO annepruto. OAHaKO rnepyyBCTBUTENbHOCTb K /IEKAPCTBEHHOMY CPeACcTBY, eciu
OHa BO3HMKAET, MOXET MPMBECTU K CEPbe3HbIM MNOCNeACTBMSM, MO3TOMY 3TOT Mpenapar He
CneAyeT HasHauyaTb MauueHTaM C TurnepyyBCTBUTENbHOCTbIO B aHaMHe3e K N06OMYy K3 ero
KOMMOHEHTOB.

HapylieHune yHKUNK noyek

B [OKNMHMYECKMX WUCCNefoBaHUAX TOKCUYHOCTM Ha Mblwax W 06e3bsiHaX OblM OTMeYeHbI
NPU3HaKu MOYEYHON TOKCUUYHOCTH, TaKne Kak noBblweHne BUN 1 ructonatonornyeckas KapThUHa
pacwnpeHna novyeyHblX KaHa/bLEB.

B nccnegosaHum hasbl | B AnoHmmn n3 10 naupeHToB nosbiweHne NAG 6b110 OTMeYeHo Yy 9
NauueHToB, MOBbILEHWE YPOBHS P2-MWUKPOrnobynuMHa y 2 MaumeHTOB W MOBbILEHWE YPOBHA
HuctatnHa C y 2 nayneHToB.

B vccnegosaHun hasbl I/l B AnoHum y 3 13 16 nauymeHToB Habntoganock yeBenuuveHve NAG,
y 1- yBennyeHue al-mmkpornobynuHa vy 1- yBennyeHuwe p2-MUKPOrNobynMHa. Y BCeX
HeXXenaTe/bHble ABMEHNS KyNUPOBa/IMCb CaMOCTOATENIbHO, 6e3 fleyeHuns, Ha (DOHEe MPOAO/IHKEHUA
Tepanuu npenapatom Bunrenco®. Kpome ToOro, B KNMHUYECKUX UCCEA0BaHMAX, MPOBOAVMbIX Ha
Tepputopun CLLIA n KaHagbl, He 6bl10 OTMEYEHO HUKAKUX M3MEHEHWIA NoKasaTenelt NoYeUHHon
(OYHKUMM aaxxe nocne 216 Heaenb npriema.

B KAMHWYECKMX WCCNeaoBaHMAX He Obll0 BbISBMIEHO YETKOW TEHAEHUMU B BO3HWKHOBEHWMU
NoYeYHoW ANCHYHKLMK, 1 BCE MMEBLLME MECTO C/yYan HapyLUEHWs CO CTOPOHbI MOYeK He Bbini
cepbe3HbIMi. OfIHaKO, NMOCKO/bKY 3TOT MpenapaT BbIBOAUTCS MOYKaMK 1 NMOCKO/bKY pe3ynbTaTbl
AOK/IMHNYECKNX MUCCNeA0BaHNI TOKCMYHOCTY YKa3blBalOT Ha TO, YTO NpenapaT pacrnpeaensercs B
NoYKax, cnefyeT TLlaTeNbHO KOHTPOMPOBATb (YHKLMIO NOYEK BO BPEMS NIEYEHNS.

rlepeXO,Cl,HO-K.I'IeTOLIHbIVI pak MOYETOUHMKA / BIUSIHNE Ha OpraHbl MOo4YeBblIAENEHNA

B nccnegoBaHMM KaHLEPOreHHOCTY Ha Mbllax rasH2 B MOYETOYHMKE BbIsIBIEHA NEPeXOAHO-
KNeTOYHas KapuuHoma. BeposiTHO, OHa pasBuiacb B pe3ynbTaTe HEeMpepbiBHON (DU3MYECKOi
CTUMYNALMU NEPEXOAHbIX KNEeTOK CTEHKM MOYETOYHMKA HEepacTBOPUMbIM /IEKAPCTBEHHbIM
CPELCTBOM B MOYEBbIBOAALLMX MYTAX. YUMTbIBaAs, YTO Y NOAEIA BEPOSITHOCTb HEPACTBOPUMOCTY
3TOro npenapaTa B MOYe MeHbLLE, YeM Y MbILLIER, 11 YTO AMAMETP MOYETOUYHMKA Y NH0aeit 6onbLLe,
CUMTAETCS, YTO HEPacTBOPUMOCTb He MPEACTaB/sSET CEPbE3HOr0 pUCKa Ans uenoBeka. OAHaKo,
yuuTblBasl, YTO AaHHbIA PUCK A1 /Ofeli He $CEH, NeYeHWe [OMKHO MPOBOAMTLCS MOA
TLIATENbHBIM KOHTPO/MEM.

Ba)kHasi 0TCyTCTBYytOLLAs MHopMaLmsa
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Mpotunb 6e3onacHOCTM y naymeHTos ¢ M4 npu ANMTeNbHOM NPUMEHEHUN BUATOMapCeHa
Ny naunmeHToB C nporpeccupytowein MO

Camblil gNUTeNbHbIA NEepUoA NevYeHUs BUNTONAPCEHOM COCTaBUN 24 Hefenu B KIANHUYECKUX
ncnbiTaHMAX B AnoHunM 1 216 Hepenb B KAMHW4YeckuX wuccneposaHnsa B CLLUA v KaHage. B
NMOCTMapKETUHIOBOM MNepuoe NedeHne MOXKET MPOAO/HKATbCA elle foMblue, HO 6e30MacHOCTb
LNUTENBHOrO MPUMEHEHUA B TeuyeHue CBbile 216 Hefenb He ycTaHoBneHa. Kpome Toro, B
KMIMHNYECKNX MUCCNefoBaHNAX B AMOHMKU OblM UCKKOYEHbI NaUMEeHTbl C MO3AHMMMK CTaausMu
3aboneBaHNA  (HampuMep, CO  CHWKEHHOM  CepAeyHO-NeroyHon  qyHkumend).  Mpm
NOCTPErncTpaLMoHHOM NMPUMEHEHUI 3TOT NMpenapar MOXKET Ha3HayaTbCA nauneHTam C No3gHUMM
cTagusMmn 3ab6oneBaHns, HO 6e30MacHOCTb Y TaKMX NaLUMEHTOB HE YCTaHOB/EHA.

Mpocunb 6e3onacHOCTM y NauMeHTOB B Bo3pacTe 4o 4 net

CamoMy MOM0OAOMY MauveHTy, MofydYaBlUeMy STOT Mpenapatr B XOAe  K/MHWUYECKMX
nccnefosaHniA, 6oi10 4 roga. MNpu NPUMEHEHUN B peasibHOM KNMHWYECKON NpakTuKe, npenapar
MOXXET Has3HauaTbCA MauueHTam B Bo3pacTe 40 4 feT, XO0TA 6e30nacHOCTb B 3TOW rpynne
NauWeHTOB He yCTaHOB/EHa.

Mpothunsib 6e30MacHOCTM Y NaLMEHTOB C HapyLLUeHNneM (YHKLUMN MOYeEK

YuuTbiBasi, 4TO npenapaT BbIBOAWTCA MOYKaMK, BbIBeEHME MOXET ObiTb 3aMeA/IeHHbIM Yy
NaLUMeHTOB C HapyLUeHWeM (PYHKLMM MoYyek. B KnMHMYecKMX uccnefoBaHusX B ANOHMM Gbinu
NCKMIOYEHbI MaLMEHTbI C TSHKeNbIM 3a60neBaHMeM noyek. OfHAKO, B peasbHOW KAMHWUYECKOM
NpakTUKe MpenapaT MOXEeT Ha3HayaTbCA MauueHTaM C  HapyLleHWeM (YHKUMKU  MOYekK.
Be3onacHOCTb y NaUMEHTOB C HapyLLeHNeM DYHKLMM NOYeK He YCTaHOB/EHa.
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Bonpocbl 1 0TBEThI
besonacHocTb
Bonpoc: MoXxHO N1 HasHayaTb Buntenco® ogHOBpeMeHHO ¢ Tepanuein MTKC?

OTBeT; B AMNOHCKMX M CeBepoaMepUKaHCKMX KMHUYECKUX UCcCnefoBaHusax Buntenco® 6b110
paspeLLeHo O4HOBPEMEHHOe MpUMeHeHne Buntenco® n CTepouaos, Y CTEPOUAbl NPUMEHSNNCH
OAHOBpeMeHHO Y 14 u3 16 naumeHTOB B AMOHCKOW (hase I/l KNIMHUYECKMX UCMbITaHUA 1y BCeX
16 naumeHTOB (fetnasakopT* y 12, npeaHN30M0H - y 4) B (hase |l KNMHMYeCKoe ncenegoBaHus,
nposogumoro B CLLUA » KaHage. Ha cerogHAWHWIA [eHb He coo6Lanocb O Kakux-nnbo
npobnemax 6e30MacHOCTH, CBA3aHHbIX C OLAHOBPEMEHHbLIM MPYEMOM CTEPOULOB.

* He 3apeructpuposaH B Poccun.

Bonpoc: BO3MOXHO N1 YBE/IMYUTb WU COKPATUTb NMPOLO/DKUTE/IbHOCTL BBefeHUs (60/bLue
Unn MeHbLue 1 yaca)?

OTtBeT: OTCYTCTBYIOT AaHHble, KacalollMecad U3MeHeHUs BpeMeHU BBeaeHWs. Bbe3onacHoCTb U
3PPEKTUBHOCTL TaKMX W3MEHEHUA He OblM YCTaHOBNEHbl. B  AMNOHCKOM  K/IMHWYECKOM
nccnegosaHuy /11 asbl fONyCTUMbIA  AMana3oH BPEMEHW BHYTPUBEHHOrO BBeAeHWS Obln
yCTaHOB/eH Ha ypoBHe 1y4aca £10 MUHYT.

Bonpoc: BO3MOXHO /i1 yBE/IMYEHWE N COKPALLEHME UHTEPBaa MeXay BBEAEHUAMN?

OTBeT: XOTA nepwog nonysbiBegeHns (TIr) aToro npenapara KOPOTKUA (2-2,5 yaca Ha 24-i
Heaene npuema), ero (apmakosiormyeckoe [AencTBME 3aKIKYaeTCs B CTUMY/MPOBaHUM
BbIpabOTKM 6enka AWUCTpodMKa MyTeM MPOMycKa 3K30Ha. BblpaboTka Genka gucTpodurka
Habnoaanacb NpMMepHO 4epe3 1 HeAento nocne 06paboTKM Mbilein mdx aHTUCMbIC/IOBOW
HYKNEMHOBOW KWC/MOTON, M BbipaboTKa AOCTUrNa nuka udepe3 2-4 Hepenn [16]. MockonbKy
akcnpeccusi 6enka AUCTpomKa Takke Habnoganacb Npu NPUMEHEHWW APYruxX Mpenaparos,
MPOMyCKaroLWMX 3K30H, Nocne npueMa oavH pa3 B Heaento [17], B KAMHUYECKUX WUCMbITAHUAX
Buntenco® 6b1/1 MPUHAT MHTEPBAN BBEAEHUSI OAMH Pa3 B HELENO - TAKXE C YYETOM Harpysku Ha
nauueHTa, CBsI3aHHO C BBEAEHMEM MNpenaparta. YunTbias, YTo 3TOT PEXUM Obln 3(HEKTUBHBLIM
N 6ecnpobseMHbIM C TOYKM 3peHus 6e30MacHOCTM, B KayecTBe MeTofda BBefeHUs Oblna
YCTaHOB/IEHa BHYTPUBEHHAA MHBEKLMA OAWH pa3 B Hefleto. B MexayHapo4HOM MHOrOLEHTPOBOM
nccnegosaHuy Il thasbl MUHUMa/IbHBIA 4OMYCTUMbIA MHTEPBa MeXAY MHGY3UAMKU 6bin 72 Yaca.
B cnyyae nponycka [03bl npenapata ee CreayeT BBECTM KaK MOXHO CKopee, HO 06e3
«A0TrOHSAOLLMX» MHY3MIA. Takum 06pa3oM, nocneaytoLme nHGy3nn cneayeT NpoBoAnTb vepes 1
Haaento oT NpeablayLe.

APheKTUBHOCTL 1 6€30MaCHOCTb MPOANEHNA UM COKpaLLeHnst 1-HefleNIbHOro MHTepBaa nprema
npenapara B KNIMHNUYECKNX UCMbITAHWSAX He OLeHBA/ICh.

Bonpoc: M0OXHO N1 HasdHavaTb 3TOT npenapart nauveHTam ¢ HapyweHuem YHKLUMUM NoYeK?

OTeeT: [MauneHTbl C HapyLeHNEM (YHKLUMM MOYEK Ha CErOAHAWHUIA AeHb He OblNM BKIOUEHDI
HU B KaKue KMHWYECKMe MCMbITaHWs, YTO O3Ha4aeT, yTo 6GesonacHoCTb Buntenco® He 6bina
YCTaHOB/IEHA B 3TOW NONYyNALMK NaLMeHToB. Kpome TOro, NoeKo/bKy 3TOT npenapar BbIBOAUTCS
MoYKamu, ero BbIBEAEHWE MOXET ObiTb 3aMeA/IeHHbIM Y MAUMEHTOB C HapyLUeHUEM (YHKLMN
nouek. Eenu npenapat HasHayaeTcs NaUMEHTY C HapyLweHneM DYHKLUMM NOYEK, MauMeHT LO/HKEH
HaxoAWTbes NOA TLAaTe/bHbIM HabMOLEHNEM.
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UTo KacaeTcs MOHUTOPUHIa (yHKUMM MOYeK Y NaumeHToB C NPOrpeccupyownM 3abonesaHnem
noyek, PyKOBOACTBO MO KNMHWYECKON NpaKTUKe Npu MbllleyHon anctpodmm OroweHHa (20143)
peKoOMeHAyeT U3MepsATb ypoBeHb uuctatuHa C. MockonbKy KpeaTuHuH (Cr), BblpabaTbiBaeMblii
MbILLILLAMU, CHUXKAETCA M3-3a YMEHbLUEHMS MbILLEYHO MAacChl Y NaLMEHTOB C MPOrpeccupyoLwwnm
MA4, ypoBHM Cr B CbIBOPOTKE KPOBM 0ObIYHO aHOMasIbHO HU3KMe. OfHaKO YpPOBEHb LcTaTuHA
C B CbIBOPOTKE KPOBW MOBLILIAETCA MPU CHDKEHNW (PYHKLMKU NMOYEK, He3aBUCUMO OT BO3PacTa,
CTEPOVAHONM Tepanumn Uan aBuratesibHbIX COCO6HOCTEN.

Bonpoc: M0oXHO 1 Ha3Ha4vaTb 3TOT npenapar nayueHTam B Bo3pacTe 40 4 net?

OTBeT: Ha CerofHsLWHWA [eHb He NMPOBOAMIOCL HU OAHOIO K/MHWYECKOrO MCCNeoBaHNs Ha
naLMeHTax B BO3pacTe A0 4 feT, 1 6e30MacHOCTb B 3TOW MONY/SLMMN NALMEHTOB He YCTaHOB/IEHA.
OnbIT NPUMEHEHNSI B Pa36MBKe MO BO3PACTY B KIMHUYECKUX UCTILITAHUAX MOKa3aH HUXE.

Bcero dasa I/ll, AnoHus ®asza Il, CLLUA n KaHaga  ®asa |, AnoHua
Bospact 512 (B nepBblii feHb 4.3-9.8 (B MOMEHT 6-16 (B NepBblil feHb
(ner) BBEAEHNA) rnosly4eHns cornacus) BBeLeHuA)

Bonpoc: MOXHO nu HaszHadaTb Buntenco® nauyueHTam c AUCTPOGUHOMATUEN >XKEHCKOro
nosia c HopMasibHbIMK X-XpoMocomMaMn (HOCUTEeNbHULAM MyTauum)?

OTBeT: JTOT NpenapaT HeMb3s Ha3Ha4vaTb NaUMEHTKaM C AUCTPOGMHOMNATUEN C HOPMalbHbIMK X-
XpoMocomMamu (HocuTenbHULam MyTaumm) (cm. cTp.15 Mepbl 6€30NacHOCTU MpU Ha3HaYeHUU
Buntenco®).

Y npeLCcTaBUTESNIbHUL, XXEHCKOr0 Mnosia ecTb 2 X-XPOMOCOMbI, U 0fiHa U3 2 X-XPOMOCOM SABNSAETCH
HOPMa/IbHOW Y KEHLUMH-HOCUTENbHUL, B MbIWeYHbIX KneTkax fobasd n3 2 X-XpoMOCoM
CNy4yaviHbIM 06pa3oM WHAKTUBUPYETCH, U GenoK AMCTPOUM 3IKCNPECCUPYETCA B MbILLEYHbIX
K/eTkax, B KOTOPbIX OCTaeTcd HopmasibHasa X-xpomocoma. Korga 3TOT npenapar BBOAAT
XEHLUMHAM-HOCUTeNbHULAM, 3Kcnpeccus 6efka AUCTPO(MHA M3 HOPMasIbHOM X-XPOMOCOMbI
MOXET ObITb CHVKEHa, YTO NPMBOAUT K 060CTPEHMIO 3a60/1eBaHNS.

AHaI0TMYHbIM 06pa3oM, MpenapaTt Hesb3s Has3HayaTb MNalMeHTKaM C AucTpoduHonaTuei
MPOSBASIOLMM CUMMTOMbI, CXOAHble C cumnToMamn M/, 13-3a MHAKTUBALMW GONbLUEV YacTu
HOPMa/bHOIN X-XPOMOCOMbI (CUMMTOMATMYECKME HOCUTENbHULBI YXEHCKOTO M0/a).

QPEeKTUBHOCTb

Bonpoc: CyuiecTByeT M nokKasaTeflb, N0 KOTOPOMY MOXHO OLEHUTb TepaneBTUYECKUNA
ahgekT Buntenco®?

OTBeT: TecTbl Ha ABMraTeNbHYO (YHKUWMIO Npy MO MOryT GbiTh NOME3HbI MPY OLEHKE CTEMEHN
MPOrpeccUpoBaHs 3a60/1EBAHNS 1 COXPAHSHOLLMXCS (YHKLIA.

B anoHckoMm KnuHW4yeckom wuccnegosaHun /1l dasbl 1 B ceBepoaMepuMKaHCKOM K/IMHUYECKOM
nccneposaHuy 1l asbl aBuratenibHas PYyHKUMSA OLeHUBAMach C MCMOMNb30BAHWEM CNefyoLmnX
TECTOB:

Bpems xoab6b! Ha 10 metpos (TTRW)
Bpewms noavema ¢ nona (TTSTAND)
Bpems nogvema no 4 ctyneHbkam (TTCLIMB)
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AmbynaTopHas oueHka "CesepHoii 38e3abl" (NSAA)
TecT 6-T MUHYTHOI X0Ab6bI (6 MBT)
KonnyecteeHHOe MbilweyHoe TecTupoBaHme (QMT)

Bonpoc: CyLecTBYOT N pa3inung B TepaneBTUUYeCKOM 3(pdheKTe B 3aBUCUMOCTU OT MecTa
Jeneunmn aK3oHa?

OTBeT: B AnoHckom nccneposaHuy a3l MI 1 ceBeposiamepukaHCKOM uccnefoBaHuy asbl |l
CTerneHb 3Kcnpeccun Genka AMCTPOgMHA Nocsie OKOHYaHMS BBEAEHUS, OLEHEHHas C MOMOLLbIO
BecTepH-6/10TTUHIa, Obl1a HECKO/IbKO HUXKE Y NALMEHTOB C AeNeHNAMUN 3K30HOB 45-52 1 3K30HOB
49-52. OfHaKo 3Tu rpynmnbl NaUMeHTOB ObiM HEGONBLUUMM, U MPUYMHA TaKOr0 BbIBOAA HEsCHa.

Jkecnpeccus ANCTPoUHA MO CainTy Aeneuun sk3oHa (BectepH-610TTUHT)

M3meHeHve OoT Ncxo4Horo YPOBHA K KOHLLY nccnefoBaHns™

CeBepoamepykaHcKoe mccriegosaHue i SIOHCKOE VICCTIEA0BAHIE |/mpa3a

TTPOLIEHT MO OTHOLLEHWIKO K TTPOLLEHT MO OTHOLLIEHWIO K
HOPMa/IbHOMY KOHTPO/HO (%) HOPMa/IbHOMY KOHTPOSTHO (%)

0_

40 mg/kg 80 mg/kg Bcero 40mghkg 80 mg/kg Bcero
N9 () (n=16) (L) (=) (n=16)

4550 =2 =5 =7 =3 =3 =6
35(L01)  28(L51)  30(L34) 0202(0178) 02740431 0.238(0.297)

=1 n=0 =1 1=1] n=0 e
A 52499 ~ 100 - -
4850 =11 =2 n=3 =2 =1 n=3
44 121(255)  95(4.60) 1250(1575) 2198
49- 5o 72 i n=3 =2 n=0 n=2
%5(0.35) 40 43038) -26648%) “ 266(48%)
50-52 n=2 n=0 n=2 =1 el n=2
6.6(2.17) — 6.6(2.17) 3228 7.847 5.538(3.266)
5 n= =0 n_=0 1=0)] n=3 n=3

il = - 3803(2.809) 3.803(2.899)

CpeaHee (cTaHAApTHOE OTKNOHEHNWE): %
*TNocne 24 Hefenb B ceBepoameprKaHCKOM mccnegoBaHun 1l asbl 1 nocne 12 unn 24 Hepens B
AMNOHCKOM mccnegosaHmm /11 dasbl

Kpowme Toro, npu mnccnegosaHuu metogom OT-TMUP ana nsmepeHns apdeKTMBHOCTY MponyckKa
53 9K30Ha, 3((EKTMBHOCTb MNPOMycKa MMeNna TEeHAEHUMIO ObITb HMXKE OCTa/lbHbIX Mocne
3aBepLUeHns nepuoa HabnraeHUs y NaLnMeHToB € Aeneumen ak3oHa 49-52. OaHako 3Ta rpynna
nauneHToB BOblna HeGONbLLIOW, M NPUYMHA TAKOr0 BbIBOJA HEACHA.
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A heKTUBHOCTbL Nponycka 53 ak3oHa no caiTy geneynn aksoHa (RT-PCR)

A3mMeHeHne OT UCXOAHOrO YPOBHS K KOHLLY UCC/ief0BaHNS™

(haza

40mg/kg eOmg/kg

(N=8) (N=8)
n=2 n=5

45-52 1 21.6(5.77)  44.307.82)
n=1 n=0
47- 52 1 26.6 _
n=1 n=2

48- 52 15.0 53.6(1.52)
n=2 M=1

- ]

49- 52 '9.2(2.40) 219
n=2 n=0
50- 52 179(7.76) —
50 Mn=0 n=0

finoHckoe nccnegosarHne Yldasa

Bcero 40mg/kg
(n-16) (N=8)
n=7 n=3
37.9(18.44) 28.23(14.52)
=1 n=0
26.6 —
n=3 n=2
40.8(22.33) 21.73(5.22)
MN=3 n=2
13.5(7.50) 1 11.17(4.90)
n=2 M=1
17.9(7.76) 23.66
Mo n=0

CpepHee (cTaHAapTHOE OTKNOHeHWe): %
*[ocne 24 Hefenb B ceBepoaMepuKaHCKOM mccnegosaHun 1l dasbl 1 nocne 12 unn 24 Hepenb B

ANOHCKOM uccneposaHun I/11 dasbl

Bonpoc:
Buntenco®?

OTBeT: basa faHHbIX 0AHOHYKNeOTUAHbIX nonnmopgmnamoB (SNP) (dbSNP) 6bina nccnegosaHa
C UCMO/b30BaHMEM WHTErPUPOBaHHOM 6a3bl JaHHbIX FTEHOMHO UH(opMaumn Ensembl, n Hannune
SNP 6b110 NOATBEPXKAEHO B 4 3 21 OCHOBaHUS, C KOTOPbIMM CBS3bIBAETCA 3TOT Npenapar; 0AHaKO

Heobxogumo 7  wnccnefoBaTb NOAMMOPGHU3M

nossseHne aTnx SNP 6b110 peakum (<1%).

CawiT B LIeNeBoit NcxogHoe
nocnegosartesibH OCHOBaHwe (B
octn* npe-MPHK)
16 C
17 G
20 G
21 G

orfa nosvumMm OCHOBaHWI NPOHYMepPOBaHbI B OCHOBaHMI buntenco®, Ln bl YKa3bIlBakOT
*Korg 1 y 2 B ®, 1 y

nosuumu B npe-mPHK ¢ 5°-KoHua.
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n=3
31.11(3.70)

n=0

n=1
47.05

n=3
4581 (5.54)

dbSNPID

rs757011771
rs371588290
rs756085930

rs200571671
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Bcero
{n=16)

/=6
29.67(9.60)

n=0

n=3
30.17(15.08)

M=2
11.17(4.90)

n=2
42.52(26.66)

n=3
45.81(5.54)

reHa B caiTe CcBfA3bIBaHUA

Yacrota
BCTpeYaem
ocTn

<1%

<1%

<1%

<1%



B K/IMHUYECKUX UCTMbITAHWUAX AMOHCKOM (asbl | 1 dasbl I/11 cekBeHnposaHme OHK 3k30Ha 53 reHa
AncTpothrHa BbIN0 NPOBeAeHO Y BCeX MaumMeHTOB (26 NauMeHTOB), U B MeCTax CBA3bIBaHWUSA 3TOr0
npenapara He Habntoganocb SNP.

Moatomy nccnepgosaHne SNPS cuMTaeTC HEHY>KHbIM MPY Ha3HaYeHUN 3TOro npenapaTa.
Bonpoc: Korga cnefyet npekpaTtuTb npuemM 3TOro npenapara?

OTBeT: XOTS HET HUKAKUX OrpaHUYeHnii Ha Nepuog npreMa aToro npenaparta, sheKTUBHOCTb
1 6€30MacHOCTb Yy MaLMEHTOB, KOTOPbIE CTa/M MOCTOSHHO 3aBUCUMbIMW OT WCKYCCTBEHHOI
BEHTUMALMMN NETKUX, UMW Y MALMEHTOB Ha NO3AHE HeamMOynaTOPHOI CTafum He YCTaHOB/EHbI.
Ecnv y nauueHTa pa3B1BaeTCs B TaKOe COCTOSIHME BO BPEMS MpreMa Mpenapata, 3a HUM crefyet
TWATENbHO HabMOAaTh B OTHOLIEHMM OCTaBLUMXCS [ABWUraTeNbHbIX (YHKUWMA W apyrux
COOTBETCTBYIOLLMX K/MHWYECKMX TMPU3HAKOB C MEPMOAMYECKOl OLEHKON 3((eKTUBHOCTU W
LleNnecoo6pasHOCTM NPOAO/MKEHUS NedeHus. Ecnm adeKTUBHOCTb He Habnoaaetcs, cregyet
PaccMOTPeTb BOMPOC O MpeKpaLleHny NpremMa npenapara.

Pa3BefleHMe N BBeJEHUE

Bonpoc: Heob6xoanmo nu pas3baBnaTb/pas3BoanTb Buntenco® nepen BBeeHNEM?

OTeeT: Mpn BBEAEHMM 3TOr0 Mpenapata Ao3y CnefyeT pacCuMTbiBaTb UCX0AA M3 MaccChl Tena, 1
npenapaTt cnegyeT pasBecT Ao obuiero o6bema 100 MA € MCNOMb30BAHNEM (PU3MOIOTMYECKOTO
pacteopa (0,9% pacTBop HaTpua xnopuaa Ans UHbLeKUM). Ecnm pacyeTHbIn 06bem npenapaTa 4o
pasBefeHuns npesbiwaeT 100 M, UCXOAHbINA PaCTBOP MOXHO BBOAUTL 6e3 pa3BeaeHus.

MeToabl nony4vyeHnA, ncnosib3yeémble B KIMHNYECKNX UCMbITaHUAX

AnoHckasa uccneposaxHne dasa I/l CeBepoamepunKaHCKoe nccnefosaHve asa 11
40 v 80 mr/kr npenapata cmewwsann c [NpenapaT Obin pa3BefeH A0 06wero o6vema
(hm3vonormyeckum  pactsopom, u obwwin - 100 mA, 3a UCKYeHnem 1cnyyas.

o6bvem gosoamnu o 100-300 m.

Bonpoc: MoXHo v cMmewBaTh npenapaT ¢ MHDY3MOHHbIMU pacTBOpPamMu, OTIMYHbIMMK OT
(h13100rMYeCcKOro pacTeopa, Uan ¢ ApYyrumm neKapcTBeHHbIMU cpeicTBaMmn?

OTBeT: OJTOT npenapat He cregyeT CMewvBaTb C  APYrMMM  nperapaTtamul, Kpome
(hmsnonornyeckoro pactsopa (0,9% pacTBop HaTpusi Xnopuga ANs UHbeKUMin). OTCYTCTBYIOT
AaHHble OTHOCUTENbHO CMELLUMBaHNA Buntenco® ¢ MHGY3MOHHbIMK pacTBOpamu, OTAUYHBLIMKA OT
(h1310N0rMYECKOro pacTeopa, Wim ¢ ApyruMmn neKapcTBEHHbIMU CpeLCTBaMM.

Bonpoc: KakoBa cTa6u/ibHOCTb 3TOF0 npenaparta fnocsie NpuroToBaeHnsa?

OTBeT: BBefieHve criefyeT 3aBepLUnTb B TeYeHre 24 4acoB Noc/e NPUroToBIEHNA NHDY3NOHHOTO
pacTBopa ecnv OH XpaHuTcs npu Temnepatype 2-8 °C, 1 B Te4eHUe 6 YacoB, ec/in OH XPaHUTCA
Npy KOMHATHOM Temneparype.
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JaHHas  Bepcus  obpasoBaTe/lbHOro  maTepuana AN paboTHWKOB  34paBOOXpaHeHus,
nauyeHTOoB 1 KX cemell Bblia cornacoBaHa C YrnosHOMOYeHHbIMU opraHamu (PegepanbHas cnyx6a no
Haf3opy B cepe 3apaBooxpaHeHuns (Poc3gpaBHaa3op)). AaHHblii MaTepuan npeacTasnseT Bawemy
BHUMaHWIO MHC(OPMALMI0O O TOM, Kak CHU3WTb PUCKW, CBA3AHHblE C WCMO/b30BaHWEM MpenapaTa
BunTenco®. Bpau MOXXeT O0ObACHUTbL NauveHTy WM ero 3aKkOHHOMY npeAcTaBuTeNto Havbonee
BaXKHYI0 MH(hopMaumio no 6e3onacHOCTW npenapaTa, BK/IKYEHHY0 B 06pa3oBaTe/bHblii MaTepuan
4na nauyeHToB. OTUeTbl O HeXXenaTe/NbHbIX ABMEHUAX AO/DKHbI NofaBaTbCa B COOTBETCTBUM C
NOKa/IbHbIMU HOPMaTMBHLIMU TpeboBaHUAMM Mo hapmakoHaa3opy.

NHpopmauma ana naumeHTos,
nonyvaroLmx Bunrenco®, n Ux cemen

Vv [aHHbI NeKapCTBEHHbI npenapaTt NOANEXUT LOMONHUTE/IbHOMY MOHUTOPUHTY. OTO
No3BO/INT 6bICTPO BbIIBUTb HOBYIO MHGOPMaL Mo No 6e3onacHocTU. Mbl obpallaemcsa K
paboTHMKaM CUCTeMbI 34paBoOXpaHeHns ¢ NPocb6oi coobuaTb 0 NO6LIX NOLO3PEBAEMbIX
HeXenaTe/lbHbIX peakumsx. Bbl MoXeTe NOMOYb, COO6LLMB 0 BO3MOXHbIX MO6GOYHbIX
a(phekTax cBOEMY fnevaliemy Bpauyy.
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0 Jymoauctpodmm [olleHHa

MblweyHas guctpodpuma AroweHHa (MA/[) Bbi3BaHA reHETUYECKOW MyTalmnei B reHe
ANCTpodhuHa, KoTopas NPUBOAUT K OTCYTCTBUIO UK aednunty 6enka guctpodmHa.
Korga 3TOT reH noBpexgeH, HapywaeTcs MpoLecC CYUTbIBAHUA TeHeTU4ecKoW
MHpopMaunum ©n KIeTkn He UMeKT «UHCTPYKUMA» Ans nocTpoeHuss 6Genka
AnCcTpoduHa, 4TO NPUBOAUT K MOBPEXAEeHU Mblwl. AucTtpodun HaxoguTCcsa B
MbILLIEYHbIX KNeTKax W urpaet BaXHYW poJib B NnoagepXaHuu CTPYKTYpbl 3TuUX
KNeToK 1 ux uenoctHocTtu. OTCyTCTBME AUCTPOPUHA Brie4vyeT 3a cobOil HapyweHune
LEeNOCTHOCTU K/IETOYHOM CTEHKU, paspylleHne MblleYHbIX KNeToK U UX 3aMelleHne
XWPOBOW N COEAMHUTENBHON TKaHbl. DTOT Npouecc ocnabnaeT Mmblwbl, yXygwaeT
MX BOCCTAHOBJ/IEHME W MPUBOAUT K MNOCTENEHHON noTepe MbIlWEYHOW CUunbl.
Muoguctpodpusa  [oweHHa  NpoABafeTcs nporpeccupytow e MblLIEYHO

cnabocTblo, yTpaToi MblIWEYHOW CU/bl U TOHYCa U aTpodouein MblLlL,.

HopmasibHbIi reH CuHTe3 aucTpotmHa BoccTaHoB/IeHME MbILuL,

befiok guctpc o

MyTtauus B reme benok He cuHTesnpyeTca OcnabneHvie MblLLL
U
l'eH A1-. TpohmHa benok g.1CtpouH
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30,0pOBbIiA reH

YuaCTKu reHa, k«aa|3ykHupe 6enok,
Ha3bIBAOTCH *3lLBHaMN™

lev acTpocpuma CocefiHVe 3H30HbI MPAaBUIBHO COEANHEHDI
[eH ¢ MmyTaumein

[eneuys Win NporycK SK30H3 ]

Oynnnikevym win yasoeHve |

{ i, -y r -y
1Js.ju.-, i toifc . i « i.»V. -«i;-

feH gucrpedm»

CoceHue 3K30HbI HE NpaBusbIK COeANHEHDI

MMR Pts VTLS v. 1.1 RU 25.09.2024 CtpaHuua 3 13 11



Korga Buntenco® 6yaet apdektveeH

[layMeHTbl ¢ AMarHo3oM MblleyHas guctpogua [oLleHHa ¢
aeneunei reHa, KOTOPY MOXHO Ne4YnTb NyTeEM MpPonycka
53 3K30Ha.

MaumeHtoB ¢ MQAL ¢ pgeneuveir onpefeneHHbIX 3K30HOB MOXHO J/IeUYuTb
npenapatoM Buntenco®. [ocKoNbKY BO3MOXXHOCTL iedyeHna Buntenco® 3aBucuT ot
TOro, Kakue 3K30Hbl NMOBPEeXAeHbl Y AaHHOTo nauueHTa, nepej HavyasioM /ieyeHus
Heo6Xxo4ANMMO MNPOBECTU TEHEeTMYECKNA TecT ANA onpefeneHus Kakas WMEHHO
MyTauma npmeena K 3abosieBaHuio. B 3aBUCMMOCTM OT pe3y/nibTaToB UCC/ef0BaHUA
Bpay MOXXeT onpenenntb CMOXeT i Buntenco® nomoyb npu faHHOM Buae
MyTaummn. TONbKO naumeHtam Cc MOATBEPXKAEHHON MyTauuein reHa AuUCTpodmnHa
(DMD), kotopas nopgpgaetcss nponycky 53 3k30Ha, MOXeT OblTb peKoMeHAoBaHa
Tepanua Buntenco®. Okono 8% nauwmeHtoB ¢ MO vmeloT MyTauuu, Kotopble
MOTYT ObITb CKOPPEKTUPOBaHbI Buntenco®.

YacTo BCTpeyatolnecs Aeneuumn 3aK3oHoB, KOTopble
BO3MOXHO CKOPPEKTMPOBaTh Buntenco®

e [leneuyms ak3oHa 43-52
e [leneyns ak3oHa 45-52
e [leneyns ak3oHa 47-52
e [leneums ak3oHa 48-52
[eneuna sk3oHa 49-52
[eneuna sk3oHa 50-52
e [leneuunsa sK3oHa 52
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[eHeTnYecKoe KOHCY/IbTUPOBaHMeE

KoHcynbTauusi Bpava-reHeTMKa MomoraeT nauuMeHTaM M UX CeMbAM  pellaTb
CNOXXHOCTW,  CBfI3aHHble C  MeAWUMHCKMMMK  acnektamum  3abofieBaHusl
(nabopaTtopHble UccnefoBaHUsl, TeHeTMYecKas AMarHocTMKa, MHoraa nevyeHue u
T.[.), BKIOUYas OMaceHWss X BOMPOCbI, BO3HMKaWOLW,Me B pe3yfnbTaTe W3y4YeHus
reHeTUYeckux (HacneAcTBeHHbIX) 3ab0neBaHWMIA U UX PUCKOB. Takxke Takas
KOHCynbTauust  6yaeT Heobxoguma Ana  NNaHUPOBAHUS  MOCAeAdyHoLL,UxX
6epeMeHHOCTe B CEMbE C LENbl0 POXKAEHUS 3[40POBbLIX AeTeld. FeHeTudyeckoe
KOHCY/NbTMPOBaHME NPOBOAMTCA NPOGECCUOHaNbHbIM BPpaYoOM-TeHEeTUKOM.

[laLneHTbl, KOTOPbIM He cnepyet NpuHMMaTb Buntenco®

MayneHTbl, CUMNTOMbI KOTOPbIX MOTYT yXyLWaTtbca npyu npueme Buntenco®.

MaLNEeHTKN XXEHCKOro Mnosa ¢ Mytauuen reHa
ANCTPOMMHA TONLKO B OJIHOIN M3 ABYX X-XPOMOCOM

Bo Bpemsa neveHunsa cnegyet cobnoaaTb OCTOPOXKHOCTb Y
cnefyrowmx naumMeHToB
BO3MOYKHOCTb NleYeHuss npenapatoMm Buntenco® Ao/mkHa 6biTb 06CYX/aeHa ¢
nedawijym Bpavyom min BpavyoM-reHeTMKoOmM, MMEeKLWNM ONnbIT pa6OTbI ¢ Bunrenco®,

a TakKe C AMarHocTUKoi u neueHvem MOJ, 1 A0/MKHA onpeaensTbCs BpayoM
MCXoAs U3 COCTOSHUA MaLMeHTa.
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e Ecm y naymeHTa 3aboneBaHne noyek, Bpay MOXeT
Ha3HauYNTb AOMOJIHUTENbHbIE aHaU3bl 415 OLEHKN
(hyHKLMM MoYeK nepes Ha4ya/lIoM fievyeHns npenaparom
Buntenco® v B xoae nevyeHns

e Ecnn, B CBA3N ¢ nporpeccuposaHnem MO, notpebyetca
NCKYCCTBEHHAA BEHTUNALNA NErKNX, W/ Nnn aggexT
npenapara 6yaeT OTCyTCTBOBATb, BPay MOXET NPUHATb
peLleHne o NpekpaLl,eHnn NpUMeHeHns npenapara
Buntenco®

MexaHu3m aenctens Bunrenco®

MexaHn3m aencTems Buntenco® 3aknoyaeTcs B «COKPbITUM» (Aeneunn) 53 3K30Ha
B npouecce popMmupoBaHnss MPHK (MPHK - «MHCTPYKUMA» AN18 NOCTPOEHUS Genka
ANCTPONHA), 3acTaBnsAa Lesble 3K30HbI, He NoABeprwneca geneymmn npasusibHO
COeANHATLCA. OTO NO3BOJIAET OCTABLUENCS YacTh reHa NpasW/ibHO MpPeaocTaBnATb
MH(OpMaUMIo O NOCTpoeHuu OGenka AuctpouHa. B pesynbrate co3paércs
YKOPOUYEHHbIA, HO (yHKUMOHa/bHbI 6enok. BeepgeHue npenapata Bunrtenco®
(MHH BunTonapceH) nomoraeT oOpraHM3Mmy BbipabaTtbiBatb (YHKLMOHA/IbHbIN
(KOpPpeKTHO paboTatoLL,uii) ANCTPOdUMN.

Bo Bpems neuyeHus npenapatoMm Buntenco® pekomeHAOBaHO MNEPUOANYECKM
NpoBepATb ABUraTeflbHY (YHKUMIO (MPOBOAUTL PYHKLMOHAbHbIE TECTbI), UTOObI
noaTBepAnTb 3PMEKTUBHOCTL NIEYEHUA U KOHTPO/NMPOBATb MNPOrpeccMpoBaHue
3ab60neBaHus.
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Buntenco®

Ti

JlekapcTBo
/ 9K30HbI COEANHEHBI COBAMHSARTER ( Son cnpeTem
HE NpaBIIbHO onpeseneHHbIM
3K30HOM
I®
Benok gucrpodin
K30HblI
coefjHeHbI Benku beHKLI.I/IOHaI'IbeIE,'rI \ Ykpennexue\
npaBnILHO HO KOpoYe 06bIYHOTO MBILLIL, }
auctpouHa /

[lo3a npenapata Buntenco® v ero sBeaeHne

Bunrenco® BeoauTca 1 pa3 B HeAEeNo B BUAE BHYTPUBEHHOW MH(y3uW. BeeaeHue
Buntenco® 3aHMMaeT OKO/IO Yaca.

[oXkanyncrta, o6paTtuTechb K Bpady, MeficecTpe Unu apyromy
MeaANUNHCKOMY NepcoHany, ecav BO BPpeMs BBeEAEHUA
BO3HMKAIOT Kakne-nmbo 13 crnefytowmx npmu3HakoB nnm

CAMMNTOMOB:
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bonb, NokpacHeHue, NPUNYXA0CTb UK X004 B MecTe
BBeZleHMA npenapara

TowHoTa

[onosHast 60/1b

[0N10BOKpPY>KeHMEe

JInxopaaka

AunckomdopT B ropsne

YyalleHHoe cepauebuneHne nT. a

Bo Bpems BBefieHUA Buntenco®, noxanyucra,
npuaepXmnBamnTecb cneayowmx NpaBun:

OcTaBaiTecb B NMOKOe, 4TOObI NPeaoTBPaTUTb NMPOKO/
cocyaa Unmn U3rnd BHYTPMBEHHOIO KaTteTepa U BbixoAa
npenapara 13 KPOBEHOCHOTO pycra

Mpn Heo6Xo0ANMOCTU ABUraTECH OCTOPOXKHO, YTOObI
npeaoTBpaTUTb C/lyvyaiHOe CMeLLleHe BHYTPUBEHHOIO
KaTeTepa/urnbl UK NOACTaBKM ANA KanebHWUL,

Mepen HavyaoM MHGY3UN cxoanTe B yOOPHYHO

Mepbl NPegoCTOPOXHOCTM BO BPEMS NIeYeHNS
npenapatom Bunrenco®

Buntenco® MOXXeT Bbi3biBaTb MOOGOYHbIE 3DMPEKTbI U CUMNTOMbI, OMUCAHHbIE HUXKE.
X cnegyeT pacnosHaBaTb M HayaTb /lIe4MTb KaK MOXXHO paHblle - €C/iM OHU
pa3BMBalOTCS, NoXKasyicra, obpaTUTeCh K ievyallemy Bpaudy.
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Mo6ouHble AP eKThbl

Nlnxopapgka
MokpacHeHMe nnn 60/b B MeCTe MHBEKLNM

CoobueHne 0 N060YHbIX ApheKTax

Echm y Bac BO3HWKaOT Kakue-nnbo HexenateNnbHble NO604YHblE 3PGEKTHI,
MPOKOHCYNbTUPYiTECh C Bawmm BpayoM. K HUM OTHOCATCA N06Gble MNO6GOYHbIE
3hheKTbl, B TOM 4MC/Ne He yKasaHHble B JINCTKEe-BKNaAblle. Bbl Takke MoOXeTe
CO0OLNTL O MOBOYHbLIX AthheKTax HaNPSMYHO:

Poccuitickaa depepayms

109012, MockBa, CnaBaHckaa nnowaap, a.4, ctp.1
defepanbHas cny>kba no Hag3opy B cpepe 34paBoOXpPaHEHNS
Ten.: +78 (800) 550- 99- 03, +7 (499) 578-02-20

dakc: +7 (495) 698-31-18

AneKTpoHHaa noyta: pharm@roszdravnadzor.gov.ru
https://roszdravnadzor.gov.ru/

O HexkenaTtesibHbIX ABNEHUAX TAKXKe MOXHO co06LWNTL B AO «P-dapm»:

119421, Mocksa, yn. bep3sapuHa, 4.19. kopnyc 1
Ten.:+7 (495) 956-79-37

+7 (495) 956 79 38
e-mail: safetv(S)rpharm.ru

Coobuas o nobo4HbIX apekrax, Bbl nomoraete nonyyntb 60nbLUE CBEAEHUIN O
6e3onacHocT npenapara.

Kpome TOro, ecnu y Bac BO3HUKaeT Wi 6eCnoKouT Kakon-nnbo u3s cnegyrowmnx
CMMNTOMOB. BaMm Tak ke cneayet 06paTI/ITbCF| K Bawemy nevau,emy spavy.
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Apyrne cMMmnTOMbl

» [l0oBbllWEHHAasA YyBCTBUTENbHOCTb:
CbiMb, 3K3eMa, KpanMBHMLA 1 T.A.

PaHee co006Ljan0Ch O FTMNEPYYBCTBUTENILHOCTA K aHANOMMYHbIM Npenapartam.

Bo3aelicTBME Ha MOYEBbLIAENNTENbHYO CUCTEMY:
60/1b B MOSICHMLE, NPU MOYENCNYCKAHUN, BHU3Y XMBOTA,
an3ypun, rematypum nT.g

XoTa y nofeln 370 He NOATBEPXAEHO, pak MOYETOUYHMKA Obl/1 06HApPYXXEH BO
BpPEMS 3KCMEePUMEHTOB Ha XXMBOTHbIX C NPUMeHeHMeM npenaparta Buntenco®.
Onda BbISiBNeHUA N06bIX OTKNOHEHU cnefyeT NepuonYeckn NpoBoOAUTh
aHanM3 Mouu 1 ynbTpasBykoBOE MccnefoBaHme

" BnnaHune Ha yHKUUIO MOYek:
YMeHbLLUEeHNe 06beMa MoUM, OTEKW, YCTanocTb UT.A4,

MOCKONbKY MOTYT 6bITb HapyLIeHbl (YHKLMM NOoYek, cneayeT Nepuoanyeckn
NMPOBOAUTb TECTbl PYHKLMN NOYEK, TaKMe Kak aHann3 MoYu 1 KpoBM

PerynsipHO KOHCYNbTUPYITECH C NeYallnum Bpavyom

UToObl NeuyeHune ObIN0 MaKCUManbHO 3MEKTUBHLIM, PErynspHo coobuialite
nevauiemy Bpady O CBOEM CaMO4YyBCTBMM, YTOObI OLLEHUTb IPGEKT OT IeYEHUS U
NpeaoTBPaTUTL PasBUTME MOGOYHbIX 3heKToB. Ha oHe nedyeHuss Buntenco®
cnefyeT nNpoAo/mKaTb NpuMemM  Bceli  pPeKOMeHAOoBaHHONM paHee Tepanuu,
perynsipHble 3aHATMS JIOK 1 peabunutaumm ana noaaepykaHus ABuratefibHbIX

(OYHKUMIA.
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Mepbl NPeoCTOPOXXHOCTM B MOBCEAHEBHOM XN3HU

N36erainte 4ypeamMepHbIX (U3NYECKUX HArpy30K

Cospaiite 6e3onacHyl cpefy, Tak Kak MblleyHas cnabocTb MOXET NPUBECTU
K nageHunam

Mpuaepxwunsaintecb cb6anaHcMpoBaHHOM AuneTbl, 4TO6ObI U3bexartb
Ype3MepHOro yBe/IMYEHNS UAN NOTEPU Beca

MOCKO/IbKY NeyeHne ctepomgamy MOXET 0CNnabutb UMMYHHYIO CUCTEMY,
perynsapHoe MbiTbe pPyK, MONOCKaHWe ropna U HoWeHne Macok MOryT NOMOYb
npenoTBpaTuTb MHMEKLUN.

yxon Ha gomy

Ecin noceuleHne 60MbHULLI CTAaHOBUTCA 3aTPyAHUTENIbHBIM, BUATENco® MOXKHO
BBOJMTb OMa MOC/e KOHCY/bTaluu ¢ nevalymm Bpayom. OHaKo, B 3aBUCMMOCTM
OT ()M3NYECKOro COCTOAHMS NauueHTa, AoMallHeli 06CTaHOBKM U MeauLUHCKNX
YCNOBWIA, HEKOTOPbLIM MaLMeHTaM MOXKET ObITb OTKa3aHO B /lIeUeHU B AOMaLLlHUX
YCNoBusAX. B cnydae, ecim WHMY3MA NPOBOAMUTCA Ha AOMY, OHa TakXe A0/MKHa
OCYLLECTBNATLCS NoA, HabMAeHNeM Bpaya.

O6paT|/|Te BHMMaHMEe, 4YTO AJdaXke npn JgomMallHEM JfeYeHUnun HGO6XOAMMbI
nepunogn4vyeckne MmegnumnHCKmne oCMoTpbl 1 noceweHns 60]'IbHI/ILl|I:>I.

Ba>XHO MOMHOCTBLIO MPOYUTATb IMCTOK-BKNAAbIW C MHGOpMaLmel ans
MaLueHTa, KOTOpbIA HaxoAMTCA B yNakoBKe ¢ npenapaTomM Buntenco®.
B HeM coep>katcsi Bce BaXKHble CBeAeHUS, KOTOPble Bbl AOMKHbI 3HATb
06 3aTomM nekapctBe. lNonpocuTe Ballero Bpava uUaM MeauLNHCKYH
CEeCTpy pa3bsICHWUTb BaM BCH HEMOHATHYK MH(POPMAaLMI0 UM OTBETUTb
Ha Nto6ble BONPOCHI, KOTOPble Y Bac MOryT BO3HUKHYTh.
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JleyeHne MblLLIEYHOW AUCTPO(UK [toLLeHHa
J BunTenco® pacreop gns uHdyauii 250mr

BuntonapceH gna BHYTPUBEHHbIX MHDY3WIA
OTnyckaeTcs no pewenty Bpaya {/icnonb3yiite 3TOT NPenapart TO/IbKO MO Ha3HAYEHWIO Bpaya)

[NpoTnBoNoOKasaHuA: [MnepyyBCTBUTENILHOCTL K KOMMOHEHTaM npenapara B
aHaMHe3e



Cofep>xaHue

1 Yek-nncT gna Havana BeBefeHUa Buntenco® B fOMaLLHNX YCNOBUAX cTp.4
Ycnosus, Kacatowmecs naumeHTa
TpeboBaHMA K BBEAEHUIO B JOMALLUHUX YCMOBUSAX
BpayebHbI KOHTPOSIb
Keannmkaumsa noceLaroLmx spadein 4 BefeHnsa Ha LOMY
2. Y10 HEeo6x0AMMO 3HaTb NaUMEHTY 1 ero CeMbe cTp.6
Bonpocbl ans obeyxaeHns
3. BeegeHve Bunrenco® CTp.6
Noka3aHuA
Cnocob BBefeHWsA 1 [03bl
Mepbl NPeLoCTOPOXKHOCTU MPK 06paLLeHNM
Mepbl NPeLOCTOPOXXHOCTU, KacatoLmecs NpPUroToBIeHNUs pacTeopa
Mepbl NPeLoCTOPOXKHOCTU NPV BBEAEHUN
4. Tloka3aHMA/NPOTNBONOKa3aHNA Ana BBELEHNS cTp.7
MpoTrBOMOKa3aHWs
Mponyck 53 3k30Ha
MauveHTbl Ha noaHen ctagun MO
Jetn
MayneHTbl ¢ HapyLLeHVeM (PYHKLUMX NOYeK
MaumeHTKM ¢ AUCTPOMHONATUEN XKEHCKOro nosa
BepemeHHble YXeHLLMHbI
KopmsLLme >KeHLMHbI
5. Bo3mOXHble NOB6OYHbIE peakLun cTp.9
CepbesHble NO60YHbIE peakLun, BKIOYas CMePTb
MoboYHble peakuun, NPUBOAALLME K CHDKEHWIO A03bl/MPeKpaLLeHmnto nprema
[pyrve no6o4YHble peakumm

6. BakHble NoTeHUMabHbIE PUCKN cTp.9
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MoBbILLEeHHAA YyBCTBUTE/IbHOCTb

AnchyHKumaA noyek

Bo3sgelicTBre Ha NepPexofHO-KNETOUHBIA paK MOYETOYHNKA/MOYEBBILENNTENIbHYHO CUCTEMY
7. Mepbl N0 KOHTPO/O HeXenaTtesbHbIX peakuuii cTp. 11

MoBbILWEeHHAA YyBCTBUTE/IbHOCTb

AnchyHKumaA noyek

Bo3spgeiicTBne Ha NepexofHO-KNETOUHBIN pak MOYETOUYHMKA/MOYEBbIAENUTENbHYIO CUCTEMY

8. KoHTakTHas nHMopMaLums B SKCTPEHHbIX Cyyasax cTp. 12
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1. Yek-nuct gna Havana BBefeHNs Buntenco® B foMaLLIHUX YCA0BUAX
Mepbl NPesoCTOPOXHOCTH, KacatoLmecs AoMallHero npumeHeHusa Buntenco®

1 3T0T npenapat, Kak nNpaBw/o, creayeT BBOAUTb NOA HabMOAeHMEM Bpaya-CreLuanuncta,
obnagaroliero  JOCTaTOMHbIMKM  3HaHMAMM 06 3TOM  Mpermapate W [OCTaTOYMHbIMU
3HAHUAMW/ONLITOM B AMArHOCTUKE N NIeYEHUN MblLLeYHON anctpodun OroweHHa (MJ1L).

2. Ecnv BBegeHVe B MeAMLMHCKOM YupexaeHuu nof HabnoAeHvWeM Bpada-cneupanucta
HEBO3MOXKHO, CNiefyeT MPUHATL Mepbl A1 HAAMeXallero MeAWLMHCKOro Hafgsopa WM BBOAWUTH
npenapar Ha AOMY Moc/fe COOTBETCTBYIOLLEN OLEHKM BPayoM 6€30MacHOCTM M BO3MOXHOCTU
NPOBEAEHUSI BHYTPUBEHHBIX MHKY3WIA B JOMALLHKX YCNOBUSX.

3. OpHako nepsble 4 Hepenu (00 4-ro BBeAeHUS) [03MPOBaHUA PEKOMEHAYeTCs MPOBOAUTL B
YCNOBUAX NevebHO-NpodrnakTUyeckoro yupexxaenus (JINY), nog HabntogeHnem MeanLMHCKOro
cneymanncta, umerowero onbiT B o6nactm MAA. CnepyeT [OKYMEHTa/lbHO MOATBEPAUTL
OTCYTCTBME Cepbe3HbIX MOBOYHBIX 3NMEKTOB B TEUEHME 3TOrO Nepuosa feyeHus.

4. Takke CcrneynasnucTom, WMeWmMM onbliT B obnactv MO, [O0MKHbI ObITb  OLEHEHbI
6e30nacHOCTb U 3heKTUBHOCTL fleveHns. LlenecoobpasHoOCTb MPOLO/HKEHUS NpUeMa LO/MKHA
OL,eHMBATbLCA BO BPEMS MOJTHOrO (DM3NYECKOro 06C/ejoBaHNS.

OcyLLEeCTBNATb BBEAEHME B OMALLHMX YCIOBMSX BO3MOXHO TO/IbKO MOC/E BCECTOPOHHEN OLEHKM
BpayoM BbIMOMHEHMS YCNOBWIA ANS BBEAEHUs MpenapaTa Ha AOMY, TakuX Kak «YCroBus,
KacatoLLmecs naumeHTa» U «TpeboBaHUS K BBEIEHUIO B JOMALLIHUX YCIOBUSX.

Ycnoeus, Kacatolmecst nayueHTa

BeegeHvie Buntenco® B AOMALLHMX YC/IOBUSAX [JO/MKHO GbITh Pa3peLLEHO TOMbKO TeM MalyeHTaM,
KOTOpble, MO MHEHWIO Bpaya, WUCMbIThIBAOT TPYAHOCTM MpW noceuleHun JIMY u3-3a CBOEro
(M3NYECKOrO COCTOSHMA M XKM3HEHHbIX 0OCTONATENLCTB. Kpome Toro, Bpay A0/MKeH NOATBEPAMUTS,
YTO MaLMEHT COOTBETCTBYET CMEAYHOLLVM YC/OBUSIM:

ConyTtcTBytowme 3aboneeaHus, OTAMYHble oT MUAL, ABAAOTCS  CTabWbHbIMU
(KOMnNeHcMpoBaHHbIMK) C MEAMLIMHCKOM TOUKM 3PEHNS.

MepBble 4 Hepenn (00 4-r0 BBeAeHWSA) [03MPOBAHMSA MPOXOAMAN B YCNOBUAX
KPYrnocyTOYHOrO WAM AHEBHOIO cCTauuoHapa mnof HabnogeHveM  MeauUMHCKOro
crnewmanncTa, v B Te4eHVe 3TOro nepurosa ieYeHns He HabM4aN0Ch HUKAKMX Cepbe3HbIX
NOGOYHbIX peakuuii.

BBefeHWe B JOMALLHUX YC/IOBUAX MOXHO MPOBOAUTbL PErY/IAPHO.

MaupeHT, nevawyunia Bpad 1 NoceLLatoLLmMiA BpaY - BCe COrNacuinch Ha BBeAeHWe npenapata
B lOMaLUHNX YC/OBUSIX.

[MauMeHTy pekoMeHAOBaHbl pPerynspHble KOHCynbTauuu C fedyaliyum BpavyoM B
MeAULIMHCKON opraHmn3aumm.

BaxHble Mepbl NPeaoCTOPOXHOCTY

3TOT npenapaTt AO/MKEH Ha3HauaTbCs W BBOAWTLCS NOJA HabMOAeHWEM Bpaya, 06/1afatoLLero
[0CTaTOUYHBIMU 3HAHWSIMM 06 3TOM MpenapaTe W [JOCTAaTOYHbIMK  3HAHWUSMW/OMBLITOM B
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OVNarHocTuke u nedeHun M. Ecnm  gomallHee BBEAEHME Pa3PELLUEHO, OHO  [IO/KHO
OCYLLIECTBNATLCA MOJ HABMHOAEHNEM TAaKOro Bpaua.

TpeboBaHUS K BBEeEHUIO B AOMALLHUX YCNOBUSIX

o CooTBeTCTBylOWAA [OMallHAsS 06CTaHOBKa (4McTasi M OCHaleHHas HeobXoauMbIMU
yAo6CcTBaMM, TaKMMUW KaK 3/1eKTPUYECTBO, BOAOMPOBOL U TeneoH, a TakKe XONOAWNbHUK W
[0CTaTO4YHOE MPOCTPAHCTBO 415 BBELEHMA Npenapara).

 TexHWUYecKne CpeACcTBa [1s1 ONepaTMBHOIO KOHTaKTa C BPaioM WM MefCeCTPOI B 3KCTPEHHOIA
cuTyaumn (BKIKOYas NOArOTOBKY CMCKA KOHTAKTHbIX /UL, B 3KCTPEHHOI CUTyauun).

* BBeaeHMe B JOMALLIHUX YCMOBUSIX BbIMOMHSETCS B MPUCYTCTBMAM Bpaya, 1 BpaY Uy npuxosiias
Me/ICECTpa OCTarTCs JOMa Y NaLMeHTa [0 3aBepLUeHs BBEAEHNS.

BpayebHblil KOHTPO/Ib

Ecnv npenapaT BBOAUTCS B [IOMALLHUX YCMOBMSX Mo HabMoaeHneM Bpaya, CrefyeT BHeapUTb
CUCTEMY COTPYAHWYECTBA MeXAy /evaliuM BpadoM W CMeUuanucToM, OCYLLECTBSAIOLLMM
BBEAEHME BunTtenco® B JOMALLHWX YCNOBUSX, OCHOBaHHYHO Ha CreflyHoLLEM:

o Jleyawmii Bpay MpPeoCTaBNseT HEO6XOAUMYH WHAOPMALIMIO MOCELLalolemMy Bpady, B
YaCTHOCTM MH(OPMALIMIO O NIEYEHMM MALMEHTA.

* Mocellatolwnii Bpay KOHCYNbTUPYETCS C /eYallyiM BpayoM O CTpaTeruy NleyeHus, BKIoYas
L|eNeco06pasHOCTb NPOAO/MKEHMS NpMeMa 3TOro npernapara.

» [MoceLLaroLmit Bpay nonyyaeT Noapo6HY MHPOPMALMIO, KACatoLLyHCS COCTOSIHUS NalMeHTa
1 06ecneymBatoLLlyt0 6e30MacHOCTb MalyeHTa Ha (hoHe Tepanumn npenapaToMm BunTenco®, Takyto
KaK pe3yNbTaTbl MCCNEOBAHNS aHaN30B KPOBY 11 MOUM.

e B C/lyyae Cepbe3HOr0 HEXeNaTeNbHOro SBMEHMS MOCELaoLWMiA  Bpay obecneuvBaeT
HEME/IeHHOe MpeKpalleHne BBefeHMe npenapata U coo6LaeT 06 3TOM fevyaliumy Bpauy.
JNevawmii Bpay MOXET B3ATb Ha Cebs feyeHne, Hanpumep, NyTeM rocnuTanusaumn™. Jlo6oe
Aa/bHeliLlee BBeAEHME AO/MKHO NPOBOAUTLCA B CMELMAIN3MPOBaHHbIX CTaLMOHAPHbIX YCIOBUAX
[0 Tex Mop, Noka He 6yAeT BO3MOXHO BO306HOBUTL MPYMEHEHUE B JOMALLIHUX YCOBUAX.

« [locewarownii  Bpay KOHCY/bTUPYETC C fleYalluM BpayoM B C/y4Yae BO3HUKHOBEHUS
KaKnX-n1M60o CNOXHOCTel UM HeonpeenieHHOCTEN B IeUeHUI MaLMEeHTa.

*ECnM cOTpyAHMYatoLLLee Cneuyann3vpoBaHHOe MeAMLIMHCKOE YUPEXAeHe He MOXET MPUHATb
naLmeHTa B 3KCTPEHHOW CUTyaLun, HEO6X0AMMO 06eCreUmnTb abTEPHATNBHOE YUpEeXAeHWE.

KBanugpumkaumnsa noceuiatoLmx Bpadein Ans BefileHUst Ha oMYy

Cneaytolme KpUTEPUN [OMKHbI ObiTb BbINOMHEHbI AN TOr0, YTO6LI Bpay MOr OCYLLUECTBATh
BBEJEHME MpenapaTta B JOMAaLUHUX YCOBUSX:

 Bpay MMeeT OMbIT OKa3aHUs MeAMLIMHCKOI NMOMOLLW Ha IoMY.
e Y Bpaya OT/@KeHa CUCTEMA MEAWLIMHCKOTO COTPYAHMYECTBA C JleyallyM Bpayom Mnpu

OCYLLIECTB/IEHMN BBEIEHWS Ha JOMY.

MMR Howe VTLS v. 1.1 25.09.2024 CrpaHunua 513 11



» Bpay MMeeT KPyr/i0CYyTOUHYHO CBSI3b C SKCTPEHHBIMU CNYXK6amMn MeMLIMHCKON NOMOLLY W/nunn
CECTPUHCKOI yXo/a Ha IoMmy.

2. YUTo HeobXxoaMmMo 3HaTb NaLUEHTY N ero CemMbe.

Ecnn nmaumeHT wu/wnm ero cembs (3aKOHHble MNPeACTaBUTENN) XKenlaeT MosyvyaTb JieveHue
npenapatoM Buntenco® Ha oMy, ¥ €C/N NlevaLLMin Bpay B MeAULMHCKOW OpraHn3aummn oueHnBaeT
3TO KaK TEXHUYECKN BO3MOXXHbI BapuaHT, fevalnii Bpay JO/HKEH 00bACHUTL NauMeHTy wu/unm
ero cembe, Kak 6yayT NpoBOANTLCA BHYTPUBEHHbIE MHPY3UN Npenapata Buitenco®, v nony4nTb
X cornacue.

MpumMeHeHne npenapaTa Buntenco® B goMallHMX YCNOBUSX CNeAyeT HauvMHaTb TOMbKO nocne
MO/YYeHNs COrnacusi BCEX COOTBETCTBYHOLUMX CTOPOH: MalyeHTa WKW ero Cembi (3aKOHHbIX
npeAcTaBuTENei), Neyallero Bpada 1 NoceLLatoLLEero Bpava.

Bonpocbkl gna obeyAweHus
* [NokasaHwus, L03MPOBKa M CNOco6 BBefeHMs npenaparta Buntenco® ans nHhy3uii

» Mepbl MPeAoOCTOPOXXHOCTV BO BPEMSI BHYTPUBEHHOW MH(Y3UM W BO3MOXHbIE MOGOYHbIE
peakuuu

3. BeegeHue Buntenco®
NMokasaHwns

MAOA, Nnpn KOTOPOM MOATBEPX[AEHa [e/leHUd reHa AuUCTpoduHa, nogjaroLlianca Tepanuu
nyTem nponycka 53 3K30Ha.

Cnocob BBeieHUS U A03bl

PekomeHfoBaHHadA [03a npenapara Buntenco® BBOAUTCA BHYTPMBEHHO B TeyeHue 14aca B fj03e
80 Mr/Kr BunTonapceHa Of4UH pa3 B HeLento.

Mepbl NpefoCTOPOXHOCTU NMPU obpaLLeHun

W36erainTe 3aMopaxmnBaHusa npenaparta.

XpaHuTb Npu Temnepatype 2-8°C.

Mepbl NpPefsoCTOPOXHOCTU, KacalwLimecs NpUroToBeHUsa pacTeopa

Pa3BefieHMe Mpenapata PeKOMEHAYeTCs HauuMHaTb MOCMe OCMOTPa MauyeHTa U paspeLleHus
Bpaya NpPoBOAUTL UHY3NIO.

1 Tlpenapar cnefyet npUroToBUTb C  WCMONb30BaHWEM  (DM3MOMIOMMYECKOro pacTsopa
(0,9% pacTBOp HaTpWs Xnopuaa Ans UHLEKUKIA) ¢ goBeaeHneM o6bema A0 100 mn. Ecnv ob6bem
npenaparta nepes passefeHveM paBeH unn npesbiwaet 100 M, pasbasneHve GU3NONOrNYECKAM
pacTBOPOM He TpebyeTcs.

2. Kaxgapblil (hnakoH mnpenapata npefHasHayeH [ OHOPA30BOr0 MPUMEHEHUs - OGO
OCTaBLUMIACS pacTBOP NOANEXUT YyTUM3aLmMn. Ero He cneflyeT MCNOMb30BaTh ANs MOCNEA3NOLLIEr0
BBE/IEHUSI.
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3. Mpun o6palleHnn ¢ NpernapaToM PeKOMEH/AYETCS MCMO/Mb30BaTh MePUaTKM, 3aLUUTHBIE OUKU W
T.4. Mpn nonagaHuM pacTBopa npenaparta B rn1asa WM Ha KOXY ero ciefyeT HeMeAIeHHO CMbIThb
6ONbLUMM KOMMYECTBOM BO/bl U MPUHSATL COOTBETCTBYIOLLME MEPbI, BK/OUYAs KOHCYNbTALUIO C
BpaYoM.

Mepbl NPefoCTOPOXKHOCTY NMPU BBEAEHUM

Henb3a cMelmBaTh Apyrue nekapcTseHHble CpeAcTBa C npenapaTtoM Buntenco® v BBOAUTL KX
O[JHOBPEMEHHO Yepe3 OfHY M Ty Xe /NIMHUIO BHYTPMBEHHOro AocTtyna. Buntenco® cnepyet
CMeLLMBaThb TONbKO ¢ 0,9% pacTBOPOM HATPUA X/I0puaa AN UHBEKLMIA.

BBefeHve cnefyeT 3aBepLUMTb B TeYeHMe 24 YacoB Moc/e pasBefeHua npenapata Bunrtenco®,
€CN roTOBbIA PacTBOP XpaHMTCA npu TemnepaTtype 2-8°C, M B TeyeHWe 6 4acoB, e€CnM OH
XPaHUTCS NPU KOMHATHOW TemnepaType.

* «HCTP3XKUMA NO NPUTOTOBIEHUIO pacTBopa A1 MHGY3um» - 3To pasgen OXJIM, ¢ KoTopbim
crefyet 03HaKOMUTbCA [0 pasBefeHus W BBeAeHUs npenapata Buntenco®. 3T0T pasgen
OMUCLIBAET pacyeT [03bl, MPUroTOB/IEHNE PacTBOPa M BBeeHMe 3TOro npenapara.

4. NMokasaHuAa/npoTnBoNoKasanua 419 BBefeHNN

BeeeHvie Buntenco® [0MKHO GbiTh PEKOMEHIOBAHO BpauoM. MMepef BBEAEHVMEM KaXKaoii 403bl
cnefyeT OLEHWUTb 06LLee COCTOSHME 3[0POBbs MAaLMEHTA U XKMU3HEHHO BaXKHble NMokasaTtenn A
onpefeneHns BO3MOXHOCTU / LieNiecoo6pasHOCTU BBEAEHUS.

MpoTrBOMNoKasaHUs (AaHHbIV Npenapar NPOTMBOMNOKAa3aH CieAytowmnm naynueHTam)

MaumneHTbI C NOBbILLEHHONW YYBCTBUTE/IbLHOCTHLHO B aHaMHE3e K NH060MY MHIpedMeHTY npenapaTta
Buntenco®.

Mponyck 53 3k30Ha

Mpenapat Buntenco® nokasaH 418 NPUMEHEHMS Y B3POC/bIX U AeTel A5 NeYeHNUs MblLeYHOW
anctpoun [loweHHa y NauyMeHToB € MOATBEPXAEHHOM MyTaumelr reHa DMD, y KoTopbixX
reHeTMYeCcKoe TeCTUpOBaHME MOATBEPAMNIO HalMuve [eneunnm reHa AuctpoduHa (Hanpumep,
feneumn 3k3oHoB 43-52, 45-52, 47-52, 48-52, 49-52, 50-52, 52), noagaroLLencs NeYeHnto
nyTeMm nponycka 53 3K30Ha, C MOMeHTa NOCTaHOBKM AnarHosa.

MaupyeHTbl ¢ aeneumeli 3K30HOB 43-52 He 6binN BKOYEHbI B KTMHWYECKME UCTbITaHWS Npenapata
Buntenco®. Bpauu A0MKHbI MMETb [OCTAaTOYHOE TMPEACTaBNeHNe 06 IMPEKTUBHOCTU 1
6e30nacHOCTY 3TOro npenaparta A0 PeKOMeHAaLMN NaLMeHTy Tepanun Buntenco®.

MaumneHTbl Ha no3gHel ctagum MO/,

AdhdekTMBHOCTL N 6e30nNacHOCTb npenapaTta Buntenco® He 6biNn YCTaHOB/MEHbI Y MALWEHTOB,
HaxodAWmMxXcs Ha MNOCTOSHHOM WCKYCCTBEHHOM BEHTUNALUMM NErKUX, W Y MauueHTOoB,
HaxoaaWmMxcs Ha No3fHeil HeaMbynaTopHON cTaguu. LienecoobpasHOCTb NPUMEHEHUS Y TaKUX
nawLMeHTOB A0/KHa ObITb TLATENbHO B3BELLIEHA C YUETOM KIMHUYECKNX 0COBEHHOCTEN, TaKUX KaK
coxpaHstowancs apuratesibHas (3WwKuys. Ecnm Takomy nauyueHTy peKOMeHAytT MpoBefeHune
Tepanun Buntenco®, cnegyeT TUlATENlbHO KOHTPO/MPOBATb  COCTOSIHME  MauueHTa C
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MepUOANYECKO OLEHKON 3(PEKTUBHOCTM U LieNecoobpasHOCTM NPOAOMKEHNS Tepanun. Ecnn
ahpekTa OT NPOBOAMMON Tepanuun He HabMOAAETCA, BBEAEHWE Npenapara criefyeT NpekpaTuTb.

JeTtn

KNUHWYECKUX UCMbITaHWIA C Y4acTMEM MAAEHLEB C HU3KOW Maccoii Tena mpu POXAEHUM,
HOBOPOXAEHHbIX, FPYAHUYKOB UNN fETell B BO3pacTe A0 4 NeT He NPOBOAUNOCE.

MayneHTbl C HapyLLleHMeM (PYHKLMN NoYeK

BblBefieHMe 3TOro npenapata W3 OpraHu3mMa Yy AaHHOV KaTeropum nauyeHTOB MOXET ObiTh
3aMef/IeHHbIM.

MayneHTbl C AUCTPOGMHONATMENR XKEHCKOro nona

*  KnnHu4eckme ncnbITaHNA 3TOro npenapara npoBOAWANCH TOMLKO Y NaLMEHTOB MYXCKOro
nona ¢ MAJ, 4to 03HaYaeT, YTo pPe3y/nbTaTbl KAMHUYECKUX WUCMbITAHWIA 419 NauyeHTOoB
YXEHCKOro nona HejocTyrnHbl. Kpome TOro, Bce AOKIMHUYECKME WUCCNefoBaHWsA Oblnu
NpoBefeHbI C UCMNO/Mb30BaHWEM CaMLIOB XXMBOTHbIX.

o [MauypeHTKn c AMCTpoMHONaTUE C HOPMaIbHbIMU X-XPOMOCOMaMn (HOCUTE/bHULLbI
MyTaLUMn XKEHCKOro nona) He AO/MKHbI NoyyaTb 3TOT Npenapar, MOCKO/IbKY OH MOXeT
CHMDKATb 3KCNPECCuto HopMasibHOro 6esika AncTpodurHa.

o [MayneHTKM ¢ AUCTPOMHONATMEN, Y KOTOPbLIX NPOSBAAOTCA CUMMTOMBI, CXOA4Hble ¢ ML,
13-32 UHAKTMBALMM 60/bLUMHCTBA HOPMa/TbHBIX X-XPOMOCOM (PKEHLLMHbI-HOCUTENTbHULbI
CUMMTOMOB) TakKXXe He JO/MKHbI MoslyyaTb 3TOT npenapar.

* Ha cerofHAWHWIA feHb He NPOBOAMNIOCH MPYMEHeHWe NpenapaTa Buntenco® naymeHTKam
¢ M/ 6e3 HopMasibHbIX X-XPOMOCOM (Hanpumep, ¢ CUHAPOMOM TepHepa).

BepemeHHbIe XXeHLULNHbI

[JOKNMHNYECKME UCCNElOBaHUS, OLEHMBaOLLME BAUsHWE Buntenco® Ha 3MGPUOHBI WK
3MOpMOHaNbHOE Pa3BUTME, HA CErOAHALLIHWIA AeHb He NPOBOAMIUCL. BnnsHue aToro npenaparta
Ha M/104, BK/OYas ero TpaHCN/aueHTapHbIA NepeHoc, He OLEeHUBAOCh, W, YUNTbIBasi MeXaHW3M
ero AeicTBYS, HeNb3s UCKKYATb BO3MOXHOCTb TOF0, YTO 3TOT NpenapaT OKasbiBaeT BO3AENCTBYE
Ha nnog. OTOT npenapaT CnefyeT Ha3HayaTb OEPEMEHHbIM XXEHLLUMHAM WAN >KEHLUMHAM, Y
KOTOPbIX He WCK/IYeHa 6epeMeHHOCTb, TO/bKO B TOM C/yyae, €C/M  CUMTaeTcs, u4TO
TeparneBTVYeCKasi No/b3a NPEBbILLAET PUCK.

Kopmswme XeHW HbI

Mpoao/mKeHe WMNM MNpekpalleHne FPyAHOro BCKapMAMBaHMS CneAyeT OLEHMBaTb C Y4YeTOM
TepaneBTUYECKUX NPENMYLLECTB U BbIrof OT FPyAHOr0 BCKapMMBaHUS.
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5. B03MOXHble HexenateNbHble peakynm

B KNMHMYECKMX UCCNEA0BaHMAX He Habnioaanocb CMePTeNbHbIX UCXOA0B WM HeXenaTeNbHbIX
SBNEHUIA, KOTOpble TPe6oBaM MpeKpaLleHns NpreMa npenaparta UM CHWKEHWUs A03bl. OfHaKo,
MOCKO/bKY OMbIT MPUMEHEHMs 3TOr0 npenapata OrpaHuueH, BO3MOXHO BO3HVKHOBEHVE B
peanbHoi KIMHWYECKOW MpaKTUKE He OMNuCaHHbIX B XO[e K/IMHUYECKUX WCCNefoBaHui
HeXenaTerbHbIX peakUuid, CBS3aHHbIX C 3TUM npenapaTtoM. Bo Bpems npuema Buntenco®
TpebyeTca TLaTelbHOE HABMHAEHME 3a NALMEHTOM U CNeAYET NPUHATL COOTBETCTBYHOLLIME MEpbI,
eC/IN HabMIOAAIOTCA HEXeNaTe/bHbIE PeaKLWN UM CUMNTOMbI, YKa3bIBaOLLME Ha HEXeNnaTeNbHbIe
peakLuyn.

Cepbe3Hble HexenaTe/bHble peaKLuu, BKAOYast CMePThb

B Xofe KNMHUYECKUX 1CCNeaoBaHUIA He OTMEYEHO.

HexenatenbHble peakuun, NPUBOAALLNE K CHMKEHUIO A03bl/MpeKpaLleHnto npuema
B x0fe KNMHMYECKNX UCCNEA0BaHNIA HE OTMEYEHO.

Jdpyrvie HexXenaTenbHble peakuumn

>5% <5%
CeppaeyHo- MoBbiweHne BNP*, cH/XeHue
cocyamcTas (hpakumn Bbibpoca
cuctema
MuweBapuTeibHas Bonb B XnBOTE, Anapes
cuctema
Koxka KpanveHuua 3K3ema, CblMb, N3MEHeHWe
LiBeTa BO/OC
Moukun MoBbiweHne NAG** MoBblweHne 13-
MUKPOrnobynuHa
Opyroe Jlnxopagka, NoBbILLEHWE JpuTeMa B MeCTe BBeeHUS,
NHTepNeKnHa NMoATEKaHME B MeCTe BBeEHUS

* BNP - MO3roBoi HaTpuitypeTuyecKunii nentug,
** NAG - K-auetun-P-B-rniokosammHugasa

6. BakHble NoTeHUMaIbHble PUCKMU
TMNepyyBCTBUTENBLHOCTb

MauyeHTbl ¢ aHanIaKTUYECKMMM peakuuaMn Ha NeKapcTBEeHHbIE npenapatbl B aHamHese Obln
MCK/IOYEHbI U3 BCEX KMHUYECKUX MCCNefoBaHUA. TmnepyyBCTBMTENbHOCTL Habnwoganach y 1
naumeHta B rpynne 40 wmr/kr B uccnegoBaHun 1l ¢hasbl. Y 3TOro naumeHta passunacb
rMNepyyBCTBUTENLHOCTb 1-M CTeneHn Ha 1-M feHb Nprvema, HO Ha CNeaytoWmMin AeHb peakums
CaMOCTOSATENbHO KyNUpoBasiaCh, HMKaKO Tepanuu no NoBOAY 3TOM peakumn He NoTpe6oBasioCh.
ATa peakums bblna pacueHeHa Kak KOHTaKTHas aifiepruyeckas peakums Ha (UKCUPYIOLWAIA Urny
NNacTbIpb, Y NPUYUHHO-CNELCTBEHHAA CBA3b C UCCNeAyeMbIM MpenapaTtoM BbisiBfieHa He bblsa.
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B MCCNeA0BaHWM TOKCUYHOCTM 3TOr0 npenapata C MCMo/b30BaHWeM 06e3bsH Habntoganach
BbIpabOTKa aHTUTeN K BUNTONapceHy. He Habntoaanoch HUKaKOro BAUSHWS Ha KOHLIEHTPALMHO
npenapara B Nnia3Me KPoBW 1 HKaKMX NMPU3HAKOB, YKa3blBatOLLIMX Ha NEKAPCTBEHHYHO annepruo.
OfHAaKO TMNepyyBCTBUTENBHOCTb K /IEKAPCTBEHHOMY CPEACTBY, €C/M OHA BO3HWKAET, MOXET
MPUBECTU K CEPbe3HbIM MOCNEACTBUSIM; MO3TOMY 3TOT MperapaT He CcneayeT HaszHauaTh
naLmeHTam C rMnepyyBCTBUTENBHOCTbIO B aHaMHE3e K I060MY 13 KOMMOHEHTOB BUNTOMAPCEHA.

HapyleHune yHKUUM noyvek

B HeKIMHNYECKNX UCCNefoBaHMAX TOKCUYHOCTM C UCMOJIb30BAHMEM MbILLERA N 06e3bSH OblIN
OTMEYEHbI MPU3HaKN MOYEYHON TOKCUYHOCTW, FUCTOMNATONOrMYecKas KapThHa pacLumnpeHnA
NOY€eYHbIX KaHa/1bLIEB.

B nccnegosaHnm hasbl | B AnoHMM 13 10 nauymeHToB Oblno 0TMeyeHO nosbiweHne NAG y 9
NaumMeHToB, MOBbILIEHNE YPOBHSA P2-MUKPOrObyNMHa y 2 MaumMeHTOB W MOBbILIEHNE YPOBHS
HuctaTuHa C y 2 naumneHToB.

B nccnepgosaHumn asbl I/l B AnoHun y 3 13 16 nauneHToB Habntoganoch ysenmyeHne NAG,
y 1- yBenuueHue al-MuKpornobynnHany 1- ysenuueHve P2-MUKpoOrnobynmHa. 31 n3MeHeHus
KyMnMpoBaJIMCb CaMOCTOATENbHO, 6e3 feueHns U Ha (oHe Tepanuu Buntenco®. Kpome Toro, B
KNMHUYECKUX UCCNefoBaHNsAX, MpoBefeHHbIX Ha TeppuTtopum CLUA wn KaHagbl, He 6bino
OTMEYEHO HUKAKMX W3MEHeHUA B Mapkepax Mo4veqyHor AUCHYHKUMW faxe nocne 73 Hegesb
rnpviema.

B KAMHMYECKMX wncCnefoBaHMA He OblNO BbISBNEHO YETKON TeHAEHUMW B BO3HWKHOBEHWM
HapyLLEHWIA NOYeYHON hYHKLMM, 1 BCE MMEBLLIME MECTO ClyYau HapyLlUeHWst (DYHKLMK MOYeK He
OblM cepbe3HbIMU. OfHAKO, MOCKOMbKY 3TOT MpenapaT BbIBOAMTCA MOYKaMU U MOCKONbKY
pe3ynbTaTbl JOKIMHUYECKUX UCCNEA0BaHNI A TOKCUUYHOCTM YKa3bIBatOT Ha TO, YTO 3TOT npenapar
BbIBOAMTCA B NMOYKaMU, CefyeT TLaTe/lbHO KOHTPONMPOBaTb KYpC NeYeHms.

rlepeXO,D,HO-KﬂeTOHHbIVI pakK MO4YeTOYHUKaA / BNNAHME Ha OopraHbl MO4YeBbIAENEHNA

B vccnegoBaHnM KaHLLEPOreHHOCTU Ha Mblllax rasH2 B MOYeTOUHMKe Habnranaeb NepexofHo-
KNeTOYHas KapuuHoma. JTa MEepexOAHO-KNeTOYHas KapuMHOMa, BEpOSiTHO, pas3Bunach B
pe3ynbTaTe HemnpepbIBHON (PU3NYECKOW CTUMYALMM NEPEXOAHLIX KNETOK CTEHKU MOYETOYHMKA
HEepPacTBOPVMbIM JIEKapPCTBEHHbLIM CPEACTBOM B MOUEBBIBOAALLMX NYTAX. YUNTbIBasA, UTO Y Ntoaei
BEPOSTHOCTb HEPACTBOPVMMOCTU 3TOr0 Mpenapara B MoYe MeHbLLe, YeM Y MbILLERA, U YTO AnameTp
MOYETOYHMKA Y NH0fiei BOMblLe, CUATAETCS, YTO HEPACTBOPUMOCTbL He MpeACcTaBNseT Cepbe3HOro
prcka ans uyenoeeka. OfHaKO, YuMTbIBas, YTO Ha JaHHbIA MOMEHT PUCK [N1S NHOAENA HEesiCeH,
cneflyeT TWaTeNbHO KOHTPOAMPOBATL KYPC /IEUEHNS.

7. Mepbl N0 KOHTPOJIKO HeXxenaTesibHbIX peakLuuil
MMnep4yBCTBUTENIBHOCTb

XOT B KAMHWYECKMX WMCCNEOBaHMAX He HabMiodanoch  rvMnepuyBCTBUTENBHOCTU K
NEeKapCTBEHHOMY CPEACTBY, VMEHOLLEV NPUUNHHO-CNEACTBEHHYIO CBS3b C 3TVM NpernapaToM, fpu
0OHAPYXXEHUN  KaKUX-NNGO  OTKMNOHEHMIA  CcneflyeT MpPeKkpaTUTb Tepanuio 1 Ha3HauMThb
COOTBETCTBYHOLLEE JIEUEHME.
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HapylieHune pyHKLUN NnoYveK

Bo Bpems npuMeHeHus npenapata Buntenco® cneayeT perynsipHO KOHTPOMMPOBATb (hYHKLMIO
nouek. MaLmneHTbl ¢ HapyLLEHUEM (YHKLIMM NOYEK Ha CEroAHSLLIHMIA 1eHb He BblNy BKNOUEHbI HYA
B Kakve KIMHWUYECKMe MCMbITaHWs, 4TO O3HauyaeT, 4To 6GesonacHocTb Buntenco® B 3Tol
nonynsauyn nauMeHToB He Gblna ycTaHoBNeHa. [MOCKO/bKY BbiBefleHMe 3TOro npenapara MOXeT
ObITb 3aMef/IleHHbIM Y MaUMEeHTOB C HapyLLeHMEM (YHKLMM MOYeK, 3T NauyeHTbl A0/MKHbI
HaXoAUTbCA MOA TLIATeNbHbIM HAOMOAEHNEM NOCNEe BBEAEHUS,

UTto KacaeTcd MOHUTOPUHIra (PYyHKUMM noyek y naumeHToB ¢ ML, TO peKOMeHAYeTCa U3MepsATb
ypoBeHb LmcTaTHa C B CbIBOPOTKE KPOBW KadKable 3 MecALa Ha (DoHe Tepanumn aHTUCMbIC/I0BbIMM
O/IUTOHYKNeoTUAaMN.

YunTbiBas, 4TO UCCnefoBaHye 6enka B MOYe C UCMOMb30BaHMEM METOZa MUPOrassiosia KpacHoro
MOXXET NOKasaTb JIOXKHOMOMOXKUTENbHBIN pe3y/bTaT 13-3a NepekpecTHO peakuun ¢ Buntenco®,
Bble/IeMbIM C MOYOM, 1UCCNefoBaHMe 6enka B MoYe CriefyeT NPOBOAUTL WAN [0 BBEAEHWS, WK
6onee YeM Yepes 48 yacoB Mocne BBeAeHUs npenapata Buntenco®

rlepeXO,qHO-KﬂeTOLIHbIVI pakK MOYETOUHMKaA / BINSIHNE Ha OpraHbl MO4YeEBbLIAENEHUA

Bo Bpemsi MpUMeHeHWs 3TOro npenaparta creayeT MepuoaMyecku NPOBOAUTL WCCeoBaHue
0cafjka MouM, LMTOMOMMYECKOe MUCCMEA0BaHNE MOYM U YNbTPa3BYKOBOE UCCELOBaHME MOYEK W
MOYEBbLIBOAALLMX NYyTel, N NPY 06HAPYXKEHNM KaKUX-NIMO0 OTKNOHEHWI, MMEIOLLIMX KNMHNYECKOe
3HaueHve, MpMeM npenapara cneayeT NPeKpaTUTb. Kpome TOro, nauyeHT 1 ero Cembsi JOMKHbI
OblTb MPOMHCTPYKTMPOBaHbI HEME[JIEHHO 00paTUTLCS K Bpavy Npy MOSIBNEHWM KaKMX-NNG0
CMMNTOMOB MOYEBLIBOASLLMX MyTeN, TakKMX Kak 60Mb 1 HENpoxoaumocTb. Ecnm HabnoparoTes
Takne CYMMTOMbI, CNiefyeT NPUHATL COOTBETCTBYIOLLME MePbl B COTPYAHNYECTBE C YPO/IOrOM.

8. KOHTaKTHasi MHopMaumsa anst 3KCTPEHHbIX Cy4YaeB

KOHTaKTHast MH(OPMaLMs CNyX6bl SKCTPEHHOW MOMOLLYM, MEAMLMHCKOTO LIeHTpa, W ApYrux
COOTBETCTBYHLUMX KOHTAKTOB A0/KHA ObiTh YKasaHa HVDKe B CNydyae BBefieHUs Buntenco® B
AOMALLHMX YCMOBUSIX.

TenetoH 3KCTPEHHOW CNYXX6bl MEANLIMHCKOM MOMOLLM

TenethoH MeaNLIMHCKOTO LiEHTpa

TenethoH nevalLero spava

[pyrue KOHTaKTHble TeneqoHbI:
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