JaHHaa  sepcua  obpazosamenvHO20  mamepuana 044  pabomHUKO8  30pPABOOXPAHEHUS,
nayueHmMos u ux cemeli bblaa C0210COBAHA C YNOAHOMOYEHHbIMU op2aHamu (edepansHasa cayxba no
Had3opy 6 cgpepe 30pasooxpaHeHus (PoczopasHaozop)). AaHHbil mamepuan npedcmassasem Bawemy
BHUMAHUIO UHMOPMAUU O MOM, KOK CHU3UMb PUCKU, CBA3GHHbIE C UCMO/Ab308AHUEM Mpenapama
Bunmenco®. Bpay moxcem o0b6bACHUMb nayueHmy unau e2o0 3aKOHHOMY npedcmasumento Haubosee
BAMCHYIO UHGopMayuro no 6e3onacHocmu npenapama, 8KAYEHHYIO 8 0b6pa3osamersibHbili Mamepuan
018 nayueHmos. Omyemsl 0 HeMcenamesnbHbIX A8seHUAX 00X HbI M100a8aMbCA 8 COOMBeMcmeuuU ¢
/I0KA/IbHbIMU HOPMAMUBHbIMU mpebosaHUAMU 10 hapMaKOHAO30pY.

Nudopmanusa 1Jasl MAIUCHTOB,

noJyyaromux Buiarenco®, n ux cemeit

VW aHHblii JeKkapcTBeHHBIN NpenapaTt NOAJIeKUT JT0NO0JIHNUTEJIbHOMY MOHUTOPHHTY. JTO
MO3BOJIUT OBICTPO BHIABUTH HOBYI0 HHGoOpPManuIo o 6e3onacHocTu. Mbl o6paiaemcs K
Pa0dOTHUKAM CHCTEeMbI 3IPABOOXPAHEHHS C NPOCh00ii c0001ATH 0 JIIOOBIX M1003PeBaeMbIX
HeXKeJlaTeJIbHbIX peakuusax. Bbl MokeTe mOMO4b, COOOIIMB 0 BO3MOKHBIX MO0OOYHBIX

3¢ dexTax cBoeMy JeyaliemMy Bpayy.
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O munoanctpodum [loweHHa

MbiweyHas guctpoduma AroweHHa (ML) BbI3BaHA reHETUYECKOM MYTaLUMEN B FreHe
AncTpoduHa, KoTopaa NPMBOAMUT K OTCYTCTBUIO UK aeduunty 6enka auctpoduHa.
Korga 3TOT reH noBpeAeH, HapyllaeTcs MPOLLEeCcC CYMUTbIBAHMA FEeHETUYECKOWM
MHOOPMALMM U KNETKU He UMEKT «UHCTPYKUMA» ANAa nocTpoeHusa benka
ANCTpodUHA, YTO NPUBOAUT K MOBPEXKAEHUIO Mbiwl,. AUCTPOPUH HaxoaUTCA B
MbILEYHbIX KNAeTKaX WU MUrpaeT BaXKHYK po/sib B MNOAAEPKAHWMU CTPYKTYpPbl ITUX
KNEeTOK M Ux uenoctHoctn. OTcyTcTBue gucTpodmHa BaeyeT 3a coboi HapyeHue
LEeNOCTHOCTM KNETOYHOM CTEHKM, Pa3pyLLUEHNE MbILLEYHbIX K/IETOK U UX 3aMeLLeHNE
UPOBOM U COEAMHUTENBHOM TKaHbtO. ITOT Npouecc ocnabnseTt mbliwubl, yXyawaeT
MX BOCCTAHOBJIEHME U MPUBOJUT K MOCTEMNEHHOM MOTEPE MbIWEYHON CUJbI.
Mwuvoauctpoduma [ioweHHa NpPOABAAETCA MNPOrpeccMpytowen  MblLLEeYHOMN
cnabocTbio, yTPaTON MbILEYHOMN CU/bI M TOHYCA M aTPODUEN MbILLILL.

HopmanbHbii red CuHTes ancTpoduHa BoccTaroBneHue Mbiy

MyTauus B reHe Benok He CUHTEe3MPYeTCA OcnabneHue Moy
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340pOBbIi reH

Y4acTeu reHa, koaupylowme 6enok,
Ha3bIBAOTCA “IKIOHAMM”

— DG —

len gucTpodwna CocepHue 3K30HE! NPABUABHO COLAMHEND
leH ¢ myTauuen
Aeneyuna uau NPONYCK IX3oHa ]
[ Aynavkauua unm yapoeHue
les gucrpoduxa

3ameHa

CoceaHue 3x30Hb! HE NpaemnbHO coeamHeHs
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Korana Buntenco® byaet apPpeKTmnseH

NMauneHTbl C AMArHo3om mblllevyHaa guctpodua [oweHHa ¢
Aeneuuei reHa, KOTOpPyK MOXKHO JIeYnTb NyTEM NPONYCKa
53 3K30Ha.

MauymeHtoB ¢ MAA c peneumert onpefeneHHbiX 3K30HOB MOXHO /1€YUTb
npenapatom Buatenco®. MockonbKy BO3MOXHOCTb Ie4eHna Buntenco® 3aBucuT ot
TOro, Kakme 3K30Hbl NOBPEXKAEHbI Y 4AHHOMO NaLMeHTa, nepes HavyanoM fievyeHmsa
HeobxoAMMO NPOBECTU FEHETUYECKUIM TecT ANA onpeaesieHUA Kakas MMEHHO
MyTauma npmeena K 3abonesaHunto. B 3aBMCMMOCTHN OT pe3ynbTaToB MCCe0BaHMA
Bpay MOMKeT onpeaenntb CMoXeT an Buatenco® nomoyb npu AaHHOM Buae
MyTauMn. TONbKO MauMeHTam C NOATBEPXKAEHHOM MyTauMen reHa AUCTpoduHa
(DMD), KoTopas noagaeTca NponycKy 53 3K30Ha, MoOXeT ObiTb peKoOMeHA0BaHa
Tepanua Buntenco®. Okono 8% nauneHtoB ¢ MO vmeloT MmyTauum, KOTopble
MoryT ObITb CKOPPEKTUPOBaHbI Buntenco®.

YacTo BCcTpeualowmecs geneumum s3K30HOB, KOTopble
BO3MOXXHO CKOppeKTupoBaTb Buntenco®

Neneunna sk3oHa 43-52
Neneunna sk3oHa 45-52
Heneuuna sk3oHa 47-52
Heneuuns sk3oHa 48-52
Neneuna sk3oHa 49-52
Neneuna sk3zoHa 50-52
LNeneunna sk3oHa 52
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FeHeTUyecKkoe KOHCYNbTUPOBAHUE

KoHcynbTaumsa Bpaya-reHeTMKa MNOMOraeT nauMeHTam U MX CeMbAM pellaTtb
CNOXHOCTM, CBA3aHHble C  MeAMUMHCKMMM  acnektamu  3aboneBaHuA
(nabopaTopHble UcceaoBaHUsA, reHeTUYeCKas ANArHOCTUKA, MHOTAA JleYeHue u
T.4.), BKAOYAA OMaceHMa U BOMPOCbI, BO3HMKAOWME B pe3ynbTaTe U3yYeHUs
reHeTMyeckux (HacnencTBeHHbIX) 3ab0neBaHUM U UX PUCKOB. TaKKe TaKas
KOHCynbTaums byaer HeobxoguMma ANA  NAAaHUPOBAHUA  MOC/AEeAYHLLMX
6epemMeHHOCTEN B CEMbE C LIENbI0 POXKAEHUA 340POBbIX AeTeil. [eHeTuyeckoe
KOHCY/NIbTUPOBaHWE NPOoBOAUTCA NPOPECCUOHA/IbHBIM BPAYOM-TEHETUKOM.

NMayuneHTsl, KOTOpPbIM He cneayet npuHMMmaTb Buntenco®

MaumMeHTbl, CUMMNTOMbI KOTOPbIX MOTYT yXyALaTbca Npu npueme Buntenco®.

MaLMEeHTKM KEHCKOro Nofa ¢ MyTaluMen reHa
ANCTPodUHa TONBKO B O4HOM U3 ABYX X-XPOMOCOM

Bo Bpemsa neueHusn cnegyet coba04aTb OCTOPOXKHOCTDb Y
cnepyoLwWwmnx NaymMeHTos

Bo3MoOXKHOCTb NnedyeHus npenapatom Buntenco® ponkHa 6biTb 0bcy)KaeHa C
NleYyallm Bpavyom UK BPAYOM-TEHETUKOM, MMEILLMM ONbIT paboTbl ¢ Buntenco®,

a TaKXe C AMArHocTUKom u nedeHmem MO, n oonKHa onpenensTbCa Bpavyom
McxXoasa U3 COCTOSIHUA NaUMeEHTa.
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Ecnn y nauneHTa 3aboneBaHme noyekK, Bpad MoXKeT
Ha3Ha4YUTb AONONIHUTENbHbIE aHANN3bl ANA OUEHKU
$YHKUMM NoYeK nepea HAa4YaNOM JieYeHMs NpenapaTom
Buntenco® un B xoae nevyeHus

Ecnum, B cBA3M c nporpeccuposaHnem ML, notpebyetca
MCKYCCTBEHHAN BEHTUNAUMA NEerKnX, u/unu apdeKr
npenapata 6ygeT oTCyTCTBOBATb, Bpay MOXKeT NPUHATb
peleHne o NpeKkpalleHun NnpumeHeHUA npenapara
Buntenco®

MexaHu3m gencrtesna Buntenco®

MexaHun3m genctema Buntenco® 3akntovaetca B « COKpbITUM» (aeneumn) 53 ak3oHa
B npouecce popmmpoBaHma MPHK (MPHK — «MHCTpYKUMA» Ana nocTpoeHusa benka
AMCTPOodMHA), 3aCTaBNAA Le/ble 3K30HbI, He NoABeprwnecs geneumm npaBuabHO
COeaMHATLCA. DTO NO3BOIAET OCTaBLUIENCA YAaCTU reHa NPABMIbHO NPeAOCTaBAATb
nHpopmaumio 0 nocTpoeHun benka auctpoduHa. B pesynbTate co3gaértca
YKOPOYEHHbIN, HO YHKUMOHaNbHbIA 6enok. BeegeHue npenapata Buntenco®
(MHH BunTOonapceH) nomoraer opraHM3mMy BblpabaTbiBaTb GYHKUMOHANAbHbIN
(KoppeKTHO paboTatowmin) ANCTPODUH.

Bo BpemAa neyeHua npenapatom Buntenco® pekomeHA0BAHO MNepPUOAUYECKU
npoBepATb ABUraTenbHyO GyHKUMIO (NPOoBOAUTL PYHKLIMOHA/IbHBIE TECTbI), YTOObI
noatTsepAnTb 3GPEKTUBHOCTb NEeYEHUA M KOHTPO/IMPOBATb MPOrpeccupoBaHmue
3aboneBaHus.
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@
Neneuma B Bunrtenco

3K30Ha

o Wre B Srae & 5

JlekapcTeo
<3K30Hbl coemmenu) =t COEAMHSETCA C CSDBOH «npﬂquCR»>
HE NPaEuNbHO onpegeneHHbIM

3K30HOM

e | ~HrEr

Benok aucTpoduH

3K30HbI
pth coeAnHeHbI I/ Benxu dyHkumoranbHbie, ety | y"p:"’:"“e )
npasunbHO HO Kopose 0BbMHOTD sssrin)

auctpodusa

[1o3a npenaparta Buntenco® n ero sBBegeHue

Buntenco® Beoautca 1 pas B Heaento B BUAE BHYTPUBEHHOW MHOY3UK. BBeageHume
Buntenco® 3aHMMaeT oKo/0 Yaca.
Moxanyiicta, obpaTtuTtechb K Bpauy, meacectpe uam gpyromy
meguumnHCKoOMy nepcoHany, ecaim so Bpema eseaeHuUA
BO3HMKAIOT Kakme-nmbo us3 cneagyrowmx npudHakos naun
CMMNTOMOB:
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Bonb, NnoKpacHeHWe, NPUNYXN0CTb UKW XON04 B MecTe
BBELEeHMA Npenapara

TowHoTa

[onoBHasa 6onb

[onoBOKpyXKeHue

Jlnxopagka

NuckomdopT B ropne

YyauwleHHoe cepauebrenne uT. g

Bo Bpemsa BBeaeHnA Buntenco®, noxanyucra,
npuaep1MBamTecb cneaylowmx npaBun:

OcTaBaunTechb B NoKoe, 4Tobbl NpeAoTBPaTUTL MPOKO/
cocyna uam n3rmb BHYTPMBEHHOIO KaTeTepa M BbIXoaa
npenapaTta 13 KPOBEHOCHOIO pycaa

Mpu Heob6xo4MMOCTU ABUraNTECh OCTOPOXKHO, YTOObI
NpenoTBPaTHTL C/ly4allHOE CMELLEHME BHYTPUBEHHOTO
KaTeTepa/uUrnbl UAW NOACTABKM ON8 KanebHUL,

Mepea Havyanom MHy3uKM cxoauTe B YOOPHYHO

Mepbl NpeaoCTOPOKHOCTM BO BPEMS IeYEeHUSA

npenapatom Buntenco®

Buntenco® morkeT Bbi3biBaTb NOBOYHbIE 3D PEKTbI U CUMNTOMbI, ONMMUCAHHbIE HUMKE.
Nx cnepyeT pacno3HaBaTb M HayaTb /N1€4UTb KAaK MOKHO pPaHblUe — €C/N OHMU

Pa3BMBAIOTCA, MOXANYMCTA, 0bpaTUTeCch K iedalemy Bpaydy.

MMR_Pts_VTLS_v. 1.1_RU_25.09.2024

CrpaHuua 8 n3 11



aD

Jlnxopagka
MokpacHeHune unm 6onb B MecTe MHBEKLUU

CoobuweHune o no6ouHbIX 3PpPeKTax

Echm y Bac BO3HMKalOT Kakue-nnbo HexkenatenbHble MNo604YHble 3dPEKTHI,
NPOKOHCYNbTUPYHTECL C Bawmm Bpayom. K HMM oTHOcATcA ntobble nobouyHble
3¢ PeKTbl, B TOM UYMC/Ie HE YyKa3aHHble B /IMCTKe-BKAaAblwe. Bbl Takke moxkeTe
coobwmnTb 0 N0H6OYHbIX 3P PeKTax Hanpsamyto:

Poccuiickaa Pepepauyma

109012, Mocksa, CnaBAHCKaa naowaab, 4.4, ctp.l
depepanbHana cnyxba no Hagsopy B chepe 34paBOOXPaHEHUA
Ten.: +78 (800) 550- 99- 03, +7 (499) 578-02-20

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

dNeKTpPOHHaA noyTa: pharm@roszdravnadzor.gov.ru
https://roszdravnadzor.gov.ru/

O HexKenateNbHbIX ABNIEHUAX TaKXKe MOXKHO coobwuTtb B AO «P-Papm»:

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

+7 (495) 956 79 38
e-mail: safety@rpharm.ru

Coobuwan o nob6ouHbiXx 3dpPekTax, Bbl nomoraete nonyuyntb 60ablue cBeageHuit o
6e3onacHoCcTU Nnpenapara.

Kpome Toro, ecnm y Bac BO3HMKaeT UAN BECNOKOUT KaKoM-1Mbo U3 creayroLmnx
CMMNTOMOB, Bam TaK e cnenyet 06patutbea K Bawemy ieyaiiemy spayy.
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[ToBblWeHHaA YYBCTBUTENbHOCTD:
CbiMNb, 3K3EeMa, KparnuBHMLA U T.4.

PaHee CUDELI.I,EJ'I'DCI:\ O MTMNep4YyeECcTEMTENbHOCTH K aHaMOMTMYHBIM NpenapaTam.

Bo3zpelcTEMe HAa MOUYEBBIAENUTENBHYIO CUCTEMY:
Bonb B NOACHULE, MPU MOYEUCNYCKAHWUK, BHU3Y MUBOTA,
AU3YPUK, TEMATYPUKU U T.[,

XOTA y Noaer 370 He NOATBEPHAEHO, PaK MOUYETOUHKMKE Dbln 0BHApYHEH BO
BPEMA IKCMEPUMEHTOB Ha MMBOTHDIX C NPMMEHEHWEM npenapaTta Buntenco®.
[OnA BblABNEHMA NOBbLIX OTKNOHEHWIA CAeayeT NEPUOLMUYECKM NPOBOAWTD
3HaNKW2 MOYK W YNbTPa3BYKOBOE MCCNeA0BaHWe

Bauanne Ha GyHKUMIO NOYeEK:
yMmeHblueHne 06bema MOYM, OTeKM, YCTaNOCTb U T.A,

MoCKONbKY MOTYT BbiTh HapyWeHel GYHKUWK NOYEK , CNEAYET NepHUoQMUYECHH
NpPOBOAMTE TECTbI DYHHKLMM NOYEK, TIKME KaK 3HaNWM3 MOYM W KPOBK

PerynapHo KOHCYIbTUPYUTECH C Ic4ALLUM BPayoOM

Y1tobbl NnevyeHme 6bINO0 MaKCMManbHO 3PPEKTUBHbIM, perynapHo coobuianTe
NleyalemMy Bpayy O CBOEM CaMOYyBCTBUM, YTOObI OLEHUTb 3OPEKT OT NeYeHma U
npeaoTBpaTUTb pa3BuTUe nobouHbix 3apdekToB. Ha doHe neyeHua Buntenco®
cnepgyetr Npogo/iKaTb MNpUemM BCell pPeKOMEeHAOBaHHOM paHee Tepanuu,
perynsapHble 3aHATMA JIOK 1 peabunutaumm ana nopaeprkaHWsa LBUraTeNbHbIX

GYHKUNNA,
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Mepbl NpPeaoCcTOPOXKHOCTU B NOBCEAHEBHOMN }KU3HMU

M36eraiiTe YpeamepHbIX PU3INHECKWX HArPy30K

CozpgaliTe 6esonacHyto cpedy, Tak Kak MbllieyHan cnabocTb MOXKeT NPUBECcTH
K MafeHuam

MNpuaepxusaitecb cbanaHcMpoBaHHOM AUeTbl, 4Tobbl n3bexaTtb
4Ype3mMepHOro yBe/IM4eHnsa UK NoTepu Beca

MocKkonbKy NeveHue CTeporMaammn MOMKET 0C/1labuTb MMMYHHYHO CUCTEMY,
perynapHoe MbiTbe pPyK, NONOCKaHWE ropaa M HOWEeHWEe MacoK MOTYT MOMOYb
npenoTepaTuTb MHGEKLUM.

yxopn Ha gomy

Ecnm noceweHne 60/bHULbI CTAHOBUTCA 3aTPYAHUTENbHbIM, Buntenco® moxkHO
BBOAMTb A0OMa NOC/Ie KOHCY/NbTalUMKM C NeYalumm spadyom. O4HaKo, B 3aBUCMMOCTH
OT GM3MYECKOro COCTOSIHUA MauMEHTa, AOMAlLHel 06CTaHOBKU U MeAULMHCKUX
YCNOBWUI, HEKOTOPbIM MaLMEHTAM MOXKET ObiTb OTKAa3aHO B JIEYEHUU B AOMALLIHUX
ycnoBuaAx. B cnydyae, ecnm uMHoy3MA NpoBOAUTCA Ha AOMY, OHa TaK¥Ke [0JIXKHa
OCYLLLECTBAATLCA NOA HabnaeHneM Bpaya.

ObpaTnute BHUMAHME, 4YTO pJaxe nNpPU AOMALLHEM Jie4eHUM Heobxoaumbl
nepuoanyeckne meauuMHCKMe OCMOTPbI U NoceLLeHns 601bHULLbI.

BaKHO NO/IHOCTbIO NPOYMTATb IMCTOK-BKAAAbIW ¢ MHPOpMmaLme gna
NnauuMeHTa, KOTOPbI HAXOAUTCA B YNaKOBKe ¢ npenapatom Buatenco®.
B Hem copgeprKaTca Bce BaXKHble CBeAeHUA, KOTopble Bbl 40N1KHbI 3HaTb
06 3Tom nekapcree. Monpocute Bawero Bpaya MAU MeZULMHCKYIO
CecTpy pa3bACHUTb BaM BCHO HENOHATHYIO MUHGOPMALUIO N OTBETUTD
Ha no6bble BONpocbl, KOTopble Y Bac MOryT BO3HUKHYTb.
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