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Mpenapat CnuHpasa ny'maH ANS IeYeHNs CNHaIbHOM MbleyHon aTpodum (CMA)!
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) Ocobennocmu npossneHus CMA y B3pocnbix nayueHmos?

Be3 naToreHeTM4ecKon Tepanuu NauneHTbl
co CMA II-1ll TMna HeyKJIOHHO TepsIOT
ABUraTesibHbie HaBbIKWU?

HapyLweHus >xeBaHus
W rnoTaHus

OrpaHuyeHHas
cnocobHOCTb NOogHUMATL
\ PYKV UN NepeHocuTb
npeametsbl
[ObixaTenbHasn
HepoCTaTOYHOCTDL / CKONMo3
orpaHuyuTesibHas \ 1
fpecnupaTtopHas }J,I/ICd)yHKLI,VIFI YTomnaemocTb
n3-3a ocnabneHHbIX \
MeXpebepHbIX MbiLLLY

{9) BbiBux begpa

TpyaHOCTM BCTaBaTh MU
NOAHUMAaTbLCS MO JIECTHULLE,

HecnocobHocTb Gerats,
HeHopMaJsibHasi MoXoaKa

KoHTpakTypbl
CycTaBoB

#~ [puecmecmseeHHom meuyeHuu 3abonesanus Habniogaemca nocmosHHoe
Y yxyguieHue gsuramenbHbix HaBbLIKOB Y nauueHmos ¢ CMA Il u lll munos

CornacHo faHHbIM UCCIIE[0BaHMIN €CTECTBEHHOTO TeueHus 3abonesanus, y naumentos ¢ CMA Il u lll Tunos
HabntofaeTcs CHUKeHue Konunyectsa 6annos no wkane HFMSE* Ha 1,71 6anna yepes 36 mecsues®

MNoteps 1.71-6anna

B TeyeHun 36 mecsues
(MakcuManbHbI 6ann = 66)

Tun ll

MN3meHeHns no wkane HFMSE

Tun I

ObbeanHeHHbIN

HFMSE — Hammersmith Functional Motor Scale Extended




b chekmusHocmb u 6esonacHocmb npenapama CMUHPA3A
gns B3pocnbix nayueHmos ¢ CMA Sq usyuyanacs 8 xoge
MHOTrOUeHMPOBOro NPocneKkMuUBHOro obcepBayUOHHOro
uccnegosaxus ¢ yuacmuem 139 nayueHmos?

D\

Harpy3ouHas po3a MoppepXxusarowan aosa

AeHb 14 28 +4 mecaua +4 mecaua +4 mecaua

ST . : -

Mepuopa otkpbiToro neveHunsa: CMAHPA3A 12 mr

o T T ! !

AaHHDIX: MexogHo 3aBeplueHne 6 mecaues 10 mecAues 14 mecaues
dasbl
MauueHTsbl, Npowegwne claiitia
oueHky (n): 173 139 105 61
BkatoyeHbl B aHanus (n): - 124 92 57
WcKntoueHb! U3 aHanusa (n): - 15** 13 4*

KpuTtepum otbopa:
¢ [eHeTnyecku noaTBepXKAeHHaa npokcumanbHas (5q) CMA
* HenpepsbisHoe nieyeHmne npenapatom CIMHPA3A 6onee 6 mecaues

CxeMa npumMeHeHus npenapaTta B Uccyief0BaHUM COOTBETCTBYET cxeme, yTBep)kxaeHHou B MHcTpykuun'+

* OTCyTCTBYIOT NCXOAHbBIE AaHHbIE.
T OtcyTeTBYIOT faHHble 6-MecsaYHON oueHKM (n = 2)

#~ CnuHpasa obecneyusaem KNUHUYECKU 3HAYUMOE yny4yuieHue
9 gsuramenbHoll cpyHKUUU B peanbHol koropme B3pocnbix ¢ CMA?

7| HrmsE f" RULM 6MWT

3HauuTenbHoe cpegHee 3HauuTenbHoe cpegHee
yny4weHue no wkane HFMSE yny4weHue no wkane RULM

+3.12 6anna +1.09 6anna

3HauuTenbHoe cpegHee
yny4weHue no tectry 6MWT

+46.0 m

(95% Cl: 2.06-4.19; p<0.0001) (95% ClI: 0.62-1.55; p<0.0001) (95% Cl: 25.4-66.6; p<0.0001)

OT NcxoaHbIX AaHHbIX OT UCXOAHBIX AaHHbIX
K 14 mecauam* K 14 mecauam*

OT UCXOAHbIX AaHHbIX
K 14 mecauam*

3Tu paHHble cBUAETENbCTBYIOT 06 addekTBHOCTU NeveHus CnuHpasa
B peanbHoM Koropte B3pocbix ¢ 5q CMA, ¢ KNIMHMYECKU 3HAYMMbIMU
yNy4LIEeHUSIMU KJTIOYEBbIX Pe3ysibTaTOB ABUraTesibHON pyHKLUM,
KOTOpbl€ COXPaHSJIUCh C Te4eHUeM BpemeHu*




#~ Hukakux Heo)kugaHHocmel: JOKA3AHHAA gONrocpoyHas GesonacHocmb
Y npenapama Cnuxpasa®

He noteHumnpyer
KaHueporeHes®

He noteHumpyet He BnnsieT Ha
mMyTareHes’® T e depTunbHoOCTL®

He Bbi3biBaeT He okas3biBaeT
nopaxeHun TepaToreHHoro
ceTyaTkmu® Bo3peuncremusa’®

r\ CﬂUHpOSO XOpPOoOWO nepeHOCUNAcCh U He Bbi3biBANA CepPbe3HbIX
y He>XxenamenbHbIX SBneHuU?

Cnyyau BbIGbIBaHUSA U3
uccnepoBaHus
® 2 criyyas BblbObIBaHUSA
no coobpakeHUsm
B6esonacHocTn
[Apyrue HeyacTble
He)XenaTesibHble SABJIEHUS

® Bepturo
°* Nlndekumnsi BepXHUX

[bIXaTebHBIX NyTel FlonosHas 6onb Bonb B cnuHe PeoTa
* 3anop nocne JIM

* InddysHasn 6osb
* HapyLueHue co CTOpOHbI

MOYEBOro My3bIps 35% 22% 11%
* Ycunehne wyma B ywax (61/173) (38/173) (19/173)
* Nndbekuus

° AcenTu4yeckKUm MEeHUHIUT

HexenatesnbHble ABIeHUst perncTprposanmcs y Bcex 173 naumeHTos, koTopsie noyumnv =1 nHbekumio. 3a 14-MecsiuHbIi eprog, HexeaTesbHble sBsieHnst BosHukn y 47% (82/173) naumeHTos.




G CNUHPA3A

(HycuHepcen) zmmresse,

TapremHbil mexaHu3m
gedcmsus U gocmaska
Hanpsamyio 8 LIHC
obecneuusaiom
MOKCUMANbHYIO
achchbekmusHOCMb

mepanuu NPenapamom
CNMUHPA3A*?®

#~ Meguana uameneHus om ucxogHoro nokasamens HFMSE k 6,10 u 14
v mecauy neyerus, nayueHmbl co CMA Il muna’
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n=103 n=75 n=46
6 mecaues 10 mecsaues 14 mecaues

He cTonTe Ha MmecTe: KymynaTuBHbin 3¢ PpekT CnuHpasbl u orcyTcTBue 3pPeKkTa noTonkKa AO3bl —
3TO BO3MO)KHOCTb YJ1y4LLEHUS COCTOSIHUA NMaLlMEeHTOB C KaXXAbIM HOBbIM BBefieHuem*’




#~ Kpamkas uHcmpyKuus N0 NPUMEHEHUIO NeKAPCMBEHHOrO NPenapama:
Y CNUHPA3A (HYCUHEPCEH), pacmsop gna uHmpameKanbHoro
ssegeHus, 2,4 mr/mn (12 mr/5 mn)

PeructpauuoHHbiv Homep: J1M-005730. Toproeoe HaumeHoBaHue: CrnivHpasa. MHH: Hycunepcen. JlekapcteeHHas $op-
Ma: pacTBOp AJ1f MHTpaTekanbHoro seefeHns. ®apmakotepaneBTuyeckas rpynna: [1poune npenapaTbl 418 fleyeHus
3abosieBaHN KOCTHO-MbILLeYHOW cucTembl. lokasaHua kK npumeHeHuto: MpenapaT CnvHpasa nokasaH 4S9 NeveHns
cnuHanbHon MbiweyHon aTpodum (CMA). MpoTuBonokasaHus: [MnepuyBCTBUTENBHOCTb K AENCTBYOLLEMY UN TtoBOoMY
13 BCnomoraTesibHbix BellecTs. Mepbl NpefoCcTopoXXHOCTM Npu NpuMeHeHuu: MNpouenypa 1toMbanbHON NyHKLUKM CONpo-
BOX/AEeTCs PUCKOM BO3HUKHOBEHUS HEXeaTeslbHbIX PeakLmnii, Takmx Kak, ronosHas 6ok, 6osb B cnivHe, psota. MoryT
BbITb UCMOb30BaHbI BU3YasTM3aLMOHHbIE TEXHUKU A1 OBIeryeHns nHTpaTekanbHoro BeegeHuns npenaparta CnuHpasa
nauMeHTam co CKOMO30M. [Mpu HaNMYnm KIMHUYECKNX NMOKa3aHU, PEKOMEHLOBAHO BbIMOHATL TabopaTopHbIe TECTbI
L4719 onpefesieHns KonmyecTsa TPOMBOLMTOB 1 NokasaTenen CBepTbiBaEMOCTY KPOBU Nepes BBeAeHeM npenapara
CnuHpa3a. [Mpy Hannunm KIMHUYEeCKMX NokasaHui, PeKOMEHLOBAHO BbINOJIHATL KONMMYECTBEHHOE onpeaesieHne ben-
Ka B Mo4e (NpefnoyTnTesbHO B MepBOW YyTPeHHel nopuun Moun). MNpermMyLecTsa U pUCKN JIeHeHNS HYCUHEPCEHOM
NauMeHTOB C BEHTPUKYIONEPUTOHEabHbIM LLYHTOM B HacTosLee Bpems HenssecTHbl. Cnocob npuMeHeHusi n [o3bl:
Mpenapat CnnHpasa npegHasHavyeH s nHTpaTekanbHoro seefeHus. PekomengoBarHas fosa coctasnset 12 mr (5
mn). CnepyeT HaunHaTb Tepanuio npenapaTtom CnrHpasa Kak MOXHO paHblie nocsie MOCTaHOBKYW AuarHosa. Pexxum
BBeAEeHUSA: B NepBbin AeHb nevernuns (aeHb 0), B oerb 14, 28, 63. [lanee posy cnenyet BBoanTb 1 pas B 4 mecsua.
B cnyuae 3apgep>kkn nnm nponycka sBefeHns fo3bl npenapat CnvHpasa cnefdyeT BBECTU Kak MOXHO paHee, Mpu 3ToM
MHTepBan Mexay 403aMu JoKeH bbiTb He meHee 14 gHen; fanee ciepyeT NPOLO/MKNTL BBEAEHWSA C Ha3HAYEHHOW Ya-
ctoTon. MHCTpYKLMUM Mo NPUroToB/IEHUIO U BBEAEHMIO A03bl: HeoOX0AMMO BM3yasibHO OLEHUTb COCTOsIHME pacTBOpa
[0 MCMOJb30BaHMs. VIcnonb3oBaTbh MOXHO TOJIbKO MPO3payHbie 1 BeclBeTHbIe PacTBOPbI, HE COAEepPXKaLLe HUKaKuX
yactuy,. Vicnonbsosatb BHelwHWe GunbTpsl He TpebyeTcs. MNpurotoeneHne n BBegerne npenaparta CnuHpasa LOKHbI
OCYLLeCTBSATLCA B acenTuyeckux ycnosusax. [epen BBegeHnem $GnakoH cregyeTt LOCTaTb U3 XONOAWUSIbHUKA 1 COrpeThb
L0 KOMHaTHOW TemnepaTypbl, He Nnpuberas K BHELHUM UCTOYHMKaM Tenna. Ecnv dnakoH He Bbin OTKPbLIT 1 pacTeop
He ncnosb3osancs, bnakoH MoxXeT ObITb BO3BpPaLLEH B XONOANIbHYMK. [Tocie n3sneyeHns 13 XonoanibHMKa U KAPTOHHOWM
nayku GrakoH MOXET XpaHUTbCs Npu TeMnepaType He Boiwe 25 °C B Tevermne He bonee 30 4. HenocpepcteeHHo nepes
BBEAEHMEM, LeHTP NpobkM diakoHa NpoThIKaT MO WNpULa 1 n3enekaoT Tpebyembil obbem pacTeopa. Pacteop
He crnegyet pa3BoauTh. B criyyae, ecnmn pactBop He ncnosib3oBascs B TedeHre 6 4 nocne ero Habopa B LWNpuL, pacTBop
cnepyet ytunmamposats. [1ns BBegeHua npenapata CnvHpasa moxeT noTpeboBaTbcs cefaumns, eciiv 370 nokasaHo
Ha OCHOBaHWW KJIMHMYECKOro COCTOSHUSA NauneHTa. MOXHO paccMoTpeTb BOMPOC O MPUMEHEHUN YNbTPa3ByKOBOro (1
MHOTO BM3yasiM3aLMoHHOI0) KOHTPOIS NPU MHTpaTekaibHOM BBeAeHuM npenaparta CnuHpasa, B ocobeHHocTn B bonee
PaHHMX BO3PACTHbIX rpynnax 1y naumMeHToB co ckosimo3omM. [epepn BBefeHnem npenapata CnvHpasa pekomeHayeTcs
nseneyb 06bvém UCXK, akBrBaneHTHbIN BBOANMOMY 06bEMY npenapata CnuHpasa. MNpenapat CnuHpasa BBognTCS
MHTpaTeKasbHO DOJIIOCHO Ha MPOTSAXEeHUN 1-3 MUHYT C MOMOLLBIO UMbl 4J15 CMMHAIbHOW aHecTe3nn. He ponyckaetcs
MPOBOANTL UHBEKLMIO B TEX YYaCTKax KOXM, rAe MMeoTCs NpraHakm MHbEKLMOHHOTO UAN BOCMannTeIbHOro npoLecca.
Jlioboe Hencnob3oBaHHOE coaepkumoe dnakoHa ciefyeT yTunnsnposaTs. MobouyHoe aeicTeue. HexxenartenbHole
peakumnn, CBA3aHHble C IloMbanbHOM NyHKLUMEN, 3aperncTpnpoBaHHbie B nccnegosanun CS4 (nosgHss manndecTa-
uns CMA), HabmogaBLuMecs ¢ 4acTOTOM Kak MUHMMYM Ha 5% Bbilwe y maumeHToB, nonyyaswmx npenapat CnuHpasa,
MO CPABHEHMIO C MaLMeHTaMU 13 KOHTPOJIbHOW rPyMrbl, MOy4YaBLMMy naauebo: ronosHas bonb, peoTta, bosb B CrivHe.
B nocTtperuncrpaunoHHoM neproge Habmofanncs cepbesHole nHdeKLMn, Hanpumep, MeHNHIUT. ViMenuncs coobuieHuns
o cnyvasx rugpouedanin, acenTmyeckoro MeHUHIMTa 1 MMNepUYyBCTBUTENBHOCTH (HanpUMep, aHrIMOHEBPOTUYECKMIA OTEK,
KpanueHMLa 1 CbiMb). YacToTa BO3HMKHOBEHMNS MOA0OHbIX peakumii HenssecTHa. YcnoBus xpaHeHus: [pu TemnepaTtype
2-8 °C B opurmHanbHow ynakoske (bnakoH B nayke) Ans 3almTsl OT cBeTa. He 3amopakusats. [JonyckaeTcs xpaHeHue
B OpurnHanbHom ynakoeke (piakoH B nayke) npu temnepatype He Boiwe 30 °C B TeueHune He bonee 14 gHelr. B cnyyae
Hencnonb3oBaHWs B TevyeHre 3Tux 14 oHen NoBTOpHOE xpaHeHne npu Temnepatype 2-8 °C He ponyckaeTtcs. XpaHUTb
B HefOoCTynHOM Ans feten mecte. Cpok rogHocTu: 3 rofa. Yenosus otnycka: OTtnyckatoT no peuenty. [lep>kaTtenb
(Bnapeneu) pernctpaumoHHoro yaoctoBepenus: buorer Angex Jlumuten, Bennkobputarmsa. OpraHnsaums, ynoaHo-
MoueHHas pepxkatenem (Bnagensuem) PY npuHMmaTth cBeAeHUS O peKlaMauusx, HeXkesaTesibHbIX JIEKaPCTBEHHbIX
peakuusix U NpepoCcTaBNAaTL NOTpebuTenam gonosHuTesbHble AaHHble o npenaparte: OO0 «xoHcoH & KOHCOH,
Poccusa, 121614, r. Mockea, yn. Kpbinatckas, g.17 kopn. 2. Ten. +7 (495) 755-83-57 dakc: +7 (495) 755-83-58

#~ Cnucok numepamypbl
b 4

. IHcTpyKUMa no MeanumHCKOMY NpUMeHeHMIo lekapcTBeHHoro npenapata CnuHpasa (MHH: HycnHepceH),
pacTBop ANa uHTpaTekanbHoro BeefdeHus, J1IM-005730 ot 03.06.2021.
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V3Halime 6onbwe o CMA u npenapame

-
' CMUH PA3A Cnunpasa Ha

(HycuHepcer) s

NOTEHLUAN
BALLUUX
NALMEHTOB

36 nem

) CMA il Tuna
o, Monyyaer repanuio
& npenapatom CnnHpasa
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WHcTpykums no Menmﬁ%yqu_meneu o) BEHHOro npenapara
CnuHpasa (MHH: HycuHepceH), pacTB asibHOro BBeAEeHUS,
JIN-005730 ot 03.06.2021

Matepuan npegHasHauyeH AN MeAULMHCKUX
1 PpapmMaLLeBTUHECKUX PABOTHNKOB
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