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OnbIT npuMeHeHMA npenapara CrimHpasa
(MHH: HycuHepceH) y B3pOC/IbIX AllIEHTOB
CO CIITHAJIBHOV MBIIIIEYHOV aTpoduier

Cnunanvras moueunas ampogpus (CMA) - msxenoe HacnedcmeenHoe HepBHO-MbluleuHoe 3a00esarue,
xapakmepusyroujeecst ObiICmpuiM NPOZPeccUuposaruem MuleuHotl cnabocmu u panHeti uH8anuousayuer.

Ha cez00nsamnuii denv paspabomanvt memoovt namozenemuyeckoii mepanuu CMA, HanpaenenHbvie

Ha cMabUNU3AYUI0, yIyduleHue meveHus 3a0071e6aHUS U NOBbIUEHUE KAYeCN8a HUSHU NAYUEH06.
3amecmumensv enasHozo epaua, pykosooumenv Hetipouenmpa I'BY3 «Iopodckas mHozonpogunvHas 60nvHUYA
Ne 2» (Canxm-Ilemepbype), 0.m.H., npogpeccop kagpedpuvt nesponoeuu ®PI'EOY BO «Canxm-Ilemepbypeckuil
eocyoapcmeenHblli MeOuyuHcKutl ynusepcumem um. akao. V.I1. ITaenosa» Imumpuii Meopesuu PYJJEHKO

pacckasan 06 sppexmusrocmu npenapama nycuvepcer (Cnunpasa) npu CMA.
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IIMHATbHAS MBIIIEYHAs aTPO-

¢usa (CMA) obycnoBneHa

HegocTaTKoM Oenka SMN
(survival of motor neuron - BbDKU-
BaeMOCTb MOTOPHBIX HENPOHOB).
s nmoppmepxanysa QyHKIVOHUPO-
BaHNUA MOTOHEHPOHOB CIIMHHOTO
Mo3ra Heo0xofuMa onpefeeHHas
KoHueHTpanusa 6enka SMN. B ero
OTCYTCTBME IBUTaTe/IbHble HENIPOHBI
LIEHTPajIbHOJ HEPBHOM CUCTEMBI Jie-
TeHEePUPYIOT, YTO IPUBOJUT K aTpo-
¢un u cmabocTy Mpliy'.
HegocraTok 6enka SMN BbI3BaH re-
HeTHYeCKNM fedeKToM Ha 5-i1 Xpo-
mocome B reHe SMNI. B cBomwo
ouepeqb pasmMyHast TAXKeCTb KIVHU-
yeckux npossiaeauit CMA 3aBucur
oT MopubuUUpyoINX GaKTOpPOB,
OCHOBHBIM 13 KOTOPBIX CUMTAET-
Csl KOMMYeCcTBO Komuii reHa SMN2.
Kak IoKkasbpIBalOT pe3y/nbTaThl MC-
C/IelOBAHMI, OOJIbIlEe KOMNYECTBO
Konuii reHa SMN2 xoppenupyer
¢ 60omee markum teuenriem CMA?2,
B 3aBUCMMOCTM OT KONIMYeCTBa
konui reHa SMN2 BBIIENAIOT He-
ckonbko Tunos CMA. Tak, y ma-
IMEHTOB ¢ TUIOM I MoOryr 6sITh

OJJHa-[iBe€ KONMMU TreHa, ¢ TuioM II —
oBe-Tpu. Y nmanyeHToB ¢ tunom III
KOMM4YeCcTBO Konuit reHa SMN2 mo-
CTHUTaeT Tpex-dyeTblpeX. IIpy BobIAB-
JeHUM deTbhlpex Komnuil reHa SMN
y nmanyenros ¢ CMA saboneBaHne
MIPOAB/IAETCA BO B3POCIOM BO3pacTe
U IpoTeKaeT 60see 671aroNpusATHO.
bes maTorenernyeckoii Tepanuy ma-
uuentsl ¢ CMA II u III Tumos mocre-
NIEHHO YTPauMBaIOT [IBUTaTeIbHbIE
HaBbIKI. [Ipy 3TOM mporecc yTpaTb
ABUTATe/IbHBIX HElfPOHOB HaYlHaeT-
CA ¢ MOMEHTA POXKAEHMs, IpeTepIIe-
Bas OIpefie/IeHHbIe I3SMEHEHMS B 3a-
BMCUMOCTH OT BO3pacTa’.
IIporpeccupoanne CMA MOXHO
paspmenuth Ha Tpu ¢assl. B goknu-
HI4YecKoll (ase KIMHUYECKIE IPO-
SIBTIEHVIS 3260/IEBaHNS IPAKTIIECKI
OoTCYTCTBYIOT. [IporpeccuposaHue
CMA cBUjeTeNnbCTBYeT O HACTYII/Ie-
HMM TTOROCTPOIt paspl, KOIAa yTpara
MOTOPHBIX eVIHNII JOCTUTaeT Kpu-
TUYECKOTO IIOpOra M CTAaHOBUTCA
KJIMHUYeCKN 3HaunMoli. JJanee Ha-
CTymaeT XpoHudeckas ¢asa, Korja
yTpaTa MOTOPHBIX efVHUL] IPUOCTA-
HaB/IMBAETCA ¥ BBIXOMUT Ha IUIATO.

! Lunn M.R., Wang C.H. Spinal muscular atrophy. Lancet. 2008; 371 (9630): 2120-2133.

2 Wirth B., Garbes L., Riessland M. How genetic modifiers influence the phenotype of spinal muscular atrophy and suggest future therapeutic
approaches. Curr. Opin. Genet. Dev. 2013; 23 (3): 330-338.

3 Wang C.H., Finkel R.S., Bertini E.S,, et al. Consensus statement for standard of care in spinal muscular atrophy. J. Child Neurol. 2007; 22 (8): 1027-1049.

*Rouault E, Vanessa Christie-Brown V., Broekgaarden R., et al. Disease impact on general well-being and therapeutic expectations of European

type IT and type III spinal muscular atrophy patients. Neuromuscul. Disord. 2017; 27 (5): 428-438.

Koropra B3pOCHBIX MHalMeHTOB
¢ CMA neopHOpopHa. B noBcenHes-
HOJ KIMHMYECKOJ IPAKTUKE BCTpe-
4yaloTCcA B3pocible ManyueHTs ¢ CMA
III rtuma (6one3ns Kyrenpbepra — Be-
nmaHfepa, unu wBeHnapHas CMA),
marenTsl ¢ Manndecranueit 3a60-
JIeBaHMA M YCTAHOBIEHHBIM Jyar-
HO30M B JIeTCTBe, NIOTy4aBIINe 1 He
MOTy4aBIle TePAINIO.
besycnoBHO, ecTecTBeHHOe Tede-
Hue CMA yXypnmaeT cocTosHue
HalMeHTa, M03TOMY IIelIbI0 Jiede-
s CMA aBngioTcs ctabunmsanms
U JajbHENIIee YIydlleHne COCTO-
Hus 6ombHOrO. 10 aHHBIM OMpOCa,
CTabUMM3aInusa COCTOAHMA KpaliHe
Ba)XKHa, NIpeXJe BCEro A MOoBCef-
HEBHOI >XM3HEHHOW aKTMBHOCTM.
Ins mHorux maruentoB ¢ CMA ca-
MOCTOSTE/IbHOCTD B ITOBCETHEBHON
JKU3HU — IIPUOPUTETHAsA Lienb. Tak,
81% pecIOHIEHTOB OTMETUNN, 9TO
crabunmusanusa 3abomeBaHusA acco-
LUUPYETCA CO 3HAYMMBIM IIpOTrpec-
COM B jTe4eHmn’.

TakuM o6pasoM, nedeHMe MalyeH-
toB ¢ CMA mpepnonaraeT UCHONb-
30BaHJe COBPEMEHHBIX IIPeapaToB

JddekTBHaA hapmakotepanua. 15/2022



MeauuuHckni ¢o

MexpernoHabHas HayYHO-TIPaKTITdecKas KoHpepeHuyst HeBponoros CaHkT-IleTepOypra

1 CeBepo-3amnagHoro ¢enepanbHoro okpyra PO (XX CepepHas 1mkor1a)

C [OKa3aHHOI KIMHUYECKO 3-
¢dexTuBHOCTBIO. B MCcnenoBanms
CS12 u SHINE 6binu BKIIOYEHBI
nanueHTsl ¢ CMA, nony4yasmne Hy-
cuHepceH (mpemapar CnuHpasa)®.
Ha MmomMeHT Havana mccnemoBaHUN
ceMb IALVEHTOB OBUIM B BO3pacTe
crapme 13 ner. Ilpogomxurens-
HOCTb HaOMOfeHnsa cocTaBmaa 5,3—
6,8 roma. Ha ¢one nevenns mpe-
napatoM CnmHpasa y IaIlMeHTOB
HACTYNUIM CTAOUNIM3ALNSI VTN
ynydileHue COCTOAHUA. B dact-
HOCTHM, IO JaHHBIM pacUIMPEHHO
OLIEHKM IBUTATENbHON (PYHKINUH
(mkama Xammepcmur - HFMSE),
IBMUTaTelbHble QYHKIUM 3HAYM-
Te/IbHO yny4immmnch. Kpome rtoro,
B JICCTIeIOBAHMAX 3a(PUKCHPOBaHbI
crabunmsanyus GyHKUMM BepXHUX
KOHEYHOCTell M yIydlleHNe HaBBI-
KOB XOIb0BI IIpU TIeprozie Habmome-
HUA IATB-IIECTH JIET, YTO TOBOPUT
0 [ONrOCpO4YHOI 3P HEeKTUBHOCTH
HYCMHepCeHa.

Ha ceroguamuuit genpr CnmHpa-
3a — CaMblil U3Y4YEHHbIN Ipernapar
s tepanuy CMA. JleyeHue sTum
IpenapaToM TMOAY4YUIM CBBILIE
11 000 manmenToB ¢ CMA Bo BceM
Mupe. OIBIT IpUMeHeHNUA Ipera-
pata npu CMA npeBbIlIaeT BOCeMb
JIeT.

B TeyeHye MHOIMX JIeT B MMpe IIpO-
BOJATCSA MHOTOOGeIaolye KINHNU-
YecKme uccnefoBanus 3¢ ¢exTus-
HOCTY HYCHMHepceHa y 6Goree dyeM
346 nmanmentoB ¢ CMA pasHoro
Bospacra. OfHaKO 6OJIBIION OMBIT
IpUMeHeHN IIpelapaTa B peajlbHol
IpaKTMKe IO3BOAET OLEHUTDb €Tro
addexTuBHOCTD U 6€30MACHOCTD
U B TexX I'PYIIax MaIieHTOB, KOTO-
pble MCXOZHO He ObLIN BKIIOYEHBI
B IIPOIPaMMYy KJIMHNYECKUX UCCTIe-
TIOBaHUI.

Hanpumep, 6onpuioit mHTepec
HpeACTaBNAT pe3yabTaThl HEeMH-
TepBEHIVIOHHOTO MHOTOLIEHTPOBO-
ro HabIIOAATEIPHOTO KOTOPTHOTO
UCCTIeIOBaHM, B KOTOPOM M3yJasn
s dexTrBHOCTD Hmpenapara CrmH-

pasa y 139 B3pocnbIX NallMEeHTOB
B BO3pacTe 16-65 neT C reHeTU4eCKn
TTOATBEPKAeHHBIM ArariosoM CMA
[I-III TMIOB B mleCATM KIMHUIECKUX
nentpax lepmanuu. 124 (89%) ma-
I[MieHTa OBUTY BK/TIOYEHBI B Cpe3 JaH-
HBIX IeCTUMECAYHOr0 MHTepBaia
nomy4yeHus tepammy, 92 (66%) — ne-
CATUMECAYHOTO, 57 (41%) — B 14-Me-
CAYHBIN aHamus®.

IlepBUYHYI0 KOHEYHYI0 TOYKY MC-
CTIeIOBaHMS — [BUTATE/IbHYIO aKTUB-
HOCTb onjenuBau 1o mkaae HFMSE
OTHOCUTE/IbHO MCXOJHOTO YPOBHA
4yepes LIeCTb, JecATb U 14 mecsles
nedeHus. B xadecTBe BTOPUUYHBIX
KOHEYHBIX TOYEeK [OMOTHUTEND-
HO OlleHMBanu (QYHKIVIO BEPXHUX
KoHeuHOCTell mo mkane RULM
U M3MEHeHMe CpefHell OUCTAaHLUU
TI0 pe3y/IbTaTaM TeCTa IeCTYMUHYT-
HOII XO#bOBI OTHOCUTEIBLHO MCXOJ-
HOTO YpOBHS 4epe3 LIeCTb, JecAThb
u 14 mecs1eB.

KpoMme Toro, uccnegoBarenyu aHa-
N3MPOBA/IN TEPAINIO NpernapaToM
CrnmHpasa B MOATPYIIIAX HALVIEHTOB
¢ CMA IT n III Tn1IOB, cpefyt XOfIInx
Y HEXOIA4YMX OONbHBIX, IPU Hau-
YUY VI OTCYTCTBUM ITPOBETEHHOTO
crionpunonesa. B xome Habmogenus
OI[€HVMBAJIM TaKXKe HeXKeaTeTbHbIe
SIBJIEHNA Ha (OHe JIeYeH V.

B uccnenyeMbIx rpynmnax cpemHuit
BO3pacT Hayajla Tepaluu COCTABUI
36 (16-65) net. Cpenyt y4aCTHUKOB
JICCIIENOBAHNSA OONBIIMHCTBO VIMEN
CMA III tuna (62-65%). ITo mau-
HBIM IIeCTUMECSYHOTO aHaau3a
Tepanuu mnpemnaparoMm CnuHpasa,
y 23% u3 124 nanueHTOB 6bIII BBI-
TIOJTHEH CITOHIMIONES IO BKIIOYEH S
B MCCIIefloBaHMme, 63% ObuIu HeaM6y-
JTATOPHBIMM, He CIIOCOOHBIMU K Ca-
MOCTOSTENBHOM X0Ab0e.

ITpn ecrectBenHoM Tedenun CMA
onenka 1o mxkane HFMSE camxka-
ercsa Ha 0,5-1 6a1 B TOfI, 10 LIKaJIe
RULM - Ha 0,4 6amma B rox. IIpoit-
IeHHas OMCTaHLMA, IO Pe3yabTaTaM
TeCTa IMECTUMUHYTHON XOAbOBI,
CHIKaeTcs Ha 1,5 M B rof,.

CrnenyeT OTMETUTDb, YTO M3MEHe-
HUe pe3ynbTaToB 1o mxkaae HFMSE
6osee yem Ha 3 6ajia, MO IIKaje
RULM 6onee uyem Ha 2 6anna, u3-
MeHEHNE B MIOKa3aTesAX TecTa Iie-
CTUMMHYTHOI X0fbp0Obl 6oree ueM
Ha 30 M cuuMTaeTCsA KIMHUYECKU
3HAYMMBIM Y/Iy4IIEeHIeM COCTOSHISI
namyenTa ¢ CMA.

AHanmus [aHHBIX MCCAENOBAHUSA
IPOLEMOHCTPUPOBAJ, YTO IIpera-
par CrnuHpasa obecrednBaeT Kiu-
HMYECK) 3HAYMMOe YIIydlleHue
ABUTATeIbHOV (YHKUUM B peasb-
HOJI KOTOpTe B3POC/BIX MAL[IEHTOB
¢ CMA, npu 3TOM BBIPa’KEHHOCTb
Y/Iy4IIeHNsI CO BpeMEHEM YBeINdN-
BaeTcs. 3apUKCUPOBAHO 3HAINTED-
HOe CpefiHee yBeM4eHue 10 lIKaie
HFMSE +3,12 6anna, mo Imkaie
RULM +1,09 6a/1a oT MCXORHBIX
HOAHHBIX Yepes 14 MecAlLeB JeYeHNs.
JJaHHBIE TecTa IIECTUMMHYTHOI
Xofb6BI TaKXKe [OKa3aay IpeuMy-
IfecTBa Tepanuy npenaparom CrnH-
pasa: cpefHee M3MEHEHIE OT UCXOf-
HOTO YPOBH: COCTaBU/IO +46 M. T
JaHHble CBUJIETEIBCTBYIOT 00 3-
¢dexTuBHOCTY TIpenapara CroyHpasa
y B3poc/bIX naumenTos ¢ CMA.

B xopme mccnenoBaHms ObIIM TakKXKe
BBISAB/IEHBl (AKTOPBI, BIUSIONINE
Ha BBIPOKEHHOCTh OTBETA HA JIeve-
Hyte. Tak, Ipy cpaBHEHUM TPYIII Ia-
L[MEHTOB, MMEBIINX Iepef HadaioM
Tepanuy BbICOKUI (> 35) u HU3KMI
(< 35) 6ann mo HMFSE, ormeuanoch
6ojee 3HAYMTENbHOE YIyYIIeHMe
y MAaIVeHTOB, Y KOTOPBIX MCXOGHbIE
6ael 6b11M BhIIIe. B cBOIO Ouyepens
OpY CPaBHEHMM TPYII MalueH-
TOB HeaMOYIaTOPHBIX (HEXOAAYMX)
U aMOy/IaTOpHBIX (Xopa4ux) 6omee
BBIp@KEHHOE yTydlieHlie MOTOPHOI!
byHKIMM HabMIOAaNoCh B TpyIe
XOISYMX ITalleHTOB. YCTaHOBJIEHO,
410 9¢p(PeKT OT JIedeHns perapaToM
CromHpasa y manueHToB 6e3 CIOHAM-
none3a 6611 6071ee BHIPAKEHHBIM, YeM
y HAIMeHTOB C HA/IM4MEeM TaKOBOTO.
Kak mpaBmio, mpemapar CrmHpa-
3a XOPOIIO MEPEHOCUICS U HE BHI-

> Montes J., Young S.D., Mazzone E.S., et al. Nusinersen improves walking distance and reduces fatigue in later-onset spinal muscular atrophy.

Muscle Nerve. 2019; 60 (4): 409-414.

¢ Hagenacker T., Wurster C.D., Giinther R., et al. Nusinersen in adults with 5q spinal muscular atrophy: a non-interventional, multicentre,
observational cohort study. Lancet Neurol. 2020; 19 (4): 317-325.

Hesponorua u ncuxmatpus
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3bIBajI CEPbE3HBIX HeXKelaTelbHbIX
apneHuit. Hambomnee 4acThIMy IO-
OOYHBIMM peaKUMsIMU Ha JIeYeHMNe
6b1IM TONOBHAaA 6071b, 60/Ib B CIIMHE
U TOIIHOTA. VIHTepecHo, YTO 4acTo-
Ta BO3HUKHOBEHNS HeXXe/TaTeIbHbIX
peakumuii npu NIPOJO/KEHUM Te-
panuu co BpeMeHeM 3Ha4YMTe/lTbHO
CHIDKANach.

TakyuMm 06pa3oM, pesyIbTaThl MCCie-
OOBaHIA IIO3BOJIAIOT CIEe/IaTh BBIBO,
4yTO Tepamus npenapatoM CrimHpasa
IpUBOAUT K M3MEHEHMIO TPaeKTo-
puu tedennsa CMA.

B gpyroM MHOrOLleHTPOBOM KIM-
HUYECKOM MCCAEeJOBAHUM OI[eHU-
Banu 6e30macHOCTh U 3 PeKTuBs-
HOCTb HyCMHepceHa y 116 B3pocibIx
MalleHTOB C MHPOKCUMAbHOI
CMA II u IIT TunoB B 18 meHTpax
Wranun. Cxema nedyeHnst BK/IIOYA-
Jla CTAaHJAPTHBIN IIPOTOKON BBefe-
HyA CnyHpasbl: HaTpy304YHbIE [JO3BI
WCXOMIHO, Ha 14-11, 28-11 1 63-11 gHU
U MOAflep)KMBAIOIIas f0o3a KaXK/ble
yeTblpe MecAIld B COOTBETCTBUMU
C MHCTPYKIUEN 110 IPUMEeHeHUI0
npenapara. [Tomumo gBUTraTenbHOM
aKTMBHOCTHU, KOTOPasl OLleHMBaIach
o mkanaMm HFMSE, RULM u tecty
HMIeCTUMUHYTHOM XOAbOBI, B uC-
C/IeJOBAaHMM OLIEHMBAIY (PYHKIUIO
BHEIIIHETO IBIXaHNUs, a TakKe BBIpa-
JKeHHOCTDb OTBeTa Ha Tepaluio B 3a-
Bucumoctu ot tTuma CMA’.
PesynbraThl mccnefoBaHmusa IOKa-
3a7y, 9YTO Y B3POCHBIX MallMeHTOB
¢ CMA Ha ¢doHe eyeHUs HyCUHep-
CEHOM HabIIoIanuch KIMHUYECKHU
3HAYMMble M3MEHEHMs IIOKa3aTeeit
ABUTATe/IbHBIX (PYHKIIMI IO MIKaIaM
HFMSE, RULM u TecTy mecTumun-
HYTHOJL XOfbObL. 3aperucTpupoBaH
MOJIOKUTENbHBIN MPUPOCT IOKa-
3aresell [BUraTelTbHBIX (QYHKIUI
Ha BCEeM IPOTSHKEHUM MCCIef[0Ba-
HJA: Yepe3 LIeCTb MecslleB Ha Te-
panuio npemapatoM CnmHpasa
orBeTuAN 53% MaLMEHTOB, 4Yepes
HecATb MecsALeB — 63%, yepes 14 me-
cameB - 69%. JlaHHOe MCCemoBa-
HIe TOATBepXfaeT 6€301acHOCTD

n s dextuBHOCTD Mpenapara CrnH-
pasay B3pocybIxX nanyeHTos ¢ CMA,
ocobenno III tmma. Vccnegosare-
U TakXe OTMeTHIN, 4TO 3ddeKT
oT Tepanuyu npenaparom CrmHpasa
BO BpeMeHeM Bo3pacTaeT. Berbop-
ka manuenToB ¢ CMA II tuma 6bi1a
He3HaYMTEe/IbHOM, 4TO He MO3BOINIIO
ClIeTaThb OIpeJieTIeHHBIX BBIBOJIOB OT-
HOCUTETTHHO 3TOI KaTeropuy IMamy-
€HTOB, HECMOTPsI Ha Ha/lM4ye Iojo-
>KUTEeNTbHBIX TeHICHIINIA.

JIBa BbIllle NIPUBENEHHBIX UCCIEN0-
BaHNA 0071ajal0T BHICOKOJ HAy4HON
[IEeHHOCTBIO [/Isl OlpefeneHus 3¢-
dexTrBHOCTM penapara ComHpasa
y MaLMeHTOB B3POCIOro BO3pacTa.
OpHaKo OHM OTHOCSATCS K KOTOpPT-
HBIM JICC/IEJOBAaHNAM B paMKax pe-
aJIbHOJM KIMHMYECKON IMPaKTUKU
U He SIBJIAIOTCS PaHAOMM3VMPOBaH-
HBIMI U IIALe60-KOHTPO/IVPYEMBI-
MM IO Au3aiHy. VIMEHHO mO3TOMY
Ba)XHO 00paTUTh BHUMAaHNeE Ha TO,
410 B 2021 1. 66K OIYONMMKOBAHBI
pesynbTaThl 0630pa 1 MeTaaHa/mu3a
TaHHBIX KJIMHUYECKNX MCCIef[0Ba-
Huit 3 deKTUBHOCTHM Ipemapara
Cnunpasa y nanuentos ¢ CMA II
u III tunos. besycnoBHO, KaHHbI
MeTaaHaJIN3 XapaKTepu3yeTcs O4eHb
BBICOKIM YPOBHEM yOe[UTeIbHOCTI
U OCTOBEPHOCTY I0Ka3aTe/bCTB.
PesynpraThl MeTaaHanusa IIOA-
TBEPAVIN BBIBOZBI MCCTIEROBATENIEN
n3 Tepmanuu u Uranun. B otimune
OT IAaIJEHTOB, He ITOMTyYaBIINX JIe-
YeHMUs, Y OONbHBIX, IPUMEHABIINX
npenapar CnyHpasa, 3Ha4MMO yIyd-
IIN/INCh JBUTATe/NbHbIe QYHKIUU
o mxane HFMSE. Ilpu atom Bo3-
pact nanueHTtoB, Tunn CMA u cno-
COOHOCTDb K CAMOCTOATETIBHOMY Ile-
PEnBIDKEHNIO 3HAYEHVS He MMen®.
Yepes 14 MecsieB HabIOgeHMS
y marmenToB ¢ CMA Ha done nede-
HUA OTMEYaJIoCh yBenudeHue 6anna
Ha 3,27 nmo mkane HFMSE. Onen-
Ka no mkajxe RULM y manueHTos,
Io/ny4aBmNX npemapar CnumHpa-
3a (+0,64 6amna), 6pUIa BBINIE, YEM
y TeX, KTO He IOay4an JIedeHus,

nocye nomnpasky Ha Tun CMA u Bo3-
pact. Kpome Toro, Tepanus npemna-
parom CnmHpasa npusena K 3Ha4M-
TeIbHOMY YBENIMYEHNIO AMCTAHIUN
B TeCTe IMEeCTMMMUHYTHON XOAbObI
IO CPaBHEHMIO C OTCYTCTBUEM Jiede-
HIA He3aBUCUMO OT BO3pacTa: pas-
JIaue MeX[y I'PYIIaMy COCTaBIUIO
28,09 M. Takum obpasoM, pesynbra-
TBHI MeTaaHa/nn3a MOATBEPAUIN 3¢-
¢dexTuBHOCTD Hpenapara CnmHpasa
y nanuentoB ¢ CMA B peanbHOM
KIMHNYECKON NPaKTUKe ¥ IIpefo-
CTaBUIN KayeCTBEHHO HOBBIil ypo-
BeHb JIOKa3aTe/IbHOCTH.

Hanee mpodeccop I.V. Pymenko
pacckasan o MPaKTNYECKOM OIIbITe
BeleHNsA B3POC/IBIX NAIMEeHTOB
¢ CMA B I'bY3 «Jopopckass MHO-
ronpodunpHas 6OonpHuUIIA N 2»
(Cankr-Iletepbypr) n oxapaKkrepu-
30BaJI KIMHNYEeCKMe (PeHOTHIIbI OT-
Ie/bHBIX ITAI[VIEHTOB.

IManuent 18 net. lnarnos: CMA 5q
II tumna, Tpu xonuu rena SMN2. Ha-
4as10 3a60/1eBaHMs B BO3PACTe MEeCTH
Mecs1IeB, IMarHO3 YCTAHOBJIEH B Jie-
BATb MecsAneB. [lanyeHT nexaunit,
CTpajilaeT BeHTU/IALMOHHON JbIXa-
TE/IbHOI HelOCTaTOYHOCTbI0. Cpenu
KIMHUYECKUX IpOsiBIeHNUIT 3aborte-
BaHMA — aTpodus U GacuMKy/IALIA
MBI SA3bIKa, TUIMYHBIN 11 CMA
XapaKTep TPYy/HO KJIETKI — KOTIOKO-
noo6pasHasi, TsDKeIask KOHTPaKTypa
JIOKTEBBIX U Ty4e3aIsCTHBIX CYCTa-
BOB, kudockonuorndeckas gedop-
Mauud. [TanueHTy BHINIOTHEH CIIOH-
AUIozes.

[Taruent, 39 net. [Juarnos: CMA 111 uma,
Tpu Kommu reHa SMN2. Knuande-
CKIIe IPOSIBIICHNUA — JIerkKas aTpodus
MBIIII] H/IeYeBOTO IoAca ¥ HIDK-
HUX KOHEYHOCTeil, pacHuKyIAnus
MBI A3bIKA, MBILII] IIJI€4eBOTO
mosica. ITanmeHT coxpaHAeT camo-
CTOATENBHOCTD.

ITanment, 33 roma. uarnos: CMA
IIT Tuma, Tpu konum reHa SMN2.
ITepBble mpusHaku 3abormeBaHNs
MpOABUINCE B 16 neT. eneTndeckn
NOATBEepP>XXAeHHBIN AnarHos CMA

’Maggi L., Bello L., Bonanno S., et al. Nusinersen safety and effects on motor function in adult spinal muscular atrophy type 2 and 3. J. Neurol.

Neurosurg. Psychiatry. 2020; 91 (11): 1166-1174.

8 Coratti G., Cutrona C., Pera M., et al. Motor function in type 2 and 3 SMA patients treated with Nusinersen: a critical review and meta-analysis.

Orphanet J. Rare Dis. 2021; 16 (1): 430.
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CMA Il Tuna
Mony4aeT Tepanuio npenapatom CMNMHPA3A

PACKPOMTE UX BHYTPEHHUA NOTEHLUMWAN CO CMMHPA3ON

KPATKASl UHOOPMALIUA MO MEAULIMHCKOMY NPUMEHEHUIO CMIUHPA3A.

Perucrpauuonnsbiit Homep: J11-005730. Toprosoe HaumeHosanue: Cniviipasa. MHH: HycuHepceH.
JlekapcTBeHHas ¢popMa: pacTBOp [/ VHTPaTEKaNbHOTO BBeAeHus. DapMaKoTepaneBTUYecKas
rpynna: Mpouvie Nnpenapatel ANs NedYeHns 3abonesaHnii KOCTHO-MbILIEUHOI cnucTembl. Mokasanua
K npumeHeHmio: [penapar CnvHpasa nokasaH A8 JIEYeHUs CrMHANBHON MbILLIEYHOW aTpoduu
(CMA). MpoTuBonokasaHus: [1MnepyyBCTBUTENBHOCTD K AEVCTBYOLEMY Wan 0BOMY 13 BCMOMO-
ratesnbHbix Beuiects. Mepbi P M npu np Mpouenypa nombansHoM
NYHKUMW COMPOBOXAAETCA PUCKOM BO3HMKHOBEHMS HEXeNaTesbHbIX Peakuid, Takux Kak, rofoBHas
6onb, 6osb B cnnte, poTa. MoryT BbiTh MCMOL30BaHbI BU3yaNM3aLMOHHbIE TEXHUKK Ans obnerye-
HUS WHTpaTekanbHOro BeefeHVs npenapata CnvHpasa nauneHTam co ckonnosom. Mpu Hanuyumn
KJIMHNYECKMX MOKa3aHUi, PEKOMEHA0BAHO BbINOMHATL NabopaTopHbie TeCTbl ANs onpeaeneHus
KonnyecTtea TpOM6OLI'I/ITOB n HOKaSaTeﬂe\;\ CBepTbiIBae@MOCTN KPOBW Nepep BBefeHnem npenapata
CnvHpasa. Mpyu HanMuMmM KIMHUYECKUX NOKa3aHUii, PEKOMEHA0BAHO BbINOMHATL KONMYECTBEHHOE
onpefenexve 6eska 8 Moye (NPEANOYTUTENLHO B NEPBO yTpeHHen nopumun mouu). Mpenmyuiectsa
1 PUCKM NEYEHUS HYCYHEPCEHOM MaUMEeHTOB C BEHTPUKYIONEPUTOHEasbHbIM LYHTOM B HacTosLlee
Bpems HenssecTHbl. CNoco6 npuMeHenus n posbi: MNpenapat CnvHpasa NpeaHasHayeH Ans UHTPa-
TekanbHOro BeefieHns. PekomeHnosaHHas nosa coctasnset 12 mr (5 mn). Cnepyet HaumHaTh Tepa-
nuio npenapatom CnuHpasa kak MOXHO paHblie Nocfie NocTaHOBKW AnarHosa. Pexum esefeHns:
B nepsbiit AeHb nevenus (aersb 0), B aerb 14, 28, 63. anee nosy cnegyet ssoants 1 pas B 4 mecsiua.
B cnyyae 3agepsxkun nnu nponycka esefieHns nosbl npenapat CnuHpasa ciefyeT BBECTU Kak MOXHO
paHee, Npn 3TOM UHTEepBan Mexay A03amMn A0JKEeH 6hITb He MeHee 14 ﬂHe;l; Aanee cnegyet npo-
DOMKNTb BBEIEHNA C Ha3HaUEHHOW 4acTOTON. VIHCTPYKLMW MO NPUTOTOBNIEHMIO U BBEAEHUIO 03bI:
1. Heo6x0AMMO BU3yasnbHO OLIEHWUTL COCTOSIHINE PACcTBOPa A0 UCMOb30BaHMs. VIcnonb3osaT MOXHO
TONbKO MpO3padHbie 1 GecuBeTHble PacTBOPbI, HEe COAepPXalme Hukakux yacTuu. Vcnons3osate
BHelHne GpunbTpbl He Tpebyetcs. 2. Mpurotosnenve u BeefeHne npenapata CnuHpasa [OMKHBI
OCYL|ECTBAATLCA B acenTuyeckux ycnosusix. 3. Mepes BBegeHrem GnakoH cieflyeT foCTaTb 13 XOsIo-
AWNbHVKA W COrpeTb A0 KOMHATHOW TemnepaTtypbl, He Npuberas K BHELHWM WCTOYHUKAM Tena.
4. Ecnn dnakoH He Bbiil OTKPBLIT M PacTBOP He MCMO/b30Bascs, GpakoH MOXeT BbiTb BO3BpaLieH
B8 xonoAnNbHKK. Mocne n3BneYeHNs 13 XONOANNbHIKA 1 KAPTOHHO Nayki GpakoH MOXET XPaHWTLCA

e

CI'IVIHPA3A v
( HycuHepceH) aammymmmee,,

npu Temnepartype He seilwe 25 °C B Teuenve He Gonee 30 4. 5. HenocpepactseHHo nepen BBeaeHUEM,
LeHTp Npobku $nakoHa NPOTLIKAIOT UFOK WNPKWLa 1 n3BNekaloT Tpebyemslii obbem pacTsopa. Pac-
TBOP He cnefyeT pa3soanTe. B cnydae, ecnn pacTsop He ncnonb3osasncs B TedeHvie 6 4 nocne ero
Habopa B WNpWL, PacTBOp ciedyeT yTunusnposars. 6. [ns seeaeHus npenapata CnnHpasa MoxeT
HOTpe6OBaThCR cefauna, ecsin 3T0 NOKa3aHO Ha OCHOBaHUWU KNMHUYECKOro COCTOSHUSA nauneHTa.
7. MoxHO paccMOTpeTh BOMPOC O NMPUMEHEHUN YNbTPa3ByKOBOrO (MM UHOTO BU3Yasn3aLMOHHOIO)
KOHTPOIS NPU MHTPaTeKkanbHOM BBeAeHnu npenapata CnvHpasa, B 0cobeHHOCTV B Gonee paHHNX
BO3PACTHbIX rpynnax u y nayneHTos co ckonuosom. 8. Mepen BeeaeHvem npenapata CnuHpasa
pekomeHayeTcs nssneub 06vém LICK, skBrBaneHTHbIN BBOAMMOMY 0ObEMY Npenapata CnuHpasa.
9. Mpenapat CnuHpasa BBOAUTCS MHTPaTEKaNbHO BOMIOCHO Ha NPOTsKeHUM 1-3 MUHYT € NOMOLLbIO
Wbl 415 CNUHANBHOW aHecTesnn. He fonyckaeTcs NPOBOAUTL MHBEKLMIO B TEX y4acTKax KOXW, Fae
MIMEIOTCS NPU3HaKK MHOEKLMOHHOTO UK BocnanuTensHoro npouecca. 10. Jlioboe Hencnonb3osaH-
Hoe coplepxumoe brakoHa cneayet ytunusnposarts. Mo6ouHoe geincreme. HexenatesbHble peak-
LK, CBA3aHHbIe C NIIOMBabHOM MyHKLUMEN, 3aperycTpuposaHHele B nccnegosannn CS4 (nosgHss
maHndectauns CMA), HabntoaasLIecs € 4acTOTON Kak MUHUMYM Ha 5% Bbllle y NauvueHTos, nony-
yaswwyx npenapat CnMHpasa, No CPaBHEHWIO C NaLMEHTaMV U3 KOHTPOJIbHOM rpynMbl, NOAYyYaBLIMMIA
nnaue6o: ronosHas 6ok, pBoTa, 6osb B cuHe. B nocTpeructpaumorHom neprioge Habnopanvcs
cepbesHble UHbEKLMW, HanpuMep, MEHUHrUT. Mimenunce coobuienns o caydasx rugpouedaniu.
YacToTa BO3HWKHOBEHVS NOAOBHbIX peakunin HenssecTHa. YenoBus xpaHeHus: Mpu Temnepatype
2-8 °C B opuruHanbHon ynakoske (Gpr1akoH B navke) Asis 3awmtsl OT ceeta. He samopasusarts. [Jony-
CKaeTcs XpaHeHue B OPUrMHanbHO ynakoske (pnakoH B nayke) npu Temnepatype He Bbiwe 30 °C
B TeyeHve He bonee 14 aHein. B cnyyae Heucnonb3oBaHus B TedeHne 3Tvx 14 gHel noBTopHoOe xpa-
HeHue npu TemnepaTtype 2-8 °C He ponyckaeTcs. XpaHWTb B HEAOCTYNHOM A5 fAeTelr mecte. CpoR
rogHocTu: 3 roga. Yenosus ornycka: Otnyckatot no peuenTty. flepxarens (Bnageneu) perucrpa-

0 yRoc Buoren Alipek Jlumuten, Benvkobputanus. Opranusaums, ynon-
HOMOueHHasa pepxatenem (| ) PY nf Tb 0 pek HeXxe-
nar pcT! W NpepocTaBnATh norpeﬁuremm AOMNONHUTENbHbIE

AaHHble o npenapate: OO0 «leoHCOH&ZI.xOHCOH» Poccuns, 121614, r. Mocksa, yn. Kpbinatckas,
n.17 kopn. 2. Ten.: +7 (495) 755-83-57, dakc: +7 (495) 755-83-58

¥ MeauupnHcknx paboTHUKOB NpocsT coobwate o NobbIX NOA03PeBaEMbIX HexXenaTensHbIx peammﬂx Ha NeKapCTBEHHbI
npenapar 4epes HaLuMoHaNbHYI0 CUCTeMY OTY4ETHOCTU. YToBbl coobuyuts o npobnemax BeseracHocTn, obpatutecs
B OO0 «[xoHcoH & [IKOHCOH» unm obpatutecs K AENCTBYIOWEN WMHCTPYKUMU MO MEAULMHCKOMY MPUMEHEHUIO

NleKapcTBEHHOro npenapara.

DoTorpaduv NPUBEAEHBI NCKIIIOYNTENBHO B KAYECTBE UIIIOCTPALMIA 1 OTPAXaloT Pe3ysbTaTl,
AOCTUrHYTbIE Y KOHKPETHbIX NauneHToB. MIHArBMayanbHble pesynsTaTbl MOTyT OTANYATLCS.

Wnctpykumio no npumenenuio npenapata CMUHPA3A Bbi Moxete noflyunTh y NpeacTaBuTens KomnaHum

OO0 «[xOHCOH & [I>KOHCOH».

1. VIHCTpyKUMS N0 MeANUMHCKOMY NPUMEHeHMIo NekapcreeHHoro npenapata Cnunpasa (MHH: Hycrtepcen),

pacTBOp ANs MHTpaTtekansHoro eseferns, JIM-005730 o7 03,06.2021

2. Q4 & Full Year 2019 Biogen 2020, poster https://investors.biogen.com/static-files/ce31eed8-8862-4bec-a63f-77c0fdb6e15a1

3. Hagenacker T, et al. Nusinersen in Adults With 5q Spinal Muscular Atrophy:
A Non-Interventional, Multicentre, Observational Cohort Study. Lancet 2020;4;317-25.
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VLIMHCKIA QOPYM

MexpernoHabHas HayYHO-TIpaKTITdecKas KoHpepeHuyst Hepponoros CaHkT-IletepOypra

u CeBepo-3anagHoro ¢enepanbHoro okpyra PO (XX CeepHas 1mKora)

[Tpenapar CnuHpa3a npezCTaBAAeT coboil
AHTUCMbICOBOIA OMATOHYKTIEOTUA, CTPYKTYPa
KOTOPOIO CMeLManbHO pa3pabotaHa A eveHus
natyeHTos ¢ CMA ¢ Mcnonb30BaHMem MHHOBALMOHHBIX
TeXHOMOrWA. CMHPa3a — eAUHCTBEHHbIV Npenapar
[na nedeHus CMA, 3apekoMer10BaBLLMiA

Ce0A Kak B YCTIOBYAX PEAbHOM KIMHIYECKOIA
MPAKTIAKY B TeYEHIAE JIUTENBHOTO BPeMeHH,

TaK U1 B KIUHUYECKIX UCCNe0BaHuAX C y4acThem
NaLIYeHTOB Pa3Horo Bo3pacta. [penapar CniHpasa
0400peH B Poccimn An neyeHus nawwentos ¢ CMA

52

YCTaQHOBJIEH TO/NIBKO CITYCTS JEeBATD
net. Ha maHHBII MOMEHT y MalleHTa
OTMeYaeTCsl BbIpaXKeHHas TsDKemast
MpOKCUMaJbHasl MbIIIeYHAs Cra-
60CTb.

ITanmenTka, 22 roga. Inaruos: CMA
III Tvma, Tpu Kormu rena SMN2. Ha-
9aj10 3a00/IEBaHMSI B BO3PACTE HOCTIE
Tpex /ieT. Y MalMeHTKN KIMHNIeCKN
BBIp@KeHHast (pacLMKy/IALMs MBIIIL]
A3bIKa, TsAXejnas IPOKCUMAlb-
Has MpIIIeYHas: CaboCTh, TPEMOP
B IIa/IbL]aX PYK, KOHTPAKTYpPbl MBILIII
B cBsa3u ¢ TsKenoit kudockommoTn-
4eckoit gedopmariyeii T03BOHOYHN -
Ka BBIIIO/THEH CIIOHIVIIONES.
ITaumenTka, 31 rop. Juarnos: CMA
II Tuna, Tpn xonuu reHa SMN2. Te-
HeTHYecKoe IOfTBEep)K/ieHNe Iyar-
Ho3a CMA B 26 jeT, O 3TOro Ha-
6/1I071a71ach C AMArHO30M MBIIIEYHOI
puctpodun. Cpeay KIMHUIECKUX
MpU3HAKOB 3aboneBanusa — daciu-
KY/ZALUA MBI, A3BIKA, KOHTPAKTY-
PBI MBI, TsDKe/ask IPOKCYMAabHasA
MBbIIIeYHAst cMabocTh, KNOIOCKO-
ymo3. ITpoBesieHa ycTaHOBKA MeTal-
JIOKOHCTPYKLMY (CIIOH[VIIONES).
Kak oTMeTun mokmaguank, 60bIH-
CTBO B3pOC/BIX HaiueHToB ¢ CMA,
o6pamanIXxcs 3a CIenuaIn3npo-
BaHHOM MeOUIIMHCKON ITOMOIIbIO,
3aHMMAIOT aKTMBHYIO )XVI3HEHHYIO
MOS0, COXPAHAIT paboToCHO-
cobHOCTD. IToaTOMY HIA HUX OCO-
6eHHO Ba)XHO 3¢ (PEeKTUBHO CIIpaB-
JIATHCA C OONME3HBI0 U ITOBBICUTD
KayecTBO >KU3HIL.

Ha cerogusamuuii geup B I'BY3 «lo-
ponckasi MHOronpoduabHas 60b-
Huna N° 2» HaKOIIeH 3HAaYNTe/TbHBIN
OIIBIT IIpYMeHeHN Ipenapara CiyH-
pasa. PaspaboTaH anroput™ npuHsi-
TYS PellleHNs O Ha3HaYeHM Tepannn
U TOCTEAYIOell MapIIpyTU3anun
nmanueHToB ¢ CMA. Ilpexpe Bcero
npoBoauTcs becefa Bpaya C IMaljueH-
TOM ¥ €T0 POACTBEHHUKaMU. 3aTeM
B XOfie MEAUIMHCKOTO KOHCUINYMa
PeTUCTPUPYIOTCA TOKAa3aHMA K Te-
panuy npenaparom CnmHpasa. Jle-
YaIyil Bpad OlleHNBaeT MMeoIyecs
y MaljyeHTa OPTOIeAYecKe OC/IOX-
HeHs1. [lo Havasma Tepanun B o6beMe
06CmenoBaHusl TPOBOMAT KOMIIBIO-
TEPHYI0 ¥ MarHUTHO-pPe30HAHCHYIO
toMorpaduio. IlanueHT mpoxomut
OCMOTp y HEBpPOJIOTa, HePOXNPYP-
ra. Cnegyomuil 3Tan — nepejaya
3aK/TIOYEHNsI BpaueOHOI KOMUCCUU
6onpuuipl B Komnrer mo 3gpaso-
oxpanenuto Cankr-Ilerepbypra s
OCYILeCTB/IEH)sI 3aKYyIIKY Iperapa-
ta CrimHpasa, Iocje 4ero mnpenapar
IIOCTYTIaeT B OFHY M3 alTeK rOpofa.
[TanyeHT MOMTy4YaeT peLenT B CBOEM
6a30BoM ne4eOHO-IIpoduIaKTIIe-
CKOM y4peXfieHuu Ha OecraTHoe
nonydyeHue mpemapara CnmHpasa
n Hampasjenne B IBY3 «Jopopckas
MHorompo¢uibHas 6onbHMIA N 2»
B OTJle/IeH)Ie HePBHO-MBIIIEYHBIX
3aboneBannii. Ha 6ase 6OIbHULIBI
MPOBOAUTCA HE TOJBKO JIeUEHNe,
HO U MYIBTUAMCHUIUIMHAPHOE CO-
nposoxxkfeHue nanueHta ¢ CMA.
[TonrydyeHue mpemapara B anTeke
Y €r0 TPAaHCIOPTUPOBKA B CTALINO-
Hap ¢ COOITIOfIeHIEeM XOI0LOBOI! L{ern
TIPOVICXOJAT B IeHb TOCIIUTATN3 LIV
nmanueHTa. Ilpum Hanuumum rpy6oi
K1upocKonnoTnieckoit gepopma-
LM IIpenapar BBOGUTCSA C UCIIONb-
30BaHMEM pPEHTTEHOJIOIMYeCKOIl
HaBUTALNL.

Bcero ¢ 2020 1. B HetipouenTpe [BY3
«Topopckass MHorompodunbHas
6o0pHMIIA Ne 2» Habmomanuch 13 ma-
nneHToB ¢ CMA B Bo3pacTe cTapie
18 seT, mony4aBIIMX JIeYeHNE IIpe-
napatoM CnmHpasa, U3 HUX CeMb
MY>K4MH U IIECTb )XEHIMH B BO3pa-
cte 20-41 rop. ITannentos ¢ CMA
II tuma 66110 23%, 111 TMIIA — 77 %.
Y tpex naunentos ¢ CMA II tumna

6bU10 Tpu Komuu reHa SMN2, y de-
ThIpex nanyenTos ¢ CMA III tuma -
yeTplpe Kommy SMN2, y matn ma-
unenToB ¢ CMA III tuna - tpu
kormu reda SMN2. V13 13 manyieHTOB
¢ CMA TONbKO 4eTBepO COXpaHWIN
COCOBHOCTh K CaMOCTOSITENIbHON
xoppbe, eBsATh GbIIM HeaMOymaTop-
HBIMU (HEXOIAYMMIL).

ITpy HabniomeHMM 3a MaLMeHTaAMU
c60p HDaHHBIX OCYIIECTBIIS/ICSA BO
BpeMs Pery/IspHBIX BU3UTOB MaIy-
€HTOB: [JO HaJaJjla Tepanun, Ha 63-11,
300-71 gHM U BIIOCIEICTBUM KaXK]Ible
yeTblpe MecsAna. J[BuraTenbHbIE
GYHKIMY HalMeHTOB OLeHUBAJIN
no mkanam HFMSE, RULM n pe-
3y/IbTaTaM TeCTa HIeCTVMMHYTHON
xonb6b1. Kpome Toro, aHanusupo-
Ba/IN HeXXelaTelbHble SABIEHNS, BO3-
HUKIIMe Ha QOHE TePaIiL.

3a 12-mecsauHBIT EpUOR HAbIO-
IeHUs HU Y OLHOTO U3 MAI[MEeHTOB,
MOTYYaBUIVX TePANNIo IpernapaToM
CrmHpasa, He 0TMeYanoch yXyalle-
HUA COCTOAHMSA IO TeCTUPYEMbIM
[IKajIaM JJBUTATeTbHOV aKTUBHOCTIL.
Y aM6y/IaTOpHBIX TalYIeHTOB 3auK-
CUPOBAaHO yBe/lIMYeHNe TT0Ka3aTenein
IBUTATENbHBIX QYHKINIL TI0 IIKajIe
HFMSE u TecTa meCcTUMMHYTHON
Xxonp0Obl Ha Ba 6ajia K 4YeTBepPTO-
My Busuty (63-it genn). K mecromy
Bu3uUTY (300-71 ZeHb) IpOCIEKUBA-
JIaCh MOTOXKUTENbHAS TMHAMUKA KaK
y aMOy/IaTOPHBIX MALVEHTOB, TaK
U y MalMeHTOB, YTPAaTUBIINX CIIO-
COOHOCTB K Xombbe.
ITepenocumocTp npenapara ComH-
pasa 6pla XOpolIeil ¢ MUHUMAIb-
HBIMU HeXXelTaTe/IbHbIMU SIBIEHUS -
MU B BUJIE JIETKOW TOMIOBHOI 60/n
u 601K B CIMHE, He HapyIIaBUINX
KayeCTBO >KM3HM maineHToB ¢ CMA.
IMoaBopst uror, mpodeccop .M. Py-
IEeHKO IIOYepKHY/, YTO Ipemapar
CnmHpasa XopoIIo 3apeKOMeH/[0BaT
cebs1 B JIe4eHNY B3POC/IBIX MAlMeH-
ToB ¢ CMA B peanbHOI KIMHUYe-
ckoit mpaktuke. Ha gone Tepanun
npenapatoM CIMHpasa y HalyieHTOB
¢ CMA na6mromaeTcss 3HAYUTETbHOE
yaydilleHue MOTOPHON GYHKIMM,
a TaKXe OTMedYaeTcs psf M3MeHe-
HUI, TOMOXUTENbHO BIUSIOMINX
Ha Ka4eCTBO >KV3HM KaK IMalVIeHTOB,
TaK M YIE€HOB UX CeMell.

JddekTBHaA hapmakotepanua. 15/2022



