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«BeltHOBCKMEe UTeHnA»

CMA y B3pocIoro nmanyenTa. MeHas >KMU3HD K JIy4IlIeMy

CnunanvHas moueunas ampogus (CMA) sanumaem 00HO U3 8e0YULUX MECI 6 CIPYKILYPe HEPBHO-MbIUUEHHbIX
3abonesanuti u cuumaemcs Heusneuumoti. O0Haxo, kax ommemun npedcedamens cumnosuyma Cepeeii Hukonaesuu
VUTTAPVOIIKMH, axademux PAH, 0.m.1., npogpeccop, 3amecrmumens Oupekmopa no HayuHoti pabome, oupexmop
Wnecmumyma mosea ®I'BHY «Hayunviii uenmp Hedponozuu», paspabomarHoie 3a nocnedHee Oecsimusemue Hoebvle
mepanesmueckue no0xo0bl HO3E0TTION CYUIECINBEHHO YTy HUUMb Kauecmeo susHu bomvHuix CMA. Jloknadv: eedyujux
poccutickux sKcnepmos, npo3sy4asuiiie 6 pamkax KoHgepeHyuu, OvLu nocesuleHbl aKmyanbHoim OUAZHOCTUYECKUM

U 71e4e0HbIM Anz0pUmmam 6e0eHUs 63pocrivix navuenmos ¢ CMA. Sxcnepmvl nooenunuch cobcrneeHHbiM KIUHUHeCKUM
ONbLMOM OKA3AHUS NOMOUAU MaKUM O0TbHLIM, C0enIAs aKkueHm Ha s¢pdexmusHocmu u b6esonacHocmu npenapama Cnunpasa.
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InpdepenumnanbHaa guarnoctuka CMA y B3pocnibiX naLueHToB

U «KpacHble ¢pnaru» CMA

noknage Omnpru BanepbeBHBI
BFI/I}H)BAHOBOVI, 3aBefylolel

OTAeNeHNeM (pyHKIIMOHAILHOIL
ITUATHOCTUKU MOCKOBCKOTO K/IVHU-
Yeckoro Hay4yHoro LieHTpa (MKHII)
uM. A.C. JlornHoBa, 6bUI TIpencTaB/ieH
HOPOGHBIT 0630p CUMIITOMATVKY CIIN-
Ha/IbHOI MbiIteqHoit atpoduu (CMA).
Tpagyunmorno CMA mopgpasgensaior
Ha 1ATbh TMIoB. CMA HyreBoro tvma —
npeHaTajbHOe passutye 6onesun. CMA
1-ro Tuna MaHudeCTUpyeT B IepBbie
Hefleny T0CTIe pOXKJEHNA, 2-TO TUIIA —
B Bo3pacTe 7-18 mecAues, 3-ro Tnma —
nocne 18 MecseB >Xu3HU, 4-T0 TUIA —
nocye 30-neTHero Bo3pacTa'.
OCHOBHBIMM KIMHIYECKVIMU TIPM3HA-
KaMmI y TanueHToB ¢ geborom CMA
nocye 18 MecsieB ABIAIOTCS MbIIIEY-
Has TUTIOTOHMSA C IIPEUMYLIeCTBEHHBIM
HopakeHneM MPOKCHMMaJIbHBIX OT/EIOB
HOT ¥ Ta30BOTO Mosica, pueMsl [oBepca
IIpU BCTAaBAaHMY, TPEMOp IajIblieB BBI-
TAHYTHIX PYK, QacUMKyIANMM A3bIKA
/I APYTYX TPYIII MBIIILI, OTCY TCTBHE
CYXOXXWUIBHBIX pedIeKcoB, HOUHAS TH-
MTOBEHTWISAINA/aITHO3 BO cHe. Jlomo-
HUTeNbHBIe KIMHIYeCKIe TIPU3HAKY —
peTpaKkuys axXVUIOBBIX CYXOXKMINIA,
CKOMNO03, IICeBAOIUIEPTPOdUs UKPO-
HO>KHBIX MBIIIII U TIOBBIIIEHNE YPOBHA
Kpeatnapocdoxnuassi go 2000 E/m.
B pacnopsrcernuu spaueti umeemcs npo-
2pamma becnnamHotl 2eHemu1eckoil Ou-
aznocmuxku CMA - IIOMCKCMA.P.
IIpoepamma peanusyemcs c yervio obec-
newenust épaveii pesynvmamamu 00-

NONHUMENbHOU MOJIeKYNAPHO-2eHe-
mMuueckoti OUAZHOCMUKU NAUUEHINO8,
HAX00SUAUXCS NOO UX HAOTIHOOEeHUEM, ONS
NOOMBepPIHOeHUA/UCKTIIOUEHUS OUAZHO3a
CMA.

K coxxaneHuto, 3ayacTyo [uarHos
CMA ycTaHaB/IMBAIOT Yo>ke Ha MO3THMX
crapusax 3abonesanus. O.B. [unpBano-
Ba IpUBea MPUMED U3 KIMHINYECKOI
MPaKTUKI.

IMaumentka, 47 ner. Je6rot 3aboeBa-
HMS COCTOSUICA B 25-7IeTHEM BO3pacTe
B BUJIe XPOHMYECKOTO BSIIOTO TeTpara-
pesa. B 2009 . 6bU1 IOCTaB/IEH IMATHO3
MMACTEHNN U IPOBEIeHa TUMOKTOMIS —
6e3 adpdexra. Hasnauennas marpyeHTKe
tepamsi KammuHoM okasara HesHaum-
TEJIbHBII TIO/IOXKUTENTBHBII 3P (eEKT.
[ToueMy cnenyaaucThl OMMOIUCH
B inarHose? [lemo B TOM, YTO NpOBe-
JeHHBI NallMeHTKe CTaHJapPTHbI fie-
KPEMEHT-TeCT BBLABWI TUIMYHbIE JIS
MuacTeHuy usMeHenns (ucxogHo 12%,
B 1pobe ITAV - 24%).

B otmenennu ¢yHKIMOHANBHOI Ayar-
noctuku MKHI] um. A.C. JloruHoBa
y MalVeHTK) 3aIOf03pIIN MUOIA-
THIO — YPOBeHb KpeaTuHpocdokmHa-
3p1 coctaBun 602 ME/n. Yronbuyaras
anexTpomuorpadus Imokasana pesko
CHIDKEHHOE PeKpyTMpOBaHUe IOTeH-
L[MAJI0OB [IBUTATE/IbHBIX eNUHUL], UTO
YKasbIBaJIo Ha Majloe KOJIMYeCTBO MO-
TOHEPOHOB. YMeHblIIeHNe KOMUIeCT-
Ba MOTOHEJIPOHOB HaOMIOfAeTCs Ipy
CMA u npu 60k0BOM aMHOTpodude-
CKOM CKJIepo3e.

! Kolb S.J., Kissel J.T. Spinal muscular atrophy. Neurol. Clin. 2015; 33 (4): 831-846.

IManmenTKe IpOBEM MOIEKY/IAPHO-Te-
HeTUYeCKIIT aHa/IN3, C TIOMOLIBIO KOTO-
poro ObUIa BbIAB/ICHA IE/IEINA B 9K30-
He 7 reHa SMIN1. [Inarsos: crmmHambHast
MBIlTeyHast aTpodms 4-ro Tuma. Taxum
obpasom, om debroma 3a6onesanust 00
nocmarnosxu OuazHo3a npouinio 20 sem.
He Bce criHa/IbHBIE MBIIIEYHbIE aTPO-
¢um cBsA3aHBI € MyTauuei B 5-if Xpo-
MocoMe (5q). Tax, He accoumpyrOTCs
€ MyTauuei B 5-if XpOMOCOME IVCTaIb-
Hole popmbr CMA. Crenjudmdeckue
HEBPOJIOTNYeCKIE CUMIITOMBI JIVICTa/Ib-
Hoit CMA mpefcTaBieHbl BpOXX/IEH-
HBIM MHO>XECTBEHHBIM apTPOTPUIIO-
30M, ITapalTN4oOM TOTIOCOBBIX CBA30K,
HEPOCEHCOPHOI IIOTePeNt CITyXa, Iapa-
JIMYOM JmadparMel C TSKETION OCTPOit
JMCTa/IbHOJ HEBPOIATHEN C PAHHUM
HAYyasIoM 1 JIp.

3aBepas BbicTyeHne, O.B. Innb-
BaHOBa IIPUBE/A €lle Pl IPUMEPOB
CMA, He CBA3aHHBIX C MyTanuein
B 5-it xpomocome. ITomnmo AucTanb-
Hoit CMA 6b1m IpeficTaB/IeHbI iBa Ba-
puanTa He 5 CMA - 60nesub Kennemu
1 CMA ¢ no3mHuM HadajoM, tii OuH-
KenA. bonesnp Kenneny xnmumdeckn
IPOSIB/IAETCA MEMJIEHHO IIPOTPECCHpYy-
IOILell MBIIIEYHOI C1abOoCThIO, TUHE-
Komacryelt, amuorpodueit. st CMA
Dynkerst (6OKOBOI aMUOTPOQIIECKILIT
CK/Iepo3 8-T0 TUIA) XapaKTepPHBI BbIIL-
YEHHBDIi )KUBOT, CKOTIMO3, IPOKCUMA/Ib-
Hast MbIIIIeYHast CTabOCTb.

INoyemy Ba>KHO BOBpeM: AMarHOCTUPO-
Barb CMA? Ceropss cylecTByeT IaTo-
reHeTH4ecKoe JIe4eHNe C MCIOIb30Ba-
HJEM 3apeTUCTpupoBaHHOro B Poccun
npenapara CrmHpasa, MoguduImpyo-
IIIETO TedeHue 3ab0IeBaHu.

JddexTBHaA dapmakoTepanua. 4/2023
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(MA Y B3poC/biX NALNEHTOB: KaK 1IeYnTb

3py HOCTYIHOCTHM IIaTore-

HETUYECKOTO JIe4YeHUd AN

B3pOC/IbIX ManyueHTos ¢ CMA
ocoboe 3HaueHme mpuobperaer
MIPAKTIYECKMIT OIIBIT BEeIeHN s TaKUX
60nbpHBIX. B cBOEM mokmage JIMut-
puit Uropesnu PYJEHKO, n.M.H.,
npodeccop, 3aMeCTUTeNb ITTABHOTO
Bpaya, PyKOBOJUTE/Ib HEMPOLIEHTPa
I'bY3 «Iopopckas MHOronpoguib-
Hasa 6onbHUIA Ne 2» (TMIIB Ne 2),
nogenunca onbitoM Cankr-Ile-
TepOypra — Ha CerORHALIHUI AeHb
MMEHHO 3/leChb Tepaluio MOTy4aoT
HaybosIblIee KOMMYECTBO B3POCTIBIX
nauyeHToB ¢ CMA B PO.
Bcero B 2023 1. B CankT-IleTep6yp-
re 3aperucTpupoBaHbl 32 B3POCIBIX
mamyedTa ¢ CMA 2-ro u 3-10 TUIIOB,
U3 KOTOPBIX 27 HAOMIONAIOTCS U TO-
AydaroT nedyeHue. B HacrTosAmee
BpeMsI IATepo HOBBIX 60/mbHbIX CMA
HAXOASATCS Ha CTafiuu 0QOpMIeHNs
MEAVLIMHCKON TOKYMEeHTAIUIL.
Mapurpytusanusa 6onpabix CMA
BK/IIOYAeT TPM 3Tama. B LieHTpe Heps-
HO-MBIIIEYHbIX 3a00/IeBaHMIT IPOXO-
IAT Gecema Bpava ¢ manyeHToM, cbop
MeIVIMHCKOI MHPOPMALUy, OCMOTP
V1 TECTUPOBaHe IO IIKaIaM, puKcanys
HOKasaHWil K Tepanuy, opopMIeHNe
U Iepefiada 3aK/II0YeHNsT Bpade6HOTro
KoHcmmryma B Kommrer 3gpaBooxpa-
HeHys. B Komurtere 3pmpaBooxpane-
Hya CaHkT-IletepOypra mpyHuMaeTcs
pellleHne O 3aKyIKe JIeKapCTBEHHOTO
CPEJICTBa, II0CTIe Yero Iperapar nocTy-
IIaeT B OffHY U3 TOPOJCKIIX anTeK. B mo-
JVMKJIMHNMKE TI0 MECTy PerucTpamymn
TAIMEHTY BBIJAIOT PELIENT, IIPEJOCTaB-
IOV eMy IIpaBo Ha OecIiaTHOe
THOJTy4eHMe IperiapaTa HyCMHepCeH W
prcaiviaM. OHOBPEMEHHO C BbIAadei
PpellenTa MalyeHT HOoTyJaeT Halpasye-
HIE B IIEHTP HEePBHO-MBIIIEYHBIX 3260-
nesanmii TMIIB Ne 2, toe ocyiecTsia-
I0TCS1 Tepanys 1 Hab/mozeHve.
ITpodeccop HO.J. Pynenko cmeman
aKIeHT Ha PeHOTUIINYECKOM pasHo-
o6pasuu B3pocibix 60nbHBIXx CMA
U TIpUBETT HECKOJIbKO IIPMMEPOB.
v IauenTtka, 31 rog, CMA 2-ro tua,

Tpu Kormy reHa SMN2. [Iyarso3 re-
HeTMYeCK! IIOATBEP)XKAEH JIMIIb

Hesponorua u ncuxmatpus

B 2016 r. [lonroe Bpemsi Habmoza-
JIACh C IMATHO30M «MBbIIIIEYHAs [VIC-
tpodusi». 3aboneBaHye KamMHMYe-
CKI TIPOSAB/IAETCA KOHTPAKTYpaMu
MBI, KIPOCKONN030M, (acluKy-
JIALMAMY MBIIII S3bIKA.

v Ilamuent H., 39 net, CMA 3-ro tn-
ma, Tpu komuy reHa SMN2. Knmu-
HUYECKVe MPOSBIEHNs: aTpodus
MBIIIL] IJIEYEBOrO T0sICa JIETKOMN
CTeleHM, COXPAaHHOCTD MBIIIII JINIIA,
CIIOCOOHOCTD K CaMOCTOSITENIBHOMY
HepelBIDKEHNIO,  He3HauMTe/TbHas
TICEBLOTUITEPTPOGUSA MKPOHOXKHDBIX
MBI, GacVKY/LANNN MBILIIY S3bI-
Ka U MBIIIII] TI/IEY€BOTO TOsICa.

v Ianuenr, 33 roga, Tpy KOuy reHa
SMN2. IlepBble npusHaku 3aboe-
BaHUsA oTMedanuch B 2004 r. Opn-
HAaKO  [MardHo3  TeHeTUYEeCKU
MOATBEpXKAeH TonbKo B 2013 1. 3a-
OorneBaHMe KIMHUYECKM IIPOSIB-
JIAETCA TAXKENIOV ITPOKCUMA/IbHOM
MBIIIEYHON CMab0CTPI0 B HOTaX.
Cxoxast KapTMHA MOXKeT HabIo-
IaTbCs IIPU MUOIIATYISX.

v IMamnunent P, 30 ner, CMA 3-ro tu-
ma — IpUMep IICeBIOMMOMATIYe-
ckoro ¢enoruna. Knmumueckme
IpPOSBIEHNA: YBEIUYEHUE MeX-
JIOIIATOYHOTO IPOCTPAHCTBA, BBI-
paxeHHass  ICeBIOrUIepTpodus
MBIIIL] TOJIEHM, IICEBJOTUIIEPTPO-
¢ua  extensor digitorum brevis
(xopoTKwit pasrubarenp MajbLeB).
9TV IpuU3HAKM MO3BOJIAIT OT/IN-
ynuth CMA OT MyOnaTiu Ha ypos-
He KIIMHIYECKOro GaKrpayHza.

vV manpenra ¢ CMA 3-ro tuma (tpn
kormy reda SMN2) KIMHMYECKUMM
HpU3HAKaMy 3a007IeBaHNs ABTAIOTCS
HPOKCHUMATIBHASI MBIIIIEYHAS CTabOCTh
B HOT'aX, TPEMOP Ha/IbLIeB BBITAHYTBIX
PYK, GacIyKy/IALY MBI S3BIKA.

Hycunepcen (Cnmupasa) xoporio 3a-

PeKOMeHIOBA ce0s1 KaK Iperapar st

neyernss CMA Bcex Tuios u 6es or-

paHIIeHwit 1o Bospacty. IIpodeccop

J.W. PyneHko npencTaBy y9acTHUKAM

CHMIIO3MYMa CBOIO HAI[MEHTKY, KOTO-

pas B peXyMe OHJIAVH-TPAHCIALNA

pacckasana O MOJOKUTENbHOM BIIM-

HUM JJIATEIbHON TepaIii IIpernapaToM

CnmHpasa Ha JBUTaTe/IbHBII CTaTYC.

«BelmHOBCKMEe UTeHUA»

ITanumentka B.3., 29 ner, CMA
3-ro Tuna. [IlmarHo3 MOCTaBJIeH
B 1995 1. C 2020 r. Moy 4yaeT Tepammio
npenaparoM CnmnHpasa. Becero BbI-
IIOJTHEHO BOCeMb MHTpaTeKaJTbHbBIX
BBeJlcHUII npenapara. IIpenapam
Cnunpasa obecneuun 3Hauumoe yy4-
weHue JblxamenvHol U 08ueamens-
Hoix pynkyuti. Ilo cnosam nayuenm-
KU, y Hee NOABUNACL 603MONHOCHIb
CaMOCMOAMENbHO NPUHECHLBAMbCS,
YMbIBANbCA, NPUHUMANMD OV, NUULY.
Ecnu eii nomozatom ecmamo u3 nono-
HEHUS CUOST, OHA CNOCOOHA HeKOmo-
poe epems, onupasco Ha npeomem,
camocmosmenvHo cmosmo. V13 Hexe-
JIaTe/IbHBIX ABJIEHMII MTAllYleHTKa OT-
MeTWIa TIOSIB/IeHNE IIOCIe BOCBMOTO
BBefIeHMs TIperapara To/IoBHOI 60/mu
U IIyMa B yHIaX, KOTOpPbIe MCYe3/N
yepes eCATD THEIL.
SddexTuBHOCTS U 6€30MACHOCTD
npuMeHeHMs npenapara CrnmHpasa
npu CMA nopaTBepKAeHbl KIMHIYe-
ckolt mpaktukoit. OTpaboraH cTaH-
[apTHBII IPOTOKOT BefeHusi 60/b-
HbIx CMA, KOTOpBIiT BK/IIOYaeT cOop
JaHHBIX Ha PETY/LIPHBIX BUBUTAX: 1O
Hayasia TepaIny, Ha YeTBEPTOM I Ille-
crom BusuTax. Kpome Toro, Bo Bpems
BU3UTA OL|CHMBAIOTCS [JBUTATe/IbHbIE
(GYHKIMU IO paclIMpeHHON IIKae
OLIEHKM JBUTATeNIbHBIX (DYHKLUI
6ompHunbl Xammepcmut (HFMSE),
C IIOMOIIBIO IIePeCMOTPEHHOTO MO-
mynsa onenkn ¢yskiym pyk (RULM),
TeCTa C IIeCTUMMUHYTHON X0#bbOoI
(T6MX), a TakXe aHaNTU3UPYIOTCA
He)KeJTaTe/IbHble peaKIVN.

HOmutpuit Viropesnd Pymenko orme-
T, yro CrnmHpasa crocobcTByer
YIVYIIEHUIO JBUTATENIbHON (PYHK-
LMY B PeajibHOM KOTOpTe B3POCBIX
¢ CMA ¢ Ka>XJbIM HOBBIM BBeJJ€HIIEM
mo mxkanaM HFMSE n RULM. Ila-
IVIEHTBl OTMEYAIOT TaKue 3P QeKThI
Tepanuu npenapatroMm CnuHpasa,
KaK y/Ty4llleHye CUJIBI TO/I0Ca Y KOM-
MYHMKAIlUK, CIOCOOHOCTY XKeBaTh
U IJIOTaTh, CAMOCTOATEIbHO IIPYHN-
Marb MUY ¥ IIOJIb30BAThCA CTOJIO-
BBIMY TIPUOOPaMy, CAMOCTOSTEIBHO
MBITbCS, YUCTUTD 3yOBI, pacdechl-
BaTbCsA, IOTb30BATbCA TYaneToM,
PY4KOIi, KOMIBIOTEPOM U T.J.

3a nepuood nabnodenus (12 mecsues)
HU y 00HO20 nayueHma He 3aPux-
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CUPOBAHO YXYOUIEHUS COCTMOSHUS
no mecmupyemvim wKanam 0éuzd-
menvrovix pynxyuii (HFMSE, RULM,
T6MX). Y ambynamopHuvix navuen-
mMoe ommenanocy ysenuueHue no-
Kasameneil N0 OCHOBHLIM WKANAM

8 cpedHem Ha 08a 6anna yxce K uem-
sepmomy eusumy (63-ii demv). Y He-
aMOy/IaTOPHbIX NAL[IEHTOB IIOTIOXKN-
TelbHas AUHAMUKA IO OCHOBHBIM
IIKajaM JMeJla MeCTO K LIeCTOMY
Busuty (300-i1 genn). IlepeHocu-

PeanbHas KnuHMYeCKaA NpakTUKa neyeHna naymentos ¢ C(MA

B bpAaHckoit o6nactn

ak ormeTtun Angppeit Huko-

nmaesnd IOPYEHKO, 3aBe-

AYIOIMII HEBPOTOTMYECKUM
oTmenenyeM bBpsHckoit o6macTHOIM
60mpHULIBL N 1, IIaBHBII BHEIITAT-
HBIII CIIeLVIa/IUCT-HEBPOJIOT fienapTa-
MEHTa 3[IpaBOOXpaHeHNs bpsaHcKoit
obnactu, CMA cunraeTcs caMbIM
YacTBIM W3 PelKUX 3abo/MeBaHUIL
B Poccuiickoit ®Pepepanym 4acToTa
3aboneBaemoct CMA pgocturaer
140-234 HOBBIX C/1y4as B IOf, pacIpo-
CTPaHEHHOCTb HOCUTENbCTBA MYTa-
it B rede SNN1 - 1 Ha 36 yestoBek?.
CnnHpasa (HycuHepCeH) cTaja Iiep-
BBIM IIpeTapaToM JIs MaTOTeHeTH-
yeckoii Tepanuu CMA.
ITpakTudeckuii ONBIT MPUMEHEHNS
CrnyuHpasbl B pasnN4HbIX MOMY/IALIM-
Ax nanyeHToB ¢ CMA cormacyercs
C pesynbTaTaMi psfa MeXIYHApOf-
ubix uccnepoBannit (CHIA, Tepmanus,
Wranusa u gp.). Ocob6oro BHMMaHMs
3aCITy>KMBaeT MepBBlil CUcCTeMaThye-
ckuit 0630p u MeraaHanmus G. Coratti
" coaBT. (2021) 400 my6mmxanmii, mo-
CBAICHHBIX OlleHKe 3P PEeKTUBHOCTH
Tepanuu npenaparoM CrmHpasa B Te-
yenye 10-14 mecAneB y ieTeit 1 B3poc-
7b1x ¢ CMA 2-ro 1 3-ro THIIoB®.
Bo Bcex aHa/mM3MpPyeMbIX MCC/IE[OBAHM -
SIX TIpUBEEHBI JaHHble 00 3¢ deKxTyB-
HOCTM JI€YeHMs, NOTyYeHHbIe ITyTeM
CTPYKTYPVPOBaHHOII OIIEHKM JBUIA-
tenbHbIX QyHkimit (HFMSE, RULM,
T6MX). CormacHO MeTaaHa/IN3y, y na-
LMEHTOB, NonyyaBmux CnmuHpasy,
O0TM€YaJIOCh 3HAYMMOE YIydlleHMe
[BUTATeNbHOI (PYHKLINM IO CpaBHe-
HMIO C TeMJ], KTO He ITO/Tydarl IeIeHN:
+1,1 mpoTus +0,67 6anmma COOTBETCT-
BEeHHO B cpefHeM mo mkane RULM;

+2,27 mpotus -1,0 6amna B cpenHeM
mo mxane HFMSE, +19,8 mporus
-8,29 M B cpepHeM 1o T6MX.

Taxum 06paszom, y nayueHmos, npu-
Humaswux npenapam Cnuupasa,
OsueamenvHas PyHKuus 3HAUU-
MeNbHO YIYUUULACh, 6 MO 6PeMs
KaK y NayueHmos, He NOLy4A6UIUX
neveHus, oHa chusunace. Ipu smom
yAyuuernue 08ueamenvHoi PyHk-
Yuu HAbM00anoch 8 Kaxooii epynne
NposieHeHHbIX NPenapamom nayueH-
mos. dppexmusrnocmv Cnunpasol
noomeepuOeHa NoLoNUMenoHbIMU
USMEHEHUAMU 6CeX nokasamerneil
OsuzamenvHol PYyHKUUU, UCHOTL30-
BAHHDIX 6 PASHBIX UCCTIEO06AHUSX.
A.H. IOpueHKo nofienuIcs ¢ KoJiera-
M OIIBITOM JIeYeHMsI B3POCIIBIX MAliN-
entoB ¢ CMA B Bpsiackoit obmactu.
B nacrosamee BpeMa us 11 B3poc-
NBIX GONBHBIX HEBSITH IIONTYYAIOT
Tepamnuio NpernapaToM HyCUHEPCeH,
opuH — pucanramom. OfuH maru-
eHT OXWJAeT MOCTYIUICHNUs IIpemna-
para B 60JIbHMLLY.

B noprBepxpenne s deKTMBHOCTY Te-
parmym npenaparoM CriHpasa y B3poc-
nbIX manyeHToB ¢ CMA mokmagamk
IIPVBETI ABA K/IVHMYECKIX CITydast.
Knunuuecxuti cnyuaii 1. Ilanuenr E.,,
2002 roma poxpenus. [lonroe Bpems
3abojeBaHMe MpOTeKano Geccum-
nToMHO. B 2014 1. moABMINCH TIepBbIE
K/IMHUYeCKIe IPUSHAKM B BUJIE YTOM-
JISIEMOCTH, MBILIEYHO caabocTu,
TPYHEHOCTY TIPY IIOAbEME IO JIeCT-
Hune. B 2016 r. mangmueHTy cTano
TPYAHO IOXHUMATbCSA C HOJIA, He MOT
npucefaTbh Ha KOPTOYKM. B uione
2018 r. ob6paTmIcs 3a HOMOLIBIO K He-
BPOJIOTY HETCKON IONMMKIMHMKI,

MocTh mpenapara CnmHpasa 6buta
XOpolelt ¢ MIHYMATbHBIMI HeXe-
JIaTe/IbHBIMU SABJICHUSMHA B BULJE JIET-
KOI1 TO/IOBHOII 607111 11 60111 B CIIMHE,
KOTOpBIe He TPeGOBaIu CIenuab-
HOTO JIeYeHUs.

3areM B Hay4Ho-MccnenoBaTenbCKmit
K/IVMHUYeCKMII MHCTUTYT IefUaTpun
uM. akagmemuka O.E. Benbruiie-
Ba, I7le eMY YCTAaHOBWJIV AVaTHO3 «MBI-
mevHas guctpodus Ipba — Porar.
B cenrsbpe 2018 r. manueHTy mpo-
Be/IM TeHeTHYecKoe MCCefloBaHme
B MeMKO-TeHeTUYeCKOM IIeHTpPe UM.
akagmemuka H.II. boukoBa. [ImarxHos:
CMA 3-ro Tuma.

Jleuenne npemapatoM CnmHpasa
HalMeHTy NMPOBOJAT B BpsaHckoi
obmactuoit 6onpHune. IlepBoe
MHTpaTeKaJTbHOE BBe[leHMe IIperna-
para cocrosinoch 1 ¢espans 2021 r.,
3aTeM — ellle TPU BBEJIeHNA C MHTep-
BajmaMu Ha 14-i1, 28-i1 u 63-11 JeHb,
IOCTIe Yero IAIMeHT CTaJl MOMy4YaTh
tepanuio CmHpasoii OAVH pa3 B 4e-
ThIpe MecAna. Cnunpasa obecnewuna
yAydueHue 08uU2amenvHoli PyHk-
yuu: +7 6annos no wixanre HFMSE.
Y nayuenma 3HAYUMO YyMeHbULU-
JIUCL YMOMTIEMOCb U MbLULEHHAS
cnabocmo, 6e3 0cobozo mpyoa cman
NOOHUMAMbCS 1o fecmHuye. 3a 6ecb
nepuod HabnwdeHUus Hexcenamenn-
Hbix peakyuti He 3aguxcuposaro. Co-
UUAnvHAA a0anNmMayus U Kavecmeo
HCUSHU CYULECINBEHHO YLy HULUUCD.
Knunuuecxuii cnyuaii 2. Ilanuenrt E,,
1978 roga poxpenus (43 ropa).
B 1990 r. mosBumace cnabocTh
B HoOrax, B 1992 r. monyuun rpymn-
ny mHBanupHoctu. [Imarnos CMA
3-ro Tumna ycraHoBwm B 1997 1., korga
nmauyeHTy 6sut0 19 net. B oktsabpe
2018 1. OH IpoIesT CTallIOHAPHOE JIe-
yeHne B [leppoMm MOCKOBCKOM rocy-
HapCTBEHHOM MeIMIITHCKOM YHUBeEp-
cutete uM. VI.M. CedeHoBa, Oy
KOHCY/IbTAIL[MIO TeHeTMKa, JUaTHO3
CMA 3-ro Tuma 6bUI HOLTBEPXKAEH.
B mae 2020 r. BpaueOHBIM KOHCU/INY-
MOM IIAIIM€HTy PeKOMEH/IOBaHa [aTo-
reHeTMYecKas Tepamnus.

2 Zabnenkova V.V, Dadali E.L., Swarovskaya M., Zinchenko R. Spinal muscular atrophy carrier frequency in Russian Federation. ASHG, 2016.

* Coratti G., Cutrona C., Pera M.C,, 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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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.

Matepuan npegHasHadeH Ans MEAULMHCKUX U GapMaLeBTUYeckux paboTHUKoB
[Mara sbinycka: centabpb 2021

CP-182937

Peknama

# Biogen janssen )'

PHARMACEUTICAL COMPANIES

[ M ———

OpraHu3aLyis, NpYHUMaloLas NpeTeH3nun NoTpebuTenen:

000 «[IOHCOH & [I>KOHCOH»,

Poccuna, 121614, MockBa, yn. Kpbinatckas, A. 17 kopn. 2.
KoHTaKTHble TenedoHbl: Ten.: (495) 755-83-57, dpaxc: (495) 755-83-58
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VLIMHCKIA QOPYM

XIX MexancuyummHapHas KoHepeHINs ¢ MeXXTYHAPOAHBIM y4acTVeM

«BeltHOBCKMEe UTeHnA»

IlepBoe MHTpaTeKanbHOE BBEJEHNE
Iperapara COCTOsIOCh 17 fexabps
2020 r. Ha ¢pone namozenemuueckoti

mepanuy 3HAYUMO YMeHLULUTIUCH
YMOMISIEMOCD, MblUleUHAs CTla-
60cmb, NOABUNIACH YBePeHHOCTb NPU

MeHs Xn3Hb: KNUHNYECKNIA CNyYail NpUMeHeHuA npenaparta (nuHpasa

y B3pocnoro nayuenta ¢ (MA

aBeflylolllad HeBPOJNOTUYE-
CKUM OTJeNIeHMEM TOPOJCKOIi
6ompHULBL Ne 4 1. Coun Ajia
Bragumuposna TEJIBHMKOBA
Ha KIMHUYECKOM NpUMepe Npoje-
MOHCTpUpoBana 3pdeKTUBHOCTD
npuMeHeHus npenapara CrnmHpasa
B KauyecTBe IIaTOreHEeTUYECKOI Tepa-
mun CMA.
ITanuentka b., 1990 rofa poxxpeHus.
/3 anaMHe3a: po>kfieHa OT BTOPOt Oe-
PEMEHHOCTH, TIepBblil peGeHOK yMep
B IIepBble CYTKM >KM3HU OT HEIPOXO-
m¥MOCTM KumieyHyka. C poxpeHns
pasBUTHE COOTBETCTBOBAIO BO3pa-
CTY, Ha4a/1a XOUTb B BO3PACTe IEBATI
MecsneB. C OBYX /€T JleBOYKe CTajIo
TPYJAHO IOSHMMATHCS U CITyCKaTbCsA
IO JICCTHUIE, OHA IlepecTaja Oerarb,
YacTo Najaa, Ipy Xofpbe omypanach
Ha Ia7b4MKy HOT. CO BpEMEHEM CUM-
IITOMBI HapacTanu. B Bospacre naTtu
JIeT BIIepBbIe ObLI BLICTAB/IEH AMATHO3
«cnyHanbHasA amMmnorpodus Kyrenn-
6epra — Bemanpepanr.
BriocnmepcTByy manyeHTKa Habmoma-
7IaCh Y HEBPOJIOTa JIETCKOJ IIONIMK/INHY-
ku I. Count 1o mecty xurenbcrsa. C ee
C7I0B, MOI/Ia XOouTh 70 11 neT, 3arem
mo 16-17 ner o momy InepenBuranach
nonskoM. TeM He MeHee 3aHMMasIa aK-
TUBHYIO )KM3HEHHYIO IIO3UILIMIO, OYHO
OKOHYM/Ia LIKOMY M BY3, IIOCTIE Y€TO
IMCTAaHIMOHHO IpenojjaBana JAeTAM
AHIVIMIICKMI M PYCCKUI A3BIK.
B 2019 r. manueHTKe BIepBbie ObLI
BoinonHeH JIHK-ananus — BoIsiB/IEHO
YyeTbIpe Koy reHa SMN2.
B 2020 r. B HayyHoM 1LieHTpe He-
BPOJIOTUM COCTOANOCH 3acefaHue
BpaueOHOI KOMICCUM TIO HasHade-
HUIO JIEKAPCTBEHHBIX IIPENapaTos,
II0 PEUIEHNI0 KOTOPONM IalMeHTKe
HasHa4YMIM HycuHepceH. B mmone
2021 r. 6bIIO BBIIIOZIHEHO IEpBOE
MHTpaTeKalbHOE BBeJleHNE Iperna-
pata CrinHpasa, B HacToAllee BpeMs
BBIIIOJITHEHO BOCbMOE BBeJeHME
CnuHpasbl.

B kayecTBe HeXXenaTelIbHOrO sB-
JleHMs [ABaXK/BI I10C/Ie OYepeTHOrOo
BBeJEHIsI IIpelapara pasBUBaIach
HOCTIYHKIMOHHAs TOI0OBHasA 607b,
[03TOMY Hepel MoMOaIbHOM MyHK-
/el [TAI[IeHTKa UCIBITHIBAET CTPaxX
YL TPEBOTY.

Ouenka Hespono2Uueck020 cmamyca
60715HO1L 00 NIeHeHUS: 2UNOTNOHUSA, 2U-
nompogus Muluy, KOHedHOCmell, ak-
CUATILHOTL MYCKYZLamypbl, mpemop.
CyxomunvHvle peprekcol pyk u Hoz
He BLI3LIBAIOMCS, PACCMPOLicmE
4yBCMBUMENDHOCINY He 6bLABIIEHO,
PYHKUUSA MA308bIX 0P2aHOB He HAPY-
wena. Ilayuenmxa nepedsuzaemcs
Ha Kpecie-Kamanke ¢ HOCMOPOHHel
NOMOULI0, 8 KOMOPOLl OHA MaKHce
HYHOAeMmcs NPu 6bINONHEHUU 2uzUie-
HUYeCKUX Meponpusmuii u nepeode-
BaAHULU.

Ouyenxa PyHKuuu 8HeuiHezo Ovixa-
Hust (OB) 9 cenmsabps 2020 2.: 06vem
Popcuposantozo 6v100xa 3a nepeyio
cexyndy (OPB,) - 89%, dpynxyuo-
HANHAS HUBHEHHAS EMKOCHD JIEZKUX
(DXKEJI) - 77%, ODPB /DXKE]I - 98%.
3axnouenue nynbmMoHon02a: NezKUe
pecmpuxmuenvie Hapyuienus PBJI,
CHUJNCeHUe PPeKMUBHOCU KAUITIA,
B03MOHCHAS 2UNOBEHMUTIAUUS 80 CHE.
Ouenka HesponozuUueckozo cmamyca
8 Hacmosujee 8pems 0eMOHCHPU-
pyem ysenuueHue MululedHOT CUTIDL
8 BePXHUX KOHEUHOCMAX, CNOCOO-
HOCMb NAYUeHMKU HOOMI2UBAMD
Hozu K wusomy. Tunomonus, euno-
mMpopus Mol 6 KOHEUHOCHAX CO-
xpausiomes. Iayuenmka nepedsu-
2aemcst Ha Kpecie-Kamarske, HO yoie
CAMOCMOSMENnvHO NpuHUMaem 0y,
pacuecvisaemcs, nepeodesaemcs.
Ouenxa OB/ 4 mas 2022 2.: DB co-
0meemcmeyom Hopme, HapyuieHutl
Hem.

Tepanus cnocobcmeosana yuyu-
wleHUu 08uzamenvHoll GyHKUUU.
Ilo pesynvmamam nposedeHHO-
20 8 utone 2022 2. mecmuposanus,

xo00vbe. Ilayuenm cmabunet, Hexce-
JlamenvHuix A67eHUll Ha PoHe nede-
HUST He 3aUKCUPOBAHO.

ouenka no wixane RULM - 32 6anna,
no wxane HFMSE - 27 6annos. Te-
cmuposanue ¢ NOMOWbI0 KUCHEe8020
ouHamomMempa nokasano ysenuue-
HUe MbluieyHOl CUIbl 6 KUCAX PYK:
cnpasa - 3,4 ke, cnesa — 3,0 ke. Ilayu-
eHMKa MOoXem nposodums 6onvule
8pemeHl 8 NOLONEHUU CUOST U 00Tb-
we mpyoumovca. OHa ycmpounaco
Ha pabomy npenodasamenem Moc-
KO0BCK020 20Cy0apcmeeHHo2o yHueep-
cumema Ha NOJIHbLL B0CMUUACOBOTL
pabouuii detv.

B saxmrouenne A.B. TenpHmkoBa
IpeAcTaBuIa aygUTOPUM BUJEO-
PONMK, 3allMCAaHHBIN IALMEHTKOI.
Ha MoMeHT Havaja Tepanmm ee efyH-
CTBEHHBIM >KeJTaHMeM ObIZIO OCTAaHO-
BUTb IIPOTPeCCUpOBaHme OONIE3HN,
YTOOBI He YyTPATUTh ABUTATENbHbIE
HaBbIKK. [IporpeccupoBanue 3a60-
JIeBaHUs NPUOCTAHOBIeHO. Teneph
MMalMeHTKa MedyTaeT MaKCUMa/JIbHO
BOCCTAaHOBUTD [BUTATeIbHble HaBbI-
KI, 4TOOBI MeHblIIe HYXXJaTbCs B [O-
CTOPOHHEI IOMOLIN.

3aknioueHue

a3BepHYBILAsACA MOCTIe BBICTY-

MJIEHN MOKIag4YMKOB [VC-

Kyccus IIOKa3ama 6obIIyio
3aMHTEPeCOBAHHOCTb YYaCTHMKOB
CHMIIO3MYMa B 0OCY>XHaeMbIX BO-
npocax. IlogBomsa mTor, akageMuk
C.H. Mnnapuoukma oTMeTNNI, 4YTO
CerofHsA B apCeHajle CIelUaNTICTOB
UMeTca MeTonbl nedyenusa CMA,
CIoCOOHble U3MEHNUTD TedeHue 60-
nesHn. MHoroobemanomum Tepa-
MEeBTNYECKUM HOAXOMOM K JIEUEHNIO
CMA mpepcTaBnseTca IpUMeHeHNe
npemnapara HycuHepceH (CrmHpasa).
PesynbraThl CcIefOBaHNUII M HAKO-
IIJIEHHBIM KJIMHUYECKUI OIBIT IIPK-
MeHeHMs npenapara ComHpasa npu
CMA [1eMOHCTPUPYIOT ONIOKUTENb-
HbII 93¢ PeKT B OTHOLIEHUN He TOMb-
KO M3MEeHeHUA [BUTATENbHOTO CTa-
Tyca y B3pociubix 60mpHBIXx CMA,
HO I IIOBBIIIEHNA Ka4eCTBa >KM3HU
B II€/IOM.

JddexTBHaA dapmakoTepanua. 4/2023



