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«Jeoarouusa neungazuernozo aeuenus CMA: docmuiicenus nepgozo namuiemust U Hogvle 20PUOHMbL — CUMHOZUYM
¢ makum nazeanuem cocmosiaca é pamkax X FObuaeiinoii nayuno-npaxmuseckoil Konghepenuyuu Accoyuanyuu demckux He-
6p0a0206 6 ooaacmu muoaoeuu «HEOMHO» «Bpemsa nepevix» ¢ mexcoynapoousim yuacmuem. Meponpusmue npouwiio
6 Mockee c 27 no 29 nosiopa 2025 e. npu nodoepcke AO «Pow- Mockea». B pabome xongepenyuu npunsau yuacmue cneyu-
aaucmot u3 pazauunvix pe2uonoé Poccuu u cmpan CHI (ouno u ¢ gpopmame onaaiin).

B pamxax cumnosuyma o6cyncoaauce cogpemenHsle 00CMUNCEHUS 8 AeHeHUU CNUHAAbHOU MbluenuHoll ampoguu (CMA).
Ilposeden anaauz 5-1emuezo onvima HeUHEA3UGHOU NAMOEHEMUMECKOL MEPANUU C OUEHKOI IhheKmusHocmu u nepeHocu-
Mocmu npenapama pucouniam Ha 0CHo8e OaHHbIX AUMEPANYPbL U ONbIMA, NOAYHEHHO20 NPU NPUMEHEHUU npenapama 6 pe-
aabHOll KaunuYeckol npaxmuxe. Paccmampueaauce npeumyuwecmea u oatsheliutue nepcneKkmussl 0AGHH020 mepanesmuyec-
K020 nodxoda.

Mooepamopom cumnoszuyma cmaa npesudenm Accouuauuu 0emckux Heepoa0206 6 obaacmu muoaoeuu «HEOMHO»,
PyKosodumeaw Poccuiickozo demcko2o HepeHO-MblueMHO20 UEHMPA, e0yulii HAYYHbLIL COMPYOHUK 0MOeAd NCUXOHEBPOA0UU
u 3nuaenmoaoeuu Hayurno-uccaedosamenvckoeo kaunuueckozo uncmumyma neouampuu u demckou xupypeuu um. FO.E. Beao-
muweea PIAOY BO «Poccuiickuii nayuonatvhoti ucciedosameavckuti meouyunckuti ynueepcumem um. H.U. Ilupozosa»
Munsdpaea Poccuu, douenm xaghedpot Hespoaocuu, Helipoxupypeuu u meOuuyuHcKkoi zenemurxu um. axad. J1.0. badaaana
neduampuueckozo gpaxyavmema PIA0Y BO «Poccuiickuii HauuoHabHbLI UCCAC006AMEAbCKUI MeOUUUHCKUI YHUGEPCUNem
um. H U. ITupozosa» Munszdpasa Poccuu, k.m.u. /Imumpuii Baaoumuposuu Baodaseu.

Cumnosuym 0vt1 omxpusim dokaadom Ha memy «Ilepeasn
Heuneasuenas namoezeHemuueckas mepanus CMA. 5 aem onvi-
ma Kaunuyeckux uccaedosanuii. Ilepcnexmuent na 6ydyuiee»,
Kxomopbuiii npedocmasua /{mumpuit Baaoumupoeuy Baodaseu.

CrniHaJIbHasi MbIIIEYHas aTpodust — 3TO peaKoe IMpo-
rpeccupyloliiee MHBAUTUAN3UPYIOIIEe HEPBHO-MbIILIEYHOE
3a00JieBaHUE, OOYCIOBJIEHHOE MyTallMsIMU B reHe SMN 1,
KOTOPBIE MPUBOIAST K HEMOCTATKY (DYHKITMOHAIBHOTO OeJI-
ka SMN, 4TO BbI3BIBACT AereHepaluio aabga-MOTOHEH-
poHoB. OcHOBHBIe xapakTepucTuku CMA BkiIo4aloT
JIETeHEPALIMI0 MOHOTEMPOHOB B LIEHTPAJIBHOW HEPBHOM
cucteMe (LIHC), opToneanyeckue oclOKHEHMSI, peCriy-

paTOpHEIE OCIOXHEHMNS, HAPYIIEHWS CO CTOPOHEI 3KeJTy-
JIOYHO-KHWIIIEYHOTO TpaKTa U pa3IndYHbIe TPYIHOCTH, CBSI-
3aHHBIC C TTUTAHWEM, COKpaIleHHE TTPOTOKUTEIBHOCTH
JKW3HW TTallMEHTOB.

Bce 6osblie JaHHBIX CBUAETENILCTBYET O TOM, UTO Oe-
JJok SMN wurpaet BaxkHYI0 poJjib B (PYHKLIIMOHUPOBAHUU
Pa3IMYIHBIX TUITOB KJIETOK IO BCEMY OpTraHM3MYy. DTO MO-
3BOJISIET TIPEATIONOXUTh, yTo CMA — 3abosieBaHUE, KOTO-
poe 3aTparMBaeT He TOJBKO MOTOHEHpOHBI. BhIcOKMe
ypoBHU Oesika SMN oOHapyXeHbl B pa3TNYHbIX TKaHSIX,
¥ TaHHBIN 0€JI0OK MMEeET KPUTUIECKOE 3HAYCHUE JJTSI MHO-
TMX KJIETOYHBIX GYHKIMHA. JlaHHBIE, ITOTydeHHbBIE B XO/Ie
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HCClIeNOBaHUI Ha XXMBOTHBIX M Yy MalMeHToB co CMA,
Mmokasajiu, 4To CHuXeHue YpoBHSI SMN MoOXeT BIUSTh
Ha KJIETKU ¥ TKaHM B Pa3IMYHBIX CHCTEMaxX OpraHu3Ma.
[1pu 3TOM 3aTparvBarOTCs He TOJLKO MOTOHEMPOHBI, CKe-
JIETHBIC MBILILIBI ¥ CIIMHHOM MO3T, HO U (DyHKLIMK (pruOpo-
0JIacTOB, KJIETOK Cep/lia 1 MeYeHU, KPOBEHOCHBIE COCY/IBI,
penpoayKTuBHbIe opraHbl. Takum obopazom, CMA npen-
CTaBJISIET OO0 CHUCTEeMHOE 3a00JieBaHUE C CEPhE3HBIMM
MOCJICACTBUSIMU ISl OPTaHU3Ma B IIEJIOM.

Kakue BaxkHBIC acTIeKThI 3a00JIeBaHUST CIEIYeT IPH-
HUMaTb BO BHUMaHUe Mpu JieueHuu CMA?

Bo-niepsrix, Bo3aeiictBue Ha LIHC. OcHoBHast npu-
yuHa cuMntToMoB CMA — miotepst (IereHepauusi) MOTO-
HelipoHoB. KpaiiHe BaXXHO, YTOOBI NeliCTBUE Teparuu
ob110 HanpapieHo Ha LIHC, yTo mo3BoasieT U3BMEHUTH
MPOIIECC MPOrPECCUPOBAHUS 3a00IeBaHMUS.

Bo-BTopbix, pacnipoctpanenue mo LIHC u Bcemy op-
ranusmy. Joxknunudeckue moaean CMA cBUIETENbCTBY-
10T O BaXKHOM BO3JICUCTBMU JICUEHMS Ha BECh OPTaHU3M,
a He To1bKo Ha LHTHC, my1s1 A TeTbHBIX IMOJI0KUTEIBHBIX
HCXOJIOB.

B-TpeThux, Mojb3y I IMUPOKOW M pa3HOOOpa3HOM
nonynsauuuy namueHToB co CMA. CMA — pa3HopoaHast
rpyIina 3a00JIeBaHUIA, XapaKTepU3YIOMIAsICs Pa3TUnIHbIMKU
yucaoM konuit SMN2, GeHOTUTIOM U KITMHUYECKUM MPO-
rHo3oM. Yucio konuit SMN2 nipu 3ToM 00paTHO MpOIop-
LIMOHAJILHO TSLKECTH 3a0oJieBaHUsl. OCHOBHBIMM XapaK-
TepucTUKaMU Bcex TUNIOB CMA SBJSIOTCS MbIIIEYHAs
¢1a00CTb U IBUTATEIbHAS TUCHYHKIIMSL.

PucnurmiaMm npeacTasisieT co60il HU3KOMOJIEKYIISIP-
HBII TIpenapar Uil preMa BHYTPb, ACHCTBUE KOTOPOTO
HampaBjieHO Ha reH SMN2 u yBenudeHUe 3KCIIPECCUu
oenka SMN. B pesyabrate BO3AeicTBUSI pUCAMUILIaMa
Ha reH SMN2 obpasyeTcs 6oJiee (yHKLIMOHAIbHBIN 0eJI0K
SMN. Pucauriam ¢cnoco0CTByeT BKIIOUEHUIO 9K30HA 7,
YTO IIPMBOJUT K ITOBBIIICHUIO YPOBHE MOJTHOPa3MEPHOM
marpuuHoii PHK rena SMN2 u yBenvnueHuio cuHTe3a 6eJi-
ka SMN. B uccnenoBaHusIX in vitro IpoaeMOHCTPHUPOBAHO
U3MEHEHUE TI0]T BO3AEHCTBUEM PUCIUIIIaMa MaTPUIHOM
PHK rena SMN2 B ¢pubpodiactax npu CMA 1-ro tuna,
YTO MPUBOIUT K 3HAYUTECIIHHOMY IOBBIIICHUIO YPOBHS
6enka SMN B MOTOHEHpPOHAaX.

Ha noxnuHuveckux ((KUBOTHBIX) Moaeassx CMA Obl-
JIO BBISIBJICHO, YTO PUCAMUILIAM pacIpenesieTcs 1Mo Bcei
HEPBHOI CHCTEMe U 110 BceMy opraHu3my. [IpoaemMoHcTpy-
POBAHO ITOBBILICHNE KOHLIEHTPAIIMU PUCAUILIaMa B KPOBH,
MBIIIIIAX ¥ TOJIOBHOM MO3re (CITMHHOMO3TOBOI SKMIKOCTH )
TIOCJIE BBEACHUS OMHOKPATHOM TO3bI WJIM JO3bI, BBOIUMOIM
1 pa3 B CyTKM IepopajbHO WM MHTPANePUTOHEATbHO,
B T€UEHUE NeproJa IIUTETbHOCThIO 10 39 Hex.

B KIMHUYECKMX UCCIeq0BaHUSIX PUCAUITIaMA y4acT-
BoBajio bosee 450 nauueHToB co CMA. O61as rpymnmna
MalMEeHTOB ObLIa Pa3HOPOIHOM IT0 CBOMM XapaKTePUCTH -
KaM M BKJIIoYaJia 00JIbHBIX pa3HOTO Bo3pacTa (0T Ieproaa

1

HOBOPOXIEHHOCTH 10 60 JIET); HAaXOMAIIMXCS B TIPEIACHM-
MTOMHOI (ha3e, a TakKe ¢ Ae0I0TOM B MJIaICHYECKOM 1 00-
Jiee TIO3THEM BO3pacTe; C pa3HOl CTEEHbIO TSKECTH 3a-
OoJieBaHUSI M pPa3HbBIM YPOBHEM (YHKIIMOHAJbHBIX
CMOCOOHOCTE; ¢ HaTMYMEM U OTCYTCTBUEM KOHTPAKTYD
U CKOJIMO03a (BKII0Yas TSLKeyio opMy CKOIno3a); aMOoy-
JIATOPHBIX MALIMEHTOB U YTPATUBILINX CIIOCOOHOCTD K XO/Ib-
0¢e 1 ClIOCOOHOCTh CUIETh; paHee He MOTyYaBIIUX JICUYCHYE
U C MPEeAIIeCTBYIOIIMM KypcoM KaKoi-Iubo Tepamuu.
BaxxHo, 4TO B MccaenoBaHus pyUcaUILIaMa ObLIY BKITIOYE-
HbI U T€ MOATPYIIbI MNAlIMEHTOB, KOTOPhIE paHee He yJa-
CTBOBaJIU B uccienoBaHusx CMA, Tak Kak HE COOTBETCT-
BOBJIU TEM WU UHBIM KPUTEPUSIM BKITIOUEHMUSI.

Pucnumiam 6601 omoopeH YpaBiaeHUueM 10 caHUTap-
HOMY HaJ30py 3a KaueCTBOM ITUILEBBIX ITPOTYKTOB U Me-
nukameHToB CIIA (Food and Drug Administration, FDA)
MeHee 4yeM 3a 4 roma (BMeCTO CTaHAApTHOI'O CpoOKa
8—10 net) nocJie BKIIOUEHMS MIEPBOTO MallMeHTa B UCCie-
noBaHue SUNFISH.

SUNFISH — nepBoe uccienoBaHue pucauIiama y na-
nueHToB co CMA — craproBasio B 2016 . D10 IBOiTHOE
clienoe 1ianedoKOHTPOJIMPYeMOe KIMHUYECKOE UCCe-
JIOBaHUE IO U3YYEeHUIO 3 (HEKTUBHOCTU M O€30MACHOCTU
pucouruiama y naiyeHToB co CMA 2-ro u 3-ro Tura B Bo3-
pacte ot 2 10 25 net. UccnenoBaHue IoKa3auio J0Jrocpoy-
Hy10 3hEeKTUBHOCTb U 0€30IMaCHOCTD Ipenapara, yiayd-
IIeHWEe MOTOPHBIX (PYHKLUI Y IIUPOKONW BO3pACTHOI
rpymmsl. Yepes 2 Mec mocsie SUNFISH, B nekadpe 2016 1.,
Haudajioch BTopoe uccienoBanre — FIREFISH (oTkpbiToe,
cocTosiiee U3 2 yactel, KTMHUYeCKOe UCClIeqOBaHuE Ma-
ueHToB co CMA 1-ro Tuma; mojy4yeHbl JaHHBIE 3a 5 JIET
tepanuu). B mapte 2017 1. craptoBasio JEWELFISH —
OTKPBITOE KJIMHUYECKOE MCCIIeIOoBaHUE, OLICHUBAKOIIEe
0e30MmacHOCTb, NMePEHOCUMOCTb U (hapMaKOIUHAMUKY
pucaumiaMa y namueHToB co CMA B Bo3pacTte oT 1 roja
nmo 60 yet. B aBrycte 2019 1. Hayamoch McCleIOBaHUE
RAINBOWFISH, oueHnuBarouiee 3¢ (GpeKTUBHOCTD U 0€3-
OIaCHOCTb PUCAMITIaAMA Y MJIAJICHLIEB C TEHETUYECKU MO~
TBEPXIACHHON M mpencuMinrToMarudyeckoir CMA.

Pucnumnnam 6611 ono6peH K npuMeHeHuio FDA B aB-
rycte 2020 1. 1 3apeructpupoBaH B Poccuu B Hosiope 2020 1.

B nccnenosanun FIREFISH, cocrosiBiiem u3 2 ya-
CTeii, ObUTM MOJTyYeHbI JaHHbIE 110 3(P(HEKTUBHOCTU U O€3-
OINMacHOCTH pucAuIiamMa y nauueHToB co CMA 1-ro Tuna
3a 5 jeT. B HeM Takke MpUHSIIM yJacTue MalureHThl U3 Poc-
cur. PesynbraThl MCClieIOBaHUS IIPOIEMOHCTPUPOBAIIH,
YTO TIOCJIE 5 JIET TpUueMa pUcauIiaMa nokasaresib 6ecco-
OBITUITHON BBIKMBAEMOCTH Y MAllMEHTOB, MOJyYaBIIUX
JIeueHue, 3HAUUTEIbHO MTPEBOCXOAU TaKOBOU y AeTei
C €CTeCTBEHHBIM TeueHUeM 3abosieBaHus. B naHHOM uc-
caenoBanuu 91 % neTeit MOCTUINIM MOKa3aTeIsl BBKMBa-
eMoctH, a 81 % — 6eCCOOBITUITHOM BEIKMBAEMOCTH TTOCITE
5 n1eT jeyeHus. Y OONbIIMHCTBA AeTel, MOTyYaBIINX Jie-
YeHHe PUCIUIUIAMOM Ha MPOTSLKEHUU S JIET, COXPaHWINCh
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WJIY TIPOIOJIKIIIM YIYYIIAThCS KJIIOYEBhIC IBUTATEIbHbIC
HaBBIKM B BUJIE YIep>KaHUsI TOJIOBBI, CIIOCOOHOCTH CUIETb,
IepeBOpaYnBaThCs, CTOSATh M, YTO COBCEM HEBEPOSITHO
JUTSL JAaHHOTO 3a00JIeBaHMsI, CIIOCOOHOCTU XOAUTD: 6 IeTeit
yepe3 S JIeT JISYSHUsS] CMOTVIM MEUICHHO IepeMelaThbCst
¢ MoaAepxKKoii (Aepxkach 3a UTo-1160). PaHee a1 nau-
eHToB co CMA 1-ro Tuma Takoe yaydyiueHue (pyHKLU
CUMTAJIOCh COBEPIIEHHO HEBEPOSITHBIM. Y GOJIBIIMHCTBA
MalMEeHTOB, IMOTyJYaBIIMX JICYCHUE PUCIUIUIAMOM Ha IIPO-
TSDKEHUU 5 JIET, COXpaHWIaCh CIIOCOOHOCTD IJIOTaTh M IIPHU-
HUMAaTb MUILY (CIIOCOOHOCTH K MepOpaTbHOMY IMTUTAHUIO).
CrrocoOHOCTb IJTOTaTh coxXpaHmiiach y 46 (79 %) nauneH-
TOB U3 58, CIOCOOHOCTD MEPOPaIbHOIO MUTAHUS — y 42
(91 %) u3 46, a onHOE IEePOpPaTbHOE (MCKIIOYUTEIBHO
repopajabHOe) KopMieHUe coxpaHsioch B 80 % ciyvyaeB
(y 37 u3 46 manmenToB)! be3ycioBHO, cOXpaHEHME ITEPO-
PaJIbHOTO KOPMJIEHUS UMEET OTPOMHOE 3HAYCHUE JIJIST Ka-
YecTBa XKU3HU CEMbH, Bellb IIPU €CTECTBEHHOM TEYCHUM
CMA 30H10BOE MMTaHUE ¥ YCTAHOBKA TaCTPOCTOMBI TPE-
OYIOTCSI TPaKTUYECKU BO BCEX CIIydasiX yke B Bo3pacTe 12
Mec.

HeTu, romy4yaBiime pucauIniaM B Te4eHUE S JIET, TTpo-
JeMOHCTPUPOBAIN YCTOMUYMBOE YJydllieHHe Oanna
no CHOP INTEND (The Children’s Hospital
of Philadelphia Infant Test of Neuromuscular Disorders,
TECT JJIs1 OLIEHKH ABUTaTeIbHOM (PyHKLIMU y AETel U B3pO-
ciieix co CMA, HeCITOCOOHBIX K CAaMOCTOSITEJIbHOMY Tiepe-
nBuxeHuo). etu co CMA, noayJyaBline pucIUILIaM,
yepe3 5 JIeT JieYeHUs NOCTUIIM TToKa3arels >40 6ajioB
B 81 % cny4aeB (38 u3 47 mauyeHToB) 1 >50 6ayioB B 62 %
ciayvaeB (29 u3 47 manueHToB). [1pu 3ToM 60IBIIMHCTBO
MMallMEHTOB TOCTUIIN HEOOXOIMMBIX HABBIKOB B TCUCHME
2 JIeT ¥ COXpaHWJIM MX Ha BCEM IPOTSLKEHMU MCCIeI0Ba-
Hus. B 1o xxe Bpemst y neteii co CMA 1-ro Tvna, He ToJjy-
YalolluX JjedyeHue, ooiuii mokasatesib o CHOP INTEND
penxo gocturaet 40 6aiioB.

Ha npotstkeHuu 5 et iedeHus 3HaYMTETbHO CHIKA-
JIOCh KOJIMYECTBO FOCIUTAIM3ALINI; IIPH 3TOM YMEHBIIIE-
HHUE YKcia TOCIMTAIM3aU OTMEYaloCh KaXKIblil TO/I.
B 22 % ciyyaeB (13 13 58 malMeHTOB) ACTSIM HU pasy
He nmoTpeboBaiach roCIUTAIM3alIMS TTOCIe Havyasla jJede-
HUSI PUCAUILIAMOM 3a TIepUoJ ucciaenoBanus. B meaom
K 5-My rofy JedeHMs KOJIMIeCTBO TOCTIUTAIM3alIMil CHU -
3WJIOCH MpakTUYecKu B 15 pa3. B To Xe BpeMsI B KOropTe
C €CTECTBEeHHBIM TeUEHMEM 3a00JIeBaHsI BCE JCTU TOCTIN -
TAJTU3UPOBAIIACH OT 4,2 10 7,6 pa3a eXXeromHo.

KomnuuectBo HexenaTenbHbIX siBneHuit (HA) Ha ¢poHe
Tepanuy pUCIUILIAaMOM CHU3WIOCH ITociie 1 rofa JedeHust
M CTaOMIM3UPOBaANoCh K 5-my roay. I1pu aTom ob1iee Ko-
smyecTBo HSI cHu3mnoch Ha 66 % Mexmy 1-M u mocnen-
HMM TOJIOM UCCJICIOBaHUsI, I OTMEUEHO PE3KOe CHUKCHUE
yucya HA Ha npotstkenuu 3, 4 v 5-10 roga UCClIeAOBaHMS.

SUNFISH — kauHuveckoe ucciaenoBaHue 3¢ oex-
TUBHOCTH ¥ 0€30ITaCHOCTY PUCIUITIaMAa y JeTei, ITIOIPOCT-

1

KOB M B3pocJbixX ¢ AebioTom CMA B 0oJiee Mo3aHeM BO3-
pacTe; maHHBIE IOJYYEHBI 3a S5 JIeT HaOIIoaeHMUSI.
B uccnenoBaHum ydyactBoBaiu nauueHThl co CMA 2-ro
U 3-TO TUIA, HECIIOCOOHBIE K X0Ab0e, 1 ObIJIM BKIIIOUEHBI
B TOM 4McCJie MalueHThl 3 Poccuu. MccnenoBanue cocTo-
SI710 U3 2 YacTeil: B 1-1 4aCTH y4acTBOBAJIO TOJIBKO 3 €BpO-
MeCKYe CTpaHbl, TOTAa KaK BO 2-1 YaCTH YMUCJIO YIaCTBY-
IOIIMX CTPaH YBEJIMYMIOCH, BKiIodast Poccuio.

Bo 2-ii vactu ucciaegoBanusgs SUNFISH nonydena
IMOJIOKUTEIbHAS TUHAMMKA IBUTaTeIbHBIX (QYHKIIWA
no RULM (Revised Upper Limb Module for SMA, niepe-
CMOTPEHHBIM MOJTYJTh OLICHKM MOTOPHBIX (DYHKIIMI1 BEpX-
HUX KOHeYHocTe# y nauueHToB co CMA) o cpaBHEHUIO
¢ TpyImmnoii miauebo (HaboaeHrEe B 3TO IrpyIiIie Mpoao-
KaJtoch B TedeHue 1 roga). OO1ast momyasiius BKIoJaia
MalMEeHTOB B Bo3pacTe oT 2 10 25 jeT. JlocTUrHyToe yayd-
mwenue mo RULM coxpaHsiioch Ha TIPOTSKEHUU S JIET.
B TO Xe Bpems Ipu OTCYTCTBUU JICUCHUS y MAIllMEHTOB
co CMA 2-ro u 3-ro TMMna ¢ Te4YeHUEM BpEMEeHU OTMeYa-
JIOCh CHUXXeHMe obiueit oueHku mo RULM npumepHo
Ha 1,5—2,0 6ayu1a B rof.

Taxxxe mpoBoauiack oueHka mo SMAIS (SMA Inde-
pendence Scale, mKkana mist OLeHKU (YHKIMOHATbHOMN
He3aBucuMocT npu CMA) — 3To crieumajbHas 1Kaa,
pa3paboTtaHHas ajisl maureHToB co CMA; B ompoce npu-
HMMaJIM y9acTHe MAIMEeHTHI (€CJIU MX BO3PACT ObLT HE MEHee
12 ner) wiu ux ponurenu. [auueHTs! (B Bo3pacte 12 yiet
U cTaplle) COOOIIaIN O TTOCTOSIHHOM YJIYYIIIEHUN OOLLIEeH
oueHku o SMAIS-ULM (SMA Independence Scale — Up-
per Limb Module, Momysib olieHKY ABUTATEIbHON (DYHKLIMN
BEPXHUX KOHEYHOCTEI), 10 CPAaBHEHUIO C YPOBHEM Ha 3Ta-
e BKJIIOYEHMSI, IPU JICUCHUU PUCIUILIAMOM B TeUCHME
5 net. Ilpu aTOM yiydllieHrEe ObIJIO OTMEYEHO YK€ Ha Ha-
YaJIbHBIX 3Tamax JIeYeHUs (110 CPaBHEHUIO C TPYIIIIOi T1a-
1100 (HabII0IeHYE B 3TOM IrPYIINE ITPOIOJIKAJIOCH B TEUCHHUE
1 rona)) ¥ cOXpaHsIOCh Ha IPOTSDKEHUH BCETO MCCIIeI0Ba-
Hus. [1o JaHHBIM JIMII, OCYIIECTBIISIONINX YXO 1 (IaHHasI
OIICHKA IMPOBOAMJIACH JUTS BCEX IMALIMEHTOB), OTMEUYECHO I10-
CTOSTHHOE yJyullieHue oobieit oteHku mo SMAIS-ULM,
10 CPaBHEHMIO C YPOBHEM Ha 3Tare BKIIOYCHMS, TIPH Jie-
YEHUW PUCAUIUIAMOM B TEUCHUE S JIET.

IIporpamma KIMHUYECKUX UCCSTOBAaHUIM PUCIUTLIA-
Ma HaXxOIUTCS B XOJIe BBIITOJIHeHUS. OHa BKIIIOYAET 310PO-
BBIX JIOOPOBOJIBLIEB, JIUI] C TIPEACUMIITOMATHYECKOM CTa-
nueit CMA 1 aliueHToB, paHee MmostydyaBiiyx JiedueHre CMA.
IIporpamma paszneneHa Ha 2 ¢asbl. [lepBast daza (BABE)
BKJIIOUAET 300POBBIX J0OPOBObLEB (Bcero 131 yyacTHUK
B Bo3pacTe oT 18 mo 55 neT) u cocTouT U3 3 yacTeil:
1) olleHKa OTHOCUTEJILHOM TIepOpaIbHOI OMOIOCTYITHOCTU
HOBBIX JIEKAPCTBEHHBIX (hOPM PUCIUILIaAMa B BUIlE TabJie-
TOK B CPAaBHEHUU C CYILECTBYIOIIUM PACTBOPOM PHUCIH-
IJIaMa JIIs TIpreMa BHYTPb; 2) OMO3KBUBAJIEHTHOCTh U BTV -
SIHUE MpueMa IMUILIM IS HOBOM JieKapCTBEHHOI (popMbl
pucauIiiama B Buae TabJeTOK, BEIOpAaHHOM B yacTu 1;
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3) OMO3KBUBAJIEHTHOCTh W BJIMSHME MpUeMa IUIIU
JIJISL IPYTOil HOBOM JieKapCTBEHHOM (hopMbl pucauILIaMa
B BUJI¢ TaOJIETOK, B 3aBUCMMOCTH OT PE3YJIBTaTOB, MOJIY-
yeHHBIX B yactu 2. Bropas ¢aza (PUPFISH) — uccneno-
BaHUe (PapMaKOKMHETUKHU 1 OE30ITaCHOCTY PUCAMIUIaMA
Ha npecuMmnToMarnueckoit cranuu CMA (Ha MOMEHT TIpu-
eMa IepBOi M03bl pUCAUILIAMA BO3PACT YYaCTHUKOB
ob11 <20 gHeit), BKiovaouee 10 yJacTHUKOB.

JokazaHa OM03KBHUBAJICHTHOCTD JIEKapCTBEHHOM (hop-
MBI pUCAMILIaMa B BUIE TaOJIETOK 1 KUIKOM JJeKapCTBEHHOM
¢opmbl. [TpoBoaunock KnmHUYecKoe ucciaenopanue I (pasbl
C yJacTHeM 3I0POBBIX JOOPOBOJIBLIEB OT 18 10 55 J1eT, y Ko-
TOPBIX OTCYTCTBOBAJIM JIFOOBIE COITYTCTBYIOIIME 3200 IeBAHMS
M COCTOSIHMSI Ha MEepHOJ UCCIISNIOBAHUS UM B aHaMHe3e,
KOTOPBIE MOIJIM OBl ITPENCTABISATh PUCK IS y4aCTUS B UC-
CJeIOBaHMM; TAKXKe JOOPOBOJIBIILI HE TOJKHBI OBUIH I10-
JlyyaTh KaKue-Tu0o Apyrue JIEKapCcTBEHHbIE TIpenapaThl
3a MecsI1I 10 Hayajla UCCASIOBAHUS U B IIEPUOM UCCIIEIO-
BaHus1. McclenoBaHue BKIIIOYAJIO 3 ieproja ¢ IeprOIOM
BBIMBIBaHMS 14 THEM MeXIy IepruogaMy MCCIIeI0BaHMSI.
Y4acTHUKY MCCIeIOBAHNST ObLIN pa3iesIeHbl Ha 2 TPYIIITHI.
KaxmoMy 13 y4acTHMKOB B pa3IMYHOI ITOCJIEIOBATEb-
HOCTU B pa3Hble IEPUOAbI UCCICIOBAaHMS ObLI BBEICH
pucOMILUIaM B 2 pa3HBIX JIEKAapCTBEHHBIX (hopmax
JIO VIJT TIOCJIe TIpreMa MU (Bcero 6 UCCeIyeMbIX KaTe-
ropuit): XXuaKasi JeKapcTBeHHas (hopMa HaTOILAK U MOCIe
nmpyueMa NHIIW; TabJeTKa, MPOTJoYeHHas LETUKOM,
JIO ¥ TIOCJIe TTpreMa IUILIK; TUCIIepTupoBaHHas TabieTka
IIo ¥ mocyie npueMa nuiy. OleHkKa NepBUYHBIX UCXOI0B
BKJIIOYAJIa aHaJM3 KOHIIEHTPAIlMM Tperapara B Ijia3Me
KPOBHU, OIIeHKA BTOPUYHBIX UCXOM0B — aHaIN3 1oyu (%)
yuyactHUKOB ¢ Hf u cepbesnbiMu HA. Pesynbratsl maH-
HOTO MCCJICIOBAaHMS TTPOIEMOHCTPUPOBAIN OMO3KBHMBA-
JIEHTHOCTB Ta0JIETUPOBAHHOTO PUCIUILIAMA U €TI0 KUAKOM
JIeKapcTBeHHOI (hopMbl. Takoke MccliefoBaHUE MOKA3allo
COTIOCTAaBUMOCTb ITpoduIIeli 3aBUCUMOCTH KOHIIEHTPALIN
pucouIIaMa B IJIa3Me KPOBHU OT BPEMEHM JUIS XKMIKOM
JIeKapCTBEeHHOI (DOpMBI IperiapaTa v Uit hOpMbI B BUIE
TabJEeTKN (MPOTIOYEHHOM LETNKOM WU JUCTIEPTUPOBAH-
HOI1) KaK IocJjie mpueMa IUIu, TaK U HaToIlaK.

B nHacrogmiee BpeMs >16 000 manmeHTOB U3 6ojiee
yeM 100 cTpaH MoayYniIn Teparuio puCIUIIaMOM BO BCeM
Mupe. Pucouriam — eTMHCTBEHHBIH ITperapaT Il HeUH-
BasuBHoOM Tepanmuu CMA. ¥V nojyyaBiux jJe4eHue puc-
IUIJIaMOM TMallMeHTOB Pa3HOTo Bo3pacTa (MJIaJeHIIEB,
JIeTeld, TIOAPOCTKOB M B3POCJIBIX) OBUIM OTMEUEHBI CTOMKOE
YAYYIIEeHUE WU CTaOWIM3alysl ABUTATeIbHOM (PYHKIINH,
COXpaHEHME CIIOCOOHOCTH IJIOTaTh M MPUHUMATD ITUIILY
nepopayibHO, cTabuIbHasg aKcnpeccus oeaka SMN B LIHC
U nepudepruvecKnx TKaHIX, XOpollasi IepeHOCUMOCTh
JIEUEHUS C €XKeTHEBHBIM IIPUEMOM IIperapaTa B JOMalTHUX
YCJIOBUSIX, TIOATBEPXACHHASI KIMHUYeCKass 3(DHEeKTUB-
HOCTb JICYCHUST TTPOJOJIKUTEIBHOCTBIO >5 JIET.

Jloxaad na memy «Bpemsa umeem 3nauenue. Pannas
OUAZHOCMUKA U CB0CEPEMEHHAS HEUHBA3UBHAS NaAMoze-
Hemuyeckas mepanus nayuenmoe co CMA» npedcma-
eula 3amecmumend OupeKmopa no Hay4Hoi pabome,
3aeedyrouias omoeseHueM NCUXOHEBPOA0UU U peaduiu-
mauyuu DIAY «Hauuonarvhoiii meduyunckui uccie-
dosamenvckuii uenmp 300poevsa demeii» Munzdpaesa
Poccuu, k.m.n. Eezenus Baadumupoena Yeaxuna. B do-
KAaade npoaHaiu3upoeansvl OCHOGHbLE 6eXU U ycnexu, 0o-
cmuenymole ¢ aevenuu CMA 3a nocaednue 5 aem.

ToBopst 0 pa3BUTUM METUITMHCKOM ITOMOIIIY MallieH-
TaM ¢ HEPBHO-MBIIIEYHBIMU 3a00JIeBAHUSIMU, MBI TIpe-
KpPacHO ITOHUMAEM, YTO TOCTVKCHUS B 00JIACTU TCHETUKMU,
pa3BUTHE MTATOIeHETUICCKOM Tepariiy 1 MOSIBJICHUE TeH-
HOW TepaIuu ONpeAeIUIN BO3MOXHOCTb TPUHIIUITAAIb-
HOTo U3MEHEHUs (HEeHOTHUIa MalMeHTa U KayecTBa €ro
ku3HM. OCHOBHBIC BEX! B Pa3BUTUU M COBEPILIEHCTBOBA-
HUU MEIMIIMHCKOM ITOMOIIM JIJIsT 3TOI KaTeropuu Iarm-
€HTOB B Hallleil CTpaHe BKIIIOYAJIN:

1) 10 2021 r. — BBeeHME IPOTrpaMM CEIEKTUBHOTO CKPH-
HMHTA;

2) B auBape 2021 r. — co3panue poHma «Kpyr gobpa»
(poHpm ObLT co3paH yka3oM mpes3uaeHTa Poccuiickoit
Deneparm Ne 16 ot 5.01.2021 11 oKa3aHMST TOMOLIN
JETSIM C TSDKEJIBIMU XXU3HEYTPOXAIOIMIMMU U XPOHU-
YeCKUMM 3a00JICBAaHUSIMU, B TOM YMCJIE PEIKUMMU (Op-
(aHHBIMM) 3a00JIeBaHUSIMU; yupenuTeaeM (doHaa
SBJISIETCS MUHUCTEPCTBO 3apaBooxpaHeHust Poccuii-
ckoit Menepainm);

3) 82023 . — BBeJgHNE pacIIMPEHHOr0 HEOHATaAbHOTO
ckpuHuHTa Ha 40 3a00JieBaHU1 Ha BCeil TEPPUTOPUU
Poccuu;

4) B 2019—2025 rr. — BHeIpeHue IporpaMM 10perucTpa-
LIMOHHOTO JIOCTYIA U B JaJIbHEMIIIEM — PETUCTPAIIUIO
MaToreHeTHuYeCcKo/TeHHoi Tepanuu B Poccuiickoi
Denepanyn.

HestenbHocTh oHAa «Kpyr 1odpa» (KOTopblit ObLT
CO3MIaH TIOYTH 5 JIET Ha3an) obecrieuymia BOBMOXHOCTh
IOJTYy4CeHUsI TATOTEHETUYECKOI Teparu BCEMU TE€ThbMU
B Poccuiickoit @enepaiyu, a codeTaHue ¢ pacIMPEeHHBIM
HEOHATaJTbHbIM CKPUHUHTOM JAa€T BO3MOXHOCTh Havaia
IMaTOreHETUIECKOM Teparuu eIle Ha MpeCUMITOMaThye-
CKOI1 cTagnm 3a00JIeBaHMS.

[IpeacraBuM HECKOIBKO KIMHUYECKHUX CIIydaeB, Xa-
pPaKTepU3YIOIIUX COCTOSTHUE JAeTeld Ha TOM 3Tare (3a 1o-
CJIeHNE HECKOJIBKO JIeT), KOTra B HallleM PacIOpsDKEHUH
OBLIM TOJBKO ITPOrPaAaMMBbI CEJIEKTUBHOTO CKPMHUHTA JIN0O
MPOTpaMMBbI JOPETUCTPALIMOHHOTO TOCTYIIA.

IlepBriit mpeAcTaBACHHBIA KIMHUYECKUN Claydaill —
3TO OJHA M3 HAIIMX MEPBBIX MALIMEHTOK C JOCTATOYHO
XapakTepHoit uctopueii pazsutuss CMA 2-ro Tumna; oco-
OGEHHOCTb €r0 COCTOMT B TOM, YTO IO MECTY XKUTEIbCTBA
JIMarHO3 He ObLI YCTaHOBJIEH CBOEBPEMEHHO, HECMOTPSI
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Ha TOSIBJICHME XapaKTepPHOIro MpU3HaKa — Tpemopa —
B Bo3pacTe 6 Mec (IIpY 3TOM MCKITIOYaIUCh Ipyrue 3a00-
JIeBaHUSI HEPBHOU cucTeMbl, HO AuarHo3 CMA He ObLI
3a003peH B JaHHOM BO3pacTe).

Knunuyeckuin cnyyai 1

Tlauyuenmra H. Jluaenos: CMA 2-20 muna.

Jlannvie anamuesa: pebenox om 2-il bepemeHHOCMU,
2-x onepamueHbix podoe Ha 37—38-it nedeae eecmauuu. Mac-
ca mena npu poxcdenuu — 2630 e, oruna mena — 47 cm;
ouenka no wikane Aneap — 8/9 6annos. Momoproe pazeumue:
204108y depicum ¢ 2 mec; nepesopauusaemcs ¢ 4 mec; cuoum
camocmosmensvio ¢ 6 mec; noazaem Ha uemeepenvkax c 1 eo-
da; camocmossmenvHo HUK020a He 6Cmaesand, Moabko ¢ Ono-
POIL; cmosaa ¢ N000epICKOI, CaMOCMOAMENbHO He X00uAd.

C 8 mec ommeuancs mpemop pyK, 8 c8s3u ¢ yem Obiau
UCKAIOUeHbL HacaeOcmeeHHble 001e3HU 00MeHa U MUMOXOHO-
puanbHble 3a601e6aHUS.

B 6o3pacme 1 eoda 1 mec évisiénena deneyusi 7—8-20 K-
30H06 eena SMN 1 6 20M03u20mHOM COCMOSHUY U YCIMAHOBAEH
duaenoz CMA; koauuecmeo xonuii ecena SMN2 — 3. B 603-
pacme 3,5 eoda deeouka Ovina éxaouena 6 Ilpoepammy pan-
Heeo docmyna Kk mepanuu npenapamom pucouniam. Ha mo-
MEHM UHUUUAUUU MEePanuu: noa3aem Ha 4emeepeHbKax,
DPeUUnpoKHoe noA3aHue OMCcymcmeyem, caoumesi U cuoum
(chuna kughosuposana); 6ydyuu nocmaeaeHHOU, CMoum
¥ onopul u nepedsueaemcst 6001b Hee, ONUPASCH NPeUMyule-
CMBEHHO HA GepPXHUE KOHEYHOCMU; MEeAKds MOMOPUKA PYK
paszeuma y0061emeopumenvro (pucyem, uepaem, ecm camo-
cmosimenvHo). B amom nepuod HycurepceH 0bia yiice 3apeel-
cmpuposan, u 6 Ilpoepammy panneeo docmyna Kk mepanuu
npenapamom pucouniam mo2au Obims GKAIO4EHbL Me NAUUeH -
Mbl, KOMOpble UMeaU NPOMUBONOKA3AHUSL K UHMPAMEKANbHO-
MY 88edeHuto HycuHepcera. /leouka 0biia 6KAHHEHA 8 OAHHYIO
npoOEPaMMY 6 C83U C PACHPOCIPAHEHHbIM 0epMAMUMOM.

TIpu konmponvHom ocmompe 6 6ospacme 4.1em (uepes 6 mec
mepanuu pucoUnIamom): Modcen nPoooAICUMENbHO be3 0no-
Dbl CHOSIMb HA <BbICOKUX KOACHSX»; CAMOCIMOSMENbHO 6Cmaem
U NPOOOANCUMENLHO CHIOUM Y ONOpPbL; cmaia bonee aKmueHO
nepeodgueamocsi 60046 ONOPbL,; 603POCAA NEPEHOCUMOCTTL U3~
YECKUX HASPY30K,; YAYHUUAACL MeaKas Momopuka. B yesom
npu duHamMu4eckom Habro0eHul Ha ghore mepanuu pucounIamom
¥ 0e60UKU OMMEHAACS NOCIOSIHHbLIL NPOSPecC 6 pazeumuiu 08U-
2amenvbHbIX HABbIK08. B mo dice épems 045 Hac o4esuoHo,
Ymo npu Haane Mepanuu Ha CUMRIMOMAMUMECKOU CAOUU 04eHb
3HAUUMO A1000€ YayuuleHue, MaK Kaxk noeuduiue 0o Ha4ana Ae-
YeHUsT MOMOHEUPOHbL YJice He CHOCOOHbI K 80CCMAHOBACHUIO.
O0Hako peabunumaylisi 6 COMemaHul ¢ NAmMo2eHemu1eckoll me-
panueii npusooum K npoepeccy 08U2amenbHbIX HaBbikos dadice
8 3MUX CAYHASX (Ha CUMPMOMAMUYECKOl Cmaoduu).

Ilpu konmpoavHom ocmompe 6 o3pacme 4,5 eooa (uepe3
1 200 mepanuu pucounasamom) ommeuero danvHeiuiee Yayy-
weHue: 0e604Ka MOJcem NUMb U3 YAUKU, CIOSI HA <«@bICOKUX

KOACHSX»; CAMOCMOSMENbHO 6CIAem U AKMUBHO nepeosu-
2aemcsi 80016 ONOPbL; YBEAUHUACS 00BeM 08UICCHUI, U 803~
DOCAA MbIUEHHAS CUAQ 8 HUNICHUX KOHEYHOCMSIX,; XO0UM C ONO-
POl HA «<Kpacu»; YAYHUUAACH MeAKas MOMOPUKA.

Mot cmonkHyaucy ¢ mem, umo 0anexo He 6ce20a npozpecc
deueamenvHbiX HABbIKOB MOJICem Oblmb OMPAdicer NPy OyeH-
Ke no cywecmsyrouum wkasram. Hanpumep, «<manunyaupo-
8aHUe C YAWKOIl, CMOsl HA «BbICOKUX KOAEHAX»» — OAHHbLIL
HABbIK He OMPAJICEH 8 CYUWeCMBYIOUUX WKAAaxX, 00HAKO MO,
0e3yc106HO, 601bUOIL YCheX.

Ilpu konmpoavrom ocmompe 6 o3pacme 4 eoda 9 mec
(uepe3 1200 3 mec mepanuu pucouniamom): 0eouka Kpam-
KOBDEMEHHO CImOoum y onopsl; YEeAu4usach CUid 6 6epXHUX
KOHeUHOCmSX.

Yepes 1200 6 mec mepanuu pucouniamom: pebeHoK xopo-
o UCnonb3yem nepeorue onopHvle XO0YHKU, XOPOUIo NoA3aem
10 Y3K0Ii no8epxXHOCmU (o OpesHy) ¢ NONbIMKAMU NPeodoNeHUs]
cunvt macecmu. Yepes 1,5 coda mepanuu pucouniamom oueH-
xa no HFMSFE (Hammersmith Functional Motor Scale —
Expanded, pacuupennas wikana ouenku MOmopHvix (hyHKUU
Xammepcemum) yseauuunacs ¢ 37 do 48 bannos.

Yepes 2 200a mepanuu pucouniamom: 0e604Ka AKMueHo
u Obicmpo noazaem (3HaA4UMENbHO Y8EAUHUAACH CKOPOCMb);
nepewazusaem uepe3 HeboAbUIUE NPENIMCMEUS C ONOPOU
Ha 6epXHUe KOHeYHOCMU.

Yepes 2,5 co0a mepanuu pucounsamom: deeouka nolma-
emcs Xo0ums Ha 08YPYHHOL ONOpe; 3HAYUMENbHO YAYHULUAAC
KoOpOuHauus 08UMCeHUs; 3HAUUMENbHO Y8eAudUNCcs 00BeM
08udICeHUTI 8 HUICHUX KOHEUHOCMSAX, 8 MOM YUCAe 8 Npouec-
ce 3aHamull 8 bacceiiHe ¢ UHCIMPYKMOPOM.

Yepes 3 eoda mepanuu pucouniamom: 0eso4Ka UCNoNb-
3yem 3a0HeonopHbvie X00YHKU,; 0MMe*eHO 3HAYUMEeNbHOe Y8e-
AUHeHue 08UamenbHuiX QYHKYULL 8 OUHAMUKE O CPAGHEHUIO
C UCXOOHBIM YpoBHeM (00 Hauana nevenust).

Ilpu smom xomenoce 661 OMmMmemums 8bICOKYI0 KOMNAA-
eHMHOCMb mepanuu, 0eeouKa NOCMOSHHO noay4aem peadu-
AUMAYUOHHbBIE KYPCbl; SO0 UePaem 8alNCHYI0 POb 8 BbICOKOM
agpexme mepanuu. JJocmueHymol 3HAUUMeNbHble YCnexXu,
HecMomps Ha no30Hee Hauano mepanuu (6 3,5 eoda) nHa cumn-
momamuueckoii cmaoduu. Kiroueevim cocmaeasrouum 0o-
cmueHymoeo ycnexa 0bi10 couemaHue namoeeHemu4ecKoll
mepanuu, NOCMOSHHOU peabuiumayuy U MyaomuoucCyunIl-
HapHo20 conposoicoeHus.

Bo BTopoM KJIMHUYECKOM cllydae peOEHOK MOTYYMIT
Tepanuio pucauriamMmom dyepes poHa «Kpyr mnobdpas.

Knunnyeckuin cnyyai 2

Hayuenmrka B. /luaenos: CMA 3-20 muna.

Jlannvle anamuesa: pebenox om 1-it bepemennocmu, ca-
MOCMOSMENbHBIX CPOUHBIX 0006 Ha 39-ii Hedene eecmayul.
Macca mena npu poxcdenuu — 3350 e, oauna meaa — 50 cm;
oyeHka ho wkane Aneap — 8/9 6annos.
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MomopHoe pazeumue: 20108y depicum ¢ 2 mec; nepeso-
pauusaemcs ¢ 4 mec; cuoum camocmossmenvto ¢ 6 mec; xooum
¢ 9 mec.

B 2,5 200a podumenu ommemunu y pebeHKa MOMOPHYIO He-
A08KOCHb, MPYOHOCMU NpU nodseme U Cnycke Ho AecmHuye.

Hacnedcmeennulit anamues: omseoujeH. Y maadueii ce-
cmpbl duaeHocmuposana CMA 2-eo muna; noayuana eeHHY0
mepanuio.

B 6o3pacme 3 nem 9 mec 6visi6aena deneyusn 7—8-20 k-
30106 2ena SMN 1 6 20M03u20mHOM COCMOSHUY U YCIMAHO0BAEH
duaenoz CMA; koauuecmeo xonuii eena SMN2 — 3.

B so3pacme 4 aem nawama namoeenemu4ecKas mepanus
npenapamom pucouniam. Ha momenm unuyuayuu mepanuu:
mpyoHocmu npu nodseme U cnycke no aecmuuue; 0egouKa
He MO2Aa npbleamb Ha 00HOU Ho2e; He MO2Ad CAMOCMOSMEeNb-
Ho doiimu 6e3 ocmanoeok do demckoeo cada (300 m); ve mo-
ena beeamo.

OcobeHHocmblo 0aHHO20 CAYHASL ObIAU MUHUMAAbHBLE NPO-
A6eHUsL 08U2AMENbHbIX HAPYUEHUL HA SMane YCMAH08AEHUs
duaeno3sa. /luaenos 0bi1 3ano003peH 8 c653uU ¢ NOA0HCUMENb-
HbIM CEMEUHbIM AHAMHE30M — 00Aee MANCeN0l KAUHUYECKOl
kapmunoit CMA y maadwieii cecmpbl.

Yepes 1 200 mepanuu pucouniamom ommeyeHa 3Ha4u-
MEAbHAS ROAOHCUMENbHASL OUHAMUKA: Y 0e80UKU Hem mpyo-
Hocmell npu nodseme U Cnycke no AeCHUUe; Moycem npoi-
2amv Ha 00HOIU HO2e; MOJCem CAMOCMOSMENbHO O00UMU
0e3 ocmanoeok do demckoeo cada (300 m); Hayuuracy Oe-
2amo.

Yepes 1 200 4 mec mepanuu: yayuuuaucs Npuidcku u bee;
desouxa xo0um Ha OAumenbHble paccmosHU.

B npouecce nabaiooenus na ghone mepanuu pucouniamom
docmueHymol 3HAUUMenbHble Ycnexu, 00HaKo He yoaemcs 00-
cmuub 66 6a108 (MaKcUManbHo 603modckblil 6ain) no HFMSE;
nokazamens eapvupyem 6 npedeaax 62—63 baana.

Yepes 2 eoda mepanuu, co c106 mamepu, «0ouka ece
bonbute u boabULe NOX0XNCA HA 00bIYHO20 PebeHKa».

Crenyollnye KIMHUYECKUE Cydau WITIOCTPUPYIOT
YCTaHOBJICHUE ANArHO3a B pe3y/ibTare BHEAPEHUS pacIly-
PEHHOTO HEOHATAJILHOTO CKpUHKMHTA Ha 40 3a60/1eBaHUIA
Ha Bceii tepputopun Poccun.

Knunnyeckuin cnyyai 3

Tayuenmra H., sozpacm — 1 200. Juaenoz: CMA 5q.

Jlannble anamuesa: pebeHok om 3-ii bGepemeHHOCMIU,
U3 080UHU, OM 2-X CAMOCMOSMENAbHbIX CPOUHBIX POOOE
Ha 37-it Hedene eecmayuu. Macca meaa npu poxcoeHuu —
2460 e, dnuna meaa — 47 cm.

Momopnoe pazeumue: 2ono8y depyucum c 3 mec; cuoum
camocmosamenwvHo ¢ 7—8 mec; cmoum y onoput ¢ 10 mec; xo-
dum c 1 eo0a.

1lo pezyrbmamam HeoHamanbHo20 CKPUHUHEA BbIAGACHA
deneyus 7—8-20 3k30H08 cena SMNI1 6 como3zucomuom

cocmosnuu u ycmauosnen duacnos CMA 5q; koauuecmeo
xonuii eena SMN2 — 4.

B so3pacme 1 mec Hauama namoeenemuueckas mepanusi
npenapamom pucouniam.

Knunuyeckunin cnyyaim 4

Hayuenmrxa M., sospacm — 1 200. Juaenoz: CMA 5q.

Jlannvie anamuesa: pebeHok om 2-il bepemeHHOCMU,
U3 080lHU, OM 2-X CAMOCMOAMENbHBIX CPOUHBIX POO0S
Ha 38-ii Hedene eecmayuu. Macca mena npu poxcoenuu —
3200 e, dauna mena — 49 cm.

Momopnoe pazsumue: 20108y depaicum ¢ 3 mec; cuoum
camocmosamensvHo ¢ 7 mec; cmoum y onopui ¢ 10 mec; xodum
¢ 11 mec.

1lo pezyromamam neoHamanbHo2o CKPUHUHEA BbIAGACHA
deneyus 7—8-20 3k3on08 eena SMN1 6 eomozuecomnom co-
cmosiHuu u ycmaroenen ouaenos CMA 5q; koauuecmeo Konuii
eena SMN2 — 3.

B sospacme 1 mec Hauama namoeenemuueckas mepanusi
npenapamom pucouniam.

B pesysibTate paHHel AMarHOCTUKHU U PaHHETO Havaja
Teparuy PUCIUTLIAMOM Pa3BUTHE STUX IETEH COOTBETCT-
BYET BO3PACTHBIM HOPMATUBaM.

Takum o6pa3oM, B IIpoliecce AMHAMUIECKOTo HabJII0-
JEeHUsI MPOAECMOHCTPUPOBAHO 3HAYMMOE YIydllleHUe
P Tepariy PUCAUILUIAMOM JaXke MpPH MO3IHEM Hadae
JICUCHUST Ha CHMITTOMATUUYECKOM CTaIuU, HO, 6E3YCIOBHO,
Haubojee BBICOKME PpE3YyJbTaThl JAOCTUTalOTCS
MPY KaK MOXHO 0oJiee paHHEM Hayajie Teparnuy Ha I10-
CHMIITOMaTUYECKO CTaauu.

Caedyrowuii dokaad Ha memy «Y3Haeasa nepevimu.
Hoeocmu peaavhoii kaunuueckoil npaKmuxu no 6e0eHuro
nauuenmoe co CMA na HeuneazugHoll namozeHemu4ecKoll
mepanuu» npedcmasua npogheccop, 3amecmumens oupex-
mopa no nayunou pabome OIBHY «Poccuiickuii yenmp
Hegpoo2uu u Hellponayk», oupexmop Hncmumyma mos-
2a OIbHY «Pocculickuii yenmp Heepoaozuu u Helpona-
YK», Hay4HbLll Koopounamop omoeaenus, axademux PAH,
o.m.n. Cepeeii Huxoaaeeuu Hanapuowxun.

[Tporpamma KITMHUYECKUX UCCAETOBAHMI pUCAUTLIA-
Ma OblIa crielalbHO pa3paboTaHa ik 0XBaTa IIIUPOKOTO
Kpyra nmauupeHToB co CMA. B naHHo#t mporpaMme NpuHsi-
am ydyactue >450 nmamueHtoB co CMA 1, 2 u 3-ro Tuna,
B BO3pacTe OT Meproa HOBOPOXKIEHHOCTH 1o 60 JieT, ¢ pa3-
HOM CTeTeHbIO TSKECTH 3200J1eBaHUS U pa3HBIM YPOBHEM
(YHKLIMOHAIBHBIX CITIOCOOHOCTEM, XOASIYMe U HECTIOCO0-
HbIE XOAUTb, C HAJIMYUEM WU OTCYTCTBUEM KOHTPAKTYD
Y cKOJIMO03a (BKJTIOYast TsKeble (hOpMBbl), paHee He TIoJTy-
yaBIIKe JIeYeHUs WU TTocie MIPeaIIecTBYIONIel marTore-
HETUYECKOM Teparnuy UHBIMU NpenapataMu. [lonyyeHHbIe
IIMPOKKWE JAaHHbIE CTATU OCHOBOI HAIIero MOHUMAaHUS
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5O GeKTUBHOCTM M TEPEHOCHMOCTH pHUCAUIIaMa
npu CMA. OgHako MOMUMO KOHTPOJUPYEMBIX UCCIIeI0-
BaHUI AECSTKHU THICSY MAIMEHTOB B MUPE M THICSTYU B3PO-
clibix mauueHToB co CMA 2, 3 u 4-ro Tuna noaydyaiu
PUICAUIUIAM B YCIOBMSIX peaIbHOM KJIIMHUYECKOM TTPaKTH-
ku. HacTrosimuii qokiam MOCBSIIEH MPEeUMMYIIECTBEHHO
JIAHHBIM UCCJICIOBAHUIA, ITOJTYYEHHBIM ITPU IPUMEHEHUH
pYCAMIUIaMA B PeaIbHOM KIIMHUYECKOM IMPAaKTUKE Y B3PO-
CJIBIX TIALIMEHTOB.

B 2024 r. B XopBatuu B. Sitas u coaBT. MpoBeJIU OAHO-
LICHTPOBOE MCCIeN0BaHUE ¢ ydacTueM 31 B3pocjIoro ma-
ureHTa co CMA 2-ro (n = 15) u 3-ro tumna (n = 16), 110-
JIyJaBIIMX JieyeHHe B TeueHue 29—31 Mec B pamkax
nporpamMmmbl CUP (11MTeIbHOCTB JIeYeHUST BO BCEX CJTyda-
sIX OblJ1a He MeHee 1 roga); U3 HUX 15 maluueHTOoB KEHCKO-
IO IoJ1a ¥ 16 — My>KCKOT0 IT0J1a; MeAraHa Bo3pacTa Ha MO-
MEHT ITOSIBJICHMSI CUMIITOMOB 3a00JIeBaHUSI COCTaBUIa
2 roga. DTO MCCIeNOBaHUE SBJISIETCS IOKa3aTeJIbHBIM
B CBSI3UM C NPUMEHEHUEM CTaHOAPTHBIX ITapaMeTpPOB.
Ha ¢doHe neyeHrss pucanuiaMoM OTMEUYEHO YIIydllieHUe
ToKa3areJieii 110 BCeM MCCIIeAyeMbIM ITapaMeTpaM U IIKa-
sgam: 1) y 9 u3 15 maumentoB co CMA 2-ro Tumna 3aperu-
CTPUPOBAHO yaydllleHue OyIb0apHbIX (PYHKIUIL; 2) y na-
1ueHToB co CMA 3-ro Tuma oTMeyajaoch yJydllleHue
B cpeaHeM Ha +1,63 6amra o mkane RULM u +2,67
baJsuta 1o repecMoTpeHHoi mKaie XammepeMur (Revised
Hammersmith Scale, RHS); 3) y 22 % manueHTOB yiIyd-
IeHWe ObUIO 3HAYMTEIBHBIM, KIMHUYECKN 3HAYMMBIM,
y npyrux (61 %) — oTMevanach CTaOMIM3ALIUST TBUTATE b~
HOM (byHKIIMU; BCE MALIMEHThl OTMETUIIN MOBBIIIICHUE Ka-
YecTBa KU3HU.

ITo pesynbrataM oLiEHKM Oe3omacHocTH, y 74 % na-
ureHToB H oTcyrcTBOBANM; B IPYyTUX Ciydasix OTMeva-
nuck HS, BKITIOUaBIIMe rooBHYIO 00J1b, aTO3HBIE SI3BbI
POTOBOJ1 ITOJIOCTHU M OeccoHHMLLY; 9 13 31 manueHTa oT™Me-
YaJIi 3HAYUTEJTbHOE YBEJIMUYEHE MacChl TeJla (HeOXKMIaH -
HBIN 3G dEKT JIeueHNsT); 6 TalIMEHTOB COOOIIMIIN O TTOBBI-
IIEHUU allIeTUTa.

JaHHoe ucciaenoBaHKue IT0Ka3ajao Xopollue 6e3orac-
HOCTb, TIEPEHOCUMOCTb Teparuu 1 3¢ (GEKTUBHOCTD IIpe-
rapaTa 1o BCEM OllEHMBAeMbIM MapaMeTpaM (OTMEYEeHO
yAyYIlIeHUe I CTaOUIM3alvs IIoKa3aTeIeii 1o IKaaam
OLIEHKHU JIBUTATEJIbHBIX (DYHKIIMIA 1 BCEM OLICHUBACMbIM
ucxonam).

B 2024 1. B [epMaHuu ObLIO MPOBEAECHO OJIHOLIEHTPO-
Boe ucciaenoBaHue (S. Brakemeier 1 coaBT.) ¢ yuacTuem
25 B3pocnbix nauueHToB (11 — MyxcKoro nona, 14 — xeH-
ckoro 1noJjia) co CMA 2-ro (n = 24) u 3-ro tuna (n = 1),
HECIOCOOHBIX MepeIBUraThCsl camocTosTebHO (11 mamu-
€HTOB ObLIM CIIOCOOHBI CUIETh, 8§ — HECTTOCOOHBI CUIIETh,
y OCTalbHBIX OLEHKa 3aTpyaHeHa). CpenHuii Bo3pact
YYacCTHUKOB uccienoBanus — 34,3 roga. Y 9 uz 25 nauu-
€HTOB UMeIUCh NaHHbIe TTo Sydney Swallow Questionnaire
(CUIHEMCKUI OITPOCHUK JIJIs1 OLIEHKU OyJIbOapHOM (PYyHK-

1

uuun) 3a 12 mec, y 17 u3 25 — gaHHbIe MO MYHKTAM OLIEHKU
oynbbapHoit pynkuun ALSFRS-R (Amyotrophic Lateral
Sclerosis Functional Rating Scale — Revised, nmepecmo-
TpeHHas Kajaa GyHKIMOHAIbHOM OLIEHKH ITPY GOKOBOM
amMuoTpoduyeckoM ckiepoase) 3a 12 mec. Lleanio nccneno-
BaHWsI ObLTa TakKe O60Jiee TOYHAsI OLIeHKa Oy Ib0apHOii (hyHK-
uuu (MpoBoAWIach 10 Hauyaja jedeHus, yepe3 4 u 12 Mec;
ucrnojb3oBanuchk SSQ u ALSFRS-R).

JaHHbIC, TTOJIyYEHHBIC MOCJIE JICUYEHUS, TPOACMOH -
CTPUPOBAJIU YIydIlIleHHEe OYyJIbOAPHBIX M JBUTATEIBHBIX
Gbyukumii: 1) y 15 u3 19 naureHToB TOCTUTHYTO YIydllle-
Hue o SSQ (p = 0,011); 2) y 8 u3 17 nauiMeHTOB OTMeue-
HO yJIy4YllIEHME TTI0 ITyHKTaM OLIEHKH OyJIb0apHOI (DyHKIIUU
ALSFRS-R; y 6 n3 17 manuyeHTOB pe3yJIbTaThl OLIEHKU
CTaOUJIM3NPOBAIUCH; OLIEHKH TTo 1Kaje RULM ynydim-
Juck yepes 12 mec (p = 0,018) 1 KoppenmpoBaiu ¢ OLeH-
kamMmu nmo HFMSE (r= 0,678; p <0,001); oumeHku
nmo ALSFRS-R mnonoxutenbHO KOppearupoBaau ¢ OLEH-
kamu o HFMSE (r= 0,444; p= 0,30) u RULM
(r=0,525; p =0,008); ouenku mo ALSFRS-R u SSQ otpu-
HateJibHo KoppenmupoBain (r = —0,558; p = 0,006). Pe3yib-
TaThl MCCJICIOBAHMS TOKA3aJIM, YTO PUCIUILIAM YITydIlIaj
CYOBEKTMBHOE Ka4eCTBO IVIOTAHUST Y HECITOCOOHBIX TIEPEIBU -
raThcsl B3pOCbIX MauueHToB co CMA 5q, HecMOTpsI Ha 031~
HMe CTaauu 3a00JIeBaHUS 1 TSDKEI0e HapyIlleHWe ABUraTe b-
HbIX QYyHKIMHA. BbIT caeaH BEIBOI O TOM, YTO PUCAUTLIAM
BJIMSIET Ha OyJIOApHYIO (DYHKILIMIO Yepe3 CUCTEMHOE pacIipe-
nenenue (B LIHC u nepudeprueckux TKaHsX).

CieyeT OTMETUTD, YTO B HACTOSIILIEE BPEMSI pacTeT
IMOTPEOHOCTh B CTAaHAaPTU3MPOBAHHBIX OLIEHKAX OyJIb0ap-
HOI (YHKIIMM B IOTIOJHEHUE K YCTAHOBJIEHHBIM IIKaJIaM
OLICHKU IBUTaTeJbHBIX (PYHKIIMIA. B 3TOM nccnenoBaHuu
6e3011aCHOCTh TepParuy He OLIEHUBAJIach.

Eiie onHo uccnenmoBanue, «OueHka 3(pPeKTUBHOCTU
pucnuriama ipy CMA 5q: cucTeMaTuieckoe cpaBHEHUE
3JIEKTPO(PU3MOIOTMYECKUX MOKa3aTelieil», IPOBEICHHOE
B Iepmanuu B 2024 1 (T. Kessler v coaBr.), Bkimovario 18 B3poc-
JIBIX TTALIMEHTOB (8 — My»KcKoro oJjia, 10 — JKeHCKOTro Mo-
na) co CMA 2-ro (n=7) u 3-ro tuna (n = 11), paHee
HE TOJIyJaBIIUX JieueHre. MenraHHbIi BO3pacT yYacTHU -
KOB HccienoBanus — 37,8 rona (nuanazoH — 18—69 jer).
Ha sramne BkimoueHus B UCCIeAOBaHUE CPeIHME ITOKa3a-
TeIu TMauueHToB ObLiu cleayowmumu: mo HFMSE —
6,9 6amta; mo CHOP INTEND — 23,2 6anna; mo RULM —
14,4 6amna. OcoOeHHOCTb UCCIEIOBAHUS COCTOSIa B TOM,
YTO aBTOPHI IMOAKIIOUMIN OUYE€Hb BaXKHBIN 3JIEKTPOGU3NO-
JIOTMYECKUI MoKa3aTelb OLEeHKU 3(PHEKTUBHOCTH Jieue-
HMSI — CyMMAapHBIi TOTEHIIMAJ ACHCTBUS MBILLIEYHOTO BO-
JnokHa (compound muscle action potential, CMAP).

o Havaia JiedeHYsI PUCAUIUIAMOM CHIDKCHUE aMIUTH-
tynel CMAP HaGmomanoch Hapsily CO CHUXEHUEM
WM CTa0MIM3alMeil KIMHUYECKUX MoKa3aTesieil; TaKuM
00pa3oM, NpU €CTECTBEHHOM TeYeHUHU 3a00JIeBaHUST Xa-
pakTepHO cHUXeHue aMIuiutyasl CMAP. AMmrmutyna
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CMAP TonbKO CpeAMHHOIO HepBa YBEJMYMIIACh B ITPOLIEC-
ce ieueHus1, 1 yeeamdeHne CMAP cocraBwiio 1,41 1,3 MB
C MpaBOil U JIEBOM CTOPOHBI COOTBETCTBEHHO. OlleHKa
no HFMSE u RULM Ha aTarie BKJIIOY€HUs B MCCIeN0Ba-
Hue KoppeaupoBaia ¢ mokasareseM CMAP Bo Bcex 4 nie-
pudepryeckux Heppax. Yepes 10 Mec JieueHUs yBeIu4YeHNE
CMAP cpearHHOro HepBa KOPPEJIMPOBAJIO C YIydllIeH! -
em oueHku o HFMSE u CHOP INTEND. Ilo pe3yib-
TaTaM 3TOTO MCCJIEIOBAHMS ObLI ClleIaH BaXKHBI BBIBOJI:
ammiutyna CMAP, usmepeHHast B CpeIMHHOM HepBe (Ipu
€r0 CTUMYJISIIINN), YBEJINIMBACTCS Y B3POCIIbIX TAIlUEHTOB
co CMA u MoXeT OBITb MCIIOJIb30BaHa KaK MapKep
JUISL OLICHKM KJIMHMYECKOTO OTBETa Ha JIeYeHHUE; BaxKHO,
yTto nokazatesib CMAP nocTtyneH ajist OLieHKU B OOJIbIIIEH
YyacTy KIMHUK. [Tonck MapKepoB, KOTOPbIE MOTYT I0CTO-
BEPHO ITOATBEPAMTD IOJIOXKUTEIBHYIO TMHAMUKY, OUECHb
BaXXeH, OCOOEHHO y B3pOC/bIX ManueHToB co CMA, y Ko-
TOPBIX KIIMHUYECKOE YIYUIICHUE MOXET IPOrPecCUpOBaTh
OYEHb MEJIEHHO 1 OBITh MaJI03aMETHBIM.

B 11e710M KIIMHUYECKOE YIyYIlIeHe ObUIO JOCTUTHYTO
B ITaHHOM UccienoBaHuu y 39 % maiveHToB. B aToM uc-
cJemoBaHMM 6E30ITaCHOCTD Tepaliiy He OlICHUBAJIACh.

Crnenyroliiee OMHOIIGHTPOBOe UcciaenoBaHue «[Ipume-
HEHME PUCIUILIAMA Y TAllMeHTOB, HE CIIOCOOHBIX CUJIETh,
B Bo3pacTe 16 et 1 crapie co CMA 5g» ipoBogutochk B Mc-
nanuu B 2024 1. (N.S. Nungo Garzon u coaBt.). B Hem yua-
CTBOBAJIM 6 B3POCIIBIX MAIIUEHTOB, HECIIOCOOHBIX CUIIETh
CaMOCTOSITEJTLHO (T. €. TTALMEHTHI C TSDKETBIMU KITMHUTYEeCKU-
MM IIPOSIBJICHUSIMK ). Bo3pacT rmateHToB — ot 17 10 46 ner;
3 manueHTa XXeHCKOro IoJjia U 3 — My>KCKoro nona. Y3 Hux
1 mamueHT ¢ 1 konmeit SMN2, 4 — ¢ 3 xonuamu SMN2,
1 — ¢ 4 xommuamu SMN2. YeTsepo u3 6 maleHTOB paHee
He MoJy4yaJiu KakKoro-auoo jedeHus: no nmosoay CMA,
2 malueHTa paHee Iojydyaau HycuHepceH (3 u 9 no3s);
B ITOJIOBUHE cJTydaeB (3 U3 6) MalueHThl ObIITNA CITOCOOHBI
K TIepopaJibHOMY NMUTaHUI0. YeTBephiM M3 6 MallMeHTOB
MPOBOAVIIA HEMHBAa3UBHYIO MCKYCCTBEHHYIO BEHTUJISILIIO
JIETKHX.

ITo pesynbratam oLieHKU 3(PPEKTUBHOCTU JICUSHUS
BaXXHO MOAYEPKHYTh, YTO 2 U3 6 MALIMEHTOB OTMETHIIN
3HAYMTEJILHOE YBeJIMYeHUE MHAeKca Macchl Tena; 3 (50 %)
U3 6 MalMeHTOB OTMeYaiu yJydlleHWe IToKazaTeseid
mo RULM u4epe3 12 mec neueHus, 4 u3 6 — yiyduieHue
nokaszateneit mo GAS (Goal Attainment Scaling, 1mkana
JIOCTYDKEHUS 1ieieit), 5 u3 6 — yaydilleHue nokasaresieit
no EK2 (Egen Klassifikation Version 2, knaccugukaius
IJIS OLIEHKM (DYHKIIMOHAJIBHOIO COCTOSIHUSI MallMEHTOB
co CMA u IpyruMu HEiipOMBILIIEYHBIMU 3a00IeBAHUSIMU,
MOTEePSABIINX CIIOCOOHOCTD XOAUTh). Takke cooOIIanoch
00 M3MEHEHUSIX TT0Ka3aTesist (hOpCUPOBAHHOMN XKU3HEHHOM
eMKOCTH JIerkuX (%) u onieHoK 110 1KkajgaM ALSFRS-R,
PGI—C (Patient Global Impression of Change, naiueHT-
CKUI OITPOCHMK JUTSI OLICHKM TUHAMMKU COCTOSTHUST TIOCTIe
Hayvaja natoreHetndeckoi tepanuun), CGI—C (Clinical

1

Global Impression of Change, BpaueOHBINi ONMPOCHUK
JUTSL OLIEHKW TUHAMUKU COCTOSIHUS TTallMeHTa ToCJie Ha-
yaja naToreHeTudeckoil repanun). OCoOOEHHOCTb 3TOTO
HCCIeA0BaHUS COCTOsJIa B TOM, YTO, IOMMMO OILIEHKU
IBUTATEIbHBIX QYHKLWIA U (DYHKUMHU IbIXaHUSA, OHO BKJTIO-
4ajio ¥ OLIEHKY HEKOTOPBIX JOMOJHUTEIbHBIX TapaMEeTPOB
(HammpuMep, ouieHKa 1o GAS — MeToa oLeHKHU 3(DHeKTUB-
HOCTU peadWIMTallii, OCHOBAaHHBIN Ha ITOCTAHOBKE UH-
IUBUAYaJbHBIX, PEATUCTUYHBIX U U3MEPUMBIX LieJIeH,
KOTODPBbIE MOT'YT Pa3InyaThCs Y Pa3HbIX MalMeHToB). Takoit
WHAVBUIYaJbHBIN MOIXOA OYEHb BaXKEH, TaK KaK He BCe
KJIMHUYECKME IKaTbl CITOCOOHBI OTPa3UTh PeaIbHYIO 1~
HaMUKY COCTOSIHUS B KaXJIOM cliyJae.

IIpu olieHKe 6€30MacCHOCTU OTMEUeHa Xopollas Ie-
PEHOCHMOCTbh TEPAITMM: TOJIBKO 1 13 6 TTAallEHTOB OTMETHII
HA nerkoii ctenenu (qucrercus v rojioBHasi 00Jib) 1 Mpe-
KpaTui yJacTue B uccienoBaHuu yepe3 10,5 Mec, omHako
B JaJbHEHIIeM OH MPOJOJIKWII JIeUeHUE PUCIUILIIAMOM
Ha 12-M Mecs1e.

DTO uccienoBaHue, KaKk U paHee pacCMOTPEHHBIE,
MOATBEPAUIIO OJaronpUsITHBIN Npoduab 6e30MacHOCTU
1 XOPOIIYI0 MEPEeHOCUMOCTh pucAuIliamMa. TakuMm oopa-
30M, PUCIUILIAM MOXET ObITh 3¢h(heKTUBEH AaXe Y malu-
€HTOB cTapiie 16 JieT, HeCITOCOOHBIX CHIETh, T. €. OTHOCS -
KXcs K HanmboJjiee TSKeJIoi KaTeropuu. DTOT BBIBOJ
OUYCHb BaXKCH B KAUECTBE apryMeHTa JUIs 11eJIeCO00pa3HO-
CTHU 00ecTieyeHUs IpernapaToM U He0OXOIMMOCTHY MPOA0I-
JKEeHUS JISYeHUS BO B3POCJIOM BO3pacTe, TaK KakK B HACTO-
siiiee BpeMsl aleHThI cTapiie 19 et He Bo Bcex permoHax
JIETKO MOTYT MOJIyYUTh Mpenapar 3a CUeT CPEeCTB peruo-
HaJIbHOT'O OIO0/IKeTa.

Hccnenoanue «IIpeaBapuresibHbIC TaHHBIE TTO OLICH-
Ke npoduist 6e30macHOCTH U 3(P(PEKTUBHOCTU JeUSHUS
PUCAUTIAMOM B HEOOIBIION almyJIUiiCKOM KOropTe B3po-
cabix mauueHToB co CMA 5g», mpoBeneHHoe B Mtanun
(A.G. Nanni u coaBr., 2023), Bki1o4yayio 16 B3pocCJIbIX Ta-
uueHToB co CMA 2-ro u 3-ro tumna. AHaIU3UPOBAIUCH
pe3yabTaThl MEePBBIX 6 Mec JeYeHUsl. XapaKTepUCTUKHI
ucciaeayeMoil rpymmbl: 10 mauueHTOB MYXXCKOTO moJja
u 6 — xxeHckoro noia; 10 u3 16 marmentros co CMA 2-ro
tina 1 6 — co CMA 3-ro tuna; y 5 u3 16 mammeHToB 00-
HapyXeHbl 2 Kortuu SMN2,y 9 — 3 xonmun SMN2,y 4 —
4 xonmuu SMN2; MenuaHa Bo3pacTa Ha MOMEHT Je0roTa
CMA — 14 net; MenraHa Bo3pacTa Ha MOMEHT MOJIyYeHU s
nepBoit 1o3bl npenapaTta — 41 rog. OcobeHHOCTHIO ObLIa
6oJiee KpaTKOCpOUYHast olleHKa 3(DGEeKTUBHOCTH — 6 Mec.

Pe3ynbrarhl olieHKU 3(h(HEeKTUBHOCTU: 3HAYNTEILHOE
yBeaumuyeHue olieHku o HFMSE ¢ ypoBHsI Ha 3Tarie BKJIto-
yeHus 10 6-ro mecsiia (p = 0,026); 3HaYUTEIBHOE YBEJIU-
yeHue oleHKU 1o RULM c ypoBHSI Ha aTarne BKIIOYEHUS
1o 6-ro Mecsiia (p = 0,026); He cooOIIaI0Ch 00 M3MEHe-
HMSIX OLICHKM I10 TeCTY 6-MMHYTHOI XOIbObI y AIlIUCHTOB,
CITOCOOHBIX K X0np0e; y 11 u3 16 mareHTOB OTMEYeH Mo~
JIOXKUTEJIbHBII OTBET Ha JieueHue (€CIM CYMMMPOBAaTh yKa-
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3aHHBIC MokKa3atein). KimHudyeckoe yiaydieHue ObLIO
HaIpsIMYIO CBSI3aHO C KOJIMYecTBOM Koruii SMN2 (uem
Ooublle Konuii, TeM Jiyulie 3¢ dekT). OueHb BaXKHBbI BbI-
BOJI, IIOJIYYCHHBII B TAaHHOM MCCJICAOBAHUU: PUCAUILIAM
a¢deKTUBEH 1axe B IIepBbIe 6 MeC JICYCHUS B Pa3TUIHBIX
MOATPYIax MalueHTOB (axe Y B3POCIbIX MallueHTOB
C MHOTOJIETHMM IPOTrPECCUPOBaHEM 3a00JIEBAHMS).

Pe3syssrathl olieHKY 6e30macHOCTH: y 18 % manmeHToB
otMeueHbl HS nerkoit ctenenu Tskectu (auapest); cepb-
e3HbIX Hf He ObLI0 3aperucTpupoBaHo.

B Iperuu B pamKax mporpaMMBbl JOPETUCTPALIMOHHO-
rO JOCTyMa ObLIO TIPOBEICHO OMHOLIEHTPOBOE HA0II01a-
TeJIbHOE uccienoBaHue «[IpuMeHeHMe pucAUIIaMa
y B3pocJibix mauueHToB co CMA 5qg» (M. Gavriilaki u co-
aBT., 2022), KoTopoe BKJI04ajio 7 malueHTOB, HeCIoco0-
HBIX ITEPEABUTAThCS, B Bo3pacte crapiie 16 jieT. McxomHble
XapaKTEePUCTUKU UCCIeAyeMOM IpymIibl: 5 U3 7 MmaiueH-
TOB — MYXCKOT0 110J1a; y 1 marmeHTa oOHapyKeHbl 3 KOUU
SMN2, y 6 — 4 xomuu SMN2; 6 u3 7 mallieHTOB paHee
He mojydyaiu JedeHus; 7 u3 7 MalueHTOB COOOILIMIN
00 yXyIIIeHUU MOBCEIHEBHOM aKTUBHOCTU B TEUYCHUE
MpeaIIecTBYIOMNX 24 Mec.

Pesynbrarhl olieHKH 3(p(PeKTUBHOCTU MPOAEMOHCTPH -
poBaNu yiay4lleHue B OOJBIIMHCTBE cay4yaeB: 5 u3 7 ma-
LIMEHTOB Yepe3 12 Mec JieYeHUs] OTMETUIIN YBEJIUICHUE
6aa o mkajne MRC (Medical Research Council, mkana
JUTSL OLIEHKM MBIIIIEYHOM CHJIBI) TIPY OLIEHKE MBILIEYHOI
CUJIbI BEPXHUX KOHEYHOCTEI; TOJIBKO 1 M3 7 MallMeHTOB
OTMETUJI CHIXeHue 6ata no mkaie MRC mpu olieHke
MBIIICUHOM CUJIBI HUKHUX KOHEYHOCTEe; 3 13 7 TalmeH-
TOB OTMETUJIM CTAOWUJIM3ALUI0O PE3YJIBTATOB OLEHKU
o mkaje MRC (MbIlIeUHON CUJIBI HUXKHUX KOHEUHO-
creit); 3 u3 7 malMeHTOB OTMeYaju yBeJIMueHue Oaia
o mkaje MRC (MbIlIeUHON CUJIBI HUXKHUX KOHEUHO-
creif). [To pe3yabraTam ucciaeaoBaHus ObLUI CeIaH BHIBOJ
0 TOM, UTO y nauureHToB co CMA 2-10 ThMa, HECITIOCOOHBIX
MepeIBUTaThCsl, OTMEYAIOCh YIyUIICHUE WU CTa0MIM3a-
LIMSI ABUTATENbHBIX PYHKIMI yepe3 12 Mec JiedeHUsT B aM-
OyJIaTOPHBIX YCJIOBUSIX.

IIpu oueHke 6e3omacHOCTU cepbe3Hbix HA 3aperu-
CTPUPOBAHO HE OBUIO; HUKTO M3 MAllMEHTOB ITOCPOYHO
HE TIPEKPaTUJI UCCIeIOBaHUE.

Eiie onHo uccinenoBanue «JJaHHble peaabHON KIMHU-
YECKOM MPAKTUKU IO pe3yJibTaTaM JIeUeHMS TallMeHTOB
co CMA pucauniamMmom» ObLJIO MpoBeAeHO B BeHrpun
(A. Palasti u coaBrt., 2023) B paMKax IIporpaMMbl JOPETru-
CTPAIIMOHHOTO TOCTYIIA ¥ BKJTIIOYAJIO TOCTATOUYHO OOJIBIIIYIO
Koropty — 60 malreHTOB, HECIIOCOOHBIX TTEPEIBUTaThCS,
B Bo3pacrte crapiie 16 jget, co CMA 5q. McxonmHbie Xapak-
TEPUCTUKU MCCIIeAYeMOI TI'pYIIIbl: MeIraHa BO3pacTa
Ha MOMEHT MpoBeaeHUs uccienoBaHus — 31,8 rona;
34 u3 60 manyeHTOB MOJIyYaad MOHOTEPAINIO HYCHEP-
ceHoM. BoceMHanuath 13 60 manMeHTOB ITOJIyYaiu puc-
JWIUIaM B paMKax IIporpaMMbl paHHETo nocTyna. M3 Hux

9 mauMeHTOB ObLIM MY>KCKOTO I10J1a U 9 — JKEHCKOTO I10J1a;
3, 14 u 1 mauuent nmenu CMA 1-ro, 2-ro u 3-ro THUIIA
COOTBETCTBEHHO; 2 M 16 MallMeHTOB MMEJH 2 U 3 KOIUU
SMNZ2 cooTBETCTBEHHO; y BceX 18 mauueHToB ObLT BhIpa-
KEeHHBIN K103, y 5 u3 18 mpuMeHSIJIUCh METOAbI HEUH-
Ba3UBHOM BEHTWISLIUM JIETKUX; 5 MAIIMEHTOB IIEPEHECIN
CTaOMIM3KMpPYIOllee XUPYPTrUYEeCKOe BMEIIATEIbCTBO;
3 manueHTa He MOIJIM CUIeTh. B pesynbrare JeueHust puc-
auriamMoM y 13 u3 18 malumeHToB ObLIO OTMEUYEHO YIyd-
IIEHKUE WJIU CTAaOMIM3alIUsl PE3YJIbTaTOB OLIEHKHM 10 IITKa-
e RULM wuepe3 12, 24 wum 36 mec. Ilo pesynabraTtaM
OILICHKM 6e30macHOCTH 6 13 18 MmaleHTOB OTMETHIIN KpaT-
KOBpPEMEHHYIO nuapeto; npyrux sHauumbix HS 3aperu-
CTPUPOBAHO He OBLIO.

ABTOpDBI 3TOT0 MCCAEAOBaHUS CAENAIU CeAYIOIINe
BBIBOJIBI: PUCIUILIAM XOPOIIIO TIEPEHOCUTCS Y B3POCIIBIX
MalMEeHTOB, HECIIOCOOHBIX K IEePEIBKCHUIO, 1 Ha TT03/1-
Hux cranusix CMA naxe crabuiusalius IBUTaTeIbHOMN
(GYyHKIMKM CUUTAECTCS TOJOXUTEJbHBIM Pe3yJbTaTOM
I10 CPaBHEHUIO C €CTECTBEHHBIM TeUCHUEM 3a00JIeBaHMSI.

TakuM 00pa3oM, y MallMEHTOB C MHOTOJIETHUM €CTe-
CTBEHHBIM T€UEHHEM U HEYKJIOHHBIM ITPOTPECCUPOBAaHM -
€M HapyIlIeHUi1, 0COOCHHO Y 00e3IBIKEHHBIX MTALIUCHTOB,
Jlaxke HEKOTOPYIO CTAOUIM3alMIO IO CPABHEHUIO C €CTe-
CTBEHHBIM TEYEHUEM MbI CUUTAEM OOJIBIIUM YCIIEXOM.
B Poccuu ony6,1MKOBaHO MHOXKECTBO padOT ¢ OMMMCAaHUEM
0030pOB, OMHOYHBIX CIIy4aeB U CEPUIl CITydaeB 110 TIPH-
MEHEHMIO pUCAUIUIaMA Y B3POCJIBIX, OHAKO B HACTOSIIICE
BpeMsI ellie He ONMyOJIMKOBaHa 00o011aolast padbota, 00b-
€IMHSIOIIAsT OMBIT PA3IMYHBIX LIEHTPOB, U 3a/1a4a OIy0/I1-
KOBaTh IOIOOHYIO paboTy OYeHb aKTyaJlbHa B HACTOSIIICE
Bpems. Takxke B Poccum BemeTcsl perucTp malMeHTOB
co CMA (BKJIIOYaIOIIWiA U IeTeil, U B3pOCIIbIX).

B Hacrosiiee Bpems B Poccun yxe MMeeTCsT OIBIT
BelIeHUS OepeMEHHOCTHU Yy XKeHIINHBI co CMA, noyyaro-
meit pucauiiam. PogopaspeliieHue eit mpoBeIeHO MyTeM
KecapeBa ceueHus. JlaHHbIN ciiydaii ObLT OIMyOJIMKOBaH
B HAay4HOIi CTaTbe. 3apyOeKHbIe UCCIIEI0BAaTEIM K HACTO-
SIEMY BPEMEHU OITyOJIMKOBaIM CEPUM TTOTOOHBIX ClTyda-
€B, U MOJYYCHHBIH OIBIT B 3TOM OTHOIIICHUU ITO3UTUBEH
1 OTKPBIBAET OOJIBIINE MIEPCIICKTUBEI, AacT HaIEKIbI ITa-
LIMEHTaM KaK B Hallleli CTpaHe, TaK U 32 pyOeskoM.

Ceoii onvim éedenus nayuenmog co CMA npedcma-
6l ¢ dokaade nod nazeanuem «Mou nepevie nayueHmol
co CMA na neunsasueHnoii namozenemuueckoil mepa-
nuw» 3a8e0yIouull NCUXOHEBPOAOSUHECKUM OmdeseHueM
I'bY3 «Jlemckaa kpaeseasa kaunuveckas 0OoavHuua»
(IKKb) Munucmepcmea 3dpasooxpanenus Kpacnoodap-
CK020 Kpas, 2AaeHblil 6HeUlMammbslil 0emcKull Hegpo.aoe
Munucmepcmea 3dpasooxpanenus Kpacrnodapckoeo kpas
JImumpuit Heopeeuu I'ykocosan.

PucnuriaM — emMUHCTBEHHBIN 3aperMCTPUPOBaHHBIIMA
npenapar ajis HenHBasuBHol Tepanuu CMA — ObLT 0110-
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open FDA MmeHee yeM 3a 4 roga (BMeCTO CTaHIAPTHOIO
cpoka 8—10 jeT) mocie BKIIOUEHMST MIEPBOTO MalMeHTa
B uccinegoBane SUNFISH. Ucropus BHeapeHUsT pucam-
IJIamMa B KIIMHMYECKYIO MPAKTHUKY JOCTATOYHO JUITMTEIbHAS
u HaunHaetes B 2011 ., korga komnanus Roche u ¢hoHp
CMA Hayaju COTpYAHUYECTBO C 1Ie/IbI0 pa3pabOTKU Mpe-
maparoB Jig JedeHuss CMA. B 2016 . Hayaytoch uccieno-
BaHue | ¢pasbl. B manbHelilem ObUT TpoBeaeH PsiI U3BECT-
Heix HaM ucciaenoBanuit (SUNFISH, FIREFISH,
JEWELFISH u ap.), 1 o ux pe3yasraTaM pUCIUILIIaM ObLT
onodpeH FDA B aBrycte 2020 r. BmociieactBuu 6aromapst
KoMmaHu Roche Hally malyeHThl CMOTIJIM TTOJTyJaTh IIpe-
rapar ellle Ha TOPerucTpallMOHHOM I0CTyIe. Beipaxkaem
OTrpOMHYIO GylarogapHoCcTh KomnaHuu Roche 3a 3Ty Bo3-
MOXHOCTb!

006 opranuzauuu nomoiuu aetsiMm co CMA B KpacHo-
JTapCKOM Kpae: B HACTOsIIee BpeMs B PETHOHE BBISIBJIEHO
92 pebenka co CMA, u3 nux 27 (30 %) nereit co CMA
1-ro Tuna, 29 (32 %) — co CMA 2-ro tuna, 18 (19 %) —
co CMA 3-ro tuna u eme 18 (19 %) — ¢ HOKIMHUYECKOM
CMA, nuarHocTMpOBaHHOI Ojarogapsi HEOHaTaTbHOMY
CKPUHMHTY.

N3 92 nereit 90 (98 %) obecrieueHbI JIeKapCTBEHHBIM
MpernapaToM B perroHe. PacripeneneHue jeKapcTBEHHOTO
obecreueHus: pucauIriaM nojyvaioT 46 (51 %) mauveH-
TOB, HycuHepceH — 13 (14 %), reHo3aMeCTUTEbHYIO Te-
panuio (oHaceMHoOreH abenapBoBek) — 31 (35 %). [1aum-
eHThl mojy4vaioT HycuHepceH B HNKKDb; pucaumiam
BBOAMTCS aMOyJIaTOPHO, a HAOJIIOACHUE TAKKe TTPOBOIUT-
ca B IKKB; oHaceMHoreH abenapBoBeK MalMeHThI TTOJTy-
yuiv B (penepalibHBIX LIEHTPax U B JAJIbHEHIIIEM TakKe
Haomonatotcs B JIKKB.

[IpencraBisieM HECKOJIBKO KIMHUYECKUX CITydacB.

Knununyeckuin cnyyai 1

Hayuenmra 1, 2016 2. p., koncyavmuposarna ¢ 2020 e.
(neped unuyuayueil mepanuu pucounsamom). Ipu ocmompe
8 2020 .: scanobwi Ha epybble dgueamenvHble HaApYUIeHUsl, He Mo-
21a cudemb, CMOsNb, X00UMb, GblpaNCEHHbIE 02PAHUMEHUS 08U~
JHCeHULl 8 HO2ax, MeHee evipadceHHbie — 6 pykax. Tlo danHbim
aHamHe3a: NePUHAMAanbHbIll AHAMHE3 He OmseouleH, 00 6 Mec
Pa38UBAAACH NO B03PACMY, C 7 MeC Ha4aAa mepsinb MOMOpHble
HABbIKU, OMMEUEHO NPOPeCCUpOBariie MbluleHOl caabocmu.
Huxoeda ne xoduna camocmosmensro. lenemuueckoe uccredo-
earue om 01.07.2017 svia6uno oeneyuro 7—8-20 3K30H06 2eHa
SMN1 6 2oM03u20mMHOM COCMOSHUU,; KOAUHECMBO KONULL 2eHA
SMN2 — 3 (uccaedosanue uucaa konuii eena om 22.05.2017).
Yemanoanen duaenos npoxcumanvhoit CMA 5q 2-eo muna (c
yuemom eospacma debioma,).

B Heeponoeuueckom cmamyce: co3HaHue sICHOE, GbICULUE
ncuxuueckue yynkyuu He Hapyutenvl. Peus ¢ snemenmamu
duzapmpuu. Pacyukyrsyuu u ampoguueckue UsMeHeHUs.
6 azvike. Tunompoghuu moluty, KonewHocmeii, 6onee 8blpaiceH-
Hble 8 NPoKCcUMANbHbIX omdenax. Moiuweunas apegaexcus,

eunomonus. CHUdICeHUe MblUUeYHOU CUAbL, NPeUMYULeCMBEeH -
HO 8 NPOKCUMAAbHBIX 0MOeNax KOHeYHOCmell;, GepxXHue Ko-
HeYHOCMU: NPOKCUMAAbHO — 2 baana, ducmanvio — 3 6anna;
HUMICHUe KOHEeYHOCMU: NPOKCUMANbHO — 2 b6aina, ducmans-
Ho — 2 6aina. Dacyukyisimophwlii mpemop naibyed Gblmsi-
Hymubix pyK. Jlepopmayus epyOdHoll Kaemku U NO360HOHHUKA.
C momenma ycmaroeaenus ouaero3a é 2017 e. mams akmug-
HO npoeoouaa ¢ pebeHKoM peabuiumayuoHHble Meponpusmusl,
8 mom uucne 8 domauwiHux ycaosusx. Bnocaedcmeuu ona co-
30ana unuyuamusnyro epynny pooumeaneii oemeii co CMA
6 Kpacrodapckom kpae. Jlo cux nop mvi Ha cés3u ¢ Hell, U ecau
Y HAC 8O3HUKAIOM CAONCHOCMU C KAKUM-MO pebeHKom Aubo
pooumenamu demeil (Hanpumep, 8 nAaHe NPUHAMUS OUACHO-
3a) Uau 60NPOCHI NO Mepanuu, 3ma Mama ecezda 20mosa
nOMOUb, 0KA3aMb NCUX0A02UHECKYI NOMOWb NAYUCHMAM
U ux pooumensm, 4mo umeem 601bui0oe 3HAYEHUE.

B Hos6pe 2020 . nauama mepanus pucouniamom 8 ycio-
susx onesrnoeo cmayuonapa IKKb. Peberok ydoearemeopu-
meabHO nepeHec UHUYUAYUIO mepanuu U 00 HACMOSAWe2o
8peMeHU edHceOHe8HO NPUHUMAem pUcOunIam.

Ouenxa no HFMSE 6 ounamuxe: ¢ 2022 2. cocmasuna
29 b6annos, 6 2024 2. 6bir0 ommeueHo cHuxceHue 0o 25 6annos,
o0Hako 6 2025 e. nokazamenv no wikane yseauuuncs. Mol
NOHUMAeM, YMo CHUNCeHUE OUeHKU C8A3AHO He ¢ NA0XOll pa-
bomoll npenapama, a ¢ pazeumuem opmoneoutecKux 0ca10M4c-
HeHUll, Ymo 4acmo ecmpeuaemcs y HAWUX NAYUEHMO8
Ha cumnmomamuyeckoi cmaduu. Bascrno, umo pebenok xo-
DPOULO nepeHoCUm mepanurd, omme4aemcs yayvuieHue e2o
00Ue20 COCMOSIHUSL, MAMb OMMeuaem nosvlileHUe Ka1ecmea
acusnu. OOHAKo U Koauuecmeo 6an106 ¢ meueHuem epemeru
VBeAUHUAOCH; U 8AICHO, YMO OUEHKY 8 OAHHOM cay4ae npo-
600U 00UH U MOM dce Cheyualucm, 4mo cnocoocmeyem
0os1ee 006eKmuUBHOI oOUeHKe.

Knunnyeckun cnyyai 2

Hauyuenmka 2, 2013 2. p., ocmompena énepevie maxice
6 2020 2. Ilpu ocmompe: ycanobvl Ha 8blpaiceHHble 0sU2amMenb-
Hole Hapywenus: (pebeHoK He cudum, He CIoum, He X00um,).
1lo Oannbim anammuesa: nepuHamanbHblii GHAMHE3 He OMSI2OUIEH,
6 8 mec desoura ymena noazams,; nocie 8§ mec cmaio 3amemHbim
OmMcmasanue 6 pazgumul, CHOCOOHOCMb CaMOCMOSIMENbHOU
X00b0bL He cghopmuposanace. B 2 2o0a ymena cmosims ¢ 0nopoil.
Ilpu cenemuueckom uccaedosanuu (namenb 2eHo8) GvisgeaeHa
MYymMayus, ONUCAHHASL Y NAUUEHMO8 C HACACOCMBEHHOU NOAU-
nesponamueii [llapxo—Mapu—Tyma u oucmanvHoil MOMOpHOI
Hegponamueil 6-20 muna (4mo 6 pesyabmame OmcpOMUIO YCma-
HoeneHUe 8epHoeo OuacHo3a). B danvueiiuem nabaodanace
¢ OUaeHO30M HACAEOCMBEHHOU MOMOPHO-CEHCOPHOLL NOAUHEBPO-
namuu. Oduaro 6 2018 e. no ocobeHHoCmam KAUHUHECKOU Kap-
muHbL (Mpemop nanvues, sA3blKa, RPeodAadaHuUe NPOKCUMAALHOL
MbluteyHoll carabocmu) yemarnoeéaer duaenos CMA 2-eo muna.
TIpu eenemuueckom ananuze om 26.04.2018 eviseaena deneyus
7-20 3K30Ha eena SMN 1 6 20M03u20MHOM COCMOSHUU,; KOAU-
yecmeo konuii eena SMN2 — 3.
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B Hesponoeuneckom cmamyce: 0e604Ka 8 CO3HAHUU,; KOH-
MAaKm cOXpaHeH Yacmu4Ho, 00PAUWEHHYIO pedb NOHUMAem.
Buinysicoenroe nonosicerue ecaedcmeue KOHMpPaKmyp cycmaeos
KoneyHocmeil, Oeghopmauuu epyOHOU KAemKU U NO360HOMHUKA.
Jleueamenvhas aKkmueHocms pe3ko 02PAHUMEHA; MblUeHHAS
cuna 8 pykax cHudicena 0o 2—3 6annos, 8 Hoeax — 0o 2 6a108.
Mbtweunnlii monyc cHudiceH,; yAbHapHas desuauus Kucmeil,
odughghysHvie mbiuteuHble 2uNOmMpoguu; 21y00KUe CYX0XCUAbHbLE
pegnexcot He evizvieaiomes. Pacyuryssyuu u eunompogus
MblliY, 13bIKA, PACUUKYASIMOPHBLII MPeMop NAAbUEs DYK.

B cenmsabpe 2020 e. nauama mepanus pucouniamom
8 ycnosusix onesroeo cmavuonapa JIKKE. Pebenok ydoenem-
B0PUMENbHO NEePeHeC UHULUAUUI Mepanuu U 00 Hacmosiuje-
20 BPEMeHU eXCeOHeBHO NPUHUMAEM PUCOUNAAM.

Ouenka no HFMSE 6 dunamuxe: ¢ 2022 e. cocmasuna
28 6annos, 6 2023 2. 6b110 OMMeHeHO CHUMICEHUe NoKa3amensi
do 27 6annos, 6 2024 e. — noswiwerue do 28 6ar108. O0Hako
8 2025 . nokazamenb no wikane ymeHouiuacs 0o 24 6annos,
Ymo Obl10 CEA3AHO C NPOSPECCUPOBAHUEM CKOAUOMUYECKOU
depopmayuu u KOHmMpaxKmyp cycmagoe (HeCMompsi Ha nPo-
800UMYI0 1e4eOHYI0 2UMHACMUKY U opme3uposaHue). Ho chu-
JceHue bansna He 03Hauaem, ymo npenapam He pabomaem,
u 6e3 mepanuu cHuyceHue 6a1108 U 8 YeA0M NPoPeccuposa-
Hue 3ab0ne6anus npoucxoousu ovt bvicmpee. IrasHvim Kpu-
mepuem s6a51emcsi cyOseKmueHas oueHka nayuenma. boao-
wuncmeo Hawux nayuenmos co CMA 2-e0 muna moeym
nOOPOGHO pacckazamov 0 C60eM COCMOSHUU, NOOCAUMbCS
CEOUMU BNEUAMACHUSMU 0 MEPAnUU. DMA NAUUEHMKA MAK -
JHce XOPOULO NepeHocUm mepanuro u cy0seKmueHo ommeuaem
YAyHueHue COCMOosIHUS Ha NPOMANCEHUU 8CeX 1em Mepanul.

Knunuyeckuin cnyyai 3

Hauyuenmra 3, 2015 2. p., maxace ocmompena ¢ 2020 .
IIpu ocmompe: xcanobot Ha 8bipadicertvle 08UAMeNbHbIE HA-
pyuienus (He cudum, e cmoum, He xo0um). Ilo danHbim anam-
He3a: nepuHamanbHblil aHamHe3 He omseouleH; 0o 12 mec
paseumue no 803pacmy; ¢ 6 Mec OMMe4arach MolUeHHAsl
eunomonus. [loxooka 6vina Hapywena 6 15 mec; 6 1,5 eoda
HasblKk X00b0bl ympauen. B dunamuke ommeuaemcs Hapa-
cmanue Molieunoi caabocmu. Hacnredemeennolii anammes
He omseouyer (podcmeenHukos co CMA ne 0bi10 6bia61eHO).

Ilpu eenemuueckom ananuze om 22.05.2017 evinsrena
deneyus 7—8-20 3k30H06 cena SMN1 6 comozueomuom co-
cmosAHUuU; Koauvecmeo Konuil eena SMNZ2 (anaaus
om 05.06.2017) — 3 konuu sx30Ha 7 u 2 Konuu 3K30Ha §.
Yemanoenen duaenos CMA 5q 2-eo muna.

B Hesponoeuueckom cmamyce: 0egouKa 6 CO3ZHAHUU,
UHCMPYKYUU NOHUMAem U evinoaHsem. Peuv: duzapmpust.
YepenHno-mo3206vie Hepabvl: CHUMNCEHUE 2A10MOUH020 U HEOH020
peaexcos. Pacyuryaayuu szvika. Koneunocmu eunompo-
uunbl 6 npoxcumanvHuix omoenax. Moiueunas eunopegiex-
cusi, eunomonust. CHUdNCeHUue MblULeHHOIL CUNbL, NPEUMYULech-
BEHHO 8 NPOKCUMANbHBIX OMOeAAX KOHEYHOCMell: MblUEYHAs.
cuna 8 pykax cHudicena 0o 2—3 6annos, 8 Hoeax — 0o 2 6a108.

Muonamuueckue npuemovt npu 6CMasaHuy U3 NOAONCEHUS
cuosi, muonamuueckas noxooka. CamocmosamenvHo npoxooum
paccmosnue 3—5 m, nocae 3moeo mpebyemcst onopa uau noo-
depacka. Tpemop nanvyes 6bimMsAHYymMbIX pyK.

B cenmsabpe 2020 e. nauama mepanus pucouniamom
8 ycaosusix oneeHoeo cmayuonapa IKKb. Pebernok ydosrem-
B0PUMENbHO NEePeHeC UHULUAUUI Mepanuu U 00 Hacmosiuje-
20 8pEMeHU eNCceOHeBHO NPUHUMAEm PUCOUNAaM.

Ouenxa no HFMSE 6 dunamuke y a3moeo peberka nocmo-
SAHHO yeeauuugaemcs (4mo ompaycaem 60aee NOZUMUBHYIO
MeHOeHYU0 No CPasHeHuto ¢ 2 opyeumu npedcmasneHHbIMU
nayuenmrkamu): 6 2022 e. ona cocmasunra 43 6annos,
6 2023 2. — 45 6annos, 6 2024 2. — 46 6annoes, ¢ 2025 . —
48 6annos. Taxum obpazom, nosoxcumenvras OUHAMUKA 8 OaH-
HOM cay4ae 0blia KaK 006eKmMUeHot, Mak u cy0seKmueHol.

Knunuyeckunin cnyyaim 4

Hauyuenmra 4, 2017 2. p., haxodumcs 0O HAWUM HA-
onrodenuem ¢ 2020 e. Ilpu ocmompe 6 2020 e.: ycanobwt Ha 8bi-
padicenHbvle 0sueamenbHble HapyuleHus (He noasaem, He Cu-
dum, He cmoum, He xodum). Ilo daumnbim aHamHe3a:
nepunamanvibli anamues ve omseoujen. Ilocae 1 eoda na-
3HAUeH maccaic, 00HAKO OMMEYANUCh HAPACMAHUE MblieY -
HOUl crabocmu, peepecc 8 MOMOPHOM PA3GUMUU; nepecmand
cudems 6e3 nodoepicKu.

Ilpu eenemuueckom ananuze om 19.09.2019 sviserena
deneyus 7—8-20 3k30n06 eena SMN1 6 eomozuecomnom co-
cmosAHUuU; Koauvecmeo Konuii eena SMNZ2 (anaaus
om 05.10.2019) — 3. HacaedcmeenHulil aHamues He OMsieo-
wer (poocmeennukxos co CMA He 6bi10 ébisgaeno). Yemanos-
nen duaenoz CMA 5q 2-20 muna.

B Hesponoeuueckom cmamyce: CO3HaHUe SCHOE; GbICULUE
ncuxuveckue @yukyuu He Hapyuiensl. Peuv ¢ppazosas, ou-
sapmpus. Inomanue ne HapyueHno, 00HaKo Obicmpo ycmaem
aceeamsv u cmapaemcs dbicmpee npoeaomums nuugy. lonrosy
yoepacugaem, Ho NPU ONUMENLHOM 8EPMUKANbHOM NHOAONCE-
HUU MOJNCEM POHAMb 20408Y (KOHMPOAb NOAOICEHUSL 20108bl
Hapywaemcs). Cudum moavko npu nodoepiicke, ¢ 0NOPO.
Moowcem nodnumams pyku @oiuie ypoeHsi 20408bl MOALKO HO-
04epedHo, y0epiucUusas PyKy  3mom NOA0NCEHUU AUUb KPam -
KospemeHHo. B nonoxcenuu na xcusome moxcem npunooduu-
Mamb 20408y HA HeCKoAbKO cekyHOd. Muviuweunas cuna
6 NPOKCUMANbHBIX 0MOenax pyK, 8 NPpOKCUMAAbHbIX U OU-
CManvHblx omoenax Hoe — 2 banna; 6 OUcCmanbHuix omoenax
pyk — 3 baana. Motweunas eunomonus, apegaexcus. 4yg-
CMBUMENbHbIX HAPYUIEHULL He B8blA6ACHO.

B cenmsabpe 2020 e. nauama mepanus pucouniamom
8 ycaosusix oneenoeo cmayuonapa IKKb. Pebernok ydosrem-
B0PUMENbHO NePeHeC UHULUAUUI Mepanuu U 00 Hacmosiue-
20 8PeMeHU eXCceOHeBHO NPUHUMAEM PUCOUNAaM.

Ha gone mepanuu pucounsamom ommeuaemcs yay4uie-
Hue PYHKYUU 2A0MAHUSL U JHCeBAHUSI.

Ouenka no HFMSE 6 ounamuke y smoeo pebenka de-
MOHCIMPUPYem NOAOHCUMENbHYIO OUHAMUKY, CO CIAOUAU3A-

79



KOH®EPEHLUWUU, CUMNO3UYMbI, COBELWLAHUA

80

pssi' IIETCKOM
HEBPOAOT UM

yuet nokazamens 8 nocaednue 2 eoda (2024—2025 2e.); po-
dumenu makxice ommeuarom cybseKmueHoe yayuuleHue
00ueeo cocmosHus pebeHKa.

Haim HabmoaeHus To3BOJISIOT CAENaTh CleayIolIe
BBIBOJIbI:

1. PucouniaM akTMBHO NTPUMEHSIETCSI B peaJIbHOM KJIU-
HUYECKO TpakTUKe >5 JeT.

2. Jloxa3aHbl O1aronpusiTHbIe 6€30I1aCHOCTh U MEPEHO-
CUMOCTb PUCIUIIIaMa B YCJIIOBUSIX peaIbHOM KIMHU-
YeCKO# MpaKTUKU.

3. Ha npoTskeHuu JJIMTEIbHOTO Tepuoaa JeueHus Ta-
LIMEHTHI IEMOHCTPUPYIOT BHICOKUI YPOBEHb IPUBEP-
KEHHOCTHU Teparnuu.

1

4. HpCI/IMYH_IeCTBa pucauiiaMa, KOTopbI€ Yalle oTME4da-

JOT MAlIMEHTHI: HEMHBA3WBHBIN ITyTh BBEICHMS, YI00-
CTBO JOMAIIHEro MpUMeHeHUs, 3PPEeKTUBHOCTH
1 0€30I1aCHOCTb.

5. ¥xyameHue 1o mkanam oueHku CMA co BpeMeHeM

OTMeYaeTcsl y MOAaBIISIONIErO GOJBIIMHCTBA MALlUCH-
TOB C KIIMHUYECKUMU MPOSIBICHUSIMU 3a00J1¢BaHUS,
HECMOTPSI Ha TIPOBOAMMYIO MATOTeHETUIECKYIO Tepa-
o (3TOoT (heHOMEH Yallle BCEro CBs3aH ¢ MpOrpec-
CHUPOBaHHUEM OPTONEANYECKUX HAapyLIeHUiT). OmHaKo
MPU OTCYTCTBUU MATOTCHETUYECKOM Tepariu TEMIT
MPOrPECCUPYIOLIETO YXYALICHHUS IBUTATENBHbIX (PYHK-
LIMIA, Pa3BUTUSI KOHTPAKTYpP U CKOJIM03a HECPABHUMO
BBIIIIe, YeM Ha (poHe JIeueHHus.

Mamepuan nodeomoenen O.A. Iviaaesoi.





