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KJIMHWUYECKUIA CNYYAR

C pedepeHTHOTO HyCMHEPCEHa Ha BOCITPOM3BEJCHHBIIA.
OnbIT DpMMEHEHN Y TALVIEHTOB IETCKOTO BO3PACTa
CO CIIMHATBHON MBIIIEYHOI aTpoduert B MOCKOBCKOM

obmacTu

A.A. CmupHaoBa, M. A. [lIBenosa.

IbY3 MO «HayuHo-uccnenoBaTeNbCKUA KNMHUYECKUA MHCTUTYT AeTcTBa MuH3apaBa MockoBckoi obnactu» (yn. KoMuHTepHa,

I.24a, r. Mbituwm, 141009, Poccus)

PesioMe

B Poccum akTMBHO HauYMHAIOT MPUMEHATLCSA BOCMPOU3BEA€HHbIE
NeKapcTBEHHbIE NpenapaThbl POCCMIMCKOro NponseoacTsa. B cTa-
Tbe NpeAcTaBieH onbiT MocKoBCKoW 0bnacTv nepesofa feTei
CO CNWHaNbHOW MbIWEeYHON aTpoduei ¢ pedepeHTHOro npena-
paTa Ha BOCNpou3BeleHHbIN HYCUHepCeH. B kayecTse npumepa
OMKUCaH KJIMHWMYECKUIA CNyyail NPUMEHEHNS BOCTIPOU3BEIEHHOM0
POCCMICKOro npenapaTta HycuMHepceHa y pebeHKa co BTOPbIM
TUMNOM CMMUHANBHOM MbIWEYHON aTpodum, MoJsyyaBLIero pa-

Hee NaTOreHeTUYECKYK Tepanuio pedepeHTHbIM NpenapaToM
HYCMHEPCEH W NPOLOJIKUBLLErO Tepanuio BOCNIPOU3BEEHHBIM
HycuHepceHoM. lpeAcTaBneHa NoNoXuTeNbHasA AUHAMMKa Co-
CTOSHWA [LBUraTeNIbHOM aKTUBHOCTYM pebeHKa Ha QoHe NieyeHus,
OLEHMBAEMas C WCMONb30BaHWEM (QYHKLMOHANbHBIX JBUra-
TenbHbIX WKasn. [pofeMoHcTpupoBaH bnaronpuaTHbIi Npodub
be3onacHoCcTM BOCNPOU3BEAEHHOTO HYCUHEPCEHA POCCUMCKOrO
NpOM3BOACTBA B ONMMUCAHHOM KJIMHUYECKOM CNyYae.
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CLINICAL CASE

ApxuB nefuaTpun n feTcKoit xupypruu Ne4 [3] 2025 ropa

First experience of generic Russian-manufactured
nusinersen treatment in pediatric SMA patients

Aleksandra A. Smirnova, Marina A. Shvedova

Research Clinical Institute of Childhood (24A, bldg. 1, Kominterna str., Mytishchi, 141009, Russia)

Abstract

Generic drugs manufactured in Russia are increasingly being
used in clinical practice. This article describes the experience
of physicians in the Moscow Oblast of Russia in transitioning
children with spinal muscular atrophy (SMA) from the reference
formulation of nusinersen to its generic equivalent. We present
a clinical case involving a child with type 2 SMA who initially

received pathogenetic therapy with the reference nusinersen
and was subsequently switched to the Russian-manufactured
generic formulation. Improvements in motor function observed
during treatment, as assessed by standardized functional motor
scales, are reported. As a result, the Russian generic nusinersen
demonstrated a favorable safety profile.

Keywords: spinal muscular atrophy, SMA, pathogenetic therapy, Russian-manufactured generic nusinersen, efficacy, safety of
Russian generic nusinersen, efficacy of Rus-sian generic nusinersen
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BBengenue

[TpoxkcuManbHasl CIIMHANIbHASL MblledyHass aTpodus 5q
(CMA) — Taxenoe ayTOCOMHO-pPelleCCMBHOE HEPBHO-
MBIIIeYHOe 3a00/IeBaHMe, XapaKTepusylolleecs IIpo-
TpeCCUPYIOLIMMY  CHMITOMAaMM BSAJIOTO Iapannya
U MblieyHol atpodun. B 95% cnydaeB 3aboneBanue
pasBUBaeTCA B pe3ynbTaTe fielleuy 7-TO 3K30HA eHa
SMNI B rOMO3UTOTHOM COCTOSHUM, YTO IIPUBOJNUT K Jie-
¢unuTy 6enka BBDKMBAEMOCTY MOTOHepoHOB (SMN).
Hepocrarounocts 6enka SMN BbI3bIBaeT MOCTENEHHOE
paspylleHre MOTOHEPOHOB MePeJHNX POTOB CIMHHOTO
Mo3ra 1, KaK ClIe[iCTBUE, IPUBOJUT K IPOTpecCUpPYyIoIIeit
aTpoduM CKeJeTHOI MYCKY/IATYpPhl U TAXKEIbIM >KM3He-
YIPOXXaIIVM OCTIOKHEHNUAM CO CTOPOHBI JPYTUX Opra-
HOB 1 cucteM [1].

EfuMHCTBEHHBIM MOAXOAOM K JIEUeHUIO NMallMeHTOB
CO CIIMHAJIPHOI MBIIIEYHOI aTpodueit O MOABICHNA
IpeIapaToB IaTOTeHeTUYEeCKOIl Tepanuy OblIa CUMIITO-
MaTu4ecKas Tepamnus, KOTopast IIoMOraja 00IerYnuTb 1 Ja-
CTUYHO CKOPPEKTMPOBATh TaKue CUMIITOMBI 3ab0jIeBa-
HIIA, KaK MBIIIeYHas ¢1abocTh, gedopManum CycTaBoB
U IO3BOHOYHMKA, 3aTPy/IHEHN A ITIOTAaHUA U BIXaHNA,
HO He YCTpaHs/Ia IpUYMHBI 60/Ie3HN. B KadecTBe cuMmII-
TOMaTHYeCKON Tepanyuy MPUMeHsIIUCh PU3NOTePATINs,
mexaHoTepanus, JIOK, pecnimpaTropHasa u HyTpUTUBHAA
Hnofiiep>KKa, OpTOIeMYecKasd IIOMOILb, a TAKXXe METO-
Ibl, HAIIpaB/IeHHbIE HA MOJiepKaHMe KauyeCTBa KU3HU
nanuenTos [2]. B 2016 r. FDA sapeructpuposano B CIIIA
IIEPBbINl B MUPE IIperapar NaTOreHeTUYECKON Tepamnum
CMA — HycuHepceH (3, 4], a B HacTosA1IIee BpeMs [/ Je-
yeHnss CMA npumenseTcs y>xe 3 mpenapara IaTOTeHeTH-
YeCKOIl ¥ TeHO3aMeCTUTeNbHO Tepanun. Ilarorenetnye-

CKUe Ipenaparsl IPeACTaB/IAT c0001 MOIN(UKATOPHI
crtaricuura (reHetndeckoit Mopudukanym) rena SMN2.
VIx peiicTBUE 3aK/II0YAETCA B YBEITMYEHUN SKCIIPECCUN
HOJTHOpa3MepHOro ¢yHKIMOHaIbHOTO Oeka SMN: mpe-
Hapar Ha OCHOBE aHTVICMBICJIOBOTO OJIMTOHYK/IEOTUAA
HycuHepceH (IIyTh BBefleHU MHTpaTeKa/lIbHbl) [5-7];
Ipernapar — Majas MOJIeKy/Ia pUcAUIUIaM (IIyTh BBefie-
HUs1 TepopanbHelin) [8, 9]. Ob6a mpemapara mpUMMeHS0TCS
B TedeHMe XM3HN. [eHO3aMecTnTe/IbHAA Tepamus, Ipu-
MeHseMas OGHOKPAaTHO B BUJe IIpenapaTa OHaCeMHOTeH
abernapBoBeK (BBOAMUTCSA BHYTPUBEHHO), IIPEACTABIIAET
coboit HepeIINIVPYIOIMICca peK0M6MHaHTHbH71 aJIeHO-
aCcCOLMVPOBAHHBIN BUPYCHBIN (AAV) BeKTOpP, KOTOPBII
VICTIONb3YeT KAIICUJ a/IeHOACCOLNPOBAHHOTO BUpPYCa
ceporuna 9 (AAV9) nnsa foctaBKy QyHKIMOHAIBHOI
Konuu reHa (rpaHcrena) SMNI B fpo MOTOHelipoHa
6e3 BcrpauBanus B [IHK uwemnoseka [10, 11]. [TosiBneHne
U IIpYMeHEeHe IIPeIapaToB IATOreHeTMIeCKOll I TeHo3a-
MecTuTenbHON Tepanuy CMA 3HauYMTeNIbHO YIYYIINIIO
BBDKJBA€MOCTbD U IIPOTHO3 MTAL[MIEHTOB.

Ilenbro HacTOAILIET CTATBU AB/IAETCA NPECTABICHNE
onbiTa MOCKOBCKOIT 06/1acTV B u3ydeHun 3¢ppexTus-
HOCTM U 6e30I1aCHOCTY BOCIIPOM3BE[IeHHOTO Iperapara
HYCUHepCeH 1 pedepeHTHOrO Ipernapara HyCUHepCeH
C JeMOHCTpalMell KINHNYECKOTO C/Iydas IepeBofia pe-
OeHKa CO CIIMHATbHOI MBILIEYHO aTpoduelt ¢ Tepanuu
pedepeHTHBIM IIpenapaToM HyCMHEPCEeH Ha JIe4eHIe BOC-
IPON3BE/IeHHBIM HYCHTHEPCEHOM.

B 2017 r. HycuHepceH 3apeructpuposaH B EBpore,
a B 2019 r. — B Poccun [12]. B anperte 2024 r. B Poccun
3aperucTpUpOBaH MEPBBII B MUPE BOCIIPOU3BEECHHBII
npemnapar HycuHepceH, JIantecenc(r) (AO «[enepnym»),
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B COOTBETCTBUM C PEryIATOPHbIMU TpeboBaHMsIMU Poc-
cuiickoit Penepanyy u EBpasniickoro s3KOHOMIYECKOTO
corosa [13-16]. [Ina npemapara J/lantecenc(r) (MHH ny-
CUHEepCeH) ObLIN TPOBeIeHbI HEOOXOIVIMbIE CPABHUTETb-
Hble McCcefoBanyus GU3NKO-XUMUIECKUX U OMOmornye-
CKUX CBOVICTB C pedepeHTHBIM npenapaTom CrmHpasa(r)
(buoren Hunepnanps b. B., CIIIA): MoeKy/IsApHOI MaccH,
HYKJICOTUHOI II0C/Iel0BATeIbHOCTH, IIPMMeCeli, 0CMO-
JISUIBHOCTH, CTEPEOU30MEPUH, B3KOCTH U OMOTIOTYeCKO
aKTMBHOCTY Ha KyJIbTYype KIeTOK nanueHTos co CMA.
Ilo pesynbTaTaM BBIIOTHEHHDIX CPaBHUTEIbHBIX MICCTIENO-
BaHUII ObI/Ia JOKa3aHa MX COMOCTaBUMOCTD 10 KpUTEPU-
SIM, BIIMSIIOIIMM Ha Ka4eCTBO, 6€30macHOCTh U 9 deKTuB-
HOCTb, YTO CBUIETE/TCTBOBATIO O OMO3KBUBATEHTHOCTU
npemnaparos. [IpexcTasiennas mporpaMma nCCIeKOBaHMI
OblTa IpU3HAHA JOCTATOYHOI 1 YOEAMTETbHO [I/Is1 OLjeH-
KJ1 9KBUBAJIEHTHOCTH in Vitro 6e3 mpoBeIeH s NCCIeI0Ba-
HS1 OMO3KBUBAIEHTHOCTH i1 ViV0, 9TO OBIIO ITOATBEPIKIe-
HO 3aK/Iio4eHneM Hay4yHoro njeHTpa sKCIepTU3bl CPeiCTB
MepuuyHCKoro mpuMeHerna M3 Poccun. Ilpenapat Jlan-
tecenc(r) (MHH nycunepcen, AO «[eHeprym») pusHaH
B3aMIMO3aMEHAEMBIM 110 OTHOIIEHNIO K pe)epeHTHOMY
npenapary Cnmnnpasa(r) (bnoren Hupepnaupns b. B.,
CIIIA) [17]. 9To mO3BONSAET OXKULATH OT BOCIIPOU3Be-
[IEHHOTO HYCHHEPCEeHa COMOCTaBUMOI C peepeHTHBIM
npenapaToM 3¢pGeKTUBHOCTH U IPOoPuIs 6e30IacHOCTI.

B MockoBckoit o6mactu npenapar CimHpasa momydanm
17 manmenTtoB. V3 Hux 10 manmeHToB B TeueHMe 2025 1.
IepeBe/ieHbl Ha OTEeYeCTBEHHBIN IpenapaT JIaHTeceHc.
2 manuenTa ¢ 1-m Tunmom CMA, KOTOpBIiT AB/IAETCA HAU-
6onee taxxenbM (metu ¢ atum Tuiom CMA, He IOMy-
YYBIINE TeHO3aMEeCTUTENbHYIO MU ATOTeHEeTUYECKYI0
TEpalNIoO B IepBble 1-2 MecAna )XU3HA, HE B COCTOSTHUU
Jla>Ke Yep>KUBATh FOTIOBY ¥ 6€3 [IbIXaTeTbHOI HOAePXKKI
XUBYT He 6onee Byx 7eT) [1]. Tak kak 9Tu ABa maIu-
€HTa MMe/IM BO3MOKHOCTDb HAa4aTh IIaTOTE€HETNIECKYIO
Tepannio HyCMHEPCEHOM ellle O Havana paboTel GoHpAa
«Kpyr obpa» 1o nmporpamMme paHHEro JOCTYIA, AETU
COXpPaHWIN He TONBKO CIIOCOOHOCTD yep>KUBATh FOJIOBY,
HO ¥ TIpMOOpeN HOBBIN IBUTATE/TbHBII HABBIK CUIEH.
4 manyenTa n3 10, nepemegmmux Ha OT€4ECTBEHHBIN IIpe-
napart JIantecenc B MOCKOBCKOI 00/1aCTH, MMEKT 2-il
Tt CMA (6e3 cOOTBeTCTBYIOIIEl Tepanuy AT MOTYT
CHUJIeTb, HO He MOTYT CTOATD ¥ XOANTB) [1].

IManuentsl MockoBckoit obmactu co 2-M tuniom CMA
HIKOJIPHOTO BO3PACTa, KOTOpbIe Ha4ajIy TepaNNIo HyCH-
HepCeHOM Ha (pOHe TOCTATOYHO J/INTE/IBHO CYI[eCTBY-
oiero 3aboneBaHusa u BBIPa>X€HHOV KIVHNYECKON
CUMIITOMAaTUKY, COXPaHU/IU CBOM JIBUTATe/IbHbIE HaBbI-
K, UX COCTOSIHVME OCTaBAIOCh CTAOMIBHBIM HECMOTPSI
Ha TO, 4TO 3a00/IeBaHNe ABIAETCS IPOTPECCUPYIOLINM.
A BoT ety co 2-m oM CMA majurero Bo3pacra,
HadaBIINe Tepalynio HyCMHEPCEHOM HOCTAaTOYHO PaHO,
II0OKa3aJIyl XOPOLINe Pe3y/IbTaThl B BUJje IPUOOpeTeHMs
CIIOCOOHOCTH TON3aTh. 3 pebeHka u3 10, mepeBejeHHBIX
¢ pedpepeHTHOrO HyCMHEPCEHA Ha BOCIIPOM3BEeHHBII,
6bi1n ¢ 3-M TunoM CMA (metu ¢ manubiM Tunmom CMA

MOTYT XOJUTb, OTMEYAIOTCSI OCOOEHHOCTY IOXOAKU
¥ CTIOXKHOCTH TIpK Oere, IPbIKKAX, HOAbeMe IO JIECTHUIIE,
BIIOCTIE[ICTBMY HaBBIK CAMOCTOATENBHOTO NEPeIBYKEHN A
MOXeT OBITb yTepsH 6e3 IOy YeHN s ITaTOreHeTIYeCKO
tepanum) [1]. Ogun u3 gereii ¢ 3-m Turmom CMA 2012 1. p.
K MOMEHTY VHMIIMAL[// ITAaTOT€HETUYECKON TePaIInn yKe
yCIIe/l HOTEePSTh CIIOCOOHOCTD XOUTh CAMOCTOSTEIBHO.
Bropoii peberok ¢ 3-M Tunmom CMA 65111 6071ee MiIa1Iero
Bo3pacTta (2017 r. p.), TO3TOMY Ha MOMEHT Hadasla TepaInin
HYCHHEPCEHOM OH COXPaHM/ HaBBIK CAMOCTOSITETbHOTO
nepensiokeHnsa. Kpome toro, B rpynmy us 10 mereis, Ie-
peBeleHHBIX Ha JIaHTeCeHC, Bolles 1 pe6GeHOK Ha JOCUMII-
TOMAaTUYECKOI cTaguu 3aboneBaHus, 6e3 Kakux-1mubo
KIMHM4Yeckux nposreHuit CMA. 91ot pe6eHOK ObI
nepBbIM nanyeHToM co CMA, BbIAB/IEHHBIM B pe3y/IbTa-
Te HEOHATaJIbHOTO CKPMHMHTA B MOCKOBCKOIT 06/1acTH.
Ha ¢oHe maroreneTnveckoil Tepamnuy, Ha4aTol B BO3pac-
Te 2 Mecsi1ieB, PeOeHOK POC U Pa3BUBAJICA B COOTBETCTBUM
CO BCeMU HOPMaTUBHBIMMU ITOKasaTensamu. Bospacr fereis,
HepeBeleHHBIX C peepeHTHOTO HyCHHEePCeHa Ha BOCIIPO-
V3BeeHHBIN, COCTaBWI OT 2 1o 17 meT. KommraecTBo Kommin
reHa SMNZ2 BapbipOBao y pasHbIX IallMEHTOB OT 2 10 4.

Ilo maHHBIM NUTEpPATyphbl, KaK MpaBMUIO, OTMeYa-
eTCsl KOppenAanusa MeXAy KOIMYeCTBOM KOIMI TeHa
SMN2 u tsaxecTbi0o cuMmnToMatuku [18, 19], ogHako
He B 100 % cy4aeB, 4TO IOATBEP)KAAIOT JaHHbIE HAIINX
[ALJMEeHTOB: B IPYIIIe IPUCYTCTBYET peOEHOK CO 2-M TH-
oM CMA ¢ 4 xommmsimu rera SMN2. Bo3pacT HocTaHOBKI
AMAarHo3a HaXOfWICA B iuamnasoHe oT 0 (pe6eHOK, A1arHo3
KOTOPOMY OBI/I yCTAHOB/IEH B paMKaX HEOHAaTaJIbHOTO
cKpuHMHTA) 1o 3 et 10 mec. Bo3pacT, B koTopoM fieTn
HavaJIi I10/Ty4aTh IAaTOT€HETUYECKYIO T€PAIINIO, COCTaBU
oT 2 MecsueB o 13 ner.

Takum o6pa3om, TpyIa MalVeHTOB, MeperlefuInx
Ha Tepanuio J/lanTeceHcoM B MOCKOBCKOIT 0071acTH, OKa3a-
JIaCh T€TEPOTEHHOI 110 MOMY, BO3PACTY, KONMMYECTBY KOIMIA
reHa SMNZ2, BO3pacTy NOCTaHOBKM JMarHo3a 1 BO3pacTy
HayajIa aTOT€HeTUYeCKOll TepPaIIN, YTO M03BOJIAET Oomee
00BEKTUBHO OL|EHMBATb [IOTy4YeHHbIE Ha (OHE JTeYeHNs
pesynbTaThl (Tabnuua).

[Tpouecc nepeBopa MaueHTOB ¢ pe)epeHTHOTO Ipema-
para Ha BOCIIPOM3BEeHHBII ObI/T HEIIPOCTBIM, B IIEPBYIO
odepepnb, AnA poguteneit getert co CMA. Xots MHOTUE
OTedYeCTBEHHBIE IIperapaThl yyke 3apeKOMeHI0BaIN cebs
KaK BIIOJIHE KOHKYPeHTOCIIocoOHbIe [20], B obmecTBe
IpOAO/XKaeT OBITOBATD MHEHME O HU3KOM KadeCTBe OTe-
4eCTBEHHOIT papMarieBTIYeCcKoil mpopyKiyy. Hampsike-
HIle B POJAVTENIBCKOM COO0IecTBe K MOMEHTY IIepeBOfia
MALMEHTOB C OJHOIO Ha JPYTroM JIEKApCTBEHHBIN IIpe-
mapar ObIIO JOCTATOYHO BBICOKMM. DTO ONPaBJAHO TEM,
yT0 CMA — TsXe/moe mporpeccupyiolee 3aboneBaHme
" 1py HeaPPeKTUBHOCTY ITATOTEHeTUYECKON Tepannn
HOTepsI ABUTAaTe/IbHBIX HABBIKOB peOeHKa Hen30eXHa.

Hawmb6onee omacua crefyromas cuTyanus Jijis MalyeH-
TOB C nepBbIM THIIOM CMA, 117151 KOTOPBIX HeadeKTUB-
HOCTb Tepaluy — 9TO He IPOCTO IIOTePsI HABBIKOB, a ObI-
CTPO€ Pa3BUTHE TSXKEIOM LbIXaTe/IbHOM HEJOCTATOYHOCT,



Tabnuua.
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KnuHuMKo-reHeTUYecKas xapaKTepucTuKka aeteii co CMA Ha Tepanum npenapatoM JlaHTeceHc(r) B MockoBcKoi 0bnacTu

Table.

Clinical and genetic characteristics of children with SMA treated with Lantesens(r) in the Moscow Oblast (Russia)

oot s | Bsgcr e

1-# Tun CMA

1 W, 2017 3 8 mec. 1,9 3

2 M, 2018 3 1,3 1,6 3
2-n vn CMA

3 M, 2012 2 1,9 6,9 3

4 M, 2019 3 3,10 3N 3

5 M, 2011 8 3,8 11 net 3

6 X, 2020 4 1,7 2,2 3
3-i Tun CMA

7 M, 2017 3 2r 4r 3

8 X, 2013 3 1,2 6nim 3

9 M, 2008 3 1,2 13 net 3

lpecumntoMatnyeckas ctagus CMA
10 M, 2023 4 0 2 Mec 3

BeAyLIel K IeTaTbHOMY Mcxony. Ho He MeHblIe BO/THOBA-
JIVICDh U1 popuTenu fieTeit ¢ 3-m Tunom CMA, coxpaHuBIIne
CIIOCOOHOCTD K CAMOCTOSITE/IBHOMY IIePeIBIUXKEHUIO, T. K.
OHMJ OIACaJINCh YTPaThI JETbMIU STOTO HaBbIKA U MHBAJIN-
pusanyy. OgHaKo, HECMOTPS Ha BCe OITaceHu s, KaK Iep-
BOE€, TaK U IOCTeyIOLIVe BBeICHNA Y BCEX MallIeHTOB
HPOILLJIV XOPOILIO, HeXKeTaTeMbHbIX PeaKInii 3a Hab/oa-
TEJIBHBII TIep1of OTMedeHO He 6burto. K mekabpro 2025 r.
Bce 10 meTent MONy4Ynau 1no 3 NojLep>KUBAIOLINX JO3bI
npemnapara JlanteHcenc. Ha ¢poHe cMeHBI Tepanuu cocTosi-
HII€ JIeTell He TOMBKO OCTaBajI0Ch CTaOM/IbHBIM, HO TaKKe
B psAfe CIy4aeB OTMeYeHa IO/IOKUTENbHAsA JMHAMMKAa.
IIpuBomuM B KadecTBe NMpyMepa KIMHUIECKUI Cydani
pebenka co CMA 2-ro tuma.

Knuanyecknii cnyvan

Manvuux, 6 nem

AnamHe3: pebeHOK oT 1-i1 6epemeHHOCTH (2-51 Gepe-
MEHHOCTb 3aKOHYM/IaCh TMbeIbIo I10Aa Ha 8 Mec.) Pombt
B CPOK, CaMOIIPOM3BO/IbHBIE, Ha 39-i1 Henene. Macca Tena
npu poxgennu — 2950 r, piuHa — 55 cM. Pannee passu-
THE: TONOBY IEPXKUT C 4-X MeCALleB, CUAUT C 6-7 Mecs-
LIeB, BCTAaeT y onophl ¢ 10-11 MecsALeB, XOAWUI y OMOPbI
B 1 I. 3 Mec., 3aTeM HaBbIK ObL1 yTepsiH. IlcuxopedeBoe
pasBuTHE IO BO3pacTy. B Bospacre 4 Mec. BbICTaBJIeH
[MAaTHO3 AVICIIa3us Ta300epeHHbIX CycTaBoB. [TepeHec
TSKENMyI0 poTaBUpycHyIo nHdeknuio B 1 1. 3 mec. Ilo-
cre nHpeKuUN pebeHOK IepecTaa XOAUTh BIOIb OMO-
PBl, PORUTENN 0OpaTU/IN BHUMaHMe Ha flepopMannm
KOoHewHOCTeil. OOpalanich K HeBPOJIOTY, IPOXOAUIN
Kypcbl nedenns 6e3 ap¢exra. IIpoBeieHO MOIEKYIAPHO-
reHeTHYecKoe JCC/IeJoBaHNe C IOMOLIBIO TaHeI) HEPBHO-
MBIIIEYHBIX 3a00/IeBaHIIL: BBISB/ICHBI BAPMAHTBI B TeHaX

Col6Al1 u MYH?7 B rerepo3urorHoMm coctossuun. [JJHK
nuarHoctuka ot 13.02.2023: BeisiBneHo 0 Konmuit reHa
SMNI1 u 3 xonuu reHa SMN2.

HeBponornm4eckuii craryc Ha MOMEHT YCTAaHOBKI
AMAaTHO3a A0 Ha4Ya/Ia IaTOTeHeTUYeCKOII Tepanum

B Bo3pacte 3 1. 10 mec.

IIcuxopedeBoe pasBuTHEe pebeHKAa COOTBETCTBYET BO3-
PpacTHOI HOpME.

Yepentole Hepsvl: pacUMKyIALUY A3bIKA. B ocTambHOM
6e3 MaToIoTum.

Pegpnexmopro-osuzamenvHas cepa: B MOIOXKEHUN
JIe>Ka Ha >KMBOTE ONVPAETCS Ha MPEeIUIedbsi U YAEPKI-
BaeT ronoBy. IIpu Tpaknum 3a pykm He IpynnupyeTcs,
rojI0Ba 3alpOKy/bIBaeTcs. IlepeBopadnBaeTcsi CO CIIMHBDI
Ha KMBOT 11 06paTHO. CaiuTCs CAMOCTOSTEIBHO MefIIeH-
HO, CUANT C K11(O3MPOBAHHOII CIIMHOI 1 OIIOPOIL Ha PYK,
MO>KET CUZIeTb 6e3 OIOPbI Ha PYKMU HEIIPOJIOTKUTENTBHOE
Bpems. Ocanka ocnabnensas. [IupdysHas MpleqdHas
runoTtoHusA. IIeyeBoii mosc nposucaeT. MpliIe4Has cuna
o mkane MRS cHM>XeHa B IpOKCMMAaIbHBIX OTe/TaxX
PYK 5o 3,0 6ania, B KUCTAX ¥ Nmanbuax — 3,5-4 6anna.
HpOHaLU/IOHHaH TYTOIIOABVJKHOCTD B JIEBOM IIpE€AIITIEYbE.
B HIDKHUX KOHEYHOCTAX B IIPpOKCMMA/IbHBIX OTHEMAX CTU-
6aHne 6efpa IIpy COTHYTOM KOJIEHHOM CycTaBe — 3 6aina,
npuseneHue 6enep 3,5 6ajna, oTBefieHNe U pasrubaHme
6epep orcyrcTByeT. CrubaHye B KOJIEHHBIX CyCTaBaX —
3,5 6amna, pasrubanue romean — 3,5 6ama. Crubarens-
HbI€ KOHTPAaKTYPbl B KOJIEHHBIX CyCTaBaXx. Cronbl u ycra-
HOBKU TOJIeHell BajbrycHble. CyXOXMIbHBIE pedIeKchl
IIp1 OCMOTPp€ HE BbI3bIBAIOTCA.

KOOpHV[HaTOprIe " 9yBCTBUTE/IbHDbIEC HAPYIIEHNA OT-
CYTCTBYIOT. TpeMop MbIIIL] BEpXHNX KOHEUHOCTEIA.
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®oTo 1-4.

JTanbl noabeMa pebeHKa Ha «BbICOKWE KOMEHU»
Foto 1-4.

Stages of raising a child to «high knees»

Inexmponetipomuozpagus nosepxrHocmuas om 23.03.23:
C PasIMYHBIX TPYIII MBILIL, BK/II0Yas MeXpebepHble,
HOTy4eHa HM3KOAMIUINTYAHAA MHTepdepeHIOHHAA
OMI, nepeMerkaromasica ¢ pUTMUIECKMMI TUIIEPCHUH-
XPOHM3MPOBaHHBIMI NIOTEHIIVA/IAMY IIPEUMYIeCTBEHHO
C AVMCTA/TbHBIX OTAEIOB KOHEYHOCTEN], YTO He MICK/TI0YAeT
CIMHA/IBHBIN XapaKTep HapymeHmii. ViccnenosaHue 1o-
TeHIManoB ABuratenbHblx enyauL (I1JE) sarpynaeHo.

Ha ocroBanuu xano6, aHaMHesa (Iporpeccupyouas
MBIIIeYHas C1ab0CTb, IIOTEPsI JBUTATE/IbHBIX HABBIKOB),
IICUXOHEBPOJIOTYECKOTO CTaTyca (CHI>KeHMe MbIIIeYHO
CHUJIBI ¥ 0O'beMa JIBUDKEeHNIT B KOHEYHOCTSX, OTCYTCTBUE
CYXOXXWIBHBIX pedIeKcoB, GacUVKYIANUN A3bIKa, MbI-
IIeYHasi TUIIOTOHM ), MOJIEKY/ISIPHO-T€HETUIECKOTO 00-
crnemoBaHMs U aHHbIX OMI BpICTaB/IEH AMaTHO3:

Jnaruos ocHoBHoit knyHWYeckuit: G12.1 CnunaanpHas
MBIIIeYHAs aTpOodu, 2-I1 TUIL, TSXKeNast CTeIleHb IBUTa-
TEe/IbHBIX HapyLIEHMI.

Hasnauena maroreHeT4ecKasi Tepamus IpernapaToM
HYCHHepCeH (CIIMHpa3a)

Jledenmue: B 4 rofia peOeHKY Ha4aTa MaTOreHEeTHUYECKa s
Tepanus pedepeHTHBIM IIperapaToM HycuHepceH. [Tomy-
41T 4 HArPy304HBIX U 3 IOAePKUBAIOLINX JO3BI IIpera-
parTa B COOTBETCTBUY C MHCTPYKLME 10 MEAUIIVTHCKOMY
npuMeHeHuio [6]. [lanee, B BospacTe 5,5 rofa pebeHKy
Obl/Ia IIPONO/IKEeHA Tepalus BOCIPON3BENEHHBIM IIpe-
IapaToM HycuHepceH, /lantecenc(r). B Hacrosmee Bpemsa
peb6eHOK MOy 4N 3 oA AeP>KMBAIOIINX JO3BI BOCIIPON3-
BeJleHHBIM HYCHMHEPCEHOM POCCUIICKOTO IIPOM3BOACTBA.
Beenenne kak pedpepeHTHOTO, TaK ¥ BOCIPOM3BEJEHHOTO
[IpeIapaToB HYCHHEPCeHa MePEeHOCUNIOCh YEOBIeTBOPH-
Te/IbHO, He)KeJIaTe/IbHBIX SAB/IEHNII He 3apeTUCTPHPOBAHO.

JuHaMIKa HeBPOIOTMYECKOTO CTaTyca K MOMEHTY
VHUIVAINY Tepany BOCIPON3BeJeHHbIM HYCHHEep-
CEHOM B BO3pacre 5 1eT 7 Mec.
IIpu Tpakuuu 3a pyku peGeHOK Hadaja TPyIIMPOBATH-
s, TOJIOBA IIPY 9TOM He 3anpokupabiBaeTcsa. Cagnurcs ca-
MOCTOSITE/IbHO, CUJJUT YCTOMYNBO, HE UCIIONb3Ysl OLOPY
Ha pyKu. BcTaeT Ha 4eTBepeHbKM U MOI3aeT PELMUIIPOK-
HO. Mprmeynas cua no mkare MRS Hapocna B mpok-
CHMaJIbHBIX OT/ieNIaX PyK fo 4,0 6ajta, B MbIIIIAX, IPU-
BOOAWMX Oenpa, — 0 4 6a/IOB, MOSIBUNNUCH TIOIBITKA
oTBefieHus 1 pasrubanus 6emep mo 1 6amna, B crubare-
JIAX KOJIEHHBIX CYCTaBOB MBIIIEYHASI CVJIA YBEIMYMIACD
10 4 6a10B.

Ouenka 1o mkane HFMSE (XamMmMepcMut) coctaBuia
32 6amna, o mkane RULM — 22 6anna.

JMHaMMIKa HEBPOTOTMYECKOTr0 cTaTyca yepe3 4 Mec.
moC/I€ MHUIVALINN TEPANINY BOCIIPON3BENEHHDBIM
HYCHMHEPCEHOM B Bo3pacre 6 jIeT.

y pe6eHI<a IIOABUJINCH HOBBIC OBUTAaTC/IbHBIC HABDBIKI:
BCTA€T CAMOCTOSITEIBHO Ha «BBICOKNME KO/TEeHI» 6e3 OII0-
PpBL, HOCTaB}IeHHbIﬁ[, CTOUT y OIIOPBbI HENIPOJOJIKUTEND-
Hoe Bpems. [Ipu ocMoTpe BIiepBble ObIINM BBI3BAHBI CY-
XOXXMJIbHBIE pe(IeKCHI C PyK.

Ouenka 1o mkane HFMSE (XamMmMepcMut) coctaBuia
38 6a10B (+6 6ammoB 3a 4 Mecana) u 1o mwkaae RULM —
24 6anna (+2 6ania 3a 4 meca1a).

Takum obpasom, Ha GoHe Tepanuu mpemnaparom Jlan-
TeceHC(r) y peOeHKa He TONIbKO He BBISB/IEHO HMKAKMX He-
JKeIaTe/IbHbIX peaK].U/If/i, HO 1 OTMEYECHA IIOJIOKMUTE/IbHAA
IOVHAMMKA KaK B BII€ IIOABJICHU A CyXO)K]/I}'IbeIX pe(i)HeKCOB
C pyK "1 HOBbIX MOTOPHBIX HAaBbIKOB — Hay‘II/ITICH BCTaBaTb



Ha «BBICOKME KOJIEHU» 0e3 MCIIO/Ib30BaHNA OIIOpbI, TaK
1 B BUI€ KIIMHMYIECKN 3HAa9MMOI'0 YBEINYE€HI A KOINYIECTBA
Ha6paHHbIX 0aIoB IIpM OLI€HKE I10 IBUTATE/IbHBIM IIKaJIaM.

3akmoyenne

HaHHBI KIMHUYECKUII CIydall JEMOHCTPUPYET IOJIO-
JKUTETBHYIO AVHAMMKY COCTOSHMA pebeHKa Ha (oHe
KOMIIIEKCHOJ peabyInTauyuy U IaTOreHeTUYeCKON Te-
panuy HycumHepceHoM. IIpm mpopormkeHum ImaroreHe-
TUYECKOI Tepalluy BOCIPON3BEIEHHBIM HYCHHEPCEHOM
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