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AnHoTanus. AkmyanerHocmo u yeau. OpdanHsie 3a00eBaHus — OOJIbIIAs TPYIIA HO30JI0-
T'HH, TIPENICTaBISAIONIast COO0H )KU3HEYTPOIKAIOIINE HITH HEYKIIOHHO MPOrPECCHPYIOIIUE CO-
CTOSIHHSI, KOTOPBIE [IPU OTCYTCTBHH JIEYEHUSI MOTYT BBI3BaTh JIETAIBHBIA NCXO]] HJIH MIPUBE-
CTH K WHBAJIMIW3aLUH. B 3aBHCMMOCTH OT BO3pacTa IOSIBICHUS MEPBBIX KIMHUYECKUX
CHUMIITOMOB ¥ CTENEHHU TSDKECTH JBUTATEIbHBIX HApYLICHUH BBIACISIOT YEThIPE THIA CITH-
HallbHOM MbImeyHoit arpodun (CMA). Camas Tsokenast popma — CMA 1 tuna, nposiBisiro-
IIasiCsl CHIDKCHNEM WMIIM OTCYTCTBHEM JIBUT'ATENIbHOI aKTUBHOCTH €I BHYTPHYTPOOHO, 4TO
00YCIIOBIIMBAET CJIOKHOCTH CBOEBPEMEHHOTO HA3HAUCHWSI IAaTOTCHETHYECKOH Tepamuu |
MPUBOIUT K CMEPTHOCTU B MIIAJICHYECKOM Bo3pacte. Llenb mccienoBaHus: aHaIU3 OINbITa
MPUMEHEHMs TTaTOTeHEeTHIECKOl Tepanuy npenaparoM HycuHepceH y MalleHTOB JETCKOTo
Bo3pacta co CMA B KITMHHYECKON MpakTuke. Mamepuanst u memoost. Ha 6a3ze IleH3eHckoi
00J1acTHOM JIeTCKOM KiMHIYecKor OonbHUIB! nM. H. @. Ounarosa ¢ mas 2015 r. Habmoganu
6 mamuentoB co CMA, KOTOpble MOJY4YaroT MAaTON€HETHMUYECKYIO0 TEpanuio Mpenaparom
Hycunepcen ¢ mast 2020 r. JlocTynHOCTb npenapaToB OCYIIECTBISIETCS B paMKax (DHHAH-
cupoanus ['ocynapctBenHbM pornoM PO «Kpyr /lobpa». BBenenue npenapara npoBo-
v Ha Oase IleHseHCKOM 00JIaCTHOM AETCKON KIMHHYECKOU OonbHULBI UM. H. ®@. Ouna-
TOBa B YCJIOBUSIX OTJIEJICHHWSI MHTCHCHBHOW Tepaliy C NMpUMEHEHHeM oOIeil aHecTe3wu.
Kaxnpie 6 MecsmeB MpOBOJUTCS TUHAMHYECKOE HAOMIOJEHNE U OIEHKa MOTOPHBIX HaBbI-
KOB II0 DAacCIIMPEHHOW IIKaJle OIEHKM MOTOPHBIX (yHKIMH OONbHHIBI XaMMEpPCMUT.
Pesynomamer. Tlo 3axmodeHnro Opuraiasl Bpadel-CHEIMATNCTOB B COCTaBE HEBPOJIOTa,
TeHETHKa, IIeuaTpa U pe3yibTaraM Ja00paTOPHBIX aHAM30B MOOOYHBIX SIBICHHUH IOCIE
Tepanuu npenaparoM HycunepceH He BeisiBIeHO. Ha doHe sedeHns JaHHBIM NpenapaTom
OTMEUaeTCs MOJNOXKHUTEIbHAs IMHAMUKA B BHJE YJIYUIICHHUS MBIIIEYHOTO TOHYCAa, OXO-
KM, TOSIBJICHHSI HOBBIX MOTOPHBIX HaBBIKOB. Bvigooul. [IponeMoHCTpUpoBaHbl 3P HEKTHB-
HOCTh M 0€3011aCHOCTh NMPUMEHEeHHs Npenapata HycHHepceH B yCIOBHSX peajbHOM KIIH-
HUYECKOW MPAKTUKH Yy JeTeH pa3HbIX Bo3pacTHBIX rpynn co CMA I-IV tunos, HecMoTps
Ha BBEJCHME B TEpanMio JaHHOTrOo npenapata uyepe3 10-20 yieT ¢ MOMEHTa JUarHoCTHPO-
BaHusa CMA.
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Abstract. Background. Orphan diseases are a large group of nosologies that are life-
threatening or steadily progressive conditions that, if left untreated, can cause death or lead
to disability. Depending on the age of onset of the first clinical symptoms and the severity
of movement disorders, 4 types of spinal muscular atrophy (SMA) are distinguished. The
most severe form is SMA type 1, which is manifested by a decrease or lack of motor activi-
ty even in utero, which makes it difficult to prescribe pathogenetic therapy in a timely man-
ner and leads to mortality in infancy. The purpose of the study is to analyze the experience
of using pathogenetic therapy with Nusinersen in pediatric patients with SMA in clinical
practice. Materials and methods. On the basis of the Penza Regional Children’s Clinical
Hospital named after N.F. Filatov since May 2015, 6 patients with SMA who have been re-
ceiving pathogenetic therapy with Nusinersen since May 2020 have been observed. The
availability of drugs is carried out within the framework of financing by the State Fund of
the Russian Federation “Circle of Kindness”. The introduction of the drug was carried out
on the basis of Penza Regional Children’s Clinical Hospital named after N.F. Filatov in the
intensive care unit under general anesthesia. Every 6 months, follow-up and assessment of
motor skills using the Hammersmith Hospital Extended Motor Function Scale (HFMSE) is
performed. Results. According to the conclusion of the examination of a team of medical
specialists consisting of a neurologist, geneticist, pediatrician and the results of laboratory
tests, no side effects after Nusinersen therapy were detected. Against the background of
treatment with this drug, there is a positive trend in the form of improved muscle tone, gait,
and the emergence of new motor skills. Conclusions. The effectiveness and safety of
Nusinersen in real clinical practice in children of different age groups with SMA types 1-4
were demonstrated, despite the introduction of this drug into therapy 10-20 years after the
diagnosis of SMA.
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BBenenne

Opdannsle 3a06oneBaHust — 3T0 OOJNbIIAs TPYMIA PEIKAX HO30JOTHH C 4a-
croroit ooHapyxenus 1:10000 u pexe, mpeacTapsionias co00H KU3HEYTPOKAIO-
M€ WM YIIOPHO MPOIPECCUPYIOIINE COCTOSIHUSA, KOTOPbIE IPU OTCYTCTBUH Jieue-
HUS MOTYT NPUBECTH K MHBAJIMIN3ALMHU WX BBI3BATh JIETAIbHBIN Ucxon [1].

[To nanupiM BecemupHOU opranuzanuu 3npaBooxpaHenus, Ha 2022 r. B nepe-
yeHb opdaHHBIX 3a0o0seBanmi BXoAAT O6onee 500 HO3070THE. B cBsI3M ¢ dyewm, He-
CMOTpSI Ha PEAKYI0 BCTPEYaeMOCTh, BO BCEM MHpe oOIee YucIo Jtojei, cTpana-
IOIIUX JaHHBIMH 3a00JIeBaHUSIMHM, cocTaBisieT okojo 400 miaH genoBek (5 % Hace-
neHus miaanetsl); 80 % MaTonoruil UMEIT FeHETHYECKYIO IPUPOLY U MO CTEICHH
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TSKECTH BapbUPYIOTCS OT JIETKUX J0 YIPOXKAIOLIUX KU3HU cOCTOsTHUM. 3BecTHO,
gyto Ha 2020 1. B Poccuiickom peructpe coctosT Ooinee 36 ThIC. YenoBek ¢ opdaH-
HBEIMH 3200JI€BaHUSAMH, W3 KOTOPHIX 79 MAIMEHTOB MPOKUBAIOT B IleH3eHCKOM 00-
nactu [2]. PacnpocTpaHeHHOCTs cIUHaNBHON MbimeyHoi atpoduu (CMA) co-
ctaBnger 5,5 Ha 100 TeIc. HaceneHus, cpeau HOBOPOXKAEHHBIX — 1 Ha 610 THIC.
B Poccuu 3apeructpupoBano 890 gerteit ¢ pasHbiMu Tunamu CMA, 9 U3 KOTOPBIX
npoxxuBaroT B [lensenckoit obnactu [3, 4].

CrnmHanbpHAs MbIIEYHas aTpogus — ayTOCOMHO-PELECCUBHOE IMPOrpeccu-
pyroliee HEpBHO-MBIIIEYHOE 3a00JIeBaHMe, XapaKTepu3yolleecs MpOrpeccupyro-
el nmereHepanueld ¥ rUOENbi0 amb()aMOTOHEHPOHOB MEPEAHINX POTOB CITHHHOTO
MO3ra 1 IPUBOJSILEE K IPOrPECCUPYIOIIEH MBIIIEYHOH c1a00CTH, aTPO(UU MBIIIII,
pasBuTHio aedopMaluu Mo3BOHOYHHMKA U cycTaBoB [S5]. [lpuumHo# 3a0onmeBaHuUs
ABJISIFOTCS MyTalUMHU B JAJMHHOM IIJIeYe XPOMOCOMBI 5, YTO JefaeT HEBO3MOXHBIM
¢ynkumonuposanue reHa SMNI1 (survival motor neuron 1) — reHa BEDKUBAEMOCTH
MOTOHEHPOHOB, cleAcTBUEM uero smisercs aeduuut Oenka SMN. 'en SMN2
TaKKe OTBEYaeT 3a BHIPAOOTKY NAaHHOTO OeJKa, OJHAKO KOJUYECTBO (DYHKIHO-
HaJgpHOTO Oenka, BBIpadaTeiBaeMoro mmM, Hu3koe. CMA mpemcraBiseT coOoi
CIEKTP Pa3JIMYHBIX KIMHUYECKUX COCTOSHHM, IPU 3TOM TSDKECTh 3a00sieBaHUS 3a-
BHCHUT OT BO3pacTa NIe0roTa U KoimdecTBa Konuii reHa SMN2. B 3aBucumocTr ot
BO3pPACTa IMOSBJICHUS NEPBBIX KIMHUYECKUX CHMIITOMOB U CTEICHH TSKECTH JIBHU-
raTelbHBIX HAPYLICHUH BBIIENISIOT YETHIPE TUIIa CHMHAIBHOW MBILIEYHOH aTpodun
[6]. Camoii Tsoxenolt popmoii BeicTymaeT CMA [ Tuma, Tak Kak MposIBISIETCS CHU-
JKEHHEM JBUTATENbHON aKTHBHOCTH WM €€ OTCYTCTBHEM €Ille 0 POXKICHHS pe-
OeHKa, 4yTo 00yCIIOBIMBAET CIOKHOCTh CBOEBPEMEHHOI'O HA3HAUYEHUsI IIaTOTCHETH-
YeCKOH Tepanuy U MPUBOANT K pAaHHEH CMEPTHOCTH B MIIAJICHIECKOM Bo3pacte [7].
st yirydiieHust IporHo3a U CHU)KEHUSI PUCKa Pa3BUTHS OCIIOKHEHUH B Oynymiem
HeoOxoauMa pa3paboTKa MaTOreHeTHYECKOH Tepaluy, KOTopas Aaja BO3MOKHOCTb
MOBJIHMATH Ha MporpeccupoBanue 3adoneBanus [8)]. Tak, Hycunepcen — nepBblii nie-
KapCTBEHHBIM Tpernapar Jisl JICYeHUS] CHHHAIBHOW MBIIIEYHOW aTpoduu, mpen-
CTaBISIOIIMI CO00M aHTUCMBICIIOBBIE OMUTOHYKIEOTHIBI (ACO). OH yBenmuuuBaeT
JTOJTFO TPAHCKPHUIITOB MaTpUIHON prbOoHyKienHOBOH kucioThl (MPHK) ¢ Biiroue-
HUEM 5K30Ha 7 reHa SMN2, CBS3BIBAsCh ¢ HHTPOHHBIM CaiJICHCEPOM CILIaiCHHTA
(intronic splice silencing site — ISS N1), pacronoxeHHbBIM B HHTPOHE 7 TIpele-
CTBEHHHKA MaTpU4HON prOOoHYyKIenHOBOH kucioThl (mpe-MPHK) rera SMN2 [9].
Ces3piBasgich ¢ HUM, ACO BbITecHAET PaKTOPHI CIUTACHHTA, B HOPME MOJABIISIIO-
mue ero. BeiTecHeHHe STHX (aKTOPOB MPHUBOAMT K COXPAHEHHMIO DK30HA 7 B
MPHK SMN2. ITocne cunreza MPHK SMN2 MOXKeT TpOUCXOIUTE €€ TPAHCIISITUS
B 0eox SMN ¢ mosHO¥M NIWHOMN TN M COXpaHEeHHOH (yHKIIMOHAIBHOW aKTHB-
HOCThIO [10].

Lenp uccnenoBaHus — NpOaHAIM3UPOBATE ONBIT IPUMEHEHUS ATOTCHETHU-
yeckol Tepamuu npenapatoM HycunHepceH y MaluMeHTOB AETCKOTO BO3pacTa
CO CHHMHAJBHOH MBIIIEYHON aTpodueid B KIMHUYECKOH mpakTuke [leH3eHCKOM
obnactu.

MartepuaJibl H METOABI

C 2005 mmo 2022 r. Ha 6a3e HEBpOJIOTHUECKOTo OoTAceHus [Ien3enckoit 00-
JTACTHOU JETCKON KIMHUYECKOU O60ompHUIBI uM. H. @. ®unaTtoBa mpoBEACHO MPO-
CIICKTUBHOE KOTOPTHOE HcciieoBanue. [1o HaOm0IeHueM HaXOIUIHCh MAI[UCHTHI
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CO CIHMHAIBHOW MBINIEYHOH arpodueii. B 2022 r. BO3pacT ManueHTOB COCTABIISII:
CMA I tuna — onun pedenok (4 roga); CMA 1l tuna — getsipe pebeHka (Bo3pact
9,10, 10, 17 ner); CMA III Tuma — tpu peberka (9, 15, 15 ner).

[lareHTHl HAXOAMIUCH B CTallHOHApE HEBPOJOTHYECKOTO OTAEICHHS OT 6
no 12 nmHei, rae MPOBOIWIICS OCMOTP OpHTamoil MENWIIMHCKUX CIICIUATUCTOB,
BKJIFOYAIOIICH HEBPOJIOTA, OPTOIEAa, TeHETHKA, ieanarpa. IlpoBoauinch KIMHUKO-
nabopaTopHOe O0OCIEeIOBaHUE JACTEH C HCCICNOBAaHHEM JKano0, OOBEKTHBHBIM
OCMOTpPOM, OOIIMM KIMHHYECKAM aHaJN30M KPOBH, OMOXMMHUYECKHM aHAIU30M
KpoBH (C ompeielieHMeM YPOBHS aJaHMHaMWHOTpaHc(]epassl, acmapTaTaMHHO-
TpaHcdepassl, kpeaTnH(HOCHOKNHA3HI, TAKTATACTHAPOTEHA3HI, 00Iero 0enka), Ko-
aryjorpamMma, UCCJIeIOBaHUE JTUKBOpa Ha oOmmii aHanmmu3. [IpoBoguimnch HHCTPY-
MEHTAJILHBIC WCCIICJIOBAHUS, TAKHE KaK MarHUTHO-PE30HAHCHas ToMorpadus ro-
JIOBHOTO MO3Ta, 3JeKTpOMHOTrpadus; IOMOIHUTEIbHBIE WCCIEIOBaHUS Ha3zHAYa-
JIMCh TIPU HAJIMYMM MOoKa3aHui. Bce etu mepes mocTaHOBKOM JAMarHo3a mpoxo.iu-
JIU Yepe3 HeOOXOIUMBIN IepedcHb JUATHOCTHYCCKIX MEPOTIPUATHN, BKITFOUAFOIITHMA
3JIEKTpOMHOTpaHIo, YIBTPa3BYKOBOE HCCICIOBAHUE M MarHUTHO-PE30HAHCHYIO
TOMOTpa(UI0 MBIIIII, OIEHKY MOTOPHBIX (DYHKIIMU 10 PACIIUPEHHO IIKaie 00JIb-
Hurpl Xammepemutr (HFMSE). Bepudwukarus nmuarnosza mpoBOJMIIaCh TeHETHYE-
CKHM TE€CTHPOBaHUEM.

B Ilen3zenckoii obmacty u3 9 MaIMeHTOB MIETCKOTO BO3pacTa MOMyJaroT Ta-
TOTCHETUUYECKYIO Tepamnuio 8 aeteil: 6 u3 Hux mony4aror Hycunepcen, 2 pebenka —
Pucnunnam. 3akoHHBIE TIPEICTABUTEIN OJHOIO PEOCHKA OTKA3ajuCh OT MPOBEC-
HUS TTATOTEHETHYECKOM Teparuu.

B ananu3 BkiItOYEHBl 6 NAUMEHTOB JETCKOTO BO3PACTa CO CHMHAIBHON MBI-
[IeYHON aTpodrelt pa3IuIHBIX THIIOB, KOTOPBIM MTPOBEJCHA TATOT€HETHYeCcKas Te-
panust Hycunepcenom. Briepsrie B 1. llensa B 6a3e Ilensenckoii o6macTHON AeT-
CKO# KiuHHYecKoi OonbHUILl M. H. @. OuaToBa BBeJcHUE TaHHOTO MpenapaTa
WHTPATEKAIBHO METOAOM JIOMOAIbHON MyHKIMH OBbLIO mpoBeneHo B mae 2020 r.
Jo 2020 r. neTw HAOJIOMATUCh Y HEBPOJIOTA, TCHETHKA, TICAWATpa W ITOIYYaJH
CUMITTOMATHYECKYIO TEpanuio, peaOMINTAIMOHHBIC METONBI JieUeHHs (JIedeOHas
(u3KyIbTYpa, Maccax, MexaHorepanuto, bobar-tepanuio). B Hacrosiee Bpems
JIETH HAXOMSTCS Ha MOAJCPKUBAIOIICH Tepamuu NaHHBIM IMpenaparoM. Y 3aKOH-
HBIX TPECTaBUTENEH MalUeHTOB OBLIO MOIYyYeHO MH()OPMHPOBAHHOE COTJIacHe Ha
BBEJICHHUE TIPeTapara, MpoBeIeHO YBEAOMIICHHE O METOIE BBEACHHS, OCTIOKHEHUIX U
BO3MOXKHBIX HE)KeJaTeNbHBIX peaknusax. BBenenne npenapara mpoBOAUIOCH Ha Oa3e
I'bY3 Ilen3enckoit 001acTHON METCKON KIMHUYECKON OonmpHuUIEI uM. H. @. Ouna-
TOBa B YCJIOBHSX OTAEJICHUS peaHMMaluu ¥ mHTeHcuBHOW Tepamuu (OPUT) mox
o011ei aHecTe3ue BpauoM-HEBPOJIOTOM, a B CIIOXKHOM Cllydae y MalfeHTa JeTCKO-
ro Bo3pacTa co CKoJio3oM IV creneHu — ¢ npuBJIeYEHUEM Bpada-HEHpoXupypra
C WCIOJB30BaHUEM BU3YaJTU3aIMOHHOW TEXHUKH I MCKIIOYEHHS MOTEHIIHAIb-
HBIX CJIOXHOCTEHN BBEJAECHUS Ipernapara.

BBoaumast no3a npenapara Hycunepcen cocrasmsia 12 mr (5 mi) uHTparte-
KanbHO. PexxuM mo3upoBaHuWs: B TepBEIi jeHb nedeHus (aenp 0), B 14, 28, 63-i
JTHU (Harpy3ouHbIe J103b1). BBeneHne mpemapara NpouCXOAUT HHTPATEKAIbHO 0O-
JIIOCHO B TeYeHHUE 1-3 MUH C IOMOUIBIO UIJIBI U1 CIIMHAJIBHOM aHecTe3uu. B kaue-
CTBE TOJJICPKUBAIONICH Tepanmuu 103y BBOIAT 1 pa3 B 4 mecsma. [locie kaxmoro
BBEJICHUS TIpernaparta IpOBOIUTCS OlEHKA 0€30MaCHOCTA METOJIOM IMHAMHYECKOTO
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HaOJrO/IeHHs JIeTel M OLIEHKa MOTOPHBIX HABBIKOB 110 PACHIMPEHHOW IKaie MO-
TOpHBIX QyHKUMH 60ipHUIBI Xammepemut (HFMS).

Cratuctrueckas 00pabOTKa MONYYCHHBIX JAHHBIX MPOBOAMIACH C UCIOJIb-
30BaHMeM mporpamMM Microsoft Excel. KonmdecTBeHHBIC MaHHBIE MPEICTABICHBI
B BUJIC CPEIHUX 3HAUCHHUN M CPETHEKBAIPATHUECKIX OTKIOHCHHUH.

Pe3yabTarhl u 00cy:x1eHue

N3yunnu mecth NalMeHToB JETCKOr0 BO3pacTa CO CIUHAIBLHON MBIIIEYHON

aTpodueli, BOIEIIINX B TPYNITy OKa3aHUS ITaTOr€HETHUECKOH Teparuy Ipernapa-
toMm Hycunepcen (puc. 1).
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Puc. 1. Pacnpenenenne gereii mo momy

Bepudurupyst nuarso3, oOHapy M, YTO MAlMEHTHI JETCKOTO BO3pacTta
co CMA pacnipesiensuinch 1o Tuimy 3a00J1eBaHus CIeAYonMM o0pa3oM: ¢ I ThmoM —
17 %, co Il Tummom — 50 % nereit, c Il Tumom — 33 %, ¢ IV Tunom — 0 % (puc. 2).
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Puc. 2. KonmruecTBO ManyueHTOB IETCKOTO BO3pacTa B 3aBUCUMOCTH OT Thiia CMA

Tepanus HycuHepceHoM manueHTam aeTckoro Bo3pacta co CMA Hagara
B Mae 2020 r., korga ogHOMY pebeHky Obuto 30 MecsieB, BTOpoMy — 86 MecsIeB,
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TpeTbeMy — 99 Mmecaues, yeTBepTomy — 184 mecsua, nstomy — 100 mecsues, 1re-
ctomy — 98 mecsieB. CornacHo paszeneHuro manueHToB co CMA no BO3pacTHBIM
nepuonaM (o A. C. BrIroTckoMy) Ha MOMEHT Hayalla T€pariy BO3PACT OJHOTO
pebeHKa COOTBETCTBYET MOIIKOIBHOMY TIEPHOAY, HYETBIpEX IeTed — MIIafmeMy
IIKOJIBHOMY, OJTHOTO pebeHKa — CTapIeMy IIKOJIFHOMY.

Konmuectso nereit, Tum CMA 1 BO3pacT K HadaJly MaTOTeHETUYECKON Tepa-
MUY TIPEJICTABJICHEI B Ta0I. 1.

Tabmuma 1
BospactHas xapakTepucTUKa 00CIeI0OBAHHBIX MAIUEHTOB
Ha MOMEHT Havasa Tepanuu npenaparom Hycunepcen
Tun cnuHanbHOM Bo3spacr gereit Cpennee 3HaueHue
N Komuuectso
MBIIIIEYHON Ha MOMCHT Hayala BO3pacTa MMaueHToB,
TIAIIEHTOB
aTpodun TEpaIru, MECsIICB MeECSIIeB

I | 30 30

11 3 86,99, 184 123

I 2 100, 98 99

N3BecTHO, YTO MAIMEHTHI METCKOTO Bo3pacta co CMA pacnpenenuiuch 1mo
nony u TunaM CMA crnenytomum obpazom: 1 mansuuk umen I Tum CMA (100 %),
1 neBouka (33 %) u 2 mansuuka (67 %) umenu 11 tum, I Tun obHapyxumum y 1 ne-
Boukd (50 %) u 1 manpumka (50 %) (puc. 3).
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Puc. 3. Pacnpenenerne nanueHToB 10 noiny u TumaMm CMA

OKoHYaTeNbHBIN TUarHo3 ObUT YTOYHEH y JeTel B pa3HbIe TOAbI, a MaTore-
HeTnueckas Tepanus Hycunepcenom Hauata B Mmae 2020 r. (puc. 4).

KnuHnueckn BBISBIEHO, YTO MAalMEHT JeTckoro Bo3pacta co CMA I tuna,
OTHOCSIIUICS K TOIIKOJIBHOMY NEPHOAY, HE MOT AEpKaTh FOJIOBY, CUIETh, CTOATH,
[IepeBOPAYUBATLCS C OJHOr0 OOKa Ha OPyrod 10 MOMEHTa Hauaja Tepanuu. Jletu
co CMA Il Tuna miafamiero mKoJaLHOTO BO3pacTa He MOTJIM CcrudaTh OeIpo B Ta30-
OelpeHHOM CyCTaBe, OTBOAWTH PYKH JO TOPU3OHTAIHHOI'O MOJIOXKEHHsS, BpamlaTh
IUIeYOM, crudath U pasrubaTh pyKy B IUieueBOM cycTaBe. Y pebenka co CMA III
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THIIA CTApIIETO MIKOJILHOTO BO3pacTa ObUIM 3aMEUEHBI TPEMOP PYK U TOJIOBHI, (ac-
LUKYJISIPHBIC TOAEPTUBAHUS B IEPUOPATIBHBIX MBIIILIAX.

6 naymeHT
5 nauymenTt
4 naymeHT
3 naymeHTt
2 naumeHT

1 nauneHTt

1 T T T 1
2000 2005 2010 2015 2020
Foapbl

M 04 Hayana naToreHeTMYecKon Tepanun M Fog BepudurKaLmm AnarHo3a

Puc. 4. JliurenbHOCTD IEpHo/ia OT MOMEHTA BepHUKaIUU
JIMarHo3a 0 Hayaja MaTOreHeTHYeCKON Tepanu

[To 3axmrodeHMIo Opwraibsl Bpadeh-CHEITHAINCTOB M pe3yibTaTaM jabopa-
TOPHBIX aHAJIU30B HE BBIABJICHO TaKUX MOOOYHBIX SIBJICHHM, KaK THIEPYYBCTBH-
TENBHOCTh, TOJIOBHASI 0OJIb, ACENTHUYECKUN MEHHHTHUT, PBOTA, OOJIM B CIHMHE, OIH-
CaHHBIX B HUHCTPYKIUH K IIpemapary.

[Ipy nmpuMeHeHMHM MNaTOreHeTUYeCcKoW Tepanuu npenapatoM HycuHepcen
y narenToB co CMA I-III TunoB Obuta OTMEUYEHA MONOKUTEIbHAS TUHAMUKA: Pe-
OCHOK JTOIITKOJIBHOTO BO3PacTa MOXKET JIep>KaTh OJIOBY, HAYMHAET CUJETh, IEPEBO-
paduBaThLCS ¢ OAHOTO OOKa HA APYTOH, MBITAETCS CTOSATH C MTOANCPIKKOM B3POCIBIX.
Wcuesnu nogepruBanus B MBIIIIAX CIIAHEIL.

VY derhipex NeTei MIIAAIIETO IIKOJIBHOTO BO3pacTa HaOMIOAAOTCS YITydilie-
HUSI CO CTOPOHBI MPOKCUMAaIbHBIX MBIIII] HOT, TA30BOT0 U Ijie4eBOro mnosca. [1oss-
JIIETCS BO3MOXKHOCTE CTH0ATh U pa3rudath 0eapo B Ta300eIpeHHOM cycTaBe. Tak-
’Ke OBUIO 3aMEYEHO, YTO JICTH CTAJId OTBOAMUTH PYKH JI0 TOPU3OHTAIBLHOTO MOJIOXKE-
HUSl, CTHOATh M pa3ru0aTh pyKy B IUIEYEBOM CyCTaBe.

VY omHOTO pebeHKa CTapIIero IMKOJILHOTO BO3pacTa MPEKPATHINCH TPEMOP
PYK H TOJIOBEI, a TaKXke (DacIUKyJISIpHBIC TTOACPTHBAHUS B IEPUOPATHHBIX MBIIIIAX.

Ha ¢done neyenns mpenmapatom HycwHepceH oTMedanach MONOXHTEIbHAS
JIMHAMUKA B BHJIE IOCTENEHHOTO HAapacTaHUs MBIIMICYHOW CHJIBI, YJIYYIIEHUS
MBIIIEYHOTO TOHYCA, MOXOJAKH, KOOPIWHALMU M TMOSBICHUS HOBBIX MOTOPHBIX
HaBBIKOB.

Cpennsist ucxomguas omnenka mo mkanre HFMSE y manueHToB JeTCKOro BO3-
pacTta 10 MOMEHTa Hauaja MMaToreHeThYeckoi Tepanuu HycuHepceHOM cocTaBuia
19 + 1,29 Gamna, gepe3 Toj Mocie Havajla MaTOTeHETHIeCKOW Tepanuu HycuHep-
CEHOM cpejHss oleHka ctana 21,1 £ 1,16 6amia, 4To MPOSIBIAIOCH MOJIOKUTEIb-
HOIl NMHAaMUKOW B BHJI€ IOCTEIIEHHOI'O HApacTaHUs MBIIMIEYHON CHUJIBl y nAeTed
co CMA [-III tumos. B 2022 r. ouenka cocrapmuseT yxe 22 + 1,13 6amna, uto npo-
SIBJISIETCS] B YJIYUIIEHUH MBIIIEYHOTO TOHYCA, MOXOJKH, KOOPAUHAIIUU U TOSBIIE-
HUW HOBBIX MOTOPHBIX HaBHIKOB y nmeteit co CMA I-III tunos (puc. 5). Kpome To-
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TOo, pOAUTEIN U 3aKOHHBIC MPEACTABUTC/IN MMAIUECHTOB OTMEYAIOT MOJIOKHUTCIBHYIO
JMUHAMHKY, CBS3aHHYIO C YBEIMYCHHEM BBIHOCIMBOCTH MAIMEHTOB JAETCKOTO BO3-
pacta co CMA BO BpeMs ITPOBEICHUS PEaOMIINTAITMOHHBIX MEPOTIPHUATHI.
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Puc. 5. Jlnarpamma o1ieHKM MOTOPHBIX (GyHKIMH 1o mkaie HFMSE
y 00cTiefOBaHHBIX MAMEHTOB JieTcKoro Bo3pacta co CMA [-III Tumos,
MOJTyYaroIKX Tepanuio npemnaparom Hycunepcen

O6cy:xnenne

IIpu cpaBHEeHMH HCCIIEOBAHHBIX MAIIMEHTOB JETCKOTO Bo3pacta co CMA mo
TeHJepHOMY NpU3HAKy OOHApYXKEHO, 4TO JEBOYEK OBUIO B 2 pa3a MEHBIIE, YeM
ManpurkoB. OOHapykeHO Tarke, uTo yamie Bcero Berpevancs Il tun CMA, a IV
TUT JaHHOTO Op¢aHHOTO 3a00JIEBaHMs HE ONPEeIsICS Y W3YYCHHBIX MaIleHTOB
nmerckoro Bo3pacta. Jereit ¢ I tummom CMA Ob1T0 B 3 pa3a MEHbIIIE, YeM JCTEH CO
II Turiom, u B 2 paza MeHsIe, yem narnueaToB co CMA 111 tuna.

N3zyuas Bo3pacT 00cielOoBaHHBIX MAIMEHTOB K Hayaly MaTOT€HETHYeCKOH
Tepanuu, 3aMEeTHIM, YTO Tepamus mnpenaparoM HycuHepceH Ha3zHadanach IETSIM
co CMA I tuma B 6onee panHeM Bozpacte (30 Mecsien), ueM narnueratam co CMA
III Tuma (99 mecsner) u Il Tama (123 mecsma).

CMA I tuna umenach y 1 mampunka (100 %), II Tun npexncrasien 2 mMaib-
gukamu (67 %) u 1 neBouxoii (33 %), B Il Tune MaapYuKOB U AEBOUYEK PABHOE KO-
nruectBo (50 %).

Mortopusie ¢pyakmmu 1o mkaine HFMSE y o0ciienoBaHHBIX MalueHToB IeT-
ckoro Bo3pacta co CMA [-III Tumnos, nonydammux Tepanuio mnpenapatom Hycu-
HEpCEH, UMeNN MOJOKUTENbHYI0 AUHAMUKY: ¢ Mas 2020 r. mo HosiOps 2022 r.
OlLIeHKa Bo3pocia Ha 3 Oana.

3akaouenue

Cpenu obcnenoBanHbIxX jetei T. [Tenssl co CMA neBoyek oka3anoch B 2 pa-
3a MEHBIIIE, YeM MaJIbUHKOB.

B 50 % cirygaeB y manieHToB A€TCKOTO Bo3pacTa BeisBIsuIcs Il T CMA.

[Tatorenernyeckas Tepamusi mnpenaparoM HycuHepceH Obuta Ha3HaueHa
U3Y4YEHHBIM MMallMEHTaM OIHOMOMEHTHO B Mae 2020 r.
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[IponemoucTpupoBaHbl 3PPEKTUBHOCTL U OE30MACHOCTh IPUMEHEHHMSI TIATO-
TeHEeTUYEeCKON Tepalruu npenaparoM HycuHepceH y mannueHTOB IETCKOTO BO3pacTa
CO CITMHAIBHOW MBIIedHOU aTpodueit [-111 THIOB B pa3HBIX BO3PACTHBIX TPYIITax
B KIIMHUYECKOM MPAKTHUKE.

JmHamuueckoe HaOMIOACHNE 3a TMAIIEHTAMH JIETCKOTO BO3PAcTa IO3BOJUIIO
BBISIBUTE POCT MTOJIOKUTEIBLHOM JAVMHAaMHKH B BUAC IMOCTCIICHHOI'O HapaCTaHUA MbI-
IIEYHOH CHJIBI, YIYYIIECHHUS MBIIIEYHOTO TOHYCA, TOXOAKH, KOOPAWHAIINH, TIOSBIIe-
HUS HOBBIX MOTOPHBIX HABBIKOB M MICUE3HOBEHHS TPEMOPa PYK M TOJIOBEI, (PACIIUKY-
JISIPHBIX TIOACPTUBAHUN B TIEPUOPATBHBIX MBIIIIAX, YTO MMOJITBEPKIACTCA O0BEKTHB-
HOW OIICHKO TI0 TIIKaJIeé MOTOPHBIX QYHKIMH 001pHHIIEI XamMmMepemut (HFMS).

Takum obpaszoMm, BBeAeHHE Mpemnapara HycuHepceH B MaTOT€HETUYECKYIO
tepanuio CMA y manueHTOB JETCKOTO BO3pacTa OKa3blBaeT CYIIECTBEHHOE BIIU-
SHHE Ha Ka4eCTBO WX XU3HU. KOMIUIEKCHBIA TOIX0/ K Teparuy MalueHTOB JIeT-
ckoro Bo3pacta co CMA, Bkitouaronuii B ce0si MaTOTCHETHYECKYI0 TEPAIUI0 U
MYJBTHIUCIUTUIMHAPHOCTh, CHOCOOCTBYET MOCTIKCHHIO JIYYIIUX DPE3yJIbTaTOB
JICUCHUS.
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