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IIpokcuManbHas CIMHAJIBHAS MbIIIEYHAsI ATPOGHS 5 — AyTOCOMHO-PeNeCCHBHOE HEPBHO-MbILIEYHOE 3200/IeBaHNe, XapaKTepu-
3yioleecst MPOrpeccUpyoNMMHA CUMITOMAMY BSUIOTO MAPAJIMya U MbllleyHo# aTpoduu BejeACTBHE JereHepanuu ajibga-MoToHeii-
POHOB NepeaHNX POroB CIIMHHOrO MO3ra. 3a00/IeBaHie BbI3BAHO OTCYTCTBHEM IMOJHOLEHHOro (pyHKIMoHAAbHOro 0eaka SMN u3-3a
TOMO3UTOTHOM Jejiend 9k30Ha 7 B rene SMNI. Jloaroe BpeMsi ciMHAJbHAS MbllleyHasi aTpodusi ObLIa Beaylieil reHeTHYeCKOoi
NPUYMHON MJIaJeHuYecKoii cMepTHOCTH. C BHEJIpPEHHEM COBPEMEHHBIX MATOT€HETUYECKHX METONOB JieueHHs, Momupuumpyommx
TeyeHne 3a00J1eBaHUs, MOBBILAIOTCS NPOJOIKUTEILHOCTh M KAYECTBO JKU3HU MALNMEHTOB, «CTUPAIOTCS TPAHUIBI> MEXKAY THIAMU
CNMHAJIbHOI MbIIEeYHOi aTpodun, opMupyoTcs HOBbIe (heHOTHIBI. B CBS3H ¢ 3THM MEHSIOTCS MOAXObI K BEJIECHHUIO NANMEHTOB,
B TOM YHCJI€ MOAXO/IbI K OLEHKE ¥ KOPPEeKIUH PecnMpaTopHbix HapymeHuii. [IpoBenensl 0030p 10CTYNHOI MEANIMHCKO# IUTEPATYPbI
W aHAJIM3 KIMHAYECKUX MCCJIEOBAHMII 0 CIMHAJILHOI MBIIIEYHO! aTPO(MH MPH €CTECTBEHHOM TeYeHHH 3200JIeBaHNS U B CIyYae
NpUMeHeHus ATOreHeTHYECKUX NMPEenapaTos ¢ YNOPOM HA COCTOSIHHE PECTIMPATOPHON CHCTEMBI.

Karouesvte croea: demu, npoKCUMAnbHas CRUHANbHAS MbIUEYHAS ampo@us 5q, pechupamopHas noooepiucKa, HeuH8a3ueHas UCKyCc-
CMBeHHAs GeHMUNAUUS NeeKuX, wKana oyenku GSR, nympumuenas noddepicka.

Ansa umtupoBanus: PacternHa C.E., Bnogasey [.B., MusepHuukwii (O.J1. @yHKUMOHA/ILHOE COCTOSIHUE PECNPATOPHOVM CUCTEMBI MPU MPOK-
CcUMasIbHOV CrIMHaIbHOW MbILLUEYHOV atpogun 5q: OT eCTeCTBEHHOM NCTOPUN Te4eHus 3ab0s1eBaHNs K 3pe naTtoreHeTuyeckor tepanuu. po-
6nembl v oxvaaHus. Poc BecTH nepuHaton n neamatp 2024; 69:(4): 16-30. DOI: 10.21508/1027-4065-2024-69-4—16-30

Proximal spinal muscular atrophy 5q is an autosomal recessive neuromuscular disease. This disorder is characterized by progressive
symptoms of flaccid paralysis and muscular atrophy due to degeneration of a-motor neurons in the anterior horns of the spinal cord.
The disease is caused by the lack of a fully functional SMN protein due to homozygous deletion of exon 7 in the SMNT gene. For
a long time, spinal muscular atrophy was the leading genetic cause of infant mortality. With the introduction of modern pathogenetic
treatment methods that modify the disease, the duration and quality of life of patients increases, and a “blurring of boundaries”
between types of spinal muscular atrophy and the formation of new phenotypes happens. In this regard, approaches to patient man-
agement, including approaches to the assessment and correction of respiratory disorders, are changing. The review of the available
medical literature was conducted. The clinical studies on spinal muscular atrophy in the natural course of the disease and with the use
of pathogenetic drugs were analyzed, as well as the data on the state of the respiratory system of the patients.

Key words: children, proximal spinal muscular atrophy 5q, respiratory support, non-invasive ventilation, GSR rating scale, nutritional support.
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pPOKCHMaJIbHAsA CIMHAJbHAS MBIIIEYHAsd aTpoO-
dus 59 — TIKEI0e ayTOCOMHO-PELECCUBHOE
HEPBHO-MBIIIIEYHOE 3a00JIeBaHNE, XapaKTEPU3YIOIIEeCs

MPOTPECCUPYIONIMMU  CUMITOMAMU BSIJIOTO  Mapajinya
U MbIIIEYHO# aTpodru BCIeCTBUE IereHepaluy anbda-
MOTOHEHPOHOB TIepeHUX POTrOB CIMHHOIO MO3ra.
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Pacmeauna C.E. u coaem. DyHKIMOHATBHOE COCTOSIHIE PECITMPATOPHOI CHCTEMBI TIPY MPOKCUMAIIBHOI CITMHAIBHOI MbIIIeYHOI aTpodun 5q...

PacnipocTpaHeHHOCTh CIMTUHAIBHON MBIIIEYHON aTpo-
¢um cocrasisier 1 Ha 6000—10 000 HOBOpOXKAEHHBIX [1].

CnvHalbHas MBbIIIeYyHast atpodusl TMpPeACTaBIsIeT
coboitf 3ab0jieBaHME, BBI3BAHHOE TOMO3UTOTHON Jefie-
uueir win Mmyrtanueir B reHe SMNI u coxpaHeHUEM
ONHOM WJIM HECKOJbKUX KOMUIA TMOYTH HUACHTHUYHOTO
reHa SMN2. OH Takxe KonupyeT 6es1ok SMN, HO oT/In-
yaetcst oT SMN1 3aMeHo#l HyKJIEOTUIOB, KOTOpasl Mpu-
BOAUT K MWCKIIOYEHUIO 3K30Ha 7 mpuMepHo B 90%
TPAHCKPUIITOB W TMPOAYKIUU HeDYHKIMOHUPYIOIIETO
YKOPOYEHHOTO 0ejKa, KOTOPBI OBICTPO AeTpamupyerT.
Takum 00pa3oM, MPOMCXONUT CHUXEHUE BKCIpec-
cuu TIoJIHOpa3MepHoro O6eiaka SMN kak B OBUTaTeNlb-
HBIX MOTOHEMPOHAX, TaK U BO BCEX KJIETKaX OpTaHM3Ma,
YTO TPUBOAUT K PA3BUTHIO KIMHUYECKMX CHUMITTOMOB
3aboseBanus. [1pu a3ToM KommyecTBo Kormii reHa SMN2
CIYXWUT OCHOBHBIM MOAUMUIMPYIOIIUM 3a00jIeBaHNe
¢akTOpOM M 0OpaTHO TMPOIOPLMOHATBHO KJIMHUYECKOMN
TSDKECTH TedeHus 3a0oeBaHus [2].

IMpn ecTecTBEeHHOM TE€YeHWM TTOATUITHI CITUHABHOM
MbIIIIeYHO# aTpodun kiaccuduumrpoBaiuch ot 0 mo 4
B 3aBUCUMOCTH OT BO3pacTa Havasia 3a00JIeBaHusI, TSKe-
CTU T€YEHUS W MAKCUMaJbHO TOCTMTHYTBHIX IBUTATETb-
HBIX Bo3MoxkHocTeit [1, 3] (ta6u. 1). [Ipu cnuHanbHOMI
MbIIlIeYHO# atpoduu 4-ro Tumna 3adoseBaHue MaHUDe-
CTUPYET BO B3POCJIOM BO3pacTe, OTMeYaeTCsl camast Jier-
Kasi popma 3abosieBaHMSI. B mociienHee Bpemsi HaOJiO-
JaeTcsT TEHIEHIUST KIAaCcCU(PUIIMPOBATh MAIlMEHTOB CO
CMMHAJTBHOM MBIIIEYHON aTpodueit 1mo ux (GyHKIIMO-
HaJIbHBIM BO3MOKHOCTSIM: JIESKAUU I, CUASTINN WIIA XOIsI-
yuii mauueHT [3].

Ilen» 0030pa JuMTEpaTypbl: OIIEHKA COCTOSTHUS
pecrupaTopHOil CUCTEMBI Y TTALIMEHTOB CO CITMHATLHOMI
MBIIIEYHON aTpodueil, TONydyaloluX IaToreHeTHYe-
CKYIO Tepamnuio, U CpaBHEHUE pe3yJbTaTOB C JaHHBIMU,
MTOJTYY€HHBIMU Y TTAIIMEHTOB CO CITMHATLHON MBIIIIEYHOM
aTpodueii Tpu eCTeCTBEHHOM TeUeHUH 3a00JIeBaHUSI.

HcTouyHnKaMu JOaHHBIX Ui 0030pa JIUTepaTyphbl
MOCTAYXWJIM ~ MaTepuajabl  HAYYHBIX  MCCIIeOBaHUIA
M CHUCTeMaTHMYEeCKNX 0030pOB, OMYyOJIMKOBAaHHBLIE B 0a3e
nmaHHbIX Pubmed, a Takke MaTepualibl, TIpencTaBIeHHbIE
B KJIMHUYECKUX pekoMeHpanusx M3 P® no cnuHaib-
HOI MBIIIIEYHOM aTpo(PUM U pyKOBOJACTBAX 1O pecrupa-
TOPHON TIOIAepKKe MAllMeHTOB ¢ HEPBHO-MBIIIIEUHBIMU
3a00JIeBaHUSIMU. YYaCTHMKAMU JAaHHOTO CUCTEMaTH-
YeCcKOro 00630pa CTajli MalMeHThl JETCKOTO BO3pacTa co
CIIMHAJIBHOM MBIIIEYHOI aTpodueid.

IMpn Bcex TUIAxX CIMUHAJIBHOM MBIIIEUHOM aTpoduu
MpU €CTECTBEHHOM ee TeUeHWM BCIIEACTBUE AeTeHepa-
IIMM JIBUTATEIbHBIX MOTOHEMPOHOB TIEPEIHUX POTOB
CIMIMHHOTO MO3Ta B TATOJIOTMYECKUIA TIporecc aTpoduu
MBIIIIEYHBIX BOJIOKOH BOBJIEKAIOTCSI OCHOBHBIE TPYITITBI
MBI, YYACTBYIOIIMX B akTe nObixaHus. [lpu 3ToM
MEXaHU3M HapyIlleHUs ABIXaHWS W CTereHb Topaxke-
HUST MOTYT pa3inyaThCs B 3aBUCUMOCTU OT THUIIA CITU-
HaJIbHOW MBIIIEYHOM aTpoduu, cTaauud 3a0oJeBaHUs,
HaJIMYUs WJIM OTCYTCTBUSI IAaTOT€HETHUYECKOU Teparvm.

Y nauveHToB €O CIUWHAJbHOW MBIIIEYHON aTtpodueit
BhIpakeHa CJIabOCTh MeXpeOepHBIX MBI, O0eCrneum-
BAIOILIMX BBIIOX, YTO MPUBOAUT K PA3BUTUIO aJIbBEOJISIP-
HOW TUITOBEHTWJISIIMU ¢ (DOPMUPOBAHUEM TUTIEPKATTHUU
1 Hed(hGEKTUBHOCTY KaILJIEBOTO TOJYKA. DTO OOYCIOB-
JINBAeT 3aCTOi JIETOUHOTO CeKpeTa WM BO3HUKHOBEHME
pPeLMINBUPYIOIIMX UH(MEKIIUN pecrmupaTOpHOTro TpakTa,
OBICTpOE MPOrpecCUpoBaHUe AbIXaTeJIbHON HEIOCTaTOu-
HocTu. ['MmoBeHTWISILIMS, OOYCIOBIEHHAs] HApyllIEHUEM
NbIXaHUsI, TIepBOHAYaJIbHO pa3BMBAETCs B TEPUOJ CHA,
YTO HEPENKO MPUBOIUT K PA3BUTUIO alTHO3, HO TTO3HEe
MOXET TOSIBIITLCS U B THEeBHOE BpeMd [ 1, 4, 5].

Ha npixarenbHyto QyHKIINIO y TAIIMEHTOB CO CITUHAb-
HOI MBIIIIEYHOH aTpodueil TakKe BIUSIIOT IPOrPeccupo-
BaHWE CKOJINO3a, YCujeHue aedhopMaliii TO3BOHOYHMKA
¥ BTOpUYHas aedopMalus TpyaHoOi KIeTKU. Y Bcex aeTeit
CO CIMUHAJILHOW MbIIIeYHOM aTpodueit 1-ro u 2-ro TUIIOB
MPU €CTECTBEHHOM TeUEeHUH 3a00JIeBaHUSI M3-3a MbIIIECY-
HOIl c1aboCcTh pa3BMBAETCS CKOJIMO3, YTO TIPUBOAMUT
K CMEIIeHNIO OPraHOB TPYIHOW KJIETKU U auacdparMbl,
CHWXKEHUIO DPACTSDKMMOCTM TPYIHOM KIIETKM, a TakKxe
MPOUCXOAUT 3HAUUTEJIbHOE YMEHBIIEHWE KU3HEHHOM
€MKOCTH JIETKUX 32 CUET UX aCUMMETPUYHOTO BO3AYyXOHA-
MOJTHeHUS U epopMaliuu. Y aeTeil ¢ paHO MOSIBUBIIEICS
CKOJIMOTUYECKOU nedopmMaliueii MOXeT pa3BUThLCSI TUIIO-
ruasust Jerkux. [lpu ckoimose yBeauuymMBaeTcss 0ObeM
(hbU3MOTOTMYECKOr0 MEPTBOTO MPOCTPAHCTBA, YTO TTPUBO-
AT K BO3paCTaHUIO SHEpro3arpar MalureHTa co CIIMHaIb-
HOI MBIIIEYHOM aTtpodueil TIpu AbIXaHUW, a CHUXKEHUE
OTHOIUIEHUS XKM3HEHHOI EMKOCTH JIETKHUX K 00beMy MepT-
BOTO TIPOCTPAHCTBA YBEJIMYMBAET PUCK 3aepKKU B Opra-
HU3Me YIJIEKUCIIOTo Ta3a (TUTiepKarHum) [6].

VY nauyeHToB CO CMMHAJBHONM MbIIIEYHON aTpodueit
TakXKe 4acTO TOPAKaIoTCs S/Ipa, pPacloIOXEHHbIE B MPO-
JIOJITOBAaTOM MO3re, OTBEYalolre 3a padboTy OyabOapHbIX
MBIIIILI, YTO MPUBOAUT K HAPYILIEHUIO aKTa rIoTaHust. Tpy-
HOCTH C IJIOTAHUEM MOTYT MPOSIBUTHCS B PAHHEM T'PYIHOM
BO3pacTe, WX 4YacTOTa YBEJIWUMBAETCS TT0 Mepe HapaCTaHUS
MBILIEYHOM CJTa00CTH, YTO TIPUBOIUT KaK K HEIOCTaTOY-
HOMY 00beMy MUTaHUSI ¢ (POPMUPOBAHUEM OEITKOBO-3HEp-
TeTUYECKON HEeMOCTaTOYHOCTU, TaK U K aclMpaluOHHBbIM
HapyleHUsIM. XpOHUYECKUI acCTTMPallMOHHbBIA CUHIPOM,
XapaKTepHbBI IS MHOTMX TIAlIMEHTOB CO CIMHAJIbHOM
MBbILIIEYHOM aTpocdueii, 00yCIOBIeH HapyIIIeHUEM JesITe b~
HOCTH MBI TVIOTKA U TOPTAHU B COYETAHUU C HETIPOIYK-
TUBHOCTBIO KalllJIsl, YTO BeAET K OOCTPYKIIMU U BOCTTAJICHUIO
NIIXaTeJIbHBIX TTyTe 1 HapacTaHWIO PECTPUKTUBHBIX Hapy-
meHuii. TToBropsiromecs: acrupanydyu TPUBOIAT K pPelru-
NVBUPYIOIIMM TTHEBMOHUSIM, (POPMUPOBAHUIO OPOHXOIK-
Ta30B 1 (prOpo3a JerouHoM TKaH! [6].

Ilpu ectecTBeHHOM TeueHUM 3a00JIeBaHUS Yy TAllU-
€HTOB CO CIMHAJbHON MBIIIEYHON aTpodueii 1-ro Thma
NbIXaTeJbHasl HEeIO0CTaTOUHOCTh Pa3BMBAETCSI Ha TIEPBOM
Troy >XM3HMW, a Yy MallMeHTOB CO CITMHAJIIBHON MbIIlIeY-
HOIl atpodueit 2-Tro TUMa — Ha BTOPOM-TPETHEM TO/ax
KaK OCJIOXXHEHWE MO MEPE MPOrpecCUPOBAHNSI OCHOBHOTO
3a00JIeBaHMSI C HapacTaHWEM CKOJIM03a TTO3BOHOYHMKA
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U BTOPUYHOM nedopMaliuy rpyIHON KJIETKU WIK Ha (hoHe
MHOEKIIMN HKHUX AbIXaTeIbHBIX ITyTel. Y MaiMeHTOB CO
CIMUHAJILHOW MBIIIIEYHON aTpodueii 3-ro Tuma, Kak mpa-
BWIO, TIPOOJIEM C JIbIXaHUEM HET, HO JbIXaTeIbHash HeI0-
CTaTOYHOCTb MOXKET Pa3BUThCSI Ha (DOHE TIPUCOETMHEHMSI
OCTPBIX pecrnupaTtopHbiX MHGeKnii. Hapymenus: apixa-
HUSI — OCHOBHasl TIpUYMHA BOZHUKHOBEHMST OCJIOKHEHU
U CMEPTHOCTH y MAlMEHTOB CO CITMHAJIBLHOW MbIIICYHOMN
arpodueit 1-ro u 2-ro TUIOB; KPOME TOTO, OHU TaKXKe
MOTYT pa3BUBATLCS Y OTAEJIbHbBIX MAIIMEHTOB CO CITMHAb-
HOI1 MbIlIIeuHO# atpocdueit 3-ro Tuna [1, 4, 5].

Jonroe Bpemsi cnvHalbHasi MbIllIeYHast aTpodus
1-ro Tura Oblaa Beayllell TeHeTUIECKOW MPUIMHON MJla-
NIEHYECKON CMEpPTHOCTM. MHOIMM TlallMeHTaM Jaxe
HE YyCIieBaji YCTaHOBUTb W T€HETUYECKU TONTBEPIUTH
nuarHo3. OHM HYXIaIWCh B TAJUIMATUBHOW TTOMOIIMU
yXe Ha TiepBoM rofay xwusHu [7]. Hezamonro no mosipie-
HUST COBPEMEHHBIX MTaTOTEHETUYECKUX METO/IOB JISYSHUSI,
MoauduUIMpyIIMX 3a00jieBaHUe, ObLIO MWHUIMUPOBAHO
HECKOJIbKO KJIMHUYECKUX MCCIETOBAaHUN €CTECTBEHHOTO
TEYEHUsI pa3HBbIX TUIIOB CIMHAJBHOW MBIIIEUYHONM aTpo-
¢un (Tabm. 2).

Ob30Pbl JINTEPATYPbI

B nccaenosanne PNCR, mpoBeneHHoe B Tpex IIeH-
Tpax B CIIA, ObuM BKIIOYEHHI 34 MaliMeHTa CO CITH-
HaJIbHOM MBIIIEYHO! aTtpodueit 1-ro Tura, KOTOpbIe
HaXOOWINCh TT0J HaOmoaeHneM B TeueHue 36 mec; 50%
BKJTIOYEHHBIX TTALIMEHTOB 3aBEPIIVIN TT0 KpaifHell Mepe
12-mecsaunoe HaOmomeHne. CpemHUIT BO3pacT CMEPTHU
WU TOCTVKEHMS MOTPEOHOCTH B TIOCTOSTHHOM BEHTUIISI-
LU JIETKUX (OTIpeaesIsieMOit KaK TOTpeOHOCTh B HEMHBA-
3UBHOI BEHTUJISILIUY JIETKUX HE MeHee 16 4 B IeHb B Teue-
HUe He MeHee 14 nHeit) y MilaneHUEeB ¢ IBYMSI KOIUSIMU
reHa SMN2 (n=23) cocrasun 10,5 mec. Jdns neteit co
CMIMHAJILHOW MBIIIEYHOM atpodueii 1-ro Tuma cpemnHui
BO3pacT Havajla HYTPUTUBHOW TOAIEPKKU (YCTaHOBKA
Ha30TacTPaJIbHOTO 30HJAa WM TaCTPOCTOMBI) COCTABWII
8 Mec, a BEHTWJIAIUMU JIETKMX HEWHBAa3WBHBIM ITyTEM
wim yepe3 Tpaxeoctomy — 11 mec. Bce maiyeHTsI B BO3-
pacte crapiie 12 Mec Ha UCXOTHOM YPOBHE HYXIAJIUCh
B HYTPUTUBHOM MTOAIEPKKE UM OTHOBPEMEHHOM HYTPH-
TUBHOM M pecrMpaTOpHO TTommepxkKe [8, 9].

B knunaunueckoe uccinenoBanue NeuroNEXT Obutn
BKJIIOYEHBI 26 aeTeld Miaame 6 Mec ¢ TeHeTUYeCKU
MOATBEPKIEHHBIM JIMATHO30M CITMHAJBHOM MBbIIIIeY-

Tabauya 1. Knuanyeckas kinaccugukanus cnuHaIbHoi Mbimewynoii arpodun (CMA) npu ecTeCTBEHHOM TedeHHH 3200J1eBaHUS
Table 1. Clinical classification of spinal muscular atrophy in the natural history of the disease

OxuaeMas NpoI0KUTETbHOCTD

Tun CMA Bospact nedrora JIBUraTe/ibHbIe HABBIKU
KHU3HHU
CMA 0 BryTtpuyrpo6HO o 6 mec Her
HecrnocoOHOCTb 1epXarth roJIoBY,
CMA 1 (OMIM#253300) o 6 mec Mo 2 net TepeBopaunBaThCs, CUAETh Oe3 MO~
TIEPXKKU

CMA 2 (OMIM#253550) 6—18 mec 70% noxwuBarot 10 25 et CriocoOHOCTh CUIETh 0€3 MOIIEPKKHI
CMA 3 (OMIM#253400) Crapuie 18 mec 10—40 et mocne MaHubecTauu LRI Creus 1L

0e3 MOAACPXKKU

Tabauya 2. ViccnenoBanus eCTECTBEHHOTO T€UEHNS CIUHAJILHON MbineyHoi aTpodun (CMA)

Table 2. Natural history studies of spinal muscular atrophy

Tun
Uccnenosanue Tonmpt Crpana
i CMA JIb] P
PeTpocriekTuBHOE MHOTOLIEHTPOBOE MCCIIEI0BAHNE, BBITIOJHEHHOE IyTeM
cOopa TaHHBIX U3 PA3TUUYHBIX CYIIECTBYIOIIMX KPYITHBIX MHOTOLIEHTPOBBIX 2010—
6a3 maHHbIX (PNCR, Pediatric Neuromuscular Clinical Research Network, 1-it 2014 CIIA u Utanus
aHnI. — CeTh KIIMHUYECKUX UCCICTOBAHUI IETCKOM HEPBHO-MBIIIIEYHOM
cuctemnl) [8, 9]
JmuTenbHOe MHOTOIIEHTPOBOE MTPOCTIEKTUBHOE UCCIIEIOBAHUE ECTECTBEH -
HOro TeueHust 00Je3HM, BbinojJHeHHoe B ceTh NeuroNEXT (Neu- 2010—
roNEXT, The National Network for Excellence in Neuroscience Clinical 1-i1 2012 CIIA
Trials, anrn. — HanroHasnbHast CETh MEPEIOBOTO OMbITAa B 00JIACTU KIMHU-
YeCKMX MCITbITAHUM B 001acTy HeBposioruu) [10]
benbrust, bpazunus, Uta-
Anchovy — r1o6ajbHOe MHOTOLIEHTPOBOE, 0030pHOE UCCIeq0BaHNE, .
. 2008—  nus, Kurait, [Tonbina, Poc-
LIeJIBI0O KOTOPOTO OBLIO ONMKcaHue ecTecTBeHHOro TeueHust CMA 1-ro 1-i1 2017 ez O, Thais, Ghms
TUIIA B pa3JIMYHBIX CTpaHax Mupa [4] HP’IH XopisaTyI/II);{ HliIOHII)/IH
9 b
NatHis-SMA (NatHis-SMA, Natural History Spinal Muscular Atrophy,
aHr1. — EcTecTBeHHAs UCTOPUST CTMHATBHOM MBIIIEYHOM aTpodun) — .
p Tpodin) 2-it 2015—  Benwrus, @pannus, ['epma-
00CepBallMOHHOE UCCIIEIOBAHUE, B X0JIe KOTOPOTO MCCIIeA0BATEIN W3- 2018 st

MPOBOAWIIM ONMCcaHKe ecTecTBeHHOro TeueHusi CMA 2-1o u 3-10 TUIIOB

y MaiueHToB B TeueHue 24 mec [11]
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Pacmeauna C.E. u coaem. DyHKIMOHATBHOE COCTOSIHIE PECITMPATOPHOI CHCTEMBI TIPY MPOKCUMAIIBHOI CITMHAIBHOI MbIIIeYHOI aTpodun 5q...

Hoit atpoduu (20 maueHToB ¢ 2 KonusiMu reHa SMN2
u 6 manueHToB ¢ 3 wim 4 xomusMu reHa SMN2) u 27
JeTelt M3 KOHTPOJBHOW Ipymibl Miaame 6 mec. Mccie-
JIOBaHKE TIPOBOAMJIOCH B TeUEHUE TMEPBBIX 2 JIET KU3HU
nauureHToB. KoHeuHast Touka BbKMBAeMOCTH OTIpeiesisi-
JlIach KaK CpeTHUI BO3pAcT HA MOMEHT CMEPTU WJIM HE00-
XOJIMMOCTHU B TIOCTOSIHHOW PECIMPATOPHON TOAIEPKKe
MOCPECTBOM 3HI0TpaxeaJbHO MHTYOAIIMU U COCTaBUIIA
y AeTelt Co CMMHANIbHOM MBIIIIEYHOM aTpodueii 1-ro Tuna
¢ nByms konusimu reHa SMN2 8 mec. B rpynne naum-
€HTOB CO CITMHAJILHOW MBIIIEYHOI aTpodueii ¢ 3 mim 4
kornusimu reHa SMNZ2 onuH ManMeHT CKOHYaJCs B BO3-
pacte 10 9 Mec XM3HU, a OCTaBIIMECS S5 TalMeHTOB
NIAaHHOM TPYMIbl AOXWIM 10 24-MeCcSYHOro Tieprojaa
OKOHYaHus uccienoBaHusi. M3 20 mMiaaeH1eB co CIU-
HaJIbHOW MbIIIIeYHOM aTpodueii ¢ 2 KonusiMu reHa SMN2
BO BpeMsl BKJIIOUEHMSI B McclieqoBaHue 9 mostyyany rnuTa-
HUE 4epe3 raCTpOCTOMUYECKYIO TPYOKY. MiameHIIbl co
CMUHAJIBHOW MBIIIIEYHOM aTpodueii, Mo CpaBHEHUIO
C KOHTPOJILHOM TPYMIIOi, OBICTPO TEPSIIN JBUTATETbHbBIC
(yHKIIMM K BO3pacTy 6 Mec U TIPOAOJIKAIN TePATh (DYHK-
LIVM B TeUeHME TIepBhIX 2 j1eT xu3Hu [10].

B 17106a715HOM MHOTOIIGHTPOBOM OO030pHOM HCCIIE-
JIOBAaHWM €CTECTBEHHOTO TEYEHUSI CIIMHAIbHOW MBIIIIeU-
HoO#l atpoduu 1-ro TUIa B pas3IMYHBIX CTpaHaX MHUpa
non HazBaHrueM ANCHOVY Obliu TpoaHaJM3upoOBaHbI
JAaHHbIE MEIULIMHCKUX KapT 60 MalMeHTOB ¢ TeHeTUYe-
CKM TIOATBEPXKIEHHBIM muarHo3oMm. CpemHuii BO3pacT
neblTa CUMNTOMOB CITMHAJIBHOW MBIIIEYHOUN aTpoduun
coctaBuia 1,6 mec (ot 1 mo 3 mec). IlepBUUHOI KOHEY-
HOIl TOYKOW B JAHHOM MCCJIEIOBAaHUU OBIIO BBIOpAHO
BpeMsl 10 HAaCTYIUIEHWUSI CMEpPTH W/WIM 3aBUCUMOCTHU
OT TIOCTOSTHHOM BEHTWJISILIMU JIETKUX (MOCTOSIHHAsI BEH-
TWISILMST JIETKUX OTpenesisiach Kak HeoOXOIUMOCThb
B HEWHBA3WBHOW BEHTWISLIUM JIETKUX B TedeHUe 16 4
u Gojiee B jeHb Oozee 21 AHS MOAPSIA, WIM MUHTYOALIMSI
0ozee 21 gHS OOpsiA, WJIM HEOOXOIMMOCTD B TPAXeOCTO-
Mun). BTopuyHBIMM KOHEUHBIMU TOYKAaMM OBLIO OTpe-
JeJeHre BpeMeHM Hayvajla pecrupaTtopHoil (6,9 mec)
u HytputuBHOU (8,8 Mec) mommepxkku. M3 25 XuBbIx
MalMeHTOB B HYTPUTUBHOM TMOMAEPXKE B BO3pacTe
12 Mec nyxnamuch 19 (76%). CpeaHuii Bo3pacT HACTy-
TUIEHUSI CMEPTH WJIK TTIOCTOSIHHOW BEHTUJISILIMU COCTaBUII
7,3 (5,9—10,5) mec. Hu onuH mamumeHT He MOT CHUIETh
0e3 MoIep>KKU WX JOCTUYb TAKUX MOTOPHBIX HABBIKOB,
KaK IMoJI3aHNe, CTOSTHUE UK Xonpoa [3].

PesybTathl 1ipencTaBaeHHBIX UCCIEIOBAHUIM 110 ecTe-
CTBEHHOMY TEUEHMIO CITMHAJIbHON MBIIIEYHON aTpoduun
1-ro TMTa XOpOIIIO coracyroTcsl Mexmy coboi. Hu ogun
MaIMeHT CO CITMHAIBHOM MBIIIIEYHO aTpodueii 1-ro Tura
MPU €CTECTBEHHOM TeUeHUH 3a00JieBaHUsI HE MOT CUIETh
0e3 moIepKKU, TI0J13aTh, CTOSITh UJIA XOMUTh. XOTSI CYIIe-
CTBYIOT HEKOTOpPBIE pa3inyusl B OMpeAeSIEHUN TTOIXO/I0B
K HYTPUTUBHOW W PECHUPATOPHOU MOMAEPXKKE MEXIY
WUCCIIEIOBAHUSIMUA, BpeMsl HACTYIJIEHUS 3aBUCHMOCTHU
IIJIS TIAILIMEHTOB CO CIMHAJIBHON MBIIIEYHON aTtpodueit
OT UX IIPOBeACHNS ObIJTO OMMHAKOBEIM |3, 8—10].

B ommuue OT crnMHaNbHON MBIIIEYHOR aTpoduun
I-ro TMMa MalMEeHThl CO CMUHAIBHOW MBIIIEYHON aTpo-
¢dueit 2-ro U 3-TO TUIIOB TIPOTPECCHUPYIOT MeIJICHHEE.
B 2020 r. M. Annoussamy u coaBT. [11] GbUTO OITyOIM-
KOBaHO JIByXJIETHEe OOCEpBallMOHHOE UCCJIeIOBaHKE
NatHis-SMA, B Xome KOTOpPOro HCCJeIoBaTeIn IIPOBO-
WM OTNMCAaHKWE €CTECTBEHHOTO TeYeHMsl y TallMeHTOB
CO CMIMHAJIBHON MBIIIEYHON aTpodueit 2-ro u 3-ro TUIOB
C OLIEHKOM TI0 PeCIMpPaTOPHON (PYHKIIMU U TBUTATEIBHBIM
mikanaM. [1areHTb! ObLTM pasaesieHbl Ha 4 TPYTINbI B 3aBU-
CHMOCTH OT TUTIA CIIMHAIbHOM MBITIIEYHOI aTpomu 1 cTa-
Tyca: 2-ro TMNa ¢ (pyHKIMOHAIBHBIM CTaTyCOM Jiexauue,
2-TO TUMA CUnIgYre, 3-TO TUIA CUSIYUe U 3-TO TUTIA XOJs-
yue. [1pu mpoBefeHUM pa3HbBIX JETOYHbBIX (DYHKIIMOHAIb-
HBIX TECTOB MCCJIeNOBaTeIM OINpeNeIvIi, YTO HaumboJjee
TIOIXOISIIE! OLIEHKOM JISTOYHOU (DYHKIINY Y TAIIMEHTOB CO
CMUHAIBHOW MBILIIEYHOM aTpodueit SIBIISIeTCs OTIpeie/ieHe
(hopCcUpOBaHHON KM3HEHHON eMKOCTM Jierkux. OmHako
KJIMHUYECKW 3HAUMMBIX W3MEHEeHUl (opcupoBaHHOM
>KM3HEHHOW €MKOCTH JIETKMX B TeueHue 24 Mec He HaOJIro-
nanock. Ilo MHEHWIO aBTOPOB, BO3MOXHO, TPUYMHOMN
CITY>KWUJT MaJIblii pa3Mep BBIOOPKHM, a TaKKe TO, YTO MHOTHE
MalMeHThl CO CITMHAIBHOM MBIILIEYHOM aTpodueii peKpa-
TUJIM UcclienoBaHre Mexay 12 n 24 mec 13-3a TOSIBJICHUS
JIOCTYITHOM TTaTOTeHEeTUYECKOM Tepariniu.

OTKpBITHE MOJEKYISIPHO-TEHETUYECKNX MEXaHU3MOB
1 BO3MOXHOCTb CO3/1aBaThb TOUHBIE MOJEJM XXUBOTHBIX
CO CITMHAJBHOW MBIIIEYHOU aTpodueii pUBeIn K pas-
paboTKe TeHHOI U TeHO3aMeCTUTEIbHOM Teparuu, MO~
¢dunupyoonieil TeueHue 3adoneBanus [2]. IlepBbim mpe-
napaToM, pa3paOOTaHHBIM ISl JIeUeHUs TIAllMEHTOB CO
CTMIMHAJILHOW MBIIIEYHON aTpodueit, ObIT aHTUCMBICTIO-
BO# OJIUTOHYKJICOTU HYCUHEPCEH JUISI MTHTPAaTEKaTbHOTO
BBeAeHMsI. HycuHepceH M3MeHsieT CIUIaliCMHT C TreHa
SMN2 wn criocoOcTBYeT BKIIIOUeHNIO 3k30Ha 7 B MPHK,
YTO TIPUBOIUT K DKCIIPECCUM TTOJTHOPA3MEPHOTro Oejka
SMN [2, 12]. Ilpemapar Obl1 omoOpeH YmpaBieHUEM
MO KOHTPOJIIO 3a KayeCTBOM IMIIEBBIX ITPOIYKTOB
un nexkapctBeHHBIX TiperapatoB CIIIA (Food and Drug
Administration, FDA) B neka6pe 2016 r. u EBporteiickum
areHTCTBOM JieKapcTBeHHBbIX cpeacTB (European Medi-
cal Agency, EMA) B utone 2017 r. [2]. B aBrycte 2019 1.
npemapat HycuHepceH ObUT oqoOpeH ISt TIpUMEHEHMUS
B Poccuiickoit ®enepanyu [12]. B HacTosiiee Bpems
B Poccum st ieyeHusl CMHANIbHOW MBIIIEYHOM aTpo-
¢um onoOpeHskI ellle ABa Buaa Tepanuu, MoaupUuIIupyo-
1IMe TeYeHue 3a00JIeBaHUSI: OTHOKpAaTHAasI BHYTPUBEHHAs
reHo3aMeCcTUTeJIbHasl Tepanus — OHaceMHOTeH abemap-
BOBEK M MEPOpabHO BBOAMMBIN MOIMMUKATOpP Cruiaii-
cunra npe-MPHK rena SMN2 pucounnam [13, 14].

OnyO6aMKoOBaHbI Pe3yJbTaThl MPUMEHEHMST TPEX OJ0-
OpeHHBbIX MATOTeHETUYECKUX TIperapaToB sl JICUEHUS
CMUHAJILHOW MBIIIEYHON aTpoduu, B TOM YMUCIIE Pe3ysib-
TaThl OLIEHKW PECIMPATOPHON (YHKIIMU MPU BeACHUU
aKTUBHOTO JUINUTEILHOTO MOHUTOPUHTA. DBOJBIIMHCTBO
WUCCIIEIOBAaHUI  TIPOJEMOHCTPUPOBAIA  TOJIOXUTEITb-
HOe BJIMSIHME Ha OOIIYI0 MBIIIEUHYIO CHUJTy MO CpaBHeE-
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HUIO C €CTeCTBEHHOW HCTOpMeil TeueHus 3abosieBaHUs,
HO pe3yJIbTaThl JIEUSHUSI JISTOYHBIX HapYIIeHWI pa3inya-
smchk. OObIYHO I OlIeHKU 3((GEeKTUBHOCTU TIperapaTa
WCTIONIb3YIOT CJIEOYIOIINe TOKa3aTesn JITOYHOW (DyHK-
LIUU: YaCTOTY BOBHUKHOBEHMUSI IbIXaTeJIbHOW HEMOCTaTOY-
HOCTU U HEOOXOMUMOCTb BEHTHJISILIMOHHON TTOMACPXKKH,
OyIE0apHyI0 TUCHYHKIINIO, HEOOXOIMMOCTb B HYTPUTHUB-
HOI MoiepXXKe M BbDKMBAEMOCTb 0€3 HeXeaTeJbHbIX
cooObiThii. Hanmnune OynbOapHOil AMCHYHKIMU U HEOO-
XOIMMOCTh B HYTPUTHUBHOM TTOMIEPKKE Ba’KHBI ITOTOMY,
YTO OHU OTPAXKAIOT PUCK acNMpalluv U OOIIYI0 CIIOCO0-
HOCTb 3TUX AeTeil pa3BuBaThcs [15] (Tabu. 3).

OlieHKa BJIMSIHUSI TIaTOTEHETUYECKMX TMperapaToB
Ha TeyeHue 3a00J1eBaHMsI CITMHAIbHOUN MBIIIIEYHOI aTpo-
¢um 1-ro TUMa oTpaxkeHa B CIEAYIOIIMX KIMHUYECKUX
uccinenoanusix: ENDEAR, STR1VE, FIREFISH.

B 2017 r. Oblmn omyOGJIMKOBaHBI pe3ybTaThl TPU-
MEHEHUsl MpernapaTa HYCMHEPCEH Ha OCHOBAaHWUM JaH-
HeIX ncciaegoBanusi ENDEAR, kotopoe mpoBomuiaoch
B TeueHue 13 Mmec. B aToM ucciaenoBaHuuM MPUHSIT yda-

Ob30Pbl JINTEPATYPbI

crue 121 mauMeHT CO CHUHAJBHOM MBIIIEYHOM aTpo-
dueii. [TamenTs nmenn 2 kormuu reHa SMN2, mannde-
craius 3a00JieBaHUSI y HUX ObLJIa OTMEUEHa B BO3pacTe
6 Mec WM MEHBIIIE, U Y HUX OTCYTCTBOBAJIa TUTTOKCEMMUSI.
IlepBrUuHOIT KOHEYHOM TOYKOM B HMCCIIEIOBAHWUM OBLIN
BbIOpaHbl (OpMUPOBAHUE JBUTATEJIbHBIX HAaBBIKOB,
a TakXe BBDKMBAGMOCTb 0€3 pecrnupaTOpPHBIX OCIOX-
HEeHMI, ormpeaessieMas KakK BpeMsl 10 HACTYIUJICHUS
CMEPTU U/UIU 3aBUCUMOCTU OT TIOCTOSIHHOW BEHTUJISI-
1 Jierkux. [locrossHHasT BEHTWISILMS JIETKUX OTpese-
JisTach KaK HEOOXOIUMOCTb B TPaXeOCTOMUU WJIW HEUH-
Ba3MBHOI BEHTWJISILIMK JIETKUX B TeUyeHUU 16 4 u Gosee
B JIeHb Oostee 21 qHS TTOAPSII B OTCYTCTBUE OCTPOTO 0Opa-
TUMOTO COOBITUSI. BTOpUUHbBIE KOHEUHBbIE TOYKU BKIIO-
yajayu OOIIYyI0 BBIKMBAEMOCTb M aHAJIU3 BbIKMBAEMOCTHU
6e3 pecrupaTOPHBIX OCTOXHEHUI [16].

Bce nmateHTs ObUIM pa3nesieHbl Ha 2 TPYMIIbI, B OMHY
U3 KOTOPBIX ObUIM BKJIIOUeHBI 80 meTeil, Mmoyydaroiimx
HYCHUHEPCEH, a B ApyTyio — 41 maiyeHT, He MoJTydatoimi
NMaHHBIN Mpenapat (rpymra koHTposst). [To pesynbraram

Tabauya 3. UccnenoBaHus TedyeHUs1 CNIMHAIBHO# MblmeuHoit aTpodun (CMA) Ha ¢oHe maToreHeTHYECKO# Tepanuu
Table 3. Studies of the course of spinal muscular atrophy during pathogenetic therapy

Hccnenoanus Tonpt Crpana
CMA 1 Tumna
ENDEAR CIIA, ABctpanus, benbrus,
Pangomu3upoBaHHOE IBOMHOE ClIeNOe MIale00-KOHTPOIMPYEeMOe Kanana, ®panuus, ['epmanus,
HCCIen0BaHue 10 olleHKe 3(h(EeKTUBHOCTU U 6€30ITaCHOCTUA HYCUHEP- 2014—-2016 Uranusa, Anonus, Oxnasa Kopes,
cena I1I ¢a3sl y neTeit rpymHOro Bo3pacTa co CIIMHAJIBHOM MBIIIEYHOM Wcnanus, senus, Typius,
arpodueii [16] Benukobpuranus
STR1VE-US
OnHorpymmnoBoe oTKpbiToe ucciaeaoBanue 111 ¢a3bl mpuMeHeHUs oHa-
. . 2017—2019 CIIA
CEMHOTEH abermapBOBEK C OHOKPATHOM 10301 y mannmeHToB co CMA
¢ 1 unu 2 xonusimu reHa SMN2 [17]
STR1VE-EU
MHOro1eHTpoBOe OHOIPYIIOBOE OTKPBITOE HccienoBaHue 111 pa3bl 2018—2020 Wramusa, Beaukoopurtanus, ®paH-
MPUMEHEHWSI OHACEMHOTeH abenapBOBeK ¢ OMHOKPATHOMW 103011 s, benbrus
y marmeHToB co CMA ¢ 1 wim 2 konusimu reHa SMN2 [18]
FIREFISH, Part 2 C{_L[A, benvrus, bpazunus,
Kwraii, XopBatus, @pannmus, Mra-
OTKpBITOE MHOTOILIEHTPOBOE MCCIENOBaHUE, COCTOSIIEE U3 ABYX
. qmst, AAnonust, [onwia, Poccust,
yacTeil, HarpaBJIeHHOe Ha U3y4eHue 0€30IMacCHOCTH, IEPEHOCUMOCTH, 2018—2023
CaynoBckas Apasust, CepOus,
(apmakokmHeTnKu, hapMaKonMHAMUKU 1 3 (HEKTUBHOCTH PUCIU- o
N WUcnanwus, LBeituapust, Typuus,
miama y neteit co CMA 1-ro tuma [3, 19]
YkpanHa
CMA 2-10 1 3-r0 TUIIOB
SHERISH " CIIA, Kanana, ®pannus, ['epma-
aHIOMU3UPOBAHHOE MHOTOLIEHTPOBOE IBOMHOE CIIETIOE TIIaleb0-
. Hus, ['onkonr, Utanus, Amno-
KOHTpoJimpyeMoe uccienoBanue [11 a3pl olieHKM KIMHUIECKOM 2014—-2017
Hus, FOxnasa Kopest, Mcrianus,
3 GHEKTUBHOCTU U 0€30ITaCHOCTHU IMpernapaTa HyCMHEPCEeH Y NMallueHTOB
[IBeus
¢ no3aHuM Hayaiom CMA [20]
SUNFISH, Part 2 CILA, benbrus, bpazunus,
MHOroueHTpoBOe, paHIOMU3UPOBAHHOE, TBOMHOE CJIEIOe, Taedo- Kanana, Kuraii, XopBatus, ®paH-
KoHTpoaupyeMoe uccienoBanue I dasbr ahdexkTnBHOCTH 1 6€30- 2016—2020 1w, ['epmanus, Uranus, Snonust,
nacHocty pucauriama npu CMA 2-ro tuna u HeamoOyiaatopHoit CMA IToawma, Poccusi, Cepousi, Mcna-
3-ro Tuma [21] Hus, Typuus, Beaukooputanus
STRONG
OTKpHITOE CpaBHUTENIBHOE MccenoBaHue | (ha3br 6e30macHOCTY 1 Tiepe- 20172021 CILIA

HOCHMMOCTH Tperapara OHaCEMHOTeH abenapBoOBeK ¢ BO3pacTaloLIei
0301 y cunsguux nanueHToB co CMA c¢ 3 konusgmu reHa SMN2 [22]
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KCCIIE0BAHMS K MOMEHTY OKOHYATEJIbHOTO aHaau3a 39%
MJIAIEHIIEB B TpyrIie HycuHepceHa U 68% B KOHTPOJIb-
HOI TpyTIie YMEPJIM WIM TIOJyYald TTOCTOSTHHYIO BCITO-
MOTaTeIbHYI0 BEHTWJISALMIO JeTkuxX. CpemHWil Tepuosn
JI0 CMEPTH WJIM WCMOJIb30BaHUS TTOCTOSTHHOM BCIIOMO-
raTeJbHON BEHTWISLIMU COCTaBUI 22,6 Hell B KOHTPOJIb-
HOI Tpymre ¥ He ObUT JOCTUTHYT B TPYTIIie HYyCUHEpCeHa.
B 1ie;10M pyicK cMEPTH MITH UCTIOJb30BaHMS TTOCTOSTHHOM
BCIIOMOTATeIbHOM BEHTWJIAIIMUA B TPYIIe HyCMHepceHa
6bL1 Ha 47% HIKe, YeM B KOHTPOJIBHOI rpyrime. BeposiT-
HOCTb GECCOOBITMITHOI BBIXKUBAEMOCTH B TPYIIIE HYCHU-
HepceHa Oblla 3HAYMTEbHO BBIIIE, YeM B KOHTPOJBHOM
IpyIIe, 0COOEHHO Cpeay MIIaJCHIIEB, Y KOTOPBIX MPO-
TIOJDKUTETbHOCTh 3a00JIeBaHUST HA MOMEHT CKPWHWHTA
He MpeBbIlaia MearaHy TponokuTeabHoct 13,1 Hen.
K KoHIly uccienoBaHUs yMEPJIO MEeHbIIee YUCIIO TTalu-
€HTOB B TpPYIIIIe HyCMHEpPCeHa IO CPaBHEHUIO C KOH-
TpoJibHOI Tpyrmoii (16% npotus 39%). Takum obpazoM,
PUCK CMEPTH B TPYIIIe HYCHMHepceHa ObUT Ha 63% HITxXe,
YyeM B KOHTPOJIbHO Tpyte [16].

Wcxonst u3 maHHBIX UccaenoBaHust, 15% MianeHieB
B TpyIllie HycHMHepceHa W 8% B KOHTPOJBHOW TPYIIITe
MTOJTyYaIy TIOCTOSTHHYIO BCTIOMOTATEIbHYI0 BEHTHIISIIUIO
JIETKUX B Bo3pacTe 3 Mec, a mpuMepHo 31 u 48% nauueH-
TOB COOTBETCTBEHHO IMOJIyYaau MOCTOSTHHYIO BCITOMOTa-
TEJbHYIO BEHTWISILIMIO JIETKUX B 13-MecsilYHOM BO3pacTe.
B nenom 23% neteii B rpymiie HycuHepceHa 1 32% B KOH-
TPOJIGHOM TpyMIie TOMyYaau TOCTOSHHYIO BCITOMOTa-
TEJbHYIO BEHTUISILIMIO JIETKKX [16].

C 24 oxTs16ps 2017 r. mo 12 Hosi6pst 2019 r. GbLUTO TIPO-
BeneHo uccienosanue STR1VE-US (111 ¢aza) omHOKpaT-
HOTO IMpUMeHeHus Tpernapata OHaceMHOTeH abermapBOBEK
Ha OCHOBaHWU OLIEHKU JaHHBIX 22 TalueHToB. B uccre-
JoBaHWEe OBbLTM BKIIOYEHBI TALMEHTHI CO CIUHAJTBLHON
MBIIIEYHON aTpocdueii 1-To Thma miamiie 6 Mec, UMero-
mye 2 xormmu reHa SMN2. Bce nmanyeHTB COOTBETCTBO-
BaJlM KPUTEPUSIM BKIIOYEHUST: MOTJIM TJIOTATh XKUAKYIO
MUY HAa UCXOTHOM YPOBHE U He HYXXIAJTUCh B HYTPUTUB-
HOW MOAEePKKE MM UCKYCCTBEHHOM BEHTUIISIIIAN JIETKUX.
CpennHuit Bo3pacT npuemMa npemnapata OHaceMHOTeH abe-
mapBoBek coctaBui 3,7 mec (SD=1,6 mec) [17].

ITepBUYHBIMU KOHEYHBIMU TOYKAMU B UCCIIEIOBAHUN
ObTM (DOPMUPOBAHKE JBUTATEIHLHBIX HABLIKOB B BUJIE
CaMOCTOSITENIBHOTO cuaeHUS B TeueHue 30 ¢ MU ToJIbllle
B Bo3pacTe 18 Mec M BBDKMBaeMOCTh B Bo3pacte 14 mec.
BbrKMBaeMOCTh OTpenessiach KaK OTCYTCTBUE JieTalb-
HOTO MCXOJa WJIW TMMOCTOSTHHOM BEHTUJISIIUU (TPaxeocTo-
MUs WM 16-9acoBast exxeTHeBHAsi HEMHBa3WBHAsT BEHTH -
JISUMOHHAS TTOAJEPKKa B TeueHue 14 qHei B OTCYTCTBUE
OCTpOTro 00paTUMOro 3abojieBaHUsS WU Tepuoliepa-
IIMOHHOM BEHTWJIAIMU). BTOpMYHBIMM KOHEYHBIMU
TOYKAMM B JTAHHOM WCCJIEIOBAaHUM OBUIM CITIOCOOGHOCTH
K HOpMaJIbHOMY Pa3BUTHIO B Bo3pacTte 18 mec u 3aBUCH-
MOCTb OT UCKYCCTBEHHOI BEHTUJISILINY JIETKUX B BO3pacTe
18 mec. CniocoOHOCTh K HOPMaJIBHOMY pPa3BUTHUIO —
COBOKYITHasi KOHEeUHasl To4ykKa, ompeesseMasi OLeHKOM
(GYHKIMU TIIOTaHUS, HEOOXOAMMOCTH B HYTPUTUBHOM

MOMIEPXKKA M CITOCOOHOCTHIO B TOMIEPKAHUM MacCChl
Tena. JIJIsT MOCTMIKEHUST 3TOM CITOKHOM KOHEUHOUM TOYKI
HEOOXOIMMO COOTIOIEHNE BCEX TPEX KPUTEPUEB: CITOCOO-
HOCTH TJIOTaTh XXUIKOCTH, KOPMJIEHUST UCKITIOUUTEITHHO
yepe3 poT U MOIiepKaHUsl MacChl Tejla BhIIIE 3-TO MPOo-
LIEHTWJIS JJTsI COOTBETCTBYIOIIETO BO3pacTa 1 moJjia. 3aBu-
CHMOCTB OT BEHTUJISILIMOHHOM MOIIEPKKH OTTpeeIsiiach
KaK OTCYTCTBUE HEOOXOTUMOCTH €XeTHEBHOM BEHTUIISI-
LIMY WJTU UCTIOJIB30BaHUSI arrmapara MCKYCCTBEHHOM BeH-
TUJISILIUY JIETKUX BHE OCTPOTO 0OpaTMMOTO 3a00JIeBaHUS
U TiepuoriepaliMoHHON BeHTwsiiuu [17].

Ilo pesynabraram mcciaemoBaHust 13 manneHTOB U3 22
JOCTUTIIA TIEPBUYHON KOHEUHON TOYKM B BHUIE CAMOCTOSI-
TEJIbHOTO cuieHus B TeueHue 30 ¢ Wau J0bllle B BO3pacTe
18 mec; 20 w3 22 mManMeHTOB BBIKMIM W HE HYXKIAINCh
B TIOCTOSIHHOM BEHTWJISIMM JIETKUX B Bo3pacte 14 Mmec.
B Bo3pacre 18 mec 18 manmeHTOB He UCTIOB30BAIA PECTTU-
paTOpHYIO TIOAAEPXKKY (BTOpPUYHAsE KOHEYHAasT TOYKa).
B nenom 15 (68%) manmeHTOB He MUCTOIh30BAIM HEWHBA-
3UBHYIO PECITUPATOPHYIO TMOMAEPKKY HU pasy BO BpeMs
kuHnvyeckoro uccnenoBanusi STRIVE, a 7 manmeHTOB,
WCITOJTb30BABIINX HEWMHBA3WBHYIO BEHTWISILIUIO JIETKUX
BO BpeMsl MCCIeIOBaHMS, puberanu K Heli paHee [17].

YV 9 manmeHTOB coXpaHWIACh CIIOCOOHOCTb K HOpP-
MaJIbHOMY pa3BUTHIO (BTOpUYHAs KOHEUHast Touka). Y 14
(64%) coxpaHWIach Macca Tejla, COOTBETCTBYIOIIAsT BO3-
pacty, yepe3 18 mec. YV 3 (14%) malMeHTOB UCITOJIb30-
BaJli HYTPUTHUBHYIO TTOAACPKKY TTPU KOPMJIEHUH B BO3-
pacte 18 Mec UM Ha MOMEHT BBIXO/Ia U3 UCCIIeIOBaHUS:
JIByM TIalIMeHTaM OblJIa yCTAHOBJIEHA TACTPOCTOMUYECKAst
TpyOKa, a OJWH MOJyJaj MUTaHUe Yepe3 Ha30racTpaib-
HBIM 30HA. YeTblpe mamumeHTa TONyYald TepUoIuye-
CKYI0, BPEMEHHYI0 HYTPUTUBHYIO MTOAICPKKY (B TeUeHHE
6—91 mHsT) BO BpeMsT UCCIeIOBaHKs, HO B KOHIIE UCCIie-
NIOBaHUS HEe HYXXIIAJMCh B TTOAAEPXKKe MUTaHus. B rieiom
15 (68%) manumeHTOB He HYXIAIWCh B HYTPUTUBHOIM
nomjep:KKe HU Ha OXHOM IJTale ucciemoBaHus. Y 12
(55%) nanyeHTOB B Bo3pacTe 18 Mec mpu TeCTUpOBAHUU
Ha CIMOCOOHOCTh TJIOTATh XKUIKOCTH TJI0TaTeTbHasT (DYHK-
nus Oblta B HopMe. Bce 19 manmeHTOB, MpoIlIeamx
(dopMaIbHBIN TIOTaTEABHBINA TeCT B KOHIIE MCCJIeIOBa-
HUS, TATAJINCH IepopaiabHo [17].

Uccnenosanme STRIVE-EU mpencrasiastimo  coboit
MHOTOLIEHTPOBOE OJHOTPYIIIOBOE OTKPBITOE WCCIIEN0-
BaHue III da3br mpumeHeHus: npernapata OHaceMHOTeH
abernapBOBEK ¢ OMHOKPATHOM J030M Y TTAIIMEHTOB CO CITU-
HaJIbHOM MBIIIIEYHON atpodueit ¢ 1 unm 2 KonusiMu reHa
SMN2. D10 uccinegoBaHue IIPOBOAWIOCH B psiie CTpaH
EBpormbl, B Hero ObITM BKJIIOYEHBI 33 TallieHTa MITajiie
6 Mec Ha MOMeEHT JiedeHUsT (1 TTallMEeHT ObLT MCKITIOUEH,
HECMOTpsI Ha 3aBepllieHre MCCIIeOBaHNsI, U3-3a TpreMa
npemnapara B Bo3pacte 181 gHs xusHu). B uccnenoBanue
OBITV BKJTIOUEHBI MALIMEHTHI, HY>KIaBIIMeCs B HEMHBa3WB-
HOW BEHTWJISILIUM JIETKUX (TTPOIOJDKUTETBHOCTBIO MeHee
12 9 B meHb) WIM B HYTPUTUBHOM TOAAEpKKE (KOTOPBIC
obtn Ob1 uckimoueHsl U3 STRIVE-US). IlorpebHOCTD
B HEMHBA3WBHOW BEHTWJISLIMM JIETKUX B TeueHue 12 9
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nm GoJiee eXXeTHEBHO B TeUeHUE 2 Hell 0 BBEICHUS JO3bI
CITy>KMJIa KpUTEpreM UCKIodeHus [ 18].

CpenHuii BO3pacT Ha MOMEHT TIpema IiperapaTa
OnacemHoreH adenapBoBek coctapisit 4,1 mec [3,0; 5,2].
Ha momeHT Havama mcciienoBaHus y BceX 33 MallieHTOB
ObITM OTMEUYEHBI CUMIITOMBI CITMHAIBHOW MBIIICYHOM
arpodun pa3mmyHoi crenieHn Tskectr. M3 33 manmeHToB
9 (27%) HaxomUIUCh Ha UCKYCCTBEHHOW BEHTHIISILIY JIET-
KUX U cToiibko ke (9/33; 27%) monydanu HYTPUTUBHYIO
nonaepXky. M3 Hux 5 (15%) nereit mosyyany Kak pecrm-
paTOpHYIO, TaK U MUTATEbHYIO MOIIEepXKY [18].

IMepBUYHOII KOHEYHON TOYKOM B MCCIEIOBAHUU
ObIJIO BHIOPAHO JOCTHKEHHE MOTOPHOTO HaBbIKA B BUJIE
CaMOCTOSITEIBHOTO CUICHUS B TeUeHWEe KaK MUHUMYM
10 ¢ mpm m000M TIOCEelIeHUM 10 18-MeCcIYHOTO BO3-
pacta. BropnuHoli KOHEYHO#l TOUYKO# ObLIa MpPWHSIIA
BBIXKMBAEMOCTh 0€3 MCKYCCTBEHHOM BEHTUJISILINU JIETKUX,
ompenensieMass KaK OTCYTCTBUE CMEpPTU WM TIOCTOSTH-
HOII BEHTWJISILIMU JIETKUX B Bo3pacTe 14 mec. Ilpu sTtom
MTOCTOSTHHAST BEHTUJISILIVS OTIpeIesisyiach KaK TpaxeoCTo-
MHST WJIM HEOoOXOIMMOCTh 16-4acoBoit miau 6ojiee exe-
JMHEBHOM HEWHBA3WBHOW pPEeCTIUPATOPHOM TOIIEPKKU
B TeueHHWe 14 mHeil MOAPSII WU IOJbIle B OTCYTCTBUE
oCTporo obpaTumMoro 3abojieBaHUs (MCKITIOYas Mepuo-
MepallMOHHYI0 BeHTWIsIMI0). Kpome TOoro, B JaHHOM
WCCIIeIOBAaHNM OlIEHUBAIACh HE3aBUCUMOCTb OT MCKYC-
CTBEHHOW BEHTUJISILIUU JIETKUX W CITOCOOHOCTh K HOP-
MaJIbHOMY pa3BUTHIO, KOTOPast ONpeaeisiiach Kak TOCTH-
SKEHMe MAacChl Tejla, TIpeBBIIIaolieil 3-if TpOLeHTHUIb,
HE3aBUCUMOCTh OT HYTPUTUBHOM MOIIEPXKKNA U HAJINUKE
HOpPMaJbHON (DYHKLIMU TIIOTaHUS (KUIKWE WIM O4YeHb
SKUIIKKE TTPOAYKTHI) B Bo3pacTe 18 mec [18].

IMepBUYHOI KOHEYHON TOYKM (PYHKIIMOHAIBHOTO
CaMOCTOSITEJIBHOTO CUICHUS B TeUeHWEe KaK MUHUMYM
10 ¢ mpm m000M TIOCEIIeHUM OO0 18-MeCcIYHOTrO BO3-
pacta mocturiu 14 (44%) w3 32 maumeHToB. CHueThb
yalie yaaBaJoch IMallMeHTaM, KOTOpble He HYXIAINCh
B MCKYCCTBEHHOM BEHTWJISIIUM JIETKUX WJIM KOPMIJICHUU
Ha MCXOIHOM YPOBHE; aHAJIOTUYHBIE Pe3yJIbTaThl MOJY-
yeHsl B uccnenoBanuu STRI1VE-US [18].

AHaM3 BTOPUYHBIX MCXOIOB Moka3ai, uto 31 (97%)
MayeHT u3 32 BBLDKUJ 0€3 ITOCTOSTHHOM MCKYCCTBEHHOM
BEHTWJISILIMM JIETKUX 4epe3 14 Mec. Y maiueHToB HaOi0-
JIAJTOCh YITydIlleHWe IhIXaTeldbHOU (yHKiImK. HesaBucu-
MBIMU OT €XeIHEBHOW MCKYCCTBEHHOI BEHTWJISILIUU JIeT-
KuX (MHBa3WBHOW WJIM HEMHBA3WBHOI) B Bo3pacTte 18 mec
octamch 13 (39%) w3 33 maumeHTtoB. M3 9 maimeHTOB,
KOTOPBIM TpeboBajlach HEMHBA3UBHAST BEHTHJISILINS JIETKUX
WCXONHO, 7 TpeboBajach MoaaepkKa B KOHIIE 3TOT0 UCCie-
JTIOBaHMsI, TOT/IA KaK 2 He HY>KIAINCh B UICKYCCTBEHHOM BEH-
TIIIIMN Jierkux. M3 24 manmeHToB, KOTOphle He HyXKIa-
JIVCh B UCKYCCTBEHHON BEHTWJISILIUM JIETKMX Ha MCXOITHOM
atarne, y 16 HeOOXOIMMOCTb B UICKYCCTBEHHOM BEHTHJISILIAN
JIETKMX B KOHIIE UCCJIEIOBAaHMsI OTCYTCTBOBasa. JIByM marm-
€HTaM ToTpeboBaiach BpeMeHHasT WHBAa3WBHAsI pecTvpa-
TOpHasT MOIIePKKa (MHTYOALMS Tpaxeu) IO TTIOBOLY OCTPBIX
3a00JIeBaHMI1 BEPXHUX JbIXaTeJIbHbIX ITyTei [ 18].

Ob30Pbl JINTEPATYPbI

CeMepo MAalIMEHTOB COOTBETCTBOBAJIU KPUTEPUSIM
CMOCOOHOCTM K HOPMaJIbHOMY pa3BUTHIO B BO3pacTe
18 Mec. ¥ 15 manumeHTOB Macca Tejla COOTBETCTBOBajia
ux Bospacty B 18 mec. I3 9 (27%) manmeHTOB, KOTO-
pPBIM HCXOIHO TpeboBajach HYTPUTHMBHAS TOJIEpPKKa
B Havajie uccienoBaHusl, 4 He HYXIaJIUCh B HEll B BO3-
pacte 18 mec; 20 manueHTamM He TpeOoBajach HYTpHU-
TUBHasl TIOAJEPXKa, a 9 MOTIM ynoTpeOsaTh XKUAKOCTU
B Bo3pacTte 18 mec [18].

OlieHKa BIMSIHUSI pUCAMIUIAMa Ha TeYeHWE CITMHATb-
HOI MbIllIeYHOM arpoduu 1-ro TMMa oTpaxkeHa B aHa-
Jn3e TaHHBIX 41 manyeHTa, BKIIOYEHHBIX B UCCIIeOBaHNE
FIREFISH (Part 2) ¢ 13 mapra r. mo 19 Hosiopst 2018 T.
IlepBuuHasi KOHeYHast TOYKa B MCCIIEIOBAaHUU OTIpeesisi-
J1ach KaK CMOCOOHOCTb CUIIETh O3 MOANEPKKU B TeUeHHUE
He MeHee 5 ¢ mocne 12-MmecstaHoro JieueHus. Kpome Toro,
OBLIO BBIOPAHO 4 BTOPUUHBIE KITIOYEBbIE KOHEUHBIE TOUKH.
IlepBoii KOYeBON BTOPUYHON KOHEUHOW TOYKON ObLia
onieHKka 40 0aJiJIOB WJIM BBIIIE T10 TECTY HEPBHO-MBbIIIIEU-
HBIX PpACCTPOMCTB AeTCKOil OompbHUILI Dunanenbhun
(CHOP-INTEND, Children’s Hospital of Philadelphia
Infant Test of Neuromuscular Disorders). Bropoii kiroueBoit
BTOPUYHOIN KOHEUHOI TOYKOM ObUIO yBEJIMUEHME OLIEHKU
no mkane CHOP-INTEND He meHee uem Ha 4 OGaiuta
MO CPpaBHEHMIO C UCXOIHBIM YpOBHeM. TpeTheli KIoueBoi
BTOPUYHON KOHEYHOI TOUYKOW OblIa JBUTaTebHAs peak-
1Us1, U3MEPEHHasl ¢ TIOMOIIBIO IIKAIbl XaMMEPCMUTCKOTO
HeBpoJsiornyeckoro oocienosaHust mianeHies (HINE-2).
YeTBepToii KITIOYE€BOI BTOPUYHON KOHEYHO! TOYKOM OblIa
BBDKMBAEMOCTb 0€3 pecriMpaToOpHbBIX OCJIOKHEHMI, Orpe-
nensieMasl Kak XKU3Hb 0€3 HMCITONb30BaHUST TTOCTOSTHHOM
BeHTWIsILMKM Jierkux [3, 19]. Tlpu paccmorpeHuun Biusi-
HUSI pUCIUTIIIaMa Ha COCTOSTHME PECTTMPATOPHOI CHCTEMbI
OTMEUEHO, YTO B Bo3pacTte 18 Mec 4yncio maimeHToB, XKUBY-
X 6e3 MOCTOSTHHON BEHTWJIALIMM, cocTaBuwiio 35 (85%)
3 41; 38 (93%) mimaneHtieB u3 41 ObLTY KUBBI TTOCTTe 12 Mec
sneyeHust pucauruiaMmoM. Cpenu 38 TMalMeHTOB, KOTOPbIE
6bIT KMBBI Tocte 12 Mec eyenust, 10 (26%) HyXaaauch
B HYTPUTUBHOI Toanepxke, a 28 (74%) monydany UCKITIO-
YUTEJILHO MepopaibHOe TuTaHue. Hayunnuch cunetsb B Toit
W MHOU cterieHn 25 (61%) manmeHToB U3 41, ipu 3TOM
12 (29%) w3 41 HaydywIMCh CUIETh 06e3 TTOMIEePKKU TIOCIIe
12 mec neuenws |3, 19].

Takum 00pa3oMm, B KIMHUYECKUX MCCICTOBAHUSIX
(ENDEAR, STR1VE, FIREFISH) coBpemeHHBIE METOTBI
MaTOreHeTUYeCKOro  JIeYeHUsI  TPOIAEMOHCTPUPOBAIU
MOBBIIIEHUE BBDKMBAEMOCTHU U YJIYUIIEHWE JBUTATEIbHOM
(YHKIIMHY, a TaKXe CHIKEHUE 3aBUCUMOCTH OT pecrupa-
TOPHOU U HYTPUTUBHOM MOIAECPXKKHU y NETE paHHETO BO3-
pacTa co CIMHaJIbHOI MBIIIeUHOI aTpodueii 1-ro Tumna.

OlleHKa BIWSIHUSI T1aTOTEHETUUYECKMX TperapaToB
Ha TeuyeHue 3a00J1eBaH1s CTIMHAIbHOM MBIIIIEYHOI aTpo-
¢um 2-ro 1 3-rO TUTIOB OTpaXKeHa B KIIMHUYECKUX UCCIe-
noBanusix CHERISH, SUNFISH, STRONG.

Uccnenosanne CHERISH npencrasisier coboii aHa-
JIN3 TIpUMEHEeHUs HyCuHepceHa y 126 neTeit co CrmHaIb-
HOW MBIIIEYHOI aTpodueit, y KOTOPBIX CUMITTOMbI TTOsI-
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Pacmeauna C.E. u coaem. DyHKIMOHATBHOE COCTOSIHIE PECITMPATOPHOI CHCTEMBI TIPY MPOKCUMAIIBHOI CITMHAIBHOI MbIIIeYHOI aTpodun 5q...

BWJINCH TTocsie 6 Mec. Y 10 manyeHToB ObUTH 2 KOTTUK TeHa
SMN2,y 111 — 3 xkontuu reHa SMN2, y Tpex — 4 Konuu
reHa SMN2 w y nByX TAllMEHTOB YMCJIO KOIUI TreHa
SMN?2 Ob110 Heu3BecTHO. YToObI obecrieyuTh OanaHC
MeKIy TPYIIaMK UCCIeIOBaHMS, IETU ObLTA CTpaTUdU-
LIMPOBAHBI IO BO3PACTy HA MOMEHT CKPUHUWHTA (MJIafIiIe
6 et u ctapie 6 JieT), a 3aTeM CIyJaitHbIM 00pa3oM pac-
npeaeaeHbl B COOTHOILIEHUM 2:1 111 MHTpaTeKaJIbHOTO
BBEJIEHMSI HYCUHEpPCeHa B o3e 12 Mr (rpyrimna HycuHep-
ceHa, 84 TalMeHTa) WIM UMUTALUU TIPOLIEAYPhl (KOH-
TposibHasl Tpynmna, 42 mamueHTa). Bo3pact maimeHTOB
cocraBiisut ot 2 1o 12 net. Ha Hauano uccienoBaHus Bce
MaIeHThl UMeJTA CITOCOOHOCTD CHIETh CAMOCTOSITENTBHO,
Yy HUX OTCYTCTBOBaja BO3MOXHOCTh CAMOCTOSITEIIBHOM
XOJbOBI B aHaMHe3¢e (B 3TOM UCCJIeIOBAHUM — OTIpeIeIsi -
eMasl KaK CITIOCOOHOCTB XOIMTh Ha paccTosiHue >15 pyToB
6e3 TTOCTOPOHHEM MOMOIIN), a TAKXKe OLIEHKAa MO pacIiIv-
peHHON (PYHKIIMOHAJILHOW MOTOPHOM I11Kaje XamMepc-
muta (HFMSE) cocrasnsina ot 10 no 54 6annos [20].

Wcxonst u3 pe3yabTaToB MCCIIENOBaHUS Cpeau AeTeit
CO CITMHAJIBHOM MBIIIEYHOM aTpodueii ¢ MO3MHUM Hava-
JIOM HaOJTI01aTOCh 3HAYUTEbHOE YIyJIIeHUE TBUTATE b~
HOM (DYHKINM TIpU JIeYeHUH HYCUHEPCEHOM I10 CpaBHE-
HUIO C TPYMIION, KOTOPO OCYIIECTBISIACh (DUKTHUBHAST
Mpolleaypa BBeAeHUs TperapaTa. JIaHHBIX O BIUSHUU
HYCHMHEpCEHa Ha COCTOSIHUE DPEeCTMPaTOPHON CUCTEMBI
B MICCJIeNOBaHUH He TipuBencHo [20].

SUNFISH (gactb 2) mpencrasisieT co00ii nccienona-
HUE TIO OlEHKE BIVSHUS PUCAMILIaAMa Ha TAlMeHTOB CO
CMUHAJILHOW MBIIIIEYHON aTpodueii 2-ro U 3-ro THUIIOB.
B uccnenoBanue 0b11M BKItoYeHb! 180 maimeHToB B BO3-
pacte oT 2 10 25 neT. [1atuneHTsl 061 CTPaTU(UITMPOBAHBI
o Bo3pacty (2—5, 6—11, 12—17 u 18—25 ner) u panmomMu-
3UPOBAaHbI B COOTHOIIEHUM 2:1 CO CKPBITBIM pacrpene-
JIEHWEM ISl €XXeHEBHOro npueMa pucnurmiama (n=120)
i 1iarne6o (n=60) B Teuenune 12 mec. Yepes 12 mec
MalMeHThl, ToJlyyaBIllIde TIIale0o, ObLIM TiepeBeleHbI
Ha pucOuIUIaM Bcjienylo (T.e. Ha 52-ff Hemene), U Bce
MaLIMEHTHl TIOJyJain JIeYeHUe PUCAUTUIAMOM JI0 24-TO
Mecsma. B obmeit cioxkHoct 176 TaleHTOB BCTYMIIN
B TIEpUOJT OTKPHITOTO JIeYeHUS (B MCCIIEIOBAHUM OH COCTa-
Bw 12—24 mec) [21]. Llenu 1 pe3ynbraThl UCCIIEAOBAHUS,
OlLIEHMBaeMble 3a Mecsll, BKIOYaIu 3(GhEeKTUBHOCTh
JIEYEHUST PUCIUTIIAaMOM B OTHOIIEHWUW IBUTATEJILHOMN
¢yHKIIMU, AbIXaTeabHON (PyHKIMU (OlleHKa Ha3aJbHOTO
JaBJIeHUST BIOXa, MaKCUMAJIbHOTO JABJIEHMS Ha BIIOXE,
MaKCUMAaJIbHOTO JTaBJI€HUST Ha BBIIOXE, (POPCUPOBAHHOM
SKU3HEHHOM €MKOCTH JIETKUX, 00beMa (hOpCHUpOBAHHOTO
BBIIOXa 3a 1-10 CEKyHIy M MHUKOBOI CKOPOCTHM Kallls),
HE3aBUCUMOCTH TIO YXONy B €XKEeTHEBHBIX aKTHBHOCTSIX,
OLICHMBAEMOMN TAIIMEHTOM M JIMIIOM, OCYIIECTBIISIOIIM
yxon (1o naHHbIM Monyist SMA Independence Scale-Up-
per Limb Module, SMAIS-ULM), a Takxe 6e30macHOCTH
" iepeHocumoctu [21].

ITo pe3ynbraTam ucClIeqOBaHUS JIEYCHUE PUCIUTIIA-
MOM B KIIMHWUYECKHM TeTePOTEHHOW TMOIMyIaIuN JeTei,
MMOAPOCTKOB M B3POCIIBIX C IMMO3MHUM HAYaJOM CITMHAJb-

HOM MBIIIEYHON aTpouu M Pa3IMYHON TIPOTOIIKU-
TEJbHOCTBIO 3a00J€BaHUS TPUBOIMIO K JajbHEWIIei
CTaOWIN3alMA WIM YIYYIIEHUIO JBUTATEIbHON (hyHK-
1Y, YaydiieHue nBuratejbHol (pyHKIMM mocie 12 mMec
JIGYEHUST PUCAMUIIIIAMOM COXPAHSUIOCh WU YJIy4IIagoch
1o 24-To Mecsiia, 4To MOATBEPKAaeT MoIb3y 0oJiee M-
TEJILHOTO JIeYeHUST pucauriaMmom [21].

s o1leHKM pecniupaTopHON (hYHKIIMU UCCIIEeT0BaIN
(opcrUpOBaHHYIO KU3HEHHYIO €MKOCTb JIETKMX y TallM-
€HTOB B Bo3pacTe 6—25 JIeT pyu CKpUHUHTE. Y TaleH-
TOB, TIOJIyU4aBIIMX IUIale00, cpeaHee U3MEHEHHE 3TOTO
rnokasaresisi, MO CpaBHEHUIO C WCXOTHBIM YPOBHEM,
coctaBuino —3,4% (ot —8,0 no —1,3%) mocne 12 mec
JiedyeHust pucauriaMoM. [lo maHHBIM OlLIEHKU pecrupa-
TOPHOW (PYHKIIMM 3HAYEHUE HAWJTYyUIIero MpoOrHO3upye-
MOTO TIoKazaTeJisi PopcupoBaHHON XKU3HEHHON eMKOCTU
JIETKUX B 3TOHW TMOMYJISILIMA CHUXKAJIOCh CO CKOPOCTHIO,
COOTBETCTBYIOIIEM TAaKOBOW MpPU €CTECTBEHHOM TeYe-
HUM 3a00JIeBaHUsl, YTO CBUICTEIBCTBYET 00 OTCYTCTBUU
YJIy4IlIeHUsI, BBI3BAHHOTO PUCAUTIIIAMOM, B 3TOM ITOKa3a-
Tese. Y MmalyeHToB, TOoIyJYaBIIUX PUCIUTLIAM B TeUeHUE
24 Mec, cpeaHee M3MEHEHME T10 CPaBHEHWIO C MCXOJ-
HBIM YPOBHEM HaWIy4Illero TPOrHO3UPYEMOTO TOKa-
3areiss (OPCUPOBAHHOM KM3HEHHON €MKOCTU JIETKUX
(95% AN) cocraBumno —7,8% (ot —11,6 mo —3,9%) moce
24 Mec siedyeHust pucauriamoMm. OTCyTCTBUE YIyUIIEHU I
B OTHOIIEHWM HAWJIYYIIETO TMPOTHO3MPYEMOIO YPOBHSI
(opcrMpoOBaHHON KM3HEHHOW €MKOCTH JIETKUX, HAOJII0-
naemoe B SUNFISH, moguepkuBaeT BasXkHOCTh COXpaHe-
HUSI CTaHAAPTOB pecrupaTopHoit momomu [21].

C 2017 mo 2021 r. mpoBemeHO WCCIEHOBAHUE
STRONG — wmccnenoBanue 1 ¢as3sl mpuMeHeHUs TIpe-
rnmapata OHaceMHOTeH abernapBOBEK C BO3pacTarollei
no3oii. Llenbio ucciemoBaHust Oblla OlieHKa Oe3orac-
HOCTH, TEePEeHOCUMOCTH U 3(P(PEKTUBHOCTU TIpernapara
Yy CUASYMUX HeaMOyJaTOPHBIX IMallMeHTOB CO CITMHAJIb-
HOW MBbIIIeYHO aTpodueil. bl BKIOYEHBI B UCCe-
JIOBaHWE M 3aBEePIIWIM €ro 32 TalMeHTa ¢ TeHeTUYeCKHN
MOATBEPKACHHON CIMHAJIBHON MBIIIEUHON aTpodueii
u 3 konusiMu reHa SMN2. Bce mauMeHTbl MOTJIM CUZIETh
0e3 mocTopoHHei nmoMomu B TeueHne 10 ¢ mau Gosee,
HO HE MOIJIM CTOSITb WJIM XOIWUTb CaMOCTOSITEJIbHO
BO BpeMsl BXOja B HccliefoBaHue JIMOO B JIIOOOI Tpe-
LIECTBYIOIIMI MOMEHT BpeMeHU. [laimeHTsl ObLIM pas-
IIeJIeHBI Ha 2 TPYIIIBI B KaXXI0W KOTOpPTe B 3aBUCUMOCTH
OT BO3pacTa Ha MOMEHT IpuMeMa MperapaTa: MJaaiias
rpymma B Bo3pacTte ot 6 mo 24 mec (n=20) u 6osee crap-
mas rpymnmna B Bo3dpacte oT 24 mo 60 mec (n=12). Bce
MaluMeHThl ObUTM pa3zesieHbl Ha 3 KOropThl B 3aBUCUMO-
CTM OT TIOJydaeMOW [103blI TIperapara:; Koropra ¢ HU3-
Ko mo3oi (n=3); Koropra co cpemHei mo3on (n=25:
Miamiast rpynmna — n=13 u crapias rpynmna — n=12);
Koropra ¢ BBICOKMMHU go3amu (n=4) [22].

[nsg mamyeHTOB MJIaflIeld TPyMIibl 3apaHee oIlpe-
NEJICHHOW TMEepBUYHON KOHEYHOU TOukKoW 3PheKTrB-
HOCTH OBbUTO Yncio (B %) MaIMeHTOB, TOCTUTIINX CIIO-
COOHOCTM CTOSITh 0€3 TOMIEPXKKU B TeUeHWE HEe MeHee
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3 ¢. Ins1 mauMeHTOB cTapuiel TPYIbl MpeaBapuTeIbHO
OTpe/eIeHHON MEepBUYHON KOHEUHON TOoukKol 3ddek-
TUBHOCTU OBbUIO BHIOpAaHO M3MEHEHHE IO CpaBHEHUIO
¢ ucxonHbiM ypoBHeMm 1o mkase HFMSE (HFMSE,
The Hammersmith Functional Motor Scale Expanded,
PacmpeHHass 1mikajga OILEHKM MOTOPHBIX (DYHKIMI
OoIbHUIEI XaMMEPCMUT). 3apaHee OTpeneeHHON BTO-
PUYHON KOHEYHOW TOYKOW 3(h(HEeKTUBHOCTU JISI 00enx
BO3pPACTHBIX TPyIN ObUTo umciio (B %) MalueHTOB,
JIOCTUTIINUX CIIOCOOHOCTU XOIWUTh 0€3 TIOCTOPOHHEH
oMoty (MOATBEPXKIEHHOW IO BUAEO U ILEHTPaIU30-
BaHHO PAacCMOTPEHHOI1), OIpee/sieMOil KaK CaMOCTOsI-
TeJIbHOE BBITIOJTHEHUE He MeHee S5 111aroB, IeMOHCTPUPY-
fol1Iel KOOpAMHAIIMIO U paBHOBecue [22].

Ilo pesynbrataM wucCcaemoBaHUS B MIIAMIICH Tpyrie
TOJIbKO 2 mairueHTa (oauH u3 13 maiueHToB, ToyYaBIINX
CPEIHIOI 103y, U OAMH U3 3 MalMEHTOB, MOJIYyYaBIIMX
HU3KYIO J103Y) B TeueHue 12 Mec MOCTUTIIA CITOCOOHOCTH
CaMOCTOSITEJIBHO CTOSITh TIPH JIIOOOM TocellieHuu. B crap-
meil rpynne (Bce TMAUMEHTHI TONYJaId CPETHIO 03y
nperapara) y 11 (91,7%) u3 12 mauyeHTOB HaOIIOIAIOCh
YBEJIMYEHUE OLIEHKU MO CPABHEHMIO C UCXOIHBIM YPOBHEM
no mikase HFMSE Ha >3 nyHkTa rpu J11000M nocenieHun
rocsie ucxoaHoro Busuta. [1pu aHaim3e BTOpUYHOM KOHeY-
HOW TOYKM 3(PHEKTUBHOCTU CIIEIYET OTMETUTD, YTO TOJIHKO
1 (7,7%) n3 13 MauMeHTOB B MJTAAILIIEH TPYIIITE, TTOTYJaBIINX
CPEHIO 03y mpemnapata, K 12 mMec mpolien camocTosi-
TEeJILHO TI0 KpaiiHeit Mepe 5 maroB. Hu onuH U3 maimeHToB
cTaplieil TpymIibl He JOCTUT BTOPUYHON KOHEYHOM TOUKHU
3 (HEKTUBHOCTU CAMOCTOSITEIIBHOM XOIbOBI [22].

Ob30Pbl JINTEPATYPbI

IToTpeOHOCT, B MCKYCCTBEHHOW BEHTWISILIUU JIeT-
KMX OIIEHMBaJlaCh KaK BTOPWUYHBIN pe3yjbTaT Oe3orac-
Hoctu. Hu ommu mamment B STRONG He HyxXnmacs
B MHBA3UBHOI BEHTWISALMHU Jerkux. Hu onuH u3 naiu-
eHTOB He rnoJjyJan Tepanuio BiPAP Ha ucxonHom ypoBHe.
B xone uccnenoBaHus coobIanoch 00 UCIOIb30BaHUU
BiPAP y 2 manimeHTOB U3 KOTOPThI CO CPEAHUMU J03aMMU.
Hnsa 1 u3 2 mauumeHToB cpenHsis aiuTesibHOCTh BiPAP
cocraBuia 2,6 4 MpH MOCEIIeHU Ha 6-M Mecsile, Korna
OBlJ1a HauvaTa pecrnupatopHas mommepxka, n 10,1 4 —
npu mocenieHUur Ha 12-m mecsie. e BToporo maim-
eHTa cpeaHsist anurenbHocTh BiPAP cocraBuna 10,5 4
pu TocenieHny Ha 2-M Mecsie u 0,04 4 — mpu mocetiie-
HUM Ha 12-M Mmecaue [22].

Wcxonst U3 MoydeHHBIX pe3ybTaTOB KJIMHUYECKUX
WUCCIIeIOBaHUI C ydyacTHeM TallMeHTOB CO CIUHAIbHOM
MBbIIIIEYHO# aTpodueii 2-ro U 3-ro TUTIOB CJIEyeT OTMe-
TUTh, 4YTO TIPUMEHEHHE T1aTOreHEeTUYeCKMUX Tpernapa-
TOB TIO3BOJIWJIO CTAaOWJIM3UPOBATH WU AaXe YIYy4IIUTh
NBUTATEJIbHYIO (DYHKIWIO, OMHAKO TPU OILIEHKE pecru-
paTopHO# (DYHKIIMU TIOJYyYeHBbl TaHHbIE 00 OTCYTCTBUU
VJIYUYIIEHW 3TOTO TOKa3aTeslsl WIM JaHHbIe He ObLIN
MPUBEIEHBI B UCCIIEIOBAHUSIX.

B Hacrosiiiee Bpemsi MepCrieKTUBHBIM BUIOM Jieue-
HUS OOJIbHBIX CO CIMHAJILHOW MBIIIEUYHON aTtpodueit
CYMTaeTCsl Ha3HayeHUe MaTOTeHETUYECKUX IperaparoB
Mpu CYOKJIMHUYECKOM TeueHun 3abosieBaHusl. [1poBeneH
psin MCClienoBaHWM, MoKasbiBalOINX 3G(GEKTUBHOCTD
Ha3HA4YeHUs TATOTeHETUYECKON Teparuu y TOMO0HBIX
nauueHToB (TabJr. 4).

Tabauya 4. WccnenoBanus N0 OLEHKe Pe3yJIbTATOB NPUMEHEHHsI MATOTeHeTHIECKUX MPenapaToB ist JieYeHus CIIMHAJILHOM MbI-

meuHoii atpodun (CMA) npu CyOKJIMHIYECKOM TeUeHIH

Table 4. Pre-symptomatic studies of the use of pathogenetic therapy for the treatment of spinal muscular atrophy

Uccnenosanus

T'ox nccenoBanms/cTpana

Hcxo/bi €O CTOPOHDI PECTMPATOPHOI CHCTEMBI

C 2015 r. mo HacTosI-

NURTURE — nponoJsokaloiieecst OTKpbI-
TOE MCCIeIOBaHKE IO OLIeHKe d(hdeKTruB-
HOCTH, 0€30TTaCHOCTH, TIEPEHOCUMOCTHU

1 hapMaKOKMHETUKY MHOTOKPAaTHBIX 103

HYCUHEpCeHa y MallMeHTOB C TEHETUYECKHU
JIMAarHOCTUPOBAHHOW U TOCUMIITOMATIYE-
ckoit CMA [23]

1ee Bpemsi.

SPRINT — MHOTOIIECHTPOBOE MCCIIEIOBA~
Hue I11 da3sl o oneHke 3 GeKTUBHOCTH
1 6e30IMaCHOCTU OHACeMHOTeHa abemnap-
BOBEKa y IeTeli C JOCUMITTOMATUIECKUMM
MyTausamu reHa SMN 1, monyJaBIimix
JIedyeHue B Bo3pacTe <6 Hen Ku3HU [24, 25]

RAINBOWEFISH — oTKpbiTOE OZHOTPYII-
TMTOBO€ MHOTOLIEHTPOBOE KJIMHUYECKOE
HCCIIeA0OBaHUE TI0 OLIeHKe 3P (HeKTUB-
HOCTH, 0€30MacHOCTH, (hapMaKOKUHE-
TUKH U (papMaKOIMHAMUKY PUCIUTIIIAMA
y MJIaJICHIIEB B BO3pPAcTe OT POKICHUS

110 6 Hell C TeHETUYECKHU TUarHOCTUPOBAH-
HOM U cyOokmHnyeckoit CMA [26]

2018—2021 rr.

Anonus

mie€ BpEMms.

TaiiBaHb

CIIIA, AprenTuHa,
ABctpanus, Kanana,
I'epmanus, Uspa-
wib, Utanus, Karap,
TaiiBanb, Typiius,
BenukobpuraHus

CIIA, ABcTpanus,
benwprug, Kanana,

CIIA, ABcTpanus,
benbrus, bpazunus,
[Monpma, Poccus,

Bce 25 ygacTHMKOB OBUIM XXWBBI, HU OIWH W3 HUX
HE HYXXIaJICS B TPAXEOCTOMUU WJIU MOCTOSTHHOM
BEHTUJISILIAM JIETKUX (KpUTepuit: 16 4 umu Gojiee

B JICHb HETIPEPHIBHO B TeueHue 6omee 21 nHs

B OTCYTCTBME OCTPbIX PECITMPATOPHBIX 3a00y1eBa-
auit (OP3). Y 4 (16%) y9acTHUKOB C 2 KOMUSIMHU
SMNZ2 ucnionb30Baiv peCIUPATOPHYIO MO~
NepKKy B TeueHHe 6 4 uiu GoJiee B IeHb B TeUEHUE
7 vu GoJtee MHEH MoApsiI, KOTopast Oblia HayaTa
BO Bpemst OP3

Bce maupeHTh B 00euX rpyIrmnax BbIKUINU 03 MOCTO-
SIHHOM BEHTWISLIMHU JIETKUX B TeueHue 14 mec

C 2019 r. — no HacTosI-

[To mpencraBneHHBIM JaHHBIM [25], TTOCITE
12-MecsiuHOIM Tepanuu Bce MalMeHThl BBIKUINA
¥ He HY>XKIQJUCh B TTOCTOSTHHOM BEHTWIISIITU

¥ HyTPUTHUBHOM TTOIEPKKE
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Pacmeauna C.E. u coaem. DyHKIMOHATBHOE COCTOSIHIE PECITMPATOPHOI CHCTEMBI TIPY MPOKCUMAIIBHOI CITMHAIBHOI MbIIIeYHOI aTpodun 5q...

29 wmapra 2019 1. omyOJMKOBaHBI ITPOMEKYTOY-
Hble pe3yibTaThl MPONOJIKAIOIIETOCS — MCCIeI0BaHUS
NURTURE, nenb KoToporo — oreHka A0JrOCpOYHOI 6e3-
OIMacHOCTH 1 3(PHEeKTUBHOCTU HYCMHEPCEeHa Y MIIafICHIIEB,
HaYaBIIMX TOTyYaTh JICYCHUE 10 TIOSABICHUS KITMHUIECKIX
MPU3HAKOB CITMHAJIBHOW MBIIIEYHON aTpoduu (BO3PacT
TpM TIepBOii 03¢ MeHee 6 Hexm). [IpencraBieHHbIE pe3yiTb-
TaThl JEMOHCTPUPYIOT 3HAUMUTEIIBHOE OTJIMYUE OT ecTe-
CTBEHHOTO TEUYEHUSI CITMHAJTbHOW MBIIIEYHOM aTpodum.
Bce yyacTHUKM TOCTUTIM CIOCOOHOCTH CHUIETh 0€3 IMoj-
nepkku, 23 (92%) u3 25 HayIWITICh XOIUTh C TTOCTOPOHHEN
ITOMOIIBIO, B TO BpeMs Kak 22 (88%) — XomuTh caMOCTOSI-
TEBHO. DTU TOCTUKEHUSI COXPAHSITUCh B CPETHEM B Teue-
Hue 2,9 roma HaOmoneHus. [1o maHHBIM TTIPOMEKYTOYHOTO
aHajiM3a, Ha MOMEHT IIOCJIEIHETO BU3UTA CpPeIHUI BO3-
pact gereit (auama3zoH) cocrtasisn 34,8 (25,7—45,4) mec
U TIPEBBIIIAT OKUIAEMBIN BO3PACT MOSIBJICHUS] CUMITTOMOB
CIMHAJIBHOW MBIIIEUHON aTpoduu. Bee yqacTHUKM ucchie-
JTOBaHUSI HA MOMEHT TTOC/IeHE! OLIEHKY 10 JaHHOM ITyOIn-
Kallii UMeJIM CITIOCOOHOCTb COCaTh U TJIOTaTh, YTO OTpe/ie-
JISUTOCh C TIOMOIIIbIO HEBPOJIOTMYECKOI OLIEHKU TI0 IIKaJle
HINE-1 (The Hammersmith Functional Motor Scale
Expanded, Illkana olieHKM MOTOPHBIX (DYHKIIWIA TPH CITA-
HaJIbHOI MBbIIIEYHOM atpodun). MaKCUMalTbHYIO OLIEHKY
3 bama (xopolee cocaHue U riotanue) mo tecty HINE-1
noyurau 22 yyactHuka (y 12 umenock ae konuu SMN2,
y 10 — tpu xonuu SMN2). Tpoe MnaneH1eB (Bce ¢ IByMsI
konusiMu SMN2) nonyuunu olieHKy | 6ain — rioxoe coca-
HUE W/WIM TJ0TaHue, BCEM MM ObLTa TpOBeAeHa racTpo-
ctomus. OTCYTCTBHE KOHTPOJISI B 3TOM MCCIEIOBAHUU
MPEMSITCTBYET BO3MOXKHOCTU OTPEAETUTh BBIPAKEHHOCTh
KIMHUYEeCcKOro 3ddekTa, MpUIMChIBAEMOT0 HyCUHEPCEHY,
U IOCTUTHYTBIE PE3YJIBTATHI JIEYEHUsSI MOTYT OBITH Tiepeolie-
HEHBI; TeM He MeHee TIoJTydeHHbIe JaHHbIE TTOIUYEePKUBAIOT
BaXKHOCTb CKPMHWHIOBOTO OOCJIEIOBAHMSI HOBOPOXKICH-
HBIX JIJIS1 BBISIBJIEHMSI CITMHAJIBHOM MBIIIEYHON aTpodun
¥ Havajia JIeYeHUsI 10 TIOSIBJICHUST CUMITTOMOB [23].

SPRINT (¢aza III) npeacrasisier coboil uccieno-
BaHUE TIO0 OlleHKe 3((HEKTUBHOCTU TPUMEHEHUS TIpe-
rmapata oHaceMHOreH abernapBOBeK y IMallMeHTOB ¢ TeHe-
TUYECKU TIOATBEPKACHHOW CIUHAIBHOM MBITIEYHOMN
arpodueit, 2 unm 3 Kormsamu SMN2 n 6e3 KIMHITYeCKIX
MPU3HAKOB HEPBHO-MBIIIIEYHBIX 3ab0sieBaHuUii. B mcce-
JIOBaHKWE OBLUIM BKJIIOUEHBI 14 ManMeHTOB C 2 KOMUSIMU
reHa SMN2 u 15 nanueHToB ¢ 3 konusimu reHa SMN2,
y KOTOPHBIX, KaK OXKUIAETCST, MOXET Pa3BUTLCS KIMHUYE-
ckast kaptuHa CMA 1-ro tuna (mauveHThl ¢ 2 KONUusMu
reHa SMN2) nu6o CMA 2-ro unu 3-ro tumna (raiueHThbl
¢ 3 xonusimu reHa SMN2). UccnenoBanue ObLIO HaMpaB-
JIEHO Ha OIEHKY 3(P(DEKTUBHOCTH Pa3BUTUS JIBUTATETb-
HBIX HABBIKOB IO CPAaBHEHMIO ¢ HOPMAaJIbHBIMM ITOKa-
3aTe/ISIMM Pa3BUTUSI M CIIOCOOHOCTU K HOPMaJIbHOMY
pasButuio [24, 25].

Bce 14 mmapenneB ¢ 2 konusamu reHa SMNZ2, BKio-
YeHHbBIE B UCCJIEIOBAHNUE, MOTJIM CAMOCTOSITEJTbHO CUIETh
B TeueHue >30 ¢ npu godom nocenieHnn <18 mec (riep-
BUYHas KOHe4yHas1 Touka) M Bce 15 (100%) marmeHTOB

¢ 3 xonusimu reHa SMNZ2 nocTuriv NMepBUYHON KOHEY-
HOI TOYKH, OMPENesieMoll Kak ClTOCOOHOCTb K CAMOCTO-
SITEJIBHOMY CTOSIHUIO B TeUeHUE HEe MeHee 3 ¢ TIpU JIIoOOM
TOCEIIeHNHU B Bo3pacTe 10 24 Mec. Bce mammeHTs B 00emx
rpynmnax BbDKWJIM Oe3 TMOCTOSIHHOM MCKYCCTBEHHOMN BEH-
TWISLWU JIETKNX B TedeHue 14 Mec, 13 dyemoBeK coxpa-
HsTM Maccy Tena (>3- mpoueHTw i b BO3) B TeueHue
18 Mec, HU OnMH pebEeHOK HE TIOJIb30BAJICSI HYTPUTHUB-
HOI MM pecnimpaTopHoii momaepxkkoii [24, 25]. Ucxonsa
U3 pe3yIbTaTOB YKa3aHHOTO MCCIIeIOBaHMs y AeTei ¢ cy0-
KJIMHUYEeCKUMU (hopMamMu 3a00JIeBaHUSI, TTOBEPKEHHBIX
PUCKY Pa3BUTUSI CIIMHAJIBHON MBIIIEYHON aTpoduu, OHa-
CeMHOTeH abernapBOBEK YJIydlllaj IBUTaTeJIbHbIe MCXO/bI,
BBIXKMBAEMOCTh 0€3 MCKYCCTBEHHOIN BEHTHUJISILIUU JIETKUX
¥ TIOJIEP>KKY ITUTAHUS /TbIXaHMSI.

RAINBOWFISH — mnponoirkarmomieecsi OTKPBI-
TOEe HWCCIeNOBaHWE, B KOTOPOM MPHWHSIIA ydacThe 26
NeTell C TeHeTWYeCKW ITMarHOCTUPOBAHHOW CITMHAJIb-
HOM MBIIIIEYHOU aTpodueil, TMoayyaBIINX PUCAUTIIIAM
N0 TIOSIBJICHUSI CUMMTOMOB. B mepBUYHON momyasiuu
MauueHToB (n=35), KoTopas BKJIo4ajia IeTei ¢ 2 KomusaMu
SMN2 v aMIUIUTYION CJTIOXKHOTO MBIIIEYHOTO MOTEHIIM-
ana (CMAP) He menee 1,5 MB Ha ncxogHom yposHe, 80%
MalKMEeHTOB ObLIM B COCTOSIHUM CUAETh 0€3 MOMIePKKU
B TeUeHHE He MeHee 5 ¢ mocse | roma JedyeHUus] pUcim-
mmamoM. Yepes 1 rox 81% malMeHTOB MOTJIM CaMOCTO-
SITEJIbHO cuieTh B TeueHue 30 ¢, BKIIoUasi BCeX MIaJieH-
1eB ¢ Hu3koi amrutynoit CMAP Ha MCXOTHOM YpOBHE
(<1,5 mMB), a GOJIBIIMHCTBO U3 HUX CTOSIIM U XOJWJIU.
Ilo mpencraBieHHBIM JaHHBIM, TOCie 12 Mec Teparnuu
BCE MAlMEHThl BBDKUJIM M HE HYXIAJNUCh B TTOCTOSIHHOM
BEHTWISILIUM U HYyTPUTUBHOM MToaaepxke [26].

B cBsi3u ¢ BHempeHUEM B TIOBCEIHEBHYIO MpaK-
TUKY TpeX OdO0OpEHHBIX MAaTOTeHETUYECKUX TperapaToB
C TeYeHHeM BpeMeHU (DEHOTUITbl KIMHUYECKUX TPOSIB-
JICHUI CIMUMHAJIBHON MBIIIEYHON aTpouu y TMalMeHTOB
MeHsTIoTCs.  TIpOMCXOMUT «CTUpaHUEe TpaHUI» MEXIY
«KJTACCUYECKUMM» TUTIAMM CITMHAJIBHOM MBIIIEYHOMI
arpodun 1 popMUpoBaHNe HOBBIX (peHOTUTIOB. B cBSI3n
C 3TUM HYXIAIOTCS B TIEPEOCMBICJIEHUN U U3MEHEHUU
MOMXOAbI K BEEHUIO TIAIIMEHTOB, B TOM YHCJIe K OIIEHKE
U KOPPEeKIIMU pecrupaTropHbiXx HapyuieHuii. CrerneHb
YJIyUIlIeHUs TIoKa3aTelel MBIIIEYHON CUJIbI U pecrupa-
TOPHOI (DYHKIIMU 3aBUCUT OT M3HAYAIbHOTO (heHOTHUIIa
CIIMHAJILHOM MBIIIEYHON aTpodum, Bo3pacra aedioTa
3a00JIeBaHMS, TSIKECTU MCXOMAHBIX HEPBHO-MBIIICYHBIX
W JIETOYHBIX HapYUIEHU, WMEIOIIMXCS OCJIOXHEHUH,
HCITOJIb3YEMOT0 JIEKAPCTBEHHOTO TIperaparta u BpeMeHU
npuMeHeHUsT TiepBoil mo3bl. [IpuMeHeHuMe TmaToreHe-
TUYECKOW Teparuu TPOAEMOHCTPUPOBAJIO YBEJIMYECHUE
BBDKMBAaGMOCTU M YJIy4YllIeHUEe MOTOPHON (DYyHKIIUU
y MalMeHTOB CO CMWHAJIBHOW MBIIIEYHOU aTrpodueii,
OTHAKO HoJTOCpoYHas 3(PEPEKTUBHOCTb ITUX METOI0B
JIeYEHUsT OCTaeTCsl Heu3BecTHOM. [IprBeneHHbIEe pe3yib-
TaThl UCCIIEOBAHUI TEMOHCTPUPYIOT Pa3UTEIbHBIN KOH-
TpacT C AMHAMUKOM MpOrpecCMpoBaHUs 3a00JIeBaHUS
npu ectecTBeHHOM ero tedeHum [11]. Kak ormedeHo
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paHee, OOJBITMHCTBO MCCIEIOBAHUI TTPOIEMOHCTPUPO-
BaJIM TIOJIOKUTEJbHOE BJIMSIHUE Ha OOIIYI0 MbIIIEUHYIO
CUJIy 110 CPABHEHUIO C €CTECTBEHHOMW MCTOPUEI TeUCHUS
3a00JIeBaHUS, HO PE3yJIbTAThI JICUCHUSI JIETOYHBIX Hapy-
LIEHUI pa3aInyaroTcs.

INatmeHTHl cO CIMHAJIBHOW MBIIIEYHOU aTpoduein
WMEIOT HapyILIEHUST Pa3IMYHBIX OPTaHOB U CUCTEM M HYX-
JTAIOTCSI B MPOAKTHBHOM MYJIBTUIMCIIUTIIMHAPHOM TTOJIXO/IE
K HaOJTIOIEHUIO M JISUEHUI0, OCOOCHHO B HauboJiee TsKe-
Jbix ciyvasix [27]. HeoGXoauMbl KOHCYIbTAllMM U 4acToe
HaOnoneHne y IIyJAbMOHOJIOra, OpTorena, Xupypra,
racTpoO3HTEpOJIora, IHUeTojiora W JIPYTMX Bpaueil MyJib-
TUIMCUUTUTMHAPHONW KOMAaHbl, 3HAKOMBIX C OCOOEHHO-
CTSIMM TEUEHMSI OCJIOKHEHUH Y TTAalIMEeHTOB CO CITMHATbHOM
MbIlIeYHOM aTpodueit. Hanmpumep, rnpyu BOZHUKHOBEHUU
>Kajo0 Ha aucdarvio v HapylieHue MpruoaBKU Macchl Teja
YMECTHA YCTaHOBKa HA30TacTpaJbHOTO 30H/AA WM TacTpo-
CTOMBI Ha paHHeW craguu 3a00yieBaHUsI, a TIPU HATUIUU
racTpoa3odareaybHON pedIIOKCHON OO0JIe3HN M XPOHM-
YECKUX 3aropoB TPOBOAMUTCS COOTBETCTBYMOIIAsT 3a00Jie-
BaHUIO Tepanus [27]. 3a mocienHee AeCATUIETUE TTOIXO]L
K JIEYEHUIO JIETOYHBIX MPOSIBIIEHUI CIIMHAJILHON MBbIIIIeY-
HOW aTpoUM CMECTWJICS OT PEaKTUBHOTO K MPOAKTUB-
HoMy. PaHbllle ouKMcTKa AbIXaTeJbHBIX TyTel U BEHTHWIISI-
LIMST JIETKUX TIPOBOAMJIMCH TOJIBKO TMPU HAJMYMU YETKUX
noka3zaHuit. [1poakTUBHBIN TOAXOM TMOApa3syMeBaeT BBE-
JIEHWE 3TUX METOMOB JICUEHUS] Ha PaHHUX CTaausIX 3a00-
JIEBaHUSI U YK€ MPOMUIaKTUUECKH, TIOCKOJIbKY Y AeTeil CO
CIMHAIBHOM MBIIIIEYHOM aTpodueii TpoaoIKUTETbHOCTh
M KaueCTBO KM3HU 3HAUMUTEIBHO CHUKAIOTCSI U3-3a BBICO-
KOW 4aCTOThI Pa3BUTHSI XPOHUYECKON IbIXaTeJIbHOU HEMo-
CTaTOYHOCTH, YTO OOYCJIOBJIMBAET HEOOXOMUMOCTD €€ CBO-
€BpEeMEHHOTO BEISIBJIICHUS U afieKBaTHOI Teparmu [28, 29].

OlleHKa COCTOSIHUSI PECITUMPATOPHON CHUCTEMbI OCY-
LIECTBIISIETCS TTyTeM cOopa aHaMHe3a (HaJIuuue peruanBu-
pyoIIMX MHMEKIMI HUDKHUX TbIXaTelbHBIX MyTel, cJlabo-
CTH OTKAIUTMBAHUSI, YTPEHHUX TOJIOBHBIX 00JIei 1 THEBHOM
COHJIMBOCTH), TIPY BU3YaJIbHOM OCMOTPE MallMeHTa C 1IeJIbIO
BBISIBJIEHUS fehOpMaliii TPYIHOM KJIETKU, OLIEHKM JaH-
HbIX JTaOOPAaTOPHBIX Y MHCTPYMEHTAJIbHBIX UCCICTOBAHU
(o11eHKa ra30BOTO COCTaBa KPOBU, MUKPOMDJIOPHI IbIXaTe/ b~
HBIX TyTei, ompeaeieHue (hOpCUPOBAHHON KM3HEHHOM
€MKOCTH JIETKUX W CUJIbI Kalllisl), MPOBENEHUM PEHTIEHO-
JIOTUYECKOTO/KOMITBIOTEpHO-TOMOTpapruueckoro oociaeno-
BaHUSI OPraHOB I'PYIHOM KeTKu [1].

Ilpu BbISIBIEHUM Yy TIAIIMEHTOB CO CIIMHAJbHOM
MBIIIIEYHO  aTpodueil  HapylleHWi  AbIXaTeJbHOM
CHCTeMbl HEOOXOAMMO Ha3HaYeHWe Teparuu, HarpaB-
JICHHOM Ha KOPPEKLMIO PeCrMpaTOPHBIX HapYIIEHU.
Takast Tepamnusi OCYIIECTBISIETCS TOCPEACTBOM TIpO-
BEIeHUs KaK afmapaTHOW PecrMpaToOpHOM TOAIEePKKU
(HewHBa3MBHasl BEHTWISILIUSL JIETKUX C JBYXYPOBHEBBIM
MOJIOXUTENbHBIM JaBjieHueM — BiPAP, wiu uHBasuB-
Hasl BEHTWISILMS JIETKUX), TaK U MEXaHMYeCKOil caHa-
e AbIXaTeJbHBIX MyTEW C TMOMOIIBIO TaK Ha3bIBae-
MOro oTkKauBaTens: (uHcydsaTopa-skcyddasitopa),
a TakXe 3JIGKTpUYEeCKOTro acruMparopa WIM WHTpa-

Ob30Pbl JINTEPATYPbI

MyJIbMOHAJIbBHON TIEPKYCCMOHHON BEHTWISILIMU JIETKUX
B COYETAHUU C PYYHBIMU TEXHUKAMU yHaJCHMS JIEerod-
HOTO cekpeTra (C TMOMOIIbI0 Melka AMOY), TTOCTypaiib-
HOTO JpeHaxa U KuHe3uorepanuu [1, 4, 6].

LlenecooOpa3HOCTE TIpUMEHEHUSI HEWHBAa3WUBHOM
BEHTUJISIIUM JIETKMX C JBYXYPOBHEBBIM ITOJIOXKUTEb-
HBIM JIaBJICHUEM Y TIallMeHTOB CO CITMHAJIBbHOMN MBbIIIeY-
HOI aTpodueil 3akiaoyaeTcss B KOMIIEHCAMN padOThI
0CJIa0JICHHBIX AbIXaTeIbHBIX MBIIIIL ITyTeM TTOIIePKaHUSI
JMIOCTATOYHOTO JIbIXaTeJIbHOTO 00beMa U MUHYTHOMN BEH-
TWISILIMY U, TAKUM 00pa3oM, YCTpaHEHUU MMEIoIIeics
aJIbBEOJIIPHON TUMOBeHTWISILIMU. [IpuMeHeHue HeuH-
Ba3MBHOW BEHTWISILIMY JIETKUX C JIBYXYPOBHEBBIM I10JI0-
JKUTEJIbHBIM JIaBJICHUEM HarpaBIeHO Ha KOPPeKIINo
HOYHOTO M JTHEBHOTO Ta3000MeHa, MoBbIlieHue 3P dek-
TUBHOCTU CHa U yBeJMYEHUE BbIKMBaeMocTH [1, 4, 6].
DPHeKTUBHOCTh HEWMHBA3UBHON BEHTUJISILIMU JIETKMX
C IByXyPOBHEBBIM TMOJIOXKUTETbHBIM JAaBJIEHUEM TTallieH-
TaM CO CIIMHAJIbHOM MBIIIIEYHON aTpodueil olleHuBaeTCst
MO0 HOpMaju3alMu KHUCJIOTHO-OCHOBHOTO COCTOSIHMSI
KPOBHU U YCTPAHEHUIO TUTIEPKATTHUU [4].

Wcnonp3oBanue nHcydpaaTopa-skeyppsTopa
MO3BOJISIET KOMIIEHCUPOBATh YTpauyeHHYI0/HEI0CTaTOu-
HYIO KalllJieByl0 (DYHKIIMIO, a TIPpUMEHEHUEe BJIeKTpuye-
CKOTO acmupaTopa — 3BaKyWpOBaTbhb JETOYHBIN CEKpeT,
CcKaruIMBawIIMiicss B OpoHxax. MaHyaslibHble UM arna-
paTHbIe TEXHUKU OTKAILJIMBAaHUSI OCOOEHHO ITOJIE3HbI
y TIAIIMEHTOB C OCJIabJIEHHBIM KalllJIeM W TIpU pecrnupa-
TOPHBIX 3a00JIEBAaHMUSIX N0 Ha3HaYeHUsl HEWHBa3UBHOM
BEHTUWJISILINY JIeTKuX |1, 4].

WHTrpanyibMoHambHasE — MEPKYCCUOHHAsI  BEHTUJISI-
1UST JIETKUX — 3TO MHHOBAIIMOHHBIN METOJ pecrupaTop-
HOI1 Tepanuu, Tpyu KOTOPOM MaJIeHbKUE 00beMbl BO3/IyXa
MOMAIOTCS TIALIMEHTY ¢ BBICOKOI YacTOTOM (TaK Ha3bIBae-
MbI€ «TIePKYCCHUU») U YIPaBISIEMbIM OTHOCUTEIBHO HU3-
KAM YPOBHEM JaBJIEHUS Yepe3 CIelMaIbHBII OTKPBHITHI
IbIXaTeJbHbI KOHTYp ((asutpoH). C MOMOIIBIO 3TOTO
MeTOo/1a B ra3000MeH BOBJIEKAIOTCSI TUIOXO BEHTWJIMPYEMbIe
CTPYKTYPHI JIETKMX, MOOWJIM3YETCSI M 9BAKYHUPYETCS JIETOU-
HBII cekpeT, yeunuBaetcst 11 dy3ust ra3oB, YIydIIatoTCs
OPOHXUATBHBIN KPOBOTOK M MUKPOIIMPKYJIALNS [5, 6].

Hecmotpsi Ha miepedyuciieHHble METOIbl KOPPEeKIIMU
COCTOSIHUSI PECTIMPATOPHOIl CUCTEMBI, B OTCYTCTBUE CBO-
€BpEMEHHO Ha3HAUYEHHOTO COBPEMEHHOTo MOIU(pUIII-
pYIOIIIETO JIeYeHUSI CIMHaJbHAS MBbIIIeUyHast aTtpodust
BeJET K HEYKJIIOHHOMY MPOTrPECCMPOBAHUIO XPOHUYECKOM
JbIXaTeIbHON HEAOCTaTOYHOCTH, 3aBUCUMOCTH OT TTOCTO-
SIHHOW HEeWHBa3WBHOM WJIM WHBA3WBHOM BEHTWISILIUU
JIETKUIX U paHHUM JIeTaJIbHBIM McxonaM [2]. B HacTosiee
BpeMsl OTCYTCTBYeT CTaHJapTUM3MPOBaHHAsI cxeMa o0ce-
JOBaHUS TIALIMEHTOB JUISI OLIEHKW COCTOSIHUSI pecrupa-
TopHO# cuctemsbl. B 2021 r. onmybmkoBaHa ctatbst L. Edel
u coasT. [30], BeimosiHeHHas1 Ha 6a3ze Great Ormond Street
Hospital (GOSH, Bonbuuuia Ha I'peiiT-OpMOHA-CTPUT)
B BenmmkoOputanuu, B KOTOpO# MpeacTaBIeHbI Pe3yIbTaThl
HabmoneHus 3a 20 marMeHTaMy CO CITMHATBHON MBbIIIIeY-
Hoil arpodueii 1-ro tTmumna B mepuona ¢ stHapst 2017 T.
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1o Hostopb 2018 T. ¢ TOUKM 3peHMsT OLIEHKU pecIpaTop-
Hot (pyHK1IMM Ha (pOoHE Teparnu HycuHepceHoM. B paboTe
TPUBOISITCSI CBEACHUS O pa3pabOTaHHOW CUCTeMe OaJljib-
HOI OLIEHKM DPECIMPATOPHBIX MCXOIOB y JETEil CO CIu-
HaJIbHOW MbIILIeYHO# aTpodueit 1-ro Tuna — mkaine GSR
(The Great Ormond Street Respiratory, Illkana Pecriupa-
TopHOTO LIeHTpa Ha ['peitT-Opmona-cTpur; Tad. 5) [30].

Onenka no mkane GSR konebnercs or 1 mo 28 Oan-
JIOB, TIPY 3TOM O0JIee HU3KUE 3HAYEHUST OTPAXKAIOT JIyJIlIee
COCTOSIHME JIbIXaTeJIbHOM cucTembl. Kaxnass Kareropust
MPU3HAKOB, BKJIIOUEHHAsI B IIKAJIy OLIEHKU pecrupaTop-
HBIX KMCXOJOB, OLIEHUBAETCI IO YMCJIOBOMY 3HAUYEHMIO,
MPUCBOEHHOMY BapHaHTaM OTBETOB. ABTOPHI COOOILAIOT
00 oInpenejeHHbIX OrPaHUYEHUSX TIPU COCTaBIEHUU

Ta6auya 5. banapHasa mKana ouenku PecnmpaTopHoro nenrpa Ha I'peidT-OpMoHI-cTPHT ¢ MHTEpHpeTanueii 6aaioB (mkaia GSR)

y ZeTeii co ciMHAIBHOI MbImeuHoii aTpodueii (CMA) 1-ro Tuma

Table 5. The Great Ormond Street Respiratory score scale (GSR) (with interpretation of scores) for children with spinal muscular

atrophy type 1

banibHas mkana onenku PecnuparopHoro uentpa Ha Ipeiir-Opmona-crpur (mkaina GSR)

ITapametp Kateropus OueHka, 0aIbI
A 3
CMA 1-ro Tuma B 2
C 1
3aBUCHMOCTb OT OTKAIILTUBATES 6
Hcrnonb3oBaHue OTKAILIABATENS IO MOTPEOHOCTH/TIPOMUIAKTUYECKHI 3
dusnorepanus
Wnasa ¢pusmnorepanusi 1
Her 0
VIHransimmm yepes He6y- Xnopun Hatpus (0,9%, 3%, 7%) 1
Jlaisep Her 0
0-3 5
3—6 4
Bo3spacr npu Havasne 7—12 3
HCTIOb30BaHUSI OTKAIILTU -
Baressi, Mec 13-24 2
25 u Gonee 1
He ucnonbs3yer 0
0-3 5
3—6 4
Bospact nannmanmm 7—12 3
HEVHBAa3WBHOI BEHTUJISI-
uu gerkux (HWUBJIT), mec 13—-24 2
25 u Gonee 1
He ncnonbzyet 0
Ocrtpast 2
IMpuunna nayana HUBJI HzbupatenbHas 1
He ncnonssyer 0
Bonee 16 u/cyr 6
Ha nouHoit con 3

Hcnonb3zoBanue HUBJI
Bo Bpemst ocTporo 3abojieBaHUsT 1

He ncnonbsyer 0
WMHrtepnipeTaiius 6aibHOM HIKaJbl olleHKU PecruparopHoro neHTpa Ha ['peiit-Opmona-ctput (GSR)

O1neHka, 6aIbl PecniupaTopHslii cTaTyc

1-9 CTabWIbHBINT — HY>)KHa MUHUMAJIbHAS TIOAIePKKa

10—15 CTabWIBbHBINT — TIPU UCTIOJIb30BAHUY OTKAIIUTABATEIISI

1622 CTaOubHbBIM — MPU UCTOIB30BaHMU OTKalIuBaresast 1 HUBJI

23-28 CnaObli1 pe3epB — BBICOKUIA PUCK PECITMPATOPHBIX YXYAIIEHUI ¢ MAKCUMAJIbHOM MOAIEPKKOM
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Tabauya 6. Kpurepun 6obHunbl Ha TpeiiT-OpMOHI-CTPUT /1S HAYAIA HEMHBA3WBHOW BEHTUJISIIUH JIETKUX Y IeTeil CO CIIMHAIbHOM

Mbleynoi arpogmeii (CMA) 1-ro Tuna

Table 6. Great Ormond Street Hospital criteria for initiating non-invasive ventilation in children with spinal muscular atrophy type 1

OcHOBHbIE KPUTEPHH

JlonosiHuTe IbHbIE KPUTEPUH

NudexunonHoe obocTpeHue (ocTpoe)

PennauBupyIomye pecnupaTopHbie NH(PEKIINI

HcxonHoe yBenuueHre pabOThl IbIXaHMS/ObIIIIKA
JIOKYMEHTUPOBaHHas JbIXaTeIbHAs HEAOCTATOYHOCTh — XPO-
HHUYecKas (Kak ITOKa3bIBAIOT UCCIEIOBAHUS CHA) WK OCTPast

HeynosneTBopuTebHas MprubaBKa MacChl TeJia, HECMOTPSI
Ha ONTUMU3UPOBAHHOE KOPMIIEHUE
Jedopmanusi rpyIHON KIETKU

Pe3yanaT OLICHKMY IO KPUTEPHUAM: HaYajIo HEWUHBA3UBHOUW BEHTWISLIAY JIETKUX TIpU HAJIMYUU = OOHOI'O OCHOBHOI'O KpUTE-

pust * TOTOJHUTETHHOTO KPUTEPUS.

HpI/IMC‘laHI/IeZ OJHUX TOJBKO JOIMOJHUTEIbHBIX KPUTEPUEB HEAOCTATOUHO VISl HaYajla HEMHBA3MBHOM BEHTUJISILIUU JIETKUX

IIKAJIBI, @ UMEHHO: HeOOJIBIIION pa3Mep BBIOOPKH;, OTCYT-
CTBUE JAPYIMX CTaHOAPTU3MPOBAHHBIX WMHCTPYMEHTOB
OLICHKU JbIXaTeJIbHON (DYHKIIUU IJIs1 CPABHEHMS VUTH IO/~
TBepKIeHMs OolleHKM 110 1Kaie GSR; orpaHnueHHbIE TaH-
HBIE TI0 HeOOPabOTAHHOI KOTOPTE HeJIeUeHbIX MallueHTOB
JUTST HAJIE)KHOTO CTAaTUCTUYECKOTO CPaBHEHUSI C TPYIIIIONf,
noJryyaBiieit teueHue [30].

Ouenka no mkaie GSR mosBossier oTcnexuBarh
JIBIXaTeIbHYIO (DYHKIIMIO C HMCIOJIb30BaHUEM OOBEKTHUB-
HOTO MHCTPYMEHTa, OTpaXkarollero ypoBeHb pecrnuparop-
HOW TTOMOIIM, HEOOXOMMUMOI TalMeHTaM CO CITUHAJIb-
HOI MbIlIeuHO# atpodueit 1-ro Tuna. Kpurepuu Havana
WCTIOIb30BaHUSI HEWHBA3WBHOW BEHTWISIUUU  JIETKUX
n uHcybdaaTopa-skcybdaaTopa ObIIM  pa3pabOTaHbI
B COOTBETCTBMM C OOIIEHAIIMOHAIBHBIM KOHCEHCYCOM
Bemukooputanuu [30—32]. B Tabn. 6 mpuBemeHbI Kpu-
TepUU IS Havajla HEWHBAa3WBHOW BEHTWJISIIUU JIETKUX.
CpaBHeHue nokazareseit o mkanre GSR pasHbIX Koropr
MaLIMEHTOB U3 Pa3HbIX YUPEKIECHUI BO3MOXKHO MPU YCIIO-
BUM COOJTIONEHUST aHAJIOTMYHOTO TPOTOKOJA BEACHUS
B Hayvajie pPecrMpaTOpPHOI TepaluM, TaKOW KaK HeMHBa-
3UBHAsI BEHTWISILIVSA JIETKUX VITA IIpUMEHeHe MHCYDGIIsi-
Topa-3kcyddsitopa. Camu aBTOPHI TPU3HAIOT, UTO CYIIE-
CTBYIOT pa3ivuus B JaHHOU npakTtuke B CoeaqnHEHHOM
KoponesctBe u 3a pyOexxoM, uTO, ONHAKO, He 00si3a-
TEJLHO TIPETSITCTBYET UCIOIb30BaHMIO rokasaresieit GSR
JUTSE OTCJIESKMBAHMSI TIpOTpecca y MallMeHTOB B OTIEIBHBIX
eHTpax. Kpome Toro, pasHsiTCsl JaHHbBIE O HEOOXOAMMO-
CTU TIPOBEIEHMSI MHBIX JICUCOHBIX MEPOTPUSATUIA, B TOM
YUCile WHTASILIMOHHOM Teparuy U30/TUIIePTOHNYECKUM
pacTBOPOM XJIOpUAA HATPHS.

OrpaHuveHrMeM WCCIeNOBaHUs OKa3ajach OIleHKa
no mkagre GSR ToOnbKO TAaIMeHTOB €O CIMHAJIBHOM
MBIIIEYHOM atpodueil 1-ro Tuira, a OojblIasg TpyrIa
MalMeHTOB CO CHWHAJILHOM MBIIMIEYHON aTpodueit
2—4-T0 TUTIOB OCTaeTCsl BHE TOJISI 3pEHUSI CIIELIUATNCTOB,
YTO CBUIETELCTBYET O HEOOXOMMMOCTH TPOBEICHUS
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