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AHHOTAIIUA

BeegeHue. [ocneaHue gecaTuneTns OTMEYEHbI MPOPLIBOM B M3Y4YEHUU MOSEKYTSIPHO-TeHe-
TUYECKNX OCHOB CMUHAIbHbIX MblLLIEYHbIX aTPOMUiA, YTO MO3BOSNIIO CYLLECTBEHHO YNYYLLNTb
AVMarHOCTUKY M riedeHune aTux 3aboneBaHuii 1 NOCnykuno nnatdopmorn aAns paspaboTku UH-
HOBALMOHHbIX TepaneBTUYEeCKUX MOAXOAOB C BO3MOXHOCTSIMU MOAYMSLUMM FeHETUYECKOro
aedekTa. C y4eTom orpaHM4yeHHON AOCTYNHOCTU 3TUOTPOMHbLIX METOAO0B NIEYEHMST CIMHASb-
HbIX MbILUEYHbIX aTPOUiA COXPaHSIOT CBOK [OKa3aHHY 3PdEKTUBHOCTb TPaAULMOHHbIE
noaxonbl K Tepanuu, HanpaefeHHON Ha NaToU3NONornyeckme MexaHn3Mbl pasBuTUSA U Te-
YyeHusi 3abonieBaHusl, KOTOpble, B CBOIO o4epedb, AMKTYIOT HE0BX0AMMOCTb UX YCOBEPLUEHCT-
BOBaHWs U NMOBbILLIEHNSI Pe3yNbTaTUBHOCTMU.

Llenb nccnenosaHua — onpeaenvtb 3(pekTUBHOCTL NPOAKTUBHON TakTUKWN NneveHns na-
LMEHTOB CO CMMHAamNbHbIMU MbILLEYHBIMW aTPOUsaMU, MTOCTPOEHHOW Ha OCHOBE aHanu3a gaH-
HbIX 3nekTpoMuorpadmyecknx nccnegoBaHmim ¢ NpUMeHeHneM BepuULMPOBAHHbIX LKA
OLEHKW (PYHKLUMOHAamMNbHbIX BO3MOXHOCTEN NaUNEHTOB.

MeToabl. [In3anH paboTbl NOCTPOEH HA OCHOBE MPOCNEKTUBHOIO KOFOPTHOrO UCCNeaoBaHus,
npoBefeHHoro Ha 6ase PecnybnvkaHCKOro KIMHUYECKOro LeHTpa HerpopeabunuTtauuu. MNog
Halum HabnogeHeM Ha NpoTskeHun 15 net Haxogunuck 95 peten (66 manbunkos 1 29 fe-
BOYEK) C reHETUYECKN NOATBEPXKAEHHBIM ANArHO30M NMPOKCUMAITbHOW CMMHANbHOW MbllleY-
How aTpodumm. MNMauyueHTbl Bbiny pacnpegeneHsl Ha 2 rpynnbl. KoHUenuusa neyeHns naumeH-
TOB OCHOBHOW rpynnbl (65 geTer) ocHOBbIBanachb Ha MpUHLKMNAX NepcoHann3npoBaHHOMO
nogxoga c NPUMeHeHMeM NPOaKTUBHOWM KOMMITEKCHOW NO3TanHoM Tepanum ¢ onpeaeneHnem
BeAyLLEero NaToflorm4yeckoro naTrepHa Ha OCHOBE pe3ynbTaToB KITMHUKO-3nekTpomuorpadm-
yeckux nccnegoBaHui. [letn 13 rpynnbl cpaBHeHus (30 geTein) nonyyanu oOLWEenpuHSTYHO
CUMMNTOMAaTMYECKYIO Tepanuio, BKNoYas HempomeTabonmnyeckme, XONMHOTPONHbIE CPeACTBa,
Knaccu4eckuin Maccax, gusnorepaneBtmyeckoe neveHue. CornacHo paspaboTaHHOMY Au-
3alHy UCCrefoBaHNs YPOBEHb OLieHMBaHNS YHKLMOHANbHbIX BO3MOXHOCTEN N 3NEKTPOMUO-
rpacomyecknx A4aHHbIX OCYLLECTBMSANCS Yepe3 CTaHAapTU3NPOBaHHblE BPEMEHHbIE Ananaso-
Hbl C KOHTPOMbHOW OTMeTKOM («McxoaHble faHHbIey, «1 roa», «3 roga», «5 neTy).

Pesynbratbl. [MpeanoxeHHas MeToaMKa KIVMHUKO-3SIEKTPOMMOrpadMyeckoro uccreaosa-
HWS1, MPOBOAUMOrO B pasfnyHble nepuoabl TedeHust 3aboneBaHus, NpuHecna CBou pesysib-
TaTbl. [NpoBegeHHOEe WccrnefoBaHUE CBUOETENbCTBYET O MEHbLUe UHTEHCUBHOCTM MaTo-
FIOrMYecKoro npouecca B OCHOBHOW rpynne, KOTOpoe MpecTaBieHO MeHee BblpaXXeHHbIM
ABUraTenbHbIM OeddULUTOM U 3MeKTpoMUOrpadduyeckMy HapyleHUsiMK, 4eM y nOeTei
B rpynne cpaBHEHUS, MONyYaBLUNX TPAAULMOHHYIO CUMNTOMaTUYECKYIO Tepanmio.

3aknto4veHue. [lmHamumyeckumn MOHUTOPUHT KITMHUKO-HEBPOJIIOrn4ecknx HapyLLIeHI/II;I C npu-
MeHeHMneM COBpPEMEHHbLIX OLEHOYHbIX LUKan, yF.I'IyGJ'IeHHbIﬁ aneKTpommorpachquKMﬁ aHa-
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ABSTRACT

Background. Recent decades have witnessed a leap in understanding the molecular genetic
bases of spinal muscular atrophy for a considerable improvement in diagnosis and treatment of
this disease and development of innovative therapies for correcting genetic deficiencies. Given
scarcity of etiotropic therapies for spinal muscular atrophy, traditional effective approaches
remain relevant to target pathophysiological mechanisms of the disease progression and de-
mand further development and improvement.

Objectives. Efficacy assessment of proactive therapy to spinal muscular atrophy based on
electromyographic techniques using verifiable patient-specific functional scales.

Methods. The study is designed as a prospective cohort study conducted at the Republican
Clinical Centre for Neurorehabilitation. We used a 15-year monitoring data on 95 children (66
boys and 29 girls) with genetically confirmed proximal spinal muscular atrophy. Patients were
divided in two cohorts. The main cohort (65 children) received personalised therapy based on
a proactive comprehensive stepwise approach to isolate a stem pathological pattern with clin-
ical and electromyographic data. The comparison cohort (30 children) received conventional
symptomatic therapy, including neurometabolic, cholinotropic drugs, classical massage and
physiotherapy. In the study design, functional capacities and electromyographic data were es-
timated in a standardised time scheme with reference points («baseline», «1 year», «3 yearsy,
«5 yearsy).

Results. The proposed methodology for clinical and electromyographic data sampling at differ-
ent points of the disease progression has yielded results. We registered a weaker pathological
progression in the main cohort reflected by less pronounced motor deficiency and electromy-
ographic pathology compared to the comparison group receiving conventional symptomatic
therapy.

Conclusion. Dynamic monitoring of clinical and neurological disorders using modern as-
sessment scales and extended electromyography of morbid motor markers enables a per-
sonalised proactive clinically justified treatment to suppress complications and manifestation
of pathology.
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BBEOEHUE

O6wensBecTHO, YTO Nporpeccupyloas Hempo-
MbILLEYHAsA NaTonornsa AeTCKOro Bo3pacrta CoCTaB-
nseT TsKenokypabenbHyl rpynny HacreacTBeH-
HO-[lereHepaTBHbIX 3aboneBaHnii C BbipaXXeHHOM
CTaTOMOTOPHOW AUCAYHKUMEN, NPUBOSALLEN K WH-
Banugusauum [1]. Ocobyto KaTeropuio B CTpPyK-
Type nogobHeix 3aboneBaHUn COCTaBMAKT Na-
LMEHTbl CO CNMHANbHOW MblWEeYHOW aTpodmen
(CMA), xapaktepusyloLwencss nporpeaneHTHon
JereHepauvenn MOTOHEVPOHOB CMMHHOIMO MO3ra
KakK NpOsIBNEHWUSI TOMO3WUIOTHOM MyTauuun (gene-
uun/konBepcum) SMN1 — «reHa MOTOPHOrO Hen-
poHa BbhkmBaHusa 1» [2]. MNoBbILLEHHOE BHMMaHWe
kK CMA o06ycrnoBneHo yCTOWMYMBBIM YBENUYEHU-
€M 4ucria naumeHToB c 3TuM 3aboneBanHuem [3].
PacnpocTtpaHeHHOCTb npokcumanbHbix CMA —
B cpegHem 5,5 Ha 100 TbIC. HaceneHus, y HOBOPO-
*aeHHbIX — 1 Ha 6-10 Tbic. [4] YacToTa reteposu-
roTHoro HocutenbctBa — 1 Ha 40-60 yenosek [3].
3abonesaemoctb CMA 1-ro Tuna (6onesHb Bepga-
Hura — loddmana) coctasnsetr 6 Ha 100 ThiC.
[5] npn pacnpocTtpaHeHHoCcTM B AmanasoHe 0,04—
0,28 Ha 100 TbIC. [4, 5]. 3aboneBaemocTe CMA
2-ro Tuna (NpomexyTodyHasa dopma) n 3-ro Tuna
(6onesHb Kyrenbbepra — BenaHgepa) ucumncnsaet-
cs B cpegHeM kak 10,6 Ha 100 TeIc. [6], npy pacnpo-
cTtpaHeHHocTn 1,5 Ha 100 Thic. [2, 7]. N B kKavecTBe
rMaBeHCTBYIOLLEN MPUYNHBI 0603HAYEHHOW HENpOo-
3ANMAEMUNONOTMYECKON CUTYaLMKN BbICTYNAKT Meau-
KO-couuarnbHble acnekTbl BbDKMBAEMOCTM U ajan-
Tauum paHee TpPyOHOKypabenbHbIX MauueHTOB
¢ TshkenbiMn BapunaHTamu CMA [8]. Ycnexun coBpe-
MEHHON MOMEKYNAPHO-reHETUYECKON AUarHOCTUKM,
OOMNOMNHUTENbHbIE METOAbl BbICOKOUHOPMATUB-
HbIX MHCTPYMEHTAalbHbIX UCCNeAoBaHUA MNOCMYXU-
Ny nnatdopMor and cos3gaHusa wmpokomacLuTab-
HbIX KNMHMYeckux nccnegosaHmin. OQHUM U3 Takmx
HanpaBneHWn SABMsIeTCA TapreTHas Tepanus C Uc-
Nonb30BaHNEM «MaribiX MOFEKYM», HanpaBreHHas
Ha 3amelleHue reHa SMN1 nocpeacTsomMm BuUpyC-
HbIX BEKTOPOB M MPOYUX CPEeACTB, mMoamcumumpy-
townx 3abonesaHme [9]. CornacHO COBpPEMEHHbLIM
ceegeHuam [10], B p[aHHOM TepaneBTUYECKOM
cermeHTe MHoroobellarLlen ABNAeTcs MeToamka
NPUMEHEHUs B KayeCcTBe BeKTopa ANnd TpaHCreHa
SMN1 camopononHsaemMoro ageHoaccounmpoBaH-
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Horo Bupyca Tuna 9 (scAAV-9). Kak csugetens-
CTBYIOT OaHHble nutepaTypsbl [11, 12], 3anateHTO-
BaHHbIM MpenapaTtom NogoGHOW HanpaBreHHOCTU
apnsetca AVXS-101. Onupasck Ha npegsapuTens-
Hble MONOXUTENbHbIE pe3ynbTaTbl MYMLTULEHTPO-
BbIX nnauebo-KOHTpoNMpyembiX UcCcneaoBaHUN,
cpaBHuUTENbHO HepgaBHo B PP, CLIA n B psage
cTpaH EBponbl Obin npeanoxeH u pekomeHaoBaH
B KayecTBe 3TUOTPONHOM Tepanumn aHTUCMbICIIOBOW
onuroHykneotng «CnuHpasa» kKak addekTnsHoe
CpeACcTBO MOAYNALUN anbTEPHATUBHOIO CMamncuH-
ra SMN2 reHa, dpyHKUMOHaNbLHO Mognudunumpys ero
B SMN1, 4TO B COBOKYMHOCTW, COIflacHO NpeaBa-
puTenbHbIM pesynsTaTam, BocCTaHaBNuBaeT gyHK-
LMOHMpOBaHNE MOTOHEWPOHOB, npegynpexaas
nx gereHepaumto [13]. HecmoTpsa Ha nepcnekTuse-
Hble [OCTWXEHUA B HanpaBneHUn 3TUOTPOMHOro
neyeHus, LUernesble MokasaTenu He AOCTUTHYTHI
B nonHom obbeme [10], a yuntbiBasi 0COBGEHHOCTH
WHTpaTeKanbHOro BBEAEHUS IeKapcTB, OKOHYa-
TenbHO He gopaboTaHbl MexaHu3Mbl MHPACTPYK-
TypHOWN opraHusdauuun [14—16], 4TO orpaHuumBaeT
NONHOLUEHHOCTb MeponpuaATUA B JaHHOM CermMeH-
Te JOnroBpeMeHHon Tepanuu. Ho BMmecTe C Tem
C YY4ETOM TPaEeKTOPUN eCTECTBEHHOIO TeYeHUs 3a-
boneBaHus, xapakTepusyloLlerocs aereHepauuen
ABUratenbHbIX HEWpPOHOB CMMHHOrO MO3ra, aTpo-
duen ckeneTHbIX MbILWL, U FeHepann3oBaHHON cra-
B0CTbI0, KOHTPOMb Y Ha3Ha4YeHe NaToreHeTNYeCcKkn
HanpaBneHHOro MPOaKTMBHOIO NepcoHann3npo-
BaHHOro nannuatusHoro nedeHns CMA akTyarnbHbl
B KOHTEKCTE paHHEro BbISABIIEHUS NATONOrMYeCcKmX
CUMNTOMOB M COXpPaHeHMs1 (PYHKLMOHANbHbIX BO3-
MOXHOCTEWN NaLUEHTOB.

Llenb uccnepoBaHua — onpegenutb addek-
TMBHOCTb MNPOAKTUBHOW TaKkTUKW FevyeHus nauu-
eHToB co CMA, noCTpoeHHON Ha OCHOBE aHanuaa
AaHHbIX anekTpomMuorpadudeckux (AMIM) ncenego-
BaHUN C NpUMEHEeHWeM BepUAULMPOBAHHBIX LUKan
OLEHKN (PYHKLUMOHAmbHbIX BO3MOXHOCTEN MaLueH-
TOB, B CPaBHEHUM C TPaAL4MLMOHHBIMK Nogxogamu
K BEAEHWIO OeTeln C yKazaHHOW naTonornen.

METOAbI

[n3aitH paboTbl NOCTPOEH Ha OCHOBE MpOCMEk-
TUBHOTO KOTOPTHOTO WCCNEAOoBaHWUsi, MNpOBeOeH-
Horo Ha 6Gase PecnyGrnMKaHCKOro KIMHUYECKOro
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CrnirHaAbHBIE MBIIIIEYHbIe aTPOPUHU: OT COBPEMEHHBIX BO3MOYKHOCTEH K HOBOH CTpaTeruy OKa3aHUsA MOMOIIH

LeHTpa Henpopeabunutaumm MuHucTepcTBa 3gpa-
BoOxpaHeHusa [oHeukon HapogHowm Pecny6nukuy,
KOTOpLIN SABMSETCA rOCYy4apCTBEHHOW CTPYKTYPOW
N 3aHMMaeTcs peabunurtaumen geTten ¢ opraHuye-
CKOW naTtonorunen HepsHon cuctembl 6onee 30 ner.
Moa Hawmm HabngeHnem Ha NpoTskeHun 15 net
Haxogunucb 95 peten (66 manbumkoB M 29 geBo-
Yek) C reHeTM4ecku NoaTBEPXKAEHHbIM AMarHo3oMm
npokcumansHo CMA n3 [loHeukon obnacTtu n apy-
rMX PermoHoB YKpauHbl, a Takke cTpaH GnvxHero
3apybexbs.

OnarHo3 CMA ocHOBbIBancsa Ha TUMUYHbIX KMK-
HUYECKMX CMMMTOMAaX, AaHHbIX arekTpomuorpadum
n obsasarenbHO NOATBEpXAancs pesynsratamu
MOIEKYNAPHO-rEHETUYECKOTO UCCIEefOBaHUA, KO-
Topoe npoBoaunv B degepanbHOM rocyaapcTBeH-
HOM GOXKETHOM Hay4yHOM yupexaeHun «Mepguko-
FEHETMYECKUI HAy4YHbIA LEHTP MMEHU akagemwuka
H.M. BouykoBa» (r. MockBa) n Meguko-reHeTnYe-
ckoM LeHTpe «l'eHomeny (r. PoctoB).

CornacHo paspaboTaHHOM MOAEeNnu nauueHTbl
OblnyM pacnpegeneHbl Ha 2 rpynnbl. MauneHTsb
OCHOBHOW rpynnbl, KOTOpas BKM4Yana 65 geten
(68,4%), perynsapHo, B YyCTaHOBMEHHbIE BPEMEH-
Hble WHTepBanbl MPOXOAWUNN  KITMHUKO-AWArHo-
cTnyeckoe obcnegosaHue. KoHuenuus nedyeHus
OCHOBbIBanacb Ha npuHUUNax nepcoHanuMsnpo-
BaHHOrO Noaxoda C NPUMEHEHWEM MPOaKTUBHOMN
KOMMMEKCHOMW no3TanHonW Tepanuu C onpege-
neHveM BeAyLlero naTofliorM4yeckoro naTtTepHa,
onpegensowero TSKecTb ABWUraTerbHbIX Hapy-
WEHUA M YypOBeHb (YHKUMOHANbHbLIX BO3MOX-
HOCTEA Ha OCHOBE pe3ynbraToB, MOJYYEHHbIX
NpU KNUHUKO-3NIEKTPOMUOrpadnyeckoM MOHUTO-
pUpoBaHUM.

HOetn u3 rpynnel cpaBHenuna (30 geten (31,6%))
nonyyanu obLLIENPUHATYIO CUMMTOMAaTUYECKYHO Te-
panuio, BKMYas MeguKameHTO3Hble npenaparl,
ynyywarwlme TeveHne Metabonuueckux npouec-
COB B Mblwuax [6, 10, 16] B BO3paCTHbIX A403MPOB-
kax (BMTamuHbl rpynnel B, Hemponentuapl, KapHu-
TUHCOAEPXALLNE COEOMHEHNS), XONMHOTPOMHLIE
cpeAcTtBa, Krnaccuyeckmin Mmaccax, dusmortepa-
nesTMyeckoe nedyeHve. [nHamMuky TeveHus naro-
NOrM4yeckoro npouecca Takke OueHuBanu Mo pe-
3yneratam KNMHMKO-3reKTpomMuorpadmnyeckoro
MOHUTOPUPOBaHUA Yepes BPEMEHHbBIE MPOMEXYTKM,
aHanorm4Hble OCHOBHOW rpynne.

KonnyecTtBo BKMOYEHHbIX B UCCreaoBaHue na-
LUMEHTOB OMpPenensanock YMCrioM rOCnMTanmManpo-
BaHHbIX B OTAENeHWe Henpopeabunutauumn geten.
MeHbLwunin ob6bem BbIOOPKM B rpynnax CpaBHEHUSI
oBycrnoBneH WHTEHUMen K adPEeKTUBHON NOMOLLM
GonblleMy KOnuM4ecTBy MauveHToB BBUAY opdaH-
HocTn 3aboneBaHus.
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CornacHo paspaboTaHHOMY AM3alHy uKccreno-
BaHMUS YPOBEHb OLEHMBAHUSA (PYHKLMOHAIbHbIX
BO3MOXHOCTEM M 3OMI-gaHHbIX OCyLlecTBRAncs
yepes CTaHOapTU3NPOBaHHbIE BPEMEHHbIE AMana-
30Hbl C KOHTPONbHOM OoTMeTkon («/cxoaHble paH-
Hble», «1 roa», «3 roga», «5 neT»).

Ha paHHux cTaguax 3aboneBaHnst B CXeMy rede-
HUSA OeTen U3 OCHOBHOW rpynmnbl BKNOYaNuM MUKPO-
[03bl COEAVHEHUI C MeTabonuyeckum OencTeu-
emMm (MenbgoHun, auetun-L-kapHutH — 0,5-1 mn
Ne 10-15). MNporpeaneHTHOE CHWXeHne YHKLUMO-
HanbHbIX BO3MOXHOCTEW B ABUratenbHon cdepe
ABMNANOCb OCHOBAHWEM K AOMOJTHUTENBHOMY ped-
NEKTOPHOMY BO30ENCTBUIO Ha 30HbI LiepBUKASbHO-
ro u nombanbHOro aHaToOMMYECKOrO YTOMLLEHWUN
C MpPUMMEHEHNEeM METOAOB ME3OMYyHKTYpbl, coaep-
Xawmx [osbl Henponentugos (1 mn Ne 10-15),
Ha dOHe nepopanbHOro npuema npenapaToB
rpynnbl UUTUKONMHOB B BO3PACTHbLIX [4O3UPOBKaX
o1 250 go 500 mr/cyTku.

MMpun BbISBNEHNM COMYTCTBYHOLLErO akCOHAsIbHOIO
nopaxkeHnsi HasHa4anucb neKkapcTBeHHbIe CPeacT-
Ba, cofepXaliue akTUBHOE BELLEeCTBO MNUOAKPWUH
(5—20 mr/cyTkn). B cnyyasx nporpeccupoBaHus Bbl-
SABMEHHbIX W3MEHEHU BOMOKOH nepudeprnyeckmx
HEepBOB PEKOMEHAOBANCHA KypcOBOW MpUeM akTo-
BernHa (50-200 mr/cyTkn) BMecTe C COeAMHEHU-
AaMu TMokToBon kucnotbl (40-80 mr/cyTkm) go 50—
70 oHen.

OnekTpoMuorpauyeckuin naTrepH MUOrEHHOTO
nopaxxeHnst AMKTOBan HeoOXOOAMMOCTb MOAKIYe-
HUS1 B CXEMy Nle4YeHus Tepanun ¢ KOMOUHMPOBaH-
HbIMW MeTabonMyYecknmMmn CBOMCTBaMM (LUTPYNnHa
manart: 0,5-1 mr/cyTkm — go 1 mecsua; yOMXMHOH:
2 wmr/kr/cytkm — po 3 mecsaues). Npn nporpeccu-
poBaHWM NOAOGHBIX M3MEHEHMI MPOBOAUIICA KYpC
napeHTepanbHOro BBeAeHUs gocdoKpeaTUHNHa
B BO3pacTHbIX fo3npoBkax 50—100 mr/cyTku.

B cxemy peabunuTaLuMoHHOro NeYeHns BKoYanu
afanTUMpOBaHHbIN MaccaX C dNieMeHTaMu CTpeny-
TMMHacCTVKM C aKUEHTOM Ha pa3paboTky MeHee
MOPaXKEHHbIX YY4aCTKOB MbILLEYHOro annapara Ko-
HeYyHoCTel C pekoMeHOyeMbIM KyPCOBbIM €XXeKBap-
TanbHbIM NPOBEAEHUEM.

Mpn HayYanbHbBIX CUMNTOMax CKONMO3a PEKOMEH-
[0Banocb MPUMEHEHUE MSArKOro OpTEe3MpPOBaHUS,
dunsmoTepanesBTMyeckme MeToAbl  BO3OEeNCTBUS,
BKIMOYas MEXaHM3NPOBAHHYI MaHyarbHYH Kpo-
BaTb, BaKyyM-CTUMYMAUUIO, TOYEYHOE BBEAEHue
Mukpogo3 (0,5-2 mn Ne 10-15) Henponentuaos
(uepebponuanH, KOPTEKCUH).

|_|pVI yTAXeneHun cteneHn CKonmo3a Ha aAnnTerb-
HbIA Nepuop HasHavarncs WHAUBMOYanu3npoBaH-
HbIN XECTKUA OopTe3 ANA CNWUHbI, JOMNOSIHUTENbHO
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NPOBOAMITUCH KYPCbl MATKOW MaHyanbHOW Tepanuu,
pekoMeHoBasncsa Kypc anektpodopesa napasep-
TebpanbHO C BuTamuMHamu rpynnbl B (TmamuHa
xnopng — 1-2 mn 4vepes geHb Ne 5 B coveTaHum
¢ nupmnaokcuHom — 1-2 mn Ne 5 yepes geHb) B KOM-
nrnekce ¢ nepoparbHbIM NPUEMOM Xonekanbunde-
pona (500-1000 ME/cyTkn) [9, 10].

MpeonoxeHHas KoHUEeNUMs NepCcoHann3vpoBaH-
Horo nogxoda k BegeHuto ageter co CMA nosBo-
nina 3amegnuTb TeMmnbl MPOrpeccMpoBaHUs 3a-
BbonesaHns U coxpaHuTb Bornee BbICOKUA YPOBEHb
OBUraTenbHbIX BO3MOXHOCTEN nauueHToB. [ny6o-
KU aHann3 aaHHbix OMIT uccnegoBaHuin NO3BONUI
CBOEBPEMEHHO BbISIBMNSATL BTOPUYHOE HEBPOrEHHOE
N MMOreHHOoEe nopaxeHue, YTo obecneynno BO3Mox-
HOCTb VX pas3HOHanpaBfeHHOW KOPPEKLUN.

YpoBeHb (PYHKLMOHANBHOIO COCTOSIHUSA MNaLWeH-
ToB co CMA cTapule 3 net npoBoausncs no wkane
RHS [4, 16]. MauneHTbl B BO3PacTHOM CErmeHTe
1-3 roga oueHnBanncb C NOMOLLbID MoandULMpo-
BaHHOro BapmaHTa LKanbl XaMMepCMUT.

YpoBeHb HENPOMU3NONOrMYECKMX HapyLUEHUI
OLEHMBarncs ¢ NoMOLLb MPOorpaMMHo-annapaTHo-
ro komnnekca «Henpo-MBIl1-mukpo» (P®). umarHo-
CTMYECKUI NaTTepH BKIOYan cTaHaapTHble MeToAbI
OMTI: urone4aTyto ¢ u3yyeHnem amnnuTyabl U gnuv-
TENbHOCTVM MNOTEeHUMana ABuUraTtenbHbIX eauHUL
(NAE), cnoHTaHHOM aKTUBHOCTU: MONOXUTENbHBIX
ocTpbix BornH (MOB), noTeHumanoB mnbpunnaunm
(M®), noteHumanos dacuukynauum (MOL); ctumy-
MNSILMOHHYIO C MCCregoBaHMEM MOTOPHOMO OTBETA
Mbiwubl (M-oTBeTa) M NOBEPXHOCTHYIO AMIT ¢ Ha-
rpy304HbIMKM Npobamu B BuAe akTUBHbIX (buanye-
CKMUX ynpaHeHun B TeyeHue 15-20 MuUHYT C no-
cnegywoLwmMM U3yYyeHWeM AWHaAMUKWM MoKasatenewn
[0 1 nocrne Harpy3o4HbIX TECTOB.

UccnepoBaHve opobpeHo nokanbHbIM - 3TUYe-
CKMM KOMUTETOM PecnybrnmkaHcKoro KNMHMYECKoro
LeHTpa Henpopeabunutauum r. doHeuka M3 OHP
(npotokon Ne 3-9/19 ot 13.04.2011). Poautenu
UNU 3aKOHHble NpeacTaBUTENU NauneHToB Obinuv
O3HAKOMIEHbI U UHPOPMUPOBAHbI O Liensx, Xxapak-
Tepe, AuarHoOCTUYeCKMX M nevebHbIX npoueaypax,
a Takke O BO3MOXHbIX HebrnaronpusTHbIx addek-
Tax nevyeHus M ganu gobpoBonbHoe WMHGPOPMUPO-
BaHHOE cornacue.

Cratuctnyeckyto obpaboTKy MonyyYyeHHoW B xope
nccnegoBaHnst MHopmaumn npoBoaunM C MOMo-
LWbI0 NakeTa npuknagHbix nporpamm Statistica 10.0
komnaHun StatSoft. MNpoBepKy HopmManbHOCTU pac-
npegernexHns NPoBOAMITN C MOMOLLIbIO kpuTepus Kon-
mMoropoBa — CMMpPHOBA (MOmnyYeHHble B pe3yrnbsraTte
NPOBEAEHHOIO UCCNENOBAHNSA OaHHbIE HE COrnaco-
BaHbl C HOpMaribHbIM pacnpegeneHnem). [ns ouex-
KM MEXIpynnoBOW pasHuLbl NMPUMEHANM Henapame-
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TpUYeckme MeTodbl CTAaTUCTUKU: CpPaBHEHMS ABYX
rpynn no KONMUYECTBEHHbIM LLKarnaMm npoBOAWMUCH
Ha OCHOBe HemnapameTpuyeckoro Kputepusi MaH-
Ha — YutHn. CpaBHeHus Tpex n 6onee rpynn no Ko-
NWYECTBEHHBIM LLIKaNaMm MpOBOAMIINCE HA OCHOBE
HenapameTpuyeckoro kputepus Kpackena — Yon-
nuca. [ina onncaHus KonM4YeCcTBEHHBIX NokasaTenen
MCMOoNb30Banvcb cpegHee 3HavYeHre 1 CTaHgapTHoe
OTKIOHeHWe B popmate «M £ S». AHanns guHamuku
nokasartenen B cCrnyvae CpaBHEHMS OBYX NMepUoOoB
NPOU3BOAMIICA Ha OCHOBE HENnapameTPUYECKOro Kpu-
Tepus BunkokcoHa, B criydae cpaBHeHuUst Tpex u 60-
rfiee NepuvoJoB — Ha OCHOBE HemnapameTpuyeckoro
kpuTtepus ®puamana. CrtaTuctTuyeckas 3Ha4nMMoCTb
PasnUYHbIX 3HAYeHUn N GMHaAPHBLIX U HOMWHAIb-
HbIX MOKa3aTernew onpegensnack C UCMOMNb30BaHNEM
KpuTepust xu-kBagpat [NupcoHa. KoppensumoHHbIn
aHanv3 NpoBOAWIICS Ha OCHOBE HenapamMmeTpUYeCKon
paHroson koppensuuu no CnupmeHy. PasHuua cum-
Tanacb 3Ha4MMOW, ECNN p-3HAYeHME ObINo MEeHbLLE
0,05 (p < 0,05). MNpwn npoBegeHNM CTATUCTUYECKOWN
06paboTkn JaHHbIX U MHTEPNpPETaLMM MOMYyYeHHbIX
pe3ynsraToB y4MTbIBanuCb COBPEMEHHbIE MEXOyHa-
poaHble TpeboBaHUS K NPeACTaBIEHUIO pe3ynbsTaToB
CTaTUCTUYECKOTO aHanm3a B cTaTbaxX M gucceprauu-
AX Ha COMCKaHMe y4eHOW CTeneHu.

PE3YNbTATDI

Ha ocHoBe (heHoTUNMYECKON Bapmaumn [16] cpas-
HMBaeMble rpynnbl auddepeHumposaHbl Ha CMA
2-ro Tvna (54 pebeHka: 40 (74,1%) nauneHToB cocTa-
BUMMN OCHOBHYO rpynny, 14 (25,9%) — rpynny cpas-
HeHus) 1 CMA 3-ro Tuna (41 naumeHT: 25 (61,0%) —
OCHOBHas rpynna, 16 (39,0%) — rpynna cpaBHeHuS).

BpemeHHon nHTepBan ot gedtota CMA go npuHs-
TVsi NAUMEHTa B UCCNegoBaHNe B OCHOBHbIE rpynnbl
CMA 2-ro tnna coctasun 3,50 £ 0,64 mec., CMA
3-ro Tuna — 6,12 + 3,03 mec., B rpynnbl CpaBHEHUS
CMA 2-ro Tuna — 3,86 + 0,66 mec. (p = 0,7968),
CMA 3-ro tuna — 6,12 + 1,75 mec. (p = 0,8517).

BospacTHoli amanasoH y4acTHUKOB MccrnenoBa-
Hus coctasun: 1-3 roga — 68 gerten (71,6%), ctap-
we 3 netT — 27 nauuneHToB (28,4%).

[OnutenbHoCcTb HabniogeHua coctaBuna 5,3 *
0,4 ropa.

Kputepmnsimm BKNoMEHMS B UCCrieaoBaHne SBNsnnch
Bo3pacT oT 1 4o 12 neT, reHeTNYecKkn yCTaHoBIEHHas
dopma npokcumansHon CMA ¢ ayTOCOMHO-peLec-
CMBHbIM TUMNOM HacneaoBaHUs!, COOTBETCTBUE KITUHU-
yeckomy ceHotuny CMA 2-ro Tuna u CMA 3-ro Tvna.

Kputepusimn MCKknoveHnst Gbino Hanmuume Tsxe-
non coMaTuM4ecKon naTonornm, OTKas poamuTenen
UINN 3aKOHHbIX NpeacTaBUTeENen OT UccregoBaHus.

CornacHo KOHCeHCYCY, AOCTUrHYTOMY MexayHa-
poaHbiMu akcneptamn SMA Europe, EBponericko-
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ro HEMPOMBILLEYHOrO KOHCOpLUWYyMa, reHeTUu4eckoe
nccnegosaHne SMN1/SMN2 aBnseTca BbICOKOHa-
OEeXHbIM METOAOM M OTHOCUTCH K obcneaoBaHUAM
nepBor NMHUMM Mpu nogo3peHun Ha CMA [1, 17].
B pamkax reHeTn4yeckoro obcreaoBaHus y nauuer-
TOB MPOBOAUIIOCH MCCregoBaHNE FIOKyca KOpOTKO-
ro nneva 5- xpomocombl SMN-reHa. Hanbonblune
pasnuuusi Mexay uccrieayemMbiMu rpynnamMm BbisiB-
NeHbl NPU N3y4YeHUM BUOA FrEHETUYECKOW MyTauuun.
leHotnn 0/SMN1, cBuaeTenbCTBYOWUA O Aene-
LMW Ha OOHOW annenu u BHYTPUTEHHOW MyTauuu
Ha Apyron annenuv, naeHTnpuumpoBaH y ABOMUX
peteint co CMA 2-ro tuna. B rpynne CMA 3-ro Tuna
nogobHom myTaumMM 3a Becb nepuwog uccneno-
BaHW BbIIBNIEHO He Oblno. 3HauyuTenbHO Yalle
Yy NauueHTOB BLISIBMSiNIACb FOMO3UrOTHas geneuus
(koHBepcus) ak30Ha 7 wu/mnm 8 ak3oHa SMN1 (re-
HoTtun 0/0): AaHHbLIM BUO MyTauuu y OeTen rpyn-
nel CMA 2-ro Tuna coctasun 96,3%, y nauueHToB
CMA 3-ro Tuna — 100%. lNMpegcTaBnsawT MHTEpec
nosny4deHHble pesynbTaTtbhl FEHEeTUYECKOro aHanmsa
poautenen naumeHtoB CMA 2-ro n 3-ro Tuna, y Ko-
TOpbIX NpeBanupoBana Aerneuusi reTepo3nroTHoro
ak30Ha 7 SMN1, coctaBnsas 94,3% Bcex nccneno-
BaHWA. 3HAUNTENbHO pexe ANarHoCTUpOBann LMC-
KOHpMrypaumo, CBMAETENLCTBYOLWYIO O Hanu4imum
OBYX nnun 6onee Konunm 7-ro ak3oHa Ha OOHOW XpPo-
MOCOMe.

Mpun obcnenoBaHny ABUraTernbHbIX BOSMOXHOCTEN
AeTen C pasnuyHbIMY PEHOTUMMYECKUMU BapuaH-
Tamm CMA ycTaHoBneHo, 4to y naumeHtos co CMA
2-ro TMnNa AsuraternbHble BO3MOXHOCTU MO pesyrb-
TaTtam TecTupoBaHud no wkane MHS cywectseHHO
HIKE B CpaBHEHWU € nokasatensMu y 6onbHeix CMA
3-ro Tuna. PasHuua B Bannax mexay deHoTunmye-
CKMMW TpynnaMu B Hayane uccriefgoBaHwWsi cocTa-

Buna 2,5 pasa (p < 0,0001) (tabn. 1). 3a rog 6an-
nbHas oueHka no wkane MHS cHuannace y geren
CMA 2-ro Tvna rpynnbl cpaBHeHns Ha 24,12% (p =
0,0022), y poetenn OCHOBHOW Tpymnmbl CHWXEHWE CO-
ctaBuno 10,62% (p = 0,0019), B T0 e Bpems cTaTh-
CTUYECKM 3HAYMMbIX Pasnuyuin nokasarenen Gannb-
HOW OLEHKM B 3TUX rpynnax He Gbino nonyyeHo (p =
0,1184) (tabn. 1). 3a aHanorn4HbIA Nepuog y nauu-
€HTOB OCHOBHOW rpynnbl nokasaTtenu CMA 3-ro tuna
MHS cHusunuce Ha 1,75% (p = 0,0173), B TO e Bpe-
MS B rpynne CpaBHEHWs oTpuuaTenbHasi UHaMuKa
coctasuna 5,44% (p = 0,0032) (tabn. 1). No wkane
MHS cyLLeCTBEHHbBIX pasnnynin B OCHOBHOW rpynne
W rpynne cpaBHEHWs1 OTMeYEHO He 6bino (p = 0,5436).
Mony4yeHHble pe3ynbraTbl MOHUTOPUPOBaHMS Ganmb-
HbIX OLEHOK Nno wkane MHS yepes 1 rog ot Hayana
uccrnegoBaHnst CBMAETENbCTBOBanNM 06 ogHopoa-
HOCTU (PYHKLMOHANBHOIO YPOBHS OCHOBHOW rpymnnbl
W Tpynnbl CPaBHEHWs, YTO M CINELOBANoO OXuaarb,
YyUnTbIBas TSHKENbIN FreHETUYECKUIA XapakTep usyya-
€MOoK naTonoruu.

Uepes 3 roga nokasatenn yHKUMOHAMNbHbIX
BO3MOXHOCTEN uccnegyemblx nauyneHtoB CMA
2-ro n 3-ro TMna, ¢ y4eTom BO3PaCTHOro Kputepus,
n3mepeHHble no wkane RHS, no-npexHemy yka-
3biBanun Ha Bornee TAXenoe KNMHUYecKoe TeyeHue
B rpynnax cpaBHeHus: GannbHas oueHka no LuKa-
ne RHS y pgeten ocHoHon rpynnsl CMA 2-ro Tvna
6bina Ha 34,55% Bbiwe, YeM B rpynne CpaBHEHUS.
MopobHas TeHOeHUMs OTMeYeHa U 'y AeTen OCHOB-
How rpynnel CMA 3-ro Tuna, y KoTopbix ABurarterb-
Hble BO3MOXXHOCTM Ha 19,47% Bbilwe, 4eMm B rpynne
cpaBHeHus (Tabn. 2). Yepes 2 roga oT npegbiayLien
KOHTPObHOW BPEMEHHOM OTMETKM CHUXEHMWE 3HaYe-
HUI BannbHbIX OUEHOK no wkane RHS no-npexHe-
My npeobnagano B rpynnax cpaBHeHun: B 2,09 pasa

Ta6bauua 1. [Tokazameau 6aAAbHOU OUEHKU GYHKUUOHAALHBLX 803MONCHOCTIET no wkaae MHS: ucxodHule OaHHbie

u uepes 1 200 om Hauaxa uccaedosanus (M + m)

Table 1. Functional status rating in MHS scale: baseline and 1 year past monitoring start (M + m).

M % S, ncxogHole

F'pynna (CMA) - Mz=S,1ron YpoBeHb p
OcHoBHas (CMA 2) 11,30 £ 2,17 10,10 £ 0,44 0,0019
CpaBHeHus (CMA 2) 12,14 £ 1,79 9,21+0,43 0,0022
OcHoBHasi (CMA 3) 28,60 + 0,65 28,10 £ 0,71 0,0173
CpaBHeHus (CMA 3) 28,50 + 1,15 26,95 + 1,00 0,0032

Tabauua 2. MonumopuHe nokadame.eti 6aA1bHOT OUEeHKU QYHKUUOHAAbHBLX 803MOMCHOCTMell N0 wkaae RHS uepes

3 u 5 1em om Hauaaa uccaedosarus (M = m)

Table 2. Functional status rating in RHS scale: 3 and 5 years past monitoring start (M = m)

F'pynna (CMA) M%S,3ropa M*S, 5 ner YpoBeHb p
OcHoBHas (CMA 2) 19,25 + 0,81 17,02 £ 0,28 0,0110
CpaBHeHus (CMA 2) 12,36 £ 0,74 8,14 £ 0,36 0,0010
OcHoBHas (CMA 3) 60,08 + 2,23 56,24 + 3,70 0,3782
CpaBHeHus (CMA 3) 48,38 + 2,60 39,88 £ 2,19 0,0168
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Tabauua 3. MonumopuHe nokadameaell uzoavuamott IMI' (M = m)
Table 3. Needle electromyography monitoring (M + m)

MNoka3aTens, M % S, ucxopn- M £ S (%), M £ S (%), M % S (%),

Sz el en. u3Mm. Hble AaHHble 1roa 3 ropa 5 net p
OcHoBHas
(CMA 2) 49,05 + 2,98 56,32 +3,35 | 71,43+314 | 102,07 +2,3 | <0,0001
CpaBHeHus
(CMA 2) [nuTenbHocTs MAE 49,88 + 4,36 64,00 +3,82 | 93,29+316 | 135,08 +6,12 | <0,0001

0,
OcHosHas (nosbiwerve, %) 53,51 +4,23 | 56,99+2,89 | 63,63+2,09 | 70,32+175 | <0,0001
(CMA 3)
CpaBHeHus
(CMA 3) 52,36 £ 5,78 62,48 £+575 | 71,45+7,06 | 88,21 +2,54 | <0,0001
OcHoBHas
(CMA 2) 1,69 +0,22 2,54 + 0,54 2,67 +0,93 3,05+0,73 <0,0001
CpaBHeHus

+ + + +

(CMA 2) Amnutyaa NE 1,67 + 0,17 2,32 + 0,51 2,73+0,95 3,55+ 1,11 <0,0001
OcHoBHas (mB)
(CMA 3) 1,89 £ 0,32 1,99 +0,13 2,24 £ 0,16 2,45+ 0,29 <0,0001
CpaBHeHus
(CMA 3) 1,93 +£0,28 1,99 £ 0,11 215+0,17 2,18 + 0,61 0,1803
OcHoBHas
(CMA 2) 1,65 £ 0,66 3,02+0,28 742 +1,20 9,12 + 3,29 <0,0001
%,\72”;)””” MoTeHunans 2,00£0,55 | 7,93+0,27 | 1214+117 | 14,93+1,86 | <0,0001
OcHoBHas thacunkynsLmm
(CMA 3) (v-e) 212 +0,33 3,08 £0,28 4,60 £ 0,50 5,16 £ 0,37 <0,0001
CpaBHeHusi
(CMA 3) 2,12 +0,34 4,25+0,45 6,56 £ 0,51 8,88 £ 0,89 <0,0001
OcHoBHas
(CMA 2) 0,50 £ 0,51 0,80 £ 0,76 115 0,77 2,05+0,88 <0,0001
CpaBHeHus
(CMA 2) MoTenumans: 0,57 + 0,51 2,79+0,43 4,00+0,78 5,29 + 1,27 <0,0001
OckoBHas PuOPUAALUN (V-)| () 361 049 | 0,56£077 | 0844069 | 1,60%065 | <0,0001
(CMA 3)
CpaBHeHus
(CMA 3) 0,19+ 0,40 1,50 £ 1,10 2,25+113 3,25+0,45 <0,0001
OcHoBHas
(CMA 2) 0,98 + 0,28 1,48 + 0,96 2,20+0,85 2,62 +0,93 <0,0001
?Cp,\j/i”g)””” MonoxuTenbHbIe 0,86+0,53 | 3,36+074 | 364+063 | 4,07+092 | <0,0001
OcHoBHas OCTpbl€ BOJIHbI
(CMA 3) (y.e) 0,16 £ 0,37 0,72+0,74 1,64 £0,70 2,28 +£0,74 <0,0001
CpaBHeHus
(CMA 3) 0,25+ 0,45 2,50 +£0,97 3,12+0,62 4,75+ 0,58 <0,0001

y naumeHTtoB co CMA 2-ro tuna, B 1,41 pasa y ne-
Ten co CMA 3-ro Tuna (tabn. 2).

CyLLeCTBEHHO MeHee BblpaXXeHHasd oTpuuaTenb-
Has AMHaMuKa (YHKUMOHAmbHbIX BO3MOXHOCTEN
B OCHOBHbIX rpynnax, N0 Hawemy MHEHUWI0, CBU-
OEeTenbCTBYEeT O MO3UTUBHOM BIIMSHUU MEPCOHU-
UUMPOBaHHOW Tepanuu, MNO3BOMSIOWEN Coxpa-
HUTb (PyHKUMOHANbHbIE BO3MOXHOCTU MaLUEHTOB
Yyepes BO3geNCTBME Ha naTtoumsnonorndeckne me-
XaHu3mbl 3aborneBaHus, BKIoYas opMupytloLme-
CH BTOpPUYHbIE NoBpexaeHus [4, 16].

3HaunTenbHbIN MHTEpeC NpPeacTaBnAlT pesyrib-
TaTbl urone4aton AMI, npoBogMMON NauMeHTam uc-

creflyemblx rpynn Ha pasfuyHbiX 3Tanax pasBuTus
GOnesHN, YTO y4nTbIBaNoCcb HamMu Ans onpegene-
HUS TAKTMKM NEePCOHNULIMPOBAHHO Tepanuu.

B Hauyane 3aboneBaHusi yBenuyeHne grmTernbHo-
ctn NAOE y nauneHtoB CMA 3-ro Tuna 6bino Ha 7,7%
Bbile B cpaBHeHun ¢ rpynnon CMA 2-ro Tuna
(p = 0,0006) (Tabn. 3), 4TO CBUAOETENLCTBOBASO
0 Oonee BbICOKMX KOMMEHCATOPHbLIX BO3MOXHO-
ctax y geren CMA 3-ro tuna [10]. YkasaHHbIn chakT
noaTreepxaaetca M AaHHeiMu amnnutyael MNAE:
OHM G6binn Ha 13,4% 6Gonbwe y nauneHtos CMA
3-ro TMnNa B CpaBHEHWUW C pesynbratamu B rpynne
CMA 2-ro tuna (p = 0,0455) (Tabn. 3), 4TO yKasbl-
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Bano Ha Oonee Tsxenoe TevyeHvne 3abonesBaHus
B rpynne CMA 2-ro Tuna. CnoHTaHHasi akTUBHOCTb
pBuratenbHbiX eguHny B Buae MNOL, kotopble Tak-
Xe ABNATCA MapKepoM akTUBHOCTUM fpouecca no-
BPEXOEHUS MOTOHEWPOHOB CrMHHOro mo3sra [13],
Ha paHHMX 3Tanax CyLUeCTBEHHbIX pasnuyuun y ge-
TeWn C pasnnyHbIMU PEeHOTUNNYECKUMM BapuaHTamu
CMA He nmena (p = 0,0912) (tabn. 3). Obpawaet
Ha cebs1 BHMMaHuWe obHapyXeHHOe CyLLeCTBEHHOe
yBenuyeHve nokasatenen MNOB B rpynne 6onbHbIX
CMA 2-ro tuna: atoT nokasatens B rpynne CMA
2-ro TMna npeBsbIWan aHanornyHeln napameTp y ae-
Ten CMA 3-ro Tuna B 4,7 pasa (p < 0,0001). Konnye-
ctBo NP y getenn CMA 2-ro n 3-ro Tuna cyLlecTBeH-
HbIX pasnuuMn B Hadane sabonesBaHus He MMerno
(p = 0,8266).

C Hawen TOYKM 3peHUd, NoryvyeHHble AaHHble
ABNSAOTCA CBUOETENbCTBOM Pa3BUTUS COMYTCTBY-
IOLLNX U3MEHEHUN B MbILIEYHbIX BOJSIOKHAX M ne-
pudepunyeckon HEPBHON CUCTEME, BO3HUKAOLMX
Ha d)OHe HeaOoCTAaTOMHOCTM MMMyNbCcauun U3 Mo-
TOHEWPOHOB CMWHHOrO Mo3ra. 3HauuMTernbHOEe no-
BbllleHMe nokasartenen N® ykasbiBaeT Ha pasBu-
TMe MuonaTtudeckoro npouecca [3]. BoisBneHue
MOB mMOXxHO TpakTOoBaTb Kak NPOSBMEHWE HEBPO-
reHHOro nopaxeHus [6]. B uenom nokasaTtenu
cnoHTaHHon aktuBHocTu MNP n NMOB cBuaeTens-
cTBoBann O 6ornee BbIPaXEHHbIX HapyLIEHUsAX
HEBPOreHHOro U MMOFEHHOrO xapakTtepa B rpynne
CMA 2-ro Tuna.

Yepes 1 rog oT Hayana 3aboneBaHus pnu-
TenbHocTb MAOE y geten ocHoBHouW rpynnbl CMA
2-ro Tuna yeenuyunacb Ha 14,83%, B TO Bpems
Kak B rpynne cpaBHeHusa oH coctaBun 28,32% (p
< 0,0001). Ewe Gonee cyulecTBeHHasa pasHuua,
OOCTUras TPexKpaTHbIX 3Ha4YeHURn, nonyyeHa
npu mnaydyeHnn gnutenoHoctu MAOE y geten CMA
3-ro TMna: B OCHOBHOW rpynne yBenuyeHne noka-
3aTenen coctaeuno 6,49%, B rpynne cpaBHEHMUS
19,33% (p < 0,0312). NocneaytoLimii aHanus anu-
TenbHocTu MNMOE B pasnnyHbie BpeMeHHbIe npome-
XYTKM BbISIBUN OXUMAAeMoe ero yBenuyeHune ¢ pas-
HULEN B nokasaTenax Mexay OCHOBHOW rpynnou
n rpynnon cpasHeHnss CMA 2-ro un 3-ro TMnos, Ko-
TOpbIA gOoCTuran ABYX- U TPEeXKpaTHbIX 3HaYeHuin
COOTBETCTBEHHO U COXPAHANCSA 4O OKOHYaHWS UC-
cnepoBaHus (Tabn. 3).

OTMeyeHHas TeHOeHUWs ykasbiBaeT Ha pas-
NWYHbIE Temnbl MNPOrpeccupoBaHnsa 3abonesa-
HWS, KOTOpblE Bbllle B rpynnax CpaBHEHUS, O YEM
cBUOETeNnbLCTBYET Gonee HanpsikeHHOe TeyeHue
KOMMeHcaTopHO-MPUCNOCOBUTENbHbIX npouec-
coB. NHyo cutyaumo Habnwoganu ¢ amnnuTtyaomn
MAE: ee pocT B nepBbIi rog oT Hadana 3abonesa-
Hus B ocHoBHoM rpynne CMA 2-ro Tmna coctaBun
50,27%, B rpynne cpaBHEHWs, OHa yBenuyunachb
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Ha 39,01% (p = 0,4954). Yepes gBa roga nocne
npegbiayLlenn KOHTPONbHOW BPEMEHHOW OTMETKU
3TOT NoKasaTernb B OCHOBHOW rpymnne npakTu4ecku
He M3MEHUIICS, B TO e BpeMs B rpynne cpaBHEHUS
npousoLuno yesenuverHne Ha 24,59% (p = 0,9997).
Mocnepylowme gBa roga COMpPoOBOXAANUChb Ha-
pactaHnem amnnutygbel MNMOE B ocHoBHOW rpynne
CMA 2-ro tnna Ha 22,69%, B rpynne cpaBHeHUs
32 aHarnornyHbIN Nepuoa yBernvyeHue COoCTaBumlo
48,76% (p = 0,3901). Amnnutyga MAE y geten
co CMA 3-ro Tuna nmena oTnnynTenbHble 0CObEH-
HOCTU: Yyepe3 1 rog B OCHOBHOWM rpynne v rpynne
CpaBHEHWSI OHA NMPAKTUYECKN HE U3MEHMUIUCH (p =
1,000), cnycta 2 roga B OCHOBHOM rpyrnne oTmeva-
nocb ee ysenuyeHune Ha 13,38%, B rpynne cpas-
HeHus Ha 8,32% (p = 0,8746). 3a Becb nepuog Ha-
OntogeHNss B OCHOBHOW Tpynne OHa yBenuyunach
Ha 29,27%, B TO Xe BpeMs B rpynne cpaBHEHUs
poct coctaun 13,15% (p = 0,8907) (tabn. 3).
[Mony4yeHHble pesynbTaTbl NO3BOMANT, ONMpasicb
Ha nmerLmnecs B nutepartype cBeaeHus, npegno-
NOXWUTb, YTO OOHOPOAHOCTb U3MEHEHUN aMnnnTy-
abl NOE B ocHOBHOM rpynne u rpynne cpaBHEHWs
MOXEeT OblTb OOYyCrOBMEHa CXOXECTbIO TeYeHUs
KOMMeHcaTopHbIX MexaHnamoB [18, 19], HO ¢ pas-
nnyYnaMU NaTorn3nonorM4ecknx NpoLLEecCcoB.

MoaTBEepxaeHMEM aKTUBHOCTM NpoLecca nospe-
XOEHNST MOTOHEWPOHOB CMWHHOIO MoO3ra y AeTen
co CMA 2-ro n 3-ro Tuna aBnseTcsa 3Ha4nTenbHoe
yBenuyeHne umcna MoL. 3a rog ux konudect-
BO B OocHoBHow rpynne CMA 2-ro Tuna BbIpOCIIO
Ha 83,33%, B TO BpeMms Kak B rpynne cpaBHEHUS
OTMEYEHO TpOEeKpaTHOe MOBbILIEHWE 3TOro no-
kasatens (p < 0,0001). 3a aHanorn4yHbIN Nepunoa
B OCHoBHon rpynne CMA 3-ro Tuna Takxe OTMme-
4YyeHO HapacTaHue akTuBHocTM [MPL| o 45,28%,
B rpynne cpaBHEHWs OTMeYeHbl Gonee BbICOKME
TeMmnbl UX yBenuyeHus — B 2,25 pasa (p = 0,0004).
Haunbonbwui nuk pocta ML, 3achmnkcuposaH cny-
cTa 2 roga y getent co CMA 2-ro tvna: B OCHOB-
HOW rpynne oH yBenuyuncsa B 2,66 pasa, B rpynne
cpaBHeHusa B 2,11 pasa (p = 0,0038). B rpynnax
peten CMA 3-ro Tvna 3a aHamnoruyHbli Bpe-
MEHHOM WHTEepBan TakKKe OTMeYeH [ABYKpaTHbIN
nogbeM aktuBHocTu MoL (p = 0,0125). Ewe 6o-
nee cyulectseHHoe yBenuyeHune ML, BbiAsBNEHO
K OKOHYaHWIO MCCriefoBaHWs: B OCHOBHOW rpyn-
ne CMA 2-ro Tvna aTOT nokasaTternb yBenuuuncs
B 4,53 pa3a (p = 0,0013), B rpynne cpaBHEeHUs —
B 6,46 pasa (p = 0,0013); B ocHoBHOM rpynne CMA
3-ro Tuna poct coctaBun 1,43 pasa, B rpynne
cpaBHeHna — B 3,17 pasa (p = 0,0010) (Tabn. 3).
[MonyyeHHble HaMK pesynbTaThl NO3BOMAKT C yBE-
PEHHOCTbLIO YTBEPXAAaTb, YTO UHTEHCUBHOCTb MPO-
LEecCoB MOBPEexXOeHUs MOTOHEWPOHOB CMMHHOMO
MO3ra CyLLEeCTBEHHO Bbille B rpynnax cpaBHEHWUs
CMA 2-ro n 3-ro Tunos.
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lNMpoBeaeHHasa vepes rog oueHka Nd B uccneny-
eMbIX rpynnax CBUAETENbCTBYET O pasBUTMN MUO-
naTuyeckoro nopaxeHusa. Bmecte ¢ Tem cTeneHb
BbIP@XXEHHOCTU 3TUX HapyLIEeHWA MMena CyLlecT-
BEHHblE pa3nuuus B Habnogaemblx rpynnax. Y na-
LMeHTOB OCHOBHOW rpynnbl CMA 2-ro Tuna Temnbl
npupocta MN® cocrasunu 60%, B rpynne cpaBHe-
HWA 3TOT NokasaTtenb yBenuuunca B 3,87 pasa (p <
0,0001). OcobeHHO OTYETNMBOE YyBEMNWYEHME pas-
pbiBa B Nokasartensix UHTeHcuBHocTH N mexay uc-
cnegyembiMu rpynnamMm BbisiBneHo y aeten co CMA
3-ro TMna: B OCHOBHOWM rpynne MpupoCT COCTaBUN
55,56%, B rpynne cpaBHEHWs1 3TOT NokasaTterb Obin
Bbllwe B 12,6 pa3a (p = 0,0481). Ewe 6onee cyuiecT-
BEHHas pasHuua nonyyeHa npu uadydexHum Mo cny-
CTs 2 roga: y AeTen OCHOBHOWM rpynmnbl aKTUBHOCTb
M® ysenuunnack Ha 70%, B rpynne cpaBHeHnss CMA
2-ro Tuna — B 2,13 pasa (p < 0,0001), B ocHOoBHOW
rpynne CMA 3-ro Tuna npupocTt coctasun 77,77%,
B rpynne cpaBHeHns CMA 3-ro Tuna BbisiBNEHO yBe-
nnyeHune konudectea MNd B cpegHem B 4 pasa (p =
0,0072). Oxxngaemo yepes 5 net HabnogeHus B uc-
cnegyembix rpynnax npoMcxogurno YCuUreHue Bbl-
paxeHHocTn P kak nposiBneHne BTOPUYHON MUO-
reHHON AECTPYKLUMM MbilleYHbIX BOMOKOH. OgHako
akTMBHOCTL N® ocTaBanachk Bbille B rpynnax cpas-
HEHMS B COMNOCTAaBMNEHMMN C AETbMU OCHOBHbIX Ipynmn
C pasHuuen B 2,66 pasa y geteri co CMA 2-ro tvna
(p <0,0001) n B 4,74 pa3a y obcrnegoBaHHbIX nauu-
eHToB CMA 3-ro tnna (p < 0,0001) (ta6bn. 3).

Mpu3Hakn HEBPOreHHOro NopaxeHus, cBuaeTenb-
CTBOM KOTOPOTO SBNSAETCA YBENMyeHne akTMBHOCTU
MOB, yka3biBanu Ha 6onee BbICOKMNE TeMIbl €70 pas-
BuTUA y geten co CMA 3-ro Tvna: B OCHOBHOW rpyn-
e 9TOT nokasaTternb yBenuuuncd B 3,5 pasa, B rpyn-
ne cpaBHeHuss — B 9 pa3 (p = 0,0001). NogobHoe
oTmMe4eHo n 'y geten co CMA 2-ro Tuna: B OCHOBHOM
rpynne npupoct coctasun 51,28%, B rpynne cpas-

HeHns oTMedeHo yBenu4yeHue OB B 2,91 pasa
(p = 0,0002). MNony4eHHbIE Yepe3 2 roga xapakTe-
puctukm OB ykasbiBanu Ha nporpeccupoBaHune
HEBPOrEeHHOro MOPaXXeHWsl, 0 YEeM CBUOETENbCTBO-
Bano HapacTaHue uHTeHcudumkaumm OB, 6onee
npeactaeneHHblx y getenn CMA 3-ro Tuna: B OCHOB-
HOW rpynne 3ToT nokasaTtenb Bblpoc B 5,75 pasa,
B rpynne cpaBHeHnst — B 2,5 pa3sa (p < 0,0001).

Y peteni co CMA 2-ro Tuna npupoct NMOB 6bin
HECKOITbKO HWXe: B OCHOBHOM rpynne — 74,36%,
B rpynne cpaBHeHnsa — 33,33% (p = 0,0003).
Yepes 2 roga Habnwpanocb AarnbHerwee yBernu-
yeHue aktusHocTu NMOB: B ocHoBHOM rpynne CMA
3-ro TMna — B 4 pasa, B rpynne cpaBHEHUS —
B 6,5 pa3a (p < 0,0001). B ocHoBHOM rpynne CMA
2-ro Tuna aktneHocTtb MNMOB BLipocna Ha 43,59%,
B TO X€ BpeMsi B rpynne cpaBHeHust — Ha 50% (p =
0,0042). 3achmkcmpoBaHHbIN pocT akTuBHOCTU OB
B OCHOBHbIX rpynnax CMA 4vepes 3 roga oT Havana
3aboneBaHnss OOBLSACHSETCS, C Hallen TOYKM 3pe-
HUS, onpegeneHHon aganTaumen K BO3HUKaKLWMM
AEeHEepBaLNOHHbIM NpoLieccam, NepecTpPonKon 1 pe-
KaHanu3aunemn CTPYKTyp akCoOHa MOTOHEpoHa B OT-
BET Ha MPOBOAMMYIO MaTOrEHETUYECKYID Tepanuio,
YTO cornacyercsl ¢ nuTepaTypHbIMU AaHHbIMK [13,
17]. CHmxeHune nHteHcmHocTu MOB 1 MNM® B ocHOB-
HbIX rpynnax CMA cnefyet paclLeHuBaTb Kak Me-
XaHN3M CcAepXKMBAHUA MUOTEHHOTO U HEBPOrEHHOIO
nopakeHnst NOCPeaCTBOM NPOAKTUBHOW Tepanuu.

3HaunTenbHbIN NHTEPEC NPeacTaBnseT BbisBMeH-
Has 9TanHOCTb CHWKEHUS aMnnuTyAbl MOTOPHOIO
otBeTa (M-oTBETa) Kak MpOSIBIIEHWE COMYTCTBYIO-
Len akcoHonaTuyeckom Hesponatun. B Havane
uccrnegoBaHWs 3HadeHve amnnutyabl M-oTBeTa
B 2,62 pasa Bblwe B cpaBHeHuun c rpynnon CMA
2-ro Tuna (p < 0,0001) kak Npu3HaK CyLLEeCTBEH-
HO Bonee BblpaXXEHHbIX HEBPOrEHHbIX HapyLUEeHWUI
B rpynne CMA 2-ro Tuna. Yepes 1 rog oT Havyana

Tabauua 4. MonumopuHe nokasame.etl N08ePXHOCMHOLL U cMUMYAAUUOHHOU IMI (M + m)
Table 4. Surface and stimulation electromyography monitoring

MztS,

MokasaTens, MtS (%), MzS (%) M %S (%),
F'pynna (CMA) T T UcxopHble 1 rog 3 roga 5 net YpoBeHb p
AadHHbIe
OcHogHasi (CMA 2) 0,71+013 | 0,72+011 | 0,49+010 | 0,24+002 | <0,0001
CpaBHeHus (CMA 2) | Amnnutyaa 068+014 | 043+014 | 0,23+013 | 0,08 +0,01 <0,0001
OcHosHas (CMA 3) |M-otseTa (MB) 1,82+ 0,12 1,73+0,14 1,56 + 0,11 1,35+ 0,02 <0,0001
CpasHeHusi (CMA 3) 166+012 | 074+012 | 053+013 | 0,24+002 | <0,0001
OcHogHasi (CMA 2) 52,91+ 1,81 | 53,00+ 1,58 | 60,56+ 1,32 | 71,50 +3,24 | <0,0001
Cpasrenus (CMA 2) |AeBuauns gs 6571 887 5900+ 1,72 | 68,62 + 0,99 | 102,67 5,59 | <0,0001
MaKCcMmMalribHOU
OcHosHast (CMA3) | o s (%) | 34054212 | 3525£1,20 | 48,73£1,23 | 6079£3,37 | <0,0001
CpasHeHust (CMA 3) 34,07+212 | 5116 £1,33 | 61,20+ 1,26 | 93,95+512 | <0,0001
OcHoBHas (CMA 2) 50,87 +1,94 | 52,91+ 1,82 | 6217+515 | 7414+520 | <0,0001
CpasHenns (CMA 2) |Aeanauvs 51,03+ 1,45 | 59,03+ 1,48 | 77,49+ 3,94 | 105,78 +9,15 | <0,0001
cpeaHen 4acTto-
OcHoswas (CMA 3) |1\ o/, 30,57+ 1,88 | 34,36 + 1,32 | 4210+4,77 | 53,41+583 | <0,0001
CpasHeHusi (CMA 3) 31,63+ 1,88 | 50,04 + 1,67 | 55,39 +543 | 99,47 +7,87 | <0,0001
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nccrnegoBaHnst B OCHOBHbIX rpynnax CMA aToT no-
KasaTenb MNpakTU4YeCcKM He M3MEHUNCH, B TO Bpe-
MS Kak B rpynne cpaBHeHusa CMA 2-ro Tuna na-
aeHne amnnutygbel M-otBeTa coctaBuno 36,9%
(p = 0,0044), B rpynne cpaBHeHuss CMA 3-ro Tuna
3TOT napameTtp cHusuncs Ha 55,1% (p = 0,0002).
YUepes 2 roaa B ocHoBHou rpynne CMA 2-ro Tuna Ha-
METMUNacb TEHAEHUMS K YMEHbLUEHUIO aMnnnTyabl
M-oTBeTa, kKOoTOpas cHusunaceb Ha 29,47%, B rpyn-
ne cpaBHEHUS CHWxeHune coctaBuio 29,77% (p =
0,0039). MeHblwasa BbIpaXEHHOCTb aKCOHAarbHOW
JereHepauum oTmedeHa B ocHoBHoW rpynne CMA
3-ro Tuna B BMAe nageHus amnnutygbl M-oTBeTa
Ha 9,41%, y oeTen B rpynne cpaBHEHWUs aMnnuTyaa
cHuannack Ha 14,30% (p = 0,0004).

Mo mMepe nporpeccupoBaHus 3aboneBaHust Ha-
onioganock ycuneHume akCoHOMaTU4eCcKUX Hapy-
weHun y getent co CMA. K KoHuy uccnegoBaHusi
nageHne amnnuTygbl y AETeN OCHOBHOW rpynnbl
CMA 2-ro Tuna coctaswuno 66,01%, B rpynne cpas-
HeHnsa — 88,47% (p = 0,0008). MNoxoxyto cuTyaumio
Habntoganu y getert co CMA 3-ro Tvna: B OCHOB-
HOW Tpynne CHWXEeHWe 3TOro napamMmerpa cocTaBu-
no 26,01%, B rpynne cpaBHEHUS 3TOT MoKa3aTerb
CHU3MUICA CcyllecTBeHHo 6Gonbwe — B 3,29 pasa
(p < 0,0001) (tabn. 4). bBénbwasa coxpaHHOCTb
amnnutyabl M-oTBeTa B OCHOBHbIX rpynnax CMA,
Mo HaweMy MHeHMI, MOXeT ObiTb obycrnosneHa
NPOBOANMOMN NaToreHeTUYECKon Tepannein, Hanpae-
MIEHHOW Ha KI0YEBbIE 3BEHbsI akCoMnnasmMaTnyecko-
ro TpaHcnopTa, U cornacyeTcs ¢ nuTepaTypHbIMU
AaHHbiMm [10, 14].

Hapsgy c BbISSBNEHHBIMW HEBPOTEHHbIMWU Hapy-
LUEHUSIMM Y MaUNEHTOB MUCCreQyeMblx rpynn Bepu-
VLMpPOBaHbl MWOTEHHbIE W3MEHEHUS, KOTOpblE,
COIMacHO 9KCrNepuMeHTarnbHbIM MCCegoBaHUSAM,
MOryT OKasblBaTb OnpefeneHHoe BrusHUE Ha Te-
yeHne 3aboneBanus [12]. MoaTBepxgeHNEM aKTUB-
HOCTM pasBUTUSI MUOTEHHbIX HapYyLUEHUA SBNSIETCS
3HayuTenbHas CTeneHb AeBuauMM MakCMMaribHON
aMmnnuTyabl U cpegHer YyacToThl. B yacTHocTK, 3TO
HalNo NOATBEPXAEHUE MPU U3YYEHUM OeBuauuv
MaKcUManbHOW aMnnmnTyabl, OTpaxaroLLen nporpec-
cvMpoBaHue 3aboneBaHnst C MUOTEHHLIM TPUITEPOM.
B Hauane nccnegoBaHusa y naumeHToB rpynnsl CMA
2-ro TMna aToT napameTp Obin Bbiwe B 1,56 pasa
B cpaBHeHuu ¢ rpynnon CMA 3-ro Tuna (p < 0,0001),
4YTO CBMAETENLCTBOBANO O MEHbLUEN BblpaXeHHO-
CTW MuonaTnyeckoro nospexaennsi B rpynne CMA
3-ro Tvna. Yepes 1 rog B OCHOBHbIX rpynnax cteneHb
JeBuaLnv MakCMMarnbHOM aMnnnTyabl MPaKTUYeCcKN
He n3MeHunacb, B T0 Bpems kak y geten co CMA
2-ro TMna B Tpynne CpaBHEHWUSI 3TOT MoKasaTerb
Bblpoc Ha 11,35% (p = 0,0070), y naumeHtoB CMA
3-ro TMNa aHanorn4yHom rpynnel CTeneHb AeBrauum
Hapocna Ha 50,16% (p = 0,0212). TeHaeHUus K cy-
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LLIECTBEHHOMY pPas3pbIBYy CTEMNEHN AeBMaLUN MaKCcu-
ManbHOW aMnnnTyabl COXpaHunachk Ha NPOTSXKEHUN
BCEro UCCrenoBaHusi: CnycTs 2 roga B OCHOBHOM
rpynne CMA 2-ro Tuna cteneHb AeBraLumm Bblpocna
Ha 14,48%, C OBYKpaATHbIM NPMPOCTOM AAHHOrO Ma-
pameTtpa y getewn B rpynne cpaBHeHus (p = 0,0004).

3a aHanornyHbii nepuog B OCHOBHOW rpynne
CMA 3-ro Tuna gesnauma MakcumanbHOW amnnu-
Tyabl Belpocna Ha 43,09%, B TO Bpemsi y NauueH-
TOB rpynnbl cpaBHeHus Ha — 79,60% (p < 0,0001).
K koHUy 5-neTHero HabnogeHus geBuaunst Makcu-
ManbHOW aMnnTyabl Bbipocna y NaumeHTOB OCHOB-
How rpynnbl CMA 2-ro tuna Ha 35,14%, ¢ pocToM
B 2,67 pasa B rpynne cpaBHenusa (p < 0,0001).
B MeHbLUen cTeneHn 3a aHanorMyHbl nepuog Ha-
Ontoganv yBenuyeHne 3HadeHun gesnaLmmn Makcu-
MansHon amnnutyabl y geten CMA 3-ro tuna, Ko-
TOpoe BbIPOCIO B 2,23 pasa B rpynne cpaBHeHUS
(p < 0,0001). Belpa>keHHOCTb MMOMATUYECKOro No-
BPEXOEHNsI NofyvyeHa u Npu UccrnegoBaHUN OEBU-
aumMm cpegHen vactoTel. B Havane 3aboneBaHus
3TOT nokasatenb y geten co CMA 2-ro tvna 6bin
B 1,66 pasa Bbiwe B cpaBHeHUM c rpynnon CMA
3-ro Tuna (p < 0,0001), yTo ykasbiBaeT Ha Gonee
MsArkoe TeyeHue 3aboneBaHus. Yepes rog ot Hava-
na uccneaoBaHUsa OTMETUNM YBENUYEHWE AeBMaL MK
cpegHeln 4yacToTbl B uccriegyemblx rpynnax. 3Ha-
YeHMs 3TOro napameTpa B ocHoBHoun rpynne CMA
2-ro Tnna ysenuunnuce Ha 4,01%, B rpynne cpaBHe-
H1st — Ha 15,68% (p = 0,0113). B ocHoBHOM rpynne
CMA 3-ro Tuna aTOT nokasaTenb Hapoc Ha 12,38%,
B rpynne cpaBHeHunst — Ha 58,23% (p = 0,0372).

lMpoBegeHHas cnycTa ABa roga oueHKka AeBua-
UMK cpegHen 4acTtoTbl CBUOETENbCTBYET O Hey-
KIOHHOM pasBUTUM MMOMATUYECKOro MpoLuecca.
Y peten CMA 2-ro Tmna 0CHOBHOW rpynmbl 3TOT MO-
KasaTtenb Bblpoc Ha 18,21%, B rpynne cpaBHeHUs
nuccnegyembli napameTp ysenuuunca B 3,3 pasa
(p = 0,0070). Y nauneHToB ocHoBHow rpynnsl CMA
3-ro TMna geBvauuMs cpegHen 4acToTbl yBenuyu-
nace Ha 25,34%, B rpynne cpaBHeHUs 3TO 3Hadve-
Hue Bblpocno Ha 16,89% (p = 0,0279). 3a nATb net
NccneaoBaHNs WMHTEHCMBHOCTb AeBuauun cpeg-
Hew 4acToThbl CYLLECTBEHHO Bbille B rpynnax cpae-
HeHuss CMA 2-ro u 3-ro Tunos: B 2,34 pasa (p =
0,002) n 2,87 pasa (p < 0,0001) cooTBETCTBEHHO
(tabn. 4). BbisiBNeHHble B MpoLecce uccrnenoBa-
HUS CTAaTUCTUYECKM 3HAYMMbIE pasnnyusl B uccre-
OyeMbIX MokasaTenax AeBuaumm MakCcumasbHOM
aMnnNuTygbl U cpegHen 4acToThbl Y AeTEN B OCHOB-
HbIX Tpynnax W rpynnax CpaBHEHWUSI PasfUYHbIX
deHoTunnyecknx BapumaHtoB CMA ybeguTtenbHo
cBuaeTenbcTBytoT 06 achdeKkTMBHOCTM naToreHe-
TMYECKOW Tepamnuu, KOTopasi OKa3biBaeT CyLlecT-
BEHHOE MO3UTUBHOE BIUSIHWUE HA TEYEeHWe U Mpo-
rHo3 3aboneBaHus [4, 15].
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OBCYXOEHUE

[locTtaTtouHO ckasaTb, YTO B MMUPOBOM MpakTuke
3a nocnegHve OEecAaTUneTust ons 3TMOTPOMHON reH-
How Tepanun CMA npegnoxeHo 6onee AByx oecaT-
KOB pasnuyHbiX coeanHeHun. lNMpogormkaerca psg
KITMHUYECKMX MCMbITaHUA MPOBEPKM Ge30rnacHOCTH
N NepeHocMMocTn nogobHOro cermeHTa Tepanuu
[13—15]. Ho Bce e npepnaraemble COBPEMEHHbIE
KOHLEeNUMM TeHHOM W feKapcTBEHHOW Tepanun
CMA umeloT onpegeneHHble OrpaHudeHus: Lere-
Bbl€ NMoKasaTenu He OOCTUIHYTbI B NONTHOM o6beme,
OKOHYaTenbHO He AopaboTaHbl MexaHn3Mbl MHGpa-
CTPYKTYPHOW OpraHv3auuMm B 3TOM HanpaeneHuu,
YTO OrpaHMYMBalOT MOSIHOLEHHOCTb MEpPOMNpPUATUI
B [aHHOM CEermMeHTe [ONTOBPEMEHHON Tepanuu.
B HacTosiwee BpeMsi npeogonenne 6apbepos, CTo-
AWMX Ha NYTU 3P PEKTUBHOIO NeveHus, 3akmnodaeT-
Csl B MPOaKTUBHOM MEPCOHANM3NPOBAHHOM MOOXO-
e K Tepanmu, OCHOBaHHOM Ha pPaHHEM BbISIBIIEHUU
NPU3HaKoB, OKa3blBAKOLINX HEraTMBHOE BIUSHWE
Ha TeyeHue 3aboneBaHusi. ATO MMEET MepBOCTe-
NeHHOe 3HayeHne fAns NaumMeHTOB, CTPadaroLmX
CMA, Tak Kak MO3BOMWUT CYLLECTBEHHO MOBMUSATH
Ha KITMHMYEeCKoe Te4yeHne 3aboneBaHus.

lMpoBegeHHOe uccnegoBaHWe SBMASETCS BecbMa
nokasaTernbHbIM B TOM NfaHe, YTo AnarHo3 TpyaHo-
KypabenbHoro 3abonesaHuns He AOMKEH ObITb Mo-
BOZIOM B OTKa3e UNu orpaHuyeHnn obbema neyeob-
HbIX MeponpuaTuii. CBoeBpeMeHHas ANarHOCTUKa,
NCNONb30BaHWE COBPEMEHHbIX LUKan Ans OUEHKU
OBUraTenbHbIX BO3MOXHOCTEMW MauuMeHTa, BCEeCTo-
poHHWIA aHanu3 pesynsratoB OMI nccnegoBaHus,
npUMeHeHne cTpaTernm nepcoHanM3npoBaHHOMO
noaxoda C BKMAKYEHNEM MaKCUManbHO BO3MOXHOMO
crnekTpa neyebHbIX MeponpuAaTUA pasfMYHON Ha-
npaBneHHOCTH CNocoBCTBYIOT 3aMedNIeHNIO TEMIMOB
nporpeccupoBaHua CMA ¢ coxpaHeHnem onpefe-
neHHoro obbema pABuraTeribHbIX BO3MOXHOCTEN
N, COOTBETCTBEHHO, KayeCTBa XWU3HU JaHHOW KaTe-
ropun 6onbHbIX AETEN.

BHumaTenbHoe wu3yyeHue TOMMKO-3TUOMOrnYe-
CKOro natTepHa BTOPUYHOIO MWOFEHHOro nopa-
XEHUSI U CBA3AHHbLIX C HAMW OBUraTernbHbIX Hapy-
LWEHNA C MNOCMeaylLWwuM BbIXOAOM Ha KOMMIIEKC
NPOaKTUBHbLIX pPeabunUTaunMoHHbIX MEpPOMNpPUATUNA,
HanpaBneHHbIX Ha pa3paboTky HanmeHee 3agen-
CTBOBaHHbIX B MAaTOMOINMYECKUIA npouecc rpynn
MbILLL,, NpeacTaBnseT 6onblIoe 3HaYeHne aAns na-
LMEHTOB C TOYKM 3PEHUSI MEPCNEKTUBbLI NU3BMEHEHUS
KIMHNYECKoro TeyeHust 3aboneBaHus, npegynpe-
XOEHNUST 1 MUHUMU3ALUUN OCNIOXHEHWI, YIyYLIEeHWs
KayecTBa *u3HU. Ncnonb3oBaHne OMIT naet Bos-
MOXXHOCTb CBOEBPEMEHHO OOHapyxuBaTb U MNpo-
BOANTb ANHAMMUYECKNIA MOHUTOPUHT pa3BUTUS BTO-
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PUYHOTO MMNOITeHHOro N HEBPOIreHHOro nopaxeHus,
OTCIeXnBaTb CTENEHb BbIPpaXEeHHOCTU Hel7IpOHOI'Ia-
TUN N HanpaBAaTb TepaneBTU4EeCKkne BO3MOXHOCTHU
Ha caepXxunBaHune nporpeccnpoBaHuna aTux npouec-
COB.

3AKNIOYEHUE

KoMOMHaTOPHLIN  NepCOHanM3upoBaHHbIN  KNin-
HUKO-3NeKTpoMmnorpacpmyeckmin nogxom, K BbiGopy
cTpaTernm nevyeHns n oLeHke appekTMBHOCTY Tepa-
N CTaTOMOTOPHbIX HapYLUEHWUA C y4ETOM CTaaui-
HOCTM 3aboneBaHusi U TPaekToOpUU MPOrpeccupo-
BaHUSA, aKTUBHbBIA U CUCTEMATUYECKUA MOHUTOPUHT
COOENCTBYKOT NaToreHeTM4eckn OBOCHOBAHHOMY
anddepeHunpoBaHHoMy nogbopy Tepanun. OuHa-
Muyeckoe HabnogeHune 3a TedeHnem CMA c yue-
TOM OCODEHHOCTEW KITMHWYECKOro naTtTepHa, agek-
BaTHOM TaKTUMKM BEOEHWS HA PasfU4YHbIX CTagusix
3aboneBaHMsa cnocobCcTByeT 3amensiEHMI0 TEMMOB
nporpeccupoBaHns 60ne3Hn 1 pa3BUTUS OCINOXHe-
HWUIA, YTO MO3UTMBHO CKA3bIBAETCS Ha ABUraTenbHbIX
BO3MOXHOCTSAX NaLMEHTOB.

B aTOM CBA3W BaxHeWlee 3HaYeHne MMeeT Npo-
onema paHHel guarHoctnkn CMA, 4to nossonsier
CBOEBPEMEHHO OMNPEAENUTLCA CO CTpaTernen Te-
paneBTUYECKMNX MEPOMPUATUIA, BKITHOYAsi COBPEMEH-
Hble BO3MOXHOCTWN FrEeHHOW Tepanuu.

COOTBETCTBME NPUHLUMNNAM 3TUKU

Bce 3akoHHble MpeacTaBUTENU MaLWEHTOB, BO-
weawmnx B uUccrnegoBaHue, nognucanu NUCbMEH-
Hoe MHdOpMMpOBaHHOE OO0OPOBONBLHOE Corfacue.
MccnenoBaHne ogobpeHO foKamnbHbIM 3TUYECKUM
KomuteToM PecnybGnukaHcKoro KnNMHUYECKOro LieH-
Tpa Henpopeabunutaumm MwuHucTepcTBa 3apa-
BooxpaHeHusa [loHeukon HapogHoin Pecnybnvku
(mp. Unbwnya, g. 80a, r. loHeuk, YkpaunHa), TpoToKon
Ne 3-9/19 o1 13.04.2011 1.
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Llanmyp3uH M.P.

PaspaboTka KoHLenuun — passuTMe KMHoYeBbIX Lienen
n 3agau.

I'Ipose,u,eHme ncecnegoBaHNA — C60p AaHHbIX, aHann3
N MHTepnpeTauna nofy4YeHHbIX AaHHbIX.

MopgroToBka u penakTnpoBaHnUe TeKCTa — COoCTaBlieHne
YepHOBUKA pyKonncu.

YTBEpXOEHNE OKOHYATENbHOMO BapuaHTa ctatbl — npu-
HATWEe OTBETCTBEHHOCTU 3a BCE acCMeKTbl pa6OTbI, LenocrT-
HOCTb BCEX YaCTeN CTaTbu N €e OKOHYaTeNbHbIN BapuaHT.

Pa3pa60TKa meTogonornn — pa3pa60T|<a METOA0N0rMNn.

I'Ipoae,u,eHwe CTaTUCTN4EeCKOro aHanmsa — npumMeHe-
HUe CTaTUCTU4YeCKnX, MmaTteMaTnu4eCKknx, BblIYNCITUTENbHbIX
MEeTOAO0B ANA aHanm3a 1 CMHTe3a AaHHbIX nccrnegoBaHuaA.
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Nyukun U.C.

PaspaboTka KoHuenuum — pasBuTune KrodeBbIX Lenemn
1 3apdaud.

MpoBeneHve nccneqoBaHNa — aHanms u MHTepnpeTa-
LSl NONYYeHHbIX AaHHbIX.

MoaroToBka 1 penakTuposaHme Tekcta — KpVITVI‘-IeCKVIVI
nepecMoTp 4YepHOoBMKa PyKONMMcu ¢ BHeCceHMemM UEeHHOro
3aMeYdYaHua MHTenneKkTyanbHOro coaepXxaHus.

Paspa6Gotka metogonormm — paspaboTka MeTomo-
noruu.

yTBep>|<,quV|e OKOHYaTesNnbHOro BapuaHTa cTtaTtbn —
NPpUHATNE OTBETCTBEHHOCTU 3a BCE acCNeKTbl pa60TbI,
LLeNOCTHOCTb BCEX YacTel CTaTbW U ee OKOHYaTerbHbIN
BapuaHT.
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