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CTPATEIUSI ANDPDEPEHLIMPOBAHHON MHOT'ODTAITHOW TEPAIIUN

ITPOKCUMA ABHBIX CIIMHA AbHBIX AMUOTPO®DUN AETCKOT'O
BO3PACTA

M.P. IIAIMYP3H

Pecry0AMKaHCKMIT KAMHUYECKUIT IIeHTpP Helipopeabuanrtanuu, Jonenk, Jonenkas Hapoanas Pecriy6anka

Llenb: oLeHUTb pe3ynbTaTbl IeYeHUA CNMHANbHOM MbllleyHoi atpodum (CMA) aeTckoro Bo3pacTa € NPUMEHEHUEM MEXKAYHAPOAHDIX LKA OLEHKM
$M3NYECKMX BO3SMOXKHOCTE M KOMMbIOTEPHOM 3N1IEKTPOHEipoMMorpadmm Ha pasiMyHbIx sTanax 3abonesaHus.

Martepuan u metoabl: nNog HabntogeHUeM HaxoaMAUCb 95 AeTel € reHEeTUYECKU NOATBEPKAEHHBIM AMArHO30M npokcumanbHo CMA u3 [loHeuKown
061acT U Apyrux pernoHoB YKpauHbl, a TaKkKe CTpaH banxHero 3apybexba. Bce naumeHTbl B 3aBUCMMOCTY OT NPOBOAKMMOMN Tepanuu Bbiin pasge-
NeHbl Ha 2 rpynnbl: OCHOBHYIO rpynny cocTaBunu 65 aeteii (68,4%), KoTopble NONyYanu NeyeHre No pa3paboTaHHON HaMKM METOAMKE NO3TaNHOro
BO34eWCTBUA; rpynny cpaBHeHua coctasuan 30 geteid (31,6%), KoTopble Nony4anu obLENPUHATYIO TEPANWIO, BK/IOYAIOLLYIO MpenapaTbl U3 rpynmbl
MeTabo/IMTOB B BO3PACTHbIX 403MPOBKaX M CUMNTOMATUYECKME CPEACTBA.

Pe3ynbraTbl: NPOMEXKYTOUHAA OLEHKa 3GHEKTUBHOCTM Tepanuu NpoBoAMAach Yepes 2 roAa, 3akNlounUTeNbHAA OLLEHKA — Ha OCHOBaHUM 4 NeTHero
KaTamHe3a HabnloAeHNA METOAOM CTaTUCTMYECKON 06paboTku 6annbHON OLEHKM GU3NYECKUX BOSMOMHOCTE nauueHTa. Mo npoMeKyToYHbIM U 3a-
KJHOYUTENbHBIM Pe3yNbTaTam TAXKECTb KAMHUYECKOro COCTOAHMA [OCTOBEPHO Bbile Y nauueHTos ¢ CMA Il v |1l TMna rpynnbl cpaBHeHuUA.
3aKnloueHue: KOMNAEKCHbIN Noaxos, K oueHke nedeHna CMA, Kak € KIMHUYECKUX NO3ULMIA, TaK U NYTEM NPUMEHEHUA AONOAHUTENbHbIX METOA0B
uccnefosaHus, 3GPekTUBHO copeincTyeT AnddepeHLMpoBaHHOMY dasvcHOMY Nogdopy Tepanuu, HanpPaBIEHHON Ha 3aMeIEHWe NaTONOrUYECKOTO
npouecca, NPodUNAKTUKY OCONKHEHWUIN U yyULIEHNE KaueCTBa KU3HU.

KntoueBble cN10Ba: CIUHAMbHAA MblleYHAA ampogus, 0emu, 3nekmpoHelipomuoepagus, HeMmeOUKAMEeHMO3HAA U MeOUKaMEHMO3HAA Mepanus.

Ana untuposaHua:lLaiimypsnd MP. Ctpatervs auddepeHLMpoBaHHONW MHOFO3TANHOW Tepanum NPOKCUMANbHbIX CMMHANbHbIX aMUOTPOGUI AETCKOTO BO3-
pacta. BecmHuk AsuyeHHel. 2019;21(3):408-14. Available from: https://doi.org/10.25005/2074-0581-2019-21-3-408-414.

STRATEGY OF DIFFERENTIATED MULTI-STAGE THERAPY OF PROXIMAL SPINAL AMIOTROPHY IN

CHILDREN

M.R. SHAYMURZIN

Republican Clinical Center for Neurorehabilitation, Donetsk, Donetsk People’s Republic

Objective: To assess the results of the treatment of spinal muscular atrophy (SMA) in children using international scales of physical capacity assessment
and computer electroneuromyography on different stages of the disease.

Methods: 95 children with a genetically confirmed diagnosis of proximal SMA from Donetsk region and other regions of Ukraine, as well as neighboring
countries were under observation. All patients, depending on the therapy, were divided into two groups: the main group consisted of 65 children
(68.4%), who received treatment based on the method developed by us; the control group comprised 30 children (31.6%) who received general
therapy incorporating drugs from the metabolite group in age dosages and symptomatic drugs.

Results: An interim evaluation of the effectiveness of therapy was carried out after 2 years, the final assessment — based on 4 years of catamnesis
observation by statistical processing of patient’s physical performance assessments. According to the interim and final results, the severity of the
clinical condition is reliably higher in patients of the control group with the SMA Il and Ill type.

Conclusions: A comprehensive approach to the evaluation of the treatment of SMA, both from a clinical and additional research perspective, effectively
promotes differentiated phases selecting therapies aimed at slowing down the pathological process, preventing complications and improving the
quality of life.

Keywords: Spinal muscular atrophy, children, electroneuromyography, non-drug and drug therapy.
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COLMaAbHO 3HaYMMbIX NPo6aem B COBPEMEHHOM HelponeanaTpum
U XapaKTepU3yoTCA HEYKNOHHbIM yBe/IMYeHUeM 4YacToTbl BCTpeya-
emocTu [3]. Cpeay HUX BedyliMe NO3WULMKM 3aHUMAIOT CrMHa/bHbIE

BBEAEHMUE

HacneacTeeHHble HeMPO-MbileyHble 3a6onesaHus (HM3) — re-

HeTUYeCKM reTeporeHHas rpynna naTtos0rMm MOTOPHOW MHTErpaLum,
OT/IMYUTE/IbHBIMM CBOWCTBAMM KOTOPOW ABNSETCA KAMHUYECKUI MO-
NMMOPOU3M C COMYTCTBYIOWMMM CTOMKUMU TAKENBIMM ABUraTENb-
HbIMW HapYWEHUAMM, CHUXKEHUEM (YHKLMOHANbHLIX BO3MOXHO-
cTeit 601bHOrO, OrpaHNYEHMEM BO3MOKHOCTEN CaMOOBCyKUBAHNA
W pa3BuUTMEM MHBanuamsauuu (1, 2]. HM3 npeactaBnsiorT ogHy us
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MbllweyHble aTpodumn (CMA), conpoBoKaatowmecs nporpeccupyto-
Wwen HelpogereHepaumein anbda-MOTOHENPOHOB CMIMHHOTO MO3ra
[4]. B cTpykType CMA aeTckoro Bo3pacTa LWMPOKO MpeacTaB/eHbl
M30/IMPOBaHHble MpoKcumanbHble CMA ¢ ayToCcoMHO-peLeccus-
HbIM TUMOM Hacnegosanua (I, II, 11, IV) co cneunduraumels reHa
BbI)KMBAEMOCTM MOTOHepoHoB SMN1 (survival motor neuron), no-
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Ka/IM3YHOLLLErocs Ha A4JIMHHOM naede xpomocomsbl 5 (5913) [2, 5, 6].
PacnpoctpaHéHHocTb gaHHou dopmbl CMA coctasnseT 5,5 Ha 100
TbICAY HACeNeHUA, Cpeamn HOBOPOKAEHHbIX — 1 Ha 6-10 Tbicay [1, 7].
YacTtoTa BCTpeYaeMOoCTU FreTepo3MroTHOTO HOCUTE/IbCTBA AOCTUraeT
1 Ha 40-60 yenosek [8, 9]. 3abonesaemocts CMA | TMna (6onesHb
BepaHwura-foppmana) — 6 Ha 100 Tbicay [10, 11]. YacToTa 3abonesa-
emoctn npu CMA |l u Il Tunos B cpeaHem coctasnset 10,6 Ha 100
Tbicay [12, 13]. Ucxopna U3 NpeacTaBAeHHbIX AaHHbIX, MOXKHO KOHCTa-
TUPOBaTb, YTO UCTMHHAA YacToTa NpoKcumanbHbix CMA Bbiwe, Tak
KaK YacTb C/ly4aeB YCTaHOBKM OWMBOYHOrO AMarHosa WaM BHesan-
HOI CMepPTH OCTAETCA He pacrnosHaHHoM [5, 14].

MonyyeHne poctoBepHOM MHGOPMALMK O reHeTUYECKOM doHE
3aboneBaHunA fBAAETCA NAATGOPMON ANA UCCNef0BaTENbCKUX MPO-
rPaMMm, HanpaBAEHHbIX Ha NOUCK 3G PEKTUBHOM STUOTPONHOM Tepa-
nun CMA, NpUOPUTETHLIMU HANpPaBNEHUAMM KOTOPbIX ABNAKOTCA:
3amelleHne reHa SMN1; mogndukauma cnnacmHra SMIN2; SMN2
aNbTePHATUBHAA MOAYNALMA CNAalcuHra; cTabuansauma MUTOXOH-
ApUiA HEMPOHOB; KOMMEHCATOPHAA CTUMYNALMA PEAKTUBHOCTU Mbl-
LUEYHOM TKaHM BMECTO PpYHKLMOHANbHO HENONHOLLEHHbIX MOTOHEN-
pOHOB; aKTMBauuA reHa SMN2; cTabunusaums KOPOTKOKMBYLLETO
aedekTHoro 6enka SMNA7 [16-18].

K coxaneHuto, Laneko He BCErAa pelleHune BbllenepeyncaeH-
HbIX MO3MLMI MMEET AOCTAaTOYHO BbICOKYO 3dpeKkTnBHOCTL [19, 20].
[na KoMNAEKCHOW KOOPAMHUPOBAHHOM NOMOLLYM, HaNpPaBAEHHOM Ha
NPOQUNAKTUKY OCNONKHEHUI U aKTUBM3ALMIO KOMMNEHCATOPHO-NPK-
CnocobuTeNbHbIX OYHKLUMIA HElMpOo-MbIWEeYHOro annapaTa, Heob-
X04MMa MOAMOUKALMA NpPesoCTaBAAEeMOro PeabunTaumoHHOro
NeyeHun, 6asvpyloweroca Ha TLATENbHOM OLEHKe NieYeHus ABu-
raTeNbHbIX HAPYLWEHWI, KaK C KAMHUYECKMX MO3MLMI, TaK U C Npu-
MeHEHMEM [,0MNOAHUTE/IbHLIX METOA0B AMArHOCTUKM Ha PasNYHbIX
cTagmax 3aboneBaHus, C OTCNEKMBAHWEM TPAEKTOPMM MpPOrpeccy-
poBaHusa, onpegeneHnem coepbl, TpebytoLei CPOYHOW KOPPEKLMM,
anoddepeHumpoBaHHbIM Nnogbopom cxem Tepanuu [5, 14, 21-23].

LLENb UCCNEQOBAHUA

OueHuTb pesynbTaTthbl ieveHns CMA geTckoro BospacTa ¢ npu-
MEHEHVMEM MEXAYHAPOAHbIX LIKaN OLEHKU OU3NYECKMX BO3MOMNK-
HOCTEN ¥ KOMMbIOTEPHOW 3NEKTPOHENPOMMOTPadUM HA PA3UYHBIX
3Tanax 3abonesaHuA.

MATEPUAN U METOAbI

WccneposaHua nposoaunmck Ha 6ase PecnybamKaHCKoro Kau-
HWYECKOro LeHTpa Helpopeabunutaumm (JoHeuk). Mog Hawum
HabnlogeHeMm, BKOYaA TeNEeKOMMYHUKALMOHHbIE BO3MOMHOCTU
MapLIpyTU3aLmMK, Ha npoTaskeHun 15 net Haxoauaucs 95 peteit us
[JoHeLKoi obnactn 1 apyrux perMoHoB YKpauHbl, a Takxe CTpaH
6/MKHero 3apybexbs ¢ reHeTUYECKU NOATBEPKAEHHBIM AUArHO30M
npokcumansHoi CMA. U3 HUX mManbumkoB 6bino 66 (69,4%), Aeso-
yek — 29 (30,6%). PoanTenn unm 3aKoHHbIe NPeACTaBUTENN NaLMEH-
TOB OblIM 03HAKOM/IEHBI M MHPOPMUPOBAHbLI O LieNAX, XapakTepe,
[ANArHOCTUYECKMX M NevebHbIX NpoLeaypax, a TakKe 0 BO3MOXKHbIX
HebnaronpuATHbIX 3ddeKTax NeyeHna M ganum fo6poBONbHOE WH-
dopmupoBaHHoe cornacue.

B gaHHOM uvccnegoBaHUM BCe MALMEHTbI B 3aBUCUMOCTU OT
NPOBOAMMOI Tepanuu Bbln pasgeneHbl Ha 2 rpynmbl: OCHOBHYHO
rpynny coctasunm 65 aeteit (68,4%), KoTopble NOAyYanu nedeHue no
pa3paboTaHHON HaMM METOAMKE MO3TANHOro BO3AENCTBUA; rpynny
cpaBHeHusa cocTaBuan 30 geteit (31,6%), KoTopble nonydanu obue-
MPUHATYIO Tepanuio, BKAKOYAKOLLYIO NpenapaTbl U3 rpynmnbl meTabo-

JITOB B BO3PACTHbIX AO3MPOBKAX U CUMNTOMATUYECKME CPeACTBa.

M3 54 peteit co CMA Il Tuna, 40 (74%) paetelt BOWAW B OCHOB-
Hy'0 rpynny, ocTanbHble 14 (26%) — B rpynny cpaBHeHus. M3 41 na-
umeHTa co CMA IIl Tuna, 25 (61%) peTelt BOWAM B OCHOBHYIO rpynny
1 16 (39%) — B rpynny cpaBHeHWUA. KOHTPO/bHYIO Fpynny cocTaBuan
45 300pOBbIX AETEN.

CornacHoO KAMHUYECKUM KPUTEPUAM U TLLATENbHO cOBpaHHOMY
aHaMHe3sy € Y4ETOM MeXKAYHapOAHOW KnaccuduKaLmm NpoKcMmanb-
Hbix CMA no ¢peHoTMNNYEeCKOMY CNEKTPY NaLuueHTbl bblin pacnpese-
neHbl Ha CMA 1l n Il TMna.

OYHKLMOHANBHBIV YPOBEHb Y NaLMeHTOB OCHOBHOM rpynmbl,
BK/ItOYAA OLLEHKY MbILIL, OLEHWBACA NMPY NEPBUYHOM 0bpaLLEHNH,
1 pa3 B 3 mecAuLa, B Ha4ase M B KOHLUE Kypca peabuanTaLmoHHIO
NeyeHUA C NPUMEHEHMEM MEXAYHAPOAHbIX BepPUPULMPOBAHHbIX
WKan U MoaMPULMPOBAHHOIO BapuaHTa MeXAyHapoAHOM LUKanbl
XammepcmuT. Y feTeit rpynnbl CpaBHEHUA NpoBoauaach banibHas
OLLeHKa Npu NepBMYHOM 0B paLLLeHNM 1 NPU NOBTOPHbIX 0BpaLLeHUAX
NPW U3MEHEHUAX KNMHUYECKOTO COCTOAHUA U MOABAEHUM Kanob Ha
HapacTaHMe MbILUEeYHOM cNabocTu, aTpoPuM MblWL,, YTPaTy ABUra-
TeNbHbIX HAaBbIKOB U T.A,.

Oetn co CMA B Bo3pacTe OT 3 neT 1 cTapLle Npoxoanamn Tectu-
poBaHue no WKane RHS c oueHKoi Gu3nyecknx BOIMOXKHOCTe Na-
umeHToB co CMA Il n Il TMNOB € OrpaHMYEHHbIMM PYHKLMAMM Nepe-
[ABUKEHUA ANA MOHUTOPUHIA QYHKLMU CUAEHWA, CTOAHMA, XOAbObI,
[Mana3oHa ABUMKEHUI U CUAbl B KOHEYHOCTAX, MbILILLAX TYNOBULLA.

RHS aBnseTcA nopaaKoBoW WKanoii [11], cocTonwer us 33 ane-
MeHTOB B AnanasoHe ot 0 go 3 6annos, rae 0 0603HaYaeT HaMMEHb-
WKt ypoBeHb cnocobHOCTU/bYHKLMM, pa3BuBatoLLEca 40 HauBbIC-
LUero ypoBHA CNoCOBHOCTM YCMELLHO BbINOAHUTL 3a4aHue (3 6anna).
MaKcMManbHO AOCTUMKMMAA OLEHKA — 69.

®YHKUMOHaNbHLIN ypoBeHb nauueHToB co CMA B BO3pacTe
ot 1 rona f0 3 neT OUeHMBANCA C NOMOLLbIO paspaboTaHHoro B Pe-
CNy6AMKAHCKOM KIMHUYECKOM LIEHTpe Helpopeabunutaumm mogu-
dVLMPOBAHHOIO BapuaHTa MEXAYHaPOAHOM LWKaabl XaMMepCcMuT,
BKNIOYAIOLLLEN TECTbI: CUAEHUE Y OMOPbI, NOAHECEHUE PYKM K T0N0-
BE B NOJIOXEHUW CUAA, NOSBLEM KMCTK Bblle YPOBHA NeY, NogbeM
BbINPAM/IEHHbIX PYK Haj, ro10BOM, NOAHATUE FO/10BbI B NONOKEHUN
NéXa Ha CMuHe, NepeBopoT Ha HOK, MEPEBOPOT CO CMUHbI Ha KMBOT
W C XMBOTA HA CNWHY, NOAHATME FONOBbI B MONOXKEHUMN NEXKA HA XKU-
BOTe, Ornopa Ha npeanieybe, yHKUMA NOA3aHNUA, GYHKLMA X04bObI
1 onopbl. MakcMManbHO AOCTUXMMAs oueHKa — 30 6annos. Oue-
HOYHbIN AnanasoH ot 0 go 2 6annos, rae 0 HaMMeHbLWWIA YPOBEHD
GYHKLMOHaNbHbIX BO3MOXHOCTEN, Pa3BMBAIOLLENCA [0 HaMUBbICLLErO
YPOBHA CMOCOBHOCTM BbINONHUTD 3ajaHue — 2 6anna.

[na AMarHOCTMKM YPOBHA NOPANKEHWUA MOTOPHOM MHTErpaLmm
npu CMA Bcem nauyeHTam OCHOBHOM rpynnbl (n=65) 1 rpynnbl cpas-
HeHus (n=30) 6bina npoBeAeHa 3nekTpoHerpommorpadua (SHMI)
Ha nporpammHo-annapaTHOM Komnaekce «Heipo-MBMN-mukpo»
(Poccusn), BKAtoyatoWan METOAMKY CTUMyAAUMOHHOW IHMI ¢ wmc-
cnefoBaHMeM MOTOPHOTO OTBETA MbILLLLbI, CKOPOCTEN NpoBeaeHuA
MMNYNbCa NO MOTOPHbLIM BOIOKHAM, MOBEPXHOCTHYHO (r106anbHyto)
3MTI u vronbyatyto IHMI ¢ M3yyeHMEM CMOHTAHHOM aKTUBHOCTU U
NnoTeHUMaNoB asuratenbHbix eannuy, (MAE). BasucHasa IHMI Takke
BK/IOYaNIa METOAMKY C Harpy304HbIMM NPobamu B BUAE aKTUBHbIX
bM3MYECKMX yNIPaXKHEHMI B TeYeHWe 15 MUHYT ¢ NocaeayoLwmum nsy-
YyeHWeM AMHAMUKM MoKasaTenel nosepxHocTHon IMI go u nocne
Harpysoy4HbIX TeCTOB.

[ina pnoctoBepHoW reHeTnyeckoi Bepuduraumm CMA sce aetm
Hanpasaanucb 8 ®IBH «MeauKO-reHEeTUYECKUIN HayYHbIW LEeHTP»
(MockBa), MeguKo-reHeTu4eckuin ueHTp «feHomea» (Poctos), UH-
CTUTYT MONERyNAPHON Buonorum n reHetnukn HAHY (Kues) gnsa mo-

409



M.P. Hlaiimypsun CrivHaAbHBIE aMUOTPOPUN AETCKOTO BO3pacTa

NeKyNApHO-reHeTUYeckoro nuccnepoBaHua SMN-reHa, NoKyca KopoT-
KOro niieda 5 XpoMocombl M OLEeHKM vyncna konuii SMINC.

B ocHose Tepanun CMA nexan npuHUMN HEnpepbiBHOCTH,
A/MTENBHOCTM U NPEeMCTBEHHOCTU IeYeHuA.

MaumeHTam co CMA HasHavanacb cnewmanbHas HelpoameTa ¢
OrpaHU4YeHNEM HaCbILLEHHDIX }XMPOB U caxapa, YIeBoA0B 1 obecne-
YEeHMeM [0CTAaTOYHbIM KONMYECTBOM KUAKOCTU. PekomeHa0BanUCh
MULLEBbIE MPOAYKTbI, 060raléHHbIe NeUUTUHOM, BUTaMUHaMK E u
B 1 acKOpOMHOBOI KUCNOTOM, Y4aCTBYIOLLMMM B CUHTE3E KOMNareHa
¥ 06najalWMMM aHTUOKCUMAAHTHON aKTUBHOCTbIO. HacTosaTenbHO
PEKOMEHA0BANOCh PaHHEe MOAK/AYEHUe aHTUOWMOTMKOTEpanuu,
MMMYHW3aLMA OT TPUMNa v NHEBMOKOKKOBOM MHdEeKLUK.

CornacHo cneumansbHo paspabotaHHoit B PKUH meToamnke NIOK
C 31leMeHTaMM CTPEHY-TMMHACTVKM B KOMNIEKC YNPaXKHEHWI BKNKOYa-
JINCb NPEeUMYLLECTBEHHO MbILULbI, MEHEE BOB/IEYEHHbIE B NATONOMM-
Yyeckuit npouecc — m. tibialis anterior, m. extensor digitorum longus,
m. extensor digitorum brevis (pedis) n HekoTopblie gpyrue. MogobHbIN
KOMMNIEKC YNPaXKHEHUI NPUBOAMUT K YMEHbLUEHUIO BblpaXKEHHOCTU
MbILIEYHOrO aCMHEPrM3ma, YTo B COYETaHUM C OPTONEAUYECKUMM
9MaIMTUHOBLIMMW TYTOPAMM U 3NEKTPOMUOCTUMYAALMEN cnocobeTBy-
€T NpeaynpexAeHNo/KOPPEKLMM KOHTPAKTYP CyCTaBoB. JleuebHbiii
TOYEYHbIN Maccax BKAOYan 3-4 Kypca B rof ¢ MHTepsanom 8 1,5-2
mecAua no 15-20 ceaHCcoB C aKLEHTOM Ha WaasLyo pa3paboTky ro-
JIEHOCTOMHbIX, KOMEHHbIX, Ta306ePEHHbIX W JIOKTEBbIX CYCTaBOB C
NpUMeHEHVEM Ma3ell, CoaepKaLLLMX XOHAPOUTUHCYNbdAT.

MeaukameHTo3Han Tepanua CMA nmena 3amecTUTeNbHbIN Xa-
paKTep M BKAKOYaANa Cnefytolie HanpasneHus. Ha ctagum Havanb-
HbIX KJIMHWUYECKMX NposBaeHni 3abonesaHua naunerHtam co CMA I
n Il TMNa NPoBOAMAUCH KYPCbl NOKANbHOrO BBEAEHUA B ABUraTeNb-
Hble TOYKM MeHee BOBJIEYEHHbIX B NAaTONOTMYECKMI NPOLECC MbILLILY
MMKPOA03 NPenapaTos KOMOMHUPOBAHHOIO MEeTaboIMYECKoro Ael-
CTBMA (MeNbAOHMN, aueTUAKapHUTUH — 0,5-1 ma, Ne 10-15) B coyeTa-
HUU C NPUEMOM A0 3 MecALEB BUTAMUHHBIX KOMMNIEKCOB, AeicTBne
KOTOpbIX 06yCNOBNAEHO CUHEPrMYeCcKMMM 3dEKTaMM BXOAALLMX B UX
COCTaB KOMMOHEHTOB (MMPUAOKCUH, TUAMMH, LiMaHKOBanaMuH, fH-
TapHas KWUC/0Ta, MHO3UH, HUKOTUHAMKUA, pubodnasuH).

Mo mepe CHUXKeHWs QYHKLMOHANbHbIX BO3MOXKHOCTEN QUK-
CMPOBANOCh BHUMaHWE Ha mapaBepTebpasibHbIX 30HaX LIEUHOO U
NOACHWUYHOTO YTONLLEHUA, NOCPEACTBOM BBEAEHWUSA MUKPOA03 HeWl-
ponentnaos (1 ma, Ne 10) B yepegoBaHuu ¢ mekobanammuHom (0,5-
1 mn, Ne 15). B ganbHeiwem ans MHTEHCMUKALMM NPOM3BOACTBA
aueTUnXxonnMHa M GochaTMANNXONMHA PEKOMEHAO0BANCA A/UTENb-
HbI (80 3 MecALeB) NPUEM UMTUKOAMHOB (250-500 Mr/cyTKu).

Mpn paHHEM BblABAEHWM aKCOHOMATUW, NO AaHHbIM SHMI, B
CXeMY SIeYEHUA BKAOYAM UNUAAKPUH B BUAE ME3ONYHKTYPHbIX UHb-
€KUM B ANUCTaIbHbIE OTAENbI HUKHUX KOHeYyHocTen — RP4-7, E40-43,
V58-60, F2-6 (no 0,5-1 mn, Ne 15) — ¢ nocneayowmm nepexogom Ha
[JIMTENbHBINA (80 2 MecALEB) NepopasbHbli NPMEM NpenapaTa B Jo-
31poBKe 5-20 mMr/cyTKU. YcuneHue akcoHanbHOM AereHepaumm AuK-
TOBa/10 HeOBXOAMMOCTb Ha3HaueHus akTosernHa 50-200 mr/cyTku B
coYeTaHMM C TMOKTOBOW KucioToi (40-80 mr/cyTku) — oo 2 mecAues.

Mpu paHHel IHMI-ugeHTUOUKaLMM CONYTCTBYIOLLETNO MMO-
FEHHOr0 KOMMOHEHTa PEKOMEH/0BANOCh MOAK/YEHUE Tepanuu,
CONPAXEHHOW C MUTOXOHAPUANAbHLIM 06MEHOM: YBUXUHOH (2 mr/
Kr/CyTKM — [0 3 MecALEB) C NOC/esyoWMM NMPUEMOM SIEBOKAPHUTH-
Ha (50 mr/Kr/cyTkn — 0o 45 fHelt), Yepeays C LMTPYAMHA ManaToM
(0,5-1 mr/cyTkn — go 1 mecAaua), Ho NPU BbIABAEHUU MUOFEHHOW NPO-
rpeaveHuMn napeHTepanbHo BBoaunaca docdokpeatrHuH (50-100
mr/cytkn, Ne 5, 1 pa3s 8 3 AHA) C nocAeAyOLWMM Nepexoaom Ha Kpe-
aTMH moHormapat (250-1000 mr/cyTkun) Ao 1 mecaua 1 AanbHeRWnm
AAMTENbHBIM NPUMEMOM anbdakanbumnoona (1-3 mrr/cyTku).
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Yoenanocb BHMMaHWE paHHEN AMarHOCTUKe U Mnpeaynpex-
[EeHWI0 CrnbaTenbHbIX KOHTPAKTYp, HEPELKO COMPOBOMKAAOLLMXCA
BbIpaXeHHbIM 60N1EBbIM CMHAPOMOM, BAUAOWMX Ha 3HAYUTENb-
HOEe CHUKeHMe KauyecTBa Ku3HW [24]. PeabunnutaumoHHbIi yxog 3a
nofobHbIMM HONbHLIMU BKAKOYAN NPUMEHEHWE TEXHUYECKUX Op-
Toneanyeckux cpeacTs AnAa GyHKLMOHANbHOM adanTaumu, a TaKke
MCMONb30BaHME NOABUMKHBIX NOACTABOK ANA PYK UK NOALEPHKUBA-
IOLMX NOBA3OK, NPeAHA3HAYeHHbIX ANA YBEINYEHUA aKTUBHOMN 06-
NacTU ABUKEHUM C Le/IbIO YNyULWEHWS GYHKLMOHAbHBIX BO3MOXHO-
CTel; HaKNafblBaHWe WMH ANA COXPAHEHMA Anana3oHa ABUKEHUN U
npodunakTnkm 6onei. B Kauectse neyebHoro nogxoaa, 4ns 6onb-
HbIX C HaBblKaMW CUAEHWUSA PAaCcCMATPUBANOCh NPUMEHEHUE obner-
YEHHbIX HALKONIEHHWKOB, PELIMMPOKHbBIX, BbICOKMX OPTE30B A1 CTO-
AHMA U XoAb6bI.

C Lenbto paHHero BbIIBNEHUA U NpeaynpexAeHns 0CcTeonopo-
3a M OCTENeHUU NPOBOAUNACH AEHCUTOMETPUS, BbINOAHANOCH BUO-
XUMMUYECKOe UCCNeA0BaHUE MOHU3UPOBAHHOTO KasbLMA U BUTAMU-
Ha [l,, ypOBEHb KOHLEHTPALMM KOTOPOTO ONpeAena NocaeAytouyio
TAKTUKY TEPaNUM: OT KOPPEKLMK C MOMOLLBIO CNELMaNbHOM Helpo-
avetsbl n JIOK no BBegeHnsa bucpocpoHaTos (puc.).

CTaTUCTUYECKMA aHanW3 NPoBeAEH METOLAaMMN BapMaLMOHHOM
cTaTMCTUKM Ha MK c ncnonb3oBaHnem NpuKnagHoro naketa Statistica
10.0 (Statsoft Inc., USA). Ans KonnyecTBEHHbIX NOKa3aTenel BblunUC-
nanu cpegHee 3HadeHune (M) 1 ero cTaHZApTHYHO OWKBKY (tm), ana
Ka4yeCTBEHHbIX BE/IMUYMH BbIYUCAANNUCD OTHOCUTENbHbIE 10U (P, %).
[McnepcroHHbIN aHanu3 ana cpefHUX BeMYMH NPOBOAUACA METO-
nom U-kputepua MaHHa-YUTHW. HyneBas runotesa onposepranacb
npu p<0,05.

PE3YNbTATbl U UX OBCYXXAEHUE

CMA Il Tuna anarHoctupoBaHa y 54 (56,8%) aeteit, CMA lI
Tina —y 41 (43,2%) naumeHTa. Bo3pacTHoit coctaB 60/1bHbIX AeTei
co CMA pacnpegenuncs cnefyrowmm obpasom: ot 1 roaa go 3 net—
68 neteit (71,6%), ctapwe 3 net — 27 naumeHToB (28,4%).

Mpwv BbIABAEHUM NO AaHHbIM H6a3ucHoi IHMI cHUXKeHUA am-
nanTyabl M-oteta Ha 70% v bonee, CHUNKEHUA AnUTeNbHOCTU M-0T-
BETA, HA/ZIMYMA MONONKMUTENbHBIX OCTPbIX BOSH MO AAHHbLIM WUrOb-
yator IMP onucbiBanacb HeBPONaTMA (aKCOHANbHbIA BapuaHT).
Mpu yBennueHun cpegHeit amnautyabl NAE Ha 50% 1 6onee n/mam

Puc. Cxema 3manHo20 MedUKaMeHMOo3H020 feveHus ocmeonopo3a,/
ocmeneHuu y demetli co CMA [14]

Butamu+ D, no 1000 ME
2 pasa B CYTKM - 3 mec.

MynbTUBUTaMMHbI C BUTAMMU-
Hom D,, cbanaHcmpoBaHHas
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HapacTaHWM CpeaHen AnTenbHoCTU Ha 50% u bonee; MHTEHCU K-
Kaummn GpasHocTv Ha 25% Npy OTHOCUTENIBHOW COXPAHHOCTU GOPMbI
TYPHOB, Ha/NM4MKM CMOHTAHHOM aAKTUBHOCTU B BUAE NOTEHLMANOB
dacumKkynaumMm, NoTeHUManoB GUBbPUANALMM — KOHCTAHTMPOBANACh
HelipoHonaTua. Hanuune oTpuLATENbHON AEBMALMKM NapameTpos
NMOTEHLMANOB NOBEPXHOCTHOM IMI mocne BbINOAHEHWUA HArpy3ou-
HOM Npobbl B BUAE CHUMKEHUA MAKCMMabHOM aMNAWTYAbl U NOKa-
3aTeneil MHTEHCMOUKALMKU cpefHeit yacToTbl Ha 50% u bonee Tpak-
TOBaNOCb KaK COMYTCTBYHOLLMIA MATONOTMYECKUIA MUOMATUYECKUIA
KOMMOHEHT. Pe3ynbtathl 6asuncHoit IHMI y geteit co CMA Il u I
TWUMNOB NpeacTasneHbl B Tabn. 1.

Kak BMAHO M3 TabA. 1, CTaTUCTUYECKM 3HAUMMBbIX OTIMYMI Ma-
pameTpoB 6asuncHoi SHMT y naumeHTos co CMA Il 1 Il TMNOB BbIAB-
NeHo He 6bino (p>0,05).

[na onpeneneHns COMYTCTBYIOWLErO MOPANKEHWUS MOTOPHOWM
MHTErpaLmm naumMeHTamM OCHOBHOM FPYNMbl U TPYyNnbl CPaBHEHUA B
pamkax 6asucHoit SHMI nposoamnace ctumynaumoHHas IHMI u
nosepxHocTHas IMT (c HarpysouHbimM npobamu). KonnuecTso na-
LIMEHTOB C BbIABAEHHbIMW COMYTCTBYIOLWMMM HEBPAIbHLIMU MU MU-
0MaTUYECKMMM U3MEHEHUAMM NPEeACTaBNEHO B TabA. 2.

Takum 06pasom, conyTcTByOLLEE HEBPA/IbHOE NOPAXKEHUE MO-
TOPHOM MHTerpauum buino npeactasneHo y 8 (14,8%) naumeHToB co
CMA Il Tuna, y 5 (12,2%) — co CMA Ill Tuna. ConyTCcTBYHOLLMI NaToN0-
TMYECKMIA MMOMATUYECKUIA KOMMOHEHT BbifiBEH ¥ 5 (9,3%) naumeH-

ToB co CMA Il Tuna ny 2 (4,9 %) paeteit co CMA Il Tuna.

MpomerkyTouHan oueHKa 3GPEeKTUBHOCTM Tepanun NpPoBOAM-
naco yepes 2 roga (taban. 3), a 3aK0YUTENbHAA OLEHKA — Ha OCHO-
BaHWK 4 NeTHero KatamHesa HabNOAEHUA METOLOM CTaTUCTUYECKO
06paboTKN 6annbHON OLEHKM QU3NYECKMX BO3MOMKHOCTEN NaLMeH-
Ta (Tabn. 4). fetv oT 1 roga Ao 3 NeT oLeHMBANUCh MO MOAUPULMPO-
BaHHOMY BapWaHTy MEXAyHapOLHOM LWKaibl XaMMepCMUT, NaLmeH-
Tbl CTapLue 3 neT — no BepuduumpoBaHHom wkane RHS.

M3 paHHbIX Tabn. 3 v 4 cnepyet, 4To MO NPOMENKYTOUHbIM U
3aK/0YMTENbHBIM pe3ynbTaTaM TAXECTb KAMHUYECKOrO COCTOAHUA
[0CTOBEpPHO Bblwwe Yy nauneHtos co CMA Il v Il TMnoB rpynnbl cpas-
HeHua — 15,522,1 n 8,9+1,1 (NnpomeKyTOoUHble pe3y/nbTaTbl NaLMeH-
ToB co CMA Il Tna OCHOBHOW rpynmbl U rPynnbl CPaBHEHUA COOT-
BETCTBEHHO); 50,742,6 u 40,0+1,7 (NpOMEXKYTOUYHble pe3y/bTaTbl
nauueHToB co CMA Ill TUna oCHOBHOW rpynmbl U FPynmnbl CPaBHEHUA
cooTBeTCcTBEeHHO); 18,311,5 1 10,8+1,4 (3aKkNt0uMTENbHbIE pPe3y/bTa-
Tbl nayuneHToB co CMA Il TMna oCHOBHOW rpynnbl U rPyNMbl CpaBHe-
HWA COOTBETCTBEHHO); 42,3+1,8 u 28,7+2,2 (3aKNouUTENbHbIE pe-
3ynbTathl nauueHtoB co CMA Il TMna OCHOBHOW rpynMbl U rpynmbl
CPaBHEHWA COOTBETCTBEHHO).

CnuHanbHas MmblweyHas atpodusn, npexae Bcero, 3abone-
BaHMe, acCoOLMMPOBAHHOE C MOpakKeHWeM anbda-MOTOHENPOHOB
cnuHHoro mos3ra [1]. B To e Bpems, pe3ynbTaThl pafa uccnesosare-
neit [2, 4, 12] cBUAETENbCTBYIOT O BO3MOXHOM aKcnpecun SMN 6en-

Tabauya 1 Pesynemamei 6azucHoli SHMI y demeli co CMA Il u Il munos (n=95)

CMA Il Tuna (n=54)

OnntenbHocTs MAE (nosbiweHune, %) 48,2+3,7
Amnautyga NAE, mB 1,80,2
MoTeHumansl pacumKynsaLmm, y.e. 1,8+0,6
MoTeHumanbl GubpuanaLuuy, y.e. 0,4+0,1
MonoutenbHble OCTPble BOJHbI, V.€. 0,8+0,2

CMA Il Tuna (n=41) p
52,4+4,7 >0,05
1,9+0,3 >0,05
2,240,4 >0,05
0,50,3 >0,05
0,210,3 >0,05

NpumeyaHme: p — CTaTUCTUYECKM 3HAYMMBbIE PA3/IMUMA MEKAY MOKa3aTeNssMu B rpynnax (no kputepuio MaHHa-YuTHu)

Ta6nuua 2 Konuyecmeo nayueHmMos C 8biA8AEHHbIMU conymcemeyrouumu HespasibHbIMU Usu muonamu4veckumu UsmeHeHuAamuU (no OGHHbIM
SHMI)

OcHoOBHas rpynna
(n=40)

6 (15%)

4 (10%)

Mwuonatuyeckuit

Bcero: 5 (9,3%)

Bcero: 8 (14,8%)

CMA Il Tuna (n=41)

fpynna cpaBHeHusa OcHoBHaA rpynna [pynna cpaBHeHus

(n=14) (n=25) (n=16)
2 (14,2%) 3 (12%) 2 (12,5%)
Bcero: 5 (12,2%)
1(7,1%) 1 (4%) 1 (6,3%)

Bcero: 2 (4,9%)

Tabauya 3 MpomexcymoyHsie pesynbmamel mepanuu y demeti co CMA Il u lll munos (n=95)

OcHoBHas rpynna lpynna cpaBHeHUs

(n=65) (n=30)

11 (n=40) 11l (n=25) Il (n=14) 11 (n=16)
bannbHanA OLI,EHKua no MognoULMPOBAHHOMY BapUaHTy 15,542,1 _ 8,0+1,1° _
MeXAYHapOAHOW LWKaabl XaMMepcMuT
BannbHanA oueHKa nNo BepuonuMpoBaHHoOl Wwkane RHS - 50,7£2,6 - 40,0+1,7"

Npumeyanue: * p<0,05 — CTaTUCTUYECKM 3HAUMMbIE PA3INUMA MEXKAY COOTBETCTBYIOLLMMM NOKA3aTeNAMM B rpynnax (no Kputepuio MaHHa-YuTHM)
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Tabauya 4 3akno4yumensHele pe3ynsmamsl mepanuu y demel co CMA Il u Il munos (n=95)

OcHoBHas rpynna (n=65)

Il (n=40) p,

BannbHasa ouegHKa no
BaHHOW WKane RHS

BepudMLMpO- 18,3%1,5

Fpynna cpaBHeHus (n=30)

Il (n=25)p, Il (n=14)p, Il (n=16)p,

42,3+1,8 10,8+1,4" 28,7+2,2"

Npumeyanue: * p<0,05 — CTaTUCTUUECKM 3HAUMMbIE PA3IUUYUA MEXAY COOTBETCTBYIOLMMM NOKA3aTENAMM B rpynnax (no Kputepuio MaHHa-YuUTHuM)

Ka ¥ B APYrMX CTPYKTYPHbIX OPraHU3aLmsax ¢ NPosBAeHMEM NaToN0-
rmyeckoro ap¢pekTa B MOTOCEHCOPHbLIX BONOKHAX Nepudepuyeckmnx
HepBOB, MMOFEHHOM 3BEHe MOTOPHOM UHTerpaumun. M3ydas npegpl-
OyluiMe pekoMeHgauumm, NocBAWEHHble cTaHdapTam neveHna CMA
y AeTei, NPOCNEKMBAKOTCA ONpeaeNEHHble NPOTUBOPEUNS MEXKDY
ny6ANKaLMAMM, OCBELLAIOLLMMU MEKAUCLMNAMHAPHDIE NOAXOAbI K
Kypauuu naumeHTos co CMA 1 BbIBOAAMU MEXAYHAPOAHbIX AeNb-
duiickmux KoHcuanymos [3, 19, 20, 23]. ConyTcTByloLlee nopaxeHue
HeMpo-MbILIEYHOro annaparta, ¢ O4HON CTOPOHbI, UMEeT BECOMOe
3HayeHuWe B npouecce GOPMMPOBAHUA TepaneBTUYECKOW CTpaTerum
[7,9, 11], Ho, C Apyrol CTOPOHbI, HAANYME NOAOOHbIX HAPYLLUEHWUN Y
Heb0/1bLoro Yncna naumeHTos co CMA MHTePNPeTUPYETCA B KOHTEK-
CTe He3HaUYMMbIX NPU3HAKOB 3ab0s1eBaHNMA, He TpebytoLyx 3aocTpe-
HWUSA BHUMaHWA CO CTOPOHbI Bpaya [6, 8, 16, 17]. BmecTe ¢ Tem, He-
CMOTPA Ha MaNIOYUCNIEHHOCTb NYBANKALMIA M OTCYTCTBME KOHCEHCYCA
CO CTOPOHbI 3KCMEPTOB B [AHHOM HanpasAeHUN, 25-NE€THUI OMbIT Ky-
pauuu naumeHTos co CMA B ycnoBMAX CNeunann3nmpoBaHHOro LieH-
Tpa (PKLUH) no3sonnn Ham onpeaennTb u cGopmmpoBaTb 6asncHyto

OCHOBY OMEPaTUBHOTO KOHTPOAA TedeHus CMA; BHegpUTb cuctemy
K/MHUYECKOrO MOHWUTOPUPOBAHUA C OTCNEXKMBAHUEM TPAEKTOPUM
nporpeccuposaHus; paspaboTaTb METOAMKY 3neKTpomuorpaduye-
CKOW MAEHTUGMKALLMM NOPAKEHUA MOTOPHOM MHTErPaLIUMM B KOHTEK-
CTE YCMOTPEHMUsA PaHHUX NPOABAEHMIA COMYTCTBYIOWMX CUMNTOMOB
3a60n€eBaHNA C NOCAEAYIOWMM BbIXOLOM Ha AnddepeHLmpoBaHHoe
NleyeHme.

3AKNIOYEHUE

KomnnieKcHbI noaxos K oueHKe neyeHns CMA, KaK € KMHUYe-
CKMX NO3ULLMM, TaK U C NPUMEHEHUEM AONONHUTENbHBIX METOA0B UC-
CNnefloBaHUA, BKIIOYAA 31EKTPOHenpomuorpaduio, BU3yanusmpyto-
LM M NabopaTopPHbIV MeToAbl, Ha Pa3NUYHbIX 3Tanax 3abonesaHns
apdekTnBHO cnocobetyeT anddepeHUMPOBaHHOMY dasucHOMY
nonbopy Tepanuu, HanpPaBAEHHOW Ha 3ameaIeHue NaToN0rMYecKo-
ro npouecca, NPOGUNAKTUKY OCNONKHEHUW U yydLIEeHUe KayecTsa
KU3HU.
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