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Pegpepam. O0HuM u3 npuopumemeHbvlX HaANpasaeHull
duazHocmuyeckozo smana npu CMA seasemcs 803-
MONCHOCMb  8blsIB/AEHUS CUMNMOMO8 3a60/1e8aHUS
Ha dokAuHuYeckoMm yposHe. B amo cesizu 3HaueHue
PYHKYUOHANbHbIX Memodo8 Ucc/1ed08aHus, npexcde
ecezo, 3/sekmpoHelipomuozpaguyeckux, Komopwle
n0380/5.41uU 6bl 06HAPYHCUMb HAPYWEHUS d8U2ameb-
HbIX eQUHUY 00 KAUHUYECKUX NPOosig/1eHUll, 8AUSIOUUX
Ha npoepeccuposaHue cocmosiHusi, npedcmasasemcs
upe38bl4aliHo 8axcHoU 3adayuell.

Leab. Onpedeaums 3HayeHue memooa 3/1eKmpoHeli-
pomuozpaguu (IHMTI) 8 sbibope cmpamezuu mepanuu
u oyeHke ee aghgpekmusHocmu y demeli co CMA.
Martepuas u MmeToabl 95 demell co CMA. B 3asucu-
Mocmu om npogodumotll mepanuu 6blau pasdeseHvl Ha
2 epynnbl: 0cCHO8Has epynna — 65 demetl (68,4%) me-
panus HA3HA4a1acb C y4emom 0aHHbIX 31eKMpOoHelpo-
muozpaguu. I'pynna cpasvenuss — 30 demeii (31,6%)
noay4aau  o6wenpuHsmyr - CUMNMOMAmu4ecKyro
mepanuto. Ilo geHomunuveckumM npusHakam eHympu
CpasHUBaeMblX 2pynn hayueHmol 6blaU pacnpedesietbl
Ha CMA 2 muna u CMA 3 muna. I[Iposodusacs oyeHka
PYHKYUOHAIBbHBIX 803MONCHOCMET, U20.164amas, cmu-
MYAAYUOHHAsA U nogepxHocmHasi IHMIT ¢ koHmposib-
HOU OYeHKOll, YCMAaHOB/AEeHHble PAMKAMU HAYYHO20
uccsedosaHus epemeHHvle ompe3ku («HcxodHvle daH-
Hbley, «1 200», «3 200a», «5 1em»).

Pe3yabraThl. [IpedaoxceHHas memoduka IHMI ucc-
csnedosanusi, npogodumozo 8 pas3/auvHble nepuodsl
meyveHus1 3a60.1€8aHUs NPUHECAA C80U pe3y/Abmamel.
IlposedeHHoe uccsaedosaHue cgudemesbcmayem O
MeHbWell UHMEeHCUBHOCMU NAmo102U4ecKo20 npoyecca
8 OCHOBHOIl epynne, KOMopoe 8bipaxca/10Cb MeHee Bbl-
DadXtceHHbIM dguzamesibHuiM dedpuyumom u SHMTI Hapy-
weHutl, yem y demeil 8 2pynne cpagHeHus1, NO1y4asuiux
06WenpuHsIMYy CUMNMOMAMUYECKY0 mepanuio.
BoiBoABI. PazpabomaHHasi Memoduka onpedesieHus
s/n1eKkmpomuozpagu1eckux npedukmopos, 0CHO8AHHAS
HA cucmeMamu4eckoM U AKMue8HOM MOHUMOPUPO8A-
HUU no36oJsilem onmuMu3uposams UHOUBUAYa/bHblE
nodxodvl k s1eueb6Holl makmuke y 6016Hbix CMA ¢ nep-
cnekmueot Moodudukayuu KAUHUYECK020 meyeHus 3a-
60/18aHUS U YAyHUEHUS] KA4eCmea HCU3HU.

Kailouegvle cnoea. CnuHaabHble MbluweyHble ampoduu,
asnekmpoHelipomuozpadus, mepanus

3a nocaenHve 1Ba AeCATUIETUS ObLI JOCTHUT-
HYT 3HAYUTEJIbHBIM NpPOrpecc B U3y4eHUU MO-
JIEKYJIAPDHO-TEHETHYECKUX OCHOB CIHWHAJIbHbIX
MblledHbIX aTpoduit (CMA), yTo N03BOIUIIO CY-
MEeCTBEHHO YJNYyYUIHUTb AWArHOCTUKY U JIeYEHHUE
3TUX 3a60JIeBAaHUN U TMOCAYXKUJIO MJIaTPopMoi
AJIA pa3pa60TKH HWHHOBAIIMOHHBIX TEpaleBTH-
YEeCKHUX MoAX0A40B C BO3SMOXXHOCTAMH MOAYJIALINUN

reHetudyeckoro jgedpekra [1-3]. C yueTom orpa-
HUYEHHOHU JOCTYMHOCTH reHeTUUYECKUX METO/0B
JieueHUsl, COXPaHSIOT CBOI 3P PEKTUBHOCTh Tpa-
JULIMOHHbIEe OoAX0Abl K Tepanun CMA, Hanpas-
JIeHHble Ha NMaTOPU3UOJIOTUYECKHE MeXaHU3MbI
Pa3BUTHUA U TeYeHHUs 3a00JieBaHUsl, KOTOPhIE, B
CBOI o4epe/ib, TPEOYIOT YCOBEPIIEHHCTBOBAHUSA
U ToBbllleHUs 3¢deKTUBHOCTU [4, 5]. B aToH
CBSI3M Ba)KHOE 3HAYeHHe NMPUOOPETAIT METOAbI
bGYHKIIMOHANbHOW JUAarHOCTUKH, B YaCTHOCTH
ajsieKTpoHelpomuorpadus (IHMI'), mosBo.sto-
1asi NPOBOAUTH AWArHOCTUKY YPOBHS NaTOJIO-
TUMU IBUTATEJbHOW €IUHUIbI C U3YYEHHEM TOMU-
KU, TSDKECTH U PaCIPOCTPAHEHHOCTH NOPAXKeHUs
Helpo-MbIIIEYHOT0 afmnapaTa, BepupUKaluen
BOBJIEUEHHHOCTH MHUEJNUHA U/UIU aKCOHA, MO-
HUTOPUHT MaTOPU3UOJOTUYECKHUX HaApPyIIEHUN
[6-8]. YcTaHoBseHO, yTo JHMI mo3BoJisieT BbI-
SIBJIITb HaJIMUUe U3MEHEeHUN B HEeWpPO-Mbllley-
HOM amnImapare U OLleHUBAaTh UX HAIIPABJEHHOCTh
JlaXke IPU OTCYTCTBUM JMHAMHUKHU B KJIMHUYECKOM
TedeHUM 3abosieBaHus [9-11]. [lepcneKTUBHBIM
HallpaBJIeHUeM B JledeHUM napreHToB CMA gB-
asetcad ucnoab3oBaHue SDHMI uccinegoBaHus
/11 BbIpaOOTKU TaKTHUKU MePCOHUPUIUPOBAH-
HOT0 NOJX0/a K JIeUeHHUI0 yKa3aHHOU NMaTOJIOTHH.

Iesab. Onpenenuts 3HaueHue MeToa JHMI B
BbIOOpE CTpaTeTruy TeEPANUU U olleHKe ee 3 dek-
TUBHOCTHU y AeTeil co CMA.

MaTepuas M MeTOAbI UC/IeA0OBaHUM. 95 Je-
Tel C reHeTUYeCKU MOATBEPXKJEeHHbIM JHUarHO-
30M npokcuMasibHOW CMA. U3 HUX Ma/IbYUKOB 66
(69,4%), neBouek — 29 (30,6%).

Poputenu wuaM 3aKkoOHHbIE TIPEJICTABHUTENH
NalKEeHTOB ObLIM O3HAKOMJIEHbI U HHQOpPMHU-
POBaHBI O LieJIAX, XapaKTepe, JUATHOCTUYECKUX
npoueaypax U Jajid A0O0POBOJIbHOE HHPOPMU-
pOBaHHOe corJlacMe Ha y4yacTHe B IpoOrpaMMe.
UccnenoBanue npoBoJuioch Ha 6a3e Pecny6.iu-
KaHCKOr0 KJIMHUYECKOTO IleHTpa HeWpopeabu-
JIUTALUU U IPE/ICTABJISA/IO COOG0M NPOCHEKTHUBHOE
KOTOpPTHOEe HcciiefoBaHue. Boibopky dopMupo-
BaJId METO/IOM CTPAaTUUIUPOBAHHOTO OT6OPa.

YcnoBueM mpekpallleHUs1 UCCAeloBaHUs sIB-
Jisiicsl A06pPOBOJIBHBIM OTKa3 poAWTesed WU
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3aKOHHBIX NMpeJiCTaBUTe/Neld pebeHKa OT KJIUHU-
YeCKOro WCC/e/[0BaHUs, HecobJIIoZiIeHue peKo-
MeH/JJalluil MeJUIIMHCKUX PabOTHUKOB, GECKOH-
TpPOJIbHOE CaMoOJie4eHHe, HeCOIJIAaCOBAaHHBIN C
BpauoOM IIPUEM JIeKapCTBEHHbIX CPEJCTB.

[Io peHoTUnMYecKOMY crieKTpy [12, 13] manu-
eHTBI pacnpefesieHbl Ha JiBe rpynmbl: CMA 2 Tuna
¥ 3 tuna. C y4yeTOM NpOBOJAUMOM Tepanuu Nnanu-
eHTbI co CMA 2 u 3 Tumna 6blJIM pacupeie/ieHbl Ha
OCHOBHYIO U TpYyIIy CPaBHEHMUSI.

OcHOBHyIO Tpylmy CcOCTaBUJIA 65 [JeTel
(68,4%) co CMA 2 u 3 TUna, KOTOPBIM PETyAsIPHO
npoBoauau IHMI o6ciejoBaHHEe C KOHTPOJIbHOU
OLIEHKOUM B HaudaJle McCCJeJ0BaHUsd, yepes3 roj, 3
rojia ¥ nfTh JieT. [laiueHTaM 3TOM rpynmsl pa3pa-
6aTbIBajlach MepCOHUPHUIIMPOBAHHAA MaTOreHe-
THYecKasl Tepallusi, 0CHOBAaHHAas Ha MOJIyYEeHHbIX
npu IHMI wuccienoBaHuM 0COGEHHOCTSAX MUO-
reHHbIX U HEBPOTeHHbIX HapyLIeHUH.

B rpynny cpaBHeHus Bouwio 30 geteii (31,6%)
co CMA 2 u 3 Tuna, KOTOpble peryJspHO IpPOX0-
JHUJIA KJIMHUKO-3JIEKTpOMHUOrpadruieckoe ooce-
JlOBaHMeE, KaK M MALUEHThl OCHOBHOMW IPYIbI, C
KOHTPOJIbHOH OL|€HKOH B aHaJIOTUYHbIE BpeMEeH-
Hble OTpPe3KU: B HayaJjle HCCAeJOBaHHUS, 4depe3
rofi, 3 roja u nAThk jeT. OHU nojy4yaau ob1enpu-
HATYH CUMIITOMaTUYECKYI0 Tepamuvio, BKIKYas
MeJMKaMeHTO3Hble NpenapaThl, yay4llalolliue
TeyeHHe MeTab0JIMYeCKUX MPOIECCOB B MbIIIIIAX,
B BO3PACTHBIX JJ03UPOBKaAX.

KpuTepuu BKJIIOUEHUSI B UCC/IEe/JOBAaHUE $IB-
Jisijicst Bo3pacT oT 1 rofia Ao 5 JieT, reHeTHYeCKU
BepuduUIlMpoBaHHasA ¢opMa NPOKCUMaTbHOMN
CMA c ayTOCOMHO-peneCCHBHBIM THIIOM HacJjie-
JlOBaHUsl, COOTBETCTBUE KJIUHUYECKOMY PEeHOTHU-
ny CMA 2 wau 3 Tumna, OTCyTCTBHE CONMYTCTBYIO-
HIeH TSXKEJOM COMaTHYECKOH MaTOJIOTHH.

KpuTtepusamu wuck/o4eHUs: GbLI BO3pacT [0
1 rojia u crapuie 5 JIET, OTCYTCTBHE MOJIEKYJISIP-
HO-T€HETUYECKOTO 06Cae[j0BaHUsI WU TeHeTH-
YyecKH He BepUUIMpPOBAHHAs NPOKCUMAaJIbHAs
¢dopma, nauuenTsl co CMA 1 ¥ 4 Tuna, HaJIM4YUe
TSKEJIOW COMAaTUYeCKOW MaTos10TUH. JJo6poBOJIb-
HbIM 0TKa3 poAuTe/el WU 3aKOHHBIX TPe/CTaBU-
TeJiel pebeHKa OT KJIMHUYECKOT'0 UCC/Ie/J0BaHUS.

B pamMkax reHeTU4yeckoro o6cjieloBaHUs y na-
IMEHTOB IPOBO/IUJIOCH UCC/IE[J0BAHME JIOKYCA KO-
poTkoro mjaeda 5 xpomocoMbl SMN-reHa (®T'BH
«MenMKO-TeHeTHUYEeCKMW Hay4dHbId ILeHTp» (T
MockBa), Meauko-reHeTUYeCKHUH LieHTp «[eHo-
Mmen» (r. PoctoB), UHCTUTYT MoJIeKyJISIpHOM GHO-
joruu ¥ reHetukd HAHY (r. Kues).

OueHka GU3NYECKUX BOSMOXKHOCTEHN 06Cey-
eMbIX OCYLIECTBJISJIACh C MOMOIIbI0 BepuUIH-
POBaHHBIX MEX/AyHapOAHbIX MKaa [14]: geTu co
CMA B Bo3pacTe OT 3 JIET U CTaplie NPOXOAUJIU
TeCTUPOBaHUE MO BaJUJW3UPOBAHHOU WIKaJe
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RHS, Bkuiroyarmed 36 NyHKTOB, B JWala3oHe
ot 0 1o 2 6annoB, rae 0 HaUMeHbIIMNH YPOBEHD
GYHKIMOHAIBHBIX BO3MOXXHOCTEH, pa3BUBalo-
Hlefcsl [0 HaMBBICILETO YPOBHS CHOCOGHOCTH
BBINIOJIHUTD 33/laHue — 2 6asuia. PyHKIIMOHAIb-
HbIM ypoBeHb ManueHToB co CMA B Bo3pacTte oT 1
rojia 1o 3 JieT OLeHUBAJICS C TOMOIIbI0 pa3pabo-
TaHHOTO B Pecny6/IMKaHCKOM KJIMHUY€ECKOM IieH-
Tpe HelpopeabM/IMTALUM U KadeJpe JeTCKOU
U obueit HeBposioruud PUIIO JonHHMY um. M.
['oppkoro MoAUGUIIMPOBAaHHOIO BapUaHTa MeX-
JyHapoAHOW LKa/jabl XamMMepcMUT (CBuzeTesb-
CTBO O pallMOHAJM3aTOPCKOM MNpeJoXKeHUH No
6368). lllkana oneHMBaeTcs B AuamnasoHe oT 0 g0
2 6annoB, rae 0 HauMeHbIINN YPOBEHDb QYHKIU-
OHaJIbHBbIX BO3MOXXHOCTEN, pasBUBAKOLIeNCHd 0
HauUBBICLIEr0 YPOBHSI CIOCOOGHOCTH BBIMOJHUTD
3ajjlaHue — 2 6asuia.

BpemeHHOH WMHTepBaJs OT Hayaja 3aboJieBa-
HUS 10 BKJIIOYEHUS] NALUEHTOB B KJIMHHUYECKOE
uccaefoBaHue (Mec) COCTaBUJI: OCHOBHAs rpymnmna
CMA 2 tuna — 3,50+0,64 mec, rpynna cpaBHEHHS
CMA 2 tuna — 3,86+0,66 mec. (p=0,7968); ocHOB-
Had rpynna CMA 3 tuna — 6,12+3,03 mec, rpynmna
cpaBHeHus -6,12+1,75 mec. (p=0,8517).

U3 54 perteit co CMA 2 tuna, 40 (74,1%) ne-
Tel BOLLJIM B OCHOBHYIO I'pyINy, OCTajJbHble 14
(25,9%) — B rpynny cpaBHeHud. U3 41 nanuen-
Ta co CMA 3 Tuna, 25 (61,0%) feTeit cocTaBuIU
OCHOBHY10 rpynimy, a 16 geteit (39,0%) — rpynmy
cpaBHeHUSs1. Bo3pacTHoU cocTaB GOJIbHBIX JeTeN
co CMA pacnpeaenu/ics cieAyouM o6pa3oM: OT
1 rozma o 3 et — 68 petedt (71,6%), crapuie 3
JleT — 27 nauueHToB (28,4%).

JJis AMAarHOCTUKM YPOBHS MNOpPaKEHUS MO-
TOpPHOW MHTerpauuu npu CMA BceM manyeHTaMm
OCHOBHOMW TPYNINbI M CPYINbl CPaBHEHHUS] ObLIO
BbInoJiIHeHO DHMI uccienoBanve Ha nporpaMm-
Ho-anmapaTHoOM KoMiiekce «Heitpo-MBII-mMu-
kpo» (P®), Bk/OYawLero MeToAUKY CTHUMYJIS-
nuoHHo 3HMI c ucciefoBaHMEM MOTOPHOIO
OoTBeTa MbILILI, UrosibdaTyo JHMI c usyyeHuem
CTIOHTAaHHOM aKTUBHOCTH, aMIUIUTYJbl W JJIH-
TeJIbHOCTH MOTEeHLIUAJN0B JBUraTeJbHON eIUHHU-
bl (ITIJE). A Takxe noBepxHocTHY0 IHMI, BKJItO-
yaloleld Harpy3o4yHble NPoObl B BUJle aKTUBHbBIX
dusryeckux ynpakHeHui B TeueHue 15-20 mu-
HYT C NOCJeyIHUM U3yYeHueM JUHAMUKH 110-
ka3saTteJsiel nosepxHoctHo JHMT no u nocsie Ha-
IrPy304YHBIX TECTOB.

[loBepxHocTtHasg JHMI' HaumHasack c oueH-
KM aKTUBHOCTH NPOW3BOJILHOTO JABWXKeHUs (pu
TOHWYECKOM HANpsHKeHUH U MaKCHUMaJbHOM
MBIIIEYHOM COKpallleHUH), 3aTeM NPOBOAUJINCH
Harpyso4yHble Npo0Obl B BUJEe aKTUBHBIX (QU3H-
YeCKHX ympaKHeHUH B TedeHUe 15-20 MUHYT C
Noc/JeAy0LMM U3yYeHNeM JUHAaMUKHU [TI0Ka3aTe-
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Jer noBepxHoctHo IHMT g0 u nocsie Harpysou-
HbIX TecTOB. Hanuuue oTpuuaTesbHOU JAeBUa-
MY NapaMeTpPOB NOTEHIMaJOB NOBEPXHOCTHOM
JHMTI nocsie BbINOJIHEHUS HAarpy304Hoi Npoobbl
B BHU/le CHIKEHHUs] MaKCUMaJlbHOM aMIIMTYAbI
(«eBranuss MaKCMMaJIbHOM aMIJIUTYbI») U MO-
KazaTesied MHTEHCUUKALMHU CpeJJHEW YaCTOThI
(«JeBuanus cpegHel yacToThi») Ha 50% u 6oJiee
TPaKTOBaJIOCh KaK CONYTCTBYIOLIMHA MATOJIOTH-
YeCKUH MUONIAaTUYeCKUU KOMIIOHEHT.

[Ipu BbISIBJIEHMU IO JJAaHHBIM 6a3ucHoM JHMTI
CHIDKeHUe aMIINTYyAbl M-otBeTa Ha 70% u 60-
Jlee, CHW)KeHUe JJIMTeJbHOCTH M-0TBeTa, Halu-
Yyre MO0JIOKHUTEJbHbIX OCTPbIX BOJIH IO JAaHHBIM
urospyatod IHMI, pacueHuBasoch Kak akKco-
HaJIbHBIN THI HeBponaTuu [6-8, 15].

YBesnyenun cpegHer ammautyabsl IIJIE Ha
50% u 6osiee W/WIM HapacTaHUe cpeAHeN [JU-
TesIbHOCTU Ha 50% U 6oJsiee; MHTeHCUPUKaLUs
¢dasHocTH HA 25% NpPU OTHOCHUTEJLHOUN COXpaH-
HOCTHU GOpPMbI TYPHOB, HAJIMUUE CIIOHTAHHOH aK-
TUBHOCTU B BHJie NMOTEHLHUANOB (aCLUKYISALUN
(L), notenyuanos ubpuasayuu ([1P), moso-
KUTEJIbHBIX oCTpbIX BosiH ([I0OB) TpakToBasioch
KaK MaroJsioruyeckve ¢peHoMeHbl MOTOPHOW HH-
Terpauuu [9, 10, 16].

[Ipy BBIAIBJIEHMH aKCOHONIATUM Ha HayaJbHbIX
3Tamnax 3abosieBaHus no JaHHBIM JHMI' B cxemy
JiedeHHsl BKJII0Ya/IM UITIMJAKPHH B BH/Jle Me30IYH-
KTYPHBIX UHbEKL WU B JUCTa/IbHBIE OT/eJ1bl HUX-
HUX KOHe4dyHocTel: Touku RP4-7, E40-43, V58-60,
F2-6 no 0,5-1 mu1 N210, 8-10 Todek Ha npoueay-
py C HocJeAyOLMM epexoZoM Ha JJINTeNbHbIN
(mo 2 mecsiLieB) nepopa/ibHbIN NpHeM Npenapara
B 103UPOBKe OT 5 10 20 Mr/cyTKuU. YcuieHue ak-
COHAJILHOM JereHepanuu JUKTOBAJIO HEOOXOAU-
MOCTb HasHavyeHUs1 akToBeruHa no 50-200 mr/
CYTKH B COYETAHHUU C TUOKTOBOH KucaoTou (40-
80 Mr/cyTKu) — 110 2 MecsileB.

[Ipu 3HMI' upeHTUPUKAIIMK CONMYTCTBYIOLIE-
ro MUOIeHHOTO NOpa)KeHHd Ha Haya/IbHbI 3Tallax
3ab0/1eBaHUA PEKOMEH/I0BAJIOCh MOAKJ/IYEHNE
Tepanuy, HalpaBJeHHON Ha y/ydlleHHe MHUTO-
XOHApHAIbHOTO O6MeHa: YOUXUHOH (2 Mr/kr/
CYTKU — [0 3 MecsleB) C NOC/AeAyOLUM IIpHe-
MOM JieBoKapHUTHHA (50 Mr/kr/cyTku — a0 45
JIHel), KOTOpbIN YyepeoBalu C UTPYIJIMHA Ma-
jgatom (0,5-1 mr/cyTku — g0 1 Mmecsaua).

[Ipy BBIsIBJIEHUU MUOTEHHOU NporpejreH U
napeHTepajbHO BBoAuca $ocdokpeaTUHUH
(50-100 mr/cyTku, Ne 5, 1 pa3 B 3 fHs) c oce-
JAYIOIIMM [epexofoM Ha KpeaTHH MOHOTHUApAT
(250-1000 mr/cyTtku) o 1 mecsna c nocjaenyto-
UM JJINTEJbHBIM IpUEeMOM ajbdakalbLHA0/1a
(1-3 MKr/cyTKH).

CraTrucTuyeckasd 06paboTKa JAHHBIX BbINOJI-
HeHa C MCHOJIb30BaHHWEM IAaKeTOB NPUKJAJLHBIX

nporpaMm Statistica 10 u SAS JMP 11. 2. AHanu3
JUHAMUKU MOKasaTesied MPOU3BOJUJICS HAa OCHO-
Be HelapaMeTpPUYecKoro Kputepusi BusikokcoHa.
CpaBHeHUS] ABYX HECBSI3aHHbBIX [PYyNI MO KOJIU-
YeCTBEHHbIM LIKaJaM MPOBOJUJIMCh Ha OCHOBE
HelapaMeTpUYecKkoro Kpurtepusi MaHHa-YUTHM.
YpoBeHb CTaTUCTUYECKON 3HAYMMOCTH ObL 3adHK-
CUPOBaH Ha ypoBHe BepossTHOCTH on6ku 0,05.

Pe3ysibTaThl M 06CyXAeHUe. Pe3ynbraThbl
NpPOBEJIEHHBbIX MOJIEKY/NSIPHO-TeHETUYECKUX UC-
C/IeJOBaHUM CBUIETE/NbCTBOBA/IM O 3HAYUTEIBHOM
npeo6JialaHUU TOMO3UTOTHOM Jejielluy (KOHBep-
cuu) sk30Ha 7 vu/uau 8 ak3oHa SMN1 — 92 nanuen-
Ta (94,4%), npu 60Jiee HU3KOU YAaCTOTe BCTpedae-
MOCTH [IeJIelIUH Ha OJJHOH aJljiesie U BHYTPUTEHHON
MyTaluu Ha Jipyrou annene: 3 (5,6%) nereit.

[Ipu o6ciieoBaHUM [IBUTATEJNbHBIX BO3MOX-
HOCTEW JeTeld C pas3IUYHBIMU (GeHO-TUIIHhYe-
CcKkMMU BapuaHTamMu CMA ycTaHOBJIEHO, YTO V
nauueHToB co CMA 2 Tuna jgBuraTeJsibHble BO3-
MOXXHOCTH IO pe3y/JbTaTaM TECTUPOBAHUSA MO
mkase MHS cyme-cTBeHHO HUKe, B CPaBHEHUU
C mokazaTeysiMu y 60yibHbIX CMA 3 Tuna. PasHu-
1a B 6a/yiax Mexay GeHOTUNUYeCKHMH TpyInna-
MU B HauyaJjle UCCJeJ0BaHUS coCTaBuJIa 2,5 pasa
(p<0,0001) (Tabsauna 1). 3a rog 6aabHasI oljeHKa
no mkase MHS cHusuiace y aeteit CMA 2 Ttumna
rpynnel cpaBHeHus Ha 24,12% (p=0,0022), B
TO BpeMs y JieTeld OCHOBHOW TPYIIbl CHUXKeHUEe
cocraBusio 10,62% (p=0,0019). CooTBeTCTBEH-
HO yepe3 roJi OTMEeTU/IM YBeJUYeHHe pa3pbiBa B
nokasarensix MHS uccinenymbix rpynm B 2,4 pasa
(Tabsmua 1). 3a aHaJIOTUYHBIN IEPUO/, Y AU EH-
TOB OCHOBHOM rpynnbl nokasaresau CMA 3 Tuna
MHS cHusuarcs Ha 1,75% (p=0,0173), B TO BpeMs
B IpyIllle CPAaBHEHUSI OTPULIATEbHAS JUHAMUKA
coctaBuia 5,44% (p=0,0032) c pa3HuIe Mexay
rpynnamMu B 3,1 pasa (ta6suna 1). [losyyeHHbIE
pe3yJbTaThl CBHU/IETENBbCTBYIOT O pPa3JMYHBIX
TeMIax MporpeccCUpoBaHUsl 3ab60jieBaHUsA U MO-
3UTUBHOM BJIMSIHUY IPOBOJIUMOM TepanuH.

Yepes 3 ropa nokasaTesd QyHKLUOHATbHBIX
BO3MOXHOCTeH UccaeyeMbix manueHToB CMA 2
Y 3 TUIa, C y4€TOM BO3PACTHOTO KPUTEPHs, U3-
MepeHHBble 10 mkade RHS, no-npexuneMy ykasbl-
BaJid Ha GoJiee TsKesioe KJIWMHUYECKOe TeueHue
B I'pyInax cpaBHeHUs: 6ajibHAs OlleHKa M0 IIKa-
e RHS y neteir ocHoBHOU rpynnel CMA 2 Tuna
6b1a Ha 34,55% Brhlllle, YeM B IpyIie cpaBHe-
Husd. [logo6Has TeHJeHIMs OTMeYeHa U y JeTel
O0CHOBHOM rpynnbl CMA 3 Tumna, y KOTOpbIX [ABHU-
raTeJibHble BO3MOXXHOCTH Ha Ha 19,47% BbIlIe
4YeM B rpynie cpaBHeHwus. (Tabsuna 2). Yepes 2
roza oT npeAblaylieil KOHTPOJbHON BpeMeHHOU
OTMETKU CHUXKeHUe 3HaueHUH OaJIbHbIX OLleHOK
no wkane RHS mo-npexneMy mnpeo6sajaio B
rpynnax cpaBHeHui: B 2,09 pa3a y nallMeHTOB CO
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Ta6smmna 1. [lokasaTesy 6aJibHON OLleHKM QYHKIMOHAIbHBIX BO3MOXKHOCTeH 1o mkajse MHS: uc-
XOZIHbIE JaHHbIe U Yepe3 1 roJi oT Havyasia uccaegoBaHus (M+m)

I'pynna (CMA) IlokasaTeab HcxoaHble saHHbIE, M+S 1 roa, M+S YpoBeHb p

OcHoBHag (CMA 2) BasbHas oneHka 11,30+2,17 10,10+0,44 0,0019

CpaBHeHusi (CMA 2) byHKIMOHATBHBIX 12,14+1,79 9,21+0,43 0,0022

OcHoBHasi (CMA 3) BO3MOMHOCTEH 28,60+0,65 28,10+0,71 0,0173
mkasie MHS

CpaBHeHus (CMA 3) 28,50+1,15 26,95+1,00 0,0032

Ta6auna 2. MOHUTOPUHT TMOKasaTesel 6a/lbHOU OleHKH (PYHKI[MOHAJNbHBIX BO3MOXHOCTEH IO
wikasie RHS yepes 3 u 5 sieT oT Havyasa uccnegoBaHus (M+m)

I'pynna (CMA) Iloka3saTeJb 3 roga, M+S 5 net, M+S, YpoBeHs p
OcHosnas (CMA 2) Ba/lbHas OlleHKa 19,25+0,81 17,02+0,28 0,0110
CpaBHEHI/IH (CMA 2) (byﬂxunoﬂaﬂbﬂblx 12,36+0,74 8,14+0,36 0,0010
OcHoBHas (CMA 3) BO3MOXXHOCTEH 0 IIKase 60,08+2,23 56,24+3,70 0,3782
CpasHenus (CMA 3) RHS 48,38+2,60 39,88+2,19 0,0168

CMA 2 tuma, B 1,41 pasa y aeteit co CMA 3 Tuna
(Tabauna 2). CyiecTBEHHO MeHee BbIpa)KeHHasl
oTpUllaTesbHAasA JAWHAMHUKA (QYHKIMOHAJIbHBIX
BO3MOXXHOCTEHM B OCHOBHBIX IpyINax, 0 HalleMy
MHEHMWIO, CBUJIeTeJbCTBYET O 3aMeJJIeHUH Mpo-
rpeccUpoBaHUs 3a00JieBaHUs KaK pe3y/IbTaT 3¢-
$eKTUBHOCTU NPUMeEHsIeMOH Tepanuu [2, 4, 6, 11].

3HauuTeJbHbI UHTEpeC MpPeACTaBJSIT pe-
3ysbTaThl urosabdaToi IHMI, npoBoAMMON naLy-
eHTaM MCCaelyeMblIX TPyNN Ha pa3/IMYHbIX 3Ta-
nax pa3BUTHS OOJIE3HU.

B HauaJsie 3a60/1eBaHus, yBeJUYEHUE AJUTEb-
Hoctu IIJJE y ob6cnenoBaHHbIX feTeil co CMA 3
THUMa 6b1710 Ha 7,7% 6oJiblile B CPpaBHEHUHU C TPyII-
noit CMA 2 tumna (p<0,0001) (ta6auna 3). Eciu
pacueHUBaThb yBeJddyeHUe JuauTesabHOocTH [IJ1E
KaK NpOosIBJIeHHEe KOMIIEHCATOPHOT0 YBeJUYeHH s
pa3MepoB JIBUTaTe/IbHBIX eJUHUI] B OTBET Ha Jie-
reHepanyo HelpoHOB cnuHHOro Mo3ra [10, 16],
TO MOJIy4eHHbIE Pe3yJbTaThl CBUAETEIBCTBYIOT O
60Jiee BbICOKMX KOMIIEHCATOPHBIX BO3MOKHOCTSIX
y Aeteil CMA 3 tuna. Ha aTo ykassiBaeT U cyuie-
CTBEHHOe NnoBbilieHne aMmanTyAel [IJE y nanu-
e”HToB CMA 3 Tuma: oHo 6bL10 Ha 13,4% 60Jib-
1le B CPAaBHEHUH C pe3y/ibTaTaMu B rpynne CMA
2 tumna (p<0,0001) (Tabsuua 3), 4TO CBUETEb-
CTBYyeT 0 6oJiee Ts>KesloM TedeHUM B rpymnne CMA
2 tuna. CnoHTaHHas aKTUBHOCTb JBUTaTeJbHBIX
eaunul B Buje [IPL], koTopble TakxKe SBJISIOTCA
MapKepoM aKTUBHOCTHU MIpoliecca MOBpPeXJeHHs
MOTOHEUPOHOB CNUHHOro Mo3ra [6, 10], Ha paH-
HUX 3Tanax ObL1a Bellle y feTedt co CMA 3 Tuna
Ha 21,8%, B cpaBHeHHUM C TPYIINON NALMEHTOB
CMA 2 Tuna (p<0,0009) (Tabauna 3). O6pariaet
Ha cebGsi BHUMaHHe OGHapy:KeHHOe CylleCTBeH-
Hoe yBesiMyeHUe nokasateseit [1® u [10B B rpyn-
e 6osbHbIXx CMA 2 Ttuna. Koanyecrso I[1® B 1,8
pasa MmpeBOCXOAWJIO 3HadeHUs B rpymnmne CMA
2 tuna (p=0,0281), a nmokaszaresns [10B B rpyn-

ne CMA 2 Tuna npeBblllajJ aHaJOTUYHBIN Napa-
MeTp y Aeteit CMA 3 tumna B 4,7 pasa (p<0,0001).
C Hawel TOYKM 3peHUSs, MOJYYeHHble [JaHHbIE
ABJIAIOTCA CBUJETEJbCTBOM pPa3BUTUA COMYT-
CTBYIOUIYMX U3MEHEHUH B MbIILIEYHbIX BOJIOKHAX U
nepudepriecKoil HEpBHOU cucTeMe. 3HAUUTEb-
HOe NoBbILIeHHe noka3aTesel [P ykasbiBaeT Ha
pa3BUTHUe MHUONATUYECKOTo nponecca [7, 11, 16].
BrisiBnenue [10B M0OXXHO TpaKTOBaThb KaK MPOsIiB-
JileHWe HeBporeHHoro nopaxeHus [8, 15]. B ue-
JIOM, TIOKa3aTeJu CINOHTAHHOW aKTUBHOCTU [1OD
u [IOB cBupeTenbcTBOBaIU O 6GoJiee BbIpaXKeH-
HbIX HapylUIEHUSX HEBPOTEHHOT'0 U MUOTEHHOTO
xapakTepa B rpynne CMA 2 tuna. Yepes 1 rog ot
Havyasia 3abosieBaHus AuutenabHocThb [1/JE y ne-
Tel 0CHOBHOM rpynnbl CMA 2 Tuna yBeJM4Ynaach
Ha 14,83%, B TO BpeMd Kak B rpyIiie CpaBHEeHHUA
oH coctaBua 28,32% (p<0,0001). Eme 6osiee cy-
1leCTBeHHAas pa3HUIA, JOCTUTIIAsA TPeXKPaTHBIX
3Ha4YeHUH, NoJyyeHa NpPHU U3YyYEHUU [JJIUTeJb-
Hoctu IIJIE y geteit CMA 3 Tuna: B OCHOBHOM
rpynne yBeJUYeHUe IOKasaTeJsell COoCTaBUJIO
6,49%, B rpynne cpaBHeHus 19,33% (p<0,0001).
[ocnepywomwuii aHanus aautenbHoctu I[IJE B
pas/jiMyHble BpeMeHHbIe MPOMEXYTKU BbISIBUJ
OXXUJlJaeMOe ero yBeJMYeHHe C pas3HUIed B IO-
KasaTeJisIX MexX/Jy OCHOBHOU I'pyNIION U rpynInoun
cpaBHeHUs1 CMA 2 1 3 TUNOB, KOTOPBIN AOCTUTA
JABYX- U TPEXKpPATHBIX 3Ha4Y€HUH COOTBETCTBEHHO
1 COXPaHsJICS 10 OKOHYAHUA HccaeoBaHuA (Ta-
oauna 3). OTMedeHHasi TEHJEHIMs, YKa3bIBAET
Ha pasJInYHble TEeMIIbl IPOrpeccupoBaHus 3a60-
JIeBaHUS, KOTOpbIe BbIllle B TPyINax CpaBHEHUH,
0 4YeM CBHU/IETeJbCTByeT 0oJiee HaNpsKEHHOE
Te4eHHe KOMIIEHCATOPHO-MPUCTOCOOUTENbHBIX
npoueccoB. [loxoxyoo cuTyanuo Hab6/w04anu
¢ ammautygou IIJIE: ee pocT B nepBblil TOJ OT
Hayasa 3aboJsieBaHUsI B OCHOBHOH rpynne CMA
2 tuna coctaBua 50,27%, B rpymnmne cpaBHeHUS],
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Ta6auna 3. MOHUTOPHUHT NoKasaTesel uroapyatoit IMI (M+m)

I'pynna (CMA) IlokasaTeJib, HcxoaHbie 1roa, M+S 3roama, M+S 5uet, M+S YpoBeHBb
e/l. U3M. JaHHbIe MS, (%) (%) (%) p

OcHoBHas (CMA 2)  JliuTenbHOCTb 49,05+2,98 56,32+3,35 71,43+3,14 102,07+2,3 <0,0001
CpaBuenus (CMA 2) IIAE 49,88+4,36  64,00+3,82 93,29+3,16 135,08+6,12 <0,0001
Ochosas (CMA 3) ~ (NOBPIEHHE %) 351,453 56994289  63,63:2,09 70,32:1,75 <0,0001
CpaBHeHus (CMA 3) 52,36+5,78 62,48+5,75 71,45+7,06 88,21+2,54 <0,0001
OcHoBHas (CMA 2) AMmiuTyza 1,69+0,22 2,54+0,54 2,67+0,93 3,05+0,73 <0,0001
Cpasuenusi (CMA 2) TAE - (MB) 1,67+0,17 2,32#0,51  2,73#0,95  3,55%1,11  <0,0001
OcnoBHas (CMA 3) 1,89+0,32 1,99+0,13  2,24+0,16  2,45+0,29  <0,0001
CpaBuenust (CMA 3) 1,93+0,28 1,99+0,11  2,15%0,17  2,18+0,61  0,1803

OcHoBHas (CMA 2)  [loTeHUMabI 1,65+0,66 3,02+0,28  7,42#1,20  9,12+3,29  <0,0001
CpaBHeHusi (CMA 2) $acuukyssnuu 2,00£0,55 7,930,27  12,14+1,17 14,93%1,86 <0,0001
OcHosHas (CMA3) (€ 2124033  3,08:0,28  4,60:0,50  516£0,37  <0,0001
CpaBHenus (CMA 3) 2,12+0,34 4,25+0,45  6,56+0,51  8,88+0,89  <0,0001
OcHoBHas (CMA 2) [loTeHLMaJbI 0,50+0,51 0,80+0,76 1,15+0,77 2,05+0,88 <0,0001
CpaBHenusi (CMA 2) $uOpusnmn 0,57+0,51 2,79+0,43  4,00£0,78  5,29+1,27  <0,0001
Ocuosras (CMA3) () 0,36+0,49 0,56+0,77  0,84%0,69  1,60+0,65 <0,0001
Cpaszenus (CMA 3) 0,19+0,40 1,50+1,10  2,25%1,13  3,25+0,45  <0,0001
OcHoBHas (CMA 2) TonoxwutenbHbie  0,98+0,28 1,48+0,96 2,20+0,85 2,62+0,93 <0,0001
CpaBHeHus (CMA 2) OCTpbI€ BOJIHbI 0,86%0,53 3,3620,74  3,64+0,63  4,070,92  <0,0001
Ochosuas (CMA3) (€ 0,16%0,37 0,72+0,74  1,64+0,70  2,28+0,74  <0,0001
CpaBHenust (CMA 3) 0,25+0,45 2,50+0,97  3,12+0,62  4,75+0,58  <0,0001

oHa yBesnuuaachk Ha 39,01% (p<0,0001). Yepes
JiBa rojia nocJjie npeAbiAylieil KOHTPOJbHOHU Bpe-
MEHHOH OTMETKU 3TOT MOKa3aTesb B OCHOBHOM
rpyInmne NpakTU4eCcKy He U3MEeHUJICS, B TO e Bpe-
Ms B FpyIIle CPaBHEHUS NPOU30LIJI0 YBEJIUYEHUE
Ha 24,59% (p<0,0001). MMocneayrwiue ABa roja
CONPOBOXKAAJIUCh HapacTaHUueM aMILIuTyAb! [1/1E
B ocHOBHoMU rpynne CMA 2 Ttuna Ha 22,69%, B
rpyIine cpaBHEHUs 32 aHAJIOTUYHBINA IepUOJ, YBe-
JnyeHue coctaBuiio 48,76% (p<0,0001). AMmniu-
typa [1JE y neteit co CMA 3 Tumna umeJsia OTJINYHU-
TeJibHble 0COOEHHOCTU: Yyepe3 1 roJ B OCHOBHOMU
TpyIIe U TPyIlne CpaBHEHUS OHA MPAKTUYECKHU
He U3MEHUJIUCh, CIYCTA 2 ro/ia B OCHOBHOM I'PyII-
e oTMedyasoch ee yBeaudeHwe Ha 13,38%, B
rpymnmne cpaBHeHue Ha 8,32%. 3a Becb epuo/ Ha-
6JII0,eHNS1 B OCHOBHOM IpyIIe OHA YBEJTUYHJIACh
Ha 29,27% (p<0,0001), B TO *Ke BpeMs B rpyIie
cpaBHeHMs1 pocT coctaBua 13,15% (p=0,1803)
(tabauna 3). [losydyeHHBIE B pe3yJsbTaTe HCCIe-
JlOBaHUS pe3yJbTaThl NO3BOJISIOT, ONMPAsACh Ha
MMeIINecss B JUTepaType CBeleHUs, Npeano-
JIOXKHUTD, UTO OTMEeUYeHHbIN 60Jiee CyleCTBEHHbIU
pocT nokasateseit amnautyasl [IIE y geteit oc-
HOBHOM rpynnel co CMA 3 Tumna siB/sieTcs ciej-
CTBUEM AaKTHUBAllMU pPeUHHEpPBAIMOHHBIX IPO-
I[eCCOB, NMPH 3TOM 3HAYUTEJbHOE YBeJUYeHUe
ammutyasl [IE B rpynnax CMA 2 tuna, cienyet
pacueHuBaTbh Kak HalpshKeHUe B TeYeHHUU KOM-
IeHCaTOPHBIX MEXaHU3MOB, KOTOpPble HECKOJIbKO
BbILLE B IpyIIle cpaBHeHus [6, 7, 11].

[loagTBepKjeHMEM aKTHBHOCTH Mpoliecca IMo-
BpeX/leHUs1 MOTOHEHPOHOB CIMHHOIO MO3Tra y
neter co CMA 2 u 3 Tuna sABJAsieTCd 3HAaYUTEb-
Hoe yBesinyeHue uucia [1O1. 3a rog ux kosuye-
CTBO B OCHOBHOU rpynne CMA 2 Tuna BbIpOCJIO
Ha 83,33%, B TO BpeMd Kak B IrpyIIle CpaBHEeHUA
OTMEeYEeHO TPOEKpaTHOe MOBBbILIeHHWEe 3TOro IO-
kazaressa (p<0,0001). 3a aHaIOTUYHBIN TEPUOS
B OCHOBHOU rpynne CMA 3 Tuma Takxe oTMeue-
HO HapacTtaHHe akTuBHOCTH [P 10 45,28%, B
rpynmne cCpaBHEHHUsI OTMedeHbl 6o0Jiee BBICOKHE
TeMIIbl UX yBeJindeHuss — B 2,25 paza (p<0,0001).
HaubGoabmuii nuk pocra [Pl 3adpukcupoBaH
cnycTta 2 rojga y geteit co CMA 2 Tuna: B OCHOB-
HOU rpynne oH yBeJduuJcs B 2,66 pasa, B IpyI-
ne cpaBHeHusd B 2,11 pa3za (p<0,0001). B rpynmax
Aeteit CMA 3 Tua 32 aHaJIOTUYHbIN BpeMeHHOU
HHTepBaJl TaKXKe OTMeueH JByKpPaTHbIN Mo beM
aktuBHocTu [1®1] (p<0,0001). Emie 60see cyie-
cTBeHHOe yBesinyeHue [1O1] BbISABJIEHO K OKOH-
YaHHUIO UCCIeJOBaHUA: B OCHOBHOM rpynne CMA
2 TUMa 3TOT MoKa3aTeJ b yBeJIn4uica B 4,53 paza
(p<0,0001), B rpynne cpaBHeHUs B 6,46 pasa
(p<0,0001); B ocHoBHO# rpynne CMA 3 Tuna
pocT coctaBuJ 1,43 pasa, B rpynine CpaBHEHHUS B
3,17 pasa (p<0,0001) (Ta6suua 3). [losydeHHbIE
HaMHU pe3yJIbTaThl, I03BOJIAT C YBEPEHHOCThIO
yTBEPXKAATb, YTO HUHTEHCUBHOCTb IPOLIECCOB
NOBpeXJeHUsI MOTOHEHPOHOB CIMHHOTO MO3ra
CYLIeCTBEHHO BbIlle B rpynnax cpaBHeHusa CMA
2 ¥ 3 TUIOB.
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[IpoBesieHHas yepes rof oneHka [1O B uccie-
JlyeMbIX TPyIINaxXx CBUJETEJbCTBYET O Pa3BUTHU
MUONATUYECKOT0 MOpaXKeHUHU. BMecTe c TeM, cTe-
IeHb BbIPAXKEHHOCTU 3THUX HapylleHUH uMesa
CylleCTBEHHbIE pa3/inyus B HabJl0JaeMbIX IpyI-
nax. Y nagueHToB OCHOBHOM rpynnbsl CMA 2 Tuna
TeMnbl npupocta [IP cocraBunu 60%, B rpynmne
CpaBHEHHUS 3TOT IIOKa3aTeJb YBeJauuuJca B 3,87
pasa (p<0,0001). OcoGeHHO OTYET/IMBOE YBEJIU-
YyeHHe pa3pbiBa B NOKa3aTessIX HHTEHCUBHOCTH
[1® Mexay uccaefyeMbIMU TPYINaMU BbISIBJIEHO
y AeTel co CMA 3 Tuna: B OCHOBHOH TpyIlIe npu-
pocT coctaBu 55,56%, B rpyIine cpaBHEHUS 3TOT
nokasaTesb 6bl1 Bbillle B 12,6 pa3 (p<0,0001).
Euie GoJsiee cyliecTBeHHasi pasHUIA MOJy4YeHa
npu usydenuu [1® cnycra 2 ropa: y AeTel 0CHOB-
HOU rpynnbl akTUBHOCTb [P yBesuuusach Ha
70%, B rpynie cpaBHeHusa CMA 2 tuna — B 2,13
pasa (p<0,0001), B ocHoBHO! rpymnne CMA 3 Tuna
npupoct coctaBua 77,77%, B rpynie cpaBHeHUA
CMA 3 Tumna BbIIBJIEHO yBeJIMYeHUEe KOJINYeCcTBa
[1® B cpeguem B 4 pasa (p<0,0001). Oxxugaemo
yepes 5 jieT HAbJIIOeHUs B UCCIEAYEMbIX TPYII-
nax NpoUCXOJUJIO YCUIeHUe BbIpaxkeHHOCTH [1D,
KaK NposiBJIeHUe BTOPUYHOW MHUOTEHHOH Je-
CTPYKL MU MBIIIEYHBbIX BOJOKOH. OZJHAKO aKTUB-
HocTb [I® ocTraBasach Bhllle B rpymnmnax cpaBHe-
HUSI B CPaBHEHUs C JIeTbMH OCHOBHBIX Ipynn C
pasHule B 2,66 pasay geteit co CMA 2 Tumna u
B 4,74 pa3a y obciejoBaHHbIX nanueHToB CMA
3 Ttuna (p<0,0001) (tabsauna 3). [[pusHaku He-
BPOTEHHOTO TMOpPaXEHUs], CBU/IETEJIbCTBOM KO-
TOPOTO SIBJsIeTCS yBesnyeHUue akTUBHOCTU [10B
[6, 7, 15], yka3biBasik HA 60Jiee BHICOKHE TEMIIbI
ero pasBuTHuda y geteil co CMA 3 Tuma: B OCHOB-
HOH rpyIIie 3TOT NOKa3aTeJ/b yBeJu4uics B 3,5
pasa, B rpymnie cpaBHeHHus1 — B 9 pa3 (p<0,0001).
[Togo6HOE oTMeYeHO U Y AeTer co CMA 2 Tuna:
B OCHOBHOM I'pyIIe mpupocT coctaBua 51,28%, B
rpyline cpaBHeHUs1 oTMedeHo yBesindeHue [10B B
2,91 pas (p<0,0001). lMosyyeHHble Yepe3 2 roga
xapakTepucTuky [10B yka3sbiBa/i1 Ha Iporpeccu-
pOBaHMEe HEBPOTEHHOIO MOpPAXKEHUs], O UeM CBHU-
JleTeJIbCTBOBAJ/I0 HAapacTaHWe UHTeHCUUKAIUU
[10B, 6osnee npeacraBieHHbx y Aeted CMA 3
THMA: B OCHOBHOU TpyIIle 3TOT MOKa3aTesb BbI-
poc B 5,75 pas, B rpynie cpaBHeHus B 2,5 pasa
(p<0,0001). ¥ peteit co CMA 2 Tuma npupocT
[IOB 6bl71 HECKOJIBKO HUXKe: B OCHOBHOM Ipyn-
ne — 74,36%, B rpynne cpaBHeHus1 — 33,33%
(p<0,0001). Yepe3 2 roma HaAbJHOAANOCH JAJb-
Hellee yBesuvyeHue akTuBHocTu IIOB: B oc-
HOBHOH rpynne CMA 3 tuna B 4 pasa, B rpynimne
cpaBHeHuUs B 6,5 pa3. B ocHoBHOM rpynne CMA 2
TUma akTUBHOCTB [10B Bbipocsa Ha 43, 59%, B TO
BpeMs B rpyine cpaBHeHus Ha 50% (p<0,0001).
3adukcupoBaHHbIN pocT akTUBHOCTH [IOB B oc-
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HOBHBIX rpynnax CMA yepes 3 roga ot HayaJa 3a-
60Js1eBaHUs 00'bSICHSIETCS, C HAallleH TOUKU 3peHus,
onpezieJIeHHOM aflanTaleld K BOSHUKAIOLUM Jie-
HEpBAIMOHHBIM NIpoLeccaM, IEPECTPONKOU U pe-
KaHa/IM3aluel CTPYKTYp aKCOHa MOTOHeWpoHa
B OTBET Ha NIPOBOJUMYIO MATOTeHETUUECKYIO Te-
panuio, 4TO COryIacyeTcs C JUTepaTypHbIMU JlaH-
HbiMU [8-10]. CHM>keHHe uHTeHcuBHOCTHU [10B 1
[1® B ocHOBHBIX rpynnax CMA cieayeT paclieHu-
BaTb KaK MeXaHU3M CAEpPXUBaHUS MUOTEHHOTO U
HEBPOTeHHOTO MOpaXKeHUs MOCPe/ICTBOM MPOaK-
TUBHOM Tepanuu [15, 16].

3HauUTebHBIM UHTepec MpeJiCTaBJsAeT Bbl-
sIBJIeHHas1 3TalMHOCTb CHIXEHUSI aMILIUTY/bl
M-oTBeTa, KaK MposiBJIeHHe CONMYTCTBYIOLEeN aK-
COHoMaTHU4ecKou HeBponaTuu [7, 8, 15]. B Hauase
Hcc/ielOBaHUS 3HAaUeHUe aMILIUTYAbl M-0oTBeTa
B 2,62 pasa Bblllle B CpaBeHUH c rpynnoi CMA
2 THUNA, YTO CBUJAETEJBCTBYET O CyLIeCTBEHHO
6oJiee BbIpaXKEHHBIX HEBPOTEHHBIX HAPYLIEHUSX
B rpynne CMA 2 tuna. Yepes 1 roz oT Havyasia Uc-
cJ1eloBaHMA B OCHOBHBIX rpynnax CMA aToT no-
Ka3aTeJsb NPaKTUYeCKU He U3MEHUJICH, B TO e
BpeMsA Kak B rpymnie cpaBHeHuss CMA 2 tuna na-
JeHueM aMIIMTyAbl M-oTBeTa cocTaBujio 36,9%,
B rpynmne cpaBHeHuss CMA 3 Tumna sTOT napaMeTp
cHusuica Ha 55,1% (p<0,0001). Yepes 2 rozaa B
ocHOBHOH rpymnne CMA 2 Tuna HaMeTuJlach TeH-
JIeHIIUsl K CHIDKEHUI0 aMIIUTYAbl M-0TBeTa, KO-
Topasi CHU3uJIach Ha 29,47%, B rpymnne cpaBHe-
HUSI CHUXKeHMe cocTaBusio 29,77% (p<0,0001).
MeHbl1asi BBIPAXKEHHOCTb aKCOHAJbHOU Jiere-
HepalUM OTMe4YeHa B OCHOBHOW rpynme CMA
3 Tuna B BUJie CHI)KeHUA aMIINTyAbl M-oTBeTa
Ha 9,41%, y neTell B rpymnne cpaBHeHUA aMILIU-
TyJa cHu3suaach Ha 14,3%. [lo Mmepe nporpeccu-
poBaHus 3a60sieBaHUS HAOJIIOAANIOCH YCUIEHUE
AKCOHOIATHUYeCKOT0 NopaXkeHHud y aeTeit co CMA.
K koHLy ucciefoBaHUA TNajeHHE aMIJIUTY/bI
y neTeil ocHoBHOH rpynmnbl CMA 2 Tunma cocra-
BuUJo 66,01%, B rpynmne cpaBHenusa - 88,47%
(p<0,0001). MMoxoxyw cuTyalnyi HabGawJANIU y
Jetel co CMA 3 Tuna: B OCHOBHOM rpyIIie CHU-
»)KeHHe 3TOoro mnapameTtpa coctaBuyo 26,01%, B
rpylnne cpaBHEHHUs] 3TOT MOKa3aTejb CHU3WUJICSH
CylllecTBEHHO GoJiblie - B 3,29 pasa (p<0,0001)
(Tabsauua 4). boJsblasi COXPaHHOCTb AMILIUTY/IbI
M-oTBeTa B 0CHOBHBIX rpynnax CMA, no Hamemy
MHEHHI0, MOXeT ObITb 00YC/J0BJEHO NPOBOAU-
MO{ MaTOTeHEeTUYeCKON Tepamnuel, HalnpaBJeH-
HOU Ha KJIt0YeBble 3BeHbS aKCOMJIa3MaTU4YeCKOTO
TpPaHCHOpPTa M COIJIACYeTCA C JUTepaTypHBbIMU
JaHHBIMH [2, 17].

HecMoTps Ha OTYET/IMBYIO TEHJEHIHIO MTOCTe-
NEeHHOTO CHWKeHUs1 aMIIMTYyAbl M-0oTBeTa 3a uc-
caeAyeMbli IEPUOJ, Y TallMeHTOB OCHOBHOU IpyI-
nbl CMA 3 Tumna BbIsiBJIeHHble H3MeHeHHUs Ha 45%
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Ta6smmna 4. MOHUTOPUHT IIOKa3aTe el NOBEPXHOCTHON U cTUMYJIAMOHHON JHMI (M+m)

I'pynna (CMA) IlokasaTeb, HUcxoagubie 1roa, M+S 3 roga, M+S 5 iet, M+S YpoBeHb
e/1.U3M JAaHHbIE, (%) (%) (%), p
M+S
OcHoBHas (CMA 2) AmMnutyna 0,71+0,13 0,72+0,11 0,49+0,10 0,24+0,02 <0,0001
CpasHenusi (CMA2)  M-orsera (MB) 0,68+0,14  0,43%0,14 0,23%0,13  0,08+0,01 <0,0001
OcHoBHas (CMA 3) 1,82+0,12 1,73+0,14 1,56%0,11 1,35+0,02 <0,0001
CpaBHeHus (CMA 3) 1,66+0,12 0,74+0,12 0,53+0,13 0,24+0,02 <0,0001
OcHoBHas (CMA 2) JleBuanus 52,91+1,81 53,00+£1,58 60,56+1,32 71,50+£3,24 <0,0001
CpaBuenus (CMA 2) MaKCHUMaJIbHOH 53,06£1,88 59,09+1,72 68,62+0,99 102,67+5,59 <0,0001
OcHosHas (CMA3)  aMIMTYARL (%) 3405.5 12 35254129 4873123 60,79+337 <0,0001
CpaBHeHus (CMA 3) 34,07+£2,12 51,16+1,33 61,20+1,26 93,95+5,12 <0,0001
OcHoBHas (CMA 2) JleBuanus 50,87+1,94 52,91+1,82 62,17+5,15 74,14+5,20 <0,0001
CpaBHeHus (CMA 2) CpeJiHel 4acTOThI 51,03+1,45 59,03+1,48 77,49+3,94 105,78+9,15 <0,0001
OcHoBHas (CMA 3) (%) 30,57+1,88 34,36+1,32 42,10+4,77 53,41+5,83 <0,0001
CpasHenus (CMA 3) 31,63+1,88 50,04+1,67 55,39+5,43 99,47+7,87 <0,0001

MeHbllle, yeM B rpynmne cpaBHeHus (p <0,0001).
[lofo6Has kKapTHHA OTMeYeHa y NalMeHTOB OCHOB-
Ho# rpynnel CMA 2 Tuma, y KOTOPBIX OTpULIATEb-
Hasg AWHAMHUKa UCCjeAyeMoro napaMetpa Ha 22%
MeHbllle, YeM B rpymne cpaBHeHus (p <0,0001)
(Tabauna 4).

Hapsiay ¢ BbISIBJIeHHbIMA HEBPOTEHHBIMU Ha-
pylIeHUsIMY, y NalUEeHTOB UCCAeyeMbIX TPYIII
BepUPUIIMPOBAHbl  MHOTEeHHble H3MEHEeHHUs,
KOTOpbIe, COTJIACHO 3KCIEPHUMEHTAJNbHBIM UC-
Cle/JOBAaHUSAM, MOTYT OKasblBaThb ONpeJe/ieHHOe
BJIMSIHHME Ha TeyeHue 3ab6osieBanus [1, 17]. [loa-
TBEPXK/EHUEM aKTHUBHOCTU PAa3BUTHUS MUOTEHHbIX
HapylleHUN ABJAeTCAd 3Ha4yuTeJbHad CTeNeHb
JleBUallii MaKCUMaJIbHOW aMILIMTYZbI U CpefiHeN
4acToThI [6]. B 4aCTHOCTH, 3TO HAIIJIO MOJATBEPXK-
JIEHUW NpU U3YYEeHUU JleBUALIMU MaKCUMaJIbHOHU
aMIIMTYAb], OTpaXKarolllell MporpeccupoBaHue 3a-
0oJieBaHHs C MUOTE€HHBIM TpUTrTepoM [7].

B Havasie uccaeoBaHuA y NAalUEHTOB FPYNIIbI
CMA 2 Ttuna 3toT nmapameTp Bblille B 1,56 pasa B
cpaBHeHUHM c rpynnoit CMA 3 Tuna, cBUJETE/b-
CTByIOllee O MeHblIell BbIPaXKEHHOCTU MHOMNa-
THUYECKOro noBpexaeHud B rpynne CMA 3 tuna.
Yepes 1 roji B OCHOBHBIX TpyINax CTeNeHb JeBU-
allMd MaKCMMaJIbHOW aMILIUTY/bl MPaKTUYeCKU
He U3MEeHUJIach, B TO BpeMs Kak y AeTeit co CMA 2
B IpyIlNe CpaBHEHUS 3TOT MOKa3aTesb BbIPOC Ha
11,35%, y nauuenToB CMA 3 Tuma aHaJIOTUYHOU
rpynnbl CTeneHb JeBUaluU Hapocsaa Ha 50,16%
(p<0,0001). TenaeHUUSA K CyLIECTBEHHOMY pas-
PBIBY CTENEHU JileBUAlM MaKCHMaJbHOU aMILJIU-
TYZy COXpPaHMWJIacb Ha MPOTSKEHUM BCETO UCCIIe-
JOBaHUS: CYCTs 2 roZia B oCHOBHOM rpynne CMA
2 TUma CTeneHb JeBUaLMU Bbipociaa Ha 14,48%
C JIBYKpaTHbIM IPUPOCTOM [JaHHOTO IapaMme-
Tpay JeTel B rpymnmne cpaBHeHus (p<0,0001). 3a
aHaJIOTUYHBIA NEepUoJ B OCHOBHOM rpynmne CMA

3 Tuma JeBUAlUs MaKCUMaJbHON aMILJIUTYABI
Bblpocsa Ha 43,09%, B ToO BpeMd y HaLlMeHTOB
rpynmnsl cpaBHeHUs Ha — 79,60% (p<0,0001). K
KOHIIY 5-J1IeTHero HaG/II04eHNs AeBUaLUs MaKCH-
MaJIbHOM aMIJIMTY/bl BbIPOC/A y MalMEHTOB OC-
HOBHOH rpynnbsl CMA 2 Tuna Ha 35,14% c poctom
B 2,67 pasa B rpynne cpaBHeHus (p<0,0001).
Heckosibko MeHee MpeJiCTaBJeH pa3pbiB B 3Ha-
YeHUSX JeBHallUM MaKCHMMaJbHOW aMILIUTY/bl
B MeHblllell cTelneHU 3a aHAJOTUYHBIA NEPUO]
HabOJI0/jaii yBeJIMUeHUe 3Ha4yeHUM JeBUalUU
MaKCHMMaJIbHOW aMIIUMTYAbl y AeTeikt CMA 3 Tuna,
KOTOPBIX YBEJIMYUJICA B 2,23 pa3a B rpyIIe cpas-
HeHus (p<0,0001). BeipaxkeHHOCTb MUONATHYe-
CKOr'0 MOBPEX/JEeHHUs MoJydeHa U NMPU UCCIe0-
BaHUM [JleBUALMU CpeJHed 4YacToTbl. B Hauase
3abo0J/1eBaHUsA 3TOT MOKasaTesab y geted co CMA
2 Tvna B 1,66 pa3a Bblllle B CPaBHEHUH C TPYyNION
CMA 3 Tumna, 4To yKa3blBaeT Ha 0oJiee MSTKOe
TeyeHHUe 3abosieBaHus [16]. Yepes roj oT Hava-
Jla MCC/JeloBaHus OTMETUJIU yBeJUUYeHUE JeBUa-
MU CpeJlHEH 4acTOThl B UCCAELyEMbIX TpyMnax.
3HaueHUs 3TOr0 NMapaMeTpa B OCHOBHOHM rpyI-
ne CMA 2 tuna yBesnunuuauce Ha 4,01%, B rpyn-
ne cpaBHeHUd — Ha 15,68%. B ocHoBHOM rpymnmne
CMA 3 Tuna 3ToT nokasaTeJsib Hapoc Ha 12,38%, B
rpynie cpaBHeHus Ha 58,23% (p<0,0001). CooT-
BETCTBEHHO, Yepe3 IroJi HabJ/II0jau YBeJUYeHue
pa3pbiBa B 3HAYEHUSIX JleBUALMU CpeJiHel yacTo-
ThI, KOTOPBIA JOCTUI TPeXKPaTHBIX 3HAYEHUU B
ucciaenyeMbix rpynmnax CMA 2 Tuna v 4eTbIpex-
KpaTHBIX NOKa3aTesel B rpynnmax CMA 3 Tuna
(p<0,0001). [IpoBeneHHas CIyCTs Ba r'o/ia OlleH-
Ka JieBUalUMu CpeJHEN 4aCTOThl CBUJETENbCTBY-
eT 0 HEYKJOHHOM pPa3BUTUU MHONATUYECKOTO
nponecca [6, 7, 11]. Y geteit CMA 2 Tumna oCHOB-
HOU TpyNIibl 3TOT MOKa3aTeJ b Bblpoc Ha 18,21%,
B TpylIle CpaBHEHHUS HCCAeAyeMbld HapaMeTp
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yBesinuucs B 3,3 pasa (p<0,0001). ¥ naiueHTOB
ocHOBHOU rpynnel CMA 3 Tuna geBuanus cpej-
Hell 4YacTOThl yBesnuuaachk Ha 25,34%, B rpynne
CpaBHeHHS 3TO 3HayeHHe BbIpocso Ha 16,89%.
Cnycta fABa roza OT HpeAblAyllled BpeMeHHOH
OTMETKH BBbISIBUJIM NPU3HAKU YTIyOJIeHUS MHU-
OTEHHBbIX M3MEHEHUH B MCCAeAyeMbIX Tpynax,
XapaKTepU3YIIIUXCA AaJbHEHIINM YBeJIUYeHU-
eM IoKasaTeJsleld JieBUalluy CpeJHel 4acTOThl, B
cpenHeM B 2 pasa (p<0,0001). 3a nAThk JIeT HUcCJie-
JlOBaHHUS MHTEHCUBHOCTbD JileBHUallMU CpeJiHel Ya-
CTOTBI CyILleCTBEHHO BbIIlIe B IPyNIax CPaBHEHUA
CMA 2 u 3 tunos: B 2,34 pasa u 2,87 pa3sa coorT-
BeTCcTBeHHO (p<0,0001) (Tabauna 4).

BrisiB/IeHHBIe B IpoLiecce KUcc/ieJoBaHUSA CTa-
TUCTUYECKU 3HayMMble pas3jiMuUsa B HCCIeLy-
eMbIX [O0Ka3aTesfX JeBUallMd MaKCUMaJbHOU
aMIJIMTY/bl U CPeJHEN YaCTOThI Y AeTel B OCHOB-
HBIX pyINax ¥ I'pynnax CpaBHEeHUs Pas/IMYHbIX
deHoTunuyeckux BapuanToB CMA y6enuTebHO
CBU/JETENbCTBYIOT 06 3pPeKTUBHOCTH maTore-
HeTUYEeCKOU Tepamnu{, KoTopas OKa3blBaeT Cy-
IeCTBEHHOE MO3UTUBHOE BJIUAHNE HA TeYEHUE U
nporHo3 3a6osieBanusd [11, 17].

BeiBoabl. [IpoBesieHHOE ucCaef0BaHUE II0-
Ka3blBaeT Ba»XHOCTb U 3EKTUBHOCTb NpHMe-
HeHus MeToja DHMI' g BbIpabGOTKM TaKTHKHU
nepcoHMPULHUPOBAHHOMN TepanuU NaydeHTaM Co
CIIMHAJIbHOUW MbIlIeYHOU aMHUOTpodHel, a TakxKe
[I03BOJISIET NPOBOAUTHL OLEHKY 3QPeKTUHOCTU
JieueOHbIX MeponpusaTuil. Ucnonb3oBanue IHMI
JlaeT BO3MOXHOCTb CBOEBpEeMEHHO O00HapyHU-
BaTb U NMPOBOAUThL AUHAMUYECKUHA MOHUTOPUHT
pPa3sBUTUA BTOPUYHOTO MUOTEHHOT'O U HEBPOI'eH-
HOrO MOpaXeHUs U HaIpaBJATb TepaneBTHUYe-
CKHe BO3MOXHOCTH Ha CAep>KNBaHUe POrpeccu-
pOBaHMs 3TUX NIPOLLECCOB.

UccnenoBaHue mokasaso, 4To y geteit CMA
2 Tumna 3abojieBaHUe NMpPOTeKaeT B GoJjiee Tsxe-
Jol dopMe, c GoJibLIed MHTEHCUBHOCTBIO IPO-
11eCCOB rnbesii MOTOHEHPOHOB CIIMHHOTO MO3T3,
pPaHHMM IOABJEHHEM IPU3HAKOB BTOPHUYHOIO
MHOIeHHOTO U HEBPOT€HHOTI'0 IIPOLLeCCOB.

M.R. Shaymurzin, L.S. Lutskiy, Z.1. Yakhyaeva

ROLE OF ELECTRONEUROMYOGRAPHY IN THE
FORMATION OF THERAPEUTIC STRATEGY IN
CHILDREN WITH SPINAL MUSCULAR ATROPHIES

Abstract. One of the priority areas of the diagnostic

stage for SMA is the ability to identify symptoms of
the disease at the preclinical level. In this regard, the
importance of functional research methods, primarily
electroneuromyographic, which would allow to detect
disorders of motor units to clinical manifestations that
affect the progression of the condition, is an extremely
important task.
Purpose. To study the value of the method of
electroneuromyography (ENMG) in choosing a
treatment strategy and evaluating its effectiveness in
children with SMA.

QRUTUHANDHUIE UEENELOBARNUL

Material and methods. 95 children with SMA.
Depending on the therapy, they were divided into 2
groups: the main group - 65 children (68.4%), the
therapy was prescribed taking into account the data
of electroneuromyography. Comparison group - 30
children (31.6%) received conventional symptomatic
therapy. According to phenotypic traits within the
compared groups, patients were divided into type
2 SMA and type 3 SMA. Functionality assessment,
needle, stimulation and surface ENMG with a control
assessment, time periods established by the framework
of the scientific research (“Initial data”, “1 year”, “3
years”, “5 years”) were carried out.

Results. The proposed methodology of ENMG research
conducted in different periods of the course of the
disease brought its results. The study indicates a lower
intensity of the pathological process in the main group,
which was expressed by a less pronounced motor deficit
and ENMG disorders than in children in the comparison
group who received conventional symptomatic therapy.
Conclusions. The developed methodology for
determining electromyographic predictors based on
systematic and active monitoring allows us to optimize
individual approaches to therapeutic tactics in patients
with SMA with the prospect of modifying the clinical
course of the disease and improving the quality of life.

Keywords. Spinal muscular atrophy, electroneuromyography,
therapy
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