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PE3IOME

BBepieHme. Y feTeli CO CNMUHANbHON MbllweyHor atpoduen (CMA) ana nporHo3a 3aboneBaHUs HeOO6X0AUMbI HalEXHble NokasaTtenu (buomap-
Kepbl), KOTOpble MOIM 6bl OTPaXkaTb OCHOBHOW Npouecc 6one3Hn. CunTaeTcs, YTO NapameTpbl CTUMYNALMOHHON 3neKTpomuorpadum (SMr)
(amnnnTypa v nnowaab M-oTBeTa, UACIO GYHKLMOHUPYIOLWUX ABUraTeNIbHbIX ANHULL) MOTYT KOpPenMpoBaTh CO CTeMeHblo AeHepBaLuy npu
CMA 1 ¢ TAXeCTblo ABUraTeNbHbIX HapyLIEHWUA.

Llenb nccnepoBaHna — onpeaenvtb AVHaMKKY NapameTpos cTumynaunoHHon SMIy naumentoB ¢ CMA | Tuna ¢ KNnMHUYeCKUMM NPOoABIEHNAMM
60ne3HN 1 y AeTel, HaXOAALLMXCA B NPECMNTOMATUYECKO CTaanm 3abonieBaHUs, Ha GOHe fleyeHs NpenapaToM oHacemMHoreH abenapeoBek (OA).
Matepuanbl u metopbl. B nccnegoBaHvie 6binm BKoUeHbl 68 pebéHka ¢ CMA, 13 Hux 42 (53,2%) manbunka. Bce petv nonyumnu reHHyio
Tepanuio OA: 33 geTsam neyeHrie 6bI10 NPOBEAEHO B NPECMMNTOMATMYECKO CTaany (Bo3pacT Ha MomeHT BBeaeHus OA coctaBun 2,12 + 0,91
mec (95% AW 1,80-2,45, min — 1,00, max — 5,00); y 35 peteit ¢ CMA | Tina neyeHne CTapToBano, KOraa y»e npucyTcTBOBaNv KIMHUYeCKne
CMMNTOMbI 3a6oneBaHns (BO3pacT Ha MomeHT BBefieHna OA coctasun 3,40 + 1,85 mec (95% AU 3,10-4,25, min — 1,00, max — 7,00). Bcem
[leTAM, BK/TIOUYEHHbIM B lAHHOE 1CCNefoBaHme, NPoBOAUIN CTUMYNALMOHHOe DMI-nccnefoBaHvie fO CTapTa Tepanuu 1 B TeYeHre nocneayto-
wux 2 net. Onpepenany aMmNaUTyy HeraTMBHOroO nNuka M-oTBeTa C MblLLLbl, OTBOAALLEN 5- nanew KUCTW, NP1 CTUMYNALUM NTOKTEBOrO HepBa
1 CKOPOCTb PacnpocTpaHeHns BO30yKAEHNA MO STOMY HepBY Ha Nnpeannieybe. B cBA3n ¢ Tem uTo 3HaueHnA BonblwMHCTBa NoKa3saTenen SMI
He NOAYMHANNCb HOPMAaNbHOMY pacnpeaeneHuto, X ONUCbIBaan NpPY NOMOLLM 3HaYeHU MeaunaHbl (Me) 1 HUXKHEro 1 BEPXHEro KBapTunen
(Q,-Q,), MMHUMYMa (min) 1 Makcmyma (max).

PesynbTatbl. B KOropte npecumntomaTyeckmx naumMeHToB napametpbl M-0TBeTa 1 CKOPOCTb pacnpocTpaHeHus Bo3byxaeHus (CPB) go ctap-
Ta Tepanuy 3Ha4YMMO He OT/INYANNCh OT HOPMATMBHBIX JaHHbIX, 1 Ha GpoHe neveHrs OA 6bl1o OTMeUYeHOo MoBbILeHWe aMNAUTyAbl M-oTBeTa u
CPB npwu yBennyeHnu Bo3pacta y naumeHto. AMnautyga M-otseta n CPB fo neyerus coctasunu 5,00 mB (4,30-5,30), min — 1,40, max — 8,00
1 33,60 m/c (32,40-38,10), min — 27,40, max — 48,90, a B Bo3pacTe 13-24 mec — 6,25 mB (5,20-6,85), min — 4,70, max — 7,80 n 55,20 m/c
(52,80-57,60), min — 49,10, max — 60,30 cooTBeTCTBEHHO. Y BCex nauneHToB co CMA | Tuna oTMeyanocb 3HauMMoe CHUXEHWE aMMInTy bl
M-oTBeTa Kak jo Tepanuu, Tak U B TeYeHUe 2-NeTHero HabnofeHna nocne ctapTa fieyeHns. Amnnutyaa M-oteeta n CPB fo neuyeHus cocTa-
sunn 0,28 mB (0,13-0,65), min — 0,05, max — 2,20 n 31,90 m/c (27,50-35,90), min — 22,30, max — 52,00, a B Bo3pacTte 13-24 mec — 0,70 mB
(0,46-1,15), min — 0,17, max — 4,60 1 48,40 m/c (43,95-50,98), min — 38,90, max — 56,10 COOTBETCTBEHHO.

3akntoueHue. [pu cpaBHEHUN NAPAMETPOB CTUMYNALMOHHON IMI NpecMNToMaTUYeCKMX NaumeHToB 1 naumeHTos ¢ CMA | Tvna 6bi1m no-
Ka3aHbl 3HauVIMble OT/IYMA, KOTOPble NPOABAANINCD Y CUMMTOMATUYECKUX NaLMEHTOB HN3KON aMnnuTyfo M-oTBeTa U CHXKEHHbIMU 3Haue-
HuaMn CPB Kak fo Tepanuu, Tak U B TeueHue 2-neTHero HabnogeHus nocne nedeHns OA. Takum obpa3om, NpoBeaeHne CTUMYNALNOHHON
SMr y petenn c CMA aBnaeTca nerko BbINMOMHUMbIM UCCNIeJOBaHMEM, @ OLleHKa aMmnanTyabl M-oTBeTa NO3BONAET HAfIEXHO, XOTA 1 KOCBEHHO,
BepudnLMpoBaThb fereHepaLMio MOTOHENPOHOB CMMHHOIO MO3ra Y CUMMATOMaTUYECKIMX NaLMeHTOB Ha GpoHe NpoBeeHNA NAaTOreHeTNYECKOro
neyeHus.

KnioueBble cnoBa: cTMynALMOHHaA snekTpommorpadus; M-oTBeT; CKOPOCTb PacnpoCTpaHeHUA BO30YKAEHNA; HOPMATUBHbIE MapameTpbl;
CMWHanbHasA MblleyHas atpodusa | TMNa; npecuMnToMaTyecKas CTaAmns; reHHas Tepanuis; OoHaceMHoreH abenapBoBek
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ABSTRACT

Introduction. In children with spinal muscular atrophy (SMA), reliable indicators (biomarkers) are needed to predict the disease, which could
reflect the underlying process of the disease. It is believed that the parameters of motor nerve conduction studies (MNCV) (amplitude and area
of the compound muscle action potential (CMAP), the motor unit number estimation) may correlate with the degree of denervation in SMA
and with the severity of motor disorders.

The purpose of the study. To detect the trend in MNCV parameters in SMA type | patients with clinical manifestations of the disease and
children at the presymptomatic stage of the disease, against the background of treatment with onasemnogen abeparvovek.

Materials and methods. The study included sixty eight SMA children, including 42 boys (53.2%). All children received gene therapy with the
onasemnogen abeparvovek. 33 children were treated at the presymptomatic stage (age at the time of treatment was 2.12 £ 0.91 years (95% Cl
1.80-2.45), min — 1.00, max — 5.00). In 35 SMA type | children, treatment started when clinical symptoms of the disease were already present
(age at the time of treatment was 3.40 + 1.85 years (95% Cl 3.10-4.25), min — 1.00, max — 7.00). All children included in this study underwent
MNCV before the start of therapy and for the next 2 years. The amplitude of the negative peak of the CMAP from the abductor digiti minimi
muscle during stimulation of the ulnar nerve and nerve conduction velocity (NCV) along the distal part of the ulnar nerve were determined.
Due to the fact that the values of most of the MNCV parameters did not obey the normal distribution, they were described using the values of
the median (Me) and the lower and upper quartiles (Q1-Q3), minimum (min) and maximum (max).

Results. In the cohort of presymptomatic patients, the CMAP and NCV parameters did not significantly differ from the normative data before the
start of therapy, and against the background of treatment with onasemnogen abeparvovek, an increase in the CMAP and NCV amplitude of the
was noted with increasing age in patients. The amplitude of the CMAP and NCV before treatment were 5.00 mV (4.30-5.30), min — 1.40, max —
8.00 and 33.60 m/s (32.40-38.10), min — 27.40, max — 48.90, and at the age of 13 to 24 months — 6.25 mV (5.20-6.85), min — 4.70, max — 7.80
and 55.20 m/s (52.80-57.60), min — 49.10, max — 60.30, respectively. All SMA type | patients showed a significant decrease in the amplitude of the
M-response both before therapy and during 2-year follow-up after the start of treatment. The amplitude of the CMAP and NCV before treatment
were 0.28 mV (0.13-0.65), min — 0.05, max — 2.20 and 31.90 m/s (27.50-35.90), min — 22.30, max — 52.00, and at the age of 13 to 24 months —
0.70 mV (0.46-1.15), min — 0.17, max — 4.60 and 48.40 m/s (43.95-50.98), min — 38.90, max — 56.10, respectively.

Conclusion. When comparing the MNCV parameters in presymptomatic with SMA type | patients, significant differences were shown, which
were manifested in symptomatic patients with a low amplitude of the CMAP and reduced values of NCV both before therapy and during
2-year follow-up after treatment with onasemnogen abeparvovek. Thus, conducting MNCV in children with SMA is an easily feasible study,
and evaluating the amplitude of the CMAP makes it possible to reliably, albeit indirectly, verify degeneration of spinal cord motor neurons in
symptomatic patients against the background of pathogenetic treatment.

Keywords: motor nerve conduction studies; normative parameters; compound muscle action potentials; nerve conduction velocity; spinal
muscular atrophy type |; presymptomatic stage; gene therapy; onasemnogene abeparvovec
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BBepgeHme

Pa3Butue cnvHanbHOW MblieyHol atpodun (CMA)
o0OycnoBieHo mytanusimu B rene SMNI (survival motor
neuron), KOAUPYIOIIEM 0€l0K BbDKMBAEMOCTU MOTOHEM-
POHOB. V 4enioBeKa eCThb BTOPOIi, TOMOJIOTUYHBINA TeH —
SMN2, ortnmuuatomuiicst ot SMN I HECKOTBKUMU HYKJIEO-
tugamu. Yucno xonuii reHa SMN2 BapbupyeT y pa3HbIX
MAlMEeHTOB U, COOTBETCTBEHHO, SIBJIIETCSI OCHOBHBIM TIpe-
MIUKTOPOM TSKECTU 3a00JIEBAaHUS: MEHBIILIEE YHUCIO KO
cBsi3aHO ¢ Oonee TskEnbiMu peHotunamu CMA [1]. Tlo-
Ka3aHo, YTo y neTelt ¢ 2 konusmu reHa SMN2 Helipone-
TeHepauus NpealecTByeT KIMHUYECKU 0OHApYKUBaeMOK
MBILIIEYHOU c1ab0CTH, B TO BpeMsI KaK y neTeit ¢ 3 Konus-
MM HelpoaereHepauus TOJIBKO 3apOXAaeTcsl WU 3HAUYM-
TEJIbHO MEHee BbIpaxeHa B paHHeM Bo3pacte [2]. Takum
00pa3oM, BeJIMYMHA CKPBITOWM HEWpOAereHepalud IBU-
raTeJIbHbIX HEHPOHOB N0 MpOosiBIeHUs cuMnToMmoB CMA
MOXET OBbITh BaXKHBIM (DAKTOPOM, OTIPENEIISIONIAM KIUHU -
YECKHUE MCXOIbI MPU KUCIOJIb30BAHUM MATOTEHETUYECKOWU
Tepanuu.

V nerteit ¢ CMA ais iporHosa 3abojieBaHusI HE00XO-
UMbl HaJEXHbIE TMOKa3aTeau (OMOMapKephl), KOTOpbIE
MOIJIM OBl OTpaXaThb OCHOBHOM Tpoliecc 001e3HU, KOoppe-
JIUPOBaTh C JBUTATENbHOW (DYHKIIUEN, OLEHUBATh TUHA-
MUKY 3a00JieBaHUS Ha (POHE TATOreHEeTUYECKOM Tepanuu.

CuuTaercst, YTO HEKOTOPbIE TTapaMeTPhl CTUMYJISIIIA-
OHHOI 3nexkTpoMuorpaduu (OMI') — amIIuTyaa u wio-
maae M-otBeta, 4nucio GyHKIMOHUPYIOIIUX JBUTATETb-
HBIX €IUHUI] — MOTYT OTPaXaTh TSKECTb JBUTATEIbHBIX
HapymieHnii npu CMA U KoppeaupoBaTh CO CTENEHbBIO
neHepBauuu [3]. M-oTBeT mpencraBisieT cCOOO CyMMy
TMOTEHIUAJIOB JEHACTBUSI MBIIIEUHBIX BOJIOKOH, UHHEPBU-
PYEMBIX BUTATEJbHBIMU BOJOKHAMU OAHOro Hepsa. Ero
MOJYYaloT MYTEM CYNMPaMaKCUMAIbHON CTUMYJSLAU Te-
pudepryecKoro ABUTaTeNbHOro HepBa. CHUXEHUE aM-
WMTyasl M-oTBeTa HaOMOAaeTCsl y OONBIIMHCTBA CHUM-
MTOMATUYECKUX TMAaIMEeHTOB, MOockoibKy CMA sgBnsercs
JIeTeHEpaTUBHBIM 3aboJieBaHMEM MepudepuyecKkux Mo-
TOHEUWpPOHOB. TeM He MeHee 3a CUET KOMITEHCATOPHBIX
U3MEHEHUN (KOJulaTepalbHOW peuHHEPBALIMM) 3HAYECHUE
aMIUTUTYAbl M-O0TBeTa MOXET JIMTEJIbHO COXPaHSATHCS
B IMaNa30HE HOPMAJBbHBIX TIOKa3aTeel nmpu 6ojee Memd-
JICHHOM T€YE€HUU 3a00JIeBAaHUSI.

Xotst CMA TpaaulIMOHHO pacCcMaTpUBaeTCsl Kak 3a-
OoJileBaHME C TMPEUMYIIECTBEHHBIM BOBJIEYEHUEM IMPO-
KCUMAJIBHBIX TPYTITT MBI, ¥ Bcex 89 MaleHTOB B MCCIIe-
nosanuu K.J. Swoboda u coaBT., He3aBUCMMO OT CTEIIEHU
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c1a00CTU UM TUIIA 3a00yieBaHMsI, OblIa YETKO BBIpAXKEH-
Hasl IeHepBalus B JUCTAIIBHOM MBIIIIIE — MBIIIIE, OTBO-
nsieit 5-i manen KucTtu. Jdaxe B Tex cliydasix, Koraa 3Ha-
YEHUSI aMIUTUTYIbI M-0TBeTa IepeKphIBaIMCh C HOPMaJIb-
HBIMHU KOHTPOJILHBIMU 3HAYEHUSIMH, U3MEHEHUS B pa3Mepe
¥ MOP(MOJIOTUY IBUTATEIBHBIX AMHUI] CBUICTEIHCTBOBAIIN
0 KOMIICHCATOPHOM penHHepBauu. MakcuMmaibHasT aM-
mnTyga M-oTBeTa ¢ MBILILBI, OTBOASIIEH S5-I manen Ku-
CTH, TIPOAEMOHCTPUPOBAja TIPEBOCXOMHYIO HAIEXKHOCTD
TIPY TTIOBTOPHOM TECTUPOBAHUHU B 3TOM OTHOIIEHTPOBOM HC-
cIeIoBaHNM ecTecTBeHHOM nctopn CMA, 1 0Ha KOppen-
poBayia ¢ 00IMM (DYHKITMOHAJIBLHBIM CTaTyCOM Ha MOMEHT
TecTupoBaHus M-oTBeta He3aBucuMO oT thma CMA [3].
B npyrom uccinenoBaHuu ObLUIO MOKA3aHO, YTO aMIUIMTYAA
¥ TIONIaab HETaTUBHOTO TMMKa M-0TBeTa, IOJyYeHHOTO
MpY CTUMYJISIIIUK JIOKTEBOTO HEpBa B OOJIACTH 3aITSICTHS,
MOKA3IM 3HAYMMBIC PA3IMYMS TIPU CPAaBHEHUU TPYIIITHI
aMOyJIaTOPHBIX U HeaMOyJaTOpHBIX TManueHToB ¢ CMA.
DTH nokazareau M-oTBeTa 00Jagav BEICOKOM JOCTOBEP-
HOCTbIO Ipu noBTopHOM TectupoBanuu (ICC = 0,96—0,97;
n = 64) ¥ yMepeHHOI WM CUIbHOI KOPPEJISLIUEN C OLEH-
KO HIBUTATEeNIbHBIX (DYHKLIMI T10 pacIIUpEeHHOM IIKaje
OILIEHKA MOTOPHBIX (DYHKIIMI OOJBbHMIIBI XaMMEPCMUT
(r=10,61-0,73; n=68; p <0,001) [4].

Ha cerogHsimHmMii IeHb CYIIECTBYET ITaTOreHETHYE-
ckag teparnus nipu CMA, HarpaBjieHHas Ha BBIPaOOTKY
OesKa BBDKMBaeMOoCT MoToHelipoHa (0e1ok SMN). K Hum
OTHOCSTCS TaKKE TIpeIrapaThl MOAM(UKATOPHI CIIAMCHHTA
reHa SMN2, xkak HycuHepceH (CrnimHpa3a) — aHTUCMBIC-
JIOBOM OJIUTOHYKJICOTHU ¥ pUCIHUILIaM (DBPUCIN) — Majias
MOJIEKyJIa, a TAK:Ke OHACEeMHOTeH abernapBoBeK (30JreHc-
Ma, OA) — reHHBIl IIpenapaT, KOTOPBIi 00eCIIeYnBacT 3a-
MeHy nedekTHoro reHa SMNI Ha ero (yHKIMOHAJIBbHYIO
KOITHIO, HAXOISIIYIOCS BHYTPH BEKTOPA aIeHOACCOLIMUPO-
BaHHOTO Bupyca AAVY (adeno-associative virus 9) [5].

HecMoTpst Ha TO 4YTO ceromHsi MMeeTcs OOCTATOY-
HO OOJIBIIIOE YUCJIO MCCICHOBAHUIA, TEMOHCTPUPYIOIINX
KJIMHUYEeCKoe yiydineHue y mamumeHToB ¢ CMA mocie
STUX TATOTCHETUYECCKUX METOHOB JICUCHUs, 00 M3MeHe-
HUSX B dJIEKTpoMHUOrpaduyeckux Iokasaressx Ha (oHe
JICYEHUST COO0IIAaIoCh penko. M3BecTHO, 4TO aMILIUTyma
M-otBeTa y nauueHToB ¢ CMA | Tuma, moay4aBIIux Hy-
cuHepceH i OA, yBeITUUMBAJINCh C TEUEHUEM BpeMEHU
10 CPAaBHEHMIO C TMALIMEHTAMM, HE IOJyYaBIIMMU JIiede-
Husa [2, 6]. be3 maToreHeTMYECKOro JIEYEHUST aMITJINTYIA
M-oTBeTa CHIZXaeTCsl B 3aBUCHMOCTH OT BO3pacTa Iaru-
eHTa ¢ CMA. bricTpoe cHMXeHMe aMIIUTYyabsl M-oTBeTa
B MEPBBIC MECSIIBI XKU3HU SIBJISIETCS TIPEAUKTOPOM TSIKE-
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Jioro TeyeHus 6onesnu [3]. B kmmHM4YeckoM mcciiemoBa-
HMU HycuHepceHa y 36% HoBopoxn€HHbIX ¢ CMA, nojy-
YaBIIMX IIpernapaT, HaOII0IaJ0Ch YBEINICHNE aMIUTUTYIbI
M-otBeta [7]. Mnanenusr ¢ CMA, HavaBIIve JICYeHUE
HYCMHEPCEHOM Ha IPECMMITOMATUYECKON CTamuu, HO-
CTUTJIM MOTOPHBIX ITOKAa3aTeNIeil, COOTBETCTBYIOIIMX HOP-
MaJIbHOMY IBUTATCIBHOMY Pa3BUTHIO, M OTHOBPEMEHHO
UX aMmIuMtyga M-oTBeTa ocTaBajiach CTaOWIBHOM [8].
Takum oOpa3om, olieHKa aMILUIMTyIbl M-0oTBeTa y neTeit
¢ CMA 1o nedyeHus U ero OBICTpOE yBeIMIeHUE Ha (poHE
MMaTOTeHETUYECKOM Tepalmu MOXET YKa3bIBaTh Ha JIyJIIIe
(byHKIIMOHANBHBIE pe3yabTatTsl [9, 10].

B cBs3u ¢ Tem, uro B Havane 2023 r. B Poccuu crap-
TOBaJl HEOHATAIBHBIN CKPUHUHT, HATIPABJIICHHBI Ha BbI-
gpiieHne nauueHToB ¢ CMA, 1 cerogHsl B Halllel cTpaHe
BcE€ mmpe npuMeHsieTcss reHHas Teparnus CMA, kpaiiHe
Ba)XHO COBEPIICHCTBOBAHWE METOI0B MHCTPYMEHTAJIBHOM
OLICHKU JJIsI OOBEKTUBU3AIUM TUHAMUKN COCTOSIHUS pe-
O€HKa 1 BBIPAaOOTKM ITPOrHOCTUYECKUX KPUTEPUEB Ha (PO-
He JICYCHUS.

Ieab vccnenoBaHWs — OIPENEIUTh TMHAMUKY T1apa-
MeTpoB cTUMYJIsIMoHHO OMI y marmmenToB ¢ CMA I tu-
Ma ¢ KIMHUICCKUMHU MPOSIBJICHUSIMU OOJIC3HU U Y IETEM,
HaXOISAIIMXCS B IIPECUMIITOMATUYECKOM cTamuy 3aboJie-
BaHus Ha poHe neyeHus OA.

Matepuanbi u meToabl

B uccrnenosanmue Obn BKIIOYeHBI 68 neteit ¢ CMA,
u3 Hux 42 (53,2%) manpuuka. Jlnarno3 6611 BepuGULIMPO-
BaH MpU MPOBEACHUU MOJIEKY/ISIPHO-TEHETUYECKOIO HC-
cinenoBaHus. YacTb M3 3TUX MALMEHTOB ObUIM BbISIBICHbI
B paMKax HEOHAaTaJbHOI'O CKpMHMHIa. Bce metu mony4u-
Jm TeHHyto tepanuio OA. B mpecuMnroMaTnyeckoii cTa-
NV JiedeHue ObIIO TTpoBeneHo 33 aeTsaM (Bo3pacT 110 3TOi
rpymmne coctaBui 2,12 £ 0,91 mec (95% moBepuTeIbHbII
uaTepsBan (AU) 1,80—2,45), min — 1,00, max — 5,00).
Y 35 pereit ¢ CMA | Ttuna jgedyeHue cTtapToBaysio, Koraa
y3Ke IPUCYTCTBOBAIU KJIMHUYECKHME CUMIITOMBI 3a00/1eBa-
HUg (Bo3pacT o 3Toit rpynme coctaBun 3,40 £ 1,85 mec
95% OW 3,10—4,25), min — 1,00, max — 7,00). Bcem
JETSM, BKJIIOYEHHBIM B JaHHOE MCCIIeAOBaHUE, IPOBO-
IWIOCh CcTUMyIsiLMoHHOe OMI-uccnenosanue (unu
alieKkTpoHelipopuorpacdus — DHMI) no crapra Tepanuu
U B TeyeHUe nocnenytomux 2 get. DHMI -uccnenoBanue
BBITIOJTHSIJIOCh Ha 2-KaHaJIbHOM 3JIEKTpOoHelpomMuorpade
«Heiipo-MBII-Mukpo» ¢ ucnojb3oBaHUEM CTaHIAPTHBIX
OUITOJISIPHBIX OMHOPA30BhIX HAKOXHBIX 3J1eKTpoaoB. [1po-
BOAMJIOCH TECTUPOBAHUE IBUTATEIbHBIX BOJIOKOH JIOKTE-
BOIrO HEpBa, MpPU 3TOM PErMCTPUPYIOIINIA SJIEKTPOMA pac-
noJiarajcs Han hypothenar B 06J1aCTH TPOEKIIMK MBITIILIBI,
OTBOJSIIEH 5-11 majel KUCTU, peepeHTHBIN 3JIeKTPOI —
Ha 5-i ¢ayaHre 5-To manbla. DIEKTPUIECKYIO CTUMYIISI-
LIMIO MIPOBOAMJIM B O0JIACTU MPOEKLMU JIOKTEBOIO HepBa
Ha 1 cM MpOKCUMAaJibHee 3aIsICThsl B HYDKHEN TPETH Ipe-
IJIEYBS T10 €T0 BHYTpeHHEeMY Kpailo (1-5 Touka) 1 B 001aCTH
JIOKTS (2-51 TOUKa). DTO MO3BOJIUJIO OIIPEACIUTh OCHOBHBIC
rapaMeTpbl HEraTMBHOIO IMKAa AUCTAJIbHOrO M-OTBeTa
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(TIpu cTUMYJISAIIK B 1-11 TOUKE) — JTATEeHTHOCTD, aMILIUTY-
Iy ¥ TUIOIIAb, a TAKXKE PACCUMTATh CKOPOCTh PacIIpoCTpa-
HeHust Bo30yxneHust (CPB) mo nBuraresHBIM BOJIOKHAM
IHUCTAIIBHOM YaCcTH JIOKTEBOTO HEPBa — Ha MPEAIIICUbe.

Cmamucmuueckuili anaau3 IPOBOIIN C MCIIOJIb30Ba-
HueM nporpaMmbl «StatTech v. 4.6.1» (OO0 «Cratrex»).
KonmyecTBeHHBIE TOKa3aTeau OICHWBAIM Ha IIpEeAMET
COOTBETCTBUSI HOPMAJILHOMY PacIIpeeSIeHUIO C ITIOMOIIIBIO
kputepust Illanupo—Yunka. Iloka3zaTenu Bo3pacta omnu-
CHIBAJIM C TIOMOIIBIO CPETHUX apU(PMETUUECKUX BEJIMUNH
(M) u cranmapTHbIX oTKJIOHeHui (SD), rpanun 95% U,
MHHMMYMa ¥ MakKCUMyMa. B cBsI3M ¢ TeM, 4TO 3HAYCHUS
O6onbpIIMHCTBA TToKa3aresieit DHMI He momunHSIIMCh HOP-
MaJIBHOMY DacIipeie/ieHNI0, OHU OMNMCHIBAINCH TIPHU T10-
MOIIM 3HaYeHUI MeauaHbl (Me) 1 HIDKHETO M BepXHETO
kBaptuiei (Q—Q,), MuHMMyMa 1 Makcumyma. Kareropu-
aJIbHbIC TaHHBIE ONMMCHIBATIMCH C YKa3aHUEM a0COIOTHBIX
3HAYEHUI U IMPOLIEHTHBIX pojeil. 95% AW misa npoueHT-
HBIX J0Jieil paccuuThiBau 110 metony Kionmnepa—Ilupco-
Ha. 711 aHanmM3a KOJMWMYECTBEHHBIX MAaHHBIX ITPUMEHSIIN
HemapaMeTpUYeCKe METOObl CTaTUCTUYECKOIO aHalln3a.
CpaBHeHue 3 u Gosiee TPYMIT 1O KOJUYECTBEHHOMY I10-
KazaTeNio BBHIIOJTHSUIM C TIOMOIIBI0 Kputepus Kpacke-
Jla—YoJumca, alloCTepUOPHBIE CPAaBHEHUS — C TIOMOIIBIO
Kkputepus JlaHHa c nonpaBkoit Xonma. Paznuuust cuura-
JINCh CTATUCTUYECKU 3HAYMMBIMU 11pH p < 0,05.

Imuueckas sxcnepmuza. Ha mipoBeneHmne mTaHHOTO
HCCIIEI0BAaHMS OBLIO MOJy4EHO pa3pelieHre JOKAIbHOTO
sruyeckoro komurera PIAY «HanmoHaIbHBII METULINH-
CKMIA MCCIEN0BATEIbCKUAM LIEHTP 3M0POBbs AeTeii» MuH-
3apaBa Poccun.

PesynbTaTtbl

AMILIMTYAa HETaTMBHOIO NKKa M-OTBeTa MbIILIbI,
OTBOASIIEN 5- majen KMCTU IPU JIEKTPUYECKON CTH-
MYJISILIMM JIOKTEBOTO HepBa B obmacTtu 3amsictest 1 CPB
MO JABUraTeJbHbIM BOJOKHAM JIOKTEBOTO HEpBa Ha Mpe-
TUIeYbe Y MAlIMEHTOB, HAYABILIMX JIEYEHME HA TPECUMMTO-
MaTUYEeCKOI CTaau!U MpencTaBiIeHbl B Ta0I. 1.

bb10 OTMEUEHO TMOBBILIEHWE aMIUIMTYabl M-oTBeTa
n CPB mnipu yBenmuyeHUM Bo3pacTa y IMalMeHTOB, HAYaB-
LLIUX JICYEHUE HA TPECUMITTOMATUYECKOM CTaIuu.

AMIIIMTYAa HETaTMBHOIO NKKa M-OTBeTa MbIILIbI,
OTBOASIIEN 5-1 majeln KMCTU IPU JIEKTPUYECKON CTH-
MYJISILIMM JIOKTEBOTO HepBa B obsactu 3amsictest 1 CPB
MO JBUraTeJbHbIM BOJOKHAM JIOKTEBOTO HEpBAa Ha Mpei-
mieube y namyueHToB ¢ CMA I tuma, HavyaBIIMX JedYeHue
YK€ MPU HUTMYMU KJIMHAYECKUX CUMITTOMOB 3a00JI€BaHUSI
MpencTaBieHbl B TA0J. 2.

Y nanyeHToB, HauYaBIIKUX JICUEHUE TTPU HAJTUYUHN KITU-
HUYECKMX CUMIITOMOB 3a00Ji€BaHUsI, TAK>Ke HA0I10Aa10Ch
noBbIlIeHNe aMIUIMTyAsl M-oTtBeta 1 CPB npu yBennue-
HUM BO3pacTa.

IIpu cpaBHenun napameTpoB DHMI -uccnenosanus
MalUEeHTOB, Y KOTOPBIX CTApT Tepanuu ObLI Ha MPECUM-
OTOMATUYECKOU CTaguv, C BO3PACTHOM HOPMOM, ITOJIYy-
YEeHHOM MpPU KUCCIEOOBAHUM 3IO0POBBIX IETE B HENABHEM
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Ta6nuya 1. AnHamMmuKa ocHOBHbIX napameTpoB SHMI-nccnegoBaHusA NOKTEBOro HepBa y NALNEHTOB, HAYaBLUNX JieueHNe Ha NpecuMnTomaTmnye-

CKOI cTaguu, B Te4eHMe 2 neT nocne nposegeHns Tepanum OA

Table 1. Trend in the main parameters of the ulnar nerve of motor nerve conduction studies in patients who started treatment at the presympto-

matic stage within 2 years after therapy with onasemnogen abeparvovek

Yepes 3—4 mec

TMapameTpsl Jlo neyeHust MOCJIe JICYCHUS
Parameters Before treatment 3—4 months
after treatment
n 33 10
Amruiutyna M-otsera, MB
CMAP amplitude, mV
Me 5.00 5.65
Q,—Q, 4.30—5.30 4.22-5.78
min 1.40 3.20
max 8.00 7.30
CPB, m/c
NCV, m/s
Me 33.60 46.05
Q,—Q, 32.40—38.10 43.00—48.12
min 27.40 37.30
max 48.90 54.80

Yepes 5—7 mec Yepes 8—12 mec Yepes 13—24 mec

ocJie JIeYeHUsT mocJie JIeYeHuUsT rmocJie Je4eHust
5—7 months 8—12 months 13—24 months
after treatment after treatment after treatment
10 7 10
5.20 6.30 6.25
4.78—6.60 4.95—-7.05 5.20—6.85
4.20 3.50 4.70
7.70 9.20 7.80
49.05 52.90 55.20
47.33—-53.33 52.00—53.15 52.80—57.60
41.40 51.70 49.10
57.00 55.20 60.30

Ilpumeuanue. 3necw v B Ta6. 2, 3: CMAP — cocraBHOI1 OTeHLIMA MbIlIe4YHOTO AeiicTBusi, CPB — cKopocTh pacnipocTpaHeHUst BO30YXIEHMSI.
Note. Here and in the Tables 2, 3: CMAP — compound muscle action potential; NCV — nerve conduction velocity.

Ta6nuya 2. AuHaMmunKa ocHOBHbIX napameTpoB JHMI-uccnepoBaHunA nokTeBoro Hepsa y naymneHToB ¢ CMA | Tuna, HauyaBLUKMX JieueHne Npu Hanu-
YU KNMHNYECKUX CUMNTOMOB 3a6oneBaHus, B Te4eHUe 2 fieT nocsie npoBegeHus Tepanum OA

Table 2. Trend in the main parameters of the ulnar nerve of motor nerve conduction studies in patients with SMA type | who started treatment in
the presence of clinical symptoms of the disease within 2 years after therapy with onasemnogen abeparvovek

Yepes 3—4 Mmec mocie

ITapameTpst Jlo teueHust JIeYeHUS
Parameters Before treatment 3—4 months after
treatment
n 35 16
Awmrutyna M-otBera, MB
CMAP amplitude, mV
Me 0.28 0.40
Q—Q, 0.13—0.65 0.26—0.75
min 0.05 0.12
max 2.20 3.40
CPB, m/c
NCV, m/s
Me 31.90 37.30
Q,—Q, 27.50—35.90 34.70—43.27
min 22.30 26.40
max 52.00 47.90

ucciaenoBaHuu [11], 1oCTOBEpHBIX OTIMYUI HE MOJTYYEHO
(ta6u. 3). Y mammenToB ¢ CMA 1 tuma, HaYaBIIMX JIeue-
HUE TIpU HAIMINHA KIMHUYISCKUX CHUMIITOMOB 3a0oJIeBa-
HUS, BCce OCHOBHBIe TapameTpbl DHMI-uccienosanus
3HAYNMO OTIMYAINCH OT HOPMBI U OT JAHHBIX IIPECHUM-
MITOMATUIECKUX ITAIIMEHTOB KaK 10 Tepaluu, TaK U B Te-
yeHHue 2-JIETHETO HaOMIoIeHUS Moce jJedeHus (Taoir. 3).
HaubGombime pa3nmanst Kacaanch aMIUIUTYIbI M-0TBeTa,
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Yepes 5—7 Mmec mociie Yepes 8—12 mec Yepes 13—24 mec

JIeYEeHUSI ToCIIe JICYEHUsI OCJIE JICYEHUS
5—7 months after 8—12 months after 13—24 months after
treatment treatment treatment
13 9 14
0.60 0.48 0.70
0.34—0.70 0.43—1.00 0.46—1.15
0.12 0.12 0.17
0.90 3.40 4.60
41.20 45.80 48.40
38.90—45.90 43.90—49.70 43.95-50.98
30.90 41.00 38.90
55.30 58.00 56.10

r1e OTJIMYKME OT HOPMATUBHBIX JTaHHBIX B ()OHOBOM MCCJIE-
JIIoBaHMU cocTaBmio bosnee 10 pas.

O6cyxaeHune

B Hamreit koropTe MmpecMMITOMATHYSCKUX IALIEHTOB
mapameTpsl M-otBeta 1 CPB 1o crapra Tepanum 3Haun-
MO HE OTJIMYAINCh OT HOPMATMBHBIX NTaHHEIX, 1 Ha (o-
He JedeHnsT OA OBUIO OTMEUYECHO IOBBIIICHUE aMIDIUATYIBI
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Ta6bnuya 3. CpaBHeHNe OCHOBHbIX NapameTpoB DHMI-nccnegoBaHus noKTeBoro Hepea nayuneHToB ¢ CMA ¢ HOpMaTUBHbIMU AAHHBIMW [0 fleye-
Hus, B Bo3pacTe 1-6, 7-12 u 13-24 mec }u3sHu Ha poHe neyeHus OA, Me (Q,—Qs)

Table 3. Comparison of the main parameters of the motor nerve conduction studies of the ulnar nerve in SMA patients with the normative data be-
fore treatment, aged 1-6, 7-12 and 13-24 montbhs of life against the background of treatment with onasemnogen abeparvovek, Me (Q,-Q,)

I'pynma n Awmruutyna M-otBeta, MB CPB, m/c
Group CMAP amplitude, mV NCV, m/s
Jlo neuenus | Before treatment
CMA I tuna 35 0.28***+ 31.7%%+
SMA type | (0.13—0.60) (27.40—35.90)
TTpecuMnTomMaTyeCcKue MalueHThI 33 5.0 33.60
Presymptomatic patients (4.3-5.3) (32.4-38.1)
310poBbIe 21 5.2 37.2
Healthy cases (4.2-5.8) (33.5—41.3)
1—6 mec | 1—6 months
CMA I tuna 8 0.26*** 37.75
SMA type I (0.21-0.37) (33.95—-38.20)
IIpecuMnToMaTYECKUE MALIUEHTHI 5 5.7 46.0
Presymptomatic patients (5.2-5.8) (38.6—46.7)
310poBbBIE 21 5.2 37.2
Healthy cases (4.2-5.8) (33.5—41.3)
7—12 mec | 7—12 months
CMA I tuna 24 0.55%*++ 41.25%+F
SMA type I (0.37—-0.72) (36.85—45.82)
IMpecumMnroMaTuyecKre MalueHThI 17 5.2 48.9
Presymptomatic patients (4.30—7.30) (46.10—53.60)
310poBhBIE 22 5.85 46.85
Healthy cases (5.53-17.25) (45.82—52.38)
13—24 mec | 13—24 months

CMA I tuna 17 0.6%**+ 49.2%*
SMA type [ (0.44—1.20) (43.4-50.3)
IIpecuMnToMaTUYECKUE MALIUCHTHI 14 6.05 53.15
Presymptomatic patients (5.2-6.9) (52.15—-56.82)
31m0poBEIE 21 6.5 53.3
Healthy cases (6.0—6.9) (50.9—-55.3)

IIpumeuanue. *p < 0,05, **p < 0,001 mo cpaBHeHUIO €O 300poBbIMU; *p < 0,05, **p < 0,001 1O CPaBHEHMIO C TPECUMIITOMATUIECKUMHU TTALIUEHTAMM.
Note: *p < 0.05, **p < 0.001 compared with healthy controls; *p < 0.05, **p < 0.001 when compared with presymptomatic patients.

M-otBeta u CPB mnipu yBenmnueHUM Bo3pacTa IMalMeHTOB.
B wuccnenoBannu NURTURE y npecuMmnTomaThyecKux
MalK{eHTOB IPU JICYUEHUM HYCHUHEPCEHOM B Te4yeHMe 1-ro
roma XM3HU TakXkKe ObLIO OTMEYEHO YBEJIMYCHUE aMILIU-
Tyasl M-0TBeTa, UTO HaOMIOJalioch W B OoJiee cTapiiemM
Bospacte. [Ipu 3ToM B pOHOBOM 00CIETOBAHUM ObUIM MO-
JIy4eHBI pa3jinyvs MEXIY MNOArPYIIAMU MTPECUMITTOMATH -
YeCKMX MalMeHToB ¢ 2 1 3 konusmu reHa SMN2. Ucxon-
Hasl CpeIHsIsl aMILIUTyaa M-oTBeTa JIOKTEBOro HepBa ObLia
BbIIIIE Y MALMEHTOB ¢ 3 KonusgMu reHa SMN2 (3,11 + 1,12
MB) mo cpaBHeHMIO ¢ maiMeHTamMu ¢ 2 Kommsmu (2,69
+ 1,52 mMB) [8]. Tlpu kaTaMHeCTMYECKOM HaOMIOACHUU
y geteii ¢ 2 xkonusiMu reHa SMN2 (n = 5) x 1849-my nHio
TOCJIe CTapTa Teparuy HyCUHEPCEHOM CPEIHSIsST aMIUIUTYyAa
M-otBera cocraBuna 4,52 + 2,20 mB (cpenHee naMeHeHUe
OT ucxomHoro ypoBHsa — 2,32 = 1,93 mB). V nereii ¢ 3 xo-
nusamu reHa SMN2 (n = 10) Ha 1373-ii aeHb TTocje Havaja
JIeYeHMsI CpeiHee 3HaueHue aMIUIMTYabl M-oTBeTa cocTta-

Original investigations

Bwio 8,17 + 2,96 MB (cpeaHee u3aMeHeHHE OT UCXOTHOTO
ypoBHsa — 5,06 £ 3,13 MB) [2].

B namem uccnenoBanuu y Bcex nmaiueHToB ¢ CMA I tu-
Ta, HAYaBIIUX JICUEHUE TTPH HATMYUHY KITMHUYECKUX CUMIITO-
MOB 3200J1eBaHMsI, OTMEUAJIOCh 3HAYMMOE CHIDKEHME aMITIH -
Tyabsl M-0TBeTa Kak 10 Tepalliu, TaK U B Te4eHHE 2-JIETHETO
HaOJIIoAeHU TTocse cTapTa JedeHust. [IpakTuyecku Bo Beex
3apyOeKHBIX MCCIIENOBAaHUSIX TaKXKe BBISIBJICHA HM3KAs aM-
mrtyga M-oTBeTa y OOJBIIMHCTBA CHUMITOMATUYECKUX
nauyeHToB ¢ CMA, 4TO KOCBEHHO OTpaXKayio JereHepaluio
MOTOHEMPOHOB CITMHHOTO Mo3ra [3, 9, 12].

Tak, y maumenroB ¢ CMA I tumna (n = 26) amruryna
HeraTMBHOIO NukKa M-otBeTa (cpelHee 3HaUYeHHe * CTaH-
JapTHOEe OTKJIOHeHMe (min—max)) coctaBuia 0,34 + 0,06
(0,03—1,20) mB [3]. MakcumanbHas amriuTyna M-otse-
Ta C MBIIILBI, OTBOAMAIIECH S5-f majel KUCTU, TPOJAEeMOH-
CTpUpOBaja MPEeBOCXOMHYIO HaAEXKHOCTb IIPU MTOBTOPHOM
TECTUPOBAaHUM B 3TOM OJHOILICHTPOBOM MCCIEAOBAaHUU
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ectecTBeHHOI ctopunn CMA.

E1€ B 01HOM MCCeA0BaHUM €CTECTBEHHOTO TeUEHUS
6one3nn y nereit c CMA oueHuBanu napameTpbl M-oTBeTa
IO JOCTUXKEHMST 6-MECSTYHOTO Bo3pacTa u yepe3 6,9, 12, 18
" 24 Mec TI0 Mepe mporpeccrupoBaHus 3aboeBaHus [12].
B uccinenoBaHue ObLIM BKIJIIOYEHBI AETU C OECCUMIITOM-
HBIM TeYEHHEM 3a00JIeBaHMS 10 BKIIIOUCHMS B UCCIIEIOBA-
HUE, Y KOTOPBIX ObUT BepU(MUIINPOBAH TeHETUIECKUIA THa-
THO3. AMIUIMTYA U TUIOIAAs M-0TBeTa IIPU CTUMYJISILINA
JIOKTEBOTO HepBa OBICTPO CHIXKAJIMCH U OBUTH 3HAYUTETb-
HO HIXe B rpymiie nmauueHToB ¢ CMA ¢ 2 KonusIMu TeHa
SMN2. Y 5TuX MauMeHTOB aMITIuTy1a M-0oTBeTa HUKOTIa
He nipesbiiana 0,6 MB.

HecMoTpst Ha mocTaTOYHO HUBKHWE 3HAYCHMST aMILIH-
Tynbsl M-oTBeTa A0 jedyeHus y manueHToB ¢ CMA I tuna,
HAYaBIINX TEPAITUIO TIPU HATMYNH KIMHUIECKIX CUMIITO-
MOB 3a00JIeBaHMSI, B HAIlleM MCCIICIOBAaHMU MTOKA3aHO 110~
CTOBEpHOE € TIOBHIIIICHNE C YBEJIMUCHUEM BO3pacTa.

B 3apy0exxHBIX MccienoBaHUSIX Obljla TTOKa3aHa aHa-
JIOTMYHAS TeHACHLIUST — aMIUIUTyaa M-oTBeTa y ImaiveH-
ToB ¢ CMA I THMNa, moJjTlyyaBIINX MTAaTOTeHETUYECKOE JIede-
Hue (HycuHepceH miam OA), yBennyMBaiach ¢ TCYCHUEM
BPEMEHH I10 CPAaBHEHMIO C TALIMEHTAMM, HE TTOTyYaBIINMU
neuenus [2, 7, 13, 14].

IMaumentsr ¢ CMA I tuma (n = 11) mocne 10 BBene-
HUI1 HycuHepceHa B 45,45% ciyyaeB OBJIazieBajii HaBbI-
KoM cuaeHus. [Ipu atrom amnautyga M-oTBeTa Ipu CTU-
MYJISIIAY JTOKTEBOrO HepBa yBennuuBanach ¢ 0,53 £+ 0,23
1o 1,85 £ 1,05 mB. Y ocranbubix 54,55% maiumeHTOB, KO-
TOPBIE HE CMOTJIM CAMOCTOSITEIBHO CUIETh, TEM HE MEHEe
Takke Habogan0ch yBeandenne M-orsera ¢ 0,26 £ 0,23
oo 1,19 £ 0,66 mB [13].

B HemaBHEM (bpaHIy3CKOM MCCIIeTOBAaHUM TIPUMEHE-
Husg OA y nammenToB ¢ CMA | Tuna nmokasaHo, 4To 6oJjiee
BBICOKHE TTOKa3aTeIu aMIUIMTYIbl M-0TBeTa IMpu CTUMY-
JISIIAKM CPEIMHHOTO HepBa 0 JICUCHUS CBSI3aHBI C JOCTH-
JKEHMEM CaMOCTOSITEIbHOTO CUIEHUS Yepe3 6 Mec y 0O0JIb-
IIMHCTBA TIpoJiedyeHHBIX aeTeil [14]. Tlpu aTOM HM oguH
13 MMallMeHTOB C aMIUIUTYI0i M-0TBeTa Mpu CTUMYJISILINHI
cpenuHHOro HepBa MeHee 0,5 MB mo nedyeHust He mocTUr
MOJIOXKEHUS cusl 03 MOCTOPOHHEN MOMOLIHY Yepe3 6 Mec.

MeHblliee CHMXXEHUE aMIUIMTyabl M-oTBeTa y mauu-
eHToB ¢ CMA 10 ne4yeHus 1 e€ ObICTpOe YBeJIMYEeHUE Ha
(oHe TTaTOreHeTUYECKON Tepalry MOXET yKa3bIBaTb Ha
Jy4inve (pyHKIIMOHAIBHBIE pe3yIbTaThl [2, 9, 14].

Jaxe y oueHb Tsk€nbIX nanmeHToB ¢ CMA I tuma, Ha-
XOISIIMNXCS Ha MICKYCCTBEHHOM BEHTUJISILIMM JIETKHX Yepe3
TPaxeoCcTOMy, Ha3HAYeHUE ITaTOTCHETUYECKOTO JICUCHMS
(HycmHepCceH) MPUBOAWIO K HEKOTOPOMY VYIIYUIICHUIO,
KOTOPOE OIpeaesuiv Ipu nTuHaMmuyeckoM DHMTI -uccie-
nmoBanuu [10].

Takum o0pa3oMm, ompeneneHre MaKCUMaJbHON aM-
IUIATYa6l M-oTBeTa SIBISIETCS JISTKO BBIIIOJIHUMBIM, Ba-
JIMTHBIM W HAIEXHBIM TOKa3aTeJeM KOHEYHOTO pPe3yiIb-
Tarta ISl UCTIOJIb30BaHUS B KIIMHUYECKUX MUCCICTOBAHMSIX
" peanbHOM npakTuke nmpu CMA B niennatpun. ITapame-
Tpbl M-0TBeTa XOPOIIO KOPPEIMPYIOT C IBUTATEIHHOM

¢yHKIIME 1 UMEIOT IMOTeHIIMAIBHYIO IIEHHOCTh B Kaye-
CTBE MHCTPYMEHTAJIbHOTO OMoMapKepa 3a00JieBaHUsI.

3aknuyeHne

B Hamem uccinenoBaHuu ObUIO MOKA3aHO, UYTO Y BCEX
nmauueHToB ¢ CMA I Tuna, HavyaBIIMX JiedeHUe TIPU HaJTA-
YU KIMHUYECKUX CUMIITOMOB 3a00JI€BaHMsI, OTMEYAIIOCh
3HAYMMOE CHIDKEHHE aMIUIUTYyIbl M-0TBeTa IO cpaBHE-
HHIO C HOPMAaTHUBHBIMU 3HAYCHUSIMU 3M0POBBIX I€TEH aHa-
JIOTUYHOTO Bo3pacTa. ¥ OOoJIbIIMHCTBA ManueHToB ¢ CMA
I Tumma mocne nmpoBengénHoro nedyeHuss OA BBISIBJICHO JIO-
CTOBEPHOE TIOBBLIIICHUE aMIUIMTYIBl M-OTBeTa B Tede-
HHE 2-JIETHETO HAOIOAEHUSI, XOTS 3HAYCHMST aMILIUTY-
Ibl M-oTBeTa OCTaBajiuCh NOCTOBEPHO 00Jie€e HU3KUMU
B CpPaBHEHUHU C BO3pacTHOI HOpMoii. B Koropre npecum-
MITOMaTUYECKUX MallMeHTOB napaMeTpbl M-oTtBeTa 1 CPB
0 cTapTa Tepanuyd 3HAYMMO HE OTIMYAJINUCh OT HOpMa-
TUBHBIX TAHHBIX U TIPU 2-JIETHEM KaTaMHECTUYECKOM Ha-
OJII0IEHMM OCTaBaJIMCh B Iipenenax HopMbl. [1pu cpaBHe-
HuM napametpoB DHMI -uccnenoBanus mpecuMnToMa-
TUYECKMX ManuneHToB M nauneHTtoB ¢ CMA 1 tuma 6butn
MMOKa3aHbl 3HAYMMBIE OTIMYMS, KOTOPBIC ITPOSIBIISUINCH
Yy CUMNOTOMATHUYECKUX TMAIlMEHTOB HU3KOM aMILIMTYION
M-otBeTa 1 cHIXKeHHbIMM 3HaueHnssMu CPB kak 10 Tepa-
1Y, TaK 1 B TeYCHUE 2-JICTHETO HAOIIONCHUS TTOCTIe Jieue-
Husa OA. Takum 00pa3oM, IPOBEeNCHNE CTUMYIISIITUOHHOMN
OMTI y nereit ¢ CMA gBAsieTCST J1eTKO BBITTOJTHUMBIM MC-
cJIemOBaHMEM, a OLICHKA aMILIUTYIbl M -0TBeTa IO3BOJISIET
HaIEXHO, XOTSI M KOCBEHHO, BepuUDUILIMPOBaTh AeTeHepa-
LIMI0 MOTOHEHMPOHOB CIIMHHOTO MO3ra Y CUMIITOMATHYE-
CKUX ITAaIleHTOB Ha (DOHE MATOTeHETUUECKOTO JICUCHUSI.
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