HapyweHus
+ NCUXOMOTOPHOIo
pa3BUTUA Yy 60J1bHbIX
3NuJencuen paHHero

BO3pacTa

Kadeapa HeBponormm AeTcKoro
Bo3pacTta, PMAIO, TylunMHCcKaa aeTckad
6onbHULA

3bikoB B.[1.,

bapanosa C.T., Crenanuwes U.J1,
MunosaHoBa O.A.



anunaencuum c 0e6broToMm B
paHHEeM Bo3pacTe

+

s PAQHHAA9 HeoHaTa/ibHas
MUNOKOHMNYeckasa anunnencus 0-4
Heaenu

s PaHHA4a anunenTtunyeckas
SHUEedasionans 4o 3 MeC

= CnHapoM Becta ¢ 3 o 12 Mec-
HapyLleHne pa3sutua Ao 90%




anunaencuum c 0e6broToMm B
paHHEeM Bo3pacTe

+

= CuHpgpoM [paBe c 1 Mec - oo 3 net

N3 56 60/1bHbIX 37 3aBUCUMbI B yXoae
nocne 10 nery 6 KOMMYHUKaTUBHbIE
HaBbIKM!

y 50% 60nbHbIX IQ < 50

= CMHapom JleHHoKca-l'acTo ¢ 12 Mec

CuMnTOMaTHU4yeckue 3aaepxKa
pa3Butne /5%



PaHHASA MUOKNOHUYecKada aHUedanonatns (HeoHaTtanbHas
MWOKITOHNYECKas aHuedanonaTtus).
Jean Aicardi

» [ebioT- Bceraa B paHHEM HeoHaTaJlbHOM Mepuoae
CYZOpO>XHble MaHndecTauum :

rapumanbHbln NN PparMeHTapHbIN
MUTPUPYIOLLUN MUOKITOHYC;

»MaCCUBHbIE MNOKJTOHUNN,
[MapuUunaJibHblE ABUINAaTEJIbHblIE MPUCTYTlbI,

 TOHNYHECKNE MHCl:)aHTMJ'I bHbIE Cl1d3Mbl.



PaHHAA MMOKNOHMYecKasa sHuedanonaruga
(HeoHaTaribHag MMOKITOHNYECKasd

3HUedhanonaTus).
Jean Aicardi

—~+ [OBuratenbHas cdepa.
Pa3Butue

eMMPaMUOHbIE CUMMTOMBI.
¢ IICTOHMYECKME NO3bl U

OBWXEHUS CNyCcTH napy
Heaernb



+

Pa3Butue

e pPa3BUTME AETEN UMEET TEHAEHLUMIO K
3aMeJIEHNIO, UM K OCTAHOBKE
pa3suTtud (Dalla 3Bernardina et al.,
1982, 1983).

e YMCTBEHHOE pPa3BUTUE HYMEBbIM UK
KpanHe HU3KOE,

e OTCYTCTBME (PUKCALMU B3rNnsaa 3a
nepeMeLlatowmMmMcs 06beKTOM




[lporHo3. Tepanus

eBONLLINHCTBO U3 TEX, KTO BblXKUBaeT
ObINU B BereTaTUBHOM COCTOSIHUM npu
nocsfiegHemMm oCMoTpe.

He 3 hEeKTUBHHDI.

IPOTUBO3NUIIENTNYECKME NpenapaThl,
AKTT,

» KOPpTUKoctepovabl UJIM NMPUNAOOKCUH



rdnniaxa inPanivibhnan
anusienTnyeckas sHuedanonaTtus
C YyrHeTeHneM-Bcnbilwkon(Ohtahara

jEt,al.1976)
NEBIOT Ha nepBbIX MecsALlaX
WU3HU
TOHNUYECKHMe cna3mbl
YrHereHve-scnbillka Ha I3l

3aaep)XKa NCUXOMOTOPHOIo
pPa3BUTUA

PaHHAA CMepTHOCTDb



CeMnoTuKa NpuUCTynos
100-300 B CcyTKM

+

TOHMNYeCcKue cnasmMbi-rnoJsioXKeHue Tena
C COrHyThbiM Bnepea Ty/ZioBULIEM 3a
CYyeT COKpalleHUs MbliLuL

Bp.npuctyna oo 10 cek, uHTepBan
MeXay cnasmamum oo 9-15 cek

Knaccrtep 10-40 npucrynosB
NapuuanbHblieé MOTOPHbIE
eMUKOHBYJ/1IbCUN+aNibTEPHUpPYLOLLUE
ToHukKokKNoHMN4Yeckue cypoporu y 30%



JleueHMue
"’

» CuHTeTueckun AKTT okasan
NOCTOSIHHbIN 3ppekT B 2-x n3 11
c/lydaeB M YacTU4HbIN 3pdekT B
4Xx cny4yasix ¢ BO306bHOoB/1IeHueM
BCKOpeEe rnocrie JieyeHus.



Ncxona
o

» BO Bcex cny4yasix Bce 60/ibHbIE
6bIIN TSXKEeNbIMU UHBAIMaMU
KaK YMCTBEHHO, TaK U (pU3nUyecKM.
Y Bcex Habnwopganacob TsHxenas
3a/epiKKa. Y noioBuHbI JIETaJIbHbIN
MCcXoa B paHHEM Bo3pacTte



CuHapom BecTta 2,9 - 4,5 Ha 100.000 geten
(Trevathan et. al.,1999; Luthvigsson et al., 1994).

CamMas 4actas dpopma cpean paHHUX
anmMnenTudeckmnx saHuedanonatmm - go 40%

CMHAPOM BCTPEYAETCH Y MANbYMKOB Yalle, YEM
Yy NEBOYEK.



CuvHpgpoM BecTa

+

s MHAHTUNbHbIE CNA3Mbl

s OTCTaBaHMe B YMCTBEHHOM
PAa3BUTUK
s FMNCApPUTMUSI.

[locTaTo4yHO 2 Npu3HaKa
(P.M.Jeavons,M.O.Livet, 2004)



Tepanua cmHApOMa Becra

+

= Y. Ron", Y.S. Hwang®Korea TPM from
0.5 to 1 mg/kg per day The >50% seizure
reduction rate was 70%. 2002

= Scizure free rate 1n
Lennox-Gastaut syndrome (LGS)
or infantile spasm was 18%.



Tepanua cmHapoMa BecTta

+

Huskue Ao3bl TONupaMaTa 3PPEeKTUBHbI

B JIEHEHUMU MHCIJaHTMJ'IbeIX CNna3MoB.

K.L. Lim, H.S. Wang, M.L. Chon, P.S.

Hung et al., Taiwan (111-112)2005

KOHTpO/b Haa NpUCTYnamMu npy MHOAHTUABbHbBIX
crna3max 6bln1 AOCTUMHYT Ha HU3KMX [03aX
Tonupamarta (7,35 4,9 Mr/kr/cyT) no cpaBHEHWUIO C
nccneposaHneM Glauser et al., nonaratowmmu, 4To
3 HEKTUBHON AO30M TONMpPaMaTa SABISETCS
15+5,7mr/kr/cyT.



KorepeHTHbiM aHanu3 23I

—+ OOHUM K13 MH(OPMATUBHbIX LMPPOBbIX
METOA0B OLEHKM HENPOHabHOW
NEe3NHTErpaLmMmn HEOKOPTEKCA SABJSETCS
KOrepeHTHbIW aHanm3
ON031EKTPUYECKON aKTUBHOCTU
ronosHoro mo3ra (O.M.
['pnHaensb,1988, NeaHoBa E.J1.,2004,
Norman R. et.al.1997)




BapuaHTbl cCMHAPOMa BecTa

+

4%

B KpunTOreHHble

[J cuMnTOMaTU4YecKue

96%




.Hapyl.ueHue NCUXOMOTOPHOIO

pa3BUTUA

17% 4%

79%

[ ra)xenoe

[ cpenHON
TAMKOCTH

E nerxoe




2,51

Nokasatenu NMMP no wkane J1.T. XXyp6bi- E.M.

MacCTIOKOBOM.

O 3qaopoBble
@ 6onbHbIE




lNoka3aTesim NCUXOMOTOPHOIo
pa3BUTHUA

CHWXeHue nokalartenen NMP

KOMMYHWUKabenbHOCTb,

ro0J10COBblE peaKuuu,
CEHCOMOTOPHbIE peaKUunHu,
3pUTESIbHblE OPUEHTUPOBOYYHbIE PEAKLINN

LlenHble pednekcbl Ha rosioBy U TynOBULLE
No3HaBaTE/IbHOrO MHTEpPeca K OKPYXXaloLLeMY,
NMOHUMaHNSA 0bpaLLEHHOWN peun,
nmddepeHUNpPOBaHHbIX SMOLIMOHAMbHBIX peakLumn



HBNI dlCJIibHbIC
paccTpoucrBa 75%

= Napanapesa — 2

+ = reMunapesa wau TeTpanapesa — 9
s remunnerus unu Tetpannerus - 2
= OTCYyTCTBOBanu — 11

MbILLEYHbIM TOHYC:

= MbilLleyHasd AUCTOHUSA, YMepeHHasa rmnoToHmnsa — 8
= ATOHUA - 5

» Bbicokun 6e3 natonornyeckmx nos — 5

» BblCOKMM NO cnacTuyeckomy n purmaHoMmy Tmny -5




HapyuweHun
3peHus 50%

21% [J oTCyTCTBYIOT
O rrra3n
50%
29% W MNNr3r wn atpodus
3p.H.




I3l 60/1bHbIX CMHAPOMOM BecrTa.
BapuaHTbl rMNCapuTMUUMN.

+

- C pE€rnoHaJibHbiM aKL|EHTOM

Tun rmncapuTMmnm Konnyectso %
cny4yaeB
Tunn4yHas 4 16,7%
ATUNUYHaA:
- CUHXPOHN3NPOBAHHbIN BapuaHT 1 5%
- CYNPeCcCuBHO-B3PbIBHOW BapuaHT 3 15%
- aCUMMeTpUYHasn 5 25%
(yHunaTepanbHasn) 3 15%
- 30Ha/IbHO-aKLEHTYMpOBaHHas 8 40%




[Nloka3aTesin KorepeHTHOCTH Nno
BHYTPUNOJ1yLapHbIM NapaM y 340POBbIX,
60/1bHbIX cCMHAPOMOM Becta u 6onbHbIX ALIMN

+

0,7
0,6
0,5
0,4
0,3
0,2
0,1

0
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C apgopoBbi©
O c=-m BecTta

@ Aaun




CuvuHpgpomM BecTa

NnoKa3sartesin KOorepeHTHoCTm no

BHYTpUMONyLWapHbIM NapaM A0 JleyeHus

0,6 0,6 1—
[ Kepeo.
o5 [ 0,5 -
0,4 ] 0,4 1
0,3 L ] 0,3
0.2 0,2 -
0.1 0,1
0- 0-
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C3 C4 0l 02 73 T4 0l 02
0,6
Tema
05 ~
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VER T il
0,2 -
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Jlenoma
Fpl- Fp2- C3- C4- Fpl- Fp2- T3- T4-
C3 C4 0O 02 T3 T4 Ol O2

300posble

Jlo neuenus



[loka3aTesnin KorepeHTHOCTU Nno
cpeAHUM BHYTPpUNOJyLWapHbIM

[1apbl: [enbTa TeTa
|

Fp2-C4 0,38 +£0,04** 0,34 +0,05*
C3-01 0,33 £0,05 0,28 £0,04
C4-02 0,29 +0,05 0,25 £0,05
Fp2-T4 0,19 £0,04* 0,17 £0.05
13-01 0,38 £0,06 0,32 £0.05
T4-02 0,28 £0,06 0,32 £0.05

x** n<0 001 **p<0,01 * p<0,05




daHHble HeupoBUusyaan3saLum y
60/1bHbIX CMHAPOMOM BecTa

[l areHe3MA
MO30OJIMCTOroO
Téna

O naxurMpusa

B Mukpouedcdanua
43%

E rmnonnasmna
AONeNn ronoBHoro
Mo3ra

coYeTaHHan




Jlokanunsauuma ou3rMHesvu Mo3ra no
AaHHbIM HEUPOBU3YyaJIU3aLIUMN

9%

22%

13%

9%

47%

O nob6

B BUCOK

O no6+BUCoOK

@ no6+3arbIOK

O andppysHo




Puc. KT 6onbHoro U.A. 6 mec. Bpo)xxaeHHbIW NOPOK pa3BUTUA
ronosHoro mo3sra (naxurupus). CuHgpom Becra
(cumnToMaTMueckun). Tsrkesoe HapyLleHMe NCUMXOMOTOPHOro

pa3BUTHUA.

l




JleueHue 60J/1bHbIX

CMHAPOMOM BecTa

KoMniekcHasa Tepanus

» [lpenapatbl BanbnpoeBon KNcnoThl - MNMBK
(nenakuH, KoHBynekc) (60 Mr/kr/cyT)
s CuHakteH-geno (0,04 mr/kr/cyT)

B 9 cnyyasx npoBoAunach nonmTepanus ¢
UCMOJSIb30BaHMEM 2-X n bonee
AHTUINUNENTUYECKMX MPENAPATOB.

Y 23/24 60nbHbIX 6@30BbIM MpenapaToM SABASSIUCH
[BK




I3l B AMHaAMMUKe Ha (POoHe
npoBOAMMOMN Tepanum

+

» CoxpaHeHune NoKanbHOW aKTUBHOCTU —
8

= /lcuesHoBeHMe rmncaputMmm — 12

= be3 nsmeHeHun - 4



NMoka3aTtenu
NCUXOMOTOPHOIO pa3BUTUA

——B-AnHaMMNKeE

15 -

10 -

B Ao neyeHun
5 [0 nocne neyeHus
0- %

TAMKeNnan JierKkas




CuHapomMm Becta
NnoKasaTesin KOrepeHTHOCTU Mo BHYTPUNOYyLIAPHbIM Mapam nocne
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[loka3aTesnin KorepeHTHOCTU Nno
cpeAHUM BHYTPpUNOJyLWapHbIM

[1apbl: [enbTa TeTa
C3-01 0,42 +£0,06 0,39 £0,07
C4-02 0,43 0,07 0,41 £0,07
Fp2-T4 0,47 £0,07** 0,47 +£0,08**
T3-01 0,45 £0,07 0,44 £0,07
T4-02 0,41 £0,08 0,41 £0,08

* p<0,05




93l 60nbHOM € cMHApPOMOM Akapan (MoandULMPOBaHHas
r’MNCapUTMUSA NO TUMNY KYrHETEHNE-BCMbILLKA» 10 IEYEHUS]
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93l 60nbHOM € cMHAPOMOM Alkapan (MoandULMPOBaHHaS
r’MNCaApUTMUS NO TUMNY KYrHETEHNE-BCIbILLKA» MNOC/E JIEYEHUS

#S NKWIN - Ananwua: AutomkmHa Eere us e HHagueBHa, 1 roa (1.5 Ty - 50.0 I'u). 3anmces 11.10.04
ObpaboTka HacTpolkn 3akniodeHue Meuyatb Y¥TUANTBI MomMowe

00:00:00

f

00:00:09 7

WWW\V\}M

”WW

N NN N”\m/\ S

W
1321 «| |

1.53 cek mexay kypcopammn (0.65 y)

75 MYCK

85 NKWIN - AHanus: AH...

Manka: 04101101 | Per.ID: 04-00344 | 26.09.05 | 55%

Soied Mot Sl M
En R A&;\ 13:58




Puc.: KT 6onbHou A.E., 4 Mec. [1-3: [TOpoK pa3BuTMSA FOIOBHOIO MO3ra — areHe3us
MO30nmncToro Tena. CuHapoM Arkapan. NIHbDaHTuUbHbIE CNa3Mbl. 3aAepXKKa
NCUXOMOTOPHOIro pa3euTus. PaclumpeHne 60K0BbIX Xenyaoukos. KuctosmaHoe
obpasoBaHue 3puTeNbLHOro Hepea crieBa (XopeopeTuHanbHash KUCTa)




23l 6onbHOro N.3. 5 mec. A-3: CuHapoM Becta (Ha 220
MOANDULMPOBAHHbIM BapUaHT MMNCapuTMUK C PErMOHANbHbIM
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23 6onbHOro I.3. 5 mec. 1-3:

CnHapom Becta (nocne nequMﬂ)
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KaTaMHes3
(2003-2005)

s | paHcoOpMaLMa B CUMMNTOMATUYECKYIO
napuuanbHyto anunencuto — 16 (69%)

= | paHCcopMaUna B CUHOPOM
JleHHOKCa-l'acTo — 1

» MeankaMeHTo3Haa peMmmceus — 7/
(30%)



BbIBO/bl:
+

« lMposaBneHnsMu sHuedanonaTtmm y
6021bHbIX CMHAPOMOM BecTta saiBnsitoTcs
HapyLeHUs : KOMMYHUKabenbHOCTH,
perpecc CEHCOMOTOPHbIX U
3pUTEJNIbHbIX OPUEHTUPOBOYHDbIX
peakLuui, cBsiI3aHHble C NoBpexxaeHneMm
NOo6HO-BMCOUYHbIX OTAEN0B MO3ra

= CBoeBpeMeHHas Tepanusa NpuUBOAMT K
npekpaweHuro npucrynos Ao 30%,
npensiTCTBys perpeccy
NCUXOMOTOPHOIro pa3BUTUSA



BbiBO/bl
+

» [Anga oueHkn 3apPpeKTUBHOCTHU
nNpPpoBOAMMOMN Tepanum,
Llesiecoobpa3HoO KOMIMJIeKCHoe
MCMOoJZib30BaHMe LUKaJ
NCUXOMOTOPHOIO pa3BUTUA U
KOrepeHTHOoro aHanusa 33l B
NIO6HO-BUCOUYHbIX OTBEeAEeHUAX



