MWnoknoHyc anunenTu4ecKknin n
HeaNUNenTUYeCKNn

OToen NCUXOoHEBPONOrnn U
anunentonorum MHUW
neguaTpum U OETCKOU XUpyprum
PocagpaBa

benoycosa EneHa MmutpueBHa
XapnamoB Omntpun Anekceesuny



"MwnoKnoHyc -

* 9TO AaBHO CYLLUECTBYHLLUUNA UCTOYHUK
3amMmeluartenbCcTBa U OAUCKyCcCcumn®

Gastaut, 1968



OnpeneneHna MUOKITOHYCca

* “ObICTpPble MbILLEYHbIE B3OparmBaHug,

peryndapHbie nnun HeperynspHbole” (Hallet,
1997)

» “BHE3arnHble HEMNPON3BOSIbHbIE KOPOTKUE
npmxenuns” (Stodieck, 1996)

* “BHE3AMNHOE MOJTHNEHOCHOE COKpaLleHne
Mbilubl” (Patten, 1998)



OnpeneneHna MUOKITOHYCca

* “N0O0E KOPOTKOE MbILLEYHOE
cokpauwleHue” (Gastaut, 1968)

“BHe3anHoe KOpoTKoe MOJSIHNEHOCHOE
MbILLIEYHOE COKpalleHue, cBA3aHHOoe C

LeHTparibHON HEPBHOW CUCTEMOW”
(Serratoza, 1996)



HekoTopble aBTOpbLI

* BCE BHE3AdllHbl€ HEIPON3BOJIbHbIE
ABWXEHNA HAa3blIBAOT MUOKITOHUAMN



COCTOSAAHUSA, KOTOPbIe TPaAULMOHHO
OTHOCUITUCb K MUOKIMOHYCY

e Tukmn

* Pedonekc ncnyra (anmnentnyecknmn u
HeanunenTn4eckun)

» Qacunkynauum
« XopeS



Tukn

BHELWLHE HEOTJINHNMbI OT MUOKJITOHYCA
BPEMEHHO MOIYT NMNoAaBIIATBLCA NaAUNEHTOM

Kak npaBuno, bonee anuUTernbHble, YEM
MMOKITOHYC

Yalle JTIOKaJIN3yrKTCAH B obnactu nuua

MYIbTUdOKaNbHbIE TUKM NpU cuHApoMe TypeTTa
MOTYT ObITb MOXOXM HA MUOKNOHYC Npwu
NpPOrpeccupyromnx MUOKITOHYC-3NnUIencusax



1.1.2. MMOKNOHMYecKkun (npwunar.)
MuoKnoHycC (CyLLEeCTB.)

» BHe3anHoe, kopoTkoe (< 100 mcek)
HEenpon3BofbHOE OAHOKpPaTHOE Unu
MHOIOKpaTHOE CoKpalleHune(s)

MbILLILbI/ MbILLL/MbILLEYHbIX Py
pasnnMyHon nokanusaymmn (akcnarnbHbIX,
NPOKCUMaribHbIX UM gUCTaribHbIX YacTen
KOHEYHOCTEN)

http://www.ilae-epilepsy.org/



1.1.2.2. KnOHM4YeCcKnn NnpucTyn

* MMOKNOHYyC, KOTOPbIX HOCUT MOBTOPHbIN
perynapHbIN Xxapaktep, OTMe4YaeTcH B
OOHUX U TEX Xe MbILLEYHbIX rpynnax, C
4acTOTON 2-3 COKpaLLEHUA B CEKYHAOY U
ABNAETCA ONUTENBHBLIM.

* CUHOHUM: pI/ITMI/I‘—IHbII7I MWNOKJTOHYC
http://www.ilae-epilepsy.org



Heinz Gregor Wieser, 2003

« nnsa Epilepsia partialis
continua XxapakTepHbl
NpaKTUYECKMN
NOCTOAHHbLIE PUTMUYHbIE
MblLLEYHble CcOKpalleHnsa |
B OrpaHM4YeHHOU YacTn |
Tena, npogorkatrLimecsd
Yyacamu, gQHAMU, U
nHorga rogamu. nga
MWOKITOHNIN XapaKTepHa
yacTtoTta ot 1 go 2-x
COKpalleHNn B cekyHay u
OHU MOTYT COXPaHATbLCA
BO CHe

httn://www ilae-ebilenpsv ora



Knaccudomkaumm MUOKIoHYca

e DTHUonorndyeckas (Pmnosormyeckun,
nanonaTnyecknm, MUMOKIoOHNYecKue
aNnUIencnum n CUMNToOMaTUYECKUN UK
BTOPUYHbIN)

o Ounsnonornyeckasa (KopTukasnbHbIN,
CcybKOpTUKanbHbIN, CrNUHANbHBLIN,
nepnpepnyeckKkmnin)

* KnnHnyeckasa (aHaToMUYECKOE pacrnpenenexHme,
TN COKPALLEHNSA — PUTMUYHBIN, apPUTMUYHbBIN,
nposounpytoLme dpakTopsbl)



[lodemy nbiTaloTCA

KnaccnuumpoBaTb MUOKIOHYC

1. OnpepeneHHble pasHOBUOHOCTY
MUOKJTOHYCa NpUBSA3aHbl K onpeaeneHHon
9TMOSIOMNK

2. OPPEKTUBHOCTL NTEYEHNS MUOKITOHYCa
3aBMCUT OT €ro NMpPUYmnHLI



INUJIenTHYEeCKNA MAOKJIOHYC



INMuct cungpomos (Engel A.,
2001)

[1obpokavecTBeEHHasA MUOKITOHNYECKas
anunerncus MnageH4yecTBa

CuHapom HpaBe
Inunerncus ¢ MMOKNOHN4YEeCKNMMmM abcaHcamm

ANUnencusd ¢ MMOKJITOHNYECKU-
acTaTU4YeCKUMM NpUcTynamm

CuHapowm JleHHokca-lacTo

ononaTtunyeckme reHeparin3oBaHHbIE
arnnnerncun C Bapwa6eanb|M|/| CbeHOTI/II'IaMI/I,
BKITMHO4HaA HOHOLLUECKYKO MUOKITOHNYECKYHO
ANMNINEncuio.

PedneKkTopHbIe anunencuun, BKnovas
3NUNENCUI0 YTEeHUS



MuoknoHmn4eckne anunnencum
(A.V. Delgado-Escueta et al, 2005)

AyTOCOMHO-peLieccuBHas JobpokavyecTBeHHas
MUOKJTOHMYECcKada anunencusa mriageH4yecTsa

ononatnyeckasd MMOKITOHUYECKU-acTaTU4YeCcKas
afnurericnd paHHero AeTcrBea

CemMenHas oHolleckaad MUMOKToOHM4YecKkas
anunencus

AyTOCOM HO-OOMWHAHTHAA FOHOLLECKAaA
MWOKITOHNYECKaA arnnriericnsd

AYyTOCOMHO-OOMUHAHTHbLIN KOPTUKANbHbLIN
MWOKMNOHYC 1 anunencud

CeMenHasa MUOKITOHMYecKas anunencmsa B3pocribiX



MWMoOKNOHYC Npn HOHOLLIECKOW
MWUOKITOHNYECKOU anuiencun

CYMTaETCHd TanamMoOKOPTUKUKaNbHbIM
MOXeT ObITb dOKanbHbIM

HECMOTPSA Ha PoKanbHbIN XapaKkTep, Bceraa
COMPOBOXOAaeTcHd reHepann3oBaHHOW criankK-
BOJTHOBOW aKTUBHOCTbLIO

HabnogaeTcss BO OCHOBHOM B BEPXHEN YacTu
Terna n B BEPXHUX KOHEYHOCTAX

MOXET ObITb MUHUMASIbHO BbIPa)XeHHbIM
(nogeprmeaHug nanbLeEB —
“MUHUMNONMMMUOKITOHYC")



MWMoOKNOHYC NpU FOHOLLIECKOW

MUWOKJITOHNYECKOW 3Nnencum

* Y OTAESbHbIX NAUMEHTOB OABMXEHNE
MOXET ObITb HE TaknM ObICTpbIM (40 1
CeKkyHAbl) U dba3a paccrnabneHnsa MoxXeT
ObITb ANVHHEE, YEM ba3a COKpaLLEeHUS



MwnokrnoHyc, aHanornyHbIn
TakoBomy npu OM3O

* HabntogaeTcsa npun JobpoKkavyecTBEHHOU
MWOKJITOHUYECKON anunencum

» ETCKOWN abcaHcHoM anunencum (y
dpoToUyBCTBUTENBLHLIX NALNEHTOB)

» NobpokayecTBEHHAs MMOKNOHUYECKas
3ANMNencusi ¢ Ha4yanom BO B3pPOCIOM
BO3pacTe



MWMOKNOHYC Npn NPOrpeccupyroLLInX
MWUOKITOHYC-3NMUencusax

KOPTUKalbHbLIN MUOKITOHYC ABMXEHUSA U
PEIIEKTOPHBLIN MUOKITOHYC

MYINbTUAOKAaNbHbLIN

OYeHb pa3HoOW aMnnUTyabl Y O4HOro
nauneHTa

MHOIO O4YE€Hb MEJKUX COKpaLLEeHUI
yBENIMYMBAETCA NPU ABUXKEHUU
HaNoOMWHAET XOpeto



MWMOKNOHYC Npn NPOrpeccupyroLLInX
MWUOKITOHYC-3NMUencusax

e CTUMYNO3aBUCUMBIN — XapaKTEePHO
yCUNeHne Unm Bo3HMKHOBEHNE
MUWUOKITOHYCa NP 3BYKOBBIX,
COMaTOCEHCOPHbIX pa3apaKUTensx

* QOTOYYBCTBUTENBLHOCTbL XapaKkTepHa And
bornesHn YHdpeppuxta-JiyHadbopra u
HEWPOHAarnbHOro LieponaHoro
nvnogycumHosa



OToenbHble 3aboneBaHus B

cTpyktype NM3

* bones3Hb YHdeppuxTa-JlyHabopra;
* bonesHb Jladopa;

 Cungpom MERREF;

* HenpoHanbHbIN LLepOUaOHbIN
NUNOMYCLNHO3

 Cnanupnos.












Xapaktepuctukm 33l y naumeHToB
c I'NM3 (E. Faught, 2003)

* FeHepann3oBaHHbIe pa3psabl MyNbTUCIANK-
MeaneHHasa BonHa

 3amMeqsieHne OCHOBHOIO pUTMa,
[esopraHn3aumns cHa

° GbOTOL-IyBCTBI/ITeJ'I bHOCTb

* TUrAHTCKME Bbl3BaHHblE COMAaTOCEHCOpPHbIE
noTeHuuanbl

 (boKarbHble pa3psaabl, 0COOEHHO 3aTbINTOYHON
fokanmaaunm

* MO3NTUBHbIE CManNKn B BEPTEKCHOM 0bnacTu
npu cnannoose



20T
00JIpCTBOBAHMUS
y TalMeHTa

¢ 00JIC3HBIO
YHbpeppuxTa-
JIlynnbopra
(BO3pacTt
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CyOKJIMHUYECKUH pa3psa MOJIMCIalK — MEIJICHHAsI BOJIHA
OtnenbHbIE MUOKJIOHMH 0e3 DI aHaioros

MMUOKIIOHHH CO CIAaNWK-BOJIHOBBIMU pa3psijlaMu

3aJim MAUOKJIOHHAM W, BO3MOXKHO, CIIAaUK-BOJTHOBBIE PA3PSJIbI IO BEPTEKCY
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AneHa ®. 3anncb18.02.03 (npu nocTtynneHun).
3ameaneHne ooHOBOM aKTUBHOCTU. [ eHepanmnaoBaHHLIN paspsag
HeperynapHbIX Cnank-BomnH, NOSINCNanKk-BOSIH.

00:03:12 N I | i \ I\ ) Vil : 00:03:21

§ AN AN { \ f - A
b AT UFAN 1 \ / S / [ \ N T i An A
FI-AL \ VAV NG VAYa Y \ / |y | N N NN e PR SA N

- A i
| + ¥

JAY AN

Fx(-/&f BV, v

AN AN \ VIREE | \ { \ o .
< VN N A f A \ all i { ’ A2
Fz-Ad \J Y N/ : AW VAR /AUER VIV R WA AN

o h \ | | “ 4 | 9 %
b / R Vo] V] | | IRV
. . b / i

200 pB/cm | 0.0 cek nocne 'Kone hpoTocTaMynsuun’ _ e ; . [ Denoposa Anéra |3anucs | Per.ID: 03-02974 | daiur: 03021801




B oTnnymm oT IOHOLLIECKOW

MUWOKJITOHNYECKOW 3Nnencum

» Cnank-BOrMHOBbIE KOMISIEKCbI bornee
MeEOJIEHHbIE N MEHEE PElYIIAPHDbIE

 BONbLWMHCTBO MUOKJTIOHUIN, OCODEHHO C
Manon aMmniuTyaon U NOCTOSIHHbLIX He
COMPOBOXOATCHA YETKNMMU
aNMNenTU4YeCcKUMmM paspsigamm



R.W.Flex.
R.W.EXt.

R.Tib.A

:

M.P.

J

41 yrs

male

16-11-94

[TammenT ¢ 00JIE3HBIO
YHbeppuxra- Jlynaoopra,
00JIeH B T€UeHUE 25 JIET.

231" cHa (REM-pa3za)
beICTpBIE CIAWKHU T10
BEPTEKCY U
OCCIOPSIIOYHBIC

MHUOKJIOHMH, HTHOTIA
COOTBETCTBYIOILIIME
CIIakam

R. Michelucci et al, 2002
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Tpnaga cMMnTOMOB,

XxapaKkTepHbix ansa [NM3

* MMOKNOHYC;
e INunenTnyeckme rnPUCTynbi;

* [Ilporpeccupytollaa HeBponornyeckas
CUMMNTOMAaTUKA



Pebenok M., 4 rona

HUckiroveHsl:

Haun0oJIee YacTo BCTPEeYaluecss MyTaluu
MERRF, MELAS;

nepouanbiid sunopycuunos (HLIJI 1, HIJT 2);
CHAJTU/I03;

0os1e3ub I'ome 3 Tm;

JIM30COMAaJIbHbIE (hepMEHThI

0oJsie3nb Jladgopa ( ~80%) — moIHOCTHIO
HCKJIIOYHUTh

HE YIaJI0Ch, T.K. C/IeJIaHA JIUIIb OMONCHUS KOXKHU —
Tesgen Jlagopa Her

He uckiaryeHsbl:

Oouiee penkue myranuu MERRF, MELAS;
0oJs1e3Hb Jladopa (~20%);

c-M AJibniepca — HeT 0\X Mapkepa.

IIpu moBTOpPHOM 00C/I€10BAHNM HE BbHIAABJIEHO
NPU3HAKOB NMOPaKeHusl MeYeHH,

OTCYTCTBYIOT JIAKTAT ¥ MUPYBAT auna03,

YTO MPOTHUBOPEYHUT MPEANO0JI0KEHUIO O
MHUTOXOH/IPHAJIBHOM MPHUPoO/IE 00JIe3HHU.

Jleutupaneram (Kennpa) S00 mr 11x2 pa3a B genb (62,5Mr/Kr/cyr)
Cykcuniaen 250mr 11x1 pa3 B nenn (14,7 Mr\kr\cyr);

Hutpazenam 0,005 1\3x3 pa3a B 1eHb.




1.1.2.1. HeraTuBHbLIN MUOKITOHYC

nepepbiB B TOHNYECKOU MblLLEYHOMU
akTUBHOCTU Ha < 500 mcek bes3
OoKasaTtenbCTB NpeaLlecTBYOLLEN
MWOKJTOHUU

http://www.ilae-epilepsy.org



InNunenTn4ecknm HeraTuBHbIN
MWUOKITOHYC

MoxeT ObITb pa3fIMYHON CTEMEHN
Bblpa)XeHHOCTW (HENMOBKOCTb, KUBOK rOSI0BOMN,
HECNnocoOHOCTb yaepKaTb NpeaMeThI, NageHnE)

MOXET ObITb TPAH3NTOPHBIM CMMINTOMOM

MOXXET MPOBOLINPOBATLCA aHTUKOHBYSTIbCaHTaMM,
0C0b0eHHO Kapbama3senuHom

MOXET OKa3aTbCH HYYBCTBUTEJIEH K 3TOCYKCUMUNAY
BNWONMO, HaCTO HE ANAalrHOCTUPYETCAH






InunenTnyecknm HeratTuBHbIW
MWUOKITOHYC

* MOXET HabnogaTbca Npu NnapunanbHbIX
(NOOHbLIX, ponaHAN4ecKomn) u
reHepanunsoBaHHbIX ([TM3, KpMNTOreHHbIX
reHepanmM3oBaHHbIX) 3AMNUMNENCUAX



InunenTnyecknm HeratTuBHbIW
MWUOKITOHYC

* BHE3anHoe paccrabneHne MbillLbl
(aToOHM4YeCcKn deHOMEH)

* TEPMUH MMUOKMNOHYC NpeanaraeTcyd
COXPaHUTb, KOrga aToOHUA KacaeTcs
KOHEYHOCTEN, a He TyNnoBULLA U roNoBbl

E. Faught, 2003



Hesnuniaentuye CKuu MUOKJIOHYC



dun3nonornvyecknm MMUOKIOHYC

* MIkoTa
* [ MNHarorm4eckMm MMOKNOHYC

« [lo6bpoKka4yeCcTBEHHbIN MUOKITOHYC CHA Y
HOBOPOXXOEHHbIX

» [1obpoKkayeCcTBEHHbLIN MUOKIMOHYC
MnageHLueB



[ umHarorunyecKkuii MUOKJIOHYC Y pEOCHKa,
CTpaJaroIIero (POKaaIbHOM AMICTICUEH

Buneold3

S3I' 60OpPCTBOBaHMS M CHa.
[lepyogmnuyeckoe 3aMenJeHHue
AKTUMBHOCTM B
BangHEeBMCOUYHEIX oOb6JjlacTax cC
OBYX CTOPOH.
PermonanepHas
snuienTuyYeckKas
AKTMBHOCTE , YCMJIIMBAIASCS
BO BpeMsi 1 cTragmm cHa B
BagHEeBMCOYHOM obJsiacTu
cJIeBa M BamHeJOOHOM
obynacTM cnpaea.
3aperncrpmupoBaHHEE
KJIMHNYECKM MMOKJIOHUM NPpHU
BacChIIaHNM CKOpee BCero
SIBJISIIOT CS
bduB3moNnorMYeCcKMMH .




[1obpokavyecTBEHHbLIN
MWOKITOHYC CHAa Yy MN1aJeHLIEB

* PUTMUYHbIE MNOKITOHUN BO
CHE WUnun rnpu 3acbinaHnm y
pebeHKa c nepBbIX AHEN
XU3HW OO TPEX NneT

* MMOKNOHYC OTCYTCTBYET BO
BpeMsi 60apCTBOBaHUS,
MOXET HOCUTb POKaNbHbLIN
XapakTtep

* y OOMbLUNMHCTBA NALMEHTOB
NpoxoauT Oo 3-X MecC.

« 03[ HOopmarbHa



[obpokavyeCcTBEHHbIM MUOKITOHYC M1ageHLEB

HeanurenTn4yeckoe
NMNapoKCn3mMalibHO€E
COCTOAHUE MepPBbIX ABYX J1E€T
XNU3HA

HeannnenTu4eckne crnasmeol,
HanoMuHaroLne
NHAHTUSbHbIE
anurenTnyeckne + annu3oabl
reHepann3oBaHHOro
Tpemopa (“shuddering
attacks”)

HopMarbHoe
NCUXOMOTOPHOE pa3BUTUE

HopManbHas NpuUcTynHas
Q3




JcceHuUnanbHbI MUMOKINOHYC

PacnpoctpaHeHHocTb 1:100000

CemenHas oTArolweHHOCTb N0 MUOKIOHYCY, ayTOCOMHO-
OOMWHAHTHBIN TUMN HACNeaoBaHWA

Ecnn nmeet reHeTu4eckyto Npmpoay, To COYETAETCH C
TPEMOPOM N OUCTOHUEWN, HE NPOrpeccupyeT Unu
nporpeccupyeT MMHUMarnbHO, MynNbLTUMOKaNbHbLIN, NOKYC
7921-q31.

HopmanbHbIn HeBponormndecknn ctatyc, MPT n 3391

CTteneHb BblPaXXEeHHOCTN YMEHbLUAaEeTCA Npun npmneme
aJikorosngd, njfoxo nogaaetTcd KOHTPOJ1to MeankamMmeHTaMu



CumMnToOMaTU4EeCKNN MUOKITOHYC

BpoxaeHHble aedekTbl MeTabonmama

TpaBma, MHPEKLNA, BOCNarieHune,
NOCTIMNOKCUYECKOE MopaeHNe Kak ronoBHOrO,
TaK U CMUHHOIO Mo3ra

HenpopgereHepaTtmBHblie 3aboneBaHUs

BupycHble Unnm MntoxoHapuarnbHble
SHUeManonaTum

MeTabonu4yeckme HapyLIeHUS
MeankamMeHTO3HO-UHAOYLUMPOBaHHbIE CUHOPOMBI
Tokcuyeckue nopakeHugd

Liennakns



HenpopgereHepatuBHble
3aboneBaHNs C MUOKNOHYCOM

» CnuHouepebennsapHble aTtakcun

* bokoBOM aMNOTPOPUYECKUN CKNEPO3

* boneHb [lapknHcoHa

* bonesHb [ €eHTUHITOHA

 bones3Hb Anburenmepa

 [logocTpbIn CKNepo3npyroLWnn sHLeManuT
* MERF n MELAS



CumMmnToMaTu4yeCcKUmn MUKITOHYC

* Y neten:

» atakcua dpugpenxa

* aTaKkCUA-TENeaHrnakTasus

» bone3Hb BunbcoHa-KoHoBanosa
* Done3Hn HakonneHus



MeTabonunyeckmne NpuUYmnHbLI

MUOKITOHYCAa

« Cnopaaunyeckme: nodevyHas, ne4yeHo4Has
HeJOCTaTOMHOCTb, rMNepKanHus,
rmneprimkemMms, Metadbonmyeckun aumugos



[IlpenapaTbl, 23dPEKTUBHbLIE B
Ne4YyeHUm MNOKJIIOHYCA:

 BanbnpoeBasa Kucnora
 JleBeTnpavertam

* KnoHasenam
 [lpumnaoH

* [lnpauetam
 Auetasonamuma




BanbnpoeBas Kucnora moxeTt ObITb
adheKTUBHOM NpwU

* KopTrkanbHOM MWUOKITOHYyCE

» CyOKOpPTUKANbHOM MUOKITIOHYCE

* ONCOoKMoHYyC-MUOKIOHYCe

* KOHOLLECKON MNOKNOHNYECKOW annnencum
* Ipyrnx dpopmax MUOKITIOHYyCa



JleBeTupaueTamM MOXeT
6bITb 9PPEKTUBEH NPpU

KopTukarisHOM MUOKITOHYCE:

* cnHagpome Lance-Adams

* MWUOKITOHYCe Mnocrne aHuedanuta

* MPOrpeccupyroLnX MUOKIMOHYC SMNNENCUSAX
HeratTuBHOM MUOKIOHYyCe

CnuHanbHOM MUOKITOHYCEe



KnoHa3enam MoXeT ObITb
(PP EKTUBHBLIM NMPWU

« DcceHumarbHOM MUOKITOHYCe

* CnHgpome Lance-Adams

« CyOKOpTUKaNbHOM MUOKITOHYCE OENUCTBUSA
* CnnHanbHOM MUOKIIOHYCe

* MMOKIOHYC-ONCOKIOoHYce



[TnpaueTaM MoXeT 6bITb
SPDEKTUBEH NPU

CuHppome Lance-Adams
[Tporpeccupyrolix MUOKITOHYC SNMUNENCUAX
CuHagpomax AHrenbmaHa n PetTa
[1pn cuHgpome PacmycceHa

Epilcps

Khani Y.A., Andermann F., Andermann E. -
(Epilepsia; 2005; V.46 (7) p. 1145

Y naumeHTkn ¢ OM3 (He morna nony4vatb
BanbnpoaThbl N3-3a OXXUPEHUS) 3,2 I B CYTKU

eXXeJHEBHO HeNpPepbIBHO — pEMUCCUA B TEYEHME
2-X net



BO3MOXHO NpUMEHEHNE 1 OPYrinx
npenapaTos

e 30HU3aMnAaAa

e PeHobapbuTana
e JlamoTpumknHa
e CymaTtpuntaHa
e OJIIDOKCETMHA
 MenaTtoHuHa



Cmmacu6o 3a BHuMaHue!



