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) OHA .
OOHa)XEéHHble
cepaua




(DOHA

Inunencus B 4eTCKOM BO3pacTe olHIEHIEIS

= [lopxon

=  Knaccunopukaunga
=  CuHOpOMBI

=  Tepanus
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QHA .
Cypoporu v annnencus GOttt

Cypoporu:

=  AB6HopmManbHasa n3bbiToYyHas
NN CUHXPOHHAs aKTUBHOCTb
HEVWPOHOB

Inunencus:

= [IlBa nnin 6onee cny4as
HECMPOBOLUMPOBaHHbLIX Cyaopor
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" OHp‘ -
OOHa)>XEéHHbIe

cepaua




hoHA

O6wun nogxon OOHaNGHHLO

4 Bonpoca:

[TooTBep>xaeHne cyaopor: OENCTBUTENBLHO N bl cygoporn?

Knaccudukaymsa cygopor: B kakonm o651acTty Mo3ra OHU
Ha4YnHarTCA?

Knaccundukaums anunnencun: Kakon aTnonornm cygopormn?

NoeHTndbnkauma cnHgpoma: Cygoporu u gpyrmue oaktopbl
(Hanpwumep, BO3pacT Ha Ha4vasno, obulee passputne, I3l) noaxognT
no y3HaBaeMbll NaTTEPH?
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POHA

O6wun nogxon OOHaNGHHLO

4 Bonpoca:

NMoaTBep)xaeHue cygopor: AeucTBUTENbHO N 6biIn cypgoporn?

Knaccudukaymsa cygopor: B kakonm o651acTty Mo3ra OHU
Ha4YnHarTCA?

Knaccundukaums anunnencun: Kakon aTnonornm cygopormn?

NoeHTndbnkauma cnHgpoma: Cygoporu u gpyrmue oaktopbl
(Hanpwumep, BO3pacT Ha Ha4vasno, obulee passputne, I3l) noaxognT
nog y3HaBaeMbIn naTTepH?
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POHA

I oaTBep>XAaeHune cyaopor OOHa)XEHHbIe

cepaua

Bce nu “npuctynbl” 3TO cypgoporn?

YCcTaHOBJIEHME OnarHo3a NMeeT nepBocTerneHHoe 3Ha4yeHne

3apepxxka ¢ gMarHo3oM — 3afiep>xka ¢ HeobXxoAuMbIM Sie4eHnem

He-anunentunyeckune NMPUCTYMbl HE OTBEYalkOT Ha BBEOEHNE
NMPOTUNBO3IMUIIENTNYHECKUX MNPEenaparonB
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NoarBepXxaeHne cyaopor

MHormne coctosiHust U noBegeH4YeckKkne
naTTepHbl MOryT BbIrNsiAeTb, KaK Cyf0poru

HoBoOpoOXXaeHHbIE — B3parnBaHus, yxoa B
cebs

MnageHubl — pedsItoKC, MUOKJTOHYC

Tooonepbl — 3agep>xKa AOblXxaHus,
«3aKaTbIBaOTCH»

LLIKONbHbIN BO3pAacCT — TUKN, CUHKONMbI,
MU PEHM
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(DOHA .
OOHa)>XEeHHbIe
cepaua




poHA

MvymMmukpusa nog cyaoporu ggggﬁgﬂnb-e

Cunppom Canpudepa (Sandifer Syndrome)

IV MexxayHapogHbi hopym
«Kaxgbln pebeHOK OOCTONH CEMbW»
MockBa, 12-15 okTabpsa 2015 9



(POHA

Mumunkpusa nog cyaopormn OOHaNEHHbIe

«3aKaTbiBaHUS»
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hoHA,

MoaTeBepXxaeHune cyaopor OOHaKEHHbIe

Kak a1 yctaHaBnuBako guarHo3s?
VcTtopusa/AHamMHe3

= [JleTtanbHaga nctopusa ¢ Ha4ano Ao KoHua
= [lo BO3MOXXHOCTK BuOeo3arnmchb

= daKkTopbl 3acTaBNAKOLLNE NPEANONOXNTb INMUNENTUYECKUA XapaKTep,
a He He-3anNUNenTUYEeCKNN XxapakTep CyJopor:

«  3A — MoyeucnyckaHue, 3akycbiBaHMe, NOCTUKTASIbHbIN rnepuog (CNyTaHHOCTb
CO3HaHWSA, COHIIMBOCTD)

[POTWB — 3akpbITble rMnasa, uerneHanpasrneHHoe noBeaeHne

- PyTWHHOE Unn nNposioHrMpoBaHHoOE?

m Yaoanock 3adoukcnupoBaTb cobbITUE?

IV MexxayHapogHbi hopym
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(POHA

dneKkTpoaHuedganorpacgpusa (93l SOHaNEHIEIS
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POHA

O6wun nogxon OOHaNGHHLO

4 Bonpoca:

NoaTBepxaeHne cygopor: 4encTBUTENbHO N Obinn cygoporn?

Knaccudukaumna cygopor: B kakon obnactm Mo3ra OHuU
Ha4YuHarTCA?

Knaccudpumkauma anunencun: Kakon atuonorum cygopormn?

NoeHTndmnkauua cnHgpoma: Cygoporu u apyrne doakTtopbl
(Hanpumep, BO3pacT Ha Hayano, obuiee pas3sutne, 33l) nogxoauT
nod y3HaBaeMbI NaTTeEpH?

IV MexxayHapogHbi hopym
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Knaccudukauma cyaopor

B kakou obnacTtm mo3ra oHu
HavYuMHarTCA?

= [eHepann3oBaHHLIE:

- BoBneyeHune gsyx remmcaep

e  I3ameHeHne co3HaHuns

=  dokalnbHble:

 BoBneyeHue ogHon obnacTu
Mo3ra

MoxeT conpoBoXxaaTbc4
3aTOPMOXXEHHbBIM UMK Partial seizure
N3MEHEHHbIM CO3HaHUEM

IV MexxayHapogHbi hopym
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POHA,
OOHa)XEHHbIe

cepaua

Generalized seizure
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POHA

r Tunbl cyaopor 8ggﬂ)|.l‘(aéﬂl-lble

dokKarsnbHble feHepann3oBaHHbIe
be3 HapyLeHN CO3HaHWUS: TOHNKO-KNNOHNYECKMUE:
= (G HabnopaemMbiMuU =  MwuoknoHun4yeckune
ABUrarenbHeIMA NI = MWOKNOHNYECKUN-aTOHNYECKIME

dBTOHOMHbIMA KOMIMNOHEHTAMWU
=  MwuoKTIOHNYECKN-TOHNYECKNE

= ConpoBoXgatoLinecs

AbcaHchbl:

CYObEKNBHBIMUN CEHCOPHbIMU

WU NCUXUYECKUM =  TwunumdyHblie abcaHchbl

heHoMeHammn ToNbKo; “aypa” =  ATuUnn4Hble abcaHchbl - C
C HapyLeHVSIMY CO3HaHUS: MWOKJIOHNEN BEK
=  "PokanbHble OUCKOTHUTUBHbIE MV}LOK”OHV'L'GCKV'G abcaHcbl

yy o JTIOHN4yecKme
cyaooporu
YROP e  ToHun4yeckune

[1BYCTOPOHHUNE, KOHBYJIbCUBHbIE ¢ ATOHMYEcKMe

IV MexxayHapogHbi hopym
«Kaxgbln pebeHOK OOCTONH CEMbW»
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POHA

06 L nn oaxon OOGHa)X€HHbIe

cepaua

4 Bonpoca:

[TooTBepXaeHne cyoopor: AeNCTBUTENbHO N Bbin cyooporn?
Knaccundukaums cygopor: B kakon obnactn mo3sra OHU Ha4YMHAKTCA?
Knaccudukaumsa anmnencumn: Kakon atTuonorum cygoporun?

NoeHTndukauma cnHgpoma: Cygoporu u apyrue paktopsl

(Hanpumep, BO3pacT Ha Ha4vano, obulee passutue, 33I) nogxoguT
noa y3HaBaeMbI NATTEPH?

IV MexxayHapogHbi hopym
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hoHA

Knaccundunkauumsa anuvnencumm oludxginie

Kakou aTnonornm cygoporn?
MexayHapogHas npoTuBo3anuiienTu4yecKasa nura

= [lpegbigywiaa knaccudpmnkayms:
Wpmonatnyeckasa — B ocHOBHOM reHeTnyeckou npupoabl
«  CumnTomartunyeckasa — M3BectHas metabonnyeckasa nnm CTpyKkTypHas npuymnHa
*  KpuntoreHHas — [NogpasymeBaeT CUMNTOMaTUYECKYIO NPUYNHY

= [lepecmoTtp 2010:
« [eHeTndeckas (ononatmnyeckas)
«  CtpyktypHasa/MeTtabonuyeckas (cumntTomMmaTnyeckas)
*  HewmnsBecTHaqa (KpuntoreHHas)
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poHA,

06LI.|,I/I n noaxon OGHa)KEHHbIe

cepaua

4 Bonpoca:

'loaTeBepXXaeHue cyaopor: AeNCTBUTESNbHO N Bbin cyooporn?

Knaccundukaumsa cygopor: B kakon obrnactn mo3sra OHU Ha4YNHaTCA?
Knaccmndukaumsa anunencum: Kakon atmonorum cygoporn?

Upentndunkaumsa cuHapoma: Cygoporu n gpyrme dpakropbl
(HanpumMmep, BoO3pacT Ha Ha4arno, obuwee passutue, I3l
noaoxoouT noAa y3HaBaeMbin naTtTtepH?

IV MexxayHapogHbi hopym
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poHA

nunentTnyeckKkmne CUHAPOMbI DO e

Y10 3TO Takoe?

=  "Komnnekc npm3HakoB U CUMNTOMOB, OMUCbIBAKOLLMX YHUKANbHOE
anunenTuYeckKkoe CocTossHune”

* BospacTt nposBneHus

* Twun cyoopor

« Q09I

* HapylweHunsa B passutumu

« OTBeT Ha Tepanuio

IV MexxayHapogHbi hopym
«Kaxgbln pebeHOK OOCTONH CEMbW»
MockBa, 12-15 okTabpsa 2015
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(poHA

dnunenTnyecKkne CUHAPOMbI SOk s

[MToyemy BaXXHO X AUArHOCTUPOBATb?
=  PekomeHgaumn rno BbISABMEHMIO, NEYEHNIO, JONTOCPO4YHBIM NPOrHO3aMm

IV MexxgyHapogHbI hopym
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[ eHeT4yeckue reHepann3oBaHHble

anunenTnyeckKkne CUHAPOMbI QOHONCHIEIS

poHA,

= [lobpokayeCcTBEHHbIE CEMENHbIE CYA0POrn HOBOPOXOAEHHbIX
= [JleTckasa abcaHc-anunencus

=  CwuHOPOM reHepanun3oBaHHOM anurencum ¢ pedpurnbHbLIMK
npunagkamu

=  OHoweckaa abcaHcHaga anunencusd

= HOHoLeckast MUOKITOHNYecKasa anunencus

IV MexxayHapogHbi hopym
«Kaxgbln pebeHOK OOCTONH CEMbW»
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Hob6pokayecTBeHHble ceMelHble

PDOHA

Cyaoporn HOBOPO>XXAEHHbIX gggggaéﬂ"b-e

LNoOpokayecTBEHHblIe CeMeNHbIe cyaoporn HoBopoXxXaeHHbix (BFNS)

[lepBble Hegenn XXN3Hu

MDokanbHble, MyJibTUdOKAlbHbIE, NN FEHEPanN30BaHHbIE MPUCTYIbI.

KopoTtkune, oo 20-30 B OgeHb

CemMenHasa NCTopmst MOXOXMX MIadeHUYeCKNX cyaopor

[1oOMNHaHTHO HacnegyemMbin ANUIENTUYECKNN CUHOPOM C NMEHETPAHTHOCTLIO 85%
[ eHETNYECKN NrETEPOreHHO N 3aBUCUT OT MyTauu B NOTEHLUMaN-3aBMCMMOM K-
kKaHane cybveanHuubl reHa KCNQ2 B 20g13.3 1 KCNQS B 8924 xpomocomax
HopmanbHbIN HEBPOJIOrMYECKUN CTaTyC

Xopolune ncxofdpl, 06bI4HO NpeKpaLleHmne cygopor, HopmMmasnbHOe pa3BuTue
8-16% puck anunencum B ganbHENLLEM

HNoOGpokayecTBeHHble MnageH4yYeckue nauonatndyeckume cypgoporm (BINS)

[TposiBnatoTcsa Ha naTbIV aeHb (“fifth day fits™)

300poBble, 6€3 HEBPOJIONMYECKNX NPOSABNIEHNN, OOHOLWEHHbIE MNaAEHLbI
PdokasibHble KITOHNYECKME CyaOpOrn, NHOorga annenTUYecKnn ctaTyc
HeT cyoopor B cemMbe

XopoLwunn nporHos, obbIYHO NPOXOANAT B Te4eHnn 24 4yacoB

HeT Bo3pacTaHus pucka anunencum Bo B3pOC/ioM Bo3pacTe
22



CuHapom reHepanu3oBaHHON ANWUNENCUN C gryrm
hbebpunbHbiMU Npunagkamu (GEFS+) OOHkEIbIC

Hauyano mexay 4 mec n 10 rogamu, B cpegHem 2 roga
debpunbHble cyagoporu NposiBnarnTca obbl4HO A0 6 neT
Cynoporun 6e3 Temneparypbl

CemenHasa ncropumsa pebpunbHbIX cyaopor
AyTOCOMHO-AOMMHAHTHAA ¢ neHeTpaHTHOCTbLIO 60-80%
BosneveHo Heckornbko reHoB — SCN1A (Tak e npu c-me [pase)
OObIYHO NPOrHO3 XOPOLLUNMN:

Pemuccua cyoopor k so3pacty 11 ner

o 30% 6onee Taxenble U NPONTOHIMPOBAHHbLIN POPMbI ANUMENCUN

IV MexxayHapogHbi hopym
«Kaxgbln pebeHOK OOCTONH CEMbW»
MockBa, 12-15 okTabpsa 2015
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dnunencust ¢ MMOKJ/IOHNYEeCKU- boHn
OOHa)XXEéHHbIe

acTaTmyeckumu npuctynamm (cuHapom J[lose) Eetiymss

Penokun (1:10,000) po aToro oobI4YHO pa3BuBalOLWMECH OOLLKOSTbHMNKM

Heckonbko pasHoBuaHocTteun cygopor: [ TK, MMOKINOHMNYeckue,
abcaHCbl, MMOKJTOHNYECKU-acTaTuyeckume

[Toxoxe Ha c-M JleHHokca-l'acTo. duddepeHumpyeTca no tuny
NepBUYHbIX CyOopor

C-M ,El,ose= MWUOKJITOHNYECKN-aCTaTN4eCKne

c-M JleHHOKca-['acTo = ToHMn4eckne, aToHU4Yeckmne
3l - 2-Hz no 3-Hz nuk/BonHa
3agepxkKa B pa3BUTUUN 1N perpecc
TpyoHo nogaaeTcs nevYeHuo
[TomoraeTt KetoreHHasl aAneTa

[TpOrHo3 pasnuyHbIN — 0ObLIYHO DnaronpusTHeEE, YEM MNPU C-M
INeHHoOKca-l'acTo

24



dnunencusa ¢ MMOKJIOHNYeCKU-
acTaTU4eCcKMMM NnpucTynamm QOHAMONHRD

(POHA

IV MexxayHapogHbiv hopym
«Kaxgbln pebeHOK OOCTONH CEMbW»
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Inusiencus ¢ MMOKJIOHN4YeCKU-

(POHA

acTaTU4eCKMMU nNpucTynamm QOHAMONHRD

MFGURE 3.3

FRCY0srC ot iy 208 of 3 <TG WD My ions 2200 ey
TOWEYS Jerwraioed SOowWrQ add BOow 1 eswane Wik 5 recorded
OO Yt ure

IV MexxayHapogHbiv hopym
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PDOHAO

Aetckas abcaHcHas anunencusi (CAE) B

= [Ipoaengaetca c 4 oo 10 neT y TMNMYHO pa3BMBaKOLLNXCA OETEWN.

= HapyweHne co3HaHUAa U OTCYTCTBNE OTBETOB.

= JlnutenbHOCTb cyaopor 5-15 cek, BO3MOXHO COTHU pa3 B OEHb.

= [lpoBouupytorca runepseHTUnaumen y 90%.

= O3l —reHepanunsoBaHHble cnankn 3-Hz nuk/BonHa.

= Generally self-limiting with remission of seizures 2-4 years after onset
= 40% of these patients will have GTC seizures as well

= JleyeHwne -- aTOCyKCUMUA, BanbnpoaTbl, NaMOTPUIKUH,

= W3beratb — KapbamasenuH, Tpunenrtan (oxcarbazepine), PeHNTONH!

27



NeTckada abcaHCcHasa 3nvunerncus

" OHA .
OOHa)XEHHbIe

cepaua

28



POHA
HeTtckasa abcaHCcHaa anuniencus QOUMKOHNBIO
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IOHoLwleckass abcaHcHas
anunencwus (JAE) OOHaNEHHble

POHA

= [lpoasnsaetca ctapwe 10 net
=  Cypoporu gnuteneHee (40 1 MUHYTHI)
= Ckopee ' TK cygooporu

=  MexnpuctynHaa 33l - 3.5-Hz oo 4.0-Hz nukn n MHOXXecTBEHHbIE NUK/
BOJHb

=  (OBbIYHO OTBEYAET Ha Tepanuto, HO NPOAOITKAETCHA BCHO XXU3Hb

IV MexxayHapogHbi hopym
«Kaxgbln pebeHOK OOCTONH CEMbW»
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poHA,

KnuHnyecknn npumep SO o

12 neT, geBovJKa:

= 340poBasi, HopMaribHO pa3BuUBatoLLasiCA

=  [lposiBneHune “3amupaHuga B3opa” 30 t- 45 cek
= BosBpaT K HopMmanbHOW aKTUBHOCTM Noche

= MHorokpatHO B TE4EHUN OHSA

= [ocnutanusupoBaHa c [ TK cyooporamu
OunarHo3?

= HOHoweckasa abcaHCcHaga anurencus

= O3l 3.5-Hz nuk/BonHa

=  MPT 6e3 natonorum

IV MexxayHapogHbi hopym
«Kaxgbln pebeHOK OOCTONH CEMbW»
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IOHoLwlecKass MMOKJIOHN4YecKas
anunencwuga (JME) OOHaNBHHbIo

hoHA,

= [TKcyooporu (12 — 18 ner)

= B aHamHese “3amunpaHme B3opa’ 1 MUOKITOHNYECKME NMoaeprmBaHuns
PaHHUM YTPOM

= Tunbl cygopor - abcaHcbl, MMOKIoHMYeckune, [ TK

= [lpoBouunpytoTca genpusaunen cHa, ankorofniemMm, MeHCTpyaunamm

*  PyTtnHHaa 93I ¢ nameHenmnamm B 50 — 75%

= 4-Hz no 6-Hz reHepann3oBaHHblE aTUMNNYHBIE MUKU U NOSTUMUKN/BONHBbI

= JleyeHue BanbnpoaTbl, NeBeTMpaLIETaM, aMOTPUIKMNH, TONUPamMar,
30HerpaH (zonisamide)

=  |13beratb kapbamasenunH, PeHNTOnNH, rabaneHTunH

=  OBbIYHO XOPOLLUO NOAAAETCHA KOHTPOJO, HO OSIUTCHA BCHO XXU3Hb

IV MexxayHapogHbi hopym
«Kaxgbln pebeHOK OOCTONH CEMbW»
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FOHoWwecKass MMOKJTOHn4YecKas -

anunencwuga (JME) OOHaNEHHbIe

IV Me>xxgyHapogHbin dopym
«Kaxgbln pebeHOK OOCTONH CEMbI»
MockBa, 12-15 okTabpsa 2015




IOHoLwlecKass MMOKJIOHN4YecKast

anunencusa (JME) OOHAXEHHbI

(poHA
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'eHeTYeckue okasnbHble -
reHeTn4YeckKkmne CUHAPOMbI OOHAKEHHLIE

cepaua

= JloGpokayecTBeHHas napumanbHasa anunencus mnageH4ecTsa

= JlobpokavyecTBeEHHasA 3aTblNoOYHasA ANUNENcusi ¢ paHHUM OebroToMm,
cuHgpom [laHanoTtonynoca

=  pgmonaTtunyeckasa 3aTblinodyHaga anunencus, Tun [acTto

= PonaHgunyveckas anunencua (Benign Epilepsy with Centrotemporal
Spikes (“Benign Rolandic Epilepsy?))

IV MexxayHapogHbi hopym
«Kaxgbln pebeHOK OOCTONH CEMbW»
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lob6pokayecTBeHHaa napuvanbHas
anunencua mnaageH4yecTBa ggggggﬂﬂwe

POHA

= [lposasneHue 3 - 20 mec, HopmanbHOe pa3BuUTHE

= [leBnauum B3opa, rorioBbl/rnas, noTeps co3HaHus, noBegeH4yeckas
3aTOPMOXEHHOCTb, LinaHo3, ¢ Unm 6e3 cygopoXXHbIX ABMXEHUN

= @dokanbHble cygoporn ¢ BO3MOXHOM NOCneayrLen reHepanmsaumen
= 23l Hopma
= JleyeHwne: JleBeTnpauetam, Tpunentan (oxcarbazepine)

= [lporHo3 3amevarernbHbIN

IV MexxayHapogHbi hopym
«Kaxgbln pebeHOK OOCTONH CEMbW»
MockBa, 12-15 okTabpsa 2015
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Job6pokayecTBeHHas 3aTblNoYHas hoHA

anuaencus ¢ paHHUM AeoroTom olteDKomIBio

= [lobpokayecTBeHHasa 3aTbIfIOYHast ANUSENcus ¢
paHHUM OebtoToMm, cnHapom NaHanoTonynoca

=  ABTOHOMHbIE CyOOpPOrn - TOLWIHOTA, PBOTA,
No3biBbl HA PBOTY, ONeAHOCTb, HeaepXaHne
MOYU, CITIIOHOTEYEeHne

= Co3HaHue coxpaHsieTcs

=  MexnpuctynHaa 33l - mynbTUdOKanbHbIE,
BbICOKOAMMNUTYAHbIE 3NUNenTUPOPMHbIE
pa3psanbl. Bo3MOXHbI TakKe 3aTblfTOYHbIE
anmnenTudopmMHbie paspsabl, KOTopble
No4aBNATCA OTKPbITUEM 13

= [lepBoHayanbHO TPyAHO NEYnNTb, HO
CMOHTaHHaaA pemMumnccus NPoncxoanT B TEYEHUE
1-2 net B 90% IV MexxayHapoaHbin hopym

«Kaxgbln pebeHOK OOCTONH CEMbW»
MockBa, 12-15 okTabpsa 2015 37




NanonatTundyeckas 3aTtbisiovHas
anunencuvsa ¢ No3gHUM Ha4vyanom OOHaMCHHED

PDOHAO

= 3aTblfIoYHbIE MNAPOKCU3MbI
‘"anonaTtnyeckasa 3artbiriodHasa anunencusd, Tun [acTto’

= [lkonbHbIM BO3pacT

=  3puTenbHble rannouMHaumnm ¢ nocneayowmm OTKINOHEHEM B3rnaaa,
nncunareparnbHblM OTKITOHEHMEM FOSI0Bbl, BO3MOXHA BTOPUYHAS
reHepanusauus

= Co3HaHue coxpaHsaeTcs OO Tex Nop rnoka He NPoOUCXoaUT OTKNOHEHue
B3rnsaga

= [IKTanbHasa 1 NOCTUKTarbHbIX rofioBHas 605b YacToO BCTPeYaeTCs

= O3l aHanorn4yHo nobpokavecTBEHHOW 3aTbISTIOYHOW 3NUENCUN C
PaHHUM Ha4arom

=  Pemwuccua npouncxoant Tonbko B 50-60% B TeveHune 2-4 net
= JleyeHune kapbamasenmHom
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PDOHA

PonaHguyeckas anunencus OOHkEIbIC

= PonaHgunyeckag anunencus
Benign Childhood Epilepsy With Centrotemporal Spikes (BECTS)

= (Camag yacTto BCTpEeYarlwadaCAda nanonarnyeckad rnapumnaribHasd
afnnnericn4d

= [lpoasneHue 4-10 nert

= Hoy4Hble cygoporu, nepuoparnbHble NapecTes3nmn, uncunarepanbHbii
MUWUOKJTOHYC NnuLia , CITIOHOTEYEHME, PeYb HapYLLUAETCH, rOpTaHHbIE
3BYKM

=  ncunarteparnbHble NN reHepannu3oBaHHbIe CYyA0pPOru

= 33l - ueHTpoTeEMNoOparbHble MUK DONbLLION aMNNUTYAbl , aKkTUBaLUUS
BO BPEMS CHa

=  OO6bIYHO NErko KoHTponupoBeaTb. JlekapcTBa MOryT ObITb HE HYXKHbI
= CnoHTaHHaa peMuccusa K Bo3pacty 17 neT unu paHblue
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(POHA .

PonaHan4yeckas anunencunsa QOUAMONHED

TR R R L T TR S I o e b
D (NA OO epdegty wi™ Cartiptergaval ol

IV MexxgyHapogHbiv (hopyMm
«Kaxkapin pebeHOK OOCTONH CeMbU»
MockBa, 12-15 okTa6psi 2015 40



CTtpykTypHble/MeTabonunyeckue
anunenTnyeckue CUHAPOMbI SO S

(DOHA

= (C-m BecTta
= (C-m JleHHOKca-lacTO
= C-m [paBe
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boHA,

C-m BecTa QOaNCHIEO

= Tpuaga HPaHTUNbHbIE CNa3Mbl, TMNICAPUTMUA, 3aepKKa pa3BUTUSA

= Camas 4acTo BCcTpevatroLlascsa anunenTtndeckas aHuedanonaTtus

= [lnk nposaBneHnsa 4 - 7 mec

= Cna3mbl: Priekcopbl, 3KCTEH30PbI, CMELUaHHbIE. HECKOSIBbKO KIacTepoB B AEHb

= 33l runcapmntmus — ge3opraHn3oBaHHas, MeaneHHasi, BbICOKOBOSbTHAaS
MYNbTMBOKanbHasa anunentudopMHas akTUBHOCTb

= DTUONOrnA rNOPOKU pasBUTUA KOPbl TM, HEMPOIKTOAEPMASIbHbIE HAapYyLLUEHUS
(Tuberous Sclerosis), BpoXXaeHHble HapyLleHnst metabonunama,
MUTOXOHApPWanbHble, ULEMUS, NHPEKLNN, TPaBMbI.

= [1noxou NporHo3 — 3agepxka B pa3BuUTumn

" I'IporHo3 nyydue npun ngnonatn4eckmx VIHCbaHTVIJ'IbeIX Cla3mMax l/IHCbaHTl/IJ'IbeIe
Cna3Max, HexXeJin CUMINTOMaTn4YeCKnxX

= JleyeHne — AgpeHokopTUKOTponHbin ropMmoH (AKTI), cteponabl, Cabpun
(vigabatrin) (ocobeHHO npu TS)
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PDOHAO

NMHaHTUNbHbIE cna3Mmbl 823%(3“".,..;
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boHA
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hoHA,

% C-m JleHHOKca-lacTo G0Nk HHbIC

=  Tpunaga HECKONbKUX reHepann3oBaHHbIX TUMOB MPUCTYMNOB, MEXMPUCTYMHbIN Q3
anddy3HO MeasieHHble MUK / BONTHOBbIE KOMMMEKChI, KOTHUTUBHAsA AUCAYHKLMS

= Hayano B AOLKOrMbHbIE roabl

= Y OBYX TPETEN yXKE €CTb HapyLUeHNA Mo3ra (rMnoKCnYeCcKn-nemMmmyeckme
noBpeXxaeHns, NOPOKU PasBUTUSA KOPbI, HENPOIKTOoAepPMalbHble HapyLLUEHUS U
T.4.)

=  OT6 00 7% BCeX PE3UCTEHTHLIX 3anunencun B neanaTpuvyeckoun rnpakTuke
= YacTo HeKOHTponMpyemble
= 23l -15Tuppo 2,5y -nonucnank n NUK / BornHa Ha MeasieHHOM (poHe

=  Medically refractive
KeToreHHaa gueTta, ctTumynauus onyxaatowero Hepea, corpus callostom
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PDOHAO

'C-m ipaBe kGl

= [lposBneHne Ha nepBOM rogy *XM3HU, HopmarnbHOe pa3BuUTue
* 1 reHepann3oBaHHbLIE, N poKanbHbIE CYyO0POrA
= Cypgoporu, Bbl3BaHHbIE TEMMEPATYPOU, MHMPEKUMEN, BaKUMHALMEN, KYNAHNEM

= PasButne pekypeHTHbIX poKanbHbIX Cya0opor, Yactasd cCMeHa CTOPOH
1 Ha 20,000 - 40,000
~80% nmetoT myTtaumto B reHe SCN1A

= 33l — MmynbTU@OKasrbHblie N reHepann3oBaHHbLIE MOSTUMNKA/BOSTHBI.

= JleyeHue -- Banbnpoatbl +/- Knobazam unn CTMpmUNeHTOnN
N3beratb - KapbamasenuH n JlaMmoTpuaKuH

= [lporHo3 HebnaronpuUATHbIN: MPUCTYMNbl HEKOHTPONMMPYEMbI, OCTaHOBKa B
Pa3BUTUS N PErPECC.
CwmepTHOCTb 16 o0 18%, B cBA3K € anunentnyeckum ctatycom, SUDEP,
yTONNEHNEM
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(POHA

C-m [pase Q0naNCHELID

Lo oerc et iy st of 8 Joean<O2 child o De pvmt gprirorw
VoG 2 1l rrourd of gerer ol obhpevave nSuced by photx
Ui dator

FIGURE 3-8
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