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Py6puky Bepet

Bnagumup Uropesn4 XaputoHoB —
3aBefyoLLUmMiA OETCKUM OTAENEeHeEM
TMO «[TCUXUNATPUSA», 1. Knes,
JencTBUTENBHbIN YeH EBponenckon
akagemwum anunentonorum (EUREPA)
n MexayHapofHon accoumaumnm
petckmx HeBponoroB (ICNA)

Afpec Oona KoppecnoHOeHUnu:
vkharytonov69 @ ukr.net

YBaXxaeMble KONneru, B JaHHOM 0630-
pe NpPeACTaBNA BalleMy BHUMAHNIO
MaTepuan Ha BeCbMa aKTyasnbHYy0 TeMmy,
NOCBALLEHHbIA CUHAPOMY JIEHHOKCA —
Facto (CJIIN), anarHoctuka KOToporo B
Halle CTpaHe HaXoOMTCsA Ha A0CTaToY-
HO HW3KOM YpOBHE. CNOXHO CKa3zatb,
KakoBa npu4nHa npobsiem LUarHoCTUKMK,
BEPOSATHO, OAHOI 3 OCHOBHBbIX SIBNAET-
C HW3Ka Y3HaBaeMOCTb CMHAPOMA
KAUHULNUCTaMK. VIMEHHO NoaToMy CTa-
Tbs noktopa B.F.D. Bourgeois «CuHa-
pom JleHHOKca — [acTO: KOHCEHCYC B
anddepeHuUnanbHoOn [NarHoCTUKe»,
onybnuKoBaHHan B XXypHane Epilepsia
(2014; 55 (Suppl 4): 4-9), cpasy xe
NpUBMeKa Moe BHUMAHMe.

CNIC — Tshxenas anunenTU4eckas aH-
Ledpanonarus, npu KOTOPOR 3nunenTun-
(DOPMHbIE M3MEHEHUS BbI3bIBAKT NPO-
FPECCUPYIOLLYI0 ANCHYHKLMIO FONIOBHOO

HoBoe B anunentonornu

MO03ra. [laHHbI CMHAPOM XapakTepu-
3yeTcs nonuMopcHbIMU nNpuUnagKamu
1 HepOonCMXoNOrnyeckum nporpec-
CUpyrLWMUM yxyaueHuem. Konn4ectso
neten, ctpagatowmx G, cocTasnser
5-10% oT geteil ¢ ANMNENTUYECKUMU
npuctynamu. MporHo3 CMHAPOMA OYeHb
NNoXon: 5% nNauMeHTOB yMUPaoT,
80-90% nepexoasaT BO B3POCIbIN BO3-
pacT ¢ HeKOHTPONMPYeMbIMI NpUNaaKa-
Mu. [pakTnyecku Bce 60MbHbIE UMEKOT
KOrHUTWUBHBIE 1 NOBEJEHYECKIe npobine-
Mbl. PUCK CMepTU Yy [aHHbIX NaLMEHTOB
B 14 pas Bbllle, Yem y nofei o6Lei
nonynsauuu. bonblUNHCTBO NieTanbHbIX
C/y4aeB BO3HWUKAIOT BCeACTBUE HEBPO-
noruyecknx npo6nem, W yauie BCero
ANUNENTUYECKMe NpuUnagkn ABAAKTCS
TPUITepom.

PaHee npoBedeHHble UCCNEeL0BaHNA
MOKa3bIBAKT, 4TO ONTUMANbHbIA KOHT-
ponb NPUNAgKoB MOXET CYLLECTBEHHO
CHWXaTb cMepTHOCTb npu CJT. ToyHas v
paHHas guarHoctuka G kpaitHe BaXKHa
Ans 9 EKTUBHOIO NEYEHUs 1 yryyLle-
HWs nporHo3a. OAHako WHOrAa AOCTUYb
9TON LieNN BbIBAET 04EHb THKENO B CBA3MN
C PAAOM NPUYUH: CUHAPOM MOXET BO3-
HWKaTb Kak CnefcTBue [EMCTBUS Hec-
KOMbKUX 3TUONOMMYECKNX (DAKTOPOB W
BapKNabenbHOCTU KMMHUYECKOI KapTUHbI,
TO €CTb U3MEHYMBOCTM NPOABNEHNI NPY-
NajfkoB, a TaKXe 3nunenTuchoPMHbIX
(DEHOMEHOB, KOTOPblE C TEYEHWEM Bpe-
MEHW MOTYT MeHATbCS. Kak 1 B Cnyyae
MHOrMX Apyrux 3abonesanui, CIIT He
06n1afaet 61ON0rMYecKNMn MapKepamu,
a TaKXe WMeeT NOMNITUONOrMYecKoe
npoucxoxaeHne. Bce atu akTopbl
3aTPYAHAOT AMArHOCTUKY JAHHOTO CUH-
apoma. Takum 06pasom, CRoXHas W
BbICOKO BapuabenbHas KhWHUYecKas
kapTuHa CJ1T Tpe6yeT CUCTEMHOro nof-
xoaa K anarHoctuke GJTT.

PaccmMoTpuM KITMHUYECKYID KapTUHY
CIIr. Tak, CUHAPOM WMEeeT JNerkyt
NPeAOMUHAHTHOCTb Y Manbyukos. Knu-
HWYeCKNe NPOSIBNEHNS MaHUECTUPYIOT
B Nepuoa Mexay 3 1 5 rofamu XXusHu,
O[HAKO Hayano MOXeT BapbMpOBAaTb,
Hanpumep, paHblUe WK NO3XKe YKa3aH-
HOTO BO3pacTa W [Aa¥e Y B3POCHbIX.

MHorpa C/IT MoXeT BO3HWUKaTb BCNE-
CTBME TpaHcdopMaunu W3 cuHapoma
Becta. B cumnTomaTuMyeckux cnyyasx
CJ1I pa3BuBaeTcs Kak pesynbTar nopa-
)KEHUS FONIOBHOMO MO3ra B nNpenepuHa-
TasnbHbIA NEpUof, a TakXe BCNeacTBne
UHGeKUMA, Manbgopmauyuin n ony-
xoneir. OgHaKo nNpuU6AU3UTENIBHO Y
25-33% nauueHToB 3TUONOTUYECKNIA
(hakTop He BLIABAAKOT, Npepnonaras
B HEKOTOPbLIX Cly4yasx reHeTU4eckoe
NPOMCX0XAEHNE.

Kpome TOro, cneayet 0TMETUTb, HTO
Knaccu4yeckue CUMNTOMbI NPOABNEHMS
G/l cocTanatT Tpuagy: nonmmopd-
Hble npunagku, cneuyuduyeckue -
M3MEHEHNS U KOFHWTMBHbIE Hapylle-
Hus. Bo3pacT Havyana, HopManbHas unu
naTonormyeckas Heiposuayannsaums
W NPUYNHHBIE PAKTOPbI, Kak NpaBuno,
HE 0COBEHHO BAXKHb!.

OcTtaHaBnuBascb Ha BUAAX npunaj-
KOB, Bourgeois oTMe4aeT, 410 TOHUYe-
CKWe NPUCTYNbl BO BPEMS CHA MHOrue
KNMMHULNACTBI CYMTAKOT OCHOBOM pAns
AnarHosa. Ha camom e fene y nauu-
EHTOB C AaHHbIM CMHOPOMOM Habnoaa-
t0TCS TOHUYECKUE, aTOHWUYECKNe, MUO-
KNOHUYECKME NPUNAZKM W aTUNUYHbIE
a6caHcbl. HeKOHBYNbCMBHBIN 3nuenTu-
YEeCKWiA cTaTtyc, ANALWNIACA OT HECKOMb-
KNX [OHEA [0 HEeCKONbKMX Hepenb,
OTMEYaeTC Yy MOMOBMHbI OONbHBbIX.
HekoTopble aBTOPbI MPUAEPXKMBAKTCS
MHEHUs, 4TO ANA OUArHOCTUKW CUHA-
poMa [0JKHbI MPWUCYTCTBOBATHL aTu-
MUYHble abCaHCbl, APYruMe CYUTAIOT
OCHOBHbIMU TOHWUYECKNE NPUNaaKu.

Kak npasuno, CJII HaymHaetcs ¢
BHE3AMHOr0 TOHMYECKOr0 MW aTOHU-
4eCKOro npunagka B BuAe NafeHui,
TaK HasblBaeMblx Apon-aTak. Kak mu-
HUMYM, MONOBWHA mauueHtoB ¢ CJIT
UMET JaHHblA Bua cygopor. 06bl4HO
nepef atakol HabMOAAeTC OLMHOM-
HbIl MWOKNTOHMYECKUA npucTyn, 3a
KOTOPbIM CReaylT TOHUYECKOe COKpa-
LLEHNe aKchanbHOW MycKynatypbl Unu
aKcmanbHas aTOHWSA, TaKXXe BO3MOXHa
nx KomobuHaums. CneactBuem 3TOro
IBNSAETCA BHE3aNHOe NafeHne u UHOr-
na Tpasma. [lpyrue Buapl npunagkos
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npu CJITT cneaytoune: dhokanbHble, re-
Hepann3oBaHHble TOHUKO-KNOHWUYECKNE,
OLHOCTOPOHHIE KIOHWYECKME C nocTe-
NEHHbIM NEPEXOOM C OJHOW CTOPOHbI
Ha Jpyryo.

Ha anekTtpoanuedanorpadgum (393r)
NauNeHTOB C AAHHBIM CUHLPOMOM 06blY-
HO MOXHO YBWU[ETb MeJJIeHHbIe Chaik-
BOJIHOBbIE KOMMMEKChbl C 4acTOTON Me-
Hee 3 T, KoTOpble HabnwpaawTcs BO
Bpems 60pCTBOBAHUS. ANMNenTUOPM-
Hble KOMMMEKCbl COCTOAT M3 cnamka
(BnutenbHocTb MeHee 70 mc) nmbo
ocTtpoit BonHbl (70-200 mc), 3a KOTOpOK
cnefyeT rny6okas no3uTUBHASA M BCrEL, 3a
Heln — HeratmeHas BosiHa (350-400 mc).
Benbiwkm anunentndOpMHOiA aKTUBHOC-
TV MOTYT YMEHbLIATLCA 1 YBENMYNBATb-
cs 6e3 0Y4EBMIHOr0 Hayana W KOHLA.
MepieHHble KOMMNEKChI CNaiiK — BOSTHA
4acTO HabnofalTcs BO BpemMs npunag-
KOB, @ B UHTEPUKTANbHBIA NEPUOS MOTYT
NpOTeKaTb 663 KAKNX-TNBO KITMHNYECKMX
NpPOSIBIIEHUIA.

Momumo atoro, npu CJII oTmMevatoTcs
obicTpble putMbl (10-20 W), B OCHOB-
Hom B nepuog NREM cHa. lMpucytcTeune
Takux PpUTMOB ABNSAETCA 0643aTeNbHbIM
Ong QUArHOCTUKM [AHHOr0 CUHLPOMA.
Mapokcu3manbHble ObICTPbIE PUTMbI
yaue Habnwopatotes npu G B cpasHe-
HUM C BTOPUYHOW OuUnatepanbHON CUH-
XpoHuzaunen (79 vs 15%). 33r-nar-
TEPHbI MOTYT MEHATbCA C TEYEHUEM
BPEMEHW B BMAE NOABNEHWUS (PoKamb-
HOI1 3NUNENTUEOPMHON, AncdY3HOI U
(poKanbHON MefIeHHON aKTUBHOCTH.

KOTHMTUBHbIE HApYLLIEHUA 4ACTO COYe-
TalOTCA C MOBEJEHYECKUMU, SBNSIOTCS
CNeacTBMEM BRMAHWSA 3HUeanonatum,
a TaKXe He06X0AUMbIM KpUTEPUEM AKa-
rHocTukn GIT. Tak, 10-20% 60nbHbIX
He VUMEKT KOTHUTUBHbIX PACCTPONCTB,
OLHAKO Y HUX OTMEYalT 3aMefneHue
MbICAIUTENbHBLIX NPOLECCOB. AGCOMIOTHOE
O0NbLUNHCTBO NALIMEHTOB CTPAJAOT KOr-
HUTWBHBLIMU HAPYLUEHUAMU C MPOrpec-
CUBHBIM YXYALUEHNEM [aHHOW (DYHKLMN
C TEYEHWUEM BPEMEHMN.

MpoBefeHHbIe UCMbITAHWA BbISBUN
yeTbipe (PaKToOpa PUCKA KOrHUTUBHbIX
HapYLUEHWUIA: HEKOHBY/bCUBHbIA 3nunen-
TU4ECKUIA CTaTyC, TpaHcdopmauui us
cuHgpoma BecTa, cumnTomaTuyeckoe
NPOUCXOXKAEHNE 3MUMENCUM U PaHHee

Ha4ano 3abonesaHns. HeKOHBYITbCUBHbIN
3NUNENTUYECKNA cTaTyc, N0 BUAUMOCTH,
ABNSAETCA Hambosee BaXXHbIM (DAKTOPOM.
B xofe mccnefoBaHwii y TpeTU naumeH-
TOB WHTENNEKT 6bll HOpPManbHbIM [0
NOABMEHUS NPUNAAKoB. Takne noBefeH-
YeCKME HapYLIEHMs, KaK runepakTus-
HOCTb, arpeccus u ayTuam Habnioaanuch
y MONOBUHbI 60NbHbIX. CnefyeTr oTMme-
TUTb, YTO NOAOG6HbIE HApPYLLEHUS Hanbo-
nee xapakTepHbl AN paHHero Hadyana
3a60neBaHus.

BaHO Takxe nogyepkHyTb, 4to GJIT
Heob6xo4umMo AuddepeHumposars 0T
Apyrux hopm anunencun, Ho He Bcerda
970 ObIBAET NErko. Tak, He BCE NALMEHTHI
JEMOHCTPUPYIOT KNacCUYeckylo Tpuamy,
0C00EHHO BHavane. HecmMoTps Ha 4eTKo
0YEpYEHHbIE KNUHMYecKne aaHHble GIT,
CYLLIECTBYET 3HA4YNUTEeNIbHOE COBMajeHue
cumntomoB npu GIT n apyrux anunen-
TUYHECKNX 3HUedanonaTuax paHHero Ha-
yana. Hanpumep, Apon-atakm — npu-
nagku, 4acto Haénwogaemble npu CIIT,
TaKXXe BCTPEYAlTCA W Npu  Apyrux
ANUNENTUYECKMX CUHAPOMAX, TaKUX KaK
(hokanbHble 3NUAENcUM C BTOPUYHON
GunarepanbHON CUHXPOHM3AL e, MUO-
KNOHMYeCKKU-acTaTuyeckas anunencus
(cunpmpom [yse), cungpom [pase, CUHL-
pom Becta u atunuyHas 006pOKAYecT-
BEHHas anunencus [eTcTea. Takum
06pa3om, Ha MpakTuKe CyLLecTBYeT Of-
pefiefleHHas TeHAEHUMS HenpasuiibHO
AanarHoctuposatb CJIT B cnyyasx, rge
€CTb HECKONbKO BWAOB MNPMCTYNOB.
CornacHo pesynbTaTtam NpOBEAEHHOr0
ucenenosanus, u3 103 naunentos ¢ G
HenpasW/bHbIA AnWarHo3 nocrasunn 29.
CnepnoBaTenbHO, KpaiiHe BaXKHO And-
bepeHunpoBatb 3TOT CUHAPOM OT
LNpYrux 3nunencuint, nNockoNbky 3T0
3HAYUTENbHO BJINAET HA MNPOrHO3 K
NpaBuNbHOE JIeYeHme.

HOnarHo3 CJTT gomkeH 6a3mposatbes
Ha [1eTanbHO COBpaHHOM aHamHe3e, 33l
CHa 1 60APCTBOBAHNA C Nonurpaduye-
CKOM 3anucblo, a TakKXe MarHuTHO-
pe3oHaHcHon Tomorpadmn (MPT) ro-
NOBHOr0 MO03ra, NMOCKONbKY [IBE TPETK
NaLMeHTOB [EMOHCTPUPYIOT NaTonoru-
Yeckune hoKanbHbIE M3MEHEHNS.

B woHe 2012 r. rpynna akcnepTos
cobpanacb Ans TOro, 4Tobbl paspabo-
TaTb NOAXO0Abl K AndhdepeHumanbHomy

auartosy CJIT, a Takxe onpeaenuTb BO3-
MOXHble 3Tuonornyeckue axropel. Mo
UX MHeHuto, ans anarHoctikn CIT Heo6-
X0[UMO: BbINOAHUTL I3 cHa u 6oap-
CTBOBaHWA, hM3NKanbHoe 06Cnea0BaHNe
(BbISIBNEHWE HEBPONOrNYecKoro gedu-
LNTA, KOXKHbIX M3MEHEHNI, honbpom, cep-
[Ee4HbIX LUYMOB), 0hTanbMOIOrn4eckoe
NCccNeaoBaHue (BbIBNEHWE M3MEHEHNI
CeTYaTKM, HApYLUEHUI 3peHns), cobpatb
aHamHe3 3a00/1eBaHNS 1 COLMANbHbIN
aHamue3, nposect MPT ronoBHoro
Mo3ra. HekoTopble cheuuanucTbl Hac-
TamBalOT Ha BbinonHeHun JAl-Buaeo-
MOHUTOPUHFA C MUOTpacPuyecKumm
9NeKTpOfaMu, a TaKXe reHeTUYecKoro/
XPOMOCOMHOI0 uccnegoBaHus. Ecnn
nocne npoBefeHHbIX WCMbITAHWA 3TNO-
Norms He YCTaHABNMBAETCH, 9KCMEpPTbl
pekomeHaytoT AanbHeiiune OHK-uccne-
[0BaHMs, B MEPBYID 04epeab, CPaBHU-
TeNbHYI0 FEHOMHYI0 rMépuansaunto ans
noucka u3meHeHnin B reHe SLC2A1
(medhekT TpaHcnopta rntoko3bl), CLN2
(no3aHWIA MNafieHYecKnil HeilpoHabHBbIIA
Lepong-nunodycuuHos) n TSC1,2 (ty6e-
PO3HBIA CKNEpO3). 3a4acTyl0 3TW TECTb
HAa3HAYaloT, eCNK COCTOSHME MNallMeHTa
NPOrPeCCMBHO yXyALlaeTcs. Bo MHornx
NCCNeaoBaTenbCKIUX LIGHTPax pa3paboTaH
CBOV NOAX0[ K ANArHOCTUKe. TaK, FreHeTu-
Yeckme MCMbITaH!s U BbIIBIEHNE METab0-
NINYECKUX HapYLLEHWIA, a TaKxe oddTaslb-
MOJIOr4eCKOe (PETUHANbHbIE FaMapTOMb!
npu Ty6epo3HOM CKepo3e, noTeps 3pe-
HUS Npu nUNodyCLUMHO3e) U Kapamono-
rnyeckoe o6crnefoBaHue (pabaoMMOMbI
npu Ty6epoO3HOM CK/epo3e) pekoMeHzo-
BaHbl OONbLUNHCTBOM CMELMANNCTOB.

B 3aknioyeHne aBTOpP OTMEYaeT, u4To
NOMUMO CNOXHOCTEA MpK MPOBEAEHUN
anddepeHumanbHOro anarHosa u neve-
HWS CYLLECTBYIOT [IOMONHMTENbHbIE Bapbe-
pbl. YacTo poauTeni He XOTAT NPUHUMATb
OMarHo3 M3-3a HEraTMBHOr0 MNpOrHo3a.
Kpome TOro, 60/bLWUHCTBO AETCKUX HEB-
ponoros peako Bctpeyvatotes ¢ GIT, He
BCerga 0CBeJOMIEHbl O BCEX KPUTEPUsX
ero AMarHoCTUKKM W MO3TOMY 4acTo npu
NOCTaHOBKE AMArHo3a OLUMOOYHO AMarHo-
CTUPYIOT CMELLaHHOE Cy[A0pOXHOe pacc-
TPOWCTBO. B A0ONOMHEHNe, HeOCTATOHbIN
OOCTYN K CreLuannucTam u Bonpock! cTpa-
XO0BOWM MeauUMHbl [06aBNAT Npobnem
K AMarHOCTUKe JAHHOrO COCTOSHUA.
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