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CKux pa6otHukos B Poccum. Bee npasa co-
XpaHeHbl. H1 0fHa 4acTb fanHoi ny6nmka-
LMK He MOXET ObiTb BOCNPOM3BEAEHA, CO-
XpaHeHa B NOVCKOBOV cicTeMe UK nepepa-
Ha mo6biM cnocobom B mo6oin dopme
(aNeKTPOHHBIM, MeXaHU4eckum, nyTem Ko-
MUPOBAHUS, 3aNUCh UAM MHbIM cnoco6om)
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3BaHWI1 M TOPrOBbIX MapoK B JaHHOM M3[aHMH
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W [03UpOBaHNe npenapaTtos, WHOpPMaLMs
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NN60 OTBETCTBEHHOCTM NO BO3HMKAOLLUM
BCNEACTBME ITOr0 3asiBNEHMAM 06 yuiep6e
WAN Jpyrum nocneacteuam. loxanyicra,
nHpopmupyiite 000 «UPBIC» 1 pepakumio
W3aHNA 0 N0GBIX OLLNOKaX.

MpuBoAswmecs B  ONy6ANKOBAHHBIX
B JAHHOM U3JaHNN CTaTbAX CYXAEHUS Npy-
HaJinexar aBTopam cTaTeil i Heo6s3aTens-
HO 0TPaXalT MHeHWe n3partens.
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Loporue konneru!

Bo BTOpOM HOMepe XXypHana «3nunencusa u napok-
CM3MalbHble COCTOSAHUA» MPEACcTaBnsemM BallemMy BHU-
MaHUI0 maTepuanbl Hay4yHO-NpakTM4ecKo KOH(epeH-
UMM C MeXLYHapoLHbIM y4acTuem «Hesponorusa anu-
HOI B XMN3Hb>» (19 AHBaps 2016 r., MockBa), npuypoyeH-
Ho K 90-neTuio cTapeiiwero Hesposiora Poccum,
yneHa-koppecnoHgeHTa PAH, 3acnyxeHHoro gesTens
Hayku P®, npodeccopa Bnaanmupa Anekceesnya Kap-
noea.

C goknagamu BbICTYNUNKM Beayline OTe4eCTBEHHbIE
y4eHble B 06/1aCTU HENPOHAYK U FTOCTU U3 CTPaH BNMX-
Hero 3apy6exbs.

Bnagumup AnekceeBnd B cBOeM 61eCTsALLEM CO0OLLE-
HUM «KnuHu4eckas HeBPONoOrns u (YHKLUMOHaNbHas
OopraHn3aumsa HepBHOW CUCTeMbl» NPeACTaBUN AaHHbIE,
MMeloLLe BaXKHOE 3HaYeHne A1 NOHUMaHUA opraHnsa-
UMM LOBUraTenbHOM CMCTEMbI 4esioBeka, (DOPMUPYHO-
lieica Ha OCHOBe 6a3MCHOr0 MOTOPHOro nmaTTepHa —
cTtabunusaumm Tena noj BAMAHWEM BeKTopa rpaButaum-
OHHOro nond. OTMeTu, 470 NPM OJHOM U TOM Xe npe-
(OPOHTANIbHOM Q4are KOHEYHbIA pe3ynbTaT — TUN
npunagka u dgopma anunencum — 3aBUCUT OT Tuna
anunenTuyeckoii cuctemsl. Oceellas npo6aemy HeBpo-
naTu4eckom 60/ HA MOLESIN HeBpanruu TPOMHNUYHOIO
HepBa, OH NoKasan, kKak Ha YOHe MOLLHOI0 HOLMLEeNTUB-
HOro NoToKa ¢ nepudepun opMuUpyeTcs natonorunye-
CKas «anroreHHas cucrtema» napokCcU3ManbHOro tuna
C BO3MOXXHOCTbIO WCMONb30BaHUA LJi1A naTtoreHeTnye-
CKOW Tepanum He aHaNbreTUKOB, a MPOTUBOCYA0POXHbIX
npenaparos.

EBreHun lBaHoBu4 [yceB OTMETUN HEOLIEHUMbIA
Bknag B.A. KapnoBa B HEOTJIOXKHYI HEBPOSIOrut0. HMKo-
nain Hukonaesmy SXHO nofg4epkHyn ponb Bnagumwupa
Anekceesuya B pas3BuTuM MOCKOBCKOW HeBpOSOruye-
CKOW wWwKonbl. BoicTynnenne Anekcanapa Hukonaesumya
KoHoBanosa 6b1510 NOCBALLEHO COBPEMEHHbIM acnekTam
OYHKLMOHANBHOW HENPOXUPYPrUN TUTNIEPKMHES30B, 60K
1 anunencuu.

B Homepe npeAcTaBsieHbl TakXXe MaTepuanbl: 06 NCTO-
puu co3gaHusa Poccuinckon MnpoTMBO3NUIIENTUHECKON
nuru; 0 Bnagumupe AnekceeBuye 1 ero Hay4How LIKONE;
0 COBPEMEHHOM 3Tane pas3suMTUA OeTCKOWA anunenTono-
rMn: SOCTMXKEHUSIX B 0611aCTU QUArHOCTUKW, KIUHUYe-
CKOM cucTemaTmky, MeTodax KOHCepBaTUBHOIO U XM-
pypru4eckoro nedveHuns n 6onoliom Bknage B. A. Kapno-
Ba B 3Ty npo6nemy; o B.A. KapnoBe 1 OCHOBHbIX BeXax
pas3suTuA anunenTofioruu B Poccun.

AKTyanbHbl UCCNef0BaHNA, NOCBSALLEHHbIE BO3MOX-
HOCTAM (hbapmMakoreHeTU4ecKoro TECTUPOBAHUA B Nep-
COHanM3aumm Tepanumn aHTUKOHBYJIbCAHTAMMU, AHTUMNCK-
X0TMKaMW, aHTUenpeccaHTamu n cnocobam MHTepnpe-
Tauum nepcoHasbHbIX FEHETUHECKUX AAHHbIX B KOHTEK-
cTe (papmakonornyecko Tepanuu, MO3BOMAIOLNM
MHOWBUAYANN3NPOBATD MeAUKAMEHTO3HYI Tepanuio.
B Apyroi cTaTbe npeAcTaBieHbl BO3MOXHbIe NyTK NaTo-
reHeTNYeCcKOro JievyeHus anunencuu npu Ty6epo3HOM
CKIepo3se.

VIHTepecHbl LaHHble O KIIMHWKO-FEHEeTUYECKOW rete-
POreHHOCTN HOHOLLECKOW MUOKNOHNYECKON 3MUJIencuu,
KOoTOpas 06bI4HO pa3BMBAETCHA Y NOAPOCTKOB, W Mpu
3TOM Y MONOBMHbI NALNEHTOB MUMEKTCA POACTBEHHUKMN,
cTpafaroLme anusiencuein. ABTOPbI OTMEHAKT, YTO reHe-
TM4Yeckas OCHOBA HOHOLUIECKOW MWOKIOHUYECKOW 3Mnu-
nencun SIBASETCA CMOXHOW, U BMNOJSIHE BO3MOXHO, 4TO
3a MexaHu3Mm HacnegoBaHWs CUHAPOMA OTBETCTBEHHbI
HECKOJbKO pPa3fiMyHbIX reHOB.

YBaxaemble 4utatenu! [leyatHas Bepcusi >XypHana
«3nunencus 1 napokCM3ManbHble COCTOSHWUS» pacnpo-
CTpaHseTca no Bcen Tepputopum Poccuiickon ®egepaumm
n nogaepxusaetcs lHTepHeT-canTom www.epilepsia.su
C nosIHoTeKCcTOBbIMM maTtepuanamu B HTML- u PDF-
hopmartax B cBO604HOM A0OCTYMe.

C Hanny4wmnmu noxenaHnsamu,

npoceccop IH. ABaksH,

LOKTOP MeAMLMNHCKUX HayK,

3acny>XeHHbI geaTenb Hayku Poccuiickon ®eaepaunu,
npeacenartens Poccuinckom

MpotuBoanunenTuyeckom Jinru.
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IIpOopHIB B MEAUITHHE: PACTBOPHUMBIC HMILIAHTHI /I ONI€PAIUH HA MO3T'e

YyeHble 13 [leHcunbBaHCKOro yHuBepcuTeTa (CLUA)
paspaboTanu pacTBOpPUMble UMMNNAHTLI ANS NPOBeAeHMS
onepawmi Ha Mo3re 6e3 HAaHECEHUS NOBPEXAEHUN TKAHAM.

9NeKTPOHUKA U3roTOBJIEHA N3 HECKONMbKUX CII0EB Ke-
pamuku n monnbaeHa u NO3BONSET M3MEPATL NOKasaTe-
nn opraHusma. Yepes onpefeneHHoe Bpems, KOTOpoe
3aBUCUT OT TOJILLMHbI YCTPOWCTBA, 3/IEKTPOHMKA PacTBO-
psetcs.

IMNNaHTbl 6bINM YCNELWHO NPOTECTUPOBAHBI HA KPbl-
cax. Y4yeHble CMOrnu 3anucaTb C MX MOMOLLbIO MO3rOBble
BOJIHbI )KWBOTHbIX, HAaxOAMBLUUXCA MNOJL aHecTe3ue,
a TakXxe 3aMKCUpPOBATb 3NEKTPUYECKME KoNiebaHus
MeXAY HeMpOoHaMu.

Mpodeccop HeBponoruu bpanax JInTT, oANH U3 aBTO-
POB TEXHOJIOTUM, YTBEPXKAAET, 4TO PACTBOPUMAS CUITNKO-
HOBasi 3NEKTPOHMKA NO3BOMAET UMMNIAHTUPOBATL B MO3T

boip B clIHHE MOKHO K)UII{IN)Birrb
H 0e3 METHKAMEHTOB

B Texace (CLUA) npenctaBfieHo HOBOe 6ecnpoBof-
HOe YCTPOWCTBO, KOTOPOE CNOCOOHO U36aBUTh MHO-
rux Naen ot CUNbHbIX 605e B 061aCTU CNUHbI 6e3
NPUMEHEHUS MeANKAMEHTOB. YCTPOWCTBO BO3[eN-
CTBYET Ha MO3rI, a TOYHEE — Ha ero BEHTPaNibHY 06-
NacTb NOKPbIWKK (0AHA U3 TNYOUHHBIX CTPYKTYP, Ha-
XogAwmxca B cpefHem mo3re). Kak yTteepxparwT
Y4eHble, YCTPOWCTBO B LIEJIOM NOMOraeT NePEHOCUTh
60/b, HO Hanbosee 3P MPEKTUBHO NMPU 6ONAX B CMUHE.
Kpome cTumynauum mo3ra U OCYLLECTBNEHUS Mepe-
KJH04eHNa 60MEeBbIX CMrHAaNoOB, yCTPOWCTBO CNOCO6-
CTBYET 06pa3oBaHuNi0 AohamMmHa, 410 TaK>XXe nomMora-
eT 06/1er4ynTb 60neBble 3P PEKTbLI. Y4eHble CUYMTALOT,
4YTO UX N30OPETEHME MOMOXKET MHOIMM NOAAM M36a-
BUTbCA OT 3MOLIMOHANBHOIO ANCTPECcCa NPU XPOHUYe-
CKnx 6onax.

Mo matepnanam 7mednews.ru

COBPEMEHHbIe CUCTEMbI HabMOAEHNS 32 COCTOSHUEM Op-
raHa. llpn aTom pucKnM HU3KUE, AUCKOMMPOPT MUHUMATb-
HbIA, K TOMY >Xe N3BJieKaTb 3IEKTPOHUKY He noTpebyeTcs.

VimnnaHTbl NO3BONSOT (OMKCMPOBATL NapamMeTpbl, KOTO-
pble MOMOratT B ANArHOCTUKE W NeYeHun anunencum, 60-
ne3Hu lNapkKnHcoHa, aenpeccun, paccTpoicTB nepudepun-
4eCKOW HEPBHOW CUCTEMbI, XPOHMYECKNX 60nein. Kpome To-
r0, OHU UMEHT UCKNIOYUTENbHOE 3HAYEHIE MPU NOArOTOBKE
MauMeHTOB K onepaLnsm Ha Mo3re.

[lo cnoBam pa3paboT4MKOB, MNOA06GHbIE WMMAAHTSI
MOXXHO YCTAaHOBWUTb U B CEPAEYHO-COCYANCTYHD CUCTEMY,
KOCTW, MblLLLbl. 3TO YNYYLIMT KA4€CTBO NOCE0NepaLUnoH-
HOro HabNOAEHNS M MO3BOSINT 0TKA3aTbCSA OT HEeMPaKTNY-
HbIX, JOPOrMX N ONACHbIX TEXHONOrUIA, K NpUMepy, paguno-
nioruu.

Mo matepnanam Nature Materials

XPOHHYECKYIO O0Ib OYAYT IEIHTH
CBETOM

KaHafackue wccnepoBatenn wn3 YHuBepcuTeTa
Maklnna (KaHaga) npeanioXunm HOBYIO TEXHO0-
ru0 ONs ne4YeHns XpoHnyeckoi 6onu. OHKM npegna-
rat0T 0TKa3aTbCsA OT ONNOUAHbIX AHANbIeTUKOB, Bbl-
3bIBAOLLMX NPUBbIKAHME, N BOCMOJIb30BAaTbCSA ONTO-
reHeTUKOoMN.

OnToreHeTu4yeckue TeXHONOrMK nNpeanonarawT
BO3/[1eICTBME HAa HENPOHbI C MOMOLLbIO CBETA —
3T0 NPUBOAUT K «BbIK/THOYEHNIO» HEPBHbIX KNETOK
N MCYE3HOBEHUID 60J1EBbIX OLLYLLEeHWiA. [Togo6Has
METOAMNKA HE Bbl3bIBAET 3aBUCUMOCTb U MOXET
MCNOMb30BaThCs B TEHEHWE ANUTENbHOIO BpEME-
HU. Cneumnanuct no HerpoHaykam ®ununn Cerye-
na 0ObSACHAET, 4TO Takasd Tepanus Haunyywwum
06pa3om NOAXOAMT ANA NALUNEHTOB, CTpadaLLmnX
XPOHUYECKMMU BONsSMU.

Mo matepnanam Medportal.ru

Yuensie HanLIH 3(PPEKTHBHBINA CIIOCOO 6OPHOBI C IITHOOIACTOMOM

Y4eHble 06HAPY>XXUNN HOBbINA CNO-
co6 60pbObI C pakoM TOJIOBHOMO
M03ra, B YaCTHOCTW, C arpecCUBHON
pakoBOW OMyX0Jblo — rnno6sacTo-

Huem Emx2,

OCHOBHbIM 3/IEMEHTOM fevyeHus
CTaHeT reH, W3BECTHbIA NoA Has3Ba-
KOTOPbIN
3a nojassieHne pocTa 0LHOT0 U3 TU-

BUpPOBATb reH Emx2, MOXHO
J06UTBCSA YHWUYTOXEHMA rnuobna-
CTOMBbI.

Y4eHble YBEpeHbl, 4YTO [AaHHbINA

oTBe4aeT

mon. GCneumanuctbl u3 MexayHa-
POAHOW LUKOMbI NPOABUHYTLIX WUC-
CrnefoBaHNIA 3assBUNN, YTO B NEYEHUN
OMyX0NN TONOBHOMO MO3ra MOXHO
MCNONb30BaTh FEHHYO TEPanuio.

MOB rMUaNbHbIX KNETOK — acTpoLu-
TOB — BO BPEMS UX 3MOPUOHANBHO-
ro pas3BuTmS.

dKCNepUMeHTallbHbIM nyTem
yananocb AoKasatb, YTO eCNN aKTU-

cnoco6 6yaet AOCTAaTOYHO adhdek-
TUBHbIM, [aXe eciim pakoBas Ony-
X0J1b NPOSBAAET YCTOWYUBOCTD K Ne-
KapCTBEHHbIM Npenapartam.

Mo matepnanam Oncotarget



HoBoctn

B BC.TII/IKO6pI/ITaHI/II/I pO6OT IIOMOTI ITIOTHOCTBIO H3JICYHUTD ITIOAPOCTKA OT SITHICIICHH

Mogpoctok M3 BenukobpuTtaHuum,
15-neTHuin bunnn Yutakep, ctan nep-
BbIM 4€/T0BEKOM, KOTOPbIA BbleYM-
Cs OT aNunencun Npu NomoLm pobo-

Ta, paboTalOLIEro Mo NPUHLMNY
«CMYTHUKOBOW HaBUraLun» BHYTPW
mo3ra.

B TeyeHne cemm neT Manb4uk
CTpajan oT NPUCTYNoB 3a60SIeBaHUS.
06bI4HbIM METOA0M HEWpPOXUpYpru-
4eCcKOro BMeLlaTenbCTBa He yaanocb
yAanuTb TOT y4aCTOK MO3ra, KOTOpbI
BbI3blBaN 9NWNENTUYECKMEe npunag-
Kn. Henpoxupypru KoponeBckon
60/1IbHMLbI BpncTONA NPUMEHMNN CO-

CaxapHsIi 1uader 1-ro Tuma
YBEJIHYHBAET PUCK IHJICIICHH

[lo paHHbIM y4YeHbIX M3 KuTaickoro
MEANLMHCKOrO  YHMBEpPCUTETa, Noaun
C caxapHbim guabetom 1-ro Tuna B 2,84
pasa 60nblUe NOABEPXKEHbI PUCKY Pa3BU-
TUS 3NUINENCUN B TEYEHMNE XU3HU. B uc-
cnenoBaHUM yqacTeoBanu 2568 naumeH-
TOB C Anabetom 1-ro tuna. B KOHTpONb-
HYH rpynny BOLINW 340p0OBble A06pO-
BOJIbLbl.

Kaxxgomy 60nbHOMY no nony, Bo3pa-
CTY U MeCTy NMPOXMBaAHWUA COOTBETCTBO-
Bann 10 y4YacTHWKOB M3 KOHTPOJIbHOM
rpynnel. [1ns n3y4yenns BnuaHus guabera
1-ro TMna Ha BepOATHOCTb 3nuiencuun
y4€Hble WCMONb30BaNN KOMMbITEPHOE
modenupoBaHue. lMccnegoBaHme mnoka-
3a10: CBA3b MeXAy AMabeTom u anusnen-
cuen 6bina 06YCNOBAEHA WMMYHHbIMU
HApYLIEHNAMW, NOPAXKEHUAMMN TFONOBHO-
ro mo3ara, reHeTu4eckumu caktopamu
1 MeTaboNMYeCKUMMN HAPYLLEHNAMUN.

Kpome T0oro, n36bITOK rNHOKO3bl B KPO-
BU (runeprnvkemus) u euumnT rioKo-
3bl B KPOBU (TMMOrNMMKEMMUS) CMOCOGHbI
Hapywartb 6anaHc Mexzay TOPMOXXEHUEM
1 BO36YXEHMEM HENPOHHbIX CeTen. 3T
MOXXET CTaTb MPUYNHOA POKAJIbHBIX MO-
TOPHbIX npuctynoB. Cam no cebe mMono-
[0 BO3PaCT TaKxXe Obl1 CBA3aH C MOBbI-
LUEHHbIM PUCKOM 3NUIIENCcUn.

Mo matepnanam The Times of India

BpeMeHHOro po6ota (Neuromates
Robot) ana Toro, 4T06blI MOMECTUTH
3NeKTPoAbl BHYTpb Mo3ra bunnu. Po-
60T cToMmMOCTbIO 350 ThiCAY €BPO AB-
N1I9eTCA NPaKTUYeCKN NOSHbIM aHasno-
roM  YCTPOWCTB,  MCMONb3YEMbIX
Ha aBTOMOOMWbHbIX 3aBOAAX.

[Mpn nomowm ycTponcTea cneuna-
JINCTbl ONpejenunun 3nuueHTp anu-
NenTUYeCKNUX aTak, a mocne npu no-
MOLLM  cneumnanbHbiX 3J1eKTPOAOB
CMOrI 06HAPYXUTb 11 BNOCNEACTBUAN
yAanuTb KPOLLIEYHbIN Yy4aCTOK MO3ro-
BOW TKaHW, Bbl3blBABLUMIA NpUNagKu.
C MOMeHTa onepauuu npoLwno [Be

Heoenu W MnoApoCTOK He WucnbiTan
HU OLHOTO ANUNENTUYECKOro NPUCTY-
na. Meankn yBepeHbl, 4TO MALMEHT
MOMHOCTBLI U3Ne4ynnca OoT 3anunen-
CWUW, OHAKO BPEMS MOKaXET, KaKomn
abpekT gana onepauns — BPEMEH-
HbIA NN NOCTOSAHHbIN.

CneunanucTbl yBepeHbl, 4TO AaH-
Has TexXHONorus JsedvyeHUs anunen-
cun — TexHonormsa 6yayuwero. OHa
6e3o0macHa, NO3BONAET TOYHO Onpe-
JenaTb NOPa)KeHHbIe y4acTKW U OT-
MEeHSeT Heo6X0aAMMOCTb TpenaHauum
yepena.

Mo matepuanam Medicinform.net

7KenTHIN CBET IIPOTHB JMMHJICIICHH

OKCNEePUMEHT HA MYTAHTHOMN IMHUN MYLLKN AP030dMbl NOKa-
3as, YT0 BO3JENCTBME XKENTOro cBeTa Ha aM6PUOH NpeJoTBpaLLa-
eT anunencuio B byayllem. XoTa npouenypa npuMeHAsach ToJ1bKo
Ha MyLUKax, ecTb J0OCTaTO4YHO BECKME OCHOBAHMA nonaratb, 4TO
OHa CMOXXeT OCTAaHOBMTbL 60JEe3Hb, ECIIN NeYeHne HavaTb AOCTa-
TOYHO paHo. [1e10 B TOM, 4TO CTpajarolune OT 3NMAENcumn nan
ABNATCA HOCMTENAMU MYTAHTHOrO reHa, akTueauus KOTOPOro
3anycKaeTt anunenToreHHbIn NpoLecc, KOTOPbIA, B CBOK 04epeab,
N3MeHSAET HOPManbHY0 paboTy mMo3ra. JleyeHue BO Bpems 3TOro
npouecca, A0 NOSBNEHMS CYAOPOXHbIX NPUCTYNOB, MOXeT npe-
LOoTBpaTuUTL 60nesHb. Ecnu ncnonb3oBaTb BO3LENCTBUE CBETA
Ha am6punoH, B 80-90% cny4aeB NOSIBNEHME NPUCTYNOB MOXXHO

6yneT NnpeaoTBPaTUTh.

Mo marepnanam Medicalxpress.com

OmoOpEeH HOBBIH Mpenapar IJjIs TeICHHU A

SIMNJICIICHH

YnpaBneHne N0 KOHTPOSO 3a MPOAYKTAMM MUTAHMA W NeKap-
cTBeHHbIMM cpepcTBamu (FDA) 04o6puno K NPUMEHEHNIO HOBbIN
npenapar gna nevyeHusa anunencun. bpuemakt (6pmBapaueTam)
peKOMEeHA0BaH B Ka4eCTBE AOMOMHUTENLHOMO Npenapara npu ne-
YeHUW napunanbHbIX NPUCTYNOB 3NUIENCUN Y NALMEHTOB CTapLue

16 ner.

Mpenapat pa3pa6oTaH apmaueBTu4eckon komnaHuein UGB
(benbrug). Ero adhdekTnBHOCTL Oblna NOATBEPXAEHA B TPEX KIN-
HUYECKMX UCMbITAHUAX, B KOTOPbIX NpUHAAK y4actue 1550 yeno-
Bek. [Mpuem bpuBmakTa COBMECTHO C APYrUMU JieKkapcTBamu no-
MOT CYLLEeCTBEHHO CHU3UTb H4aCTOTY NMPUCTYMOB.

Mo marepnanam Medportal.ru



SAMNAENCUA

Neo2 M NAPOKCHU3MArbHbIE
R i COCTOSAHMA
© KonnekTus aBTopos, 2016 ISSN 2077-8333

DOI:10.17749/2077-8333.2016.8.2.006-013

CPABHUTEJIbHAA DOOEKTUBHOCTD
INEPCOHAJIN3AIINUN TEPAIIUN
AHTUKOHBY/IbCAHTAMMN

N AHTUIICUXOTUKAMMU

HA OCHOBAHHNUA
OGAPMAKOTIEHETHYECKOTIO
TECTUPOBAHUA

Lokykura T.B., Crapuyes A.N.!, Maxpos M. B.", [aiinykeBuy V. B.2,
lonyeesa T.C.!, lunen A.A.2, Lllepemert E.A.", LLlampyk U.B.", luH4yk A.C.",
Map4yyk C.A.', Xnebokaszos ®.[1., Muctok H.H.

! PecnybnnkaHcKni Hay4HO-NPaKTUHECKUIA EHTP NCHXUYECKOro 340poBbs, MuHck, benapych

2 UnetntyT 6nooprannyeckon xumun HAH benapycn, Muxck, benapyce

Peswome

Lenb — paspaborats (hapMaKkoreHeTu4eckuii TECT, NO3BOJIAIOLYNI MPEACKA3aTh CKOPOCTb M 0COOEHHOCTY METab0oIn3ma
AHTUKOHBYJIbCAHTOB, AHTUIICUXOTUKOB, aHTUAENPECCAHTOB B 3aBUCUMOCTYN OT reHETUYECKN OINPESESIEHHON akTUBHOCTU
epMeHTHbIX CUCTEM U OEJIKOB-TPAHCOPTEPOB JIEKAPCTBEHHbIX CPeACTB. Martepuasibl u METOAbL. B 4eThipEX/IETHEE UC-
c/1ejoBaHne 6b1710 BKITHOYEHO 260 nayneHToB ¢ 3MnUIencuei u Ln3oppeHnes, HaxoanBLLINXCS Ha CTalUNOHapPHOM Jieye-
Huu B PHIL ncuxudeckoro 340poBbs (1. MuHck). Te4eHne 3a60/1eBaHNIT XapaKTepu30Banoch hapmMaKope3ncTeHTHOCTbIO
U Hanu4dnem rnob0YHbIX 3¢hHeKTOB Ha (POHE JIEKAPCTBEHHON Tepanuu. Pedynbiarbl. B pesynsrate uHAnNBUAyann3aymm
Tepanuu Ha OCHOBAaHUN y4eTa reHeTU4eCKN JETEPMUHNPDOBAHHOIrO METab0o/Im3mMa JIeKapCTBEHHbIX CPEACTB y 79% naun-
EHTOB ¢ anunerncues u'y 73% nauneHToB ¢ LLUN30PEHNEN OTMEYAsICS 3HAYNTENbHbIA KITMHNYECKUI 3¢hheKT. 3akiode-
Hue. Pe3ynibTaTsl CBUAETEILCTBYET 0 O0JIbLLION 3HAYUMOCTU B PA3BUTUN (DaAPMAKOPE3NCTEHTHOCTU MICUXOHEBPOITOTNYe-
CKUX 3a00/1€BaHNV (hapMAaKOKUHETUYECKUX U (hapMAaKOANHAMUYECKUX OCOOEHHOCTEN KOHKPETHOIrO NnayneHTa, BHe 3a-
BUCUMOCTU OT HO30J10rMu. VI3y4eHne reHeTuyecku JeTepMuHNPOBaHHOro MeTaboin3ma 1eKapCTBEHHOr0 CPEACTBa o-
3BOJIAET NMEPCOHNNUNPOBATL TEPaINIo, n3beratb Heb6NaronpusTHbIX MO60YHbIX IPGPEKTOB, 3HAYUTESTBHO YMEHBLLINTD
BPEMS JOCTUXKEHUS KITMHUYECKOro 3ghgheKTa OT JIe4eHUS.

Knrouesbie cnosa
lepcoHanusauyns Tepanuu, papmakoreHetTnka, [JHK, anunencus, Lin3ogdpeHus.

Ctatbsa noctynuna: 14.01.2016 r.; B gopaboranHom suae: 17.03.2016 r.; npuHsaTa Kk nevatu: 06.06.2016 .
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KoHthnukT nutepecos
ABTOpbI 3a8BAAKOT 06 OTCYTCTBUUN KOHMNKTA MHTEPECOB B OTHOLLEHWUW AAHHOW Ny6nnKauuu.

Bce aBTOpbI caenanu 3KBUBaNeHTHbIN BKIa4 B MOArOTOBKY Ny6amkayum.

Ana uutuposanus

Hokykuna T.B., Ctapues A. ., Maxpos M. B., langykesuny W.B., Tony6esa T.C., lunen A.A., WWepemeT E. A., LUampyk WN.B., MnuH-
4yk A.C., Mapuyk C.A., Xne6okazos ®.[1., Muctok H.H. CpaBHuTenbHas apMeKTUBHOCTb NepCcoHanM3aunm Tepanum aHTUKOH-
BY/IbCAHTAMU W AHTUMCUXOTUKAMU HA OCHOBAHUN (PAPMAKOreHETMHeCKOro TeCTMPOBAHMS. ANMUAENncus n NapokCcM3manbHbie
cocTosHus. 2016; 2: 6-13.

THE COMPARATIVE EFFICACY OF PERSONALIZING THERAPY WITH ANTICONVULSANTS AND ANTIPSYCHOTICS
ON THE BASIS OF PHARMACOGENETIC TESTING

Dokukina T.V.', Startsev A.l.", Makhrov M.V.!, Haidukevich I.V.2, Golubeva T.S.!, Gilep A.A.2, Sheremet E.A', Shamruk |.V.,
Pinchuk A.S.!, Marchuk S.A", Khlebokazov F.P.!, Misyuk N.N.!

" Republican Scientific and Practical Center for Mental Health, Minsk, Belarus
2 Institute of Bioorganic Chemistry of the National Academy of Sciences of Belarus, Minsk, Belarus

Summary

The purpose of research — to develop a pharmacogenetic test to predict the speed and features of a metabolism of
anticonvulsants, antipsychotics, antidepressants, depending on genetically determined activity of enzyme systems and
proteins-transporters of drugs. Materials and Methods. During 4 years in the study included 260 patients with epilepsy
and schizophrenia, located on the hospital treatment in the Centre of Mental Health (Minsk). Patients characterized by
the presence of side effects and drug-resistance. Results. As a result, taking into account the genetic information in 79%
of patients with epilepsy and in 73% of patients with schizophrenia, there was a significant clinical effect. Conclusion.
The results demonstrated the great significance of pharmacokinetic and pharmacodynamic characteristics of the
particular patient in the development of pharmacoresistance, regardless of nosology. The genetics of drug metabolism
can improve the treatment and reduce the time to achieve clinical benefit from the treatment.
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Personalization of the therapy, pharmacogenetics, DNA, epilepsy, schizophrenia.
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B nocnegHee gecatunetne 6ypHOe pasBMTUE MOMy- dapmakoreHeTka No3BONKNAA BbIICHUTb MPUYNHY He-
Yuna hapmMakoreHeTka — pasfen MoneKynapHoii gua- 3(PheKTUBHOCTYN NEKAPCTBEHHOI Tepanun Ans oTAeNb-
FTHOCTUKM M papMakonoruum, u3y4arwmin peakuuno op- HbIX TPynn Ntofieid, He 0TBEYAOLUMX HA NIeYeHNe NN Npo-
raHM3Ma 4enoBekKa Ha NeKapCTBEHHbIe CPeicTBA B 3aBU- ABNSAOLWNX HeaneKBaTHbIA OTBET HA CTaHAAPTHYO Ao-
CUMOCTM OT reHeTnyecknx aktopos [3,5,10]. 31UPOBKY NEKapCcTBEHHOr0 cpeAcTBa [15]. HeadbdekTus-

3BECTHO, 4TO 3a4acTyl0 MeJMKaMeHTO3Haa Tepanus Has nekapcTBeHHas Tepanusa NPUBOAMT K CHUWXEHWIO
He OKasblBaeT oxuaaemoro agpgekta. Tonbko 30-60% Ka4yecTBa XXN3HN KaK NalNeHTOB, TaK U X POACTBEHHU-
NauueHTOB OTBEYAOT Ha TEpPanui aHTUKOHBYNbCAHTA- KOB, YBE/IUYEHUIO CPOKOB HETPYA0CMOCOGHOCTH, XPOHU-

anunencusa n napokKcuamasbHble COCTOAHUA www.epilepsia.su
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hukaumm 60ne3HM, a B HEKOTOPbIX CNydYasx K CMepTu
[7,8,11]. Kpome TOro, npofo/mKuTesibHoe U Heaek-
TUBHOE JleYeHne BJIEYET Cepbe3Hble (PUHAHCOBbLIE W3-
LepXKW Ans NauneHToB, MX POACTBEHHUKOB U 9KOHOMU-
Ku rocypnapctsa B uenom [1,2,4].

BONbWWHCTBO Y4eHbIX NMPeABUAUT, 4TO B TeYeHue
6nvxaiiwmnx 8-10 neT NpomM3onayT 3HAYUTENbHbIE NPO-
pbiBbl B psifie OTpacien MeAuuUuHbl 6narogaps coBep-
LUEHCTBOBAHMIO TEOPETUYECKON M MHCTPYMEHTANbHOM
6a3bl FreHeTUYECKNX UCCNESOBaAHUN.

M3y4yeHune reHeTn4eCcKn 3anporpammmpoBaHHOro me-
Tabonm3ma JIeKapCTBEHHOro CPeAcTBa Y KOHKPETHOro
nauneHTa N0O3BONUT NEPCOHNMLUMPOBATL Tepanuio, N3-
6eXxaTb He6naronpuaTHbIX NO604YHbLIX 3P IEKTOB, 3HA-
YNTENbHO YMEHbLUMNTL BPEMSA LOCTUXKEHUSA KITMHUYECKO-
ro adpdekTa ot nevyeHuss. 3aKOHOMEPHOCTHU, BbISIBNEH-
Hble (hbapmakoreHeTU4eckKUMu MmeTogamu, NO3BONAT
Bpayy MHAMBUAYANbHO NOAXOAUTb K BbIOOPY Kak camux
JIeKaPCTBEHHbIX CPEACTB, TaK U UX J03 Y KAXKA0r0 KOH-
KPeTHOro naumeHTa, o6ecnevymBasi MakCumasnbHO 3d-
(heKTMBHYIO 1 6e3onacHyro papmakoTepanuto [9].

3a nocnegHue 20 net npoBeAeHO 60JbLLIOE KONMYe-
CTBO (DyHOAMEHTaNbHbIX (hapMakoreHeTU4ecKnx Wuc-
criefoBaHMn. Konn4ecTBo 3HAHMI YBENMYUIIOCh 3HA4YUN-
TeJIbHO W Ha CEerofHALIHNA feHb TpebyeTcs paspaboTka
METOLOB KJ/IMHWUYECKOW WHTepnpetaunn noJy4YeHHbIX
reHEeTUYECKNX JAHHbIX.

Ha cerogHsLWHNA ieHb N3BECTHO, 4YTO B FrEHOME Yeno-
BeKa ¢ 6uoTpaHcdopmaumnen KCeHOOUOTUKOB CBS3aHO
[0 1200 pasnuyHbix reHoB. MoaTomMy MHAMBUAYASbHbIE
reHeTUYecKne pasnuyns mexay JNigbMu SBnaTca ce-
pbe3HbIM (PAKTOPOM, KOTOPbIA CTAHOBUTCS MPUYMHON
MHOFMX HeXXenaTeNbHbIX NEKAPCTBEHHbIX PEAKLMA.

B nocnegHue HECKONbKO LecATUNIETUMIA NPOBOAATCA
nccriefoBaHUS No BbISABIEHMIO accounalmin Mexxay Ho-
CUTENbCTBOM PA3/TNYHbIX asJiefIbHbIX BAPUAHTOB FEHOB
cucTeMbl 6GUOTPAHCAOPMaLUM NEYEHOYHbIX LUTOXPO-
MOB, 6€/IKOB-TPAHCNOPTEPOB JIEKAPCTBEHHbIX CPEeACTB
U HebnaronpusTHbIM (PapmMakonorm4ecKuM OTBETOM.
C u3meHeHuem apmakonorm4yeckoro OTBeTa TaKXe
MOTYT 6bITb aCCOLMMPOBAHbI FeHbl, KOAUPYIOLLINE «MO-
JIEKYNbl-MULLIEHN»  JIEKAPCTBEHHOr0 CpeAcTBa UK
(OYHKUMOHANBHO CBA3AHHbIE C LaHHbIMU CTPYKTYpamu
6enKKn, a TakXKe reHbl, NPOAYKTbl KOTOPbIX Y4aCcTBYIOT
B PA3NMYHbIX MATONOrMYEeCKNX NpoLeccax, NPpoTUB KO-
TOPbIX HanpasneHa COOTBETCTBYHOLAA (dapMakoTepa-
nua [6].

Lutoxpombl P450 — 370 dhepMeHTbl, yHacTBYyHOLME
B MeTab0onm3Me pa3nmyHbIX BELECTB KaK 3HAOMEHHOTO,
TaK 1 3K30reHHOro xapakrepa.

AHHOTaUMs reHoMa YenoBeKa MoKasana Hanudue
0K0J10 57 TeHOB, KoAupyLWwmux uutoxpomsl P450, Ho 13
HUX MEHbLLIE AECATKA MrpatT BaXXHYH POSib B MeTab0-
JIN3Me NeKapCTBEHHbIX CPeACTB.

[eHeTnYecKMe (akTopbl, NpPeACcTaBnsOLWME COO0N
nonMMopgu3Mbl B reHax M30(phepMeHTOB LMTOXpPOMaA
P-450, moryT cyLleCTBEHHO B/IUATb Ha NpoLecchbl 6Ko-
TpaHcdopmaLumm iekapcTBeHHbIX CpeacTB. HacToTa no-

nMMOpPdU3mMa MOXXET 3HA4YUTENbHO BapbUpOBaTh B pas-
JINYHBIX 3THUYECKMX TPYNnax u nonynauusax, onpegenss
3THUYECKYID YYBCTBUTENbHOCTb K JIEKAPCTBEHHbIM
cpeacteam. CnenyeT 06paTUTb BHUMAHME, 4TO BCE HO-
CUTENN MeANeHHbIX annenei SBAAKOTCA rpynnamm pu-
CKa pasBUTUSA HeXXenaTeNbHbIX JIEKAPCTBEHHbIX PeakLuui
BNOTb A0 CMepTeSibHbIX UCX0LO0B. [pn 6bICTPOM Tune
MeTabonuama >xenaemblii 3PEKT He [OCTUraeTcs
BCNEACTBMNE HM3KON OENCTBYIOLWEN KOHLEHTpauum ne-
KapCTBEHHOro cpeacTtsa. buotpaHcdopmaumsa nekap-
CTBEHHbIX CPELCTB B OPraHW3mMe HaxoMTCHA B 3aBUCM-
MOCTM OT BO3pacTa, Nojia, OKpy>XatLlen cpeabl, Xapak-
Tepa nuTaHus, 3a6onesaHuii. CoBepLIeHCTBOBATL (hap-
MaKOTepanui Yyxe WUMEKLWUMUCA J1eKapCTBEHHbIMM
CpescTBaMU MOXXHO C MOMOLLbIO TEXHOJIOMMIA NEePCOHa-
nu3aunmn Bbl6opa IEKapCTBEHHbIX CPEACTB U UX A03, U,
npexae BCero, nyTeM co3AaHNsA MeTOAMK OnpeaeneHuns
AKTUBHOCTU Y MauWeHTOB WU30(DEPMEHTOB LMTOXpOMA
P-450 n TpaHcnopTepos.

MyTauuu B reHax untoxpomos P450 npuBOAAT K CUH-
Te3y (DepMEHTOB C M3MEHEHHOW aKTUBHOCTbIO. B pe-
3ynbTaTe CKOpPOCTb MeTabonnama J1eKapCTBEHHbIX
CPeACcTB MOXKET MOBbILWATLCA UK CHXKATLCA. B 3aBucu-
MOCTM OT CKOpPOCTW MeTabonm3Ma JieKapCTBEHHbIX
CPeACTB B NOMYNALUUN HACENEHWUS BbIAENAOT Crneayr-
Line rpynnbl: HOpMasbHble MeTab0onM3aTopbl — aKTUB-
HOCTb (DEPMEHTOB HE U3MEHEeHa — 60MNbLUIMHCTBO Hace-
NeHNs — «MeAJeHHble» MeTabonn3aTopbl, KOTOPbIM
cnefyeT Ha3HayaTb NleKapCTBEHHbIE CPEeACTBA B MeHb-
e 0036, U «CBEPXaKTUBHbIE» UMK «ObICTPblE» MeTa-
605M3aTopbl, 4N KOTOPbIX Ha3Ha4yaemas [o3a fekap-
CTBEHHOI0O CpPeAcTBa A0/KHA ObITb Bbille cpeaHeTepa-
NneBTUYECKON.

MukpocomanbHble LuTOXpombl P450 (CYP450),
B 4yacTtHocTu cemenctea CYP1, CYP2, CYP3 ocyuiecT-
BNAOT npumepHo 70-80% meTabonmyeckmx peakumn |
chasbl 6uoTPaHCOpPMALNN KITMHNYECKN UCMONb3YEMbIX
nekapcTBeHHbIX cpencts [13]. Hambosiee 3Ha4MMbImMu
NpeacTaBUTENAMMN [AHHbIX CEMEWCTB, Y4acTBYOLMX
B MeTab0/M3Me aHTUKOHBY/IbCAHTOB, aHTUMCUXOTUKOB,
aHTmaenpeccaHtoB, sasnawtca  CYP3A4, CYP2D6,
CYP2C9, CYP2C19, CYP1A2 [12,15-17,19].

mukonpoTteuH P, koanpyrwwwuica reHom MDR1, npean-
cTaBnseT cobon ATD-3aBUCUMbIA HACOC, NOKANU3YI0-
LLMIACS HA LMTONNA3MaTUYecKnX MemopaHax pa3nnyHbixX
KJIETOK WU OCYLLEeCTBNAOLLNIA BbIOPOC BO BHEKJIETOYHOE
NPOCTPAHCTBO Pa3JINYHbIX KCEHOOMOTUKOB. JKCMpec-
CMI0 AAaHHOI0 reHa nepBOHaYasibHO M3yvanun B onyxose-
BbIX KNETKaX C LIeSIbl0 BbIACHEHUS MeXaHUu3ma Ux pe3u-
CTEHTHOCTW K uuTocTaTukam. OQHAKo aKcnpeccus reHa
rnmkonpoTenHa P onpepenseTcs U B HOPMaJsibHbIX TKa-
HAX OpraHM3Ma 4YenoBeKa, B T.4. 3HTepouuTax, renaro-
uuTax, KneTkax NnpoKCUManbHbIX MOYEYHbIX KaHasNbLEB
N 3HO0TENMouUTax ructoremaTuyeckux 6apbepos (re-
MaTo3HUedanm4yeckoro, reMaTooBapuasnbHoOro, remMaro-
TECTUKYNSPHOrO M remaTtonsiaueHTapHoro). B xenynou-
HO-KMLLIEYHOM TpPaKTe rMUKONPOTENH P BbINOMHAET POJib
CB0OE0OPA3HOro Hacoca, «Bblkayuaatowlero» J1C n3 knet-
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KW B NPOCBET KMLIEeYHNKA. B renatountax oH cnoco6-
CTBYET BbIBEEHWNI0 KCEHOOMOTUKOB B XKen4b. [Mukonpo-
TenH P anuTenna novyeyHblX KaHasbLeB y4acTBYeT B ak-
TUBHOW CEKpeLnn KCeHoObMOoTUKOB B MO4y. MukonpoTe-
WH P 3HOOTENMOUUTOB rMCTOremMaTnydeckux 6apbepoB
NpensTCTBYET MPOHMKHOBEHUIO KCeHobuoTmkos B LIHC,
ANYHWUKK, AUYKKM, HYepes nnaueHTy. Takum obpasom, riu-
KonpoTeuH P o6ecneynBaeT 3aWwmMTy opraHu3Ma ot Kce-
HOGMOTMKOB, NPENSATCTBYS UX BCACbIBAHMIO U YCKOpAA
BbiBeeHMe. Jkcnpeccua MDR1 y MyX4uH B 2,4 pasa
BbILLE, YEM Y XKEHLLMH. ITOT (DeHOMEH MOXXEeT onpepge-
NATb 3aBUCUMOCTb (DAapMakOKWHETUKM HekoTopbix JIC
oT nona.

Cy6cTpatamu rnmkonpoTemHa P 4BRsilOTCA MHOrue
LWMPOKO npumeHsemble J1C: cepleyHble rUKO3UabI, aH-
TarOHWCTbl  Kanbuud, CTaTuHbl, 6Gnokatopbl Hi-
rMCTAMUHOBBLIX PELEnTOpPOB, MaKPONUAbl, HEKOTOPblEe
LUTOCTATUKW, aHTUPETPOBUPYCHbIE NpenapaTsbl, NPOTH-
BoanunenTuyeckne n ncumxotponHsie J1C. Cnegyet oT-
METUTb, 4TO MHOIME JIeKapcTBa ABMSATCA cybcTpaTamm
He TONMbKO FNMKoNpoTenHa-P, HO N N30YEPMEHTOB LM-
Toxpoma P-450.

len MDR1 nokanu3oBaH Ha 7-ii XpOMOCOME, COCTOUT
13 28 3k30HO0B. B reHe MDR1 n3sectHo 60nee 50 ogHO-
HYKNeoTUAHbIX 3ameH (SNP) 1 Tpu MHCEPUMOHHO-fene-
UMOHHBIX nonmmopduama. OgHON N3 Hanbonee uccne-
[oBaHHbIX MyTauuin asnsetca C3435T, koTopas pacno-
naraeTcs B 26-M 3K30He U ABNISETCA CUHOHUMUYHON 3a-
MEHOW, TO eCTb HE NPUBOANT K AMUHOKWUCIIOTHOI 3aMeHe.
bbino nokasaHo, 4to TT-reHoTMn accouuMpoBaH ¢ No-
HUXXEHHON 6onee YeM B 2 pa3a 3KCNpeccuen rnnkonpo-
TemHa P no cpaBHeHuto ¢ CC-reHotunom [14]. Hanuuune
BbICOKOI0 YPOBHA 3KCMPeccun rmukonpoTenHa P moxet
0KasblBaTb CUJIbHOE BNIUAHME HA CUCTEMHOE pacnpeje-
nexue J1C. PacnpeneneHne reHOTMNOB N0 AAaHHOW MyTa-
LM CYLWECTBEHHO pa3nmnyaeTcs B Pas3fiMyHbIX 3THUYE-
cKkux rpynnax [18].

Marepuaasl 1 METOBI

06bEeKTOM NPOBOAMMOrO WUCCNefoBaHUS ABNANUCH
naumeHTsl ¢ anunencuen (134) u wnsodpeHuen (126),
HaxoaMBLUMECS HA cTaunoHapHom nedeHumn B PHIL ncu-
XMYeCKOro 3[0p0BbA U Monyyaiolne Tepanuio nekap-
CTBEHHbIMM CpeacTBaAMMU.

B nccnegoBaHune BKNOYaNUCh nauneHTbl — 6enopy-
Cbl MW pYCCKWE, C HaNM4mMem hapmakope3MCTEHTHOCTH,
OTCYTCTBMEM BTOPUYHOMN PE3UCTEHTHOCTK, C OTCYTCTBU-
€M CONYTCTBYOLLNX TAXKENbIX COMATUYECKMX 3aboneBa-
HWUM, C MepCneKTMBO CTaLMOHAPHOIO JIeYEHUSA HE MEHEE
4yeTbipex Heaenb, Hann4ynem no6o4HbIX 3P eKTOB Npn
npuemMe NieKapCcTBEHHbIX CPeACTB. YyacTue B uccneno-
BaHUN SBNANOCL OO6GPOBONbHbLIM C MOAMNUCAHNEM «UH-
(OPMUPOBAHHOI0 COrnacus» Ha y4yacTue.

Bcem naumeHTam NpoBOANIOCH KOMMNEKCHOE 06cne-
[l0BaHWe nepBoHavyanbHO NpU BKKOYEHUN B UCCeoBa-
Hue n4epes 1-1,5 Mec. nocne KoOppeKuuy Tepanmm no pe-
3ynbTatam MHTepnpeTaumm  dgapmakoreHeTU4eckoro
aHanmaa.

anunencus n Napokcu3mMasbHble COCTOAHUS

KomnnekcHoe KNuMHU4eckoe 06CeqoBaHNe BKIHO-
4ano 06bLEKTUBHbLIN OCMOTP, COOP aHAMHECTUYEeCKMX
CBeJleHWiA, aHanu3 onbiTa fie4eHUs NeKapCTBEHHbIMU
cpeacTBamMu, HanM4yua Papmakope3nCTeHTHOCTH, TLia-
TeNbHOE KNWHWKO-NabopaTopHOoe, (YHKLMOHANbHOE
W WHCTPYMeHTaNlbHOe 06cnefoBaHue, KOHCyNbTauum
y3kKuMu cneumnanuctamu. laumeHtam ¢ anunencuen
NPoOBOANIICA MOHUTOPWUHI KOHLUEHTpauuu aHTUKOH-
BYNbCAHTOB B KPOBW.

Mcuxonoro-ncuxmarpuyeckoe o6cnefoBaHue npu
anunencum 661710 HanNpasIeHo NPeNMYLLECTBEHHO Ha UC-
crnefoBaHne KOTHUTUBHbLIX (DYHKUMIA. B AuHamuke mc-
nonb3oBanuch TecTbl MMSE, «Tabnuubl LUynbte», «CyeT
no KpenenuHy», Tect 3anomuHaHus 10 cnos., «llkana
peakTUBHON U IMYHOCTHOWM TPEBOXHOCTW». Y NALMEHTOB
C WN30d)peHnein ncnonb30Bannch LWKana OLueHKN 3KC-
TpanupamugaHblix cumntomos (ESRS-A), wkansl ans
OLeHKMN HeraTuBHbIX (SANS) n no3nTusHbIX (SAPS) cum-
NTOMOB, LUKana oueHku gedekTa PYHKLUOHUPOBAHUSA
B Pa3HbIX COLMANbHbIX cdepax, LKana oueHKn no6o4y-
Horo fencteusa (UKU).

[MaumeHTam BbINOMHANACL B AWHAMWKE BU3YyasibHas
M KOMMbIOTEPHAA 3JIeKTPO3HUedanorpadua (permcrpa-
LMs ocyllecTenanack Ha 19-kaHanbHOM 3N1EKTPO3HLUEeda-
norpacbe B MOHOMOMAPHOM C pPa3fefibHbIMW  YLUIHbIMK
anekTpogamu OTBeAeHUW, C MociefytoLlein 06paboTkon
JaHHbIX B PeXMUMax nepruogoMeTpuUYeckoro U cnekTpasb-
HOro aHanuaa). Bcem nauneHTam nNpoBOAWUNACL HEWPOBM-
3yanusaums Ha MP-tomorpadpe ¢ nnagykumen 1,5 Tn.

[nsa 06paboTkn MaTtepnanos UCCNeLOBaHUA UCNOJIb-
3Yl0TCA 06LLEeNPUHATbIE METOAbI CTAaTUCTUKM.

Mocne nognucaHmns «MHMOPMUPOBAHHOIO COrnacus»
npon3Boamncs 3a6op 6yKKanbHOro anMTeNUs Uu -
Hbl And BblgeneHnsa JHK Ha 6a3e KJIMHNMYECKMX OTaese-
Huin PHIL ncuxmnyeckoro 340poBbs. [eHeTUYECKNE nC-
cnegoBaHus nposoaunuck B naéopatopum MHCTUTyTA
6uoopraHuyeckon xumuu HaumoHanbHOW akagemMnn Ha-
yK Pecny6nuku benapyce.

leHeTU4eCKMe nccnefoBaHUa: OeTeKuns OTAeSIbHbIX
SNP; cekBeHupoBaHue uenesbix y4actkoB [OHK; NGS-
cekBeHuposaHme Ha 4unax llumina (lllumina, CLUA).
brnoxumuyeckune nccnefoBaHus: Nojiy4eHne UHANBUAY-
aJIbHbIX PeKOMOUHAHTHbIX CYP450 1 nx nofimMopdHbIX
(hOopM; NPOTEOMHbI U METAOONOMHbIV aHANN3.

OHK Bblgensanu n3 kKnetok 6YKKasibHOro anuTenus
W CI/IIOHbI C NOMOLLbI Habopa Ana Bbigenenma [OHK
IOHK-BK (npoussogctea WBE0OX HAH benapycw). Ons
onpeaesieHNs NONMMOPMM3MOB LIENEeBbIX FEHOB MNpu-
meHsnu metoa MUP ¢ nocnegyoownum aHann3om AJUH
pecTpuKUMOHHbIX cpparmeHToB (PCR-AFLP). K nonu-
MOPMHbIM y4acTKam 6binnM NOA06paHbl ONMUTOHYKNEO-
TUOHbIE Npamepsl.

Onpepenenue nonumopcpusma CYP2C9*2 /CYP2C9*3

PeakunoHHas cmecb 06bEMOM 25 MKN cogepxxana: 1x
6ydep ana amnnugukaumm, 2 mM MgCl2, 200 mkM
AHT®, 0,6 mkM kaxkgoro npanmepa, ogHy eanHuuy Tag-
OHK-nonumepasbl, 10 Hr AHK. TemnepaTypHbIA pexxum
amnandukaumum Ccoctoan K3 ClieAylwmnx 3Tanos:
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1) 95°C — 3 muH.; 2) 40 umknos: 945°C — 30 cek.,
61°C — 30 cek., 72°C — 45 cek.; 3) 72°C — 5 muH. B pe-
3ynbTaTe aMmnaMduKaLmMm nosyqyatTca NpoayKTbl Anu-
Hoii 454 n.H. ana CYP2C9*2 n 104 n.H. gna CYP2C9*3.

MpoaykTel amnaugukauuu CYP2C9*2 obpabaTbiBa-
nn 3HaoHyKneasoii Avall (Promega, CLUA) npu Temnepa-
Type 37°C B Te4eHue 6 4, B pe3ynbrarte 4ero 06pas3oBbl-
Banucb pparmeHTol cneaywwmx anuH: CC-reHoTmn
(amknin Tun) (397 n 57 n.H.), CT-reHoTtun (454, 397 n 57
n.H.), TT-rerotun (454 n.H.). MpoAyKTbl PecTpuKLmmn
aHann3npoBanyu C TMOMOLLbI Tefb-3NeKTpodiopesa
B 2% arapo3HOM rere.

MpoaykTbl amnnndukaummn CYP2C9*3 obpabaTbiBa-
nun 3ngonykneasoit Kpnl (ThermoScientific, CLUA) npw
Temnepatype 37°C B Te4eHue 6 4, B pe3ynbTaTe 4ero o6-
pa3oBbIBANNCb parmMeHTbl cneayrowux anuH: AA-
reHotun (aukuim Tun) (104 n.x.), AC-redotun (104, 85
n 19 n.H.), CC-reHotun (85 n 19 n.H.). MpoayKTbl pe-
CTPUKLMKN  aHANM3MpoBanu C  MNOMOLWbK  reflb-
anekTtpodopesa B 10% akpunamuaHOM rene.

Onpepeneine  nonumopcpuama  CYP2C19*2 /
CYP2C19*3

PeakunoHHas cmecb 06bEMOM 25 MK cogepxkana: 1x
oytep ans amnnudukauguu, 2 MM MgCl, 200 mkM
OHT®, 0,6 mkM ka>kgoro npanmepa, ogHy eanHuuy Tag-
OHK-nonumepasbl, 10 Hr AHK. TemnepaTypHbIA pexxum
aMmnnmdukaymm cocToan K3  Ccrneayrolwmx 3Tanos:
1) 95°C — 3 muH ; 2) 40 umknos: 945°C — 30 cek.,
56,8°C — 30 cek., 72°C — 45 cek.; 3) 72°C — 5 muH.
B pesynbrate amnaudukauum nonyvarTcs NPoRyKThI
anuHon 325 n.H. gna GCYP2G19*2 wn 271 n.H. ans
CYP2C19*2.

MpoaykTbl amnnndukaunm CYP2C19*2 o6pabatbiBa-
nn aHpoHykneason Smal (ThermoScientific, CLUA) npw
Temnepatype 30°C B TedeHue 6 4, B pe3ynbTaTe 4ero 06-
pa3oBbIBANINCb (YparMeHTbl cregylowmx anuH: GG-
reHoTun (aukui tun) (212 n 113 n.H.), GA-redotun (325,
212 n 113 n.H.), AA-resoTtun (325 n.H.). MpoAyKTbl pe-
CTPUKLMKN  aHanNM3mMpoBanu C  MOMOLWbK  reflb-
anekTpodopesa B 2% arapo3HOM rerne.

MpoaykTel amnancukaumm CYP2C19*3 obpabaTbiBa-
nn 3HpoHykneason BamHI (ThermoScientific, CLUA) npu
Temnepatype 37°C B Te4eHue 6 4, B pe3ynbTaTe 4ero 06-
pas3oBbIBaNINCb (YparmMeHTbl cregylowmx anuH: GG-
reHoTun (Aukui tun) (175 n 96 n.H.), GA-redotun (271,
175 n 96 n.H.), AA-redotun (271 n.H.). MpoAyKTbl pe-
CTPUKLMKN  aHaNM3mMpoBanu C  MNOMOLWbK  reflb-
anekTpodopesa B 2% arapo3HOM rerne.

Onpeaenenue nonumopgusma MDR1

PeakunoHHas cmecb 06beMom 30 MK cogepxxana: 1x
oycep ans amnnudukauguu, 2 MM MgCl,, 200 mkM
AHT®, 0,6 mkM Ka)kgoro npanmepa, oaHy eanHuuy Tag-
IOHK-nonumepasbl, 10 Hr JHK. TemnepaTypHbIA pexxum
amnnmdukaumm cocToan K3  Ccneayrolwmx 3Tanos:
1) 95°C — 3 muH.; 2) 40 umknos: 945°C — 30 cek.,
60°C — 30 cek., 72°C — 30 cek.; 3) 72°C — 5 muH. B pe-
3ynbTate amnauduKauum noay4aTca NpoayKThbl Ann-
HO 496 n.H.

MpooykTbl amnaudukaunm obpabaTbiBannm 3HOOHY-
kneaszon Mbol (NEB, Anurnus) npu temnepatype 37°C
B Te4YeHne 6 4, B pesynbraTe 4ero 06pa3oBbIBANINCH
dhparmeHTbl cneayrowmx gnuu: CC-reHoTun (AMKWUA TMN)
(236, 172, 73 n 15 n.H.), CT-reHotun (408, 236, 172, 73
n15n.4.), TT-redotun (408, 73 n 15 n.H.). NpoayKTbl pe-
CTPUKLMN  aHanuM3mpoBann C  MOMOLWbI  Teflb-
anekTpodopesa B 2% arapo3HomMm rene.

Onpepnenenue nonumopcusma CYP2D6*4

PeakunoHHasi cMecb 06bEMOM 25 MKN cofepxxana: 1x
oydep ans amnnudoukauuu, 1 mM MgCl,, 200 mkM
OHT®, 0,6 mkM kaxxpgoro npanimMepa, ogHy eanHuuyy Tag-
OHK-nonumepassl, 10 Hr AHK. TemnepaTypHbIn pexum
aMmnamgukaumm Ccoctosan u3  Cliedylownx 3Tanos:
1) 95°C — 3 muH.; 2) 40 umknos: 945°C — 30 cek.,
62,6°C — 30 cek., 72°C — 40 cek.; 3) 72°C — 5 muH.
B pesynbTaTe amnnugukauum noay4arTcs NpPOAyKThI
AnuHon 334 n.H.

MpoaykTbl amnnudukaunmu obpabaTbiBann 3HOOHY-
kneason Mval (ThermoScientific, CLLA) npu Temnepaty-
pe 37°C B Te4yeHue 6 4, B pe3ynbrate 4ero 06pa3oBbiBa-
nucb parMeHTbl cneayowmnx anui: GG-reHotTun (au-
Kuin tun) (252 n 82 n.H.), GA-renotun (334, 252 n 82
n.H.), AA-reHotun (334 n.H.). MpoAYKTbI PeCcTpUKLMM
aHanM3upoBannM C MNOMOLLbI0 refb-3nekTpodopesa
B 2% arapo3HoMm rerne.

Onpepnenexnue nonumopcpusma CYP1A2*1F

PeakuunoHHas cmecb 06beMOM 25 MK cofepxana: 1x
oydbep ans amnnudukauuu, 1,5 mM MgCl,, 200 mkM
OHT®, 0,6 MkKM Kaxxgoro npanmMepa, ogHy eauHuuy Taq-
OHK-nonumepassl, 10 Hr AHK. TemnepaTypHbIA pexum
aMnangukaumm cocTosn K3 CAeaylowmnx 3Tanos:
1) 95°C — 3 muH.; 2) 40 umknos: 945°C — 30 cexk.,
65°C — 30 cek., 72°C — 40 cek.; 3) 72°C — 5 muH. B pe-
3ynbTate aMmnandukaLmm nosyyvatTca NpoayKTbl 4Nn-
HOW 467 N.H.

MpoaykTbl amnaudukaumm obpabaTbiBann 3HOOHY-
kneason Apal (ThermoScientific, CLLUA) npu Temnepary-
pe 37°C B Te4yeHue 6 4, B pe3ynbraTte 4ero 06pa3oBbIBa-
nucb gparmMeHTbl cneayowmux anuH: CC-reHotun (au-
Kunit Tun) (340 n 127 n.H.), CA-renotun (467, 340 n 127
n.H.), AA-redotun (467 n.H.). MpoayKTbl PECTPUKLUM
aHanu3npoBanum C NOMOLLbI0 Tefib-35eKTpodopesa
B 2% arapo3HoM rerne.

[laHHble reHOTMNMPOBaHNA 06pabaTbiBanIUCh C NOMO-
Wwbto nporpammHoro naketa Microsoft Excel 2010. ng
BbISIBIEHWUA CTATUCTUYECKMN 3HAYUMbBIX PA3NNYNIA MeX Oy
BbIOOPKAMM MCNOMNb30BANICA MHOFOMEPHbLIA KPUTEPUNA
yrnosoro npeo6pasosanua ®uwwepa (¢).

Pesyabprarsl

Ha cerogHsAWHMIA OeHb B paMKax UccnengoBaHns 06-
CNefoBaHO U nponevyeHo 260 NaUMEHTOB C PE3UCTEHT-
HbIMW hopMamu 3NUNEencun U paccTpPoMCTBaXx WN30d-
PEHUYECKOro CMeKTpa, C HaNMYMEM BbIPAXEHHbIX MO-
604HbIX 3 DEKTOB HA (DOHE Tepanuu.

Mo pe3ynbTatam reHOTUNMPOBAHUS Jleyalline Bpayu
NONy4YnUnM peKoMeHAaUuun No Kaxx oMy nauueHTy. bbin
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pa3paboTaH anroputM NepcoHanbHOro nogéopa Ao3u-
POBKM WX JIEKAPCTBEHHOr0 CpeAcTBa ANA KaX[oro
BKJIIOYEHHOr0 B MccfiegoBaHue nauueHta. Koppekuus
Tepanuu NpoBOAMNACL B COOTBETCTBUU C KNMHUYECKU-
MM NPOTOKONAMN OKa3aHWsa MeQULMHCKON MOMOLLK na-
LuneHTam, yTBepXXaeHHbIMU MUHMCTEPCTBOM 34paBO0X-
paHeHusa Pecnybnuku benapyce.

Mpu BbIABNEHNN «MEANEHHbIX>» anfeflbHbIX BapuaH-
ToB CYP2C9*3, CYP2C19*2, CYP2G19*3, CYP2D6*4
CHMXXanacb [03MpOBKA JNeKapCTBEHHbIX CPenCTB-
cy6CcTpaToB AaHHbIX uuToXpomoB Ha 30-50% oT cpef-
HeTepaneBTUYeCKoi. CHMXeHWe O03UPOBKU 06YCNIOB-
NEeHO TeM, YTO KOHLEHTpauus NeKapcTBEHHOro cpef-
CTBa B KPOBMW y TakUX MauWEHTOB NMpu CTaHLApTHOW
[l03POBKE MOBbIWEHA, JIeKapCTBO OKa3biBaeT 60see
NPOSIOHTMPOBAHHOE [eicTBUe, 4TO, B CBOK 0Yepenb,
4acTo NPUBOAWT K BO3HMKHOBEHMIO HEXeNaTemnbHbIX
No60YHbIX 3(pPeKTOB. ATa rMNoTe3a Halua NoATBEPX-
[leHue B pesysnibTate 06cief0BaHUS NaLMeEHTOB C 3NK-
nencuen. Tak, cpean NauMeHToB, MMEKLWNX «MefseH-
HbIA» anfefbHbI BapuaHT LUWTOXPOMA U MPUHMMAIO-
LWNX aHTUKOHBYNbCAHT-CYO6CTPAT AAHHOTO LUTOXpOMa
B CpelHei TepaneBTUY4eCKOW A03e Npu nepBoHavalb-
HOM nccnepoBaHnn (52 naumeHTa), KOHUEHTPALUS aH-
TUKOHBYfIbCAHTA B KPOBU MpeBbIlLIAana cpeaHeTepanes-
Tnyeckyto B 88% (46 cnyyaes). Cnegyet OTMeTUTD, YTO
y 81% paHHbIX nauneHToB (42 n3 52) oTmevanuch no-
604Hble 3(pheKkTbl B BMAE Tpemopa PyK, BbiNageHus
BONOC, AUNNOMNWUW, KOXHOW CbINW, HApPYLIEHWS MeH-
CTPYanbHOr0 LMUKNA Y XEHLLUH.

B HekoTOpbIX cny4Yasx nNpou3BoAaufiacb 3ameHa ne-
KapCTBEHHOro CpefcTBa Ha Apyroe, B MeTabonname Ko-
TOPOro AaHHbIe UMTOXPOMbI He yHacTBYOT. [1pu BbisiBrE-
HuUn «6bicTporo» annensa CYP1A2*1F no3npoBka nekap-
CTBEHHOrO cpeAcTBa-cybcTpara yBenuymeanacbh Ha 30-
50%.

Mpwn BbissBneHun reHotuna GC n CT no nonumopduna-
my C3435T reHa MDR1, xapakTepu3yLLlerocs noBbl-
LLEeHHOW akcnpeccuei P-gp, peKOMEHA0BAN0OCh NCMNOMb-
30BaHMWE  BbICOKMX  [03MPOBOK  JIEKAPCTBEHHbIX
CpeacTB — cy6CcTpaToB rMMKONPoOTEnMHa P unu nevexne
aJibTepHaTUBHLIMWU METOLAMMU.

B pesynbtaTe Koppekuuu Tepanuu nNpu NOBTOPHOM
o6cnefoBaHMM NOJIyYeHO 3HAa4YMTeNlbHOe KIIMHWYeCcKoe
ynyqwexne y 106 n3 134 naumeHTOB C 3anunencuen
(79%) no mokasaTent CHWXeHWs 4acToTbl NMPUCTYMNOB
N CHUXXEHMA MHAEKCA NapoKcM3manbHoCTH Ha Q3.

Cpeflv nauneHToB C paccTpPONCTBaMM WN30(PPeHnYe-
CKOro CnekTpa yny4LleHue B BUAe YMEHbLUEHUA Unn pe-
OYKUMM MCUXONATONOrM4ecKo npomayKuun, a Takxe
MOMOXMUTENbHOW AUHAMWKM N0 MoKasaTensiMm LKan
ESRS-A, SANS, SAPS, UKU 3apeructpupoBaHo y 92 na-
uneHToB (73%).

Takum 06pasom, npeaBapuTenbHbIE Pe3ysibTaTbl CBU-
LeTeNbCTBYIOT O BbICOKON 3(DEKTUBHOCTU MPUMEHE-
HUA (papMakoreHeTU4eCKNX TEXHOMNOMMIN B NCUXOHEBPO-
NIOrn4ecKomn npakTuke. Mpn 3aToM cnegyeTt 3ameTUTb, 4TO
OMHAMKUKa pejyKuMM NaTonornyeckux CUMNTOMOB MO-
Cne KOppeKuuun fie4eHns Ha OCHOBAHWW MHAWBUAYaSb-
HbIX FEHETMYECKMX OCOOEHHOCTEN Kak y nauMeHTOB
C anunencuen, Tak U y nauneHToB C paccTpoicTeamm
LIN30(PPEHNYECKOr0 CNEKTPA, CBUAETENbCTBYET 0 60/b-
LU0V 3HAYMMOCTM B Pa3BUTUUN (DAPMaKOPE3UCTEHTHOCTH
MCUXOHEBPONIOrNYeCKNX 3abonesaHnin PapMakoKuHe-
TUYECKMX W dapMakKogWHAMUYECKUX OCOOEHHOCTEN
KOHKPETHOro nauueHTa BHe 3aBUCUMOCTM OT HO30J10-
rmm.

3aKkaroJYeHue

M3yyeHune reHeTU4YeCKN OeTEPMUHUPOBAHHOIO MeTa-
60/113Ma NIeKapCTBEHHOr0 CpeacTBa No3BOssAeT Nepco-
HUdMUMpoBaTb Tepanuio, n3beratb HeGNAronPUATHbIX
No60YHbIX 3P EKTOB, 3HAYNTENLHO YMEHbLUNTL BPEMS
JOCTVXKEHUS KNMHNYECKOro aheKTa OT NeYeHus.

Pa3paboTaH hapmMakoreHeTUYeCKWUi TECT, a TaKXe
cnoco6 MHTepnpeTaunn NepcoHanbHbIX FEHETUYECKMX
DaHHbIX B KOHTEKCTE (hapMakonorM4eckoin Tepanuu.
[aHHbIA hapmakKoreHeTU4eCKNUiA TeCT NO3BONAET Npea-
CKa3aTb CKOPOCTb 1 0COOGEHHOCTU MeTabonm3Ma aHTu-
KOHBYNbCAHTOB, AHTUMCUXOTMKOB, AHTWAENPECCAHTOB
B 3aBUCMMOCTU OT aKTUBHOCTW BOBJIEKAEMbIX B €r0 Me-
Tabonn3m PEePMEHTHbIX CUCTEM W TPAHCMNOPTEPOB, WH-
ANBUAYanM3MpoBaTb  MeAUKAMEHTO3HYK  Tepanuto
B MCUXOHEBPONOrNYeCKON NPaKTUKe.
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3AIIIUTA MUTOXOHIPUU
T'OJIOBHOI'O MO3TIA ITIPH
MUKPOUNHCYJBTE: UCCJIENJOBAHUE
STUIMETWITUIPOKCUIINPUIINHA
CYKIIMHATA )

HA DKCHEPUMEHTAJIBHOU MOJIEJIA
C UCITIOJIb30BAHUEM )
NIBYX®OTOHHOMH JIASEPHOU
®JIYOPECIIEHTHON MUKPOCKOIINU

Agpsanos P.A., Korimkosa 10. Q., lNpsixxHukos E.I., TontyHoB /. B., Xupyr J1.C.

Komnanuns «Heviporap», Xenbcutku, @uHnsHans

Pe3rome

lToBpexaeHne MUTOXOHZPUI UTPAET LEHTPASIbHYIO POJIb B TNOEIN HeVPOHOB 10C/1e ULLIEMUYECKOro MHCY/bTa. Llens pa-
00Tbl — UCCI18[0BaTh 3(HDEKTbI ITUIIMETUIITUAPOKCUNTNPUANHA CYKUMHATA HA MHAYUNPOBAHHOE MUKDOUHCY/IbTOM Ha-
OyxaHne MUTOXOHAPWUA, OTIINYUTESIbHYIO 4epTY MUTOXOHAPUATIbHOIO noBpexaenHuns. Marepuasbl u MetToabl. Viiiemmnye-
CKUVI MUKDOUHCYJILT ObliT UHAYLUMPOBAH U3JTY4EHNEM UMITYIbLCHOr0 MHPAaKPacHoro nasepa B muiwax Thy1-CFP-MitoS,
IKCIIPeccupyroLmx UNaHog1yopecyeHTHbIN MPOTeNH B MUTOXOHAPUSX FO/I0BHOMO MO3ra. ITUIMETUIITMAPOKCANUPUAN-
Ha cykUmHar B J03e 25 Mr/Kr nitn ¢pu3. pactBop (KOHTPOJib) BBOAWIN B.6. Ha 30 MUH. 110csie MUKPOouHCybTa. llepnos
HaboaeHnyi cocTaBisn 48 4. VIzobpaxeHns moara rnosydaan MeTo4oM ABYXOTOHHON J1a36PHOM ¢hJ1yopecLeHTHOM
MUKDPOCKONUN Y aHaIN3NPOBAIIN C UCITO/Ib30BAHNEM MIPOrPamMm, paspaboTaHHbIx KoMnannen "Hevporap" (OuHnsHANS).
Henapametpudeckuii TectT MaHHa-YuTHu-BuiikoKCOHa Ucrnonb308ann 45 aHann3a pesynbratoB. Pesyibrarbl. Mukpo-
UHCYNIbT BbI3BAJ1 HAOYXaHNE MUTOXOHAPUIA B OKPECTHOCTSX TPOMOA. HanbosibLune nameHeHns Mopgosiornm MUTOXOH-
Apuii Habmo[anuch Yepes 2 4 nociae MUKPOuHCYbTa. [10 cpaBHEHWo ¢ KOHTPOJIEM 3TUIIMETUIITUAPOKCUTAPUANHA
CYKUMHAT JOCTOBEPHO YMEHbLUINI NHAYUNPOBAHHOE MUKPOUHCYIIbTOM HAbyXaHne MUTOXOHAPuI Yyepe3 1 4 (p<0,05) n 2
Yy (p<0,05) nocne nHcymnbTa. 3aknoyeHne. Pe3ysnbtaTbl UCCE[0BAHNS CBULETEILCTBYIOT O TOM, YTO 3TUSIMETUIITUAPOK-
CUNUPUANHA CYKUMHAT JOCTOBEPHO 3aLYNLLYaeT MUTOXOHAPUMN TOJI0BHOIO MO3ra OT MOPaXXeHWS, BbI3biIBAEMOro MUKPO-
UHCYJIbTOM.

KnroyeBbie cnoBa
MMTOXOH,apMﬂ, ULLIEMUYECKUM WHCYJIBT, STUTIMETUIITUAPOKCUTNINPUANHA CYKUUHAT, d)ﬂyopecueHTHaﬂ MUKPOCKOINA.

Cratbs noctynuna: 15.02.2016 r.; B popa6otanHom Buge: 23.03.2016 r.; npunaTa k neyatu: 10.06.2016 .

KoHthnukT uHTEpEcos
ABTOpbI 329BJIAIOT 06 OTCYTCTBMM HEOOXOAMMOCTMN PACKPbLITUA (PUHAHCOBON NOALEPXKKN UM KOHIMKTA UHTEPECOB B OTHO-
LLUEHUU AAHHOW Ny6nukKauuu.

Bce aBTOpbI cAenany 9KBMBaNeHTHbI BKNaj B NOAr0TOBKY Ny6auKauuu.
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OAns uuTnposaHus

Adzanos P.A., Konukosa 1. 0., MpsaxHukos E.T., TontyHos [.B., Xupyr J1.C. 3awmra MUTOXOHAPWUIA FTONOBHOIO MO3ra npu
MUKPOUWHCYNbTE: UCCleJ0BaHME 3TUIIMETUNTNAPOKCUNUPUANHA CYKLMHATA HA 3KCNEPUMEHTANIbHOW MOJESN C UCMOSb30BaHM-
eM ABYX()OTOHHOWN nasepHon (pnyopecLeHTHON MUKPOCKONUW. Annunencus n napokcuamarsnbHble coctosHus. 2016; 2: 14-19.

PROTECTION OF BRAIN MITOCHONDRIA AGAINST MICROSTROKE-INDUCED INJURY: A STUDY
OF ETHYLMETHYLHYDROXYPYRIDINE SUCCINATE IN EXPERIMENTAL MODEL USING TWO PHOTON LASER
FLUORESCENT MICROSCOPY

Afzalov R.A., Kolikova Yu. 0., Pryazhnikov E. G., Toptunov D.V., Khirug L.S.
“Neurotar” Ltd, Helsinki, Finland.

Summary

Objective. Mitochondrial injury plays a central role in neuronal death following ischemic stroke. In the present study, we
investigated effects of ethylmethylhydroxypyridine succinate on a microstroke-induced mitochondria swelling, a
hallmark of mitochondrial injury. Materials and Methods. Ischemic microstroke was induced in Thy1-CFP-MitoS mice
expressing cyano fluorescent protein (CFP) in brain mitochondria by impulse infrared laser. Ethylmethylhydroxypyridine
succinate 25 mg/kg or saline (control) were administered i.p. at 30 min after the stroke onset. A period of observation
was 48 h. Brain images were obtained by two photon laser fluorescent microscopy and analyzed using a software
developed in Neurotar Ltd (Finland). Nonparametric Mann-Whitney-Wilcoxon test was used for te statistical analysis of
results. Results. Microstroke resulted in mitochondria swelling, i.e. injury, in the zone surrounding the thrombus. The
mostprofoundchangesofmitochondrialmorphologywereobservedat2hfromthestrokeonset.Ethylmethylhydroxypyridine
succinate significantly reduces the stroke-induced swelling at 1 h (p<0.05) and 2 h (p<0.05), as compared to the control.
Conclusion. These results suggest that ethylmethylhydroxypyridine succinate significantly protects brain mitochondria
against microstroke-induced injury.

Key words
Mitochondria, ischemic stroke, ethylmethylhydroxypyridine succinate, fluorescent microscopy.
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4TO NPUBOAUT K KONNancy rpagneHTa pH u mem6paHHo-

BBenenue

MaTonornyeckas akTMBALWUA MWUTOXOHAPUIA urpaet
LeHTpasibHY0 poJib B rMGenn HeMPOHOB NPU ULWEMUYe-
CKoM uHcynbte [4]. LlepebpanbHaa uwemuns Bbi3blBaeT
Kackaz COObITUIA, HAYNHAKLLMIACA C HEKOHTPOJIMPYEMO-
ro BbICBOOOX/AEHNS ryTamarta M3 HeilpoHOB 1 aKTuUBa-
uun rnytamatom uoHoTponHbix NMDA-peuenTopos,
32 KOTOPOW clieAyeT natosiormyeckoe rnoBbllLUEHNE BHY-
TPUKIETOYHOW KOHLEHTpauun noHos Ca*, u panee —
HEKOHTPONNPYEMbIV MOABEM KOHLEHTpauuu noHos Ga?
B MaTpuKCe MUTOXOHAPUIA. [eperpyska MaTpmkca noHa-
mu Ca® BbI3bIBAET OTKPbITUE MUTOXOHAPUANbHBIX NOP,

anunencus n Napokcu3mMasbHble COCTOAHUS

ro noTeHuUMana u NPekpaLleHnto CUHTe3a JHepreTuye-
cKoro cybcTtpaTa ageHosutTpugocdgata (AT®). Busyans-
HO OTKPbITNE MUTOXOHAPWANbHbIX MOP CONPOBOXAAETCA
HabyxaHWeM MUTOXOHAPWIA, NO3TOMY HabnwAas 3a u3-
MEHEHMEeM MOPMONOrnn MUTOXOHAPUIA NP MOAENNPO-
BAHWUWN MHCYNbTA MOXKHO CYAMTb O AWHAMMWKE NaTONOrn-
YECKNUX U3MEHEHUI, CBA3AHHbIX CO CHMUXXEHNEM 3Hepre-
TUYeCcKOro metabonunama n ruéenbio HeipoHOB.

Mbiwu Thy1-CFP-MitoS skcnpeccupytot dnyopec-
LIEHTHbIA MPOTENH B MUTOXOHAPMSAX FONIOBHOIO MO3ra
M MOryT 6bITb MCNONb30BAHbI ANS BU3yanu3auunm anmHa-

www.epilepsia.su
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MUKW N3MEHEHUS MOPKONOrMM MUTOXOHAPUIA NMPKU MO-
LenMpoBaHMN MUKPOUHCYNbTA.

ATUNMETUNTULPOKCUNMPULNHA CYKUMHAT — 3TO pas-
paboTaHHbIN B Poccun aHTUIMMNOKCAHT, LWMPOKO NpUme-
HAEMbIVA NPU NEYEHNN UHCYNbTA, MEXAHW3M aHTUTMNOKCU-
4eCKOro AeiCcTBMA KOTOPOro A0 KOHLA He u3yyeH. Lienbio
HaCTOSALLEro nccnefoBaHus 6bina OLeHKA 3alMTHOMO
adhekTa ITUAMETUNTMAPOKCUNMPUANHA CYKLMHATA Npn
MLLIEMNYECKOM MUKPOWHCYNbTE C BU3yanu3auuein AnHa-
MUKW M3MEHEHWUA MOPM OO MUTOXOHAPUIA HA MblLLAX
Thy1-CFP-MitoS.

Marepuaibl 1 METOABI

ViccnenoBaHus 6b1v BbINOMHEHbI HA TPAHCTEHHbIX Mbl-
wax Thy1-CFP-MitoS, Bo3pact — 1 Mec., 3KCNpeccupyto-
LLMX LMAHMDYOPEeCLEHTHbIN NPOTENH B MUTOXOHAPUAX rO-
NOBHOIO0 Mo3ra. XKMBOTHblE COAEPXaNUCb B WHAWBUAY-
aNibHbIX KJeTKax npu CBETOBOM pexume 12:12 4 cBeT:
TEMHOTa 1 UMenn CBOGOLHbIN JOCTYN K BOLE W laboparop-
HOM NuLle NPy KOHTPOSIMPYEMbIX J1TabopaTOPHbIX YCNOBU-
Ax. Bce wuccnefoBaHusi BbINOMHANUCL B naboparopum
Neurotar (XenbcuHkn, @uHNAHANSA) B COOTBETCTBUU C [u-
pekTuBoin Coseta EBponeiickoro Coobuiectsa (European
Communities Council Directive) no yxogy 3a labopaTopHbI-
MW XXUBOTHBIMU 1 NPUHUMNAMW HaaJlexxallei naboparop-
Hoii npakTukn OECD Principles of Good Laboratory Practice
(as revised in 1997), OECD Environmental Health and Safety
Publications (OECD) 1, 1998.

M306pa>keHns Kopbl FOSIOBHOIO MO3ra ObInn nonyye-
Hbl C UCNONb30BaHWeM peMTOCeKyHAHOro nasepa Mai-
Tai Broad Band DeepSee, AnnHa BOMHbI 061YyYeHUS —
800 Hm. dnyopecueHUMO LMaH(IYyoOpeCLEHTHOro Npo-
TenHa (CFP) geTekTupoBanu ¢ UCnonb30BaHMEM 3MUC-
CVMOHHOTO (hunbTpa ¢ o6nacTolo nponyckanua 420-500
HM (kaHan 1). ®nyopecueHUMi0 OeKCTpaHa, MevyeHoro
LUMAHWHOBLIM  KpacuTenem  «TexXaCCKUMW  KpacHbIN»
(TxRed dextran), neTekTupoBanu C WCNOJIb30BaHWEM
3MUCCUOHHOIO onnbTpa ¢ 06J1acTbio NponyckaHms 590-
650 HM (kanan 2). /i3obpakeHua monyyanu ¢ BepTu-
KanbHbIM warom 1 um B rny6uHy o 100-150 um u ¢ Bu-
3yanusaumen YeTblipex pasHbix o6nacten. Kaxpas 06-
nactb umena nnowanb 500x500 pm2 B XY-KoopanHaTax.

A B

PucyHOK 1. ®nyopecrieHTHAS MUKPOCKOIIUSA 30HbI
HMIEMUYECKOT'O MUKPOMHCY/IBTA B KOPE FOJIOBHOI'O MO3T
mbimeit Thyl-CFP-MitoS: A — n306pakeHue KpOBEHOCHBIX
COCYJI0B; B — n300pakeHue MUTOXOHAPUI. JIOKamu3anus
TpoM6a OTMEYEHA OKPYKHOCTBIO.

Mukponrcynet

Tpom6 uHAZyuMpOoBanu UMNyNbCHbIM 06ny4eHunem (1-
10 mc) cermeHTta apTepuosibl MHAPAKPACHBIM Jla3epoMm
Takum 06pa3om, 4T0Obl NONHOCTLIO 6/1I0KMPOBATh KPOBO-
TOK B HMXKenexalwmx kanunnapax. 3 eKTMBHOCTb MU-
KPOWHCYNbTa OLEHNBANach BU3yanbHO. [ns aToro gniyo-
pecueHTHbIN aekcTpad (TxRed dextran) ¢ MmonekynspHon
maccoin 70 k[1a B konuyectse 120 pyn BBOAUNN A0 UHAYK-
LM MUKPOUHCY bTA. BO BpeMS ONbITOB MbILLK ObINN aHe-
CTe3MpPOBaHbl BHYTPUOPIOLWNHHOW UHBbEKLMEN CMECK Ke-
TaMWH/KCMNasunH. B xoe nepBoi ceccumn CbeMka n3obpa-
YKEHUIA KaXKOoW M3 4eTbipex o6nacTen npoussogunacb
cpasy 40 MOMEHTa MoJsly4yeHns Tpomba 1 B Te4eHue cne-
ayowmx 80-120 muH. lNocne 3TOro XMBOTHbIE NOMeLLa-
nnucb B KNeTku. Bo Bpemsa BTopow ceccuun, 48 4 cnycT4,
CbeMKa M306paXkeHnin npou3soannack no Tem xe XY-
KOOpAMHATaM, 4TO 1 B NEPBOVi CeCCUn.

VMiccnepyemoe BeLLeCTBO — 3TUAMETUTMAPOKCUNN-
puanHa cykumHat — BBoaunca gopme 5% BOAHOrO
pactBopa cybcTaHuun 6e3 KOHCEPBAHTOB WU UHBIX O0-
6aBOK (COOTBETCTBYET NIeKapCTBEHHOI hopmMe npenapa-
Ta ACTPOKC) B 103€ 25 MI/KI BHYTPMOPOLWNHHO Yepes 30
MUWH. Nnocne MWUKpoOuHcynbTa. ®u3pacTtBop BBOAWJSICA
B Ka4eCTBe KOHTPOA.

AHanu3 MoslyYyeHHbIX M306pa)KeHn’t NpPOBOAMUIICA
B pamMkKax MmaremaTud4eckon Mogenu, paspaboTaHHON
B Neurotar Ltd. (PuHnaHgus). TpexmepHble napameTpsl
pasrpaHnyeHHbIX 06beKTOB (MUTOXOHAPWIA) ObISIN BblYMC-
NEHbI 1 BbIPAXXEHbI B BUAe 663pa3aMepHOro KoauumneH-
Ta K, KOTOpbIA XapakTepudyeT (hOpMy MUTOXOHAPWIA,
npuyemM 6onbllee 3Ha4eHNe K cOOTBETCTBYET 60JbLLEMY
«OKpYrneHn» MUTOXOHApUA. [na yno6¢cTBa CONOCTaB-
neHns oopm MUTOXOHAPWIA B pa3Hble MOMEHTbI BPEMEHU
pe3ynbTaTbl NpeacTaBfeHbl B BUAE MHAEKCA «HabyXaHWs»
MUTOXOHLPWIA, BbIYUCNEHHOTO Mo hopmyJie

IN=(1-K,)/(K-1),
rae IN — nHpekc HabyxaHus (OKpYriieHns) MUTOXOHAPWIA;
K, — 3Ha4eHue KoappnumeHTa 1o MUKponHeynbTa; K —
3Ha4YeHne Koa(puuneHTa B MOMEHT BpeMeHU t nocne
MUKpOUHCynbTa. YeenundeHue IN B Kypce nwieMmmn 03Ha-
yaeT HabyxaHne MUTOXOHAPMWIA — MPOLECC, NPSAMO CBSi-
3aHHbIN CO CHUMXKEHNEM 3HEPreTUYeckoro MetTabonmama.

A B

PHCYHOK 2. YBE/IMYEHHBIE U300PAKEHU MUTOXOH/IPUM

B KOPE rOJIOBHOI'O MO3Ta JJO ¥ IIOCJIE MIIEMUYIECKOIO
MHUKPOMHCY/IBTA: IOKAIN3ANA TPOMOA OTMEYEHA
OKPY’KHOCTBIO; A — 30H4 JJO MUKPOUHCY/IBTA; B —Ta ’Ke camas
30HA YePe3 2 4 [OC/IC MUKPOUHCY/IBTA.
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Mony4eHHbIe pe3ynbTaTbl CPABHUBANMNCL CTATUCTUYE-
CKM C WUCMOMb30BaHMEM HenapaMeTpU4eckoro TecTa
MaHHa-YuTHn-BunkokcoHa.

Pe3yiabrarsl

OnucaHue aKcnepMmeHTasNbHO Moaenu

[nga Bu3yanusaunm nameHeHnin Mopdonorum MUTOXOH-
LPUIA NPU MLLEMNYECKOM MUKPOUHCYNbTE 6bINN UCNOMb30-
BaHbl TpaHcreHHble Mbiin Thy1-CFP-MitoS, akcnpeccupy-
towme onyopecLeHTHbI NPOTENH B MUTOXOHAPUAX rON0B-
HOro mo3sra. [1na nony4eHus Tpom6a NnpocBeT apTepuosbl
WIn ee CermMeHT 06ay4ann OeMTOCEKYHAHbIM UMMYNbC-
HbIM UWH(pakpacHbiM nasepoM. MecTo nokanu3aumm
Tpomba BbIGMPANOChb Tak, 4TOObl OCTAHOBWUTb KPOBOTOK
B HWXXENeXalllen BeTBW Kanuiisapos U BbI3BaTb ULWEMUID
B OrpaHn4eHHO 30He mo3ra (cMm. puc. 1A).

306pa>keHnss MUTOXOHAPMWIA B 30HE MUKPOUHCYSbTA
6bINN NOMY4EHbI C MCNONb30BAHWEM ABYX(OTOHHOW na-
3epHoi hnyopecLeHTHON MUKpockonun. Ha pucyHke 1B
BMAHO, YTO MLLUEMMWYECKMIA MUKPOWHCYNbT BbI3BAN fe-
TEKTUPYeMble U3MEHEHU MOPAONOrUn MUTOXOHAPUIA.
O6nactu, B KOTOPbIX HabnAanoch OKpyrneHue (Haby-
XaHue) MUTOXOHLPWIA, BblAeneHbl LBETOM OT XEenToro
[0 KPaCcHOro, B 3aBUCUMOCTU OT CTEMEHN OKPYrNeHus.
KpacHbIi LBET COOTBETCTBYET 30HAM, B KOTOPbIX HAab110-
Jlanacb Hamb0onbLLas CTeNEeHb HABYXaHUs MUTOXOHAPUA.
0O6nacTu, B KOTOPbIX MOPONOrnsg MUTOXOHAPUIA HE N3-
MEHMMacb nocne MHAYKUMW Tpom6a, BblAesNeHbl 3ese-
HbIM LIBETOM.

YBennyeHHble N306pa>keHNnss MAUTOXOHAPUIA A0 U MO-
c/ie MMKPOWHCYNbTa NoKa3aHbl Ha pucyHkax 2A n 2B co-
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[lo MUKpOUHCynbTa KoHTponb

OTBETCTBEHHO. [lpn CcpaBHeHUN M306pa>KeHUn BUIHO,
4TO MOPAIOSIOrNA MUTOXOHAPUIA NOCIE MUKPOUHCYIbTA
npetepnena M3MeHeHNs, 0CO6EHHO 3aMeTHbIe B 30HAX,
BblJEJIEHHbIX KPACHbIM UBETOM. MUTOXOHAPUN NoTeps-
NN UCXOAHYIO YANUHEHHYO hopMmy, cTanu 60nee OKpy-
rMbIMU U HABY XK.

Mony4yeHHble pe3ynbTaTbl MOKAa3bIBAKT, YTO AaHHas
MogJelb NO3BONSET PErucTpUpoBaTh ANHAMUYECKUE U3-
MEHEHUs MOPdONOrMM MUTOXOHLPUIA in Vivo B pealb-
HOM BpEMeHW npu MOLENMPOBAHUU MUKPOUHCYNbTA
U MOXET ObITb MCMONb30BAHA ANA OLEHKN 3P PEKTUB-
HOCTW CPeACTB NeYeHNs NHCYNbTA.

OueHka 3cphexkTMBHOCTU ACTPOKCA B 3aLUTE MUTO-
XOHAPWiA NPU ULIEMUYECKOM MUKPOUHCYIbTE

[ns oueHkn adhdeKTUBHOCTU ACTPOKC BBOAUIIN BHY-
TPUOPIOLLIMHHO B f03e 25 Mr/Kr 4epe3 30 MUH. NOoChne WH-
OYKUUN MUKPOUHCYNbTA. IaMeHeHus mopdonorum MuTo-
XOHAPUIA B 30HE MUKPOUHCYSIbTA OeTEKTUPOBANIUCH B Te-
YyeHue 48 4 ¢ ncnonb3oBaHneM OyopecLEHTHON MUKPO-
CKOMUKW in Vivo, KaK ykasaHo B pasgene «Marepuansi
1 MeToabl». Pe3ynbTatbl NpeAcTaBieHbl HA PUCYHKe 3.

B KoHTpone (puspacTeop) ULLIEMUYECKNA MUKPOUH-
CYNbT BbI3BAJ1 06paTUMOE HabyXaHWe MUTOXOHAPUIA (CM.
puc. 3Aun 3B). Yepes 1 4 nocne MHAYKLUN MUKPOUHCYb-
Ta 4acTb MUTOXOHAPWIA B 30HAX, NPUAEralLWNX K TPOM-
6y, notepsana UCXOLHYH YAJUHEHHYIO (DOPMY U OKpYy-
rnunacb. 3TW 30Hbl BblAeSeHbl XeNTbIM U KPaCHbIM
LLBETOM Ha N306pa)KeHMUsX, NOYyYeHHbIX MUKPOCKONNENR
(cm. puc. 3A). Konn4yecTBeHHO nosBrieHne pakumm Ha-
OyXLWNX MUTOXOHAPUI NOKa3aHO Ha rpacpuke pacnpene-
JIEHNA MWUTOXOHAPWUA NO WHAEKCY «HabyxaHus» (cMm.
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PucyHoxk 3. O1jeHKa 3aUTHOrO 3(pdexTa ACTPOKCA PU UIIEMUYECKOM MUKPOUHCYIBTE: A — KOHTPOJIb, HU300PAKEHUS
MUTOXOH/APHUH 10 (0 MMH.) ¥ TOCJIE MUKPOUHCYJIBTA B T€YEHHE 48 4; B — KOHTPOIID, IpaMKy pacnpeaeneHns MUTOXOH DU
10 UHJEKCY «HAOYXaHUA> IO U [TOCJIE MUKPOUHCY/IbTA B TeueHHe 48 4; C — UCCIIEYEMBIH IPENapar, 'Pa(pUKu pACIPEAEIEHUAL
MHUTOXOH/IPHI IO UH/IEKCY «HAGYXaHHUsI» 10 Y IOCJIE MUKPOWHCYJ/IBTA B TEYEHHE 48 U.
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puc. 3B). Inpekc «HabyxaHmsa» NOCTPOEH TakK, 4TO CABUT
B MONIOXUTENIbHYO 006/1acTb 3HAYEHUIN COOTBETCTBYET
OKPYTNIEHUI0 MWUTOXOHAPWA, a B OTpuULaTeNbHY 06-
nacTb, HA060POT, — YANUHEHUID MUTOXOHApWIA. Ha pu-
CYHKe BUAHO, 4TO UCXOLHOE OHOPOAHOEe pacnpepene-
HVe MUTOXOHZPMIA No mMopdyosorum, cyulecTBoBaBLUee
[0 MUKpOUHcynbTa (0 MUH., NOKa3aHO 3e/1eHbIM LIBETOM)
M3MEHUOCb N HOBOE pacnpejefieHne (NoKasaHo Xelsl-
TO-KPACHbIM LIBETOM) COLEPXUT (hpakLuuio HabyXLIux
MUTOXOHAPWIA. 06 3TOM CBUAETENLCTBYET CABUT XKENTO-
KpacHOi KpuBOW pacnpeneneHns B 0651acTb NONOXWN-
TENbHbIX 3HAYEHWUI MHAEKCA «HabyxaHus». Yepes 2 4
nocne MWUKPOWHCYNbTA (DpakuUa HabyXLIMX MUTOXOH-
LPWIA CTAaHOBUTCA OCHOBHOW. MI3mMeHeHMs Obinun cTaTtu-
CTMYECKN AO0CTOBEPHLIMU MO CPABHEHUIO C UCXOAHbLIM
pacnpegeneHuem (p<0,05). Yepes 48 4 60nbluas 4acTb
HabyXWnx MUTOXOHAPWUIA BOCCTaHaBNMBAET CBOK UC-
XOOHYIO (DOPMY, YTO YKa3blBaeT Ha 006paTuMbIn Xapak-
Tep NoOpa>keHNUs MUTOXOHAPWIA B JAHHOW MOOeNn MUKPO-
MHCYnbTA.

Mcenepyembiin npenapat ACTpPOKC, BBefieHHbIN Ha 30-11
MUH. NOC/Ie MUKPOWUHCYJIbTA, LOCTOBEPHO YMEHbLUNIT Ha-
6yxaHue MUTOXOHLPWI B NepBble Yacbl NOCI1e MUKPOUH-
CynbTa No cpaBHeHWto ¢ KoHTposiem (p<0,05), kak noka-
3aHO Ha pucyHke 3C. B TeyeHune 48 4 HabnoaAeHNIA pac-
npegesieHne MUTOXOHAPUA MO WHOEKCY «HabyXaHus»
0CTasioCh 6SIN3KUM K UCXOOHBIM 3HAYEHUAM 0 UHCYIb-
Ta 1 He NPOM30LUIIO NOSABMIEHNA 3HAYUTENIbHON (IpaKLum
HabyXLWNX MUTOXOHAPWIA. Takum 06pas3om, ACTPOKC [0-
CTOBEPHO 3awuwian MUTOXOHAPUX MO3ra npu UWemMun-
4eCKOM MUKPOUHCYIIbTE.

OO06Cy:KAeHuE PE3YyIBTATOB

MexaHn3mbl, NpuBOAsiLiME K HabyXaHUO MUTOXOH-
ApuiA, O0CTAaTOYHO XOPOLWO W3yYeHbl. Nwemuydeckunin
WHCYNbT MPUBOANT K HEKOHTPONMPYEMOMY BbICBOOOX-
JEHWI0 rnyTamara 3 HelpoHOB U N36bITOYHON CTUMYNA-
UMW rnyTamaTHbIX PELEenToOpoB, NPeXxae BCEro WMOHO-
TponHbiX NMDA-peuenTopoB, perynumpylowmx TpaHc-
nopt moHoe Ca? [1,2,6]. Korga BHYTPUKIIETO4HAS KOH-
ueHTpaumm GCa® noBbllIAeTCs A0 ONpejeNieHHoN
MOPOroBOM BENWYUHBI, MPOMCXOAUT MATOSIOrMYeCcKoe
noBbiweHne noHos Ca? B matpukce [6]. Meperpyska ma-

Tpukca noHamm Ga?, 0C06€HHO B COHETAHMU C OKUCIIU-
TeJNIbHbIM CTPECCOM U MOHWKEHHbBIM YPOBHEM aLleHUHHY-
K/1e0TML0B, OTKPbIBaeT Hecneuuduyeckne nopsl
BO BHYTPEHHe membpaHe MutoxoHapuin [4]. OTKpbITHe
nop Bbl3blBAET MAaccoBoe HabyxaHue (swelling) muto-
XOHAPWIA, TaK KaK 6e5kn ¢ maccoi Bbiwe 1,5 k[la He MO-
ryT NPOHMUKATL Yepes3 Mopbl M 0CTAKOTCA B BbICOKOW KOH-
LeHTpaumum BHyTPU MaTpUKCa, 4TO CO3[aeT OCMOTUYe-
CKWA TrpagveHT npu OTKPbITbIX MOpax, MPUMBOASALLNA
K OBMXXEHUIO BOAbl BHYTPb MATpuUKCca W Bbi3blBAOLLNNA
ero HabyxaHue ¢ pa3BopayunBaHNEM KPUCT.

HabyxaHne MUTOXOHAPWUIA HanNpPsAMylo CBA3aHO C Maro-
NOrNYecKUMN COBLITUSIMM B KNETKE, TAKUMU KaK CHUXKEHME
3HepreTM4ecKoro Metabonnsma v MHAYKLMS anonTosa [9].
MuTtoxoHapum moryT nponssoanTb AT® TONbLKO Npu Hanu-
YynK rpagueHTa pH n noteHumana BHyTpeHHeNn MeMopaHsbl
MUTOXOHAPWUIA, MO3TOMY HEMNPOHMLIAEMOCTb BHYTPEHHEN
MeMOpaHbl MUTOXOHAPWIA AN CBOGOLHOrO NepeHoca npo-
TOHOB ¥ MOHOB AB/IAETCA PeLUAloLLM YCNOBUEM NS Npo-
aykummn AT®O muToxoHgpusamu. OTKpbITUE MUTOXOHAPK-
asnbHbIX NOP HapyLUaeT 3TO YCNOBWE WU NPUBOAMT K NOTepe
rpaguenTa pH n mem6paHHOro noTteHuuana u, COOTBET-
CTBEHHO, K NoTepe CNoCO6HOCTM MUTOXOHAPUU NPOU3BO-
anTb AT®. Kpome T0ro, HabyxaHue MUTOXOHAPUIA MHAYLN-
pyeT anonTo3 B TOT MOMEHT, KOraa HabyXLunii MaTpuke
paspyLlUaeT BHELUHIOK MeMOpaHy MUTOXOHAPUIA WU UMTO-
Xpom C, MHAYKTOP anonTo3a BbIXOAUT N3 MeXXMeMOPaHHO-
ro NPOCTPAHCTBA B LUTO30J1b. B 3TOM KOHTEKCTE BM3yanun-
3auusa npowecca HabyxaHus MUTOXOHAPWUIA NO3BONSET CY-
OUTb O CHUXKEHUW 3HEPTreTUYecKoro MetTabonusma u akTu-
BaLuM NpoLeccoB anonTo3a B HEMpPOHax.

Ncenepyemblii npenapat ACTPOKC, BBeAigHHbIN Ha 30-1
MWH. NOCNE MUKPOWHCYNbTA, JOCTOBEPHO YMEHbLLIWIT Bbl-
3blBaeMOe UeMunen HabyxaHue MUTOXOHLPWUIA NO cpas-
HEHWIO C KOHTPOJIEM, YTO CBMAETESIbCTBYET 0 NOAABIIEHUM
naTosiorn4ecknx NpoLeccoB, CBA3aHHbIX C 06Pa30BaHN-
€M MUTOXOHAPWANbHBIX NOP U N3NOXEHHbIX BbILLIE.

3aKkjao4YeHue

HacTosuwiee nccnegoBaHue nokasano, 410 MeXaHuU3m
AHTUIMNOKCUYECKOr0 AeiicTBMUS ACTPOKCA CBA3aH C 3a-
LNTOW MUTOXOHAPWIA B YCNOBMAX LiepebpanbHOi uLle-
MWW, BbIZBBAHHON MUKPOUHCYNbTOM.
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KINHUKO-TEHETUYECKAA 5
TETEPOIEHHOCTD IOHOIIECKOHA
MHUHOK/TOHUYECKOH! SITNIEIICUH

LInavigep H.A."?, LLInnkuHa O.C."2, [letpoB K. B.,
YepHbix N.A.7, [lloxakoBa A. B.

1IbOY BI10 KpacHosapckuii rocyfapcTBeHHbI MEQUUNHCKNUIA YHUBEPCUTET
um. npodh. B. @. Boiino-Aceneyxoro Mu+sgpasa Poccun

2 YunBepenterckas KIMHUKA, HEBPOJIOrHYECKUI LUEHTP 3NHUIENTONI0NMNH,
HeVpOreHeTUKn U ncereqoBannsa mosra, KpacHoapck

Pesome

Yianonatndeckne reHepann30BaHHbIe IMUIeNcumn CoCTaBsiioT NPUMEPHO OfHY TPeTb Bcex anunencui. KOHoLeckas mu-
oksIoHn4eckas anunencus (OM3, curgpom SHua) xapakTepu3yeTcsi MUOKIIOHUAMY MPU IPOOYXKAEHUMN, FeHEePan30BaH-
HbIMU TOHUKO-KJIOHNYECKUMU MPUCTYNamu v TUITUYHbIMU abcaHcamu, NnociegHne BCTpeyaroTcs 60/1ee 4eM y 0fHOM
TPETU NaUNeHTOB. TemM He MEHeEe, TUINYHbIE abCaHChl HE ABAAIOTCA NPeobafaowmnm TUIoM npuctynos. FOHoweckas
MUOKITOHUYecKas anuierncus 00bI9H0 Pa3BUBAETCA ¥ MOAPOCTKOB B Bo3pacte ot 12 fo 18 nert. [losioBuHa nayneHToB
C 3TUM 3a60/1eBaHNEM UMEKOT POLCTBEHHUKOB, CTPAJaroLmnx anunierncuen. [eHeTuyeckas 0CHOBa 3TOro CUHAPOMAa SBJIS-
eTCs1 C/I0XKHOM, a MEXaHN3M HAcJ1e40BaHNs HESICEH. BriosiHe BO3MOXHO, 4T0 3a pazsntne HOMS3 0TBETCTBEHHbI HECKOJIbKO
Pa3inyHbIX reHOB. ABTOPbI NPeACTaBuIIn 0030p Pe3ysibTaToOB COBPEMEHHbIX KITMHUYECKUX U TEHETUYECKUX UCCIE[0Ba-
HU HOHOLLIECKOW MWOKIIOHUYECKOW anuiercun. VIHgpopmayms, nosiy4eHHas B pe3ysibtare 310ro 063opa, HaBoaguT
Ha MbICJlb, 4TO JAHHOE HAC/Ie[ICTBEHHOE 3a00/1eBaHNe 3acily)KNBAeT [a/ibHeLLIero n3y4eHus.

KnroueBbie cnosa
Yignonatnyeckas reHepain30BaHHasi ANUIErNcusl, FOHOLLIECKAs MUOKITOHnYeckas anunencus, OM3, cungpom SHuya, nog-
CUHAPOM, QQE6HOTUI, FeHOTUIT, TEHETUKA, FEH, MyTaLus, NOJIMreHHOe Hac1e[0BaHne, 0630p.

Ctatba noctynuna: 25.02.2016 r.; B gopabotanHom supe: 18.03.2016 r.; npunaTa K neyatun: 03.06.2016 1.

KoH(hnuKT nHtepecos
ABTOpbI 3a9BNAOT 06 OTCYTCTBMM KOH(NUKTA UHTEPECOB B OTHOLLEHMMN JAHHON Ny6nmKauum.

Bce aBTOpbI caenanu 3KBUBANEHTHbIN BKNaA B MOArOTOBKY My6nnkauuu.
Ans unTMpoBaHus

LHangep H.A., lWunknua 0.C., Metpos K. B., YepHbix W.A., [ioxakoBa A.B. KnuHMKO-reHeTu4ecKas reTeporeHHOCTb lOHOLWe-
CKOM MUOKNTOHWYECKOW anunencun. Anunencusa n napokcuamanbHble cocTosHus. 2016; 2: 20-36.
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CLINICAL AND GENETIC HETEROGENITY OF JUVENILE MYOCLONIC EPILEPSY

Shnayder N.A."2, Shilkina 0.S."2, Petrov K. V., Chernykh I.A.!, Diuzhakova A. V.

TKrasnoyarsk State Medical University named after Prof. V.F. Voyno-Yasenetsky of the Health Ministry of Russia,
2University Clinic, Neurological Center of Epileptology, Neurogenetics and Brain Research, Krasnoyarsk

Summary

The idiopathic generalized epilepsies constitute roughly one-third of all epilepsies. Juvenile myoclonic epilepsy (Janz
syndrome) is characterized by myoclonic jerks on awakening, generalized tonic-clonic seizures, and typical absences,
with the latter occurring in more than one-third of the patients. However, typical absences are not the predominant
seizure type, and are usually very mild and simple (with no automatisms or localized limb jerks). Juvenile myoclonic
epilepsy usually appears in adolescents between 12 and 18 years old. Half of patients with this condition have relatives
with epilepsy. The genetic basis of this syndrome is complex and the mechanism of transmission is unclear. It is possible
that several different genes are responsible. The authors presented the review of results modern clinical and genetic
studies of juvenile myoclonic epilepsy. Information obtained from this review strongly suggests a heritable condition that

merits further investigation.

Key words

Idiopathic generalized epilepsy, juvenile myoclonic epilepsy, JME, Janz syndrome, subsyndrome, phenotype, genotype,

genetics, gene, mutation, polygenic inheritance, review.
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Bsenenue

B HacToswee Bpema MexayHapoaHas npoTUBO3NMU-
nenTuyeckKas nura BblAenseT BOCEMb IMUSIENTUYECKNX
CUHAPOMOB, KOTOpble COOTBETCTBYHOT 6a30BOMY Onpe-
[eneHunto nanonaTu4ecKnx reHepann3oBaHHbIX anuen-
cuin (r3): pobpokavyeCcTBEHHAs MUOKNOHMYECKas 3nu-
nencusa paHHero 4eTCKOro Bo3pacTa, reHepann3oBaHHas
anunencusa nac debpusibHble npuctynbl (generalized
epilepsy with febrile seizures plus — GEFS+, anrn.), anu-
nencus ¢ MMWOKJIOHMYECKUMU abcaHcamu, anunencus
C MWOKJIOHMYECKM-acTaTu4eckumu npuctynamu, AeT-
CcKkas abcaHcHas 3nusencus, toHoLWeckas abcaHCHas
anunencus, IOHOLECKAs MUOKJIOHMYecKas anuiencus
N 3NUAENCUS C M30NMPOBAHHBIMU TOHMKO-KNOHNYECKU-
MU npuctynamu. MNpu Hanu4num xapakTepHbIX KIUHUYe-
CKUX NPU3HAKOB KaXKAbl M3 NepPedYnCiIeHHbIX CUHAPO-
MOB MOXXET ObITb JIErKO ANArHoCTUpPOBaH. B HEKOTOPbIX
Cnyvasix Takue NPU3HaKM OTCYTCTBYIOT UK NOABNAIOTCA
no3><e No Mepe NporpeccupoBaHnsa 3abosneBaHnsa, 410
3aTpyaHAeT [AWarHOCTUKY. JJieKTpoaHuedanorpadus

anunencus n Napokcu3mMasbHble COCTOAHUS

(99r') yacto nomoraet B gmarHoctuke UM, HO HY>XHO
MOMHUTb, YTO caM No ce6e 3TOT METOA He BCerga no-
3BOJIAET NPoBeCTU AnddepeHUnanbHy0 ANarHOCTUKY
MEXY PasnuyHbIMKU BUAAMMW 3MUAENCUAN, UMEKLLUMM
CXOAHYI KNMHNYECKYIO KapTuHY. To XXe camoe KacaeTtcs
N MONEKYNSPHO-TEHETUYECKNX TECTOB, XOTA W NPeano-
naraeTcs, 4TO AanbHenwwee U3y4yeHne B3aMMOOTHOLLE-
HUA «FeHOTUM — (DEHOTWUN» PACLUMPUT BO3MOXKHOCTK
B YCTaHOBJSIEHUU TOYHOro AmarHosa WIMN3. B HacTosLwee
BPEMS KNMHUYecKune npusHaku 3 Bce ewle ocraroTes
KpaeyrosibHbIM KaMHeM 478 TOYHOW ANArHOCTUKM BUAa
3NUIeNTUYeCKOro CMHAPOMA, a CIeJ0BaTEeNbLHO, U Onpe-
JeneHund ero ucxoga [2,4].

MepBbIft NALUEHT ¢ 3a601EBAHMEM, KOTOPOE Mbl CER-
4yac Ha3blBaEM HOHOLLECKOW MWOKITOHWMYECKOW anusien-
cuen (KOM3), 6611 onucad B 1867 r. T.H. Herpin (1867)
[37], a nepBoe nosiHoe onucaHue cuHgpoma caenanu 90
net cnycta D. Janz u W. Christian (1957) [39]. MoTpe6o-
BasnioCb HEKOTOPOe BpPEMSA AN MeXAYHapoAHOro npu-
3HaHusa, n B 1985 r. HMO 6bina BKOYEHA B MeX/yHa-
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POAHYI0 KnacCcuduKauuio 3NUAencuin 1 anuientuye-
cknx cuHagpomoB (Commission for Classification and
Terminology of the ILAE, 1985). Ha choHe runogmarHo-
CTUKW, B TO XK€ BPeM$, BO MHOIMX 4acTAX MuUpa OTMeva-
NnoCcb NOBbILEHHOE BHUMaHMe K FOM3, KOTopoe CoxpaHs-
nocb Ha npoTskeHumn cnegyowmx 30 net. Ceirvac OMI
LUMPOKO NpU3HaHA Kak apxetunuyeckon cuHgpom Ura.
B nocnenHue roabl OM3 cTana 06beKTOM reHeTUYeCcKnX
nccnenoBaHnin, 4T0 NO3BOSINNO Nyylle MOHATb ee Kiu-
HUYecKue N NaTom3nosornyeckme 0cobeHHoCTu [74].

HNeduHuuyna OMI

HHoLeckas MMOKIIOHMYeCcKas anuiencus — gpopma
MANONATMYECKON reHepasM30BaHHOM 3nuaencum noa-
POCTKOBOr0 BO3pacTa, XapakTepuayowascs noseneHu-
€M MaCCMBHbIX MUOKNOHWYECKUX NPUCTYNOB, BO3SHUKA-
lowmux B nepuog nocne npobyxaeHus. Oe6oTt KOMI Ba-
pbupyeT 0T 7 neT Ao 21 roga ¢ MakCUMymoM B BO3PacT-
HOM wuHTepBane 11-15 netr. B oTAENbHbIX Ccny4asx
3a60neBaHMe MOXXET Ha4aTbCs B 60Nee paHHeM BO3pac-
Te ¢ abCaHCOB WNU reHepasn30BaHHbIX CYAOPOXHbIX
npuctynos (FCIM), ¢ nocneaylowmm NpUcoeanHeHNem
MWOKIOHNYECKMX NPUCTYNOB B Ny6epTaTHOM nepuoge.
Co3HaHue BO BpeMsi MUOKJIOHMYECKMX NPUCTYNOB CO-
XPaHEHO, OHM BO3HMKAKT WM y4allalTcsa B MepBble
MUHYTbI 1 Yackl nocne npobyxaexHusa. B 90% cny4yaes
MUOKNOHUK coyeTatoTca ¢ ICIM npobyxaeHus. Y 40%
MauMeHTOB NPUCOEAUHAIOTCH KOPOTKUE abCaHCbl toBe-
HUNbHOro TUNa [3,7].

D. Janz (1985) He onucan HM ogHoro cny4as HOM3
BCNEACTBME OPraHNYeckoro Nopa)keHns Moara, XoTs oT-
MeuyaJi, 4T0 U3peaKa B aHaMHe3e MOryT 0OTMe4aTbeca de-
6pWnbHblE CyaOpPOrM WAW W30MMPOBAHHbIE MPUCTYMbI
B netctBe [41,49]. B Te4eHune nocnenHUX neT Hemponaro-
norua KOMO3 nepecmartpusaeTtcs, 4T0 06YC/OBJIEHO BHE-
APEHMEM HOBbIX MOJIEKYNIAPHO-FEHETUYECKMX MEeTO0B
JNarHOCTUKM U METOAO0B HelpoBuayanuaaumm. Tak,
Yy HEKOTOpbIX NaUMeHTOB MOKa3aHO (poKasbHOE WK
anby3Hoe NoBbIWEHNE YUCNA AUCTOMUYHLIX HENpPO-
HOB B CEPOM BELLECTBE CTPMaTyMa U Cy6KOPTUKANbHOM
6e510M BeLlecTBe 60J1bLINX NOSTYLIAPMIA FTONOBHOMO MO3-
ra [56]. BHegpeHne B KNMHUYECKYHO MPAKTUKY BbICOKO-
nonsHon MPT nossonuno BepuuuupoBatb Hanu4ue
y psga naumenTtoB ¢ FOM3 manbix aHomanuii pa3BuTus
B BUAE 3HAYNTENbHOrO YKPYMHEHUS, YTONWEHUS U YBE-
NMYeHns LepebpanbHOro KOPTUKaNbHOIO CEPOro BeLye-
CTBa B Me3MasibHbIX 0TAeNax o6HbIX fonen [47,73].

MeTon aHanu3a poaoCcnoBHbIX (KNMMHUKO-reHeanorun-
Yyeckuin aHanma) nokasas, 4to y 50% nauneHToB UMEIT-
CS YNeHbl CeMbMW NEPBOI UK BTOPOW CTENEHM PoAcTBa
¢ anunentuyeckumu npuctynamm [20]; y 80% cmbCcoB
C CUMNTOMATUKOMN N 6% 6eCCUMNTOMHbIX CMO6COB Ha I3l
perncTpupyroTcs Anddy3Hbie KOMMIEKChbl Nonucnamnk-
BOJIHA 4-6 TU. Y 12% 6eccuMnTOMHbIX CMGCOB OTMEYa-
toTca audppysHble Hecneumduyeckne HapyweHnsa 33l
CTeneHb KOHKOPAAHTHOCTU Y MOHO3MIOTHbIX 6/1M3HEL0B
Bapbupyet 0T 0,7 0o 1,0; y AM3UTOTHLIX — Takaf Xe, Kak
y cnécos [32]. imeeTca cBA3b mexay OM3 n gpyrumm

Bo3pacT-3aBucumbiMu WM, takmmm Kak petckas ab-
CaHcHaa anunencus, anunencus ¢ WU30UMPOBAHHbLIMM
TOHWKO-KNTOHNMYECKUMMN NPUCTYNaMn U PaHHAS geTcKas
MUOKNOHWYEeCKas anuaencus, ato 06YCIIOBJIEHO TeM,
YTO B OAHOW CeMbe MOryT HabsAaTbCA HECKONbKO oe-
HOTWUMOB.

®deHoTunsl HMI

B 2001 r. knaccudukaunoHHbIn nogkomuTeT Mexay-
HapoaHom nurv 60pb6obl ¢ anunencuen (ILAE) npegnoxun
06begnHNTL KOM3, toHOLWecKyo abCaHCHYI0 3nuencuto
(FOA3) 1 anunencmio ¢ M30IMPOBAHHbLIMI TOHUKO-KJTOHK-
YeCcKUMu npunagkamu B rpynny ¢ BapnabenbHbiM )eHOo-
Tunom. NMogpasymesaetca, 4To KOMI He cyLLecTBYeT B Ka-
4YeCTBE E[MHCTBEHHOr0 dheHoTMna 3aboneBaHns, Aax<e
Yy 4neHoB ogHon cembu. B 2006 r. I.E. Martinez-Juarez
1 COaBT. BblAenunn vyetbipe dpeHotuna OM3: 1-in Tun —
Knaccuyeckuii oeHotun OM3 (72%); 2-i Tun — aetckas
abcaHcHas anunencus ¢ TpaHcopmauueii B OM3 (18%);
3-i Tun — KOM3 ¢ abcaHcamu (7%), u 4-in Tun — HOM3
C aroHuyeckummn npuctynamu (3%). OHM uccneposanu
KnuHnyeckme n 33M-cpeHotunsl OMS y 4neHoB pasnuy-
HbIX CEMEN W OLLeHWUNN KJINHNYEeCKMe NPOosBeHNs Ha Npo-
TsHKeHUUn 11+6 net (MakcMmanbHO — B Te4eHUe 52 ner).
Bbino nokasaHo, 410 40% cemen nmenun FOMI, Kak eanH-
CTBEHHbIA KIMHWUYECKNA cheHOTMN. Cpean PoACTBEHHU-
KOB 60JIbHbIX C Kjlaccuyeckum dpeHoTunom HOM3I B 40%
cny4aes anunencus npotekana kak OM3 1-ro Tuna, pexe
BCTpeYanacb anunencus ¢ usonuposaHHbimMu I'CI (35%).
B 10 Xe Bpems 66% cemeii ¢ OMO, passusiueiica ns [1AE
(2-7 Tvn), nmenn pasnuyHble deHoTunsl M3 y yneHos
cembu. [pun aTOM ab6caHcbl 6b1K 60ee pacnpocTpaHeHsl
cpean 4neHos cemeit OM3 2-ro Tuna, 4em B CEMbAX
¢ OM39 1-ro tuna (p<0,001). Nepenaya no MaTepmHCKON
JINHWW 1 NSI0X0N OTBET HA NPOTUBO3NUIIENTUYECKNE Npe-
napatbl (M3M) pononHuTenbHO xapakTepuadytoT HOM3
2-ro Tuna. Tonbko y 7% 60nbHbIX ¢ OM3 2-ro Tuna go-
CTUrHyTa hapmMakoMHAYyLMPOBAHHAA PEMUCCUSA MO CPaB-
HeHnto ¢ 58% 60nbHbIX HOM3 1-ro tuna (p<0,001),
56% — ¢ FOM?9 3-ro tuna n 62% — ¢ OM3 4-ro Tuna.
HonrocpoyHbint MoHUTOPUHT (1-40 net — gns KOM3 1-ro
TMna; 5-52 net — ana OM3 2-ro Tuna, 5-26 net — ans
HOM3 3-ro tuna n 3-18 net — gnsa KOM3 4-ro tuna) no-
Kasan, 4To Bce doeHoTunbl KOM3 MMEKT XpOHUYECKoe
1, BO3MOXXHO, MOXXU3HEHHOE TeveHue [52].

[lo HacToALLEro BpEMeHY BONPOC 0 XapakTepe Haclie-
[0oBaHnA pa3nnyHbix deHoTunoB HOM3 ocTaeTtca Hey-
TOo4YHeHHbIM. CornacHo runote3e D.A. Greenberg n co-
aBT. (1992), Hanbonee BepoOATHON ABNAETCA 2-NOKYCHAA
mopnenb HacnegosaHua KOM3, korga oavH reH Hacneay-
eTCcq JOMMWHAHTHO, ApYro — peLeccusHo. AHanus ce-
Mel 60nbHbIX ¢ OM3 npoaemoHcTprpoBan 60nee BbiCO-
KYyt0 3260/1€BaeMOCTb Cpean POACTBEHHUKOB NPO6aHA0B
YKEHCKOr0 1nona, B CPaBHEHUMN C MyXCKuM (6,7 n 3,9%
COOTBETCTBEHHO). MUHUMANbHBIA PUCK Pa3BUTUSA 3MKU-
nencun HabnAaeTCcs y POACTBEHHMKOB MY>KCKOI0o nosa
npo6aHaoB MYX4uH (1,2-2,2%). OTMEYEHO TakxXe, 4To
poauTenu npobaHOo0B pexke CTpaLatoT anuserncuen, Yem
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MeToa anA nokanu3auMu XpoMOCOMHOr 0
caiTa

JIMHKaHbliA aHanU3 reHoB aNUNencuu
C MEHAeNneBCKUM TUNMOM HacnepoBaHua

MeTopn uccnenoBaHus accounauui
reHoB 3NUIENCHN C HEMEHAENEBCKUM
TUNOM HacneaoBaHus

Cy6beKTbl

Lnsa anunencuii ¢ LJOMUHAHTHLIM TUTTOM
Hac/ef0BaHns:

bonbLine cembu

(>8 60MbHbIX B TpeX NOKOJIEHUAX)
Cembu cpeHUX pa3MepoB

(>2 60MbHbIX B TPEX NOKOJEHUSAX)

Lna necnegoarHnii accoymnaymmn
c/yyaeB:*

011200 o 2000 BepudMLMPOBAHHBIX
c/iyyaeB 3a60s1ieBaHuUs

1 COMOCTaBMMOE KOJIN4ECTBO
KOHTPOJIbHbIX C/Ty4aeB

Lns anunencuii ¢ peLeccuBHbIM TUITOM
Hace[0BaHns:

6 NOKOJSIEHNI C 60MNbLLUNM YACTIOM
KPOBHbIX POACTBEHHMKOB

[ns metopa TLD

(Transmission Linkage Dysequilibrium):

>300 Tpuno (poautenu
1 BEpPUULNPOBAHHBIE CIlyYan
3a60/1eBaHNsA Yy NOTOMKOB)

Vicnonb3yemble MmapKepsbl

<400 mukpocaTtennmToB

YHuBepcanbHbin Habop ceToB 13 OHIM

(>300000 o 500000 OHIM)

YTO4YHeHne/yMeHbLIeHNe pa3mepa XpoMo-
COMHOr0 canTa nyTeM pekombuHauuum,
aHanma ranfioTUNnoB U HepaBHOBECUS

no cuensieHnto

Heob6xoammo

Fannotun OHI MOXeT HanpsMyto
NPUBECTU K PA3BUTUIO
npeanonaraemMoro BapuaHTa
anuiencuu

Pennukaums (MHOrokpaTHoe nosTopeHue) | O6bl4Has

TpyoHas

Ta6auna 1. MeHTHPUKAITNSA XPOMOCOMHBIX JIOKYCOB M T€HOB SMHJICTICHU.

* Onucaro bonee wem 50 accouuayuli ¢ SNUNeNIMULECKUMU CUHOPOMAMU [ 72]; Hu 00uH Cayuali He Obll PenuuUposa, Kpome

accoyuanuii c OHII zeno06 BRD2 u CX-36 [22].

cubcebl, a cubebl pexe, 4em notomctTso — 3,3, 4,4 n 51%
COOTBETCTBEHHO. Pe3ynbTaTbl reHeanorny4eckoro aHa-
nu3a cemen, 60nbHbIX ¢ HM3, nocnyxunu npeanochkin-
KOW ANs NMOMCKa reHoB, AETEPMUHUPYIOLLMX pa3BuTHe
[aHHOro 3abonesaHuns [6].

B Havyane XX Beka oAnH 3a ApYyrumM Oblnn naeHTUU-
LMPOBaHbl MyTaLNN FreHOB, OTBETCTBEHHbIX 32 MOHOTEH-
Hble popmbl OM3 ¢ MeHaeneBCKMM TUMNOM HacnegoBa-
HWUA, N OQHOHYKNEOoTuAHble nonumopdguamsl (OHM) —
annenu, KOTopble YBENWYMBAKT PUCKM ANA HEMEHAE-
neBckoro Tuna HacneposaHma HOM3. CumTaetcs, 47O
HOCMTENbCTBO MyTauWW OAHOIO0 M3 OCHOBHbIX MeHAe-
NEeBCKNX reHOB AOCTATO4HO AJ18 HAaCNeL0BaHNA TOro Uin
nHoro cpeHotuna OM3 [22].

leHoTunbl KM3
B HacTosiLee BpeMSA BbIAENAOT NATh TUNOB reHeTUYe-
CKUX HapyLIeHWiA, KOTOPbIe MOTYT NPUBECTU K Pa3BUTKIO

anunencuu: 1) MeHAeNeBCKWA TUN HacnefoBaHus, 06y-
CNOBJIEHHbIA HaNU4MeM MyTauum OAHOrO reHa, Hacne-
LyemMon B cembsAX (nepefaroLLeiica OT OLHOr0 nokone-
HUA K 4pYyromy); 2) MynbTU(aKTOPHbIA TUN — CBA3aH
C MyTauMsamMu B psiie reHoB, KOTOPble peann3ylTca B 3a-
60s51eBaHME B COYETaHNM C BO3ENCTBUEM OKpPY>KatoLLen
cpefbl (Hanpumep, ankoroJsb, MHPeKL N, 4epenHo-Mo3-
roBble TPaBMbl, U Ap.); TaKue MyTaLum MOXHO npocre-
INTb B CEMbSX, HO UX, KaK NPaBUNo, TPYAHO UAEHTUHMN-
LUMpoBaTh; 3) MUTOXOHAPUASbHbLIV TUM HAacCNe40BaHUA —
ABnsdeTca pesynstatom myTtaumi B [HK 3a npegenamu
aapa KNeTKn — B MUTOXOHOPUK; B 3TOM cnyyae 3abone-
BaHWe HacneayeTcs TONbKO OT MaTepu; 4) XpOMOCOMHbIe
HapyLleHuns, 06YyCOBMIEHHbIE W3MEHEHWEM 4YuUCna WK
CTPYKTYPbl XpOMOCOM; BO3HUKAIOT, Kak NpaBuio, CnoH-
TaHHO, OJIHAKO B PeaKMX CIydYasx OHWU HacnegywTcs;
5) anureHeTn4eCcKne paccTpoicTBa, CBA3aHHbIE C U3Me-
HEHUAMMN aKTUBHOCTM FEHOB, @ HE C MyTauMsAMU B CTPYK-

Jlokycbl leHbl Xpomocoma Tun HacnepoBaHusa MIM (Homep)
EJM1 EFHC1 reH 6p12-p11 ALl 608815
EJM2 0g)/(?_/\3/24 15q14 AP 604827
EJM3 BRD2 6p21 " :}%%;g;‘m”/‘?\'h?) 608816
EJMA4 [eHbl-KaHauaaThl 5q12-q14 Al 611364
EJM5 GABRAT reH 5034-935 He yTo4HeH 611136
EJM6 CACNB4 reH 2022-923 Al 607682
EJM7 GABRD reH 1p36 Al 613060
EJM8 CLCN2 reH 3026 ALl 607628
EJMI [eHbl-KaHAMAATbI 2033-q36. ALl 614280

TaGauna 2. TeHbl 1 JIOKYChL, ACCOLIUMPOBAHHBIE C pa3BuTHeM IOMD [58 B MOANU(DUKAINY ABTOPOB].

IIpumeuanue. Al — aymocoMHO-00MUHAHIMHBLLL MUN HACAE008aAHUS, AP — aymoCOMHO-DeUeccusHblil mun HAacie008aHus.
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Pucysox 1. Jlokanuzanus reda EFHC1 va xpomocome 6pl12-pll.

Type OHK. Ong naeHTuukaumnm XxpoMmocoMHOIo oKyca
NPW N3y4eHUN reHeTUKN INUENCcunM MCNoNb3yeTca eam-
HbI NOAXO0A, KOTOPbIA 3aBUCUT OT TWUNA FEHETUYECKOrro
nccnefoBaHusa (cM. Taén. 1).

K 2013 r. 66111 naeHTUAOULUPOBAHBLI 5 MyTaUui re-
HOB C MeHAeNeBCKMM (aQyTOCOMHO-AOMWUHATHbIM) TUMNOM
HacnepoBaHus, BkNovas renbl CACNB4, CASR, GABRal,
GABRD v Myoclonin1/EFHC1. Kpome Toro, OHI B reHax
BRD2, Cx-36 v ME2, a Tak)xe MUKPOAeneunn Ha Xxpomo-
comax 15013.3, 15011.2 n 16p13.11 Takxe npu3HaHs.l
dakTopamn pucka passutua KOMI [21]. B HacTosLwwee
BPEMS WAEHTUMUUUPOBAHO 9 XPOMOCOMHBIX NTOKYCOB,
accounmpoBaHHbix ¢ KOM3, KoTopble Ha3BaHbl, COOTBET-
CTBEHHO, EJM1, EJMZ2 v TaK fanee, 4To 0Tpa)keHo B 6ase
nanHbix Mendelian Inheritance in Man [58]. N3 Hux 4 no-

6q16.3
6q22.31
6q23.2
6q24.3
6428

Kyca KOAWPYIOT UOHHbIE KaHasibl HeipOHOB rOJIOBHOMO
mo3ra: CACNB4; CLCNZ2; GABRAT w GABRD. leHowm,
He KOQUPYIOLL MM NOHHbIe KaHnanbl, asnsetca Myoclonini/
EFHC1. Tpn nokyca accoumnmnpoBaHbl ¢ NOBbILUEHHbIM pU-
ckom passuTtus JME npu HocuTensctee pasnnyHbix OHIM
reHoB BRD2, Cx-36 n ME2. 0gnH nokyc accouumnpoBaH
C MuUKpogzeneunsamum Ha xpomocome 15 (cm. Taén. 2).
B psge ny6nukaunii soigenatoT 11 nokycos HOMI (cm.
Ta6n. 3) [22], HO He ANS BCEX U3 HUX NAEHTUMMNLMPOBAH
reH M YTOYHEH TUM HacNef0BaHus.

V3BecTHO, 4TO reH EFHCT (EF Hand Containing 1
protein, aHrs.) Ha xpomocome 6 (cm. puc. 1), kogupyet
NPOTENH, aCCOLUNPOBAHHBIA C MUKPOTPY6OYKamm, y4a-
CTBYIOLMMN B AENEHUN KNETOK U paananbHOW MUrpa-
uun BO Bpems KopTukoreHesa. Mccnegosanus T. Grisar

Jlokyc H:z:;::e len/benok CtpaHa/3THnyeckas rpynna Tun HacnepoBaHus
AmepurKaHubl ncnaHckoro npoucxoxaeHus (CLUA),
. naTMHOAMepPUKaHLbl MCMAHCKOro NPONCX0XAEHUS
6p12 EJM1a Myocloninl/EFHCT (Mekcuka, longypac), anoHubl (AINOHMS), UTANbAHLbI All
(MTanwng), ascTpuitubl (ABCTPUA)
6p12 EJM1e - lfonnangubl (Hugepnaugbl) Al
Amepurkanubl esponeickoro npoucxoxaeHus (CLUA,
6p21.3 EJMiD BrD2 Jloc Anxenec, KanudopHus), Hemubl (fepmaHuns) Al
6p20 EJM1c - Hemubl (TfepmaHus) Al
6p21.2 EJM1d — Hemubl (fepmanmns) AP
EBponeiubl (Benukobputanus, danus, ®paHuus,
15q14 EJmz Cx36 lpeuuns, Moptyranua, LLseuns) AP
6q24 EJM3 - Apabsbl (Caynosckas Apasus) AP
2q22-2923 EJM4 CACNB4 Hemubl (TfepmaHus) Al
5q34 KaHaubl hpaHLy3CKOro NpoucxXoxXaeHuns
GABRaf EJMS5 GABRAT (KBeoek, Karana), DpaHuus All
3026 EJM6 CcLCNZ2 Hemubl (Tepmanms) AL
AMepU1KaHLbl EBPOMENCKOro NPONCX0XAEHNSA
18 ME2 (Hblo-opk, CLUA) AP
10925-q26 EJM7 - Nuauniubl (Heo-Henu, Uuans) AL
7932 EJM8 - lfonnanpubl (Hugepnaunbl) ALl
16p13 EJMI - lfonnangubl (Hugepnaugbl) AP
13g31.3 EJM10 — Hemubl (TepmaHus) AP
_ EBponenybl n ascTpanuiubl (fepmanus, Hngepnanabl, _
19913 Esmti Benunko6putanusa, ®panuus, Ntanus, Npeuns)

Ta6muma 3. XpoMOCOMBIL, JIOKYCHI ¥ I'€HBI, BBIABICHHBIE Tpy FOMD [22 B MOAU(DUKAIINH ABTOPOB|.

Jloxyc E[M1, 2ern EFHCI
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PucyHoxk 2. CTpyKTypa HUKOTMHOBOT'O aIleTUIXOJIMHOBOIO penenTopa [18].

1 COaBT. NOKa3sanu, 4to mytaumm EFHC1 HapywatoT pa-
ONanbHY U TaHreHUWanbHY0 MWUrpauunio, BAWUSIOLLYIO
Ha MOpPd0NOruno pagnanbHon rmuM n MUrpaunn Hempo-
HOB, HapyLlalT pa3BMUTME TOIOBHOM0 Mo3ra u opmm-
PYIOT CTPYKTYPHbIE aHOMaNuu, nexawime B 0CHOBE 3Mun-
nentoreHe3a [34]. leTepo3nroTHoOe HOCUTENLCTBO paja
MyTauuii B reHe EFHCT 0TBETCTBEHHO 32 BOSHUKHOBEHME
HOM3 y nauueHTOB NMOLPOCTKOBOr0 BO3pacTa, a Takxe

5 UTR

Exla Exl1b
s UIR___ P . i
[ =
Ex1 Ex2
Ex1

ABNAETCA MNPUYUHON BPOXAEHHbIX MasblX aHOManwuii
pasBUTMSA KOPKOBOW W NOLKOPKOBOW apXUTEKTYpbl,
B TO BPEMSI KaKk rOMO3WrOTHOE HOCUTENbCTBO MyTauuu
F2291 B MnapgeH4eCcTBE BbI3bIBAET TSXKENY NATONOrUs
rOSI0OBHOrO0 M03ra U CMepTb. TeM He MEeHee, OCHOBHble
MEeXaHW3Mbl NaToNIOrMYeCKMX MeXaHUu3mMOoB 3TUX U3Me-
HEHWIn ocTalTcAd Heu3BecTHbIMU. MucceHc-myTauunm,
HOHCEHC-MYyTauumn, aeneumn paMku CHUTbIBAHUA U ae-

Ex2

PuCyHOK 3. OCOGEHHOCTH CTPYKTYPbl TEHOB KOHHEKCUHOB [11]: FéHbI KOHHEKCHHOB UMEIOT CXO/IHYIO CTPYKTYPY U YaIlle COCTOST
13 1-2 5K30HOB; OOBIUHO BCE KOAUPYIOIINE NOCIEA0BATENBHOCTH (IOKA3aHO TEMHO-CUHHM LIBETOM) ABJIAIOTCS HEIIPEPbIBHBIMU

B 9K30HE 2 1 3. OfHAKO HEKOTOPBIE I'eHbl KOHHEKCHHOB, HATPUMeEp I'eH Cx306, UMEET KOJMPYIOIIHE OC/IE/I0BATEIBHOCTH B JIBYX
OTJEIbHBIX 3K30HAX (HIDKHAA TaHEIb). HEKOTOPBIE SK30HBI '€HOB KOHHEKCUHOB TPAHCKPUOUPYIOTCA B KAUECTBE AJIbTEPHATUBLI
Pa3HBIMHU IIPOMOYTEPAMHU B PA3JTMUHBIX TKAHAX (BTOPAA ITAHE/b CBEPXY). JIPyrre UMEIOT PA3HBIE 3K30HbI, 0OECIIEUNBAIOIIHIE
QJIBTEPHATUBHBIN CIIAMCHUHL, B PE3Y/IBTATE YETO 0OPA3YIOTCS PA3HBIE TPAHCKPUIITHI (TPEThS TAHEND CBEPXY).
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Pucynok 4. PyHKINM KOHHEKCHMHOB [11]: KOHHEKCMHOBBIE
KJIETOYHO-KJICTOYHBIE KAHAIBL U «'€MU-KAHAJIBD> SBIIAIOTCS
IIPOHMIIAEMBIMHU /|11 HOHOB U HEOOJIBIINX MOJIEKYIL BBEPXY
MIOKA3dHbI MEXKKJIETOYHbBIE KAHAJIbI, IDOHU3AHHBIE
MHOKECTBOM TOKOIIPOBOAAIINX HOHOB U IIUTO30JIbHBIX
MoJieky pazmepoM 10 900 pansToH. [Tocepesune:
KOHHEKCUHOBBIE KaHAJIbI, OJHAKO, HE TO3BOJAIOT IEPEHOCUTD
13 OJIHO! KJIETKH B IPYT'YIO MAKPOMOJIEKYJIBI, TAKHAE KAK
GEJIKM 1 HYKJIEMHOBBIE KMCIOTBL. BHU3Y: KOHHEKCHHOBBIE
«T€MU-KaHaJIbl> IIO3BOJIAIOT BBIXOJ, ITUTO30/IbHBIX HOHOB

1 CUTHAJIBHBIX MOJIEKYJI B MEXKKJIETOUHOE IIPOCTPAHCTBO.

NeUNOHHbIE MyTauumn reHa EFHCT 6binn naeHTndnumpo-
BaHbl B LUECTU OTAENbHbIX KOropTax, B T.4.: Y 20% 60/b-
HbIX NEPBOW KOropThbl, cocToswen 30 ncnaHcknx cemen
n3 KanudgopHun n Mekcuku. Y 9% 605bHbIX BTOPOW KO-
ropTbl, npeacTtasfieHHon 44 cnyd4aamum u3 MeKcukm
n fongypaca, myTauun 6bin HangeHbl B TPeX CemMbsX,
ABYX OJWHOYHbLIX Cfy4asx M OZHOM CNOpaguy4eckom
cnyyae ¢ myTaumen de novo. B Tpetbein koropte u3 67
cemeii ¢ OMI 13 AnoHum, ToNbKO B 3% CryvyaeB UAeHTU-
huumMpoBaHa MMCCEHC-MyTauUua B TpaHckpunTte A n ae-
neums B NnpoMoTopHOW o6nactu 5UTR reHa EFHCT [54].
B yeTBepTON KoropTte u3 27 cemein ¢ OMI us Ntanum
NAEHTUAULMPOBAHbI MUCCEHC-MyTauun reHa EFHCT
(R353W, F229L, 545 G>A) [8]. MATasa Koropta cocrosana
13 54 cemeit ¢ OMI u3 LTaTa TeHHeccu (CLUA), 6bin1a

HalJieHa TONbKO ofHa myTtauus B nokyce R221H [50].
B wecTtoit koropte reH EFHCT 661N UCNONb30BaH B Kaye-
CTBE 30H[Aa, 4YTOOLI ONpefennTb, Kak LWMPOKO pacnpo-
CTpaHeH ero dpeHoTun y 61 naumeHTa n3 ABCTpuuK ¢ pas-
nnYHbIMKU hopmamun M3 ny 372 naumeHTOB C BUCOYHON
anunencuein. O6HaPY>XeHO TPU HOBbIX FETEPO3UTOTHBIX
MucceHc-myTauun (/774V, C259Y, A394S) n ofunH, BO3-
MOXXHO, naToreHHblin, OHMN 207147>C. MyTauuns 1174V 6bI-
Nla TakXe BbisiBJieHa Yy 04HOro u3 372 06Cnef0BaHHbIX
60JIbHbIX C BWUCOYHOW 3anunencuer. ABTOPbI MPULLIK
K BblBOAY, 4YTO MyTauun B reHe EFHCT moryT nexatb
B OCHOBE Pas/iMyHbIX 3NUIenTu4yecknux cuHgpomos [70].
Takum o06pas3om, MmyTaumm B reHe myoclonini/EFHC1 oT-
HOCUTENIbHO 60nee pacnpoCTpaHeHbl CPpeau MCnaHos-
3bl4HOro HaceneHus ¢ OM3 n3 KanudopHuu, Mekcnkn,
loHpypaca, a Takxe y eBponenueB n3 Wrtanum n As-
cTpuun. Takue myTaumum peakum B ANoHMM M TeHHeccu
(CLLA). MyTaumuu B rene myoclonin/EFHCT Takxe MoryT
nexxatb B OCHOBe pa3BuTus KOA3 n ceMeitHON BUCOYHON
anunencum.

Jlokyc EJM2

Ten CHRNA4

leH CHRNA4 o6ecne4ymBaeT (PYHKLUM OJHOM 4acTu
60nbLWOro 6esKa, Ha3biBaeMOro HUKOTUHOBBLIN peLen-
TOP aueTUNXo0NMHa HEMPOHOB, KOTOPbIA COCTOUT N3 KOM-
6uHaumMm natTuM cybbeauMHuy, BKOYas ABe anbda (o)
n Tpu 6eta (B) cybbeamHuLbl (CM. puc. 2). B ronosHom
MO03re peuentop O0O6bIYHO COCTOUT U3 ABYX «oé-
cyb6beanHuy u Tpex B2-cyoveanHuy. e CHRNA4 koau-
pyeT a4- cybbeaunHuuy. Viccnegosanne rena CHRNA4
npoAeMOHCTPUPOBAno accounauunio Yetbipex OHI B re-
He CHRNA4 y nonbCKux AeTeil U MONOAbIX MaLUWeHTOB
¢ OM3. B nccnepnoBaHue 6binu BKAOYeHbl 92 nauneHTa
¢ FOM3 un 222 3p10poBbIX BONOHTEpA. B Kaxgoii rpynne
yactoTbl OHIM ¢.555C>T, ¢.594C>T, 1674C>T u 1674A>G
reHa CHRNA4 6binu onpefeneHbl ¢ nomouwbio TLP-
MNOP® aHanui3a. bbina 3acBuieTenbCTBOBAHA CBA3b
mexxay OHIM 71674C>T v OM3. na gpyrux OHM accoum-
aunii ¢ OM3 He HaiigeHo. Monumopdusm 1674C>T mo-
)KET ObITb (PAKTOPOM MPEAPacnoN0XXeHHOCTN K PasBu-
TUIO 3NUNEencumn, NOCKOJIbKY ero 4actoTa Bbille Y nayu-
eHToB ¢ HOMD, Tak 1 6bITb OAHUM U3 FEHOB-KAHAMAATOB
ONS 9TOro aNWnenTMYecKoro cuHapoma [65]. B uenom,
YyacToTa BCTpevyaemocTu annens T Bbille W B NOKYCe
€.594C>T cpeau naumeHToB ¢ M3 (0,085) no cpaBHeHUtO
co 340poBbiMK nHausuagyymamu (0,027) [69], ogHako
B. Chioza n coasrt. (2000) B uccnepnoBaHun Ha npumepe
182 eBponeiiues ¢ UM (OM3, FOA3 n [1A3) n 178 3popo-
BbIX 4OOPOBOSbLLEB HE NOKa3anu accoumnaymm noaumop-
dunsma 594C>T ¢ passuTuem anunencum [14].

len Cx-36

KOHHEKCUHbI IBNAKOTCA WHTerpanbHbiMU MemMOpaH-
HbIMKU 6enkamu, Kogmpyemble CEMERCTBOM, BKIIOYAHO-
LUM Y YenoBeKa, No KpanHen mepe, 20 reHOB, KOTOPbIE
06pasyoT cyobeaAnHULbI LLieNeBbIX KOHTAKTOB KaHasoB
(cMm. puc. 3). LLleneBble KOHTAKTbI MO3BOJIAIOT NPOX0OXK Je-
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HWUIO MOHOB, BTOPUYHBIX MECCEHXKEPOB U ManbIX MeTa-
60NMTOB OT KNETKN K KNEeTKe, U CRy»XaT CTPYKTYPHOM
OCHOBOW 3neKTpuyeckoro cumHanca (cm. puc. 4). He-
CKOJIbKO uCCle0BaHWN YKa3blBAlOT HA aKTyaNbHOCTb
0noCpefoBaHHON CBA3W LUENEBbIX KOHTAKTOB B CWH-
XPOHHOW AeATENbHOCTN HEPOHHbLIX NONYAALUA 1 ram-
Ma-KonebaHuii, KOTOpble, KaK CYUTAETCS, JIeXKaT B OCHO-
BE pAAa KOrHUTMBHbIX npoueccoB. B 2004 r. S. Mas u co-
aBT. pacwmgpoBanu red Cx-36 Ha xpomocome 15q14
(cMm. puc. 9) y 29 6onbHbIx ¢ FOMI B cembsix u3 Coeau-
HeHHoro KoponescTBa Benuko6putanHun u Lseuun
N He 06HapyXunu MyTauuin, acCoLUUPOBAHHbIX C pas-
BMTMEM 3nunencuun. HanpoTue, uccnefgoBaHue cny4aii-
KOHTPONb 06HAPYXWUNO KIVMHUYECKN 3HAYUMYIO acCoLu-
aunto OHIM 588C>T B npenenax 2 3k3oHa reHa Cx-36
¢ passutuem HOMI (p=0,03) [53]. Hempelmann A. n co-
aBT. NOBTOPHO nokKazanu accoumaumio OHM 588C>T
(dbSNP: rs3743123, S196S) B reHe Cx-36, o6¢cnefoBas
247 Hemeukunx nauneHtToB ¢ OM3 n 621 300p0BbIX BO-
NOHTepoB. ABTOPbLI HabOAaNM YBEINYEeHNE Y4 eNbHO-
ro Beca romo3urotr (13,4%) y 6o0nbHbIx ¢ HM3
MO CPaBHEHMWIO C KOHTPOMbLHOM rpynnoi (8,7%). 3T0
CBMAETENbCTBYET O TOM, 4TO paccMaTpuBaeMblil an-
nenb 588T nosbiwaet puck M3 B roMmo3nroTHOM CO-
CTOAHWUM NPU ayTOCOMHO-PELECCMBHOM TUMe Hacne-
poaHus. lMpegnonaraetcs, 410 pag OHM (rewa BRD2
Ha xpomocome 6p21.3, reHa Cx-36 Ha Xxpomocome
15914 u reHa ME2 Ha chromosome 18) B3aumogein-
CTBYIOT KaK Manble 3anufienTU4eckne reHsl B roMo3u-
FOTHOM COCTOSIHUM, HO HacnefoBaHME OJHOM0 M3 HUX
HeA0CTaTO4YHO, 4TOObI CTaTb MPUYMHON PA3BUTUA TOTO
unu nHoro peHotnna M3 [36].

Jlokyc EJM3, ren BRD2

B 2003 r. D.K. Pal n coaBTt. nokasanu, 410 B reHe BRD2
(bromodomain-containing protein 2, aHrn.; Ring3)
Ha xpomocome 6p21.3 MOryT 6bITb TOKA/IN30BaHbI anse-
NN BOCNPUMMYNBOCTM K pa3suTuto KOM3 ¢ ayTocoOMHO-
peLecCuBHLIM TUMOM HacfiejoBaHUS B CeMbAX U3 Hblo-
Mopka (oTHOLWEHME WwaHCOB 6,5), B T.4. NOKa3aHa posb
OHIM B npomoTopHOI 06nacT reHa BRD2 — CXOAHbIN
BapWaHT rannoTuna BbisBfieH 60Jiee 4eM B 50% cryyaes
y Npo6aHAo0B 13 pa3nunyHbix cemen [60], B CBA3M C 4eMm
C HacTosllee BPEMs MOXXHO AyMaTb 06 ayTOCOMHO-0-
MWHAHTHOM TuUMe HacnefoBaHWa MyTauuin reHa BRD2
y 60nbHbIX ¢ FOMI [19]. Ponb reHa BRD2 [0 HacToALEro
BPEMEHW He YTOYHEHA, HO Ha XXMBOTHON MOLENN NokKasa-
HO, YTO FOMO3WIOTHOE HOCMTENbCTBO MyTauWUi NPUBO-
ONT K HapyLeHnto (hopMMpPOBaHUSt HEBPANbHON TPYOKK
M TOJSIOBHOrO MO3ra Ha paHHUX CTagusx ambpuoreHesa
(cm. puc. 5), a reTepo3UroTHOE HOCUTESIbCTBO 3HAYM-
TeNbHO NOBbLIWAET PUCK 3nNuJienToreHesa, 4To yb6eau-
TeNbHO MPOAEMOHCTPUPOBAHO HA >XMBOTHOW MOJesNu
CO CTUMynsAuueid neHTUseHeTeTpasosioMm (cMm. puc. 6)
[33] n dontopotunom [59] npn HOpmanbHOM Pa3BUTUK
rOJIOBHOIO MO3ra, X0TS NOC/IeAHNIA Te3NC B HACTOALLEE
Bpemsi NOABEPraeTcs COMHEHMIO, MOCKONbKY B nocnea-
HWe rofbl B pAfie UCC/IeJ0BAHWNI NOKA3aHo, YTO y reTe-

anunencus n Napokcu3mMasbHble COCTOAHUS

pPO3UroTHLIX HOCUTENen myTauun reda BRD2 otmevaet-
Cs aHOManbHOe pa3BuTUe (PpoHTanbHON Kopbl ¢ 50%
CHMXEeHMeM 4ucna napsanbbyMUH-MMMYHOLEMN03NTHbIX
NHTepHenpoHoB [61]. Kpome Toro, npy NOCMePTHOM UC-
cnepoBaHuy mo3ra ntogen ¢ U3 [55] v npu npuxnsHeH-
HOM Helpopaguonorn4eckoM WUccnefoBaHuuM ¢ NOMO-
Wb (OYHKLUMOHANbHOW MarHUTHO-PE30HAHCHON TOMO-
rpacoumn (OMPT) mosra niogein ¢ OM3 nokasaHo, 4To
npu paccMaTpuBaeMoM reHoTune oTMedaeTcs U gedou-
unt TAMK-epruyecknx HempoHoB [63]. MUKpPOCTPYKTYp-
Hble U3MEHEHMWS rOJIOBHOr0 M0o3ra n JeduuUnT MHInbun-
TOPHbIX HEWPOHOB NPU reTepo3UroTHLIX MyTaLKUaX reHa

Pucynok 5. Ponb rena BRD2 B pa3sBuTiM roIOBHOTO MO3I'a
[68]: 2) ®oTOrpadrs SMEPUOHA MBIIIH AUKOTO Trlld (Wild-
type, WT, cieBa) 1 HOKKayTHOU Mblu (Brd2—/—, ciesa)

Ha 9,5-1 IeHb SMOPHUOHANIBHOIO PA3BUTHA: MyTAHTHBII
9MOPUOH YMEHBIIEH B PA3MEPAX, OTMEYAETCS HAPYIIEHUE
(popMHpPOBAHUS HEBPATBHO TPYOKH; 6) CAITUTANIBHBIN Cpe3
3MOPHUOHOB JUKOT'O TUIA (+/+) 1 HOKKAyTHOT'O SMOPHOHA
(=/-) : OTMEUYAETCA HOPMAJIBHOE PA3BUTHE CEPALIA, JIETKUX,
JKETYLOUYHO-KUIIEYHOT'O TPAKTA, HO Y MyTAHTHOT'O SMOPHUOHA
ob6parmaeT Ha ce6s1 BHUMAaHHUE A06€PaHTHOE PA3BUTHE
rojoBHoro mosra: FB — forebrain; MB — midbrain; HB —
hindbrain.

3 —

Seizure Sensitivity

15 min 30 min

B WT
W Brd2+/-

PucyHOK 6. YyBCTBUTEILHOCTD K CYIOPOraM TPy
CTUMYJIALIMY IEHTUIEHETETPA30IOM Y MBIIIEN JUKOT'O THUITA
(wild-type — WP) urereposurorusix ( Brd2+/—) mprme [33):
IIKaJIa BBIPAKEHHOCTHU Ccyiopor oT 0 710 3 6271108, 1 — nerkutt
TPEMOP, 2 — YMEPEHHBIE CYIOPOT'H, 3 — BBIPAKEHHBIE
CYZJOPOT'H.
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BRD2 moryT 6bITb 06YC/IOBNEHbI aHOMANbHOW MUrpaun-
€A WM paHHWM anonTo30M 3TUX HEAPOHOB, Y4TO BMO-
CNeacTBMU NPUBOANT K pa3BuTuto KOMI kak eNHCTBEH-
Has NPUYMHA WX NPU HATMYUN U APYTUX MYTaLWi FeHOB,
OTBETCTBEHHbIX 32 Pa3BUTME AAHHOr0 peHoTuna anu-
nencuu. B yactHoCcTK, B 9TOM Ka4eCTBE paccmaTpuBatoT-
cA MyTauuu reHa anbda-1 cy6beauHuLbl HAaTPUEBbIX
KaHanos — SCN1A [61].

B 2006 r. S. Lorenz n coaBT. uccnegosanu ponb OHI
reHa BRD2 B npeapacnofioXXeHHOCTN K DOTOMNapOoKCn3-

60 T

50 —

40

30 —

20 —

Number of cells

10 —

ManbHoMy oTBeTy Ha J3l y npo6angos ¢ HOM3/UT3
B CeMbaX U3 lepmaHun. B nccneposaHun y4actsosanm
187 60nbHbIX ¢ OM3/UT3 ¢ dpoTonapokcmamanbHoii pe-
aKUMEN HeMeLKOoro npoucxoxpgeHus n 666 3[0poBbixX
nuu. B uccnepoBaHWM reHOTMNA KaXkAoro y4acTHMKA
6b111 oLeHeHbl 7 OHIT 1 0guMH AWHYKNEOTUAHbIA nonu-
MOp(U3M, OXBaTblBAKLIUIA MOC/e0BaTeNbHOCTL re-
HOMHOI YacTn BRD2. CTaTUCTUYECKUN 3Ha4YMMasn annesb-
Has u rannoTunuyeckas accoumauuu 6bINU HanAeHbl
MeXay (O0TOMapoKCU3MasibHON peakuuen n LWeCTbio

H wt
O +/-

PucyHoK 7. VpoBeHb GADG7 1 mapBaab6yMUH-IMMYHOICTIO3UTHBIX HEFPOHOB 6430/1ATEPATbHOMN AMHUTIAB Y HOKKAYTHBIX
mbimedt (Brd2+/—) 1 Mpimeii guxoro tuna (wild type — wp) u3 ofHoro nomera [13]: a — nokasaHa 061aCcTb 6a30/1aTepPaIbHOR
AMUIZAJIBI (KPACHBIH 11BET); b — uncio GADG7-NMMYHOIIO3UTHBHBIX KJICTOK U ITAPBAIbOYMUH-UMMYHOIIO3UTHBHBIX KJICTOK,
KOTOPOE CTATUCTUYECKU 3HAYMMO HHXKE Y HOKKAYTHBIX (*P<0,05); ¢ — MUKpOdOTOrpadus 6a3onarepansbHOR aMUIIANIbL Y JUKOIO
THITA CAMOK C HOPMAJIbHBIM KOMMYECTBOM GADG7-UMMYHOIIOZUTUBHBIX KIETOK; d — MEKpOGOTOrpadust 6a301aTepaIbHOM
AMUIZIAIBl Yy HOKKAYTHBIX (Brd2+/—) caMok, 06parnuTe BHUMaHHE, 4TO YMCIIO TEMHO-OKPAIIEHHBIX KJIETOK O4EHb HU3KOE

IO CPABHEHMIO C TAKOBBIM Y CAMOK JIMKOT'O THIIA (CHIKEHHE YrcIa GADG7-UMMYHONO3UTUBHBIX KJIETOK; € — MUKpOdOoTOrpadus
6230J1aTEPAJIBHOM AMUTAJIBI Y CAMOK JUKOI'O THIIA C HOPMAJIBHBIM COJCPKAHUEM I1aPBAIbOYMUH-UMMYHOIIO3UTHBHBIX KJIETOK; f —
MUKpOQOTOrpadus 6a301aTePaIbHON AMUI/AIBI Y HOKKAYTHBIX CaMOK (Brd2+/-), 4ncio TEMHO-OKPAIIEHHBIX TaPBaIbOyMUH-
HMMMYHOIIO3UTHBHBIX KJIETOK OYEHb HU3KOE 110 CDABHEHUIO C TAKOBBIM Y CAMOK JIUKOI'O THIIA.

MHbopmaLmio 0 penprHTax MOXHO NosnyuuTb B pegakumn. Ten.: +7 (495) 649-54-95; an. noyta: info@irbis-1.ru. Copyright © 2016 N3gatensctBo IPBUC. Bece npaBa oxpaHatoTcs.

[laHHast MHTepHeT-BepcUa cTaTbk Obina ckavaHa ¢ canta http://www.epilepsia.su. He npegHa3sHayeHo Ans UCNoNb3oBaHUSA B KOMMEPYECKUX LiEeNsX.
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OHIT rena BRD2. G y4eTOM CUNLHOW Helipobuonoruye-
ckon accounaunn KOM3 n dotonapokcuamanbHON pe-
akuuy pesynbTatbl McCnefoBaHWUA NOATBEPXAAKT TO,
4TO OHW UMEIOT 06LLMe INUNENTOreHHbIe NYTH, AN1A KO-
TOpbIX BRD2 mor 6bl ObITb OCHOBHbIM FEHOM npejpac-
NonoXxeHHocTu [49].

B 2014 r.T. Chachua n coasT. (2014) Ha XX1BOTHOW MoJe-
nn KOM3 nokasaHa pofib reTepo3uroTHOr0 HOCUTENbCTBA
MyTauum reda BRD2 B pa3snTum TpeBOXKHOCTU U arpeccumBs-
HOCTW, HO CTATUCTUYECKW 3HAYUMbIE PA3NIMHNSA C TPYNNoN
KOHTPONSA Hab/IlAANNCh TOSIbKO Y CaMOK MO CPaBHEHUIO
¢ camuamu. o JaHHbIM UMMYHOTrMCTOXMMUYECKOrO WUC-
cnefoBaHMa ayTOMNCWUIAHOrO MaTtepuana retepo3uroTHbIX
MbILLE, NOKa3aHO CHMXEeHWe ypoBHA GADG7 (rnytamart-
Jekapbéokcunasa) m PVA (napBanbbymuH)-MMMYHOAENO-
3UTHbIX HEWPOHOB B 6GasonarepanbHOW amwurgane (cm.
puc. 7). B T0 ke BpeMs, KOTHUTUBHbIX HAPYLLUEHWIA Y CaMOK
1 CamLOB He 6bI/10 BbIIBNEHO. ABTOPbI CHUTAIOT, 4YTO 3TOT
(heHOMEH MOXET 6bITb NOME3EH A5 HALIEro NoOHUMaHUs
HapYyLLEHN 3MOLMOHANbHO-BOJEBON CAIEPbI Y NALNEHTOB
npu pasHbix oeHoTmnax OM3 [13].

Jlokyc EJM4

B 2007 r. A. Kapoor u coaBT. coo6wmnm 06 naeHTn-
mKaumm HOBOr0O fOKyca 3NUAEencunm Ha Xpomocome
5q12-q14 B ceMbe ¢ ayTOCOMHO-A0MUHAHTHON hopMOi
HOM3 u3 toxHon UHauu. MokasaHa ponb MUKpocaTen-
NUTHbIX MapkepoB D55641 n D55459 B nokyce 5q14.
LleHTpoMepHas n TenomepHass XpOMOCOMHbIE FpaHULibI
oyara 6binuM onpedeneHbl Kak D5S624 n D55428 cooT-

Fal I}

Buave malingie
LMaven SymilinsET

GARE nocodisg
rEpion mutations
(200 Sl IT == (G

CAE F3

BeTCTBEHHO. JTokyc 5q12-q14 oxBaTbiBaeT 0K0OMO 25 mMe-
ra6as reHoMHoW 065acTM U UMEeT HEeCKOJIbKO reHOB-
KaHaoupatoB. Bepetcs ganbHeiiwas pa6oTa Hag nouc-
KOM MyTaLuii B AAHHOM JIOKYCEe U FeHOB, OTBETCTBEHHbIX
3a (bopmupoBaHue anunencuu [44].

Jlokye EJM5, ren GABRA1

GABRA1 — reH, KoTopbii kogupyet anbdal (al)
cybbeaunHMULy peuentopa raMMa-aMmUHOMACHSHON KUC-
notel (FAMK), 0CHOBHOro TOpMO3HOI0 HelmpomeamaTtopa
B TO/IOBHOM MO3re 4esloBeKa, Kotopas [JeicTByer
Ha TAMK-A peuenTopbl, ABNAOWMECH «BOPOTAMU» JIU-
raHZoB XNOPHbIX KaHanos [74]. Bnepsbie myTauua reHa
GABRA1 6bina upeHTUduuMpoBaHa B OAHOW CEMbE
13 ®paHumm, Ho B 2002 . 06Hapy»xeHa Yy 41eHoB 60J1b-
won dpaHuysckonm cembn ¢ OM3 n3 Kanagbl [15,16].
B nocnepHue rogbl ponib MyTauuii rena GABRAT y6eaun-
TeJIbHO MOKas3aHa npu pasBuUTUM PasinyHbIX KJIMHNYe-
CKMX (OOpM MAnonaTuyeckux 3nunencuin, BKIOYas
FOM3 (cm. puc. 8) [21,38,51]. AyTOCOMHO-AOMUHAHTHbIE
myTaunn S326fs328X w A322D reHa GABRAT accoum-
MpOBaHbl C abCaHCHbIMK anunencuamu n KOMI, cooT-
BeTcTBEHHO [9]. Tak, M. J. Gallagher n coasT. (2004) [29]
n L. Ding n coast. (2010) nokasanu accounaumio myTta-
unmn A322D c¢ passButvem ayTOCOMHO-LOMMWHAHTHON
FOM3 y eBponeiiues [24], xoTa paHee A. Kapoor u coasT.
(2003) He Hawnn aTOWM MyTauum y nauymentos ¢ HOMI
n3 Nugun [43]. MoxHo npegnonaratb, 4TO 4acroTta
BCTpeYyaeMocTun nokyca EJM5 nveet aTHUYECKME U reo-
rpagouyeckume pasnuyms.

LM

PucyHOK 8. MyTa1[u1 r€HOB, KOAUPYIOMHUX CYObEAUHHULBI PELENTOPA TAMMa-aMUHOMAC/ISTHOHM KUCJIOTEL, OTBETCTBEHHbIE
32 PA3IMYHbIC AMUWICITUYICCKAE CUHPOMBL: Ha PUCYHKE npeacTasicH TAMK, perientop, BKIo4as CyobeJMHuLb al (rony6ou

11BET), B3 (PO30BBIH 1IBET), Y2 (KPACHBII 1IBET) U § (KEATHII 1IBET) [51].
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Jlokye EJM6, ren CACNB4

len CACNB4 npuHaanexxuT K CEMeCTBY reHOB, KOTO-
pble o06ecnevynBadT (QYHKLUUU BOJIbTAXK-3aBUCUMbIX
KanbLneBbIX KaHanos (voltage-gated calcium
channels — VGCC, aHrn.), TpaHCNOPTUPYIOLWMNX 3apsi-
)KEHHbIE NOHbI KanbLuUs B KNETKN U UrparoLlne Knye-
BYIO POJIb B CNOCOOHOCTY KJIETOK FeHepupoBaTth U nepe-
[laBaTb 3JIeKTpU4eckume curHanbl. VloHbl Kanbuua y4a-
CTBYIOT B Pa3/IMYHbIX KMETOYHbIX (PYHKLUAX, B T.4.
B MEXKJIETOHHOI CBA3M, COKPALLIEHUN MbILUL, U PErynmn-
poBaHUK onpegeneHHblX reHoB. Kaxabli KanbLueBbli
KaHan coctouT nu3 6osbwon anbga-1 (al) cyobeanHu-
Lbl, KOTOpas o6pasyeT 0TBEPCTME (NOPY), 06ECNeYnBa0-
Llee MHTPALENNONSAPHbIA TPAHCMOPT WOHOB Kanbuus
N HECKOJIbKUX MEHbLUNX CyObeaNHUL, KOTOPbIE Perynm-
PYlOT aKTUBHOCTb KaHasjia U B3auMOAeNCTBYIT C pas-
NINYHbIMKU 6enKaMu BHYTPWU 1 BHe KneTku. feH CACNB4
Koaupyet 6eta-4 (4) cyobeanHNL bl KaNbLNEBOro KaHa-
fla, KOTOpble MNpPeuMYyLLeCTBEHHO 3KCNpeccupyrTes
B HeMpoHax 60MnbLIMX NONywWwapuin roON0BHOrO MO3ra
M MO3Xe4yke. B ronoBHOM Mo3re KanbLueBble KaHasbl
UrPaKT BaXKHYI0 POSib B KOMMYHMKALUW MEXAY HEPBHbI-
MU KJeTKamu, NoMOralT KOHTPONMPOBaTb BbICBOOOX-
JeHne BO36YXAOLWMX U TOPMO3HbIX HENPOTPAHCMUT-
TepOoB, Y4aCTBYIOT B BbI>KUBAHWUW HEMPOHOB M CNOCO6HO-
CTW 3TUX KNIETOK MEHATHCA M aAanTMpOBaThCA C TEYEHN-
€M BpeMeHu (NpoLecchbl NiacTUYHOCTU B OHTOreHe3e).
Mpepnonaranock, 4To MyTauun B reHe CACNB4 accoun-
MPOBaHbI C NOBbILLIEHHbIM pUCKOM pa3suTus UM [12,28],
HO uccnegosauue A. Escayg u coasT. (2000) He npoge-
MOHCTPMPOBANIO TaKOW accouuauum B NOAABMAIOLLEM

60nblINHCTBE 60/1bHBIX ¢ OM3. B T0 XXe BpeMs y 0HOr0
nauymenTa ¢ FOM3 u3 lepmaHum BbiSBNeHa MyTaLms B re-
He CACNB4 [25]. B 2012 r. Tadmouri A. 1 C0aBT. Ha KJie-
TOYHO MOAeNn HeMPOHOB rMNMNoKamMnanbHOW 3y64aTon
N3BUSINHbI MblLel NPOAEMOHCTPUPOBANN PoSb 34 —
Cy6beAnHULbl KanbLUeBbiX KaHalioB B pa3sBuTUW anu-
nencuu 1 NpeacTasuiv CXemaTU4ecKyto MOAENb HOBbIX
CUTHaNbHbIX NYTEN, NIeXKaLnx B 0OCHOBE INNNENTOreHesa
(cm. puc. 14) [71]. OgHako B 2014 r. S. Etemad n coasT.
Ha >XXWBOTHOW MOZLENN (MbIWW) N KJIETOYHOW MOLEnu
(HEMpOHbI rMNNoKaMmna n MO3)Xe4ka) He Hawu cTaTu-
CTUYECKN 3HA4YUMbIX OTAUYUA B (PYHKLMOHMPOBAHMU
B4 — cyb6beanHMUbI KanbLUWeBbIX KaHanoB Npu MyTauu-
AX reHa CACNB4 [26]. Takum 06pa3om, BONPOC 0 ponu
reHa CACNB4 B natoreHe3e HOMO B HacTosllee BpeMs
0CTaeTCcs OTKPbITHIM.

TNokyc EJM7, ren GABRD

leH GABRD xoaupyet penbta-cy6beanHuubl TAMK-
peuenTopa, ABNAKLWErocs BOPOTaMU JIMraHa XJOPHbIX
kaHanoB. B 2004 r. L. M. Dibbens 1 coaBT. coobwunu,
4yto OHI B reHe GABRD Ha xpomocome 1p36.33 moryT
OblTb PAaCCMOTPEHbI B Ka4eCTBE MOLENN NONUFEHHOr0
HacnenoBaHua anunencun y noaein. ABTopbl BbISBUIKN
3amMeHy aMuHoKuUcnoT Glu177Ala B npoTenHe 6enka pe-
uentopa FAMK, o6ycnosnenHyto OHIT B reHe GABRD.
Moka3aHo, 4TO reTepo3MroTHOE HOCUTENIbCTBO AAHHOIA
MWHOPHOW 3aMeHbl acCOLMMPOBAHO C pa3Butuem U9
C beb6punbHbIMKW NpUCTYyNaMu, a Ma>kopHas 3ameHa
Arg220His wnpoko pacnpocTpaHeHa B nonynsauun. Pe-
LUenTopbl, coaepxawune 3ameHbl Glui77Ala  wvnn

PucyHOK 9. CXeMaTH4eCKOE NPEJCTABIEHUE HOBBIX CUTHAJIBHBIX ITyTEH, JIEKAIMUX B OCHOBE SMUIENITOI€HE3, OOYCIOBIEHHBIX
HapyeHueM GyHKINU B4 — CyObeANHULIBI BOJIBTAK-3aBUCUMBIX KaIbliMeBbIX KaHaIoB (VGCC) [71].



Hay4Hble 0630pblI

Arg220His, cHWXalT aMmnanTyny noHHoro toka FrAMK-
peLenTopoB, 4TO MOXET 6bITb CBA3AaHO C NOBbILIEHHON
BO3O6YAMMOCTbIO HENpPOHOB. Pea3ynbTaTbl McCNenoBa-
HUA CBMAETENbCTBYIOT O TOM, 4TO HapyLleHne TOPMO3-
HbIX npoueccoB B LIHC moXeT BHeCcTM CBOW BKNaj
B pa3sutmne U3 [23]. B 10 e Bpems K. R. Lenzen u co-
aBT. (2005) He HawM accoymMaLnm Mexay HOCUTeSb-
cTBOM 3ameHbl Arg220His w passutnem HOMO cpeawn
562 nayneHTOB N3 repMaHCKuX cemen n 664 3n0pOBbIX
no6posonbues [48].

Jlokyc EJM8, ren CLCN2

MyTauum reHa CLCNZ2, KogNPYHOLLEro XJI0PHbIA KaHan
2-ro TUna, naeHTUnULMpoBaHbl y 60nbHbIX ¢ OMI B 01-
HOW HEMELKOI CeMbe, Ny 60MbHbIX C APYrMMU POpMaMM
N3 B aByx Hemeukux cembax [35]. MyTauum B reHe
CLCNZ TaKk>xe 6binnm 06HapyXeHbl B OANHOYHBIX CEMbSAX
n3 bproccend (benbrug) [17].

Jlokye EJM9

Mpn aHanm3e reHoMa y 60MbHbIX YN1€HOB TPEX MOKO-
neHunin nHanickoi cembn ¢ FOM3 R. Ratnapriya n coasT.
(2010) onpenenuan NokKyc Ha xpomocome 2933 npoTa-
)KEHHOCTbHO 24 merab6asbl, KOTOPbIA ObIN ACCOLUNPOBAH
C pasBuTuem anunencuun. B To e Bpemsi B 3TUX CEMbSIX
He 06Hapy>XeHbl MyTauuu B (OYHKLMOHANbHbIX FeHax-
Kangmparax SLC4A3, SLC23A3, SLC11AT1 n KCNE4 [63].

Lpyrue nokycbl 1 reHbl-KaHauAaThbl

B HacToALLEe BpeMS aKkTUBHO BEAYTCA UCCNEL0BaHUA
MO0 BbISIBJIEHNIO APYIUX JIOKYCOB 1 FEHOB, NPUHUMAIOLLNX
y4actue B natoreHede M3 m HOMI B 4acTHoCTM. Tak,
B bpasunun wuccnepgosanu cBA3b noaumMopdusMa
rs211037 rena GABRG2 (MIM 611277), pacnosio)XeHHOro
Ha xpomocome 5934, ¢ pazsutrem KOM3, HO He BbISBUIK
3HAYUTENbHbIX OT/INYMIA FTEHOTMNA U HacTOT annenen ans
JlaHHOT0 nonumopdguama reHa GABRGZ mexay rpynna-
MU naumenToB ¢ OM3 n 3p0poBbiMKU AO6POBOSbLAMM
[30]. B Poccumn npoBefeHbl uccrnefoBaHns nonmmopd-
HbIX NOKYCcOB D55422 v D55402, cuenneHHbIX C FreHOM
GABRG2, wn aHanu3 nonumopcusma reHos GABRG2
(588C>T), GRIK1 (522A>C, STR), kogupytowero R5-
cyb6beanHMLY LWITATHOrO peuenTopa rnytamara, y 60nb-
HbIX ¢ I3 n 300poBbIX AOHOPOB U3 ballukopTocTaHa.
Bbina BbISBNEHa accoumauus roMo3UroTHOr0 reHoTuna
CC nonumopduama 588C>T reHa GABRGZ2, annens 1
(107n.H.) wn reHotuna 1/4 (107/119 n.H) STR-
nonumopduama resa GRIK1 ¢ pazsutuem U3 [5].

Vcecneposaunsa OHI rs1799963 rena PROTHROMBIN
(MIM 176930) Ha xpomocome 11p11.2, a Takxe OHI
rs2304672 reHa PER2 (MIM 603426) Ha xpomocome
2037.3, rs1801260 rena CLOCK (MIM 601851) Ha 4q12
n rs57875989 rena PER3 (MIM 603427) He BbifaBuN
cBa3u ¢ OM3 y 6pasunbckux nauneHTos [10,66]. 3yye-
Hne natu  OHM  (rs937039, rs2499697, rs745501,
rs2451334, rs2029461) reda GRM4 (MIM 604100)
Ha xpomocome 6p21.31 He BbISBMUMO accounaunu ¢ OMI
y nauueHtoB u3 NHaun [62]. iccnegosanue L. Mumoli
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M COaBT. HE MOATBEPANNO NAaTOrEHETUYECKYH POSib MYy-
Tauuii reHa CSTB (MIM 254800) Ha xpomocome 21¢22.3
y naumeHToB B ceMbax ¢ OM3 n3 Utanum [57]. Mo pax-
HbiM N. Jingami n coasT. (2014), B uccnefoBaHnm acco-
unaumu reHa SCN7A (MIM 182389) Ha xpomocome 29-24
y 60MbHbIX 4neHoB ceMbk ¢ KOMI 13 dnoHum 6bina Bbi-
ABfieHa HoBaa MyTauus ¢.3250A>T (S1084C). AsTopsl
nonarawT, 4TO [daHHas MyTauus, BEPOSiTHO, CBsA3aHa
C aTunn4yHon KapTuHon HOMI, npoTekawouwein ¢ de-
O6PWIBHBIMM MPUCTYNAMMN U (DAPMAKOPE3UCTEHTHOCTbIO,
n npegpacnonaraeT K BO3HWKHOBEHUK (Oe6PUNbHbLIX
npuctynos npu UM [42].

Kapoor A. u coaBT. BbIIBUIM HOBbIN JIOKYC Ha XpO-
mocome 3q13.3-Q21 ¢ nomolLLblO aHanu3a cuenneHns
y 60nbHbIX ¢ T3 n3 Hann. B aTOM y4acTKe BblAeneH
reH CASR (MIM 601199), mucceHc-myTauuu (Glu354Ala,
lle686Val, Ala988Val n Ala988Gly) aToro reHa Habnw0-
janucb B NATM nauueHToB ¢ WM, 4T0 yKasbiBaet
Ha BO3MOXXHOCTb y4acTus reHa B natoreHese anusen-
TUYeCKMX paccTpoicTs, Bknwoyvas KOMI [45]. B uccne-
noBaHun reHa CPA6 (MIM 614418), pacnonoXXeHHOro
Ha xpomocome 80q13.2 y 60nbHbIX ¢ I3 un3 LBeiua-
puu 1 ®paHynn, 6b1IN BbIABNEHbI HOBbIE MUCCEHC-MY-
Tauun (Arg36His w Asn271Ser) B reTepo3MroTHOM CO-
CTOSHWM B COYEeTaHWW ¢ MyTaumamm B reHe EFHCT,
KOTOpble, NPEeAnoNOXUTENbHO, MOryT ObiTb OTBET-
CTBEHHbIMW 3a Ha4yano 3abosieBaHUs 3nunencuen,
Bknto4das OM3, n 3a BOSHUKHOBEHME CYOPOr B LIESIOM
[67]. B CLLUA, npu uccnenoBaHuu nauneHToB ¢ M3 6bin
BbiaBneH red MEZ2 (MIM 154270) Ha xpomocome
18021.2 n 9 OHN (rs674351, rs584087, rs585344,
rs608781, rs642698, rs674210, rs645088, rs649224
n rs654136), KoTOpble B TOMO3UIOTHOM COCTOSIHUK
YBEJINYMBAIOT PUCK BO3HUKHOBEHMA U3 [31].

MonekynapHo-reHeTudeckne wuccnegosaHus HMI
NPOAOJIKAKTCA, M3y4YaeTcs pOMb Pa3fNYHbIX TEHOB
B Pa3/INYHbIX NONYNALUAX N 3THUYECKMX Fpynnax, Ho BO-
npoc o reHetnke HOM3 B HacTosuwee Bpems Aanek
0T paspeLueHus.

3aK/JIr04YeHHue

B uenom cnoxHble MOneKynspHble WUCClef0BaHuUs
MOKas3blBaKT, 4TO 60MbLWIUHCTBO VT3 NnonureHHsl 1 noka
HET 40Ka3aTenbCTB TOr0, YTO OLMH FeH onpejenseT 3Ha-
YUTESNIbHBIA NN CPefHEe3HAYUTENbHLIA PUCK Pa3BMTUA
anunencuu [1]. Cnefnyet npusHatb, 410 OMJ siBnsdetcs
reHeTM4eckn n heHOTUNUYECKMN FeTEPOreHHbIM CUHAPO-
MOM. BbicOK puck HacnegosaHua HOM3 — okono 50-
60% cemeli UMelT 4neHoB 1-2-ii cTemeHM POACTBA,
cTpajawowmx anunencueir. HacneposaHue HOM3 pas-
NNYHO, XOTS €CTb HEKOTOPbIE NOATUMNbI, KOTOPbIE UMET
MeHAEeNeBCKNUN (YaLLe — ayTOCOMHO-LOMUHAHTHbIA UK
peXkxe — ayTOCOMHO-PELLeCCMBHbIN) TUM HACNE[0BaHUS.
Ona nacnegosaHus KOM3 xapakTepHa HenosnHas neHe-
TPAHTHOCTb (CTENeHb MPOSB/IEHUS FeHA B MPU3HaKe),
TO eCTb HEKOTOpble NIOAN, KOTOPbIe HACNEeAYT MyTa-
UMI0 UM MyTauuu reHoB, OTBETCTBEHHbIX 32 pa3BuTue
HOM9, He UMEKT KIUHUMYECKON KapTWUHbI 3a60S1eBaHUS.
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Tem He mMeHee, [eTW 3TUX NOJeN MOryT HacnenosaTb
MyTaLun OT CBOMX POAUTENEN U UMETb KITMHNYECKN 0Ye-
BMUAHOe 3ab6oneBaHne. HeCMOTpPS Ha CXOACTBO KIIMHUYe-
CKOM KapTuHbl, heHoTun KOM3 mMoXKeT oTnnyaTbes cpe-
[N POACTBEHHWUKOB, AaXXe B Cly4ae 0HOSINLEBbIX 613-
HeuoB (NpW Hac/iefoBaHUN OLHOW U TOW >Xe MyTauum
B OHOM 1 TOM XXe JIOKYCE), Cpean KOTOPbIX OAUH 6113~
Hel MOXXeT UMeTb MUOKMoHuK 1 I'CI, a gpyroii — Tonb-
KO TUMNMYHbIe abcaHchl [46].

B ocHoBHOM HOM® BbI3bIBAKOT MyTaLUN B FeHaX, KOTO-
pble KOAUPYIOT MOHHbIE KaHamnbl UKW UX BCNOMOraTenb-
Hble noapasaeneHns. BoBnevyeHHble B 3TOT NPOLECC Ka-
Hanbl NPUHAANEXaT UAKN K KNaccy noTeHumnan-3aBucu-
MbIX WOHHbIX KaHanoB, BaXKHbIX AN reHepauuu Aew-
CTBUS — TMOTEHUMana W KOHTPONS, MAM K Knaccy
NINTaHA-3aBUCUMbIX MOHHbIX KaHAN0B, B OCHOBHOM Yy4a-
CTBYIOLMX B nepefadve BO3OYXAEHUS MO XMMUYECKUM
N 3/1eKTPUYECKMM cuHancam. Kpome TOro, BbISIBIIEHbI
MyTauun B APYrMX reHax, KOTOpble He KOAWPYIT UOH-
Hble KaHanbl, — NPOAEMOHCTPUPOBAHO, 4TO He BCe (he-
HoTunbl FOM3 BbI3bIBaOTCA HapyweHueM (QYHKUUOHU-
pPOBaHNSA NOHHbIX KaHaNoB. [TpMHaaNeXXHoCTb K TON unu
WHOW 9THMYECKON rpynne nrpaet 60nbLUYI0 PONb B Npef-
pacnofioXeHHOCTN K pa3nuyHbiM noatunam KOM3 (Ha-
npumep, MyTauus reHa GABRAT, agnsoLasca npuynHom
HOM3 B n3onstax y kaHagueB paHLy3CKOro NpoucXox-
[JeHund, He HangeHa y KaHajueB CMeLaHHOro eBponen-
CKOro U MHAENCKOro NpoONCX0oXAeHNs B npejenax ogHon
CTPaHbl). XOTS KOSIMYECTBO AaHHbIX 0 BAXKHOM reHeTunye-
CKOM BJIMSIHUM Ha NPeapacnonoXeHHOCTb K Pa3BUTUIO
FOM3 BCce Bpems yBenuumBaeTcs, AN 60SbLIMHCTBA
60MbHbIX CNeundnU4YecKnin reHeTUYeCKMA PUCK elle
TONbKO NPEACTOUT BbIIBUTb W YTOYHMTL. OnpepeneHue
reHoB, BAUAOLWMX Ha pa3BuTue OMO, o4yeHb mepcnek-
TUBHO AN 6yaylWMUX WCCNEefoBaHUA W KIUHWYECKOIA

NPaKTUKN — OHO MOXXET NMOMOYb PAHHEMY BbISIBIEHNIO
npegpacnosioXeHHbIX K paccmMaTpuBaeMoMy 3aboneBa-
HUKO NOLEN, PaHHEMY Havany nevyeHUs u, BO3MOXHO,
NpogMNaKTNKe 3TOF0 HeAYray HeKOTOPbIX ny. 37O eLe
1 NepBbliA War B UCCcleaoBaHumM OeACTBUSA TeHOB Npej-
pacnonoxeHHocTn K OM3, BegyLWwmii K NyyLuemy noHu-
MaHUWI0 naToreHesa n pa3paboTKe HOBbLIX CTPATErni fe-
YeHMA N NPOPUNAKTUKN.

B HacTosLWwee BpemMsa LOCTUrHYTO 3HAYUTeSIbHOE NpPo-
[BVKEHWNE B U3YHeHUN reHeTUKN 3nunencun, Ho Npuopu-
TET MONEKYSIAPHO-reHeTUYeCKMX UccnefoBaHuin NnpuHaa-
NnexuT 3apy6exkHbIM y4eHbIM. B nocnegHue rogsl B Poc-
CUW Ha (POoHe ynyyLieHns N1abopaTopHON 6a3bl KPYMHbIX
NneYyebHbIX U Hay4YHO-UCCNEe0BaTeNIbCKUX YYPexAeHUn,
3aHMMAKOLLNXCA OUArHOCTMKOW W JIe4EHUEeM 3Nusencuum,
O0TMEYaeTca yBelM4eHne Ynucna reHeTu4eckux nuccneno-
BaHWI B 3TOW 0651acTu. B fancHemwem, yTOYHEHWE FeHOB,
KOTOpble ONPEeSensoT UK YBEIMYMBAKOT PUCK Pa3BUTUA
3MUNEencumn, HECOMHEHHO, 6yaeT MMeTb rnobanbHOe Npak-
TUYECKOE U Hay4HOe 3HadeHue. C NMPakTUYEeCKON TOYKM
3peHns, o6Hapy>XeHne MyTauuu, BbI3BaBLUEA pa3BUTHE
3a60/1eBaHNA, N0O3BOJIAET M36exarb AasibHewnx 4opo-
roCTOALMX ANArHOCTMYECKUX Npoueayp, UHoraa éonee
TOYHO MPOrHO3MpPOBaTb PEHOTUN U TeYEHUe 3Nuencum,
ONTUMU3NPOBATHL TEPANUNIO U YNYYLINTb Ka4eCTBO Meaun-
KO-FEHETUYEeCKOr0 KOHCYNIbTUPOBAHWUA NPU PELLUEeHUN BO-
NPOCOB MNJIaHNPOBaHWUA ceMblU 1 feTopoxaeHns. G Hayy-
HOW TOYKW 3pEHNd, UCcneLoBaHue Noc/ieACTBUIA YXXe U3-
BECTHbIX MyTauuin (M UX BNUSAHWA HA pa3BUTUE MO3ra pe-
6eHKa) nNO3BONSAET YTOYHWUTbL OCHOBHbIE MPOLECCHI
anunenToreHesa. BoamoXHo, 3Ta nHdopmauus B 6yay-
LLLEeM NOCNYXMUT ANS pa3paboTKn HOBbIX CNOCO6OB Jieve-
HWA — TaK Ha3blBAEMOI TapreTHOW (LieneBoii) Tepanuu
anunencum, ¢ UCNosib3oBaHnem AedeKTHbIX NPOTEMHOB
B Ka4yecTBe (Dapmakosiorn4yeckux muilexen [1].
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JJEYEHHWE SITWIEIICHH
IIPU TYBEPO3HOM CKJIEPO3E

benoycoBa E. []., [lopogpeesa M. 0., OxarikuHa T.[.
T'b0Y BI10 «<PHUMY wnm. H.H. lIuporosa» Mun3zgpaBa Poccun

Pesrome

3nunencus — Hanbosiee 4acToe HEeBPOJIOrMYECKOE NPOSB/IEHNE TyOEPO3HOIr0 CK/1epo3a u, no gaHHeiM MexgyHapoaHo-
ro peructpa nayneHToB ¢ TYOEPO3HbIM CKIIEPO30M, BCTpeyaeTcsa B 83,5% Bcex ciy4vaeB. Y 63% nayneHToB npuctyibl
HaYnHaKTCSA HA NEPBOM rofy Xu3Hu n B 38,8% BCex Crly4yaeB NPOTEKAIOT KaK UHQAHTU/IbHbIE CNa3Mbl. Inunencus
C PAHHUM Ha4aJ10M HEratMBHO CKa3bIBAETCS HA KOTHUTUBHbIX QOYHKUMNSIX U MOBEAEHUN NayneHToB. CyLLeCTBYET CII0XHAS
NPUYNHHO-CIIECTBEHHAS B3aUMOCBSA3b MEXAY TyOEPO3HbIM CK/1EPO30M, 3MTUTIETNICUEN, IEHEHNEM IMTUNENCUN U NPOTrHO-
30M MCUXNYECKOro Pa3BuTus. YemM Kopo4e NHTEPBAIT MEXAY Ha4yaa0M NPUCTYNOB Y HA4a0M JIEYEHWUS, TEM MEHbLLIE PUCK
DPa3BUTUS INMUENTUYECKON 3HLeanonatun. BeposiTHO, YTO NpoguiaKkTUIecKoe f1e4eHne BUrabatpuHom MOXeT rpe-
J0TBPATUTbL U PA3BUTUE SMTUIIETNICUN, N €6 HETATUBHOE BITUSIHNE HA UHTEIITIEKTYalIbHbIe (OyHKUMN 1 NOBEAEHNE. Hakanin-
BaKOTCA faHHbIe 0 TOM, 970 ryTb M-TOR urpaet BaXxHyro pPoJsib B 3MNENTOreHe3e, KOTOPbIV 3aryCKAaeTCs CaMbiMy PA3HbI-
mu haktopamu. AktuBaunsi m-TOR — ofjHa n3 nepcrneKkTUBHbIX MULLIEHEN [/ BO3AEACTBUS JIeKAPCTBEHHbIX CPEACTB
rnpu chapmakope3ncTeTHON NNIIercumn.

Knrouesbie cnoBa
Ty6epOo3HbIi CKEPO3, INMUIEIICUA, JIEYEHNE, TPOPUNAKTNYECKOE JIeYeHne, BurabatpuH, m-TOR.

Ctatba noctynuna: 11.03.2016 r.; B popabotaHHom Buge: 21.04.2016 r.; npunsaTa kK nevatu: 16.06.2016 r.

KoHhnukT uutepecos
ABTOpbI 3aBNIAOT 06 OTCYTCTBUWN KOH(PNIMKTA MHTEPECOB B OTHOLIEHWUN JAaHHON Ny6nuKaumm.

Bce aBTOpbI caenanu 3KBUBaNEHTHbIN BKIa4 B MOArOTOBKY Ny6amkauum.

Ana uutupoBanus
benoycosa E.[1., lopodeesa M. 0., OxankuHa T.T. JleyeHne anunencum npu Ty6epo3HOM CKNiepo3e. INUENCUa U Nnapokcus-
ManbHble cocToaHuA. 2016; 2: 37-42.

TREATMENT OF EPILEPSY IN TUBEROUS SCLEROSIS
Belousova E.D., Dorofeeva M. Y., Ohapkina T.G.

The Russian National Research Medical University named after N.I. Pirogov of the Ministry of Health of the Russian
Federation, Moscow

Summary

Epilepsy is the most frequent neurological sign of tuberous sclerosis complex (TSC) and it’s registered in 83.5% of
patients. In majority of cases epilepsy begins during the first year of life (63%) and in 38.8% it’'s manifesting as infantile
spasms. The presence of epilepsy is closely connected with development of mental retardation in TSC. Early treatment
of epilepsy is a key to prevention of mental retardation, and preventive treatment with vigabatrin is now advised by some
specialists. Possibly high efficasy of vigabatrin in treatment of seizures associated with TSC is partly due to its m-TOR
inhibiting property. M-TOR way is widely discussed now as one of the perspective targets for epilepsy treatment,
associated or not associated with TSC.

Key words
Tuberous sclerosis complex, TSC, epilepsy, treatment, preventive treatment, vigabatrin, m-TOR.
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y6epo3Hbiii cknepo3 (TC) — HenpepbIBHO Npo-
rpeccupyroLLee reHeTU4eCKoe 3abosieBaHue c ay-
TOCOMHO-AOMWHAHTHbIM TWMNOM HacnenoBaHus,
LN1A KOTOPOro xapakTepHO o06pas3oBaHue [LOOpoKaye-
CTBEHHbIX OMYX0J1Ie BO BCeX OpraHax 1 TKaHaX 4YesoBe-
yeckoro Tena. TG oTHocUTCS K peakum (opdaHHbIM) 3a-
60/1€eBaHMAM U ero 4acTota B MONynsunnm cocTaBnser
1:10000 (y HoBopOXAeHHbIX — 1:6000) [1,2]. Mpnbnun-
3utenbHo oT 10 o 30% cny4aes TC 06ycnoBneHo myTa-
unamm B reHe TSC1 (OMIM 605284) (TC 1-ro Tuna, OMIM
#191100), noKkanM3oBaHHOM Ha 9- XxpOMOCOME B paio-
He 9934, KoTOpbIA KoaupyeT 6enok ramaptuH. Octanb-
Hble cny4an 60Me3HN 06YCIOBJIEHbI MyTaLUAMUN B TeHe
T7SC2 (OMIM 191092) (TC 2-ro Tuna — OMIM #613254),
JIOKann3oBaHHOM Ha 16-i xpomocome B panoHe 16p13
1 Kogupyrowmm 6enok Tyéepud [1]. TeHsl TSCT n TSC2
B HOpMe ABNAOTCA eCTECTBEHHbIMU reHamMmn-Cynpecco-
pamu 0nyxoneBoro pocta. benkosble NPOAYKTbI FEeHOB
TSC1w TSC2, ramapTuH n Ty6epuH, 06pasyoT reTepoan-
Mep, CNOCOBHbIA MHIMOUPOBATb ONOCPE0BAHHbIA KOM-
nnekcom mTORC1 (mammalian Target of Rapamycin
Complex 1) curnanbHblii Kackag. MexaHuam naToreHesa
TC cocTouT B MyTaumax B redax TCS71 n TSC2 ¢ noTepei
X (PYHKLUM W CBA3AHHOW C MyTauusamu natonoruye-
cKon akTuBaumen kuHasbl mTOR. KuHasa asnsaertcs K-
4YeBbIM PErynaTopom pocTta u nponudepaunm Knertok.
[Moatomy npu 3ab6onieBaHMM Ppa3BMBalOTCA MHOXECTBEH-
Hble JO06POKA4YeCTBEHHbIE OMYX0Su (raMapToMbl) B pas-
JINYHbIX OpraHax, BK/4as rosloBHOM MO3T, 1a3a, KOXY,
cepAue, NoYKKn, NeYeHb, Nerkne, Xenya04Ho-KnLeYHbln
TPaKT, 3HOOKPUHHYIO U KOCTHYIO cuctemsl [1,2].
anunencua ABNAETCA OLHUM U3 CaMbIX APKUX CUM-
NTOMOB Ty6epO3HOro CKjiepo3a W 4acTo AOMUHUPYET
B KJIMHUYECKOW CUMNTOMATWKe. ANunenTu4eckume npu-
cTynbl oTMevatoTes y 73-90% naumneHTOB C TY6EPO3HbIM
ckneposom [1]. Mo gaHHbIM Permctpa nauueHToB C Ty-
6ep0o3HbIM CKJ1Iepo30oM (KoTopblii Begetcs B HUKW negn-
atpuun um. H0.E. BenbTuiuesa, Ha MOMEHT aHanm3a 6b110
BK/04YeHO 334 nmauueHTa B BO3pacTte oT 4 Mec. Ao 28
NieT), anunencus OTMeyanacb C BbICOKOW 4acToTon

(B 85,3% cnyyaes). Mo faHHbIM MeXXAyHapoLHOro peru-
CTpa no Ty6epo3HOMY CKJIep03y, B KOTOPbLIA BK/IOYEHO
6onee 2000 nauneHToB B BOo3pacTe oT 0 go 71 roaa, 6bI-
NN MONYYeHbl aHANTOrUYHbIE UNPPbl — YacToTa anuen-
cum coctasuna 83,5% [3]. Y 60nblIMHCTBA NauNeHTOB
(63%) npucTynbl OTMEYAKTCS HA NEPBOM rOAY »KWU3HMK,
HO JaXke Yy B3POC/bIX eCTb PUCK Pa3BUTUS MPUCTYMNOB
(12%) — [3,4]. Ecnu y naumeHTa ¢ TY6€pO3HbIM CKIEPO-
30M OZHOKPATHO 6bIN NPUCTYN, TO 3nNuyencus passusa-
eTcs B 96-99% cny4aes [1,4]. CamMblii TMNUYHLINA BO3pacT
Hayana npucTtynos npu Ty6epo3HoOM cknepose — 3-5
MEeC, HO ¥ 5-6% nauneHTOB NPUCTYMNbl HAYUHAKOTCA eLe
B HeoHaTanbHOM nepuoge [1,4,5]. Camblii pacnpocTpa-
HEHHbIA TUN NPUCTYNa B Ha4Yasne anunencum — nHgaH-
TUNbHbIe cnas3mbl (38,8% no gaHHbIM MexayHapogHoro
perncrpa), Ho OCTalnbHble NauueHTbl pa3BUBAKOT ApYyrue
TUMNbI NPUCTYNOB — MNPOCTbIE N CIIOXHblE (DOKaNbHbIE,
BTOPWYHO-reHepann3oBaHHble n ap. [3,5]. IHaHTunb-
Hble CMa3Mmbl Yallle BCTPEYalTCa Npu MyTaLUaX B FeHe
TSC2, 4yem npu myTauusax B reHe TSC1 — 46,5% npoTus
20,8% [3].

VICTOMHMKOM 3nunenTU4eckoro BO3OYXAEHWUA npwu
Ty6epo3HOM CKIepo3e 4acTto aABnswTca Tybepbl. OHU
COCTOAT M3 60JIbLUINX, aTUMNYHBIX, 4E€30PraHN30BaHHbIX
HENPOHOB U rMUanbHbIX KNeTok. Tyb6epbl 06pasyloTcs
B aMOpuMoreHese, 4To NPMBOAUT K NPeapacnosioKeHHO-
CTM K Cyaoporam u KOrHUTMBHOMY AeduumTy. Ymucno
N pasmep Ty6epoB (COOTHOLEHME 06bema Ty6epoBs
K 06bemy rof0BHOIM0 M03ra) KOppesupytT ¢ YMCTBEH-
HOW 0TCTanocTbio [6]. Te Ty6epbl, KOTOPbIE HANOMUHAIOT
KUCTbI (CHMXeHue nnotHocTh HAa MPT) cyuTatotca Hau-
6onee anNUNenTOreHHbIMU [7].

Y nauneHToB C TyO6EpO3HbIM CKIIEPO30M Hanu4ue
3NUIeNnTUYECKNX NPUCTYNOB TECHbIM 06pa30M CBS3aHO
C HapyLleHUsMU MCUX0ope4eBOro pas3BuTUA U NoBene-
HUA. IHTennekTyanbHble HapyLleHWs accouunpoBaHbl
C HanM4ymnem B aHaMHe3e UHMAHTUIbHbIX CNAa3MOB, 4pY-
rnx pedpakTepHbIX NPUCTYNOB U, B MEHbLUEN CTEMNEHMN,
C 4ucnom n obbemom Ty6epoB. 1o Bceil BUAUMOCTH,
C 3nusiencuen cea3aHbl U arpeccBHOe NOBELEHNE, ay-
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TU3M, TPYLHOCTM 006y4eHus [8]. B nonynaumnoHHbIX uc-
CNeJ0BaHUAX y NALMEHTOB C PAHHUM Ha4Yanom anunen-
cun pedppakTepHOCTb anuaencum otmedanacb B 55%,
WHTeNNeKTyanbHble HapyweHns — B 80%, a ayTnam —
B 30% cny4aes [9]. lNpeanonaraercs, 4T0 y>Ke A0 Ha4a-
na npucTynoB UMeeT MECTO INUJSIENTOreHe3 B rOJIOBHOM
MO3re, U 3TO MOXHO 0OHApPYXWUTb, YBUAEB 3MUNENTH-
(hOpMHbIe pa3paabl Ha anekTpoaHuedanorpamme (330)
[10]. OyeBMAHO, 4TO CYLLECTBYET CNOXXHAs MPUYNHHO-
CNeJCTBEHHAsA B3aNMOCBA3b MeX Ay TY6epOo3HbIM CKe-
po30M, 3anunencuen, Jie4eHNem 3nunencunm 1 npPorHo-
30M MCUXMYECKOro pasBuTus.

PaHHee nedeHne anunentu4ecknx rnpucTyrnoB urpaet
pelatLLyo posib B NpefoTBpaLLeHUn anunenTu4eckon
3Huedanonatun. Yem Kopoye UHTEpBAN MeXAy Hava-
NOM NPUCTYNa 1 Ha4anoM fie4eHns, TeM MeHbLLE PUCK ee
passutus [9]. B uccnepgosaHue Cusmai R. ¢ coasT. (2011)
6bI1110 BK/IOYEHO 173 mauuneHTa ¢ Ty6epo3HbIM CKI1epo-
30M C Havyanom NpucTynoB B Bo3pacTe A0 12 mec., BCe
neynnncL BUrabaTpuHoOM™, Habnwganucb B TeYeHue
Tpex net. Ecnu BUra6atpuH HazHa4ancs cpasy nocne Ha-
Yyana npuctynos, 70 39% MMeNn HOpManbHbIA UHTEN-
nekT, 65% BbIWN B PEMUCCUIO NO NPUCTYNam, ayTu3m
oTmedanca y 9%. Ecnum nmena mecto 3aaep)xka Ha3Ha-
YyeHus BurabaTpuHa, To AeTeN C HOPManbHbIM UHTENNEK-
TOM He 6bIJ10, pemuccus otmedanach y 24%, a ayTuam —
y 52% [9]. B oTkpbIiTOM nccneposanumn Jézwiak S. ¢ co-
aBT. (2011) Ha3Ha4YeHMe aHTUINWUMENTMYECKNX Npenapa-
TOB MnajeHUuam C MynbTUGOKaNbHOW aKTUBHOCTbIO
Ha 33l fo Hayana NpUCTYNOB NPMBOANIO Yepes f4Ba ro-
Ja K 6OnblIOMY 4YuUcny nauueHToB 6e3 anunencuu,
MEHbLUEMY YMCNY NaLMEHTOB C peppakTepHON anunen-
cuein n Hyxgawwuxca B nonutepanum [11]. HecmoTpa
Ha OTCYTCTBME YETKOro CTaHAapTa, HEKOTOPble KJIMHMU-
LUCTbI NULWYT U FOBOPAT O LieNlecoobpasHOCTM npodu-
NaKTUYECKOro NevyeHWs NpUCTynoB — Mpu NOABAEHUN
pa3psaoB Ha I3l Mbl B CBOEI KNMHUYECKON MPaKTUKe
B HACTOALLMIA MOMEHT TaK 1 NOCTynaem: eciiv y pebeHka
nepBoro rofa Xu3Hu 4o Havana npucTynoB ANarHoCcTun-
pyeTcsi Ty6epO3HbIA CKepo3 (Hanpumep, No Hanuyuio
y Hero pabgomumom ceppua), T0 KaXblii Mecsl, Mbl fe-
naem atomy pebeHky 33, Ecnn Ha 33l perucTtpupytotes
anunenTugopMHble paspagbl (4awe 370 hoKasibHas
aKTUBHOCTb), TO Mbl Ha3Ha4yaem aHTUINUNENTUYECKUIA
npenapat. Llenecoobpa3Ho HasHayaTb BurabaTpuH,
HO npenapar B Poccuiickoin ®efepauynmn He 3aperncTpm-
pOBaH, N0O3TOMY WHOTAA Mbl NpUbGeraem v K Ha3Ha4eHuto
Basbnpoara.

Moyemy npenapaTtomM Bbi6Opa B NIe4eHUN UHDAHTUNb-
HbIX CMAa3MOB W APYrux TUMOB NPUCTYNOB Npu Ty6epo3-
HOM CKNnepo3e siBNsieTcs BurabaTtpuH? BurabaTpuH uH-
rnémpyeT TpaHcaMuHa3y ramMma-aMuHOMACNAHOW KUC-
noTbl, N TeM cambIM ee kKaTabonuam. OH obnagaeT npe-
KpacHom a(pheKTUBHOCTbLIO — CNasmbl MPeKpaLLarTcs
y 90% nauuneHTOoB. BO3MOXHO, BbiCOKas apdekTus-

* BurabaTpuH He 3apeructpupoBaH Ha Tepputopumn Poccuii-
ckon depepauunm.
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HOCTb BUrabaTpmHa 06yCrnoBneHa eLle u TeM, Y10 OH 06-
nagaeTt cnoco6HOCTbI MHrméuposatb m-TOR, To ecTb
OKasblBaTb BJIUAHWE HA naToreHe3 3abosneBaHus [12].
A DEeKTUBHOCTb HOCMT A0303aBUCUMbIA XapakTep. 3d-
(heKTNBHbIE CYTOYHbIE [03bl BUrabaTpuHa cyrybo nHam-
BuAyanbHbl U Kone6ntotcs ot 18 go 150 mr Ha Kr Beca
B cyTku. C Ha4ana Tepanun S0 NpekpaLleHns cnasmos,
Kak npasuno, npoxoaut oT 12 po 35 gHeir. Ecnu Het
yny4lleHna Ha BurabatpuHe B TedeHune 12 Hepd., npena-
pat HY>XXHO OTMEHWTb W NPUCTYNUTb K FOPMOHaNbHON
Tepanum [13]. K no604HbIM 3cphekTam npu NPpUMEHEHNN
BMrabaTpmHa OTHOCATCH COHAMBOCTb, FMNOTOHUA, NPU-
6aBKa Beca, BO36y»aeHue n 6eccoHHuua. Mepudepunye-
CKOe CYy>XeHue nonein 3peHns passusaetca 'y 34% pneten,
1 Heobxo4MMa oLeHKa nonen 3peHns B guHamuke [14].
Tak>xe BUrabaTpuH Bbi3biBaeT 06paTUMOE MOBbILLEHWE
curHana (pexum T2) B 6asanbHbiX aapax, Tanamyce
n cteone mo3dra Ha MPT ronosHoro mo3ara [15]. Cywe-
CTBYIOT PA3HOYTEHUA MO ONTUMAJIbHON NPOLOIKNTESb-
HOCTW nevyeHus BurabatpuHom. [pegnonaraeTcs, 4To
BMrabaTpuH MOXET OblTb OTMEHEH, eCK NPUCTYNbI OT-
CYTCTBYIOT B Te4eHue 6 mec. [16], HO HEKOTOpbIE aBTOPbI
MULWYT O TOM, 4YTO Takas paHHASA OTMeHa NPUBOAUT K pe-
unaneam cnasdmos [17]. Mol B HaLled NpakTuKe HEOLHO-
KpaTHO CTafkKuBanucb C pPeuuauBOM MNPUCTYNOB (He
TOJIbKO CNa3MOoB, HO 1 (DOKaJIbHbIX) MPKW MOMbITKE OTME-
Hbl BUrabatpuHa, No3TOMY, K COXKasleH1to, MHOr4a naym-
€HTbl BbIHY>XAEHbl NPUHUMATbL €0 B Te4eHNEe HEeCKOJb-
KnX ner.

Mo paHHbIM MeXayHapoLHOro perncTpa nauneHToB
C Ty6epo3HbIM CKNepo30M BMrabaTtpuH NPUMEHANCS
B 78,3% BCex cJy4aeB WH(AHTUNIbHBLIX CMasMoB
n B 65,1% BCex criy4yaes (POKanbHbIX NPUCTYNOB, acco-
UMNPOBAHHbIX C TY6EPO3HbIM CKNEpPo30M. NHhaHTUNb-
Hble Cna3mbl U )OKasibHble NPUCTYNbI ObIIN KYyNUpoBa-
Hbl Yy 68,7% nauneHTOB ¢ MHAHTUNbHBLIMU CNAa3Mamu,
a dhokanbHble npuctynsl — y 51,1% naumeHToB [3].
A heKTUBHOCTL BurabaTpuHa 6bina 04MHAKOBOW Mpw
myTauuax B reHax TSC1 n TSC2 [3]. Haw co6CTBEHHbI
OMbIT NPUMEHEHNSA BUrabaTpuHa ropasfo CKpoOMHee —
Mbl MpUMeHUnun ero y 35/285 naumeHToB € anunencuen
N Tyb6epo3HbIM CK/epo30M, YTO COCTaBnseT BCEro
12,6%. Tem He MeHee, NPOLEHT (PapMaKOPe3UCTETHbIX
MauMeHTOB B HaLLIER NoNynaLuun 6bisT He TAKUM YK U Bbl-
COKUM — 26,6%.

Ecnu anunencus BO3HNKAET He B MNageH4eCKOM BO3-
pacTe, a N03Xe, TO €€ Jle4eHre NPOBOANUTCA MO 06LLUM
npasunam sieqeHuns. NMpu NoYe4HON naTtonorum cnegyet
n3beratb Ha3Ha4YeHUA ToNMpPamaTa B CBA3N C MOOOYHbIM
3 (heKTOM B BMAE KaMHeobpa3oBaHus B novkax [1,2].
MpoTnBOCYAOPOXHbIE MpenapaTtbl C CeaaTUBHbIM 3M-
(heKToM, Takme Kak 6apbuTypatbl 1 6€H304MA3EMNMUHbI,
y 60SIbHbIX TY6EPO3HbIM CK/IEPO30M C HAPYLUEHMAMM
00y4eHuNs 1 NOBELEHNSA OOMKHbI NMPUMEHATLCA OrpaHu-
4yeHHO [1,2]. Mpu He3a(pEeKTMBHOCTM MOHOTEpanuu na-
LUNEHTOB PEKOMEHAYEeTCsH NepeBoAUTb HA KOMOUHMPO-
BAHHYIO Tepanuio aHTW3NUeTU4YeCKMMU npenapaTamu
C NOTEHLUMNANbHO CUHEPTUYHbIM JEeACTBUEM.
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Xupyprundeckoe neqeHue 3nuaencun npu 1yoepos-
Hom cknepose. bonee 30% NauMeHTOB C TY6EPO3HbIM
CK/Iepo30oM cTpajatwT (DapmMakope3UCTeHTHON 3nu-
nencuen [1,2]. Y HUX BO3MOXHbI pauKanbHOe HENPO-
XUPYPru4yeckoe BMELIATeNbCTBO, KANO3OTOMUA U UM-
nnaHTauma ctumynatopa 6ayxaawulero Hepsa. Pa-
AVWKanbHOE BMELIATENbCTBO MOXET 3akJ4aTbCs
B pe3eKLuun 0QHOT0 NN HECKONbKUX TY6EpOB, Pe3eK-
UMM O0Nu, pe3ekunn HECKONMbKUX AONER N B reMnc-
GepakTomun. MNpu yaaneHun anuaentToreHHoro ¢o-
Kyca (Ty6epa) npouUeHT nauneHToB 6e€3 NpUCTYNoB
Bapbupyet oT 22 Ao 69%, npu 3TOM, €CNN NPUCTYNbI
coxpaHsawTcs, T0 94% poauTenen corfacHbl Ha no-
BTOPHYIO Helpoxupypruyeckyio onepauuto [7]. Cumn-
TaeTcs, 470 (pakTopamum 6naronpusaTHOrO NPOrHo3a
HENPOXUPYPrM4yeckoro BMewaTtesbCTBa ABNseTCA
MeHbLUEe KONNYecTBO Ty6epoB, DOKafbHbIe MPUCTY-
nbl 1 dokanbHble pa3paabl Ha 33l. K dpakTopam He-
61aronpuMATHOrO NPOrHO3a OTHOCATCA MHOXECTBEH-
Hble Ty6epbl, pasdHble TUMNbI NPUCTYNOB, TOHUYECKNE
nNpUCcTynbl, MynbTUOKanbHasas anunenTudopmHas
aKTUBHOCTb, HWU3KMA |1Q; WHMAHTUAbHLIE CMa3Mbl
W paHHui pe6toT anunencun [7]. Kanosotomus npo-
BOAUTCS, €CNIN HET NOKa3aHUN K pagukKanbHOW pe3ek-
LUK, N eCTb NOGHOA0NEBbLIE NPUCTYMbI AN NPUCTYNbI,
ncxogdwme cpasy M3 AByX nosiywapuii. PesynbTathl
Nlyywe nNpu atoHu4Yeckux npuctynax. lpekpawieHue
npucTtynos Ha6mopaetcay 90% nayueHTOB C NOJIHON
Kanosotomumen ny 67% C 4aCTUYHOW Kano3oTOMMUEN
[7]. MauneHTam MOXET NOMOYb U CTUMYNAUNSA BIYXK-
JlaloLlero Hepea — B LEeIOM Y 72% NauWUeHTOB OTMe-
4aeTCA CHUXKEHME 4acTOThbl NnpucTynoB Ha 50% un 60-
nee [18]. Y MHOrMX aeTein npu 3TOM 0OTMevaeTcs ynyu-
LWeHNe BHUMAHWUSA, HACTPOEHNSA, MaMATN N NOBELEHNA
[19]. 17 Hawwux naumeHTOB C hapMaKopPe3UCTEHTHOW
anunencuen n Ty6epo3HbIM CKIEpO30M B BO3pacTe
oT 1 rofa no 13 net 6bIIM pagmKasibHO NMPOONepupo-
BaHbl B HUN HX um. H.H. bypaeHko. CpeaHuii cpok
HabnwgeHna coctasun 32 mecaua (ot 9 po 67 mec.)
Mpu aTom ucxopn 1-ro knacca no 3xHreny (oTcyTcTBUE
MPUCTYNOB, CHMXAKLWNX TPYAOCNOCOOGHOCTL) 6bin
y 15 nauneHTOB; ABa NauneHTa NOSIHOCTHK OTMEHUIIN
NPOTUBOCYAOPOXHYIO Tepanuto, y BOCbMU NaLMEHTOB
6bIJ1I0 YMEHbLLUEHO YWCNO NPOTMBOCYAOPOXKHbLIX Mpe-
napaTtoB. XUpPYypru4yeckoe mne4vyeHue 3NUNENCUM MNpu
Ty6ep03HOM CKJIep0o3e NPUBOAMT K:

— YJIYYLWEHNO KOTHUTUBHBIX QOYHKLWIA, YNYHLLIEHUIO
peyn, MOBbIWEHNO 00Yy4aemMOCTW W YCNeBaeMoCTK
B LUKOTE;

— YJIyYLIEeHNO NOBeAEeHNA, YMEHbLLEHUIO arpeccuu;
YNYyYLWEHN0 CoLManbHOro B3anMoeinCcTBMSA; NOBbILLIE-
HWUIO O6LNTENBbHOCTW, PAa3BUTUIO HABLIKOB CaMO06CIy-
)KWBAHWS, NOBbILLIEHNIO AHEBHOW aKTUBHOCTH;

— TMOBbILLIEHUIO KA4eCTBA XXWN3HWN BCE CEMbM;

— CHWKEHUWIO KOSin4ecTBa BU3UTOB K Bpadvy, obpa-
LLIeHNIA 32 3KCTPEHHON NOMOLLbIO;

— YMEHbLIEHUIO YNUCA MPUHUMAEMbIX MPOTUBOCY-
LOPOXHbIX NPenaparos 1 Ux 403.

B0O3MOXXHO NpMMeHeHne U KeTOreHHON AneThl B doap-
MaKOPE3UCTEHTHbIX Clly4asnx, HO MoKa K Hell npuberaet
TOJIbKO OrpaHW4YeHHOE YUCII0 60MIbHbIX — N0 JAHHbIM
MexayHapoaHoro peructpa, OHa 6bina npuMeHeHa
TONbKO y 28 n3 1783 nauueHTtos [3].

Snunnencus npu TY66PO3HOM CK/IEPO3E U UHTNOUTOPEI
mTOR. Nyt m-TOR perynupyet MHOTVe HePOHabHble
YHKUNN — nponudpepaunto, BbDKMBaHWE, POCT, MeTa-
601M3M 1M NNAcTUYHOCTb. HakannueawTCcA [OaHHble
0 TOM, 410 NyTb M-TOR nrpaet BaXKHyt0 posib B anuen-
TOreHese, KOTOPbIA 3anyckaetcs CambiMU PasHbIMU
haktopamu. MyTb M-TOR HapyLleH He TONbKO Npu Ty6e-
PO3HOM CKNEpo3e, HO W NpW APYrX COCTOSHUAX M 3a-
60neBaHunAX, CUeNeHHbIX ¢ anunencuei [20]. Tak, onu-
caHa runepaktusauua m-TOR npu dokanbHbIX gucnna-
3uax Kopbl. Cunapom LTypre-Be6epa n Helipodunbpo-
mato3 1-ro Tuna asnasTcs «<m-TOR-natnamu». Onucana
akTueaums m-TOR npu rMnNOKCUYECKN-ULLIEMUYECKNX
3MMNencusax, Y7o B AasibHeLweM NPpUBOAMNO K anusen-
cumn 1 yeptam aytuama [20]. IKcnepuMeHTaNbHbIA 3MNKn-
NenTUYecKMin cTaTyc npueoawmn K aktueauum m-TOR,
4TO, B CBOO 04epefb, BbI3bIBANI0 KOMNEHCATOPHOE aKCo-
JeHApuTHoe BeTBneHne [21]. B 3KcnepuMeHTasbHbIX
MoAensix panamumumnH (MHrnémutop m-TOR) B BUAE NyJb-
COBOM Tepanuu NoAaBnsa CUMNTOMATUYECKME MHAIAH-
TUNbHblEe CNa3Mbl UM yNy4wan KOTHUTWBHbLIE WUCXOAbI;
0Ka3blBanl aHTMANUMENTOreHHbIA 3 EKT npu hopmu-
pOBaHUU BMCOYHO-A0SEBO anuiencuu nocne anunen-
TU4eckoro crtatyca. Ecnm unrnéutop m-TOR BBOAMICS
BCKOpE NMocsie 4epenHo-mo3roBoi TpPaBMbl, TO OH YMeHb-
wan ruéenb HEMPOHOB U YPE3MEPHbI aKCOAEHAPUTHBINA
cnpyTuHr. ToT e adpdeKT gocTurancs u npu HeoHa-
TanbHbIX CYA0pPOrax rmnokKcuYecKn-nLeMmny4eckoro re-
Hesa [20].

B mupe nposogutcsa 6onee 10 nccnegosaHuin no npu-
MEHEHMI0 nHrnéutopoB m-TOR npu anunencun. bonb-
LUMHCTBO W3 HUX HOCUT OTKPbITbIA XapakTep, a OAHO
MMeeT BOHOW CNenoi XxapakTep 1 NOCBALLEHO adddoek-
TUBHOCTW 3BeposiMMyca Nnpu 3nunencuu, accounmpo-
BAHHOW C Ty6epo3HbiM cknepo3om [20]. MccnegoBaHue
3aBEPLUEHO, HO ero pe3ynbTaTbl MOKA He ONY6NNKOBAHbI.
B HacToawwmiA MmomeHT akTuaumsa m-TOR paccmartpuBa-
eTCA Kak 0fHa M3 NepcrneKTUBHLIX MULLIEHERA AN BO3-
[eiiCTBMS NIeKapCTBEHHbIX CPeACTB Npu dhapMakopesu-
CTEHTHOW anunencuu.

BB1BOIBI:

1. 3nunencus — Hambonee 4actoe HeBpoOnoruye-
CKOe nposiBneHne Ty6epo3HOro ckneposa.

2. Onunencns MOXET HEraTMBHO CKa3blBaTbCA
Ha KOTHUTUBHbIX (PYHKLMAX N NOBEAEHUN NALNEHTOB.

3. B0O3MOXHO, 4TO NpoPUNaKTUYECKOE fIe4YEHNe BU-
rabaTtpMHOM MOXXeT NPeaoTBPaTMTb U pa3BMTUE 3MKNen-
CUM, N HeratTMBHOE BAMSHME HA WHTENNEKTyasibHble
OyHKUUN 1 NOBeaEHNE.

4. AktuBaumad m-TOR — oAgHa M3 NepcneKkTUBHbIX
MULLIEHEA AN BO3OEWCTBUS NIEKAPCTBEHHbIX CPeAcTB
B Nle4YeHUN papMaKope3nCTEHTHOI 3NuMnencum.
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MWHUCTEPCTBO 3[IPABOOXPAHEHUA P®
MOCKOBCKMWiA rOCYAAPCTBEHHbIA MEAUKO-CTOMATOJIOrMYECKWNA YHUBEPCUTET um. A.U. EBAOKMMOBA
POCCUIACKASI AKALEMUS HAYK
BCEPOCCUICKOE OBLECTBO HEBPOJIOI OB
POCCUNCKOE OBLUECTBO NCUXWUATPOB
POCCUNCKAS NPOTUBO3NMUNENTUYECKAS JIUTA
AENAPTAMEHT 31IPABOOXPAHEHNA MOCKBbI
FOPOACKAS KIIMHUYECKASA BOJIbHULIA Ne29 13M

HayuyHOo-mpakTH4Y€CKasa KOH(epeHITU A
C MEKTYHAPOIHBIM YIACTHEM

HEBPOJIOTHUA JITHHOIO B JKH3Hb»

19 auBapsa 2016 r., MockBa, OJTUMIHMCKHM Ip., . 18/1,
Orens «A3UMYT», 3271 <MOCKBa»

[louypoyeHa k 90-n1etnio cTapeviliero Hesposiora Pocecun,
yrieHa-koppecrnoHgeHTa PAH,
3acnyxeHHoro Aestensd Hayku Poccniickon @egepaumm
npogheccopa
Bnagumupa Anexkceesn4a Kaprosa

NMPOrPAMMA KOH®EPEHLIUN
14.00 — 17.00. 3aceganne 1

Mpepncepatenu: I H. ABakaH, A.b. l'exT, E. . Tyces, B.A. Kapnos, A.H. KoHoBanos, H.T. HeaHaHoB, M. A. lMnpapnos,
B. . CkeopuoBa, 0.0. AHywesnd, H. H. AxHo.

OTKpbITUE KOH(hEepeHUun
lpnBeTcTBEHHOE CNOBO
CkBopuoBa BepoHuka WropeBHa — p.M.H., npodeccop, 4neH-koppecnoHaeHT PAH, 3acnyeHHbli geaTenb
Hayku PO, MuHucTp 3gpaBooxpaHenus PO
SrHywesny Oner OneroBn4 — A.M.H., npodyeccop, 3acnyxeHHbli Bpa4y P®, pektop '6OY BMNO MIMCY nm. A.W. Es-
JOKMMOoBa
1. KnuHnyeckas HeBponorus U hyHKUMOHANbHAA OpraHu3aunsa HepBHOW CUCTEMbI
Kapnos Bragnmunp Anekceesny — [.M.H., npogheccop, 4/1eH-koppecrnorHgeHT PAH, Mocksa
2. B.A.Kapnos: BKnag B HEOTNOXHYH HEBPOJNOrUK0
[yces EBreHnii ViBaHoBny — npodpeccop, akagemuk PAH, npeacenatens npaeneHnsa Becepoccuinckoro obuiectsa
Hesponoros, MockBsa
3. MWctopus cospaHus Poccuiickoi npoTusoanunentuyeckoi Jiurun
HesnaHoB Hukonaii [puroppesnd — A.M.H., npodyeccop, aupektop CaHkT-MeTepbyprckoro Hay4Ho-uccneaoBa-
TeIbCKOr0 NCMXOHEBPOSIOrNYeCcKoro MHCTMTYTa uMmeHn B. M. bexTepeBa, npe3ngeHT Poccuinckoro ob6uecTea
ncuxmatpos, CaHkT-MeTepbypr
Akumerko MapuHa AnekceeBHa — A.M.H., npodeccop, y4eHbln cekpeTapb CaHKT-TNeTepbyprckoro Hay4Ho-umc-
CNnenoBaTesibCKoOro NCMXOHEBPOIOrNYecKOro MHCTUTYTa umeHn B. M. bexTepeBa, CaHkT-lleTepbypr
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10.

11.

12.

KoHoBanos Anekcarzp Hukonaesny — [.M.H., npodyeccop, akagemuk PAH, aupektop Hay4Ho-uccnegosartesnb-
CKOro MHCTUTYTa UM. akagemuka H. H. bypaeHko, Mocksa

B.A. KapnoB v 0CHOBHblE BEXU pa3BUTUS anunenTonoruu B Poccun

ABaksH [arnk Hopaviposuy — A.M.H., npodieccop, 3acnyXeHHbln aestenb Haykn P®, npeaceaatens Poccuiickoi
Mpotueoanunentuyeckoin Jlurn, Mocksa

PassuTtue B.A. Kapnosbim ugen wkonol KoxeBHnkoBa

SIxHo Hukonaii Hnkonaesny — A.M.H., npodeccop, akagemuk PAH, 3aBeiyoLnin Hay4HO-NUCCNEA0BaTENbCKUM
otaenom Hesponorun UHWJT Mepsoro MITMY um. . M. CeveHoBa, MockBa

B nouckax cosHaHus

lupagos Muxann Anekcangposmnd — O.M.H., npodeccop, YneH-koppecnoHaeHT PAH, aupektop ®IFBHY «Hayu-
HbI LLEHTP HeBposnoruu», Mockea

Ceprees [Jmutpuii Bnagnmuposny — K.M.H., MockBa

MHHOBaALMOHHDbIE TEXHOJIOrUMN B NIeYeHUn 60neBbIX CHHAPOMOB BEpTEOGPOreHHOro reHe3a

Jlnes AHatonuii AHApeeBny — O.M.H., npodeccop, aupekTop ®BY «LleHTp MegnUMHCKON peabunutaumm «Jlyy»
M3 P®, Kucnosoack

CocyaucTble 3a60neBaHns MO3ra: UTOrM, OCTUKEHNA, NEPCNEKTUBbI

Craxosckas Jliogmuna ButansesHa — f.M.H., npocheccop, aupektop HAN «LUIB3 n nHcynsta» PHUMY

um. H. . Nuporosa, Mockea

CoBpeMEeHHbIN 3Tan AeTCKO HeBPONOruu

ly3eBa BaneHtnHa ViBaHoBHa — [.M.H., NpOdyeccop, rNMaBHbIA BHELWTATHbIA CneunanncT- AeTckuin Hegponor Mu-
HucTepcTBa 3apaBooxpaHeHnsa P®, CaHkT-TNeTepbypr

dnunencua y 605bHbIX ¢ YEPENHO-MO3roBol TPAaBMOM.

lext Anna bopucoBHa — A.M.H., npodeccop, rMaBHbIi BHELITATHbIW cneuynanucT-Hesponor [enaptameHTa 3apa-
BOOXpaHeHus r. MOCKBbI

KpbirioB Bnagnmup Buktoposny — O.M.H., npodeccop, akagemuk PAH, 3acnyeHHbi aesitenb Hayku PO, rnas-
HbIW cneunanucT-Henpoxupypr Munaapasa Poccuu, MockBa

CmepTb Mo3ra

CrysnnH Virops mutpuesnd — [.M.H., npodeccop, 3acny>XeHHblii Bpad P®, 3acnyXeHHblin gesatenb Hayku PO,
3aBeyowWmnin kadeapon Hesponoruy nevyebnoro gakynoeteta MIMCY nmenn A. . Eegokumosa, Mocksa

17.00 — 17.30. lepepbiB
17.30 — 20.00. 3acepanne 2

Npencepatenu: T.B. Jokykuna, E.H. Magxugosa, .. CTynuu, A.W. ®eaunn

1. B.A.Kapnos u ero Hay4Has LikKona
Xugkosa VipuHa AnekcangpoBHa — [.M.H., npodpeccop Kadeapbl HEpBHbIX 60ne3Hen MTMCY nmeHnn
A.N. EBpokumoBa, Mocksa

2. Bknap coBeTCKOWM / pOCCUICKON LLUKOJIbI B U3YYEHME 3NUNEenTUYeCcKoro craTtyca
Q®egur AHatosnii iBaHoBMY — [.M.H., npodeccop, akagemuk PAEH, 3aBeaytowmin kKadpeapon HeBpoorum
®YB PHUMY um. H. . NMuporoea, Mockea

3. HeinponcuxuaTpus u Hellpopeabunutaums
Liknosckuii Buktop Mapkosuy — p.M.H., npodeccop, akagemuk PAO, pykosoauTens LleHTpa natonorum peym
N HelpopeabunuTtauuu [denaptameHTa 3ipaBooxpaHeHusi r. MockBbl

4. HoBble BO3MOXHOCTHN TEPANuUM 3NMAENCUM C UCNONb30BaHMEM (DApMaKOKMHETUYECKUX TEXHONOI Ui
LokykuHa TatesHa BacuibeBHa — A.M.H., npodyeccop, npeacenarenb O6LeCcTBEHHOro 06beanHeHuns «fMpoTu-
BoanunenTuyeckas Jiura» Pecny6nukun benapycb, MuHck, benapyco

5. J1XeKCOHOBCKMW nNpunagok
Magxvaosa ExyTxon Ha6nesna — p.M.H., npocbeccop, npeaceaatens MpoTusoanunentuyeckoi Jiurn Yabe-
KncTaHa, TawkeHT, Y36eKncTaH

6. JleyeHue thokanbHOM anunencum y aetei
lNeTpyxuH AHppesi CepreeBnd — A.M.H., npodeccop, npe3anaeHT HIM «06beanHeHne Bpa4en-annunenTonoros
n nauneHToB», MockBa

7. MuweHHas Tepanus Ty6epo3Horo ckneposa
benoycosa EneHa [ImutpneBHa — [.M.H., Npodeccop, 3acny>XeHHblil Bpa4y P®, pykoBoanTeNb 0Taena ncuxo-
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10.

11.

12.

13.

anunencus n Napokcu3mMasbHble COCTOAHUS

HEBPOJIOruKn 1 3aNuIenToNnornm Hay4yHo-ncenenoBaTelbCKoro KIIMHNYECKOro MHCTUTyTa neanatpun PHUAMY
um. H. . Muporosa, Mockga

KpunToreHHas anunencus: reHeTUYECKWii BKnap

LIHavigep Hatanes AnekceeBHa — [.M.H., npodeccop, 3aBeaytoLan Kkadeapon meanLuuHCKOh reHeTUKm

1 KnnHU4eckoi Heiipocpuamonorum MO, KFMY um. npodp. B. @. BoHo-AceHenkoro, KpacHospck

bone3sHb MNapknHcoHa

lony6es Banepnii JleoHngosmnd — O.M.H., npodeccop, 3aBeayowwnii kageapoii HepeHbIx 6onesdHen UMO Mep-
Boro MICMY um. .M. CeveHoBa, MockBa

MepcnekTuBbl NPUMEHEHNSA HOBbIX NPOTUBO3NUIENTUYECKUX NPENnapaToB

Bnacos lNaBen Hukonaesnd — A.M.H., npodyeccop kadpeapbl HePBHbIX 60M1e3Hel neve6HOro gpakynsteta F6OY
BMNO MIMCVY um A.WN. EBgokumoBa, Mocksa

K Bonpocy npucTynHoi remunierumn

OanHak Mupocnas Muxaiinosny — O.M.H., npodpeccop, YneH-koppecnoHaeHT PAH, CankT-MeTepbypr
JlntBuHeHko Viropb Bs1ecnaBosnd — A.M.H., npoteccop, CaHkT-MeTepbypr

Cknba Spocnas borgaHoBny — K.M.H., CaHKT-[MeTepbypr

Mo6o4Hble 3thhekTbl COBPEMEHHbIX MPOTUBO3NUIENTUYECKUX NPENnapaToB

Koeanesa MpuHa KOpbeBHa — K.M.H., npodpeccop, Mockea

buoatuka B HeBponorun Poccumn: NCTOKU M pasBuTtue

Muxanoscka-Kapnosa Exkarepura lleTpoBHa — A.(.H., npodeccop, akagemuk PAEH, Beaywimnin Hay4HbIi CO-
TpyaHuk ®TBHY «HauunoHanbHbii HAW 06wecTBeHHOro 3a0poBbs uMeHn H. A. Cemawko», MockBa
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®YHKITUOHAJIbHAA
HEVPOXHUPYPTHA

KoHoBasios A.H.

Hayyno-nccnegosarenscknii nHCTUTYT MM. akagemuka H. H. bypaenxo, Mocksa

OYHKLIVOHANBHAS dPyHKUMOHANbHAsA HENPOXUPYPTUS
HEMPOXWPYPTWA ECTPYKTUBHbIE JlelikoToMMA; TPaKTOTOMMUS;

onepatlunn pusotomumAa U T.4.

Helpomoaynauma CTMmynaumna NogKOPKOBbIX
. ﬁ*rl'lEI}biMHEEbl CTPYKTYP, KOpPbI, CTPYKTYP

« Bone CMUHHOro mo3ra
3nUnencus 1 nepndeprnyeckmx HepBoB
MeToabl

1. OTKpbITble onepaunm
2. CTepeoTaKcuyeckme onepaumm

Cnaxip 1. Craanpg 2.

Cma¥p 3. Cranp4.

TOPCHOHHAR JHCTOHKA

HEHPOCTHM Y IALLIH

Cranp 5. Crnanp 6.
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AKTYAJIbBHOCTb SCS — SPIANAL CORD STIMULATION

IEHHONA TepanmMu pasm
CA B NMCNUTaNH3IauMK 13-3a

TCA NETaNbHbIM MCOXOO00M

KykywkuH M.J1. loknag Ha KoHdepeHumn "BeltHasckue YteHua". M. 2012.
MepBoucTouHuK — Brevick et al. Europian Journal of Pain. 2006 ; 10: 267-333.

Jonson et al., 1995. http://www.rusmedserv.com plication/s

Cnawnp 7. Cnawp 8.

PE3YNBETATEI CTUMYNALMK CNWHHOMD MO3TA

B HATAMHESE (12mec. — B net; meawana — 38 mec.)
symptomatic

SCS = 330 panpenon ‘t

ciyptogenic

Cnanpm 9. Cnanp 10.

Lemwn < 18 ner (n=274) F : L
Lesionectomy (Subpial Resection)

e MOEI0KM MOATA
FAfHesg oy NoAn
Paciwycies
et - - m =
FCD Type 18,

Hapepuoum

|

rwos warpoden [
|
O

Canepas rannoxasmna N]!.'I&“ *200

0 il 40

Cnawpg 11. Cnawg 12.
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Cnanp 15.

Cnawpg 17.
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NHHOBAIIMOHHDIE TEXHOJIOTU
BJIEYEHUUN BEPTEBPOTEHHDIX
BbOJIEBbIX CHHAPOMOB

Jines I1.C., Jlnes A. A.

DIbY «LleHTp meguynHckoin peabunutaynn «Jly4d» Munsgpasa Poccnn, KucnoBogek

cepeanHbl XIX B. BHUMAHMWE YHEHbIX U NPaKTU4e-

CKUX Bpayew 6b110 06paLLeHo Ha BCe BO3pacTat-

LLlee KONMYeCcTBO 60JIbHLIX C xanobamu Ha 60u
B PasfnuyHbIX OTAeNnax no3BoHo4HuKa. Mopdonorunye-
CKNe «HaxXO0AKW» XPSILLEBbIX Y3/10B B Teflax MO3BOHKOB
Nony4nnu HaseaHue rpbiku LLIMopns. Benukue yyeHble
P. Kox n e Ce3 onucann u3ameHeHUs B MeXMNO3BOHKO-
BbIX AnCKax B cepeaunHe XIX B.

EcTecTBEHHO, 4TO «y4uUTenb BCEX y4yutenen» fmunno-
KpaT He ocTaBun 6e3 BHUMaHWUSA 6011 B MO3BOHOYHUKE,
0606LMB B CBOMX FEHWAJIbHbIX TpyAaxX OMbIT CBOWX
npeaLecTBEHHUKOB, U pa3paboTan CBOM MeTOAbl B Jle-
4YeHUn BepTebporeHHon 6onu.

OAWH 13 aBTOPOB HACTOALWEN CTaTbW UMEN CHACTbe
JepxXartb aparoueHHble oNManTbl MTMNNoKpaToBbIX MO-
Horpadouii B 6M6NMOTEKE BCEMUPHO N3BECTHOW KITMHUKM
6patbeB Meio B . MuHHecoTe (CLUA). 3BecTHO, 4TO
npaoTeL, Bcex Bpadyen neynn geddopMaLmm N0O3BOHOYHN-
Ka NleCTHULEen — NpuBA3bIBANIN HECYACTHOIO 60/1IbLHOT0
K HEl M ONpPOKMAbIBANWN HaB3HWYb, YTOObI UCNPABUTH
Knos.

C Tex nop npofosmKaeTca NoUcK apeKTUBHbIX Me-
TOLOB NevyeHns BepTe6bporeHHon 60u. OrpoMHYH HULWY
B (paHTAcTM4eCKOM Habope cnoco60oB, METOA0B U METO-
VK 3aHUMAIOT NPUPOLHbIEe U NPeddOPMUPOBAHHBIE (DAK-
TOPbI, Pa3fiyHble Tpakuuu, MaHyanbHas tepanus, (Jln-
eB A.A., 1992) «koppurupytowas rumHactuka (Kap-
nos B.A., 1999). MHoro B snuTepatype COOOGLLEHWNA
00 ycneLHOM Jie4eHnmn 60J1eBbIX CUHOPOMOB BEPTEOPO-
FeHHOr0 reHe3a MarHWTamy camblX Pas3fiNyHbIX MOAM-
uKaumin, akynyHKTYpoii, WOroi u ApyrumMmn metogamm
nevyeHwus.

Haw nonyBekOBOM OMbIT Jie4eHUs 60JIbHLIX C BEpTe-
6poreHHbIMU 3a60N1€BaHNAMU HepBHOW cucTeMbl (B3HC)
B Chneunanu3npoBaHHbIX LieHTPaxX NO3BOJIAET BbIHECTM
CBOE CYX[ieHWe 0 TOM, 4TO MOHOTepanus AaHHOW KaTe-
ropun NaLneHTOB 3a4acTyo ABNSETCA JOOPOCOBECTHbIM
3a6NyXXAeHNeM.

Ee «npekpacHbIn» pe3ynbTart 3aBUCUT MO0 OT NCUXO0-
TepanesTu4eckoro coctasnawowero (Jlmes A.A., 1995)
nn6o 0T PYHKLMOHASbHbIX, 6bICTPO HOPMAJTU3YIOLLMXCSA

anunencus n Napokcu3mMasbHble COCTOAHUS

HapyLeHWn B JIOKOMOTOPHbIM annaparte (Hanpumep,
hacumanbHbIi BAPUAHT NHOMOOULLMATUN).

Y4nTbiBas NOMUITUONONNYHOCTL BEPTEOPOreHHbIX
3aboneBaHuii HepsHOW cuctemsbl (Bacunesckas J1.A.,
1992, Tonenanckuin 4.10. 2003, Becenosckuin B.T1.
1992), nonumopnsm BepTebpanbHbIX U 3KCTpaBepTe-
6panbHbIX CUHAPOMOB, HEO6XOAUMO BHELPEHNE HOBEN-
LUMX MHHOBALMOHHbIX TEXHONOTMNIA HA OCHOBE COBPEMEH-
HOW KOHLEeNnuuy MHTerpaLmMoHHON MeauLUnHbI.

B ®I'BY UMP «Jly4» Ha NpOTSXKEHUN MHOTUX J1eT Npo-
BOAUTCA KOMMNJIEKCHAA wuccnegoBaTesnbckas paboTa
B gaHHom HanpasneHun (Koxutos J1.B., Jines A.A., Jlu-
es P.A,, 2015, Jlues A.A., 1992). Hapsagy ¢ n3BecTHbIMu
CTapUHHbIMM MeTOoAamu (MaHyanbHas Tepanus, pasnuny-
Hble Tpakuuu NO3BOHOYHMKA, 6asibHeoakTopamm
M T.4.) NPUMEHAOTCA HOBeiWMe annapaTHble MeTobl
NievyeHns. B ux yncne:

1. Annapart
CTBa — 3TO HellpopednekTopHas Tepanus 60Jen

«Kpnogoc» HemeLKoro npou3Boa-
OBYOKUCbIO yrnepoda (TEPMUYECKUIA  «LLIOK»).
CnekTp 3aboneBaHWii ANS NEYeHUs Ha annapare
0YeHb LMPOK: OT peabunuTaunm nocne TpaBm
OMOPHO-ABMraTeNnbHOro annapaTa u onepaTuBHbIX
BMELLATEeNbCTB A0 3a605eBaHUIA NO3BOHOYHUKA,
BOCNANNTENbHbIX U 06OMEHHbIX 3a60NEBAHUN CY-
CTaBOB.

KpunoTtepannsa o6nagaet Takxe COCyA0pacLUMpstO-
LWMUM 3P PEKTOM, YTO BEAET K YMEHbLUEHUIO OMYX0-
e, yNny4yweHNo KPOBOCHAOXeHUs U, Kak cnej-
CTBUE 3TOr0, rMy6OKOW MbILLEYHO penakcaluu.

www.epilepsia.su
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2. Annapat «ALGONIX» HemeLKOro npou3Boactea —

3TO TEXHOJI0rn4yeckoe AOCTMXKEHWE 6GMOMeaULUHbI
N UHXXEHEepUn ABYX OeCATUIETUIA B 06nacTu ycTpa-
HeHus 601K, nevyeHUs TPaBM U NPOBeAeHUs NoCT-
TpaBmaTu4eckon peabunutauyun. Annapat aHaanm3u-
pyeT 6103NeKTPUHECKOE COCTOSHNE NMOBPEXAEHHOIA
006nacTn 1 NPoBOAMNT neveHne 60K 1 TpaBM BUOKU-
6epHeTudeckumn  npoueaypamu.  ALGONIX —
He MPOCTO HauMeHOBaHMe Npubopa, a TEXHONOorus,
BbILUEALLAA 33 paMKW LUMPOKOro Nosis Helpouamno-
noruun. CoBpemeHHas MeanLnHa NPU3HAET, YTO MHO-
)KeCTBO NPOLECCOB, MPOMCXOAALLNX B TeNle YesoBe-
Ka, — 3MieKTpMyeckue, N Kaxxgasa Knetka paccma-
TPUBAETCH KaK «3JIEKTPUYECKUiA reHepaTop», KOTO-
Pblii reHepupyeT 3NIEKTPUYECKUE TOKMW, TakKum
o6pa3om TexHonorusa annapata ALGONIX pa6oTaeT
B TECHOM CBA3K C 3TUMM Tokamu. ALGONIX ctumynu-
pyeT BbipaboTKy AT®, KOTOPbLIA HaKanaMBaeT Kiie-
TOYHYIO 3HEPTU0 WU 3anycKaeT eCTECTBEHHbIA 6UO0-
XUMWYECKUIA e4e6HbIN NpoLecc B opraHname. Ycu-
NNBAETCA UMPKYNAUMS KPOBU W TeYeHue nmmdbl.
Takum o6pasom, ALGONIX yckopsieT npouecchl 3a-
YKVUBJEHMS NOBPEXAEHHbIX MbILLL, CYXOXMWINIA 1 KO-
CTeil, paccacblBaHWNSA OTEKOB B TKaHAX, KYNMUPOBaHUA
6oneil, BOCCTAHOBMIEHNS MNOBPEXAEHHbIX TKaHEn
C aHTMbaKTepuanbHbIM 3hheKkToM.

3. Nlazepotepanud MLS u Hilterapia utanbsiHckoro

Npon3BOACTBA ABNAIOTCA 6€30NacHbIMK Tepanes-
TUYECKUMMN MeToAaMun fiedeHuns 60nu, B T.4. Bep-
TebpOreHHON, a TakXXxe meTogamMmm 6UOCTUMYNUPO-
BaHWA NOBPEXAEHNMA nepudepnyecknx HepBOB
nyTeM MPOHWKHOBEHMSA B rNy6OKUe TKaHW opra-
HU3Mma.
Mmnynbebl annapata MLS HanpaBneHbl Ha onpe-
JeNIeHHYI0 MOopaXeHHY 061acTb, 4TO OKa3blBaeT
c6anaHCUPOBAHHYIO €AMHOBPEMEHHYIO CTUMYNIA-
uuio Bcex potopeuentopos. O6a annapara npu-
MEHSAIT npu BepTe6pPOreHHbIX 3a60J1eBaAHNAX
HEpPBHOMN CUCTEMbI U Apyrux 3abonesaHnsax onop-
HO-[BUTaTeNIbHOW CUCTEMbI, KOCTHO-XPALLEBON
N NX CTPYKTYP, @ TaKXXe A/ YMEHbLUeHUs 60sen
N OTEKOB.

Takoin KomnnekcHbIn nogxon K Tepanun B3HC, npo-
BeJeH Hamm 60nee 4em 18000 naymeHTam, 4TO NO3BONA-
eT cAenatb OnpejesieHHbIN BbIBOA; KynupoBaHue 6one-
BOr0 CMHAPOMA W BOCCTAHOBJIEHUE HenpoopToneanye-
CKMUX HapyLLUeHN OCTUTaeTCcs B Te4EHWe 5-7 OHeN.

Takmm 06pas3om, naToreHeTMyecku 0O6OCHOBAHHOE
neyeHne ¢ NPUMEHeHNeM onpaBaaBLInx cebs cTaHaapT-
HbIX MEeTOLOB C WHHOBAUWOHHLIMW TEXHOJOrMAMU NO-
3BOJIAIOT 3HAYUTESIbHO COKPATMTbL CPOKMW peabunuraunu
nauneHToB ¢ BSHC 1 NOBbICUTb KA4€CTBO UX XKWU3HM.

POJHOI HAYYHO-MPAKTUYECKOW KOH(epeH-
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Bacunesckas J1.A. MaTtomopdyonornyeckue
NPOSBAEHMS ANIUTENbHOTO MbILIEYHOrO M-
nepToHyca npu BepTebporeHHbIx 3a6onesa-
HUAX Nepuepn4eckoin HePBHON CUCTEMBbI.
Mepudepunyeckan HepBHas cucTema.
Munck. 1992; 14: 34-36.

Becenosckuii B. 1. NMpakTnyeckas septebpo-
HEBPONOrna N ManyanbHas Tepanus. Pura.
1992; 341 c.

3. Kapnos B.A. Hesponorus (pykoBoAcTBo Ang

Bpayen). M. 1999; 460 c.

KoxuTtos J1.B., Nlnes A. A. IHHOBaLUOHHOE
06pa3oBaHue: NPaKTUKO-OPUEHTUPOBOYHBINA
noaxop B 06y4eHuun. Matepuansi 4-it Mex-
AYHAPOLHOI HAYYHO-MPAKTUYECKOI KOH(e-
peHuumn. ActpaxaHb. 2012.

Jlnes A.A. ¢ coaBT. [lepCneKTUBHbIE TEXHO-
norum, 060pyf0BaHNe N aHANNTUYECKNE
CUCTeMbl AN MaTepPUanoBeeHNs N HaHO-
matepuanos. Matepuansl 9-it MexayHa-

umn. Teepb. 2012.

Jlnes A.A. BapuaHTbl n hopmbl BpTEOPOTEH-
HbIX MUOacLnanbHbIX TIOMOOMLWNANTUiA.
[ucc. ...00KT. Mef. HayK. KasaHb. 1995.
Jlnes A.A. MaHyanbHas Tepanus. Manas
MeAnLnHCKan aHumkKnoneams.1992; 3: 85-
90.

MonensHckui 9. 10. BepTe6poHeBponorus
(HeiipoopToneauns). M. 2003; 670 c.
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KIIMHUYECKAA HEBPOJIOT'UA
N OYHKIIUMOHAJIbHAA OPTAHU3AIIUA
HEPBHOU CUCTEMbI

Kaprnos B.A.

T'b0Y BI10 «MocKoBckuii rocynapcTBEHHbIN MEANKO-CTOMATONOMMYECKUIA YHUBEPCHTET
um. A.U. EsgoknmoBa» Mun3gpaBa P®

KnaccHugckas KIHHHYECKAA

o .J.}__ ..-.. I i - \'I;:. ] 1 - (v -
HEBPOIOTr U KOHLENTYATbHA [Meprbiii (parMent 310r0 CoObILEH A

TV MOCBEALICH i:l'.i]i LTO-OHTOTCHETHYCCROMY

N z j aHAIM3Y CIIACTHHECKOID FeMunapesa

OPEEHESIIHN

'“"'"“_“: nﬂ.‘l}"‘lCHHh[C PEIVIILTATEL MOTVT OBITE

RN TRALS 3 S | I Tk S TR A (1 T10 0 noJjgeinsl 1 B |[|.‘11.':I..'J_:Li:||::l{r':ll:||:|| KOH IS
| ] e CHp =i

THI NPOHCXOAASHUA YETOBEKA

Cnawp 1. Cnawnp 2.

Caaup 3. Cnanng4.
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AHAAMS NO3H NAPETMYHBIX KOHEYHOCTER
B OHTD- W DHAOTEHETHYECKOM ACAEKTE

| CIABASHE, DTREAEMNE CIMBARHE,
FHAT POTAEIMA, W EAPYMCHR POTRIAA H

Cranpg 5.

A{NO3A HA 3EMAE)

(ARl CTEMEHb MPEANAEYBE COTHYTO,
W NPOHALWK OBAH
[ Th YABHAPHO OTBEAEHA,
BATEABHAA NPH POPCHPOBAHHOM
W YABHAPHDE | XOMAEHMW — KHCTb W
| OTBEAEHME KMCTH. NAAbLLEI COTHYTHI,
HOFA CAETK HENODAHOE PASMMBAHME
‘ = - BEAPA W TOAEH
ONOPA HA HAPYM
KPAM CTONGI,

Cmap 7.

¥ : _':I:"1l:l1HI:-['L‘ H ITHFH'.::']!I!DF!'HE»IL" MEXAHH MBI
3aKoueHne HIPEKT OCHOBHYHY Poib B OPraAHHZAUNN HALWKHN
ICHYCCKNR PeARLu B A00oM sospacre. Hpa
”!'.I“BCJEHHB[C JAHHBIC HMEHT BAAWHOLC r BlRHEeHIIEH 3add9eil ABIdeTCH HiyHeHHe
AHAMCHEC 78 MOHAMAHEA OPradisannm PEATHBVIOIIHA  3TH.  MOMAHHEMEBL  CHCTCM. B
ABUTATENEHOH CHETEMBL USN0ESKD, KA SCTBE MOICTH HIVHEHHHA IOl J'JF'GT:.:I.'JIZ.""'-H-_-! OBLT

(hopMHpYIOMIEHEA Ha OUHOBE DAYHCHOTO i0piaH CHAHK-BOMTHOBRIH EOMIJIEKC, B KOTOPOM,

MOTOPHOTO NATTEPHA — CTA0HIIEaU Tena Kak YRR eme 8 60-¢ o Gastaut 1 Williams-
Mo BARAHHEM BEKTOPA. TPABHTALHOHHOTO Fisher,  cndie  OTpa#GIcT  JniacnTiuccroe
noss 100YVACICHHE, i MOCACCORIHKOBAY  MCARCHHAN

'I!I[J'I[ﬁlli]:lt_‘.lﬁil_'liliil;'.. H 1ITIZ}TG!'_7I!:!iI!, vl Ml
PEIHCE TIOK 0, UMECT J00HOC NMPOHCY JACHHC
Ho «samia d MOCAYEHA KITHHIMCCKIN CTY CHTT

Crann 9. Crnang 10.
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OO A
CHHEIAN ¥ hINIH
CHUTEM B OHIeHeTeM AHTHEH
O JATTITTITY R WL H ATORTRECY KO PROTTIO
OISR
YR L L] RORHCHTL N FIEHX

CLBCULL  dusHoioros: 1 melipodiEiono op
LK. Aooxing, BN Owyos

L5 L (s ammr
LR U i ——

cncrepbt {0 0 AT

Cnaypg 11. Cranpg 12.

LITCHHOH BOJTHBI

Cnanpg 13. Cnanp 14.

Tun ovara CocTosiHue Bpems Bpems Tun npunagka |CteneHb CocTosiHue
B CEHCO- op6uTo- MosIBJIEHMA nosIB/IEHMSA BbIPQXKEHHOCTU | KMBOTHOMO
MOTOPHON Kope | hpoHTanbHOW | Ha 93l cynopor nocre KJIMHNYECKUX | mocne
Kopbl MapoKCU3MOB | annaukauum NpOosiBIIEHUIA pas3BuTus
nocne npucTyna
annnukauuu

MeHnuymnnuHo- | IHTakTHa . 30 MuH [1>KeKCoHOB- [ocTtato4yHo bes
BbIl cKuiA cunbHas CJI0XKHEHWUIA

To xe anekTp . 2 MUH. [eHepanuso- CunbHas Mapanuyn
naumnsa BaHHbIN

AntoMmuHunesbln | IHTakTHa 10-1 fgeHb [1>XeKCoHOB- [ocTato4yHo YHacTto
CunbHas C NleTasbHbIM
MCX0A0M
ns B bHble |Cna6as
aBTOMaTU3MblI

[eHepanu3o-

BaHHbIN

Cnanp 15.
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Cnepgywowas npobnema — npobnema
HeBponaTHYecHol Gonw. Mogenu — Hespanrma
TporHW4Horo Hepea (HTH), «napanuridueckni

HlHac»
OaMH W3 Hawbonee crapkix MeTogoe nededuA HTH -
MPYPIMYECKDE BMELIATENBCTED Ha ero nop:
BET HEBPOTOMMA, HEpB3K3Epes,
MMMHECKERA nepepesxan Hepea -
Gnoxaaw. [MocrepcTeMa:
efcTEeHHbIH  peaynbTar,
KOTOPOro NagaeT no Mepe pereHepauMi Hepsa W 8
KOHEMHOM CYeTE — peUMAME. HcHo, YTo 3TH METOOb! HE
TRAHAKT MNPUYMHY HEBPANTHM — HOMMOPECCHMHY Ha
OT MECTE BMELWATENLCTES
H MO HO HTh

CMpT-
I0BOHANMHOBEIE obbibHO

polWki  Hen ETEMEHD

Caanp 18.

Apyrol acpess aTol npoBnembl — rTMNEpanrMYeckyi
HpH3

HHHLUMC MO M3BECTHBI CAYYaK

cTpeHHMA BONW NP KOMNPECCMM  KOpELKa

AHO-TINEMEBOM W HE  MOACHHYHO-HpecTLy

0BHE ©  MOCAEayioWMm  0apand+om  mbiwL,

EpBMpYEMbBbIX 33 CYET ASHHOMD HKOpEeWHa UeHoH

aneHWAs or ‘Gonk. YacTHelM npMmep -  Tak
BIBAEMBIN napanwrw-temhﬁ HLHac. ﬂapannu
OODBACHAETCA HApaCTEHHEM HOMNDPpECCHMW 00 NoAHOro
CAdBNEHWMA ROPpeLUKd. Ho KyOa OEeBaETCA EID.I'It-_. BEdb
AbHO

Caanpg 20.

54

IFAHNHOYEHME
M TOM HE NPEQPOHTANEHOM O4Are HOHEYHBIN
THN NpUNagka W GopmMa INWNENCHKH — 3
EeNTHHECHOH CUCTEMEL,

ACHT OT

MbTdThl HALLHX P‘EIZE.I'IE,D,DBEHHE- BBIABHNK pEEEIEILLE_EH“E
HAEHWA (CNaitka) v mapHepa MHrMBupoBaHKa
NECNAAHOBON MeLNeHHON BOMHBI) KaK NO BEPTHHANM, Tak

W No ropuzoHTand. (NoxasaHo, YT HKAKYEELIM INEMEHTOM
CUMCTEMBl  WHIMOMpOBAHWA  ABAAETCA nonylwapKe,
ETCTHEHHOE 33 aDCTPAKTHOE Mbllunerue. B 3Tom cvelc
eT BbiTe NpMIHaHe obpasosaHuen, YNpasnamLKUm

bH) MO3ra. TaKMa OEPBE(JM, CHCTEMHBI ¥
WAENCHW BLIXOAWT 33 Npegenst HoH
WM YTOMHAET  dWHHUMOHANbHYIO
VILAPHBIX BIaUMOOTHOLWEHHH.

OpraHyW3Iau M

Craripg 17.

Ciaanp 19.

TpeTwid «cpezn QaHHOMD acnekTa npobnems
nNpeacTasneH OaHHUM YHHKANbHBIM , NouTH 50-neTHel
AABHOCTH HabnwgeHwem

MHa 52 NeT  nocTynWi  C 33TRAMYE

roHHER momBanipanriel..  Bana gMarde
cha L5-51, W BCHOpE HACTYIIRAD WiyYILeHH
W OH HANWMACR, B CRAZM © WM Gl Ao
NuHKLe, DIHaHG YepeEs HECHOALKD YACOE OH NOCTYIM CHO

ADYRIWYLCRDD OTOSNCHWE B COAIM C

{ CTONoK, Bonk Dpind B obAACTH PaHbl, HO

BdHA  NepEpes naTeps
Heps Opin  ClUMT  [He
NEHEAWEM N0 Mepe

ERTED IR Tarmm

BEDHY A

Ch HOpEWBEKOEAA |

Cnanp 21.
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Y710 0ObEQMHAET BTH TPKW GCpe3an? Mepude pracexnil Mmexannzs Goam npH KopemEonoli KoMnpecHn

Equuieia hawtop ocmpos.  podoluyenue  |cpaaneqse,
] pe3) Bones nepupEpMYECHDR -

COOTRETCTRYMILEND HEPEE WAW KOpeliHa.
pauser Bons. H3IBECTHO, YTO (APHHLMOMARLHY
A HOWAUSTTHEHOR addepoimawei
AANABTCH  WHOH  OTBET  HAa  (POAD/aUL
HE MODBALCHWE MOPora o0
) MOHWHEHHE — CEHCMTHIALMA
WieHHe HEPED  FIHMHEHALD

IHILCIITOROE B PErHoEe nepedhepuieckorn
B CEHCMTHIAUMIE B a8 i 1 pedey )

IARTCHILX EOPCITEOBSIX BOSOK0H
LEEHTE -H'ﬁ'l".'lr CEHON THAIELUAHD,

Cnayp 22. Crnanp 23.

PE3HOME
] BAMAHMEM MOLHOMS HEUMUENTUBHOro noToka c
nepudepi npu  HTH $opmMpyeTca  uesTpanbHas
anroreHHas  CMCTEMa  NBpoOKCM3ManbHoro  TWna,
MMEOWLAA XapaKkTepHbliil ONR 3NWAENCHM BbiaBaHHbIH
naTtTepH cnaik-BonHa ¢ nocnegyiowmus pUTMHAYECH:
nocnepaspAaom, BblpamEHHEI#R AKCHAMANBHO
B CEHCOMOTOpHOW  oGnactw. 31 DOBACHAET:
sfpeKTHBHOCTE NMpM HTH HE aHanreTwkos, a pagda
DIMMABMTHYECKKMK CRedcTE; 2) cTar
anegaHdA, OdaHHOE elle doIeprunem
TAHK%® B CBASM © NOAEpPryBaHu
MUMMYECHHY MBILULL Ha CTOPOHE NPHCTYNA YrHacaniy
nyuesock bonw,

Cnaxn 24. Cnanpg 25.

npuBoR — oHK H
: 'i‘-‘ih'l ar

Caarg 26. Crnarig 27.
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B.A. KAPJIOB. OCHOBHBIE BEXHU
PASBUTHUA DITUIEIITOJIOTUHA
B POCCHHA

ABaksH . H.

T'bOY BI10 «Poccniicknii HaUWOHabHbIA HCCIERO0BATENLCKUI MEAULUNHCKNIA YHUBEPCHTET
um. H.U. lnporosa» MunzgpaBa Poccun, Mocksa

HayYHO-NRANMUNeCKan KoOHPeperLuR
At EEPTOTHA JLTHHONY B AH 3 e

19 AxEaps

IH. ABAKAH

Cmavig 1. Cra¥p 2.

EPILEFSIA - (i pnarkespin

Ta i DprasiIaTap

HAC C AH NTCHA .B = BOthUE!
OTE - TOT crmypaan |

108-neTrwn HIG
INMNencHeds

FEEE P S Dok, i nii Chsd (B0, 2001 Hiisie - POCCHACKAR NPOTHBO3NMIENTHYECKAR NHTA

S ... He Mekee 75 mnH
4 B PoccHu — 1,135 s GonbHbIx WD o
EHBIM OAHHBIL K TRHBBEAHM BN

Imternational League Against Epilepsy
[Russinn Chapler)
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2 fownan sDooGan ibopea v
parlinlis continuas, 71 noe:
HERPOSATHROCT # M

o Uenw W 3agaym Pyccko#n Nury gna Gopebsl c
ANUNENCHEN B OCHOBHOM COOTBETCTBOBANK UENAM M
zanavam MexayHapogHow MNpoTHECINHNENTHYECKOW
NMurw:

4 A A Hoeensipes

1 Hakonnewse ma TEpHAMNOB NO CTATHCTHEE, NeYeHHFE W

NPHIPEHN BoNbHBIX INHNENCHER;

= Hayuenne BoNPOCOE NaToOMeHela ¥ TEPANHM INHNe
TAIGHE IXCMELHMEHTANBHO-NCHXONCTWYECKOTD HE
BOnEIHH,;

CHB81 no 1917 1 v P
MBCTBEHHED W
reX TEM GNMner
- QpranHIauMA NepecMoTpa OXpaHLl NPAECEOrD Non
BonbHbIX INuNencued ¥ ap. B Havane npowncro B
FPoccHH HacuMTeiBANOCE okono 100 000
INKMBNCHEA

TIEOCT

Cnaupg 5.

EOSE0 T npolnG

Cosaane NPOTUBOANMNENTHYECKHUE LIeHT DRI Corpyanu-ecTas Poccuiickon Mpotusoanunentuueckon
e Ceepanoscke, T6unucK. OmMc Nwrw € Mexaynapoanon MpoTrecanunenTuyeckon fluron
Yob e BoI0OGHOBMNOCE NWILEL ToNsKO B 1954 r, no MHMUKaTHBE

SENTLN M Ey R _. - axanemuia PAH, npoeccopa EW. Myceaa (npegcegarens)
FIEREATMES CTCRINERRnRIL S PAES N AR ¥ no peweHwio MNpaenesnA Boepoccniickoro obuecTea
Wedep OJagun MPMropLeRuY (Ceeparas: HeBpOnores

Esartepuetypry 2

Capaguwwenny Metp Muxainoeny [Townuew) 4894 r. npodieccop I.C. Bypa (1933-1998) soarnasnsan
Coaman MHCTHIYT ENHRHOCHD # SRCTOpRWOHTA P30, oH BHEC HEOUEHMMBIA BENAA B YEPENned e
¥uacTmosan o ¢ : . : MEKOYHAPOGHOrD ABTOPMTETE 3Toro obwecTea
pomacimed Tacto

e 54 Tk Ao et aine 246 C 1898 r. pabory Poccuickon MpoTHBOINMNENTHYECKON

Nurw Boarnagung Yned-koppecnoHaedT PAH, npode
J _— ; ; B.A. Kapnog, 3acnmy®eHHEIA OBATENL Haykw PO, npodeccop
CasyeHro KDpui Hukonasgm | IH. Asaxan u npodeccop AB. Mext (npaenexue)
Benned FKOpWA MHHOKEHTLEBMY | NpoGnemyan womuccKa (FAMH, M3 Pd), SkcnepTHkid coBeT

Cmanp 7. Ciaawp 8.

TG RAPC TR il kb i
risn PAME [MH PANH)
nparesil (APKWYE]
- renap: 3 [RAJHMS]
GGG NN MOCKLA [ TI AR L RS g -
Mocxnecis® HWH neHa Toss  HERN s

B i LRI MAC TN FHARE WM. Mannosa [PRICMY] o R
THDETREHEIH L THUHATRHA Frome AaTop Gonee 700 Hay
B T.M.

SRR E (DT IEDT T @

[ it - 1 18w PAGMN W
METHTYT B B ML e apaven

Canvr-flerspbyposan
e

AWCCERTAUWK

Cnanp 9. Cnanp 10.
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u B 80-e rogs B.A. Kapnos wHrUMWpOBan ooHo
W3 BEMHEHLWMX HENpaenaH e
8 3NUNENTON0MMA — 30MNENCHA Y MEHLLK

CTAaTYC» PackpbIT NaTore neea
MpeanoxeHsl HOBLIE METOOL NEYEHKUA

PEINCTEHTHOMD SNUNENTUHECKOTD CT3 e srvier

MBI Ha mMelleyHb penakcadTax, BenEMERHOCTH

«CBEPX ANWMTEN:HLIRY HA . uTO Np o K O0'OBocHoBaHWE CoBpEME
CHUHEHWIO NETANLHOCTH B I TAKTMKN NEYEHWA 3NMNEncHM
(yMupan kamasii 4-5-1 Y

yemM B 3 paia)

Craypg 11. Caanpg 12.

o B.A. Kapnoe BHeC CYLECTBEHHLIW BKNag B
HayYeHWe npobnemil ¢ NapokcHIMankHLIA MOars::;
BLIABNEH ONpegeneHHbIA . |
HERpOHIKMONOrHYecKHid NATTEPH, XapaKTepHLIA B 80-90-e rr. npownorc.
ANA NALMEHTOR © NAPOKCH3IMANEHBIMK EIRPEOTARCIHIEREAE Hal
PACCTPOWCTEAMM COZHAHWA Kak anunericum (11.H. Hecrepos)
SAMAMNENTAYECKOTD, TAK M HE3INWMNENTHWYECKOro BHﬂ,Bl-"lH'_'-'T-E EOHUENLWMA 3MANENT
redesa (1991) AHTHANWNenT CH cTEM,
B.A. Kapnoe cchopmupoBan BUONOrMYecry thakTopa anune
KOHLUEMNUMWIo NpUnagka, kaK cphisa K.B. [paves,
NepeHanpAMeHHLIX FOMeoCTaTHYECKHX o Ste Buino Ta
MEXZHWIMOB, UTO EbIZ:IBAET MDEHJ’IH]-EI.[HIO Moodenax 3nK
BHUTANLHLIX PE3EPBOBE H KOMNEHCALUMI
COCTOAHMA NaUHeHTa

Caanpg 13. Cnanp 14.

AANHNENTHYECKWA cTaTycy, 1974

a[mekcoHoBCKNA nprunanoks, 1988

a3nunencuas, 1080

sHeoTNoMHAR NOMOLLL NPW CYO0POMHbLIX oAHWAKS, 1982
#CYAopaRHEIR SNANENTHYECKRR cTaTy

o PazpabotaHa koql

N«

KNYeRy D ponb Mrpaet

HOpE, KaK yNpaenawLlan cucTema Mo
ACTHMYNCEHCUMTHENIA 3nunancuAs, 2008
ABHCOMHIRA anWencilias, 2007

SO S = RS = = T < = R

B 1987 r. (Ha 10 neT p

- In!ﬂ:lﬂpl:ﬂiH‘hlllll L OHHEBIA INHNENTHYECKAN CTATY
ydeHuix!) obHa

DafepanLHoE PYKOBOOCTRS ANA BPAYER aINUNENCHA Y DeTel U
BIPOCALN, MOHWHH W My»Hmns, 2010
S ANMANENCHA W PENPOOYKTHEHDE I00P0BLE MEHILWHLIY, 2012

rpunagkoe — ab

CHMCTEMHBIA MO W Ap.

Cnawp 15.
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NpefoTARNRET cofof gy HOAMEHTIMEH kIR
OTPaMAWNE SE-NETHAR THYHBIA OMLIT M 35-NeTHAW ©
PYEOBOAMMOITD WM KOMNEKTHEA B MIYYEHHH INHNENCHA ¥
OeveRl M BIPOCNbE, MEHUMH W My

MCEnoqMTENEHO BARHLIMKW RENAIOTCA npeacragneHHdbE B

PYEOBOOCTES MEHOEPHEE JCNERTHE INMNENCH
Dcofisii WHTepEC NPeOCTARMANT MO

NAPOKEHIMATILHEIR MOIT, BHEIANHAA CMEPTE BONLHBIX
IMANEMNCHER 1 Op.
OnA WHpOKOTD KRYTa CRewlsany

o BA. Kapnos sEnmetcs QeRcTEYI0WMM YneHomM 1apyi
HAYMHBX obmecTE:
4 KoponeBcsoro HayYHoro MegnuMHcEoro obuecrea Benue
J Her-Aopecroi akonesmm nays (CLLA)

3a EBRIOQOLWHECH HaYYHEIE OQOCTHHEHWA OH YAOCTOEH HArpa

o MawnyHapodnoro cepraiphEaTa «3a cnysfy Hesponorans
(Kesalpuoa, 2000);

o DpaeHa a3a 3acmyris MewgyHApoaHoro GHorpadiiueckore LaHTpa

(MemBpngs. 2003)

J 3ONOTOR MEDANW AME[MEIHCKOTO o WHCTHT)
« 3 INCTPACRENHA PHEIE KCCNEL0
W PYHELROHANEHAR OPTAHWIALMA Fo

3 Ceprwdmrara MesgyHapoy

Cnawpg 19.

dnnnencms n NapoKcm3MasbHble COCTOAHNA

4 SKCnepTHEIR CoBeT PoCCHHCKD
NpoThBoINKNeEnTHYeckon Nvrv: «PazpaboTtka
PEKOMEHOIUMA ;HME‘HE‘HHH OPUIMHANBHBIX KW

M ana neveHuA BonbHbIX

reHepuyeckux N
anKnencyHeds

U Mocena, HaxaGwno, fespiuns 20491 ¢

o MypHAn Heaponorns o NcHxMaTpen. 2011; 5 (2

NpoekT «sBHAMaHWE 3NUNENCH

2 PIEN+HN «Q6wenmHerHns Bpaqem-anm
MaUMEHTOES

0 Uene - NpaENeYn BHHMIH I ¥ ATy
IOPAB00X PEIHCHER K npnﬁ MM OpTaHAJELHN
OHAMHCCTAEN W NEYCHAR. BOIMW CTH ¥y B
EHIHH NIUHTHTOR

Crnanp 18.

OT BceW QylUK NO3OPaBnAem o
OBuneet, enaem Gonsworo
HENOBEMECKOID CHasTLA, ARG

ANOPOBER W MHOMMX
MNOQOTEOPHOW TROPHE
BeATenLHocTY 8o Gnaro
OTEMECTBEHHON 3NKNENTONIIM
Hespanor!

Caanp 20.

www.epilepsia.su
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PASBUTUE BJIAJIUMUPOM
AJIERCEEBHYEM KAP/IOBbIM IITKOJIbI

A.A. KOZKEBHHNKOBA
SxHo H. H.

COCTOSAAHMSA

T'bOY BI10 «Ilepsbiii MocKkoBckmii rocygapcTBeHHbIH MEQUYNHCKNI YHUBEPCHTET

um. U.M. CevyeHoBa» Mun3sgpasa Poccun

PaasuTHe Bnagvmypom AnexceeBnqen KapnoBsiM
wronsl AA. KoweBHUKOBa

. Hoso-

BonbHuua

. A KowesHukos

« J.0. Japrwesuy

. W.HO. Tapacesuy

HeBponoruyeckas wkona A.f. KoxxeBHUKOBa

. KnuHuxa Ha » Cmapo- « Anekxceesckas
EkxamepuHuHckas Hesu4bem

none

+ AR KomesHWKOB
« W Pocconumo | BK Por
+ AA. KopHunoe , BA Myparos

IH. Pocconumo

« E.K. Cenn

H.W. Mpawenkos
E.B. Muxees
M.B. MensHu4yK
AM. Beitn

ExamepuHurckas ambynamopus
GonbHuua

« B.K. Por « N.C. MuHop
« [.MN. CronoayBos
« [.A. NpeocbpameHckuid

Cnanpg 1. Caanpg 2.

Caanpg 3. Cnann4.
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« OpraHusaunsa KnuHuk, kadegp

« [logrotoBka y4e6HMKOB

» OpraHusaums o6LecTBa, XypHana

« HopmanbHas n natonorunyeckas Hempomopdonorus

o DuUNo- N OHTOreHeTNYECKME aCNeKTbl HEBPOOrUN

» CumnTOMaTONOrNsa HEBPONOrNYeCKNX paccTPONCTB

» HepBHO-ncuxmyeckme OyHKLUNUN B HOPME 1 NPY NaTono-
rmm

» HepBHO-cOMaTW4yeCKMe W COMaTO-HEBPOJSIOrUYecKne

HapyLleHuns

OcHoBHble HanpaBneHusa Hay4yHoW, 06pa3oBaTeNbHOW U OpPraHU3aLMOHHOW AEeATENbHOCTH
wkonbl um A 1.

KoxeBHuKOBa

« HeBponornyeckue n NCMXM4eckue HapyLeHns y aeTtei

» HepBHO-MbILIEYHbIE 3a60M1€BAHNA

« [laTonorms CNMHHOTO MO3ra U NepudepuHecKoi HepB-
HOW CUCTEMbI

» [lBuratenbHble paccTpoicTBa

» HeliponHdekuun

« 3nunencus

- Beretonorus

e JleyeHune HepBHbIX 60NE3HEN

» lcTopusa Poccuiickoii HeBponorum

Cnanpg 5.

Bknapg B.A. Kapnosa B pa3sutne

MOCKOBCKON HEBPOMOrMYECKON LLKOSbI
« OBwwue Bonpockl hM3NONOTMN U NATONOTMKW HEPBHOWM CUCTEMBI

« INUNENTONONMA M KNWHWYEeCKan Heﬁpoqmsmonomn
« Heeponegwatpua

« HeepopeaHumaTtonorua

« CromaTtoHeeponorus

« Hespoanberonorus

« Beretonorua

« AHrMoHeBponorus

« emoctasvonorusa

+ JleyeHue HepBHbIX BonesHein

« OBpasoBaHue

« OBWwecTBeHHaA AEATENBHOCTE

BeicTynneduwe B.A. Kapnosa Ha npaszgHoBaHuK
125-neTus KNUHWKM MmeHn A A. KoxesHUKOBa

Craanp 6.
r
nEpDKEHEME.I'IbeIH MO3r
buorornyecknii acnexT.
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Cinap 7.

www.epilepsia.su

61



Ll

62

LIV I LI 10 L0011 100,

No2

SAMNAENCUA

M NAPOKCU3MAJIbHbIE
COCTOSAAHMSA

BJIAAUMHUP AJIEKCEEBHUY KAPJIOB
U ET'O HAYYHAA INTKOJIA

XXuakosa V. A.

I'b0Y BI10 «MockoBckuii rocyapcTBeHHbIN MEQNKO-CTOMATO/IOrNYECKNI YHUBEPCUTET

um. A.U. EsgoknmoBa» MunsgpaBa P®

0Xanywn, HeT HW OJHOro Hesponora B Poccun
1 CTpaHax 6vXHero 3apy6exkbs, KoMy 6b1110 6bl
HE3HAKOMO MMS BbIAAIOLLEr0CH OTE4ECTBEHHOI0
HeBponora Bnagumupa Anekceesnya Kapnosa.
Bnagumup Kapnos poauncs 5 asHBapa 1926 1. 8 . Opne
B CEMbE 3eMCKOro Bpaya Kapnosa Anekces Bacunbesuya
n akywepkn ®apbep beptbl AkoBneBHbl. Matb bepTta
fIkoB/iIeBHA yMepna OT CbIMHOMO Tuda BO Bpems anuie-
mun, korga Bonoge 6bin10 Bcero 7 net. Oteu — Anekceii
BacunbeBuY, CbiH KPECTbSAHWHA — NPOLUES NyTb OT anTe-
KapCcKoro y4yeHuka o denballepa, a 3aTeM 1 Bpaya (Bo3-
rnasnan 6onbHuuy). MepBbiMu yunTtenamu Bnagumupa
Kapnosa 6b111, KOHE4HO, ero poautenu. BnusHue poau-
Tenei, UX YpoOKM HPABCTBEHHOCTU U JNUYHLIA MPUMEpP
BO MHOrOM onpejenunu xapaktep Bnagumupa Anekcee-
BMYa an1a 6yayuiein y4e6bl 1 paboTbl Bpa4oMm.

Yo auTENH

'l >

F spada Hapnosa
Anercen Bacunbeayya
W anylepru dapbep
BepTel AROBNEEHE,

[eTcTeo ero NpOWN0 B
q cefe BoropogMUKom
= XoTeiHeuroro pafoxa
F Opnosckoi obnacts.

——

Hayano ero nyTu 661710 HENPOCTLIM U MPMULLSIOCH HA FO-
[bl BOViHbI. B 1946 1. nocne gemo6unusauun B. A. Kapnos
noctynun B 1-ii MockoBckuit opaeHa JleHnHa Meauumh-
CKWUN UHCTUTYT, KOTOPbIA 3aKOH4YMI C OT/iM4memM B 1952 1.
C TOro BpeMeHW MEAMLMHA N XXU3Hb, XX3Hb U MEAMLINHA
ctanu anda B.A. KapnoBa ogHUM LENbIM.

Hayano nyti: BoeHHbIe roasl, 1MEHNMIA

C Mauanom BovHs (HOCnE
ASEATH KNACooE T HOROER 1

NpAIEIH B AR,

Moche oxorqaHMA 3= r8a pned
MR OMETHOND YIMLLE B Mookes |
B ASRCTEYIHLYRD 3pMUi, 3atem
IOCNMTENE, YEONEHEHHE Ha NONMAAE
33Nac (8 300 BPEMA CAAN SKCTSRHOM
FHIameHLl 3a 10 wnaccoa),
FATEM ~ CHOBA APMUA,
.J.LMuEﬂ'm_.amm
WRCHIR OPARHA
THTYT,
11 COTAMMMEM B 1957 T,
| MEAWLMHE 1 MW 3H,
BAMLLANE CTany OAA HerD

MepBbIMK yunTeNamm B npodpeccun cTanm npodecco-
pa EBreHuit KoHcTaHTMHOBKMY Cenn, KOTOPbIA «MpUBUNI»
(hUIOreHeTUHeCKNn NOAX0A K aHaNU3y KINHNYECKUX AB-
NEHW, 4TO OTpaswnocs B page paboT Hesposiora
B.A. KapnoBa, B 4aCTHOCTM B KaHAUAATCKOW JuccepTa-
unn «Mapanuny Togaa», u Mapus bopucosHa Llykep, KoTo-
pas pyKoBOAWA CTYOEHYECKUM KPYXKKOM U «BLOXHYNa»
N060Bb K JeTCKO HeBponorun. Cnoco6HOCTM K Hay4HON
paboTe NPOSBUANCH Y>Xe BO BPeMs y4ebbl B UHCTUTYTE.
CoxpaHunacb opuruHanbHas XxapakTepucTmka Ha CTyaeH-
Ta B.A. KapnoBa, HanucaHHas ero y4utenem npodgecco-
pom E.K. Cennom B 1952 r.: «ToBapuw, Kapnos B.A. B Te-
yeHue 1949-1952 rr. pab6oTan B Kpy>KKe HepBHbIX 605e3-
Heid, ObIN ero crTapocToi. 3a 3aTo Bpems npopa6oTan
MHOro cneuuansHon nutepatypbl. Caenan 60bLIOR
TBOPYECKUI JOKNag «Bonpockl B3aMMOOTHOLLEHMWS NeYe-
HU 1 mo3ra B ceete ydeHud W.T1. Masnosa». Ha knuHuye-
CKOWM KOHGbepeHUMM TOB. KapfnoB caenan opuruHanbHbIi
noknag «0 natoreHese renato-fIeHTUKYNAPHON ferexHe-
pauuu». B.A. Kapnos BbicTynan Ha 3acefanuu O6Luectsa
HeBponaTonoros u ncuxuatpos r. Mocksbl. [logrotosneH
And paboTbl HeBponaTtonorom. lNokasan 6onblune crno-
COOHOCTU K 3aHATUAM Hay4HOW paboTomn».
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Mocne okoH4aHus 1 MOJIMW pacnpenenunca B ropo-
Lok ManoapxaHrefibck OpnoBCKoW 0611. B Ka4eCTBE paii-
OHHOI0 1 eJMHCTBEHHOI 0 HEBpOMartosiora, rae npopabo-
Tan nato net. iMeHHO TaM, B POCCUMINCKONA «TMy6UHKe»,
6bI/IN HanMcaHbl ero nepsble paboTbl, ONYONINMKOBAHHbIE
B LUeHTpasbHOM «XKypHasie HeBpONaToioruu n ncuxma-
Tpun um. C. C. Kopcakosa» B 1955 1 B 1956 rr.; <0 noka-
Nn3aunmn HEKOTOPbIX BHYTPEHHUX (PYHKUWIA B KOpE ro-
NOBHOro Mo3ra», «[latodusnonornydeckuii  aHanuns
60JIbHOr0 C UMUTALMOHHBIMU CUHKUHE3UAMM >,

B acnupanTypy Bnagumnp Anekceesny noctynan nitb
pas, 0 4eM OH Tenepb Y>Ke C HMOPOM PacCckKasbIiBaeT CTY-
JeHTam 1 Bpa4am Ha CBOMX nekumsax. VI Bce npenmetsl
cLaBan Ha OT/INYHO, a NOCTYNWUN 61arofaps «c4acTanBon
cnyyanHocTu». 114 Hero 6b110 BblAeNIeHO AONONHUTENb-
Hoe mecTo Munsgpasom PCOCP. Yyeba B acnupaHType
npoxoguna B lMegnatpuyeckom uHctutyte M3 PCOCP
noj PYKOBOACTBOM M3BECTHOrO AETCKOro Hesposora
npodeccopa [asupa ConomoHoBuda dyTepa. 3dechb
W Hayanacb  «anuientofiornyeckas  buorpadpus»
B.A. Kapnosa. BrnepBble B KaHAWAATCKOW AuccepTauum
«[Mapanuny Togaa» 6bIM ONMCaHbl MAPOKCU3MarbHble Na-
panuyu He B Ka4ecTBe NOCTMNPUCTYMHOMO IBSIEHMS, a KakK
MHrM6MTOPHAs hopma anuNenTMYeCKOro npunaaka, npu-
4yeM Ha 52 roga paHblue, 4eM B 3apybexxHon nuTepaType.
3alnTa cocTosNach U yCnewHo NpoLwna B MHCTUTyTe He-
gponormn AMH CCCP B 1961 r. locne oKOHY4aHUA acnum-
pPaHTypbl OH 6Gbl1 NOCNAH NepBbIM U eUHCTBEHHbIM He-
Bponatonorom B PameHckyto LIPB, rae opraHmusosan
He TONMbKO ambynaTtopHbIi HEBPONOrMYecKuin npuem,
HO 1 OTKPbIJ1 HEBPONOrM4Yeckoe oTaeneHne Ha 40 Koek.

C 1963 r. (6onee 50 net!) B.A. Kapnos pa6oTtaet
8 MMCIW um. H.A. Cemawko (HbiHe MTMCY um. A. . EB-
[LOKNMOBA), NPOLUEN NyTb OT aCCUCTEHTA 4O 3aBefyto-
Lero Kadpeapoii HeBPOIOrMN U HERPOXMPYPrum neveo-
Horo dpakynoteta (1971-1999 rr.), B HacTosllee Bpe-
MA — npodpeccop Kadeapbl HEPBHbLIX 601E3HENR, PYKO-
BOAMT CepPTUMUKALUOHHBLIM LWKIIOM 0 HEBPOSOrumn
M UMKNOM  TemMaTM4yeckoro YCOBEpLUEHCTBOBAHUA
no anuNenTonorun Ans Bpaven.

Hay4yHble paspaboTtkm B.A. Kapnosa onpegensnuce,
C OQHOIN CTOPOHbI, TEM HanpaBfieHNEM UHTEPECOB, KOTO-

anunencus n Napokcu3mMasbHble COCTOAHUS

pble 6blSIN 3aN0XKEHbI €ro NEPBbLIMY y4nTENamMu: npodec-
copamu Eerennem KoHcTaHTuHoBrn4em Cennom u Mapueit
bopucosHow Llykep, a ¢ Apyron CTopoHbl, — 06CTOATESb-
cTBaMu: npo6nemamu 34paBo0OXpPaHeHNs COBETCKOro ne-
prnoaa v KOHTUHIFEHTOM OO0JIbHbIX, KOTOPble HAX0LMUIINCH
Ha KNMHUYeCcKMX 6a3ax Kadeapsl. VI Korga cama »XusHb
noackasasna TeMy AOKTOPCKOi guccepTaumm «3nunentm-
YecKuii cTatyc», OH gobunca npukasa no Mocropaapasy
0 rocnuTanu3auunu Bcex O60JIbHbIX C 3NUIENTUYECKUM
ctatycom B HAW um. CKnnd0oCoBCKOro, rae eLle He 6bIno
HEBPONOrM4eCKOr0o U peaHNMaunoHHOr0 OTAEeNeHus,
a 6blna TONMbKO aHecTe3nonoruyeckas cnyxoa. Bnaan-
Mup Anekceesny NPakTUHECKU XUJ B UHCTUTYTE. B ero
JIOKTOPCKOM pauccepTaumm «3nunenTUY4ecKMin craTyc»
(1969) packpbIT natoreHe3 3a60sieBaHus, NPeAIOXeHbI
HOBble METOAb! NIe4eHNS PE3UCTEHTHOMO ANUENTUYECKO-
ro craryca: VIBJT Ha MbILLEYHbIX penakcaHTax, CBEpXAimn-
TeNbHbIA HAPKO3, YTO NPUBESIO K CHUXXEHMIO J1eTalIbHOCTK
B Mockse B 3,5 pa3a 1 sBUNOCb 60MbLUIMM AOCTUXEHUEM.
B 1981 r. Ha 6a3e KB Ne 6 UM COBMECTHO C r1aBHbIM Bpa-
yom b.4. LynbmaHom 6b1510 0TKpbITO nepsoe B CCCP
He/ipopeaHUMaLMOHHOe OTAeSIeHNe B CTPYKTYpe CKOpO-
NMOMOLLHOA 60NbHULIbI.

Mon pykosoacTsom B.A. Kapnosa BbINOMHEHO U 3a-
lwuueHo 12 nokTopckux n 36 KaHaMaaTcKuX auccepra-
unin. CozpaHa aBTOpUTETHAA HEBPOJIOrMYecKas LKoNa,
OCHOBHbIMW HanpaBfeHMsMI KOTOPOI ABNAOTCA: 3Mu-
NenToNorus, HapyLleHns CUCTEMbl FEMOCTa3a B HEBPO-
NIOrMYeCKON KNIMHMKE, Npo6nema 60K, HEBPOIOrUa Nn-
ua. Bce aTn HanpaBfieHUs 06beSUHAOT NLen KIUHNLN3-
Ma 1 HepBKU3Ma.

Anunentonormsa ctana AOMUHUPYHOLWER B Hay4YHbIX
uccnefoBaHuax npogeccopa Kapnosa. Im paspa6o-
TaHa KOHUenuua opraHu3auum aHTUaNMNenTM4ecKon
CUCTEMbl, B KOTOPOW KNKYEBYD pONib MrpaeT npe-
hpoHTanbHas Kopa, Kak ynpaenswuias cuctema Mo3-
ra.B 1987 r. (Ha 10 net paHbLle 3apy6eXXHbIX y4yeHbIX!)
UM 06HapY>XXeHO poKanbHOE NPOUCXOXAEHNE FreHepa-
NN30BAHHbIX NPpUNagKoB — abCaHCOB U pa3paboTaH
CUCTEMHbIN noaxoAd K anunentoreHesy. B 80-e rogbl
B.A. KapnoB MHUUMMUPOBAS OAHO U3 Ba>KHEMLINX Ha-
npasfieHWi B 3NUIENTONOrNN — 3MUNENCUSA Y XKEH-
LWWH, KOTOPOE NPOAOMXUIMN pa3pabaTbiBaTb €ro y4ye-
HUKW.

Btopoe HanpaBnexwue, poAuBLIeecs W3 MepBOro,
HO NMOTOM NpuobpeTLLee CaMOCTOATEIbHOE 3HaYeHne —
uccrnegoBaHue remocrasa. 3T uccneoBaHns 06bACHN-
nn, No4YeMy HeKOTOpble 60MbHbIE NOC/NE BbIX0OAA U3 3MNK-
cTaTyca Bce e ymupanu. Okazanoch, 410 y BCex 60J1b-
HbIX C CYOOPOXHbIM 3nuctatycom BO3HUKaeT [BC-
CUHAPOM, KOTOPbI MOXET ObiTb MNPUYUHON CMeEpPTK
n TpebyeT nNpoBedeHUs cneundguyeckoi Tepanuu. OT-
BETBJIEHWEM 3TOr0 HanpasfieHUd SBWJIOCb M3YyYeHue
OBC-cuHapoma npu paccestHHOM CKnepo3se. A N0OBOAOM
nocnyxmno obHapyxeHue B atnace KptoBenbe xapak-
TEPHbIX A9 PacCesHHOro CKneposa 6nsuek, B LEHTpe
KOTOPbIX, KaK Npasuno, Haxoausncs TPOMOUPOBaHHbIN
Mukpococya. B.A. KapnoBbiM 6b1510 MOKa3aHo, YTO Npu
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060CTPEHNMN PACCESHHOMO CKNIep03a BOSHUKAET NaTEHT-
Hbin [1BC-cuHapom. Pa3paboTaHbl TepaneBTUHECKUe
MEePONPUATKA, HarNpaBJieHHble HA KOPPEKLMI0 CUCTEMBI
remMocTasa, B 4aCTHOCTW BK/OYaBLUME 3NeKTpodiopes
C renapuHoM, 4to B 70-e rofbl ABUSI0Cb HOBLIM METOA0M
neYeHns 3TMX NauneHToB BO Bpems 060CTpeHms. B ganb-
HelLlweM 3TO Hanpas/ieHne pa3pabaTbiBanoCh YH4EHUKOM
B.A. KapnoBa — HblHe M3BeCTHbIM npodyeccopom Ca-
BUHbIM Anekceem AnekceeBnyeM.

Wecnepoeauue remoctasa npyl
CyaopowmHom 3C
* [Py CYAOPOMHOM SNHAENTHUECKOM mﬁ:& OH

13 NPUYKH NETANLHOMD WCXOAA ABAABTCA pasaM]
ABC-cHOpoma.

MurpomposmBei
a8
COEVYOOX NavKy

M, HakoHel, 3-e HanpaBneHne — 60nb. iccnenosa-
Hue Npo6sieMbl 607U Ha4anoCb C U3YYeHMS NAPOKCU3-
MasnbHbIX 60JIEBbIX CUHAPOMOB fiNLa — MPEX /e BCero
C HeBpanruym TPOMHUYHOTO HepBa. B akcnepumeHTasnb-
HbIX N KNTMHNYECKUX UCCNeaoBaHnax bblna o6Hapyxe-
Ha ocob6as napokcuamasbHas 605ieBas cMcTema C LeH-
TpanbHON ceHcuTU3aumeid PonaHgauyveckon obnacTu.
9T0 06BACHUN0 3P PEKTUBHOCTL NPU HEBPANTUN TPOIA-
HUYHOrO HEPBA HE aHANIbIeTUKOB, @ HEKOTOPbIX aHTU3-
NUNenTUYECKNX Npenapartos, Npexae Bcero kapbama-
3€eMnHa, a Tak>Xe 0JHO U3 CaMblX CTapbIX HA3BAHNN He-
BPanrmm TPOMHUYHOrO HepBa Kak 6011eBON TUK — «tic
dolorous». [Tlpn M3y4YeHWU TYHHENbHbLIX CUHOPOMOB
6bl1 06HAPY)XEH WCTUHHBLIA MexaHUu3M pas3BuUTUA 60-
nei — akTMBaLKUA aHTUAPOMHOIO NOTOKA C NOCNeayto-
e nepucpepn4eckon CeHcuTusaumen 60neBbIX pe-
LenTopos.

BoA. Bapaon

HEBPOJJIOI'HHA

B.A. Kapnos — aBtop 6onee 700 Hay4Hbix pa6or,
B T.4. 16 MOHOrpadouin 1 pykKoBOACTB ANa Bpayeii; BeTe-
paH Benukoin OTe4ecTBEHHON BoOWHbI; 3acny>eHHbIN
neatenb Hayku P®; uneH-koppecnoHfeHT PAH; fnoktop
MEeANLUMHCKUX HayK; npodheccop, 4neH KoponeBckoro
Hay4YHOro MeguUMHCKOro obuiectsa BenukobputaHuu,
no4eTHbln OOKTOp CaHkT-MMeTepbyprckoro Hay4Ho-uc-
C/1e0BaTeNbCKOr0 NMCUXOHEBPONIOrNYECKOro MHCTMTYTA
um. B. M. bexTepeBa. 3a BblgalLnecs Hay4Hble JOCTM-
XeHus B.A. KapnoB yaocToeH 30510Ton Mmeganu Amepu-
KaHCKOro 6uorpaduyeckoro IHCTUTyTa 32 3KCTPaopam-
HapHble uUccnefoBaHWa no npobéneme «3Inunencus
N OyHKLMOHANbHAA OpraHn3aumns rofioBHOro Mo3ra ye-
noseka» B 2010 r.; Kem6puaxckoro Ceptudnkara Mex-
JyHapogHoro buorpaduyeckoro MHcTutyTa «3a Bblja-
rowmecs 3acnyru no npoéneme: KnuHuyeckas HeBpono-
rma n YHKLUMOHANbHAa OpraHnM3auns HepBHOW CUCTe-
Mbl» (Kembpugx, 2011).

e -

Viadimir A. Karlov

YA A ——————
[y
Eplepsy and 1ha Funclional Ouganization
ol B Hurmain Bein
B i Mk vl 1hat i A widnal
[ A BT T,

Bapinmibe 311 M

Henerkmim >W3HeHHbIA NyTb, NOTepU U 3aBOEBAHUA
Bnagumup Anekceesny oTpasun B KHUre «Bpems un nio-
Ou», KoTopas Bblwwma B cBeT B 2013 1. B Helt oH genuTtcs
BOCMOMMWUHAHUAMW O 3aMevaTesibHbIX NoAaX: poauTe-
NAX, yumuTenax, 4pysbsix, C KOTOPbIMU eMy NOCHACT/IUBU-
NOCb UATK NO XU3HU U KOTOPBIX YXKE HET B XKUBBIX.
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N, HaKoHeL, X04eTcs OTMETUTL TPUyManbHOe Bbl-
ctynneHune B.A. Kapnosa Ha MexayHapoaHOM Kon-
JIOKBUYME N0 3nunenTuieckomy cratycy B JIoOHLOHe
Ha aHrnMinckom a3blike B anpene 2015 r. ¢ goknagom

dnnnencms n NapoKcm3MasbHble COCTOAHNA

«CMCTEMHbIE MEXAHW3Mbl AHTM3NUNENTUYECKOW 3a-
wute». NMocne goknaga 3an annogupoBan ctod. 310
6bin TpUyM® 1 NpU3HaAHME He TONbKO camoro Bnaagu-
mupa Kapnosa, Ho U Bceil Poccum Ha mexayHapon-
HOM YPOBHE.

Moknap B JIoHAOHE

www.epilepsia.su
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COBEPIIIEHCTBOBAHME
MEJIUITMHCKO IIOMOIIH

N ObPASOBAHHA

B IETCKOMU SIINJIEIITOJIOTUU.
BKJIAJL ITIPO®ECCOPA B.A. KAPJIOBA.

[yzeBa B.W., [y3eBa O.B, [y3eBa B.B.

T'bOY BI10 «CankTt-IleTepbyprekuii rocyapcTBeHHbIN NEANATPHYECKUA MEGNLUNHCKUI YHNBEPCHTET

Mun3pgpaBa Poccun

OBpPEMEHHbI 3Tan pa3BUTUSA LEeTCKOW 3anuienTo-

noruym B LENOM XapakKTepusyeTcs Nporpeccom.

370 CBfI3aHO, NPeXAe BCEro, C AOCTUXKEHUAMM
B 061acTW AWArHOCTUKW, KJIMHWUYECKOW CUCTEeMaTUKM,
KOHCEpBATMBHOIO M XMPYpruyeckoro ne4veHus. bonb-
WON BKNaj B pewleHne 3TUxX npobiieM BHOCAT OTe4e-
CTBEHHble HEBPOJIOrY, B YacTHOCTU npodpeccop Kapros
Bnagumup Anekceesunu.

Mo paHHubiM BO3, anunencus aBnsaeTca 0gHUM U3 pac-
NPOCTPAHEHHbIX HEBPOJIOrMYeCKNX 3a601eBaHNi, B MU-
pe HacyuTbiBaetcsa 6osiee 50 MJIH 4enoBeK, 60MbHbIX
anunencuein. Okono 500 MnH pOACTBEHHMKOB U KoNner
TEM UNW UHbIM 06PA30M Y4ACTBYHOT B peLleHnmn npobnem
60MbHbIX 3nunencuen, noatomy 3aboneBaHne uUmeer
Ba)XHOE COLMaNbHOE 3HAYEHME.

PacnpocTpaHeHHOCTb anuiencum B nonynauum go-
cturaet 1%. Ha npoTshkeHUn Bcero AeTcTBa 4acToTa
HOBbIX CIy4aeB CHWXXaeTcs npuénuautensHo ot 150
cny4yaes Ha 100 000 geTei Ha MepBOM roay >Xu3Hu, ao 60
Ha 100000 — wmexnay 5-9 rogamu XusHum n 45-50
Ha 100000 — y peteii cTapwero Bo3pacTa. O6uiee Ko-
NINY4eCTBO 6OMbHBLIX 3NUNencuen yBeanynBaeTcs ¢ BO3-
pacTtoM: 0 4-5 neT OHO coCcTaBfIseT npuMepHo 3,5 cny-
yas Ha 1000, mexnay 5-6 n 9-10 rogamm un3Hm — 4,5
Ha 1000 n mexay 11 n 15-16 — 5 Ha 1000. B 6onee pas-
BMTbIX cTpaHax 4-5 petein 3 1000 umeroT nposBfieHns
anunencumn, B TO BpeMs Kak B pa3BuBaLLUXCA CTPaHax
3TOT nokasaTenb B 1,5-2 pasa BblLIe.

CnefyeT OTMETUTb, Y4TO BaXKHbIM YCII0OBMEM afeKBaT-
HOM MeANKaMEHTO3HOWM Tepanun y AeTen ABNSeTCA paH-
HAs AudpdpepeHunanbHaas AMarHOCTWKA 3nunienTuye-
CKMX W He3nunenTU4eckux napoKCM3MasbHbIX pac-
CTPOWCTB CO3HAHMUA 1 onpejesieHne (QOPMbI 3NUencun.

B o6cnepgoBaHun geten ¢ anunencuen BaxxHoe Amna-
FHOCTMYECKOe 3Ha4YeHMe COXpaHseT 3/1IeKTpoaHuedano-
rpacpus, no3BonsOWas BbIABUTb 0COO6EHHOCTM (DYHK-
LMOHAJIbHOr0 COCTOSAHNA MO3ra. B 60nbLINHCTBE perno-
HoB Poccum BbigneHbl KAOUHETbI ANa npuemMa 60bHbIX
anunencuei, B T.4. AeTei, 0JHAKO He Be3[e MMeeTcs
Heo6X0AMMOE COBPEMEHHOE TexHu4eckoe 060pyaoBa-
HWE M BO3MOXHOCTb NpoBeAeHUs BUAe0-33M-MOHUTO-
puHra.

B Te4eHue yeTbipex neT, ¢ 2005 no 2009 r., komuccus
ILAE no Knaccugukaumm npuHumana mMepsl no npuaa-
HUIO  KJlaccudukaumm  COBPEMEHHOrO  XapakTepa
(Berg A.T. et al., 2010). 3T Mepbl He 3aMeHANN CyLLe-
CTByIOLLME MOAENMN NOJIHOCTbLIO, @ CNOCO6CTBOBANMN 60-
nee ygobHOMY WX MCMONb30BaHuMi0. MpeanpuHaTa no-
NbITKA NPUHATH BO BHUMaHUE NMOCTOAHHO U3MeHSAoLWNe-
cs cdhepbl BU3yanuaaunm u reHeTUKU. YaaneHol HesiCHble
TEePMUHbI, Kacatowmecs onucaHus npuctyna. Mogvepku-
BasfioCb, H4TO TEPMMHbI «(POKANbHbLIA» U «reHepann3o-
BaHHbIV>» UMEHT OTHOLLUEHWE TOSIbKO K npucTynam. B Ta-
6nuuax 1 n 2 npuBedeHbl OCHOBHbIE U3MEHEHNS Kaca-
TeJIbHO Knaccmdukaumm anuaencun.

Kapnos Bnagumup AnekceeBud oKoHYmn B 1952 r.
neye6bHbIn  dakynbteT 1-ro MMW umeHn Ce4eHoBa
MU npowen nyTb OT HEBPONOra PanoHHOW 60MbHMULbI
[0 3aBefytoLlero kadenpon Hesposorum MoCcKOBCKOro
rocyaapCTBEHHOr0 MeAWKO-CTOMATONOrn4eckoro yHu-
BepcuTerTa.

Bknag Bnagumupa AnekceeBnya B A€TCKYI anunen-
TOJIOTMIO OrpoOMeH n HeoueHuM. B. A. Kapnos — aBTop
6onee 700 Hay4HbIX paboT. Bcero no aeTckon anwunen-
cuu UM ony6sIMKOBaHO 0KOMO 75 paboT, Hanbonee 3Ha-
YuMble U3 HUX: 22 cTaTby B XKypHarne HeBPONOrnusa n ncu-
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xuatpus um. Kopcakosa ¢ 1955 r.; 6onee 10 cTaten
B XypHanax: «[egnatpua», «Bonpocbl 0XpaHbl mate-
puHCTBA W feTcTBa», «HeBponorus, ncuxuaTpusa n ncu-
X0COMaTuKa», «3nNunencus u Nnapokcu3manbHble COCTO-
AHUA», «<HeBPONOTrnMYeCKNUM XypHan», «Jleyawinin spay»;
MOHOrpaduun: «3dnunencusa»;, «3Inunencua y neTen
N B3POCIbIX XXEHLWMH U MY>XHYUH»; MHOTOYNCIIEHHbIE Te-
31Cbl B MaTepuasnax BCEPOCCUNCKNUX KOH(pepeHumnin, 60-
nee 16 crvateil U Te3UCOB B MHOCTPAHHbLIX U3LAHUSAX.
Bo BCex aTux Nyb6nmnKaumsax oTpakeHbl akTyasibHble BO-
NPOCbl 3TUONOM MK, NATOreHe3a, AMarHOCTUKN 1 NeYeHns
anunencumn y feten.

PykoBOACTBO «3nunencusa y 4eTen n B3POCHbIX, XKEH-
LWKWH 1 MY>X4UMH», ony6nukoBaHHoe Bnagumupom Anek-
ceesnyem B 2010 r., npefcrasnser cobon dyHOAaMeH-
TaJIbHbIA TPYA, M OTPaXkarLwuii 55-1eTHUA ONbIT U3y4e-
HWUA 3NWUNencun, n ABNAETCA HACTONIbHON KHUTOW npak-
TUYECKMN KAXXA0ro HeBponora.

Brnagumup Anekceesnd yxxe 6onee 50 fieT 3aHUMa-
eTca N3yYyeHWeM 3NUenTU4eckoro cratyca y AeTen.
B.A. Kapnoe u paHee noA4vyepkmBan 3HayeHue Tuna
aNUNenTUYECKON CUCTEMbI B (DOPMUPOBAHMM NaTTEpPHA
3NMNenTUYeCcKOro npunagka, y4actsosan B paspaboT-
Ke 1 BHEePEHUN CUCTEMbl YPreHTHOW 3TanHOW Tepanun
3NMNenTUYeCKOro cTatyca, 4To cnoco6CTBOBASIO YNyY-
LUEHN0 KayYecTBa OKa3aHMA MEeAULMHCKOW noMOoLiu
aetam ¢ anunencuein. Ony6nukoBaH psg ero paboT, no-
CBSILLIEHHbIX AAHHOW npobneme: «K KNUHWKE, NaTOreHe-
3y 1 NIeYEHNI0 3NUIIENTMYECKOro cTaTyca Manoro npu-
nagkKa» — martepuan COBMeCTHO Hay4HON KOH(DepeH-
LUun nevyebHoO-NpoeccMoHanbHbIX yypexaeHnin Kyi-
6bILLEBCKOr0 painoHa, 60MbHNUL, ropoackoro
nogynHeHuns n uHctutytos M3 PCOCP (1965); «3nu-
nentuyeckuin cratyc» (1974); «CynopoxHbIi anunen-
TUYeCKMn cTatyc» — HeBpOSOrM4yeckuin xypHan.
2000; 3 (5): 7-9; «CynopoXHbli M 6€CCYLOPOXKHbIN

CTapbli TEPMHUH U KOHLENLHUA

HoBbI TEPMUH U KOHLENUUSA

3rtnonorns

iguonatmyeckume: NnpenonoXnUTeNbHO reHeTu-
Hyeckue

leHeTU4ecKue: reHeTU4eCcKNUin edeKT BHOCUT NPAMOI BKnaj B pa3sutue
3nunencum, B T0 BpeMs Kak NPUCTYMNbl ABAAOTCA OCHOBHbIM CUMNTOMOM

3a60neBaHus

CumMnToMaTMYecKne: BTOPUYHbIE MO OTHOLLE-
HUIO K U3BECTHOMY UMK MpejsnonaraeMomy Ha-
PYLLEHWIO B TONTOBHOM MO3re

CTPYKTYpPHbIE: BbI3BaHHbIE CTPYKTYPHOI aHOManueii, MMeroLein ycTaHoB-
NEHHY0 CBA3b C NOBbILEHHbLIM PUCKOM NPUCTYNOB

MeTabonunyeckue: BbI3BaHHbIE METAO0INYECKUM PACCTPONCTBOM, NOpaXa-
HOLLUM FOTOBHON MO3T

VIMMYHHBbI€: NPU HANMYUWU AAHHbIX 32 QY TOUMMYHHbIA BOCNANUTENbHbIN
npouecc B LIHC

VNHeKUMOHHbIE: annnencus Kak CToKoe 0CTato4yHoe ABJieHNe NH(eKUuu

KpuntoreHHble: npeanonoXuTenbHo CMMNTO-
MaTn4eckune

«HensBecTHas NpuyMHa»: NPUYNHA HEU3BECTHA U MOXET ObITb reHeTuYe-

CKOW, CTPYKTYPHOW, MeTab0oIM4eCKON, UMMYHHON NN NHADEKLMOHHOWA

Ta6mna 1. HoBoe B K1aCCU(UKAITUH U TEPMUHOIOTUH SIHJIETICHN, OCHOBHBIE ACTIEKTHL

CTapblit TEPMUH W KOHLENUMNA

HoBbIi TEPMUH 1 KOHUENUuA

lpuctynb!

leHepann3oBaHHble: MepPBOe U3MEHEHUe
YKa3blBaeT Ha NepBOHa4YanbHyH0
BOB/EYEHHOCTb 060UX NONyLWapui

[eHepanu3oBaHHbIe: BO3HMKaOLWME U 6bICTPO pacnpoCTpaHaLnecs
BHYTPU 6unarepasnbHO pacnpefesieHHblX HEMPOHHbIX CeTei

®oKalNbHble: NePBble N3MEHEHUs YKa3biBaloT
Ha aKTUBaLWI0 CUCTEMbI HEPOHOB B OrPaHu-
YeHHOM YYacTKe OIHOT0 U3 MOnyLIapUii

doKanbHble: BO3HMKalOLLKNE B npepenax Hel7lp0HHOI7I CceTun, OrpaHI/HEHHOI7I
oAHON remucdyepon

Cnasmbl He yNOMMHaKTCA

[lo6aBneHune annnenTU4eCKUX CNasMoB; OTHECEHWE K Tpynne Hen3BecT-
HbIX B CUY MaJION [,OKa3aTenbHOCTM ANS Knaccuukaumm B Ka4ecTse
(OKasNbHbIX, FTEHEPaNN30BaAHHBIX IN60 U TEX, U APYTUX

CnoxHble, NPoCTble NapunanbHble, BTOPUYHO-
reHepasin3oBaHHbIe

MpUMEHSBLLMIACA paHee TePMIUH OTBEPrHYT A/ NOALEPXKKW 60/ee TOYHO-
ro ONMUCcaHMs hOKaNbHbIX MPUCTYMOB COrMACHO NKTaNbHO! CEMUONOTrUN

anunencun

leHepann3oBaHHbIE: AMUNENcun
C reHepann3oBaHHbIMK NPUCTYNaMm

MpUMeHSBLLMIACA paHee TEPMUH OTBEPrHYT

®doKanbHble: anunencun ¢ PoKanbHbIMK
npuctynamu

MpumeHaBLINACA paHee TEPMUH OTBEPrHYT

OCHOBHbIE U3MEHEHWS B TEPMUHOIOMUN U KOHLeNUuax Knaccugbmkaymu anunerncum n npuctynos: Berg A. T., Berkovic S.E,
Brodie M. J. et al. Revised terminology and concepts for organization of seizures and epilepsies: Report of the ILAE Commis-
sion on Classification and Terminology. 2005-2009. Epilepsia. 2010; 51; 676-685.

Ta6mna 2. OCHOBHBIE U3MEHEHHS B TEPMUHOJIOTHH U KOHIIEIITHN KIACCU(UKAIIH STTUIENICUN 1 TPUCTYIIOB.

anunencus n Napokcu3mMasbHble COCTOAHUS
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anunentudeckuin ctatyc» (2007); «Ab6CaHCHbIA cTaTyc
6eccyfopOXHbIX NPUNALKOB Kak Ae6T anunentuye-
CKOI 3HuUetanonaTum» — HeBPONOrn4ecKnin XxypHarn.
2008; 13: 59-61; «[1e6t0T annnenTn4eckon aHuedano-
naTum co ctatycom abcaHcoB» (COBMECTHO ¢ PymsH-
uesoii T.C) — Hesponoruyeckuin xxypHan. 2009; 1: 29-
32; «Clinico-electrographic variants of absence status
epilepticus» — The Innsbruck Colloquium on Status
epilepticus. April 2-4, 2009; 38; «3nunencus y getein
N B3POCIIbIX XEHLUNH U MY>XYUH» — PYKOBOLCTBO AJIA
Bpadven (2010) n apyrue.

B HacToAWEee BpeMa TeMa aNuNenTU4eckoro cratyca
0CTaeTca AOCTATOYHO aKTyasibHOW M A0 KOHUA He M3y-
YeHHOW. [Ipean0XXeHO HOBOE ONpefesieHre anunenTuye-
CKOro craryca: «3nuienTu4eckuit ctatyc — 3T0 COCTO-
sHWe, BO3HMKLUEE B pe3yfbTaTe HapyLeHUs MexaHus-
MOB, OTBETCTBEHHbIX 32 OKOHYaHWe CYA0pPOr, UK WHU-
uManusaumm  MexaHu3MOB,  KOTOpble  NPUBOAAT
K NPOAOSIKEHHbIM cypoporam (nocne BPeMEHHOW ToY-
Kn 1). 3T0 COCTOAHNE MOXET UMETb AONrOCPOYHbIE NO-
CneacTema (nocne BPEMEHHOM TOYKW 2), BKJIKOYaloLne
rméenb HeMPOHOB, NOBPEXEHNE HENPOHOB U HapyLle-
HWe HeMpOoHanbHbIX CBA3EN, B 3aBUCUMOCTM OT NPOAO0SI-
XutenbHocTtn cypopor» (Eugen Trinka et al. Epilepsia.
2015; 56 (10): 1515-1523.

3T0 onpefefieHMe KOHLUeENTyasbHOE M OCHOBAHO
Ha [BYX BeJIN4MHAX: nepBas — MNPOLOJIKUTESIbHOCTb
NPMCTYyna 1 BPeMEHHOI TO4KK (To4Ka 1) nocne KoTopon
CYA0pPOrn AOMKHbI 6biTb OTHECEHbI K «MNPOA0MKEHHON
CYLOPOXXHOW akTMBHOCTM». BTOpas BpemMeHHas ToYKa
(Tovka 2) 37O Bpemsi MPOAOSIKAIOLLENCA CYLOPOXKHON
aKTUBHOCTW, NOC/NE KOTOPOW €CTb PUCK BOSHUKHOBEHUS
[ONTOCPOYHbIX NOCNEACTBUN.

Mpn TOHMKO-KJIOHMYECKOM cTaTyce 06e BpPeMEHHbIe
TOYKM (TO4Ka 1 Ha 5 MUH. 1 To4Ka 2 Ha 30 MUH.) OCHOBa-
Hbl HA pe3yfibTaTax U3y4YeHus 3KCNepumMeHTaIbHbIX MO-
Jenei y XuBOTHbIX. OHM HYXJawTca B AaNbHeem
nccnefoBaHuy 1 060CHOBAHMUMN.

Ona knaccudpukaunum 3nunenTUYECKOro cTaTtyca
NPeanoXKeHo YeTbipe HanNpaBIeHMs: CEMMONIOrUs, 3TMO-
norus, 33 koppenaTbl n Bo3pacT. Knaccugukayms anu-
nenTtuyeckoro cratyca (9C) no ceMmonorum BKaK4Yaet
cnejytollee pa3geneHue:

A — ¢ BUAUMBIMW MOTOPHbLIMK CUMNTOMAMM;

A1 — cynopoxHbii 3C (CMHOHUM — TOHUKO-KJTOHY-
YECKUN):

» Ala — reHepanun3oBaHHbINA CYA0POXHblIiA;

» A16 — dbokanbHOe Ha4ano ¢ BTOPUYHOI reHepa-
nmnaauuei;

» A1B — HEM3BECTHO (POKasbHbIN UK reHepannao-
BaHHbINA.

A2 — munoknoHndecknii 3C:

A 2a— c KOMOW;

«A 26 — 663 KOMbI.

A3 — cbokasnbHbii MOTOPHbLIN 3C:

« A3za — nosTopsaoWMeca PoKanbHble MOTOPHbIE
cypoporu;
« A36 — anunencus napunanbHas npoaoSKeHHas;

» A3B — aiBepCUBHbIii CTATYC;

* A3r — OKYNOKIOHWYECKMNI CTaTYC;

» A3 — nKTanbHbIA napes (T.e. oKanbHOE Noja-
BJIEHME).

A4 — ToHn4ecknii 3C;

A5 — runepkuHetnyeckuii 3C.

B — 6e3 BMAMMbIX MOTOpPHbLIX cMMNTOMOB (6eccyao-
POXHbINA CTATYC).

B1 — 6eccynopoxHbiv 3C ¢ kKomoi;

B2 — 6eccynopoxHsbiii 3C 663 KOMbI:

» B2a — reHepann3oBaHHblii:
o B2aa cTatyc TMnnYHbIX a6CaHCOB;
o B2a6 cTatyc aTunmyHbiX abCcaHCoB;
o B2as cTatyc a6CaHCOB C MUOKIIOHUAMMN.
* B26 — (hokanbHblii:
o B26a 6e3 HapyLLeHNs CO3HAHUA (MPOLOJIKEHHAn
aypa, C NCMX0-BereTo-BucLepanbHbIMM CUMNTOMaMN);
o B266 adhatnyeckuin cTatyc;
o B26¢ ¢ HapyLwleHnem CO3HaHNA
* B2¢c — Hen3BecTHO reHepann3oBaHHbIA uUnmn go-
KanbHbIN:
o B2ca BereTtatuBHbIl cTaTyC.

Mo atnonorum 3C pas3aensoT No cneaywwmm npu-
3HaKam.

C M3BECTHOMN MPUYUHON (TO ECTb CUMNTOMATUYECKMNIA):

— OCTPbIiA (TO €CTb UHCYJLT, MHTOKCUKALMSA, Mans-
pus, aHuedanuT u ap.);

— OTAaneHHbIN (TO ecTb MOCTTPABMATUYECKMUIA, NO-
CT3HUEedaNUTUYECKNIA, MOCTUHCYNbTHBIA U Ap.);

— MNporpeccupyoLwmin (To ecTb 0NyXxosib Mo3ra, 60-
nes3Hb Jladpopa nnu gp. nemeHuun);

— 9NWNENnTMYECKMA CcTaTyc nNpu onpepaeseHHbIX
3MEKTPOKNMHUYECKUX CUHAPOMAX.

C HEeN3BECTHOWM NPUYNHON (TO €CTb KPUNTOrEHHbIN).

TepMUHbI «UANONATUHECKMIA» UIN «TeHepann3oBaH-
HbIA» HE NMPUMEHSTCA AN 00603HA4YeHUs ITUONOTUN.
Hanpumep, y naunMeHTOB C HOBEHWUNbHOW MUOKIIOHMYE-
CKOIM anunencuen anunenTUYecKnii ctatyc MoXeT ObiTb
cumnTomaTuyeckuin (Ha goHe oTmeHbl A3M).

B HacToslLlee BpeMa OTCYTCTBYET AoKasaTefbHas 6a-
3ano J3M-KpuTepumam anunenTU4eckoro craTtyca. Ha oc-
HOBaHUWN ONUCATENbHbIX UCCNELOBAHUNA U KOHCEHCYCOB
npeaiioXkeHa cnegyrowas knaccugukaums.

— Jlokann3aymsa: reHepann3oBaHHas (BKYas
oéunaTtepasbHO CUHXPOHHYK aKTUBHOCTbL), naTepanu-
30BaHHas, bunaTepanbHas He3asucumas, MynbTudo-
KanbHas.

— HasBaHmne narTepHa: nepuoamyveckme paspsgsbl,
pUTMUYHAsA AenbTa-aKTUBHOCTb WM CNalK-BOMHOBas/
OCTPO-BOJIHOBASA W MOATUMNbI.

— Mopgposniorusa: octpota, KonmyecTso das (Hanpum-
Mmep, TpexdasHas mopdonorus), abcontoTHas U OTHO-
CUTeNbHaa amnNanTyabl, NONSPHOCTb.

— BpemeHHble  xapakTepucTuku: pacnpoCTPaHEH-
HOCTb, 4acToTa, NPOAOSIKUTENIbHOCTb, CYTOYHAs MpPo-
JOMKMTENbHOCTbL NMAaTTepHa U MHAEKC, Ha4ano (BHe3an-
HOE Wiy NOCTENeHHoe), AMHaMuKa (pasBuBarLuiics,
OOKTYUPYIOLWWIA NN CTATUYHBIR).
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— Moaynaymn:  CTUMYN-UHOYUNPOBAHHbLIA UK
CMOHTaHHbIN 3dpheKT BMeLlaTeNibcTea (MeANKamMeHTOo3-
Horo) Ha 39r.

CornacHo BO3pacTy BbIAeNsoT:

— HeoHaranbHbIn (0-30 axen);

— paHHui getckunin (1 mec. — 2 roga);

— [eTCKun (cTaple 2 net — Ao 12 ner)

— MOAPOCTKOBbLIA W B3pOCnbliA (cTapwe 12 net —
[0 59 neT);

— noxwunoi (60 n 6onee ner).

Bknan Bnagumupa AnekceeBnya Kapnosa B 4eTCKYIO
3NUNenTOoNOrnI0 He OrpaHNYMBaeTCs 60MbLUMM KONUYe-
CTBOM Myb6nMKaLuWii, OH 0Ka3blBA€T HEOLEHUMYI0 KOH-
CYNbTaTMBHYIO MOMOLLb AETAM W NOLPOCTKaM CO BCen
Poccun, akTMBHO y4acTByeT B Hay4HO-NPaKTUYECKUX

KOH(EpeHUMsX, B T.4. MOCBALLEHHbIX AETCKOW anunen-
Tonoruun. Bnagumump AnekceeBny HEOLHOKPATHO BbICTY-
nan n 6bI1 MOLEPATOPOM Ha CEKLUAX, MOCBALLEHHbIX
anunencum, Ha exerogHo nposoauMoMm B CaHKT-
MeTepbypre banTuinckom KOHrpecce No AeTCKON HeBPO-
noruu. Bnagmmup AnekceeBud npuHMMAn akTUBHOE
y4actue B MOArOTOBKE K/IMHUYECKUX PEKOMeHZauui,
Kacarwwmxcs [eTCKOW 3nunencum, u 0COBEHHOCTAM
anNunenTUYeCKOro cratycay feTen.

Bnagumup AnekceeBud KapnoB HeOOHOKPATHO Npu-
HUMan y4actume B 9KCMNEPTHbIX COBETax Mo 3nuiencum,
B T.4. N0 NIe4EHNI0 y AeTeN.

bnaropaps pasBuUTUIO Hayku W 3MNWIENTONOruK,
B YaCTHOCTW, NOABNAIOTCA HOBbIe NMpenaparbl 4ns neve-
HUA anunencun. Hanpumep, nepamnaHen aBAseTcs nep-

fpynnbi Yucno YWCNo OLEHOK 10 NPOBEIEHUA 06y4eHns | “YMCNO OLEHOK NO 3aBEPLICHNI0 06Y4YEHHs

cnywareneit | cnywareneit (%) | grpyyno XOpOWO | YAOBNETBOPU- | OTAHYHO X0opoLio YAOBNETBOPU-
TENbHO TeNbHO

OpawHaTopb! |9 (12,86%) 4 (44,44%) |2 (22,22%) |3 (33,33%) 9(100%) |— —
BTOPOro rofa
06y4eHuns
OpavHatops! |11 (15,71%) — 6 (54,55%) |5 (45,45%) 2 (18,18%) |9 (81,82%) |—
nepBsoro roga
06y4eHuns
HTepHbl 8 (11,43%) — 4(50%) |4 (50%) 1(12,5%) |5 (62,5%) |2 (25%)
CryaeHtbl |42 (60%) 1(2,38%) |14 (33,33%) |27 (64,29%) |5 (11,90%) |20 (47,62%) |17 (40,48%)
Bcero 70 (100%) 5(714%) |26 (37,14%) |39 (55,71%) |17 (24,29%) |34 (48,57%) |19 (27,14%)

Ta6mna 3. VCrieBaeMoCTb IPYIII CITYIIATENEH 10 IPOBEAEHUs OGYUYEHHUS U IIOCTIE €TI0 3aBEPUICHIU, OIICHUBAEMAs

10 ISITUOAJIIEHOM IIKAJIE.

4YNCN0 OLIEHOK NMpKn TECTUPOBAHUN
[0 noceLleHna LWKOJbl N0 HEBPOJIOrUK

100

Y1UCNO OLEHOK Npwn TeCTUPOBaHNN
nocne OKOH4aHWA LWKOJbl
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0pANHATOPbI:

2-roroga 1-rorofa WHTEPHbl  CTYAEHTbI

rpynnbl cnyLuaTenei
O oueHKa «ynoBeTBOPUTENbHO»
[ OUeHKa «XopoLLOo»
[ OLeHKa «0TNUYHO»

OpANHATOPbI:
2-roroga 1-rorofa WHTEpHbl  CTYAEHTbI

PucyHoxk 1. ViydieHue 3sHaHUs MaTePUasa [0 HEBPOJIOTUH B IPYIIIIAX CAYIIATENENH B PE3Y/IbTATE OOYUEHHUSL.
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BbIM B CBOEM KNacce CENEeKTUBHbIM HEKOHKYPEHTHbIM
aHtaroHunctom AMPA rnyTamaTtHbIX peLenTopoB, Ha3Ha-
YyaeTcsa nogpoctkam ¢ 12 neT; 3oHMcamui 6I0KUpYyeT
NOTeHLMan-4yBCTBUTENbHbIE HATPMEBBIE U KaNibLMEBbIe
KaHanol, ycunusaet topmo3Hoe BnusHua FAMK, wuc-
Nnonb3yeTcs B COCTaBe LOMNOJIHUTENbHOW Tepanuu ¢oo-
KaJIbHbIX NPUCTYNOB y AeTel ¢ 6 neT; pydmHaMmug aBns-
eTCA NPOM3BOAHLIM TPMUA30na, ero MexaHu3m LencTBus
[0 KOHLA He U3Y4eH, MPUMEHSeTCA ONS NIEHEeHUSI CUH-
Apoma JleHHoKca-lacTo y aeTen ¢ 4 ner.

CoBepLUEHCTBYHOTCS JIeKapCTBEHHble DOPMbI LLMPO-
KO W3BECTHbIX MPOTUBO3ANWUIENTUYECKUX NpenapaTos
Ana yno6cTBa UX NPUMEHEHNs y AeTel, Hanpumep, npe-
nmapart BanbnpoeBON KUCNOTbl AenakuH. [enakuH-xpo-
Hocdhepa B BUAE FpaHyN UMEET LUUPOKWUIA CNeKTp Aei-
CTBUSA, HOPMOTUMUYECKUI 3P eEKT, [lenaknH Ans nHb-
eKUUin — NMouIn3npoBaHHbIA MOPOLLOK AN MPUro-
TOBJIEHUA pacTBOpa QA1 BHYTPUBEHHbIX WHBEKLMWNA.
MosBunucb HoBble pOpMbl JieBeTMpaLeTama (kKennpa):
10% nepopanbHblii pacTBOP, KOHLEHTPAT A4S NPUroTOB-
JieHnd pacTeopa And NHAY3UR.

Bnagumup Anekceesuy Kapnos ypensiet 60nbluoe
BHUMaHMe OMMNIIOMHOMY W MOC/eannioMHOMY 06pa3o-
BaHWIO HEBPOJIOTOB U Bpayven Apyrux cneynanbHoCTen,
B T.4. €XXEroAHO BbICTYNaeT ¢ Aoknagamu Ha bantuii-
CKOM KOHrpecce no LeTCKOW HEBPOMOrMu, Ha KOTOPOM
€XXerogHo npucyTcTByOT 60nee 1200 HEBPONOros, CTy-
[eHTOB, OPAMHATOPOB, UHTEPHOB 1 Bpa4ein Apyrux cne-
LManbHOCTEN.

CTyAeHTbI, MHTEPHbI 1 OpPAMHATOPbI Kadheapbl HEBPO-
JNIOTUN, HENnpoOXMpyprum un MeguUUHCKON TeHeTUKn
CMnermnmMy npoxoannun tectupoBaHue B Llikone no anu-
NenToNorMn A0 U nocne BHeApeHUs B 00y4YeHUe PYKOo-
BoAcTBa B.A. KapnoBa «3nunencusa y Aetei M B3pOC-
JIbIX, XKEHLWMH N MY>XXHNH»,

[epBbIi ONPOC COCTOANCA A0 NPOBEAEHUS NEKLUUNA,
3aHATNIA N n3yvyeHnsa PykoBoacTBa, BTOPOW — MoOChe.
Kaxxablii TECTUPYEMbIA OTBEYas Ha BOMPOCHI 1 NoJsyyan
oueHkn no 100-6anbHON WKane, KOTOPbIE OKPYASANNCH

[10 3HaYeHUN, KpaTHbIX 5. Ha «0TNMYHO» OLeHUBaCA OT-
BeT, 3a KoTopbln nonyyeHbl 90, 95 unn 100 6annos,
OLieHKa «X0powo» npocTaeBnanacb npu nonydeHmnn 80
unu 85 6annos, «yaoBNeTBOPUTENbHO» — 70 unn 75
6annos. bannel No Bcem TemMaM CyMMUPOBANNCh U Bbl-
4UCNANOCH UX CPeLHEE 3HAYeHWe, KOTOPOe onpeaensano
MTOrOBYH OLEHKY: «OTAIMYHO» — NpU cpejHeM 6Ganne
He meHee 90, «x0poLL0» — eCNu cpeaHuin 6anna cocTas-
nan ot 80 a0 90, n «y0BNETBOPUTESILHO» — €CIN Cpef-
HUI 6ann okasbiBancs B npegenax ot 70 go 80.

AHanu3 paHHbIX YCMNeBaeMOCTW Pa3fIN4HbIX rpynn
cnywarenen nokasan (CM. Tabn. 3), 4T0 ypoBeHb 3HAHUIA
no 3NUNenTonornn HempepbIBHO CHWXaNcs B Nopsake
pacnosioXXeHus crefyoLwWwmnx KaTeropuii: HavBbICLIME
3HaHMS 0Kasanucb y OpAMHaTOPOB BTOPOro roga obyye-
HUSA, HUXXE — Yy OPAMHATOPOB NEepBOro roga 06y4eHus,
elle HKe — Yy UHTEPHOB U camble crnabble 3HAHUS —
y cTyaeHToB. OAHAKO BO BCEX KaTeropusax cnylwiatenu
MoKasanu 3Ha4YNTESIbHO Nyyllee 3HaHMe MaTepuana no-
Cre 3aBepLUeHUst 06y4eHus.

VIToroBble OUEHKM A0 NPOBEAEHNUS 06yYeHNs n nocne
ero 3aBepLUeHns npuBeLeHbl B Tabnuue 3.

MiameHeHMe ycrneBaemMoCTuW B rpynnax cryLuartenei
npeacTaBsieHO HA pUcyHke 1.

B o6pasoBaHue Bpayen, BKJ l04as 6MOMeaNLUHCKYI0
3TUKY B 3MUNENTONOrK, 60J1bLLIOIN BKJIAZ BHOCUT TakXe
akageMuk PoCCUIACKON akageMuu eCTECTBEHHbIX Hayk,
3acny>xeHHbll paboTHUK Bbicwweln wkonbl P®, goktop
dunocockux Hayk, npogpeccop Muxanoscka-Kapnosa
EkatepuHa MeTpoBHa, cynpyra B. A. Kapnosa.

Bnagumnp AnekceeBnd Kapnos nonb3yetcs Hemnpe-
pekaembiM aBTOPUTETOM KakK B HalLei cTpaHe, TakK
1 3a py6exxom. OH 3acny>xun rny60Koe yBaXkeHue v npu-
3HATENbHOCTb 3a ero Hay4Hble JOCTWXeHUA B 06nacTu
HEBPOJIOrMK, OCHOBAHHbIE Ha Tpyaontbun u rnyéuHe
NMO3HaHWA, 3a ero 4Yesl0BEYECKWE Ka4ecTBa, KOTOPbIe
NposABNAKTCA NPW O6LLEHUN C KONNeramu u fevyeHum
60/bHbIX, 32 €ro 3a60Ty 0 MOJIOAbIX YYEHbIX, CTpeMIIe-
Hue nepefaTb UM CBOW ONbIT U 3HAHUS.
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HEWPOIICUXHATPU
1 HEMPOPEABMJIMTAII S

LlIknosckun B. M.

LlenTp naronornu peyun u Herpopeadunutaynn knnHnyeckasa 6aza Mockosckoro HUW necuxnarpun —

LLEHTP NATOAOTMM PEYM M HEAPOPEABMIMTALIMM
KnMHKueckan Baza Mockosckoro HMM noHxmatpim = duavan
SreY «®MEUUNH wm. B.N. Cepbckoros M3 Pd

Axagemui PAD, npodeccop B.M, LUKNOBCKMA
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Cnanpg 2.

. B KNWHWKe LepebpoBacKynApHbIX
3aboneBaHuit, B 4YaCTHOCTK, NPW O4AroBbIX
NOpayKeHWAX ro/I0BHOTO MO3ra B pesy/brare
MHCYNbTA UNKU YepenHO-MO3roBO TpaBmbl, PUCK
BO3HWMKHOBEHHA 3nMnencum orpomet. K
3aboneBaHMAM, KOTOPbIE CYLLECTBEHHO OCNIOMHAIOT
neyebHo-peabuNMTaLMOHHBIA Npouecc nocne
YyepenHo-MO3roBoM TPAaBMbl M MHCYAbLTa OTHOCAT
anunencuio. Ecin nonynaunMoHHbIA pUck
anunencuu coctasnaet 0,5%, To BcneacTeune
3aKyNOpKM COCya0B — nosbiwaetca B 20 pas, npu
cybapaxHOMAaIbHOM KPOBOMU3/IUAHUU MOXKET
npesbiwarb 8 50 pa3. Hannume ocTpbix npunaaxkos
YBEe/U4YMBALT PUCK Pa3BUTUA NOCTUHCYNbTHOM
anunencuu B TeyeHme asyx net Ha 30 % v bonee.

. BTopas rpynna, COCTaBAAOLWAA OCHOBHOM
KOHTWHIreHT cTauMoHapHoro nogpasaenexduna UMNPuH —
BbonbHbIE C YEPENHO-MO3rOBOW TPaBMOM. TAKeNnasa u
ymepeHHaa YMT noebilwaeT pUcK pa3suTmA
NpMNagKoB y AeTeil COOTBETCTBEHHO B 27,26 n 7,09
pa3za. Mpwv nopaxeHuu ogHOoM 40U TONIOBHOIO MO3ra
PUCK BO3HWUKHOBEHMWA NpUnaakos coctasnser 30 %, B
TO BpemsA KaKk npu bonee 0BWMPHbLIX NOPaMKEHUAX
BO3MOHOCTb Pa3BMTHA 3NUAENCUM BO3PACTaET 40
45%.

* [MocToAHHOE yyacTue B KAMHUYecKux pasbopax u
KOHCynbTaumax bonsHbIX npodeccopa B.A. Kapnoga B
TEeYeHMe MHOIMX NeT NO3BONAET PELINTb CAOKHENWne
npobaemsl NeYEHMA U HEMpopeabuanTaumu,

Cnawnp 3.

anunencus n Napokcu3mMasbHble COCTOAHUS
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B.A. KAPJIOB — BRJIA/L
B HEOTVIO?KHYIO HEBPOJIOTHUIO

[yces E. .

T'b0Y BI10 «Poccuiicknii HaynoHasbHbIH UCCER0BATENbCKUI MEQUUNHCKNI YHUBEPCUTET
um. HU. Iinporosa» Munsgpasa Poccun, MockBa

LLEEPEGPAJIbHbIA UHCYNbT

POCCUWCKAS ®EAEPALMS

HACENEHWE _
POCCHIACKOI ®EAEPALMM

HOBbLIX CNYYAEB EXXErOHO

CNY4YAA HA 1.000 HACENEHWA B rof

H.‘II.LHL'IHHJ'II.H.‘I.H MCCO L MaLH A
no Gopebe ¢ wHCyneTOM, 2012

Cra¥p 3. Cranpg4.
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CUCTEMA 3TANHOM
HEBPONOMM4YECKOWM NOMOLUK

Y

: EHOPARA

TEPANEBTHHECKOE i

Bl MEAHLHHCKAR NOMOLUL __ HERPQ-
: HKHPYPTHUECKOE
LHTONPOTEKLIMA, OTOENEHHE
TPOMBDNAIAI
~ OTQENEHME ]'
L HEHPOPEAHHMALIMH W
EOK MHTEHCHBHOR TEPANHK

BOMNPOCH! KNWHKKKX U NEMEHKA
METOAbl MCCNEQOBAHWMA M AWATHOCTHMKHW

AKCNEPHMEHTANBHO-TEOPETHYECKHE
BONPOCHI

HEBPONOMAYECKOE
PEABHNATALMOHHOE OTAENEHKWE

BONPOCH! OPTAHWUIALIMA
HEEPONOTHYECKOW NMOMOLLA

BONPOCH! NPENOOABAHWA M NEOQANOITMKK

PEABMNMWTALIHMA
B AMBYNATOPHBIX YCNOBHAX

Craamn 5. Craanp 6.

KONM4YECTEO BE.B'-IEH, nonyY4yyMeLwnx aMnnomMbl
BECEMWPHOW ®EOEPALIMA HEBPONOIOE
3A YYACTHE B NPOrPAMME CONTINUUM
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HCTOPUA CO3JAHUA

POCCHUHICKON

ITPOTUBOJIINJIEIITHYECKOMA

JINTHU

HesHaHoB H.[I., AkumeHko M.A., MuxavirioB B. A.

Cankr-lleTepbypreknii HAy4YHO-UCCIEQOBATENILCKNIA NCUXOHEBPONOrnYecknii MHCTUTYT uM. B.M. bextepeBa

1909 . 66111 60rat CoOLITUAMM, KOTOPbIE CNOCOOCTBO-
Bann pasBuTuIO y4eHua o6 anunencuu. 30 aBrycrta
1909 . B oTene «bpuctons» Ha MexayHapogHom Mean-
LMHCKOM KoHrpecce B byganeiite 6bina opraHu3oBaHa
«InTepHaunoHanoHas Jlura no 6opb6e ¢ anunencuemn».

Akagemuk B.M. bexTepeB «NpuUHAN yyacTue B KOH-
CTPyMpoBaHuu Jlurm» HapaBHe C TaKUMWU WU3BECTHbIMU
yuyeHbiMu, Kak K. Alt, W.J. Friedlander, R. Sommer,
A. Tamburini. Jlura umena lNoctosiHHoe bropo, pacnono-
)XeHHoe B bypanewre.

MexayHapogHaa npoTuBoanuiienTuyeckas Jsura
(MN3JT) 6bIna ocHOBaHAa He Kak accouuMauns Hauuo-
HaJIbHbIX OpraHnu3aumni, a Kak rinaBHbiM 06pa3omM Mex-
JyHapoaHoe 06LWecTBO C WHAWBMAYANIbHbIM YNEH-
ctBom. OHaKO C camoro Hayana 3To ABMNOCH NooLlpe-
HUEeM A1 CO34aHMSA HAUMOHANbHbBIX KOMUTETOB U 3TK
KOMUTETbI CTaIM AAPOM TeX HaLMOHaNbHbIX (QMNNANO0B,
KOTOpble CerogHa BMeCTe COCTaBAAT YIEHCTBO
MM3J1. MepBble HaLMOHANbHbIE KOMUTETbI GbINTN OCHO-
BaHbl y>ke B 1910 1., 1 B pa3HbIX CTpaHax 370 6bIS10 che-
NTAHO NO-pas3HoMmy.

OOHMM M3 NepBbIX HALMOHANbHbIX KOMUTETOB Oblfa
Pycckas nura ons 6opb06bl ¢ 3anunencueii, kKotopas obina
yupexpaeHa 5.01.1910 r. Ha lll Cbe3ge poccuinckmx ncu-
xunatpoB B CaHkT-leTepbypre.

L

I'pynnoBoe (poTO Y4aCTHUKOB ChE3/[d BO BpEMS
TOBAPHITECKOT'O YKKHA 26 iekabpst 1909 1.

3T0 BaXXHOE COObITME B PA3BUTUN HelpoHayk B Poccum
NMPOM30LLII0 N0 MHULMATUBE BbILAKLLEroCA OTEHeCTBEHHO-
ro HeBponiora u ncuxmaTpa akagemuka B.M. bextepesa
(1857-1927), MNpepacenatens Cvesna v MNMpe3ngeHta CaHKT-
MeTep6yprckoro lNcuxo-Hesponoruyeckoro MHcTUtyTa.

OpranusanuoHHbI KomuTeT 111 ¢be3a 0Te4eCTBEHHBIX
nicuxuaTpos. (Cnesa Hanpaso) JI. M. Ilyccen, B.M. bexrepes,
I1.41. Pozen6ax, H.1O. Cmenos, I1.A. OCTaHKOB,

C.M. lo6paraes, A.H. Kaprinackuti, O.A. YeToTT, A.D. bapu.

IesaTtas Pe3ontouns lll Cbesga 0Te4eCTBEHHbIX NCU-
XxunatpoB rnacuna «0cHoBaTb Pycckyto Jlury gna 60pb-
6bl anunencuen... LlentpansHoe bopo Komuteta Pyc-
CKOW Jlurm wumeeT nNOCTOAHHOe npe6biBaHue B C.-
MeTtep6bypre npu Mcuxo-Hesponornyeckom MHCTUTYTE».

B coctaB LleHTpansHoro 6topo Komuterta Jluru Bowwu-
nn akagemuk B.M. bexTtepes (npeaceparesib), ero y4e-
HUKNU 1 coTpygHukn — B. 4. AHgpmumos (1885-1958) —
cekpetapb Pycckoii Jluru u A. C. Tpn6oenos (1875-1944)
(CankT-leTepbypr), poktop wmeguumHoel A.A. Cyxos
(1872-1929) — Crtpekanosckas 6onbHuua (Mocksa).
B panbHenwem B coctas «J1urn» 6bian BBEAEHbI:

1. Onuin Kapnosuy benuukuin (1872-1961), koTopbli
COBMECTHO ¢ B.{. AH(puMoBbIM pa3pabaTbiBan MPoOeKT
ycTaBa «Pycckon Jlurn»;
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2. Bacunuin  AnekceeBuy
1959) — n3BeCTHbIN Ncuxumarp;

3. Bnagumup AnekcaHaposuy Mypatos (1865-1916) —
JIMPEKTOp NCUXnaTpuyeckoii ne4edHnLbl B CapaTose;

4. bopuc Casenbesuy IpeliHaepbepr — M3BECTHbIN
HeBpOMaTonor B XapbKoBe;

5. Mogsur MaptuHosuy Myccen (1975-1942) — Heii-
poxupypr Mcuxo-Hesponornyeckoro MHcTutyTa;

6. dasung WMocudposuy Opbenn — Bpay 60MbHULbI
HEpPBHbIX U AYLIEBHbIX 60/1e3Hel B Tudpnuce;

7. Ceprees JleoHng Arresud — foktop OKpy»XKHOW
Jleye6HUULI B KasaHu;

8. OcoknH Hukonai Esrpacposuy (1877-1949) —
B 1907 r. — opAnHaATOpP KNUHUKK Npun Kadpeape HepB-
HbIX U OYLWEeBHbIX 601e3Hen Ka3zaHCKOro yHUBEpCU-
TeTa, B 1909 — coTpyaHuk CapaToBCKOro YHUBEpPCU-
TeTa.

CTpykTypa u 3amaym Pycckoit Jluru gns 60pb6bl
C anuserncuen NOSIHOCTbIO COOTBETCTBOBAJIN CTPYKTYpe
n 3agadam MexayHapoaHou Jluru no 6opb6e ¢ anunen-
cuenn (ILAE), ¢ y4eToM HauMOHaNbHbIX 0CO6EHHOCTEN
n Tpaguumnin Poccuu:

1. CopencTtBre CTPOUTENbCTBY KITMHUK 4714 Jle4eHns
60NbHbIX anunencuei B Poccun un, B HaCTHOCTK, NMepBon
B lMeTepbypre anMNenToNOrMYeCKON KNMHUKK npu lNcun-
Xx0-HeBponornyeckom VIHCTUTYTe;

2. HakonneHue martepumasnoB No CTaTUCTUKe, Jleye-
HUIO M NMPU3PEHNIO 6ONIbHbLIX 3NUENCUEN;

3. M3yyeHne BOMpOCOB natoreHesa u Tepanuu anu-
nencuun, a TakXXxe 3KCNepuMeHTanbHO-NCUX0J10rM4ecKo-
ro uccnenoBaHust 60ne3Hu;

4. BbipaboTKa Kaccm@ukaumm anunencum;

5. OpraHu3auus nepecMoTpa OXpaHbl NPaBOBOro No-
NOXXeHWsa 60MbHbIX 3aNuUNencuei n T.4.

lwnaposckunn  (1876-

Mo npeasioXeHuto Ix. Oonat (bynanewrT)
n J1. Ox. Ox. MyckeHc (Amcteppam) opraHom «Jluru»
6bI110 peLleHo caenatb XypHan «Epilepsia», B cozgaHum
KOTOPOro Takxe npuHan ydactue B.M. bextepes, aB-
NABLUNIACA YSIEHOM ero pefakLMOHHOro COBeTa.
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[Ty6nukanus B. M. bexrepesa u B. 1. Anprmosa
«AJIKOTOJIbHAS SMUJETICUS», 1912 T.

anunencus n Napokcu3mMasbHble COCTOAHUS

Bckope B peAakuMOHHbBIA COBET >XXYpHania BOLUW,
Kpome B. M. bexTepeBa, M3BECTHbIE POCCUACKMNE Y4EHbIE
H0.K. benuukuin (1872-1961), M. . Kosanesckuit (1850-
1930) u B.K. PoT (1848-1916).

B 1912 r. B pa3gene «OpurnHanbHble CTaTbW» XXypHana
«Epilepsia» 6bin1a onybnukoBaHa pabota B. M. bexTepesa
n B.4. AH(pnmoBa «AnkorosnbHas anunencus». 3ta pabo-
Ta 6bina fJonoxeHa B Litopnxe Ha MeXayHapoaHOM Cbes-
Je Jlurm no 6opb6e c anunerncueir, n pycckuin foknag
cTan nporpaMMHbIM B paboTe MeXxAyHapo4HOr0 Cbe3fa.
B 1914 r. B XXypHane «Epilepsia» 6bina ony6nnkoBaHa Lwun-
poKo n3BecTHast pa6orta B. M. bextepesa u J1. M. Nyccena
«Xnupyprus npu gywesHbiX 60nesnsax». B 1914 r. ®puy,
J166 (MioHxeH) ony6nukoBan 6ubnuorpaduio anunen-
cuun, rae NMerTCs YKasaHusa Ha paboTbl B. M. bexTepesa,
J1.M. Myccena, B.4. AHchumosa, A. A. Cyxosa.

opuruHanb
CTaTby
a6CTpaKThI

OpUTMHANbHBIX CTaTen
Nno aHaTomuu,
rucronorun

a6CTpaKThl
OpUrMHANbHbIX CTaTEl
1o Tepanuu, ncuxuaTpumn

Hble
m 1 CyIeGHOM MeMLIMHE
<Epilepsia>

a6CTpaKThI
OpUrMHANbHbIX CTaTei
no XMMUU, CUMNTOMATONOr K
1 AMarHocTuKe

abCTpaKThl
OpUrMHANbHbIX CTaTel
110 NaT0MOTM4ECKOIA aHaTOMMM,

thuzmonorum a6CTPaKTbI

OpUTWHANbBHBIX CTaTen
ncuxonoruu,
aTuonoruu

HayuHble HATPABICHHUS MEX/TYHAPOJHOT'O XKYPHATIA
«OIUICTICUS»

B.M. bexTepes npupasan 0co60e 3Ha4eHWe BOMPO-
cam, CBA3AHHbIM C U3Yy4YeHWem U Jie4eHneMm O60JIbHbIX
anunencuen, y4YutblBas MeOUUWHCKYHO, COUMANbHYIO
3HA4YMMOCTb 3a60/1eBaAHNSA 1 €r0 PACNPOCTPAHEHHOCTD.

B noknape «Bonpocbl HEPBHO-NCUXUYECKOr0 340P0-
BbS B HaceneHun Poccum» B. M. bexTepes coobLyu, 410
13 300 000 gyweBHO-60NbHbIX B Poccun B Havane XX B.
100 000 6binKn 60MbHLI anunencuen. NMpu aTom BO BCeX
MCUXMUATPUYECKNX YHPEXOEHUAX AepXaBbl (CHMTAA 3eM-
CKWe, TOPOACKME, NPABUTENIbCTBEHHbIE U YaCTHbIE 3aBe-
JeHus) HacumTbiBanocb Bcero 35 000 kposaten. B 9-ii
pesontouyunn Il Cbe3na nepBbIM NYHKTOM 3HA4YMNOCb NO-
CTaHOB/EHNE 0 «COAENCTBUE CKOPEiiLLeMy OCYyLLECTBIe-
HUIO KJIMHWK 4N 3NUIenTMKoB B Poccum, B HaCTHOCTM
y>Xe Hame4veHHow npu MNcnuxo-Hesponornyeckom VIHCTM-
TyTe MepBOW INUNENTONOrMY4eCKON KNuMHUKe B GaHKT-
MeTtepbypre». B cBasm ¢ atum B. M. bexTepes 06bABun
Ha cbe3fe 0 CTPOMTEeNbCTBE B CTPYKTYpe Mcuxo-Hespo-
norudeckoro VIHcTutyTa oTaenbHON «KNMHUKKN gns anu-
nentukoB» Ha 40 kposaTen. CTPOMTENLCTBO Ha4anoch
Ha 4yacTHoe noxepteoBaHue M.T1. Ckoponaackoro (25
TbiC. py6sien) n 3atem 6bisia BbigeneHa cyocuaus MNpaeu-
TenbcTBa B pasmepe 70 Thic. pybnei. K coxaneHuto, Ha-
yano lepBON MUPOBONM BOWMHbLI MPEPBAN0 CTPOMTESb-
CTBO, HO Te MOMeLLEeHNs, KOTOpble YCNenn nocTpOunTb,
6bI NMpUCNOCo6MeHbl NOA HENPOXUPYPrUY4ecKnin ro-
cnuTanb.

www.epilepsia.su
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Knunuka 171 ieueHrs O0IbHBIX MWIETICHEH (ApX.
P.®. Menbriep).

K 1917 r. (c 1861 no 1917 r.) 8 Poccuu 6b1510 ony6nu-
KOBaHO 2459 paboT 0Te4eCTBEHHbIX U 3apy6eXKHbIX y4e-
HbIX (OHW 6bININ NpeacTaBsieHbl NPUGIN3UTENBHO B paB-
HbIX COOTHOLUEHUAX), MOCBALLEHHbIX PA3/IMYHbIM acnek-
Tam anunencun.

1 mapta 1918 . B cTpyKTYpe lMcuxo-Hesponornyecko-
ro IHcTuTyTa GBI CO3AaH NepBbi B Poccun HepBHO-X1-
PYPru4yeckmin MHCTUTYT Ha 150 KpoBaTel, AMPEKTOPOM
KOTOporo 6611 Ha3HaveH y4eHuK B. M. bexTepesa, nepsbiii
Henpoxupypr Poccun, npodgpeccop J1. M. Myccen.

A10T VIHCTMTYT npocyLuecTBOBan He 60nee nonytopa
J1eT, 0AHAKO CYMeST HAKOMUTb YHUKAJIbHbIA KJIMHNYECKMNIA
OMbIT, B 4YaCTHOCTH, N0 NOBOAY 3nunencuu 66110 NpoBe-
[leHo 327 onepauunii, N3 KOTOPbIX 60JIbLIYIO YacTb che-
nan J1. M. Myccen.

BN Epaen

JI.M. Tlyccer u B.M. bexTepes

Co6biTnd, nponsoweawmne B Poccun B 1917 1., Hagon-
ro npuoctaHosunu pa6boTy Pycckoii Jlurn no 6opbbe
¢ anunencueir. OQHAKO MeANKO-COUNAanbHbIA U 3KOHO-
MUWYECKUI acnekTbl NpPo6GNemMbl 3MNUJIENCUN, OCOOEHHO
nocne Benukoin OTevecTBeHHOW BOMHbI 1941-1945 rr,,
3acTaBW/IM BHOBb 06paTUTLCS K 9TOMY BOMPOCY. INu-
nencusa 6bina BblAeNeHa B CAMOCTOSATENbHYIO KIMHMYe-
CKYyl0 npo6bnemy. bbinm co3gaHbl COOTBETCTBYHOLLAA
npo6sieMmHas KOMUCCUA U rONIoBHOE yupexxaeHne — NH-
CTUTYT KNWHWYECKOW U 3KCNEepUMEHTaNIbHON HEBPOJIO-
rum B Téunucn BO rnase ¢ akagemukom [1.M. Capaj-
XKULLIBUIN.

N3BecTHO, 4T0 9 ceHTAGPA 1965 1. Ha KoHrpecce ILAE
B BeHe lMpe3unaeHT ILAE ®paHcuc J1. MakHarToH npuseTt-
CTBOBAJ NepcoHasnbHo akagemuka M. M. Capamxuwsunu
1 cneunanbHOro npeactasutens BceMmpHOM opraHm3a-
Lun 3apasooxpaHeruns npodgpeccopa b.A. Jle6enesa (aum-
pekTop uHcTutyTa um. B. M. bextepesa c 1961 no 1964 r.),
npegnaras paclumpeHue COTpyAHNYECTBA YHEHbIX.

9TO COTPYAHMYECTBO COCTOANIOCh, HO B CUJTY pasnuy-
HbIX 06CTOATENbLCTB pabota Poccuinckon npoTuBOanu-
nentuyeckon Jnrn, Bxoaduwen B MexayHapoaHyto Jlury
60pb6bLI C 3nunencuent, B0306HOBKUMACL nwb B 1993 T.
Bosarnasun ee paboty npodeccop I.C. bypa. C 1998 r.
Nno HacTosiLiee BpemMs npesunjeHtom Poccuinckon npoTu-
BoanunenTuyeckon Juru asnsaetcs npodeccop I H. Asa-
KsH; npodeccop A.B. [exT — reHepasibHbIi CEKpeTapb
Poccuiickon Jluru, unen Esponeiickon Komuccum ILAE.

Poccuitckas MNpoTtusoanunentuyeckas Jlura BHoCUT Be-
COMbIV BKnapg B aeatefibHOCTb ILAE. Poccuiickne y4yeHble
NPUHMMAIOT aKTUBHOE y4acTue B paboTe MeXXAYHapOAHbIX
1 eBPONeNCKNX annnenTonorndecknx KOHrpeccos, NX pa-
60Tbl Ny6nuKyOTCA B XypHanax «Epilepsia», «Seizure»
N APYrX aBTOPUTETHLIX MEXXAYHAPOAHBIX N3LaHNAX.

B pamkax kKoHrpecca «4enoBek W nekapcTso» Mnoj
arugon ILAE n Poccuiickon poTUBO3NuienTu4ecKon
Jlurm B MockBe eXXerogHo npoxoadT WupokomacLuTab-
Hble MeXXAYHapOo4Hble KOH(DEPEeHL MM N0 Npobieme anu-
nerncuy ¢ yyactuem BedyLumMx anunentonoros Poccuii-
ckoi degepaumm n mupa.

Pykosoguntenun Pl13]1

bypa F.C:'
1933-1998

1929-1994

.IL

ABaksiH I.H.
Pyxkosoaurenu PITDJI

OcHoBHble HanpasJsieHus paboTol PM3JT:

— 3NNAEMUONOTUsa ANUNENncuu;

— COBEpLUEHCTBOBAHME ANATHOCTUKN 3NMMENcuum;

— 3KCNEpUMEHTANIbHOE W KNWHUYECKOe W3Yy4YeHune
3MNMnenToreHesa v NapoKcu3malsibHbIX COCTOSAHUIA;

— Un3y4eHne 3PPEKTUBHOCTIA HOBbIX AHTUKOHBY/b-
CaHTOB,

— OLEHKa Ka4ecTBa XMU3HW 60NbHbIX 3NUJIENCUEN;

— MOCTAUNSIOMHAA NOAr0TOBKA CMNeLnanncTos;

— OpraHn3auns noMoLLn 60bHbIM 3nNuencuen.

B 2010 r. B CaHkT-lMeTepbyprckom NCUXOHEBPONOrnye-
CKOM MHCTUTYTE M. B.M. bexTepeBa 6b1n NpoBeeH KOH-
rpecc, nocssuleHHbliin 100-netuo Poccuinckon MpoTuso-
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anunenTtuyeckon Jluru. B KoHrpecce npuHAnM yvactue
BCe BelyLuue anuienTtonorn Poccun n 3apybexxHble yye-
Hble, B YacTHOCTW, lpe3neHT BceMupHOA NpoTUBO3NM-
nentuyeckon Jlurn npodpeccop M. Bonbd (OaHus).

Otkprrtue Konrpecca «Poccuiickas anuenTonorus
B COBpeMeHHOM Mupe» (17.02.2010).

K otxperruio Konrpecca 6pu1a U3aHa KOJUIEKTUBHAA
MoHorpadwus «dnwerncus> (CI16, 2010, 960 ctp.),
OOBE/IMHUBINAS PAGOTHI 46 BEAYIINX SMUIEITOIOrOB Poccuu.

FO6uENHDLI BLICTPEN B YECTb OTKPBITUA KOHI'PECCA
IIPOM3BEICH IATPHAPXOM POCCUICKOM AIMICITOIOI Y —
npoeccopom B.A. Kapnoseim

105-4 rogoswunHa PI3J1 Takxe 6bl1a 0TMEYEHa BCe-
pPOCCUIACKON KOHMEpPeHUnen ¢ MexxayHapoLHbIM y4a-
CTMEM «3INWUENnTONOrns B CUCTEME HepOHayK», B KO-
TOpou npuHAnm y4acTtue 298 cneuynanucTtos n3 Poccun
n 3apybexHbix cTpaH. Mpe3ngentom ILAE npodhecco-
pom 3. MNepykKa 6b1510 HANMCAHO NPUBETCTBEHHOE CO-
BO y4YacTHUKaM KoHdbepeHuun, NMpe3naeHT Poccuinckon
npoTusoanunenTuyeckon Jlurm npodeccop I H. Asa-
KAH NPUHAN aKTUBHOE Yy4aCcTMe B ee opraHusayuu
u caenan foknag Ha lneHapHoM 3acefaHuu, nNocCBsi-
LLEHHbIN OOCTUMIXKEHNAM OTEYECTBEHHbIX U 3apy6eXKHbIX
Y4YeHbIX B 06/12CTN AMATHOCTUKN M NEYEHNA aNunencum.
Bcero Ha KoH(bepeHUUM BefyWMUMU OTEYECTBEHHBIMU
1 3apyb6exxHbIMU y4eHbIMU 6bINI0 cAenaHo cebiwe 50
JOKNagoB no Hanbonee akTyalibHbIM BOMNpPOCaM 3nu-
nentonoruu.

anunencus n Napokcu3mMasbHble COCTOAHUS

DPoTooTUeT KOHDEPEHIINN «DIUJIENITONOTUA B CHCTEME
HENPOHAYK», TOCBAMIEHHOI 105-1eTnio Poccruiickon
[IpoTuBOANUIENTUYECKON JIUru

KoH(hepeHUMa cocToanack B KaHYH 06unes yenose-
Ka, BHECLUEro HeOLEeHUMbIi BKNaL B pasButue oteve-
CTBEHHO HEBPONOTWW, ANUAENTONOMNN N LeATeNbHOCTb
Poccuitckon Mpotueoanunentuyeckon Jlurn. 5 aHeaps
2016 r. ucnonHunoce 90 net npodeccopy Bnaaummpy
Anekceesnyy Kapnosy. [pumevaTenbHO TO, 4TO U «POXK-
AeHue» Poccuiickoii lMpoTusoanunenTudeckon Jlnru
B 1910 r. npounzoLwno nmeHHo 5 aHsapa! A cnyyainHbl nun
Takue cosnageHuna?

«HeBpOonorua AMHOK B XXN3Hb» — TaK APKO U TOYHO
OXapakTepu3oBan XMW3HEeHHbIN NyTb Bnagumupa Anek-
ceeBuya ero gpyr, akagemuk H.B. BepewaruH. bonee 60
neT npodpeccop B.A. Kapnos oTaan fgeny, Kotopomy
CNY>XXWUT, HA4YMHAA CO CKPOMHOM LOSKHOCTU PANnOHHOI0
Bpadya OpnoBckon o6nacTu A0 OLHOrO M3 nNaTpumapxos
OTEYEeCTBEHHOW MeAWLMHbI, Y/IeHAa-KOPPEeCcnoHAeHTa
Poccuiickoi akagemumn Hayk, 3aciy>eHHOro AedTens
Hayku Poccuiickon ®enepaumu.

B.A. KapnosbiM 3a rofibl ero paboTbl c03JaHa aBToO-
puTeTHas HEBPOSIOrMYeckas LKOSa, OCHOBHbIMW Ha-
npaBneHnaMn KOTOPOIN ABJMIAIOTCA: 3NUSIENCUs, HeBPO-
NOrna nnuua, HapyLweHWs cUCTeMbl remocTasa B HEeBpO-
JIOFMYECKOM KITMHUKE.

Paszpa6otaHHas B. A. Kapnosbim B 1967-1969 rr.
M BHEApEeHHad B Hallen cTpaHe cTpaTernus ypreHTHom
Tepanuum CYAOPOXXHOrO 3MNuaenTU4ecKoro craTyca
nossofinna 6onee 4em B 3 pasa CHU3UTb neTalb-
HOCTb 9TOr0 CamMOro rpo3HOro OCIOXHEHNA anunen-
cum.

KoHuenTyanbHbie pa3paboTku B. A. Kapnosa wmpoko
N3BECTHbI N NPU3HAHbI BO BCEM MUpE:

— poJib NpedpPOoHTaNIbHON KOpbl, KakK KI4eBOro
3/IeMeHTa NPOTUBOINUIENTUYECKON 3aLUNTBI;

— 04aroBoe NpoucxoxeHue abcaHca,;

— naToreHe3 u Tepanus CYLOPOXHOro u 6eccyno-
POXXHOTO 3MWNENTUYECKOro CTaTyCa,;

— 3MNWUJIENCUA Y XKEHLLNH;

— MapoKCU3ManbHbIA MO3T;

www.epilepsia.su
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— KOHUenuusa aHTUAPOMHOro MmexaHuama 6onu npu
KOpPeLIKOBOW KOMMPECcCuu.

B.A. Kapiios siBiisiercst aropom 6osiee 700 pa6or, B T.4. 16
MOHOTrpapui 1 pykosoacTs. B 2010 . Bmagumupom
AJexceeBrYeM CO3aH YHUKAIBbHBIN TPY «DIUJIENCHS AETEN
Y B3POCJIBIX, MY;KYHH 1 KEHIIIUH> — SHIIUKJIONE/ U
SMUIETICUM.

Mpodeccop B.A. Kapnos — 4neH KoponeBckoro me-
AunumMHcKoro  obuwectesa  Benukob6putanuum, Hbio-
MNopkckoit akapemun Hayk, EBponeiickoii akagemun
3NMNenTonoros, WeCTUKPATHbIA HOMUHAHT 6uorpadu-
yeckoro cnpasoyHuka «Who is Who in the World», Ho-
MUHAHT AMepUKaHCKOro 6morpaddmyeckoro MHCTUTYTA,
Kembpuayxckoro 6uorpadpny4eckoro LeHTpa.

Cpean MHOXXECTBA 3aC/YXXEHHbIX 3BaHWUI eCTb eLle
04HO — Bnagumup AnekceeBu4 — BepPHbIA M Hadex-
Hbll apyr WHctutyTta um. B.M. bexTepeBa, lNo4eTHbIN
uneH ero YueHoro Cosertal

ITpogeccop B.A. Kapnos B JeHb NHAYTYPALTUH €TO B KAYECTBE
IToueTHOrO IOKTOPA YaeHOro COBETa UHCTUTYTA
uM. B.M. bextepesa

JIureparypa:

1. Akumenko M.A. NHcTutyT um. B.M. BexTe- 9-13.
peBa: 0T MCTOKOB A0 coBpemeHHocTH (1907- 3.
2007). CN6. 2007; 947 c.

2. Bonbg . Inunencus B uctopumn. Inunen-
Tonorus B meanunHe XXI seka. M. 2009;

B cBoe Bpemsi M3BECTHbIM HEMELKUM aHaTOMOM
@.B. Konwem 6b11 CKa3aHbl Takue CIoBa:

«AHaTOMUIO MO3ra NpeKpacHo 3HaOT TOMbKO 1BOE —
60r n bextepes».

Bknap npodbeccopa B.A. Kapnosa B COKpOBULLHMLY OT-
€4ECTBEHHOW W MWPOBOW 3NUNENTOSIONMI NO3BOSISET HaM
C YBEPEHHOCTbO YTBEPXKAATb: «TaliHbl anunencun Hanobo-
nee rny6oKo NocTUrim Tonbko Asoe — bor n Kapnos»!

Loporovi Bnagunmup Anekceesnyd! Mbi nobum Bac
u ropaumcs Bamun!

Cyactbs Bam, 340p0Bbs v 60/1bLUNX YCIIEXOB BO 671ar0
0Te4eCTBEHHOM Haykn!

4. 3nunencus. KonnektueHas MoHorpadus
noa pegakumeii H.T. HeaHaHosa, B. A. Mu-
xaitnosa. CMe6. 2010; 960 c.

Kapnog B.A. 3nunencus y aeteii u B3poc-
NIbIX MYXXYUH W XeHWwmuH. M. 2010; 718 c.
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DIMUIEIICUSA — HE IIPUTOBOP,
a ’)KU3Hb IT0 OCOOBIM IMMPaABHUIAM

npeaasepun BcemMupHoOro aHA 60MbHbIX anunen-

cueil — «DuoeToBOro AHA» — hapmavesTuye-

ckas KomnaHusa «Jiical» opraHusoBana Mepo-
npuATUE C yd4acTUeM BeayLUWX 3KCMepToB B 06/7acTu
3anMNenTonoruu.

ExxerogHo, 26 maprta, oTmevaeTc «®DUONETOBbLINA
nOeHb». Ero npupgymana pesatunetHas Keccmam MeraH,
cTpapatouiasa ot aToro 3abonesaHus. OHa cTankueanach
C NpeHebpe>keHnem Co CTOPOHbI B3POCTbIX U CBEPCTHU-
KOB, KOTOPbIe BOCMPUHMMANMN ee COCTOAHME HeaJeKBaT-
HO, cyuTas 3a JIerkyl CcTeneHb CymacllecTBus. YcTaB
0T nogo6HOro otHoweHus, B 2008 r. Keccuam yctpouna
«DNONeTOBbIA AEHb», 4TOObI PacCcKa3aTb OKPY>KaloLLNUM
0 CBOeW 6051e3HN, pa3BeATb MUdbI BOKPYr anunencuu
1 0KasaTb NOAAEPXKY NIOAAM C AaHHbIM IUarHO30M.

anunencus — OOHO U3 CaMbIX PacnpoCTPaHEHHbIX
XPOHUYECKNX HEBPONOrn4eckux 3abonesanunin. Mo gaH-
HbiM BO3, BO BCEM MuUpe TakoW AMArHO3 UMEKT OKOS0
65 mnH Yenosek. B Poccuun 3apeructpuposado 352 000
nauueHToB ¢ anunencuei’. OoHAKo Ha camoM fene nio-
[leii ¢ faHHbIM 3a6051eBaHNEM MOXKET ObITb 3HAYMTENbHO
60nblue”. HecmMOoTps Ha BbICOKYHO pacnpoCTPAHEHHOCTb
3nunencumn, 3Ha4nTenbHasa 4acTb HacesleHUs 0CBeaoM-
JIeHa 0 Hei 04eHb MNN0Xo.

Bnagumup Anekceesud Kapnos, npodeccop kadenpbl
HepBHbIX 6051e3HeN MOCKOBCKOIro rocyaapCcTBeHHOro Me-
IMKO-cTOMaTtonoruyeckoro yHmsepcutetra um. A.W. EB-
nokumosa (MIMCY), 3acny>XeHHbli fedaTenib Hayku PO,
4n.-kopp. PAH, O.M.H.: «3nunencus — coymnasnbHO 3HaYn-
Moe HeBposiornyeckoe 3aboseBanne. OHA 3HAYNTESIbHO
60/1€€ pacrnpocTpaHeHa, yem 60/1e3Hb Anblreimepa, 60-
7163Hb [1apKuHCOHA M AETCKUIA LiepebpasbHbIVi napaany
BMeCTe B3ATbIE. Bripoyem, rniaBHoe otriindme 3nuniencuu
OT BbILLIEHA3BAHHbIX NATONOMNIA B TOM, YTO OHA MOTEHLN-
asbHO wm3neYuma. B nocnegHee Bpems, ¢ 0SBIIEHUEM
Ha PbIHKE HOBbIX MNPEnapaToB, BO3MOXHOCTY Bpaya 3Ha4u-
T€J1bHO BbIPOCIIN»,

B MUpOBOW NpakTMKe JOCTUXKEHUE PEMUCCUM (NONHOE
NCYE3HOBEHWE NPUCTYNOB) NPU rPAMOTHOM NEYEHNN BO3-
MOXXHO B 70% cny4yae™ ™" . OgHako B Poccun aToT no-
Ka3aTe/lb 3HAYUTENbHO HIKE*, N 3TO MOXET ObITb 06Y-

CtaTtuctnyeckue marepuansl MuHucTepcTaa 34paBooxpaHe-
Hua Poccuiickon deaepauumn, fenapTaMeHT aHannaa, nporHosa
1 VHHOBALMOHHOIO Pa3BMTua 34paBooxpaHeHns OIBY «LenTpans-
HbIl HAYYHO-MCCNEL0BATENLCKNIA MHCTUTYT OPraHm3annm u nHgop-
maTm3aumn 3gpaBooxpaHeHns» MuHsapasa Poccun.

ABaksH [LH. 3nugemunonorus anunencum n onTUMU3aumns
MeANKAMEHTO3HOM Tepanun dhoKanbHbIX aNUAencuin. Inunencus
11 napokcu3manbHbie cocTosHus. 2014; CneyBsbinyck.
e De Boer H.M. The global burden and stigma of epilepsy.

Epilepsy & Behavior. 2008; 12: 540-546.

e Alla Guekht et al. The epidemiology of epilepsy in the Russian
Federation. Epilepsy Research. 2010; 92: 209-218.

* %

anunencus n Napokcu3mMasbHble COCTOAHUS

CNOBJIEHO TEM, 4TO 3a60neBaHMe TPYLHO AWArHOCTMPO-
BaTb, NOKA NaLUeHT He 06paTuTCs ¢ Xanobamu K Bpady,
a MHOruve NIOAN CKPbIBAKOT CBOE COCTOSAHME M, COOTBET-
CTBEHHO, HE NONy4arT HE06X0AUMOro nedveHuns. MNayneH-
Tbl OMacakTca CTUrmaTu3aunum u GUCKpUMmnHauum B 06-
LLLeCTBE, CNOXXHOCTEW B TPYAOYCTPOMCTBE, a TaKXKe pas-
JINYHBIX 3anpeToB, HaNpuUMep, Ha BOX/EHWEe TpaHCnopT-
HbIXcpeacTs n ap. Cnegyet noA4epKHYThb, YTO Y NALMEHTOB
C 3nunencumen puck BHE3aMHON HEOOBSCHUMOW CMEpPTK
B 24 pasa Bbille B CPaBHEHWUM C 06LLen nonynaumen
MIMeHHO NO3TOMY TaK Ba>XHO CBOEBPEMEHHO o6pallaTbes
K Bpa4y 1 nonyyaTb FpaMOTHOE NievyeHne. bonbLuUon BKnag
B 00pa3oBaTtenbHY0 AeATeNbHOCTb BHecna Poccuiickas
npoTMBO3NUNenTu4Yeckas Jlura, Kotopas B 3TOM rogy oT-
meTtuna 105-neTHMI 06UNEN ¢ MOMEHTA OCHOBaHWMS.
laruk Hopaiposu4 ABaksiH, npodyeccop Kagpeapbl He-
BPOSIOrUN, HENPOXUPYPrUM N MEAULMNHCKOW FeHeTUKM
Nleye6HOro pakynbTeta POCCUACKOro HauuoHanbHOro
nccnenoBaTenbCKoro  MeAWLMHCKOro  YHMBeEpCcUTeTa
um. H. /. Muporoesa M3 P®, npeacenatens Poccuiickon
MpoTnBoanunenTU4ecKon Jlurn, 3acny>XeHHblin AeaTenNb
Haykn P®, npodeccop, O.M.H.: «Eciiu naymenT xasnyercs
Ha Takue CUMITTOMbI, KaK 0Teps CO3HAHUA, FOST0BOKPYXXE-
Hue, cynoporu, u ap., eMy Heobxogumo npouTy onpene-
JIEHHbIVI KOMIT/IEKC 00C/160BaHNI, BKITHOYAIOLLMI J7IEKTPO-
3HuUehanorpaguio, BULEOMOHUTOPUHI U MarHUTHO-Pe3o-
HaHCHY0 TOMOrpaguio, KOTopble No3BOJIAT Bpayy AnarHo-
CTUPOBATb  SMUJIENCUID U HA3HAYNUTb  CreynpuyecKkoe
snieyeHme. CerogHs naymeHTam JOCTYNHbl 1penaparbl
C YHUKAJIbHbIM MHOXECTBEHHbIM MEXaHN3MOM JeViCTBUS
Y YOOHBIM DEXXUMOM fpuema (04nH pa3 B JeHb), YTO 3Ha-
YUTEITbHO MOBbILLIAET MPUBEPXKEHHOCTb TEPAINn».

Kaasyxuko MacaHo, gupekTop No njaHMpOBaHUIO
M OopraHnm3auuoHHbIM BOMnpocam komnauuu Eisai: «Ha
DPOCCUVICKOM PbIHKE NMPUCYTCTBYIOT BCE YEThIPE HOBEMLLINX
OPUTMHATIbHBIX — [POTUBO3NUABITUYECKUX  Npenapara
n3 Hawero noptgensa. Mbi naaHupyem npoaoxXuTe pa-
60Ty 110 00€Cne4YeHnNo POCCUVICKUX NaUNeHTOB He0bXxo-
JAUMbIMU [TPOTUBO3NNUCNTTUYECKUMU Npenaparamu.

Kpome Toro, komnaHua npoBoanT psa 6naroteopu-
TeJIbHbIX MEPONPUATUIA, HAaNPaBAEHHbIX HA NOBbIWEHNE
0CBeJlOMJIEHHOCTM 06LlecTBa 06 anufencum, a Takxe
Ha coumManbHyo aganTaunio nauneHTos.

Kapsyxuko MacaHo: «04eHb BaXHO npoBoAnUTb 00yYa-
oLme MepornpusiTus, rMoBbILLIATE 0CBEAOM/IEHHOCTb HAce-
JIeHns 0 npobaemax anunencun. [lpudem He06XoanMMo pa-
607aTh Kak co B3POC/bIMU, TaK U ¢ AeTbMu. ManeHbkum
nauneHTam 0COOEHHO TPYAHO 60POTLCA C 3a00/1eBAHUEM,
TaK Kak Ha HUX B ropaszo 60s1bLUEs CTENMEHN BINSIOT NPes-

e Ficker D.M. Sudden Unexplained Death and Injury in Epilepsy.
Epilepsia. 2000; RIl (Supp1. 2): 7-12.
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paccyzikv cBepCTHUKOB 1 Apy3eu. VI3-3a aToro takue peos-
T4 CTAHOBATCS CTECHUTEJIbHBLIMU, HE XOTAT 00LLaThCA U 3a-
BOAUTb HOBbIE 3HAKOMCTBA. Y1006 MOMOYL UM afganTupo-
BaTbCs, Mbl MHULMUPOBASIN O71arOTBOPUTESIbHLIE 3aHATUS,
Hanpumep, y4uan rpynny AeTed ¢ 3nuencues ckiaabiBars
opuramu, opraHu3oBanu Knaaccsl vorv u 1.4. MHorne BHa-
yasie 04eHb CTECHSIUCH, OJHAKO Mbl CMOIITIN YOEANTb UX
MPUHATL y4acTne B 3aHATUSIX, U 4EPE3 HEKOTOPOE BPEMS
pebsiTa nopasunin OKPYXatoLmx CBOUMU [OCTUXKEHUSMU
W LINPOKUMU YIibIOKamu. Mbi ocTapaemcs npuioXKnTb BCe
yewnusa 419 NOBbILUEHNS] KA4€CTBA XWU3HW NALNEHTOB
¢ anunerncued B Poccun».

0 komnaHum Eisai Co., Ltd.

Komnanus Eisai Co., Ltd.— ogHa n3 BegyLunx B Mmupe
KOMMNaHWii, 3aHUMAIOLLMXCA UCCNEe0BaHUAMMN N pa3pa-
60TKOI B 06M1acTn papMaueBTUKKN, FOJTIOBHOW 0QYUC KO-
Topon Haxoautcs B AnoHun. Muccusa komnaHum Eisai —
yAensaTb OCHOBHOE BHUMaHMe NaLueHTam u nx 67IM3Kum,
NOBbILWATL 3(PPEKTUBHOCTb 3[1pAaBOOXPAHEHUSI B COOT-
BETCTBUW C OPUEHTMPOBAHHLIM HA YeNOBEKAa NOAX0A0M
K 3apasooxpaHeHuto (human health care, hhc). Nmes
B WrtaTe 6onee 10 000 coTpyaAHUKOB NO BCEMY MUPY, pa-
6oTaloWmMx B Hay4YHO-UCCIefoBaTeNbCKUX OTAeNax,
Ha NPOW3BO/CTBEHHbIX MPEANPUATUSAX U B MAPKETUHIO-
BbIX J0YEPHUX CTPYKTypax, komnauua Eisai ctapaetcs
peanu3oBbiBaTb noaxod hhc nytem co3gaHus MHHOBA-
UMOHHbIX NPOAYKTOB B Pa3fiMyHbIX TepaneBTUHECKUX

061aCTAX C BbICOKOW A0J1el HEPELUEHHbIX MeAULUHCKUX
npo6nem, BKJIK04AsA OHKOMOMMIO U HEBPOOT U0,

Muccunsa komnaHum Eisai, Kak ¢hapmaueBTUYeCKOn
KOMMaHuu, AeCTBYIOLLEN HA MUPOBOM YPOBHE, pacnpo-
CTPaHseTCa Ha NauWeHTOB BO BCEX CTPaHax U peanusy-
eTCS 4epe3 NHBECTMUMMN 1 y4acTue B NapTHEPCKUX NHU-
LMatmBax, OPUEHTMPOBAHHbLIX Ha MOBbIWEHWE AOCTYM-
HOCTW NEKapCTBEHHbIX NPenapaToB B Pa3BMBaOLLNXCA
CTpaHax.

B HacTosllee Bpemsi B cTpaHax EBponbl, bnuxHero
BocToka, n Appnkn komnaHus Eisai peanuayeT 4eTbipe
npoTuBo3nunenTuyeckux npenapara: ®ankomna® (ne-
pamnaHen), VIHoBenoH® (pycduHamua), 3oHerpaH® (30-
Hucamnpg), Ikcanned® (acnmkapbasennHa auerar). IKc-
anued OTKpbIT KU padpabotaH BIAL. Ipynna KomnaHui
diicait BnpaBe perncTpupoBatb, NpogaBaTb U NPOABU-
ratb 3kcanued B Poccun.

HdononHutenbHasa  uMHopmauma 0  KOMNaHWUW
Eisai Co., Ltd. npefcTaBneHa Ha Be6-canTe www.eisai.com.

000 «Jiicai». 121099, P®, Mocksa, lMpodcoto3Has yn.,
n. 65, ctp. 1, bwusHec-ueHtp JloTTe [lnasa.
Ten.. +7 (495) 580-7026; +7 (495) 580-7027. E-mail:
info_russia@eisai.net www.eisai.ru.
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