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BBEJIEHUE

Y4eOHOe moOcOOMe TpeAHA3ZHAYEHO IS [PAKTUKYIOIIMX Bpaye
Pa3IMYHBIX  CHEHHAIBHOCTEU (HEBPOJIOTOB, IICUXHUATPOB,  TEPaAEBTOB,
HCﬁpOXI/IpypI“OB), KIIMHAYCCKHUX OPAWHATOPOB U CTYACHTOB MCIMIWHCKHX BY30B,

3dMHTCPCCOBAHHLBIX BOIIPOCAMMU JITHUJICIITOJIOTUH.

He.]'lb yqeﬁﬂoro nocooust: MpecaCTaBUTh Knaccmbm(aumo SMUIICTITUICCKUX
IIPUCTYIIOB, OIWICIICMHM MW OSIWICIHTHUYCCKUX CHHAPOMOB JI1 YCTAHOBJICHHA
MNpaBUJIBHOI'O M CBOCBPCMCHHOI'O JHAI'HO34, OIIHMpPAsACh HAa OCHOBBI KIMHHYCCKHUX

PYKOBOJCTB, a4 TAKKE OTCYHCCTBCHHLIC U MCKAYHAPOAHBIC PCKOMCHIAINH.

3agaym yuyeOHOro nocoous:
e 00001IeHNEe U CTaHIAPTU3ALNS UMEIOIUXCS KIIacCU(PHUKAIIUN SMUTECNTHIECKUX
MPUCTYIIOB, SMMIJICTICUN U MIICTITUYECKUX CUHAPOMOB,;
® TIOBBINICHWE  JAWATHOCTUYECKOM  HACTOPOKEHHOCTH B CEMHUOJIOTHH
KJIMHUYECKUX COCTOSIHUIM;
e (GopMHpOBaHWE aJITOPUTMAa YCTAHOBJCHHUS JHArHo3a B 3aBUCUMOCTH OT

KJIIMHUYECKON CUTYyaIluu U WHIUBHUIYaJbHBIX OCOOCHHOCTEH MallUeHTA.

1. KJIaCCI/I(l)I/IKa]_[I/IH SMUJICIICUH U INMUJTCIITUHICCKUX TNIPUCTYIIOB

C momeHTa oOpa3zoBanusi MexayHapoaHOM MPOTUBOIMMICITUYECKON JTUTH
(International League Against Epilepsy — [ILAE]) ¢ 1909 r. npumensiauch
pa3nuYHbIe KIAcCU(DUKAIUS TUTIOB AMIICTITUYECKUX MPUCTYIIOB, (HOPM SIUIETICUU
Y DIUJIENTUYECKUX CUHAPOMOB.

Iloutn Kaxxmoe AecATUIIETHE, B CBA3M C NOSIBICHUEM M BHEIPEHUEM HOBBIX
HAyYHBIX JIOCTMDKEHMM B 00JacTH SIUJIENTOJOTUU, MPOBOJIUTCA MEPECMOTP
KJacCU(UKAIMU DMWICTICUH, KOTOpas, Kak MpaBUJIO, COJECPKUT COBPEMEHHbIC

3HAaHUSA 00 HN3YYCHHUU 3THUOIIATOICHE3a U ATUATrHOCTUKHN SITUJICTICUM.



[lepBast mombITKa KIacCUUIUPOBATH SMUIECITHICCKUE MPUCTYTBI U (POPMBI
snwiencun  Obuta mpeioxkeHa B 1964 1., a KIMHUKO-(DEHOMEHOJIOTHYecKas
KOHIIETIIHS MCIOJIb30BAJIaCh Kak OCHOBoMoararomas [Arnautova, E.N. 1964].

B 1968 r., KJaccuduKkaus, MIpUHSITas MEKTyHapOIHOM
MPOTUBOAMUICNTUYECKON JUTrOM, OblIa OCHOBaHA Ha 6 KIIOUEBBIX KPUTEPHUAX
(MKTaNbHBIX KIMHUYECKUX U AIEKTPOTpaUUEecKUX KOppensTax SMUIENTUYECKUX
MIPUCTYTIOB, MEXITPUCTYITHOMN (MHTEPUKTAILHOMN) AKTUBHOCTH Ha
anekTpodHiedamorpamme (O0I7), Hamuuuu MOpPQOJOTHUECKUX  H3MECHEHUIN
TOJIOBHOTO MO3Ta, MPUYMHAX BO3HUKHOBEHHS 3a00JIEBaHMS W BO3pacTa AcOioTa).
Taxke, naHHass kiaccuPUKalUs BbIJENSIA YEThIpE THUIA SIUICITUUYECKUX
NPUCTYIIOB:  (pOKaibHbIC, TIEHEpPAIU30BaHHBIC,  OJHOCTOPOHHHE U  HE
knaccupunupyemsbie [Gastaut, H. 1969, Gastaut, H. 1969a, Wada, T. et all. 1968].

B 1981 u 1985 rr. MexyHapoqHOW MPOTUBOSMUIENTHYECKON JTUTrol ObLIa
nepecMoTpeHa kiaccudukanus smwientudeckux npuctyno (Kuoto) u
SMUICNTHYECKUX  cuHapomoB»  [Proposal  for  revised  clinical and
electroencephalographic classification of epileptic seizures 1981, Commission on
Classification and Terminology of the International League Against Epilepsy
1985], a yrBepkaena B 1989 r. [Commission on Classification and Terminology of
the International League Against Epilepsy 1989].

B 2001 r. knmaccudukanus TOMOJHEHA PSIAOM HOBBIX (POPM AIUIETICHHM U
BbIJICJICHA OTAENbHON pyOpukol snuientudeckas sHuedamonatus [Engel Jr.,
2001].

B 2010 r. mosBWIMCHh HOBBIE HM3MEHEHHMS B KiIacCU(pHUKAIIUM THUIIOB
snmientuyeckux npuctymnon [Berg, A.T. et all. 2010].

['eHepaiM30BaHHbIE TMPUCTYIBI  ONPENESIAIOTCS KAk  MPOUCXOJAIIMe B
OmyaTepalibHO pACTPECIICHHBIX CETAX WIA BHYTPH CceTeid, a (¢OKaIbHBIC
MPUCTYIBI OTPAaHUYEHBI OJTHUM TOJIyIIapUEM, TUO0 TUCKPETHO JIOKAIM30BAHbBI WU
Oojiee MIMPOKO pacmpeneseHbl. bbulo peKOMEHJIO0BAHO OMKCHIBATH (DOKAIbHbBIE
MNPUCTYIIBI B COOTBETCTBHHM C HMX KIMHUYECKUMHU TPOSBICHUSMU (HAIpUMED,

JUCKOTHUTHUBHBIE, (DOKabHbIE MOTOpHbIE). [IOHATHS «reHepalu30BaHHBIN» U



«OYaroBBIi» HE PACOPOCTPAHSAIOTCA HA DBIEKTPOKIMHUYECKUE CHUHAPOMBI.
TepMuHbl «TeHETHUYECKA», «CTPYKTYpPHO-META0OIMYECKAsD» M «IMHICTICUS
HEU3BECTHOIO0 TEHEe3a» MPEACTaBIsUIM CcO00M MOIU(DUIMPOBAHHBIE MOHSTHS,
3aMEHSIOUIME  TEPMHHBI  «HUAMOMATHYECKas»,  «CUMITOMAaTUYECKas» |
«KpHUITOr€HHAs MUICTICHSD.

B 2012 r. G. Avanzini ¢ coaBT. BBIIBUHYJIM THIIOTE3Y O TOM, YTO HEKOTOPbIE
THUIIBI SMUJIENICUI — «CUCTEMHBIE AMUICTICUM» — OTPAXAOT MAaTOJIOTHYECKYIO
IKCTIPECCHIO (MKTOTeHE3) MACHTU(DUIIMPYEMON HEPBHOM CHCTEMBI, COCTOSIIECH W3
o0nacTeil Mo3ra, HMHTETPUPOBAHHAS JIEATEIBHOCTb KOTOPBIX OOECIEYHBAET
HOpMalibHble  (usnosornyeckue ¢GyHkuuu. DOeHOMeHOoNorus, CBs3aHHas C
CUCTEMHBIMH JMUWJIECNICUSIMH, ONPEIETACTCS KOHTEKCTyallbHBIM BOBJICUEHHUEM
YYaCTBYIOIIHUX CTPYKTYp. OTO MPEACTABICHHE OTIUYAECT MOHATHE «CHCTEMHBIE
SOWIETICUM» OT SMHWIENCUN, BO3HUKAOIIMX B pe3yibTaTe paclpOCTPaHEHUS
AIIEKTPUUYECKOT0 pa3psiaa B OoJjiee WM MEHEe OrpaHM4YeHHOW 00JacTH (IpaHMIIbI
KOTOpOW HE 00s3aTENBbHO COBMANAIOT C OMNPEACICHHONW (PYHKIIMOHAIBHON
00JIaCThI0 MO3ra) M PACOpPOCTPAHSAIONIETOCS IMOCIEAOBATEILHO MO OJHOMY WIH
HECKOJIbKUM HEpPBHBIM MyTsAM. ['MMOTE3a «CHUCTEMHBIX MHJIEIICUI» MOCTYIUPYET,
YTO «YCTOWYHMBAS CKJIOHHOCTh K I€HEPUPOBAHUIO SHUJIECNTUYECKUX IMPUCTYIIOB)
Opyu  HEKOTOphIX  (opmax  smmileniciid  OOyCIOBJI€HA  CHEIUpUYECKON
BOCIIPMMMYHBOCTBIO HEPBHOM cucTeMsbl [Avanzini, G. et all. 2012].

B 2014 romy ILAE mnocrynupoBajla HOBOE ONPEACICHUE DOIWICTICUU, B
COOTBETCTBHM C KOTOPBIM JUIsl YCTAHOBJICHUSI TMArHO3a 3IMUJIETICUA HEOOXOIAUMBbI
clelyoume Kpurepuu: «/[Ba snmientuyeckux (HECIIpOBOLMPOBAHHBIX) MPUCTYTA
C UHTepBaJioM OoJiee 24 4acoB; OJWH AMUJIENTUYECKUN (HECIIPOBOIIMPOBAHHBIN)
IIPUCTYI: C BBICOKUM PUCKOM €ro noropeHus (= 60% B Tteyenue cieayrommx 10
JIeT); MMarHOCTUPOBAHHBIN snmenTuaeckuii cuaapom» [Fisher, R.S. et all. 2014].

B 2017 r. Memopanaym ILAE oTpa3ui nepBslil nepecMoTp KilacCU(PUKALIUU

co BpeMeH ee patudukanuu B 1989 rony.
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Pucynok 1.1. Knaccudukauus snunencuu ILAE* (2017)

B 2017 romy ILAE oOHOBuia KiIacCU(UKAIIMIO OIWICTICHH U
snwentudeckux npuctymnos [*Fisher, R.S. et all. 2017, Scheffer, LLE. et all. 2017].

HoBast cxema ocHOBaHa Ha COBPEMEHHBIX JIOCTHIKEHHSIX B ITOHUMAaHUH
ATUOIMATOTCHE3a W KIWHUYCCKOW KapTHHBI OIWICIICHM: B YaCTHOCTH Ha
onpeneneHun 1) KIMHAYECKUX MPOSIBICHUM, 2) JTOKATU3AIUU SMHICTTH(OPMHOM
aKTUBHOCTH, 3) TEHETHYECKON OTAromeHHocTd, 4) Bo3pacta jAebroTa, 3)
pesyapratax IO um marHuTHO-pe3oHaHcHOM Tomorpaduu (MPT) romoBHOro
mosra [Fisher, R.S. et all. 2017]. YHuBepcaibHOE HCHOJb30BAHHUE CHCTEMBI
KJIaccuUKAIMU  OTpaXkajo TMpsSMOE BIHUSHUE Ha IMOHHUMaHUE CTPYKTYPhI
3aboneBaemoctu »nuiencuer [Kapnos, B.A. 2017, Kotos, A.C. 2020, MyxuH,
K.1O. 2017].

Knaccudukarus smunencuu ILAE ot 2017 . siBIIsieTcst MHOTOYPOBHEBOM U,
M0 CyTH, TMPEACTABISICT COOOW aNrOpUTM JUATHOCTHUKH, CIOCOOCTBYIONTUI
YCTAHOBJICHUIO JMarHo3a Ha TOM JTale, Ha KOTOPOM TO3BOJISIOT UMEOIIUECs
IuarHocTudeckue pecypcbl. Ilo  ganHOMYy mepecMoTpy — KiaccupuKauu

OTIpeJIeNSIeTCSl TUI TPUCTYNMOB, TN ((popMa) OSIUIETCUU, SIUICTTHICCKHUMI



CUHAPOM ¥ DOTHOJOTHS, a TaKXkKe COMyTCTBYIOIIME W/WIA KOMOPOUIHBIE
3a00JIeBaHMs, MOCKOJIBKY UX HEOOXOAMMO YUUTHIBATH MTPU HA3HAYCHUH JICUCHUSI.
CornacHo MexayHaponnou knaccudukanuu ILAE 2017 roma ornpaBHOM
TOYKOH (TIEPBBIM YPOBHEM) SIBJISICTCS OIpPEJICIICHUE TUTIA TTPUCTYTIA.
CooTBeTCTBME HOBBIX M  MPEIbIAYINIUX TEPMUHOB B  OINKHCAHUU

AMUJIENITUYECKUX MPUCTYIIOB yKa3aHo B Tabiuie 1.1.

Tabmuma 1.1. CooTBeTCTBUE TEPMHUHOJIOTUU B OMUCAHUM SMHJICTITUHYECKUX
npuctynoB (ILAE 2017).

[Ipenpraymmi HoBpli1 TepMuH

AoOcaHc ['enepanin3oBaHHbIN abcaHC

ATOHHUYECKUI ["enepann30oBaHHBIN/(HOKATBHBIN/C HEU3BECTHBIM
HayajioM

Aypa DoKaTbHBIN oe3 HapYyILICHUS CO3HaHMs
(0CO3HAaHHOCTH)

Bropuuno- @dokanbHBIN C IBOJIIOIMEN B OMIIaTepaibHbIA TOHUKO-

TCHEPAIM30BAHHBIN KJIOHUYECKUH

I'enactrueckuii doxkanpHbI (C HapylIeHHEeM CO3HaHHS uiu 0e3
HapyIICHUS CO3HaHMUS (OCO3HaHHOCTH))
SMOLMOHAIbHBIN

JIKEKCOHOBCKHUI @OKAIbHBI MOTOPHBIA C COXPAHEHHBIM CO3HAHUEM
(0OCO3HAHHOCTHIO)

Jnanentuaeckui DoKaIbHBIN Cc HapyILICHUEM CO3HaHMUS
(0CO3HaHHOCTBIO)

Nudantunpueie cnazmel | ['eHepanu3oBaHbie/pokanbHbIE/C HEU3BECTHBIM
Ha4yaJOM SMWIENTUYECKHUE CIIA3MBbI

MMUOKJIIOHUYECKUI ["enepain30BaHHBINA/(POKATBLHBIN MUOKJIOHUYECKUI

JloOHO-n0n€eBOM / | ®okanbHBINA

BUCOYHO-JIOJICBOM U JIp.

IIcuxomMoOTOpHBI DOoKAIbHBIN Cc HapYILIEHUEM CO3HaHUsA
(0CO3HaHHOCTH)

[IpocToit mapiuanbHbIN DoKaTbHBIN 0e3 HapYyILICHUS CO3HaHUs
(0CO3HAaHHOCTH)

CnoxHbI napuuanbHelii | @OKaIbHBIN v HapyILIEHUEM CO3HaHUA
(0CO3HAaHHOCTH)

Grand mal ['enepann3oBaHblil TOHUKO-KIOHUYECKUIA/(POKATbHBIN
C  DJBOJIOIMEH B OujaTepalibHBII  TOHUKO-
KJIIOHUYECKUI TOHUKO-KIIOHUYECKUH /C HEU3BECTHBIM
HayajioM

Petit mal ['enepann3oBaHHbIN abcaHC




2. Tunbl 3nMJIeNTHYECKUX MPUCTYIOB

Tun  SIUAENTHYECKUX  MPUCTYNOB  OMPEACISAETCS 1O  MPUHIUITY
JOMHHHMPOBaHUs JcOroTa 3a00JIC€BaHUSA, B YAaCTHOCTH, Hadalla M CEMHOJIOTHH
KIIMHAYECKOM CHUMNOTOMATHKH. BBIIENSIOT OSOWICNTHYECKHE TMPUCTYIBI  C
(b oKaTbHBIM, TEHEPATTM30BAHHBIM U HEYCTAHOBJICHHBIM HAYaJIOM.

B Hauae 3MuaenTHYeCKOro MpUCTyna He0OX0IUMO OIPEACIUTh:

o 30Hy WHUIMAIUH ((HOKATBHYIO WM TeHEPAITU30BAHHYIO), IPY TOM YPOBEHb
JIOCTOBEPHOCTH JOJKEH ObITh O0onee 80%, Mpu MEHbIIEM €ro MpOLIEHTE Haudalo
MPUCTYIIAa PACIICHUBAETCS KaK HEYTOYHCHHOEC;
o YpPOBEHb CO3HAHHS Kak B JeOI0Te, TaKk M B JAJbHEHUIIIEM €ro pa3BUTHH,
MOCKOJIBKY TIpH (hOKATHbHOM Hadajie BaXKHO MPUHATH PEIICHHE O HEOOXOIUMOCTH
KJ1acCU(DUKAITUH 110 YPOBHIO co3HaHMsI. OCO3HAHHOCTh (COXpaHEHUE CO3HAHHMSI) BO
BpEMsl SIUJIENTHYECKOTO TPHUCTYIA OMpPENesseTcss KaKk MOHUMaHWE TOTO, 4YTO
MPOUCXOMUT C TAIMEHTOM BO BPEMs JMH30/a, W OPHCHTAIMEH YEeJIOBEKa BO
BpEMEHHU, COOCTBEHHOHN JIMYHOCTH W OKpY’XKaromeM mpocTpaHcTtBe. [Ipu yrpare
CO3HAHMs TAIMEHTa B JIFOOOM MOMEHT, COOBITHE KIacCU(DHUIIMPYETCS Kak
SMWICNITUYECKU TPUCTYN C HapyIIEeHWEeM CO3HaHUA. TepMHH «IPHUCTYI C
(bOKaTbHBIM HAYaJIOM C COXPAHCHHEM CO3HAHUS» 3aMCHSICT TMPEKHUN «IIPOCTOU
(GOKaTbHBIA TPUCTYID», a «IPUCTYN C (POKAIBHBIM HAYajJOM C HApYIICHHEM
CO3HAHUS) MPHUILET HA 3aMEHY JACPUHUITNN «KOMIUIEKCHBIN (DOKATHHBIA TPUCTYII
[Fisher, R.S. et all. 2017].

ONUIENTHYCCKUE TPUCTYIIBI ¢ (POKATBHBIM W/HITU T€HEPATM30BaHHBIM HAYaI0M
«C COXpaHEHHBIM CO3HAHHEM/HAPYIICHHBIM CO3HAHUEM)» TaK)K€ MOXHO Pa3JIeisaTh
B 3aBHCHMOCTH OT HQJIWYUS WM OTCYTCTBUS JIBUTATEIHHOW (MOTOPHOM)

AKTHUBHOCTHU.



2.1. DnuaenTuyecKuii MPpUCTYN ¢ (POKAITbHBIM HAYAJIOM

ONWISNTUYECKUNA TPUCTYN C (POKAJbHBIM HayajioM KilacCU(MUIMPYETCsS B
3aBUCHMOCTH OT YpPOBHS CO3HAaHUSA TALMEHTa W HaumOoJiee 3aMETHOM ero
CEMUOTHUKOM B 1€0I0TE: MOTOPHBIMU WJIA HE MOTOPHBIMU CUMIITOMAMH.

ONWISNTUYECKUNA TPUCTYN ¢ (OKAIbHBIM HadalioM (MOTOPHBIE) HMEET
KOHKPETHYK) CHUMIOTOMAaTHKy, M, KaK [PaBWIO, BKIKOYAET: ayTOMOTOpPHBIE,
ANUJIENTUYECKUE CIa3Mbl, ATOHUYECKUE, KIOHUYECKHE, TUIMEPKUHETUUYECKUE,
TOHUYECKHE U MUOKJIOHUYECKUE KITMHUYECKUE MPOSBICHUS:

. ayTOMOTOPHBIE - COINPOBOXKAAIOTCS AaBTOMAaTU3MaMHU, COIJIACOBAHHBIMU,
MOBTOPSIOIIUMUCS. JIBUTATEIIbHBIMU  JICCTBUSIMU, KOTOpBbIE MOTYT Ka3aThbCs
aJICKBATHBIMU B JPYTHX OOCTOATENLCTBAX;

o AIUJIENTUYECKHUE CHa3Mbl - BCTPEYAIOTCS Y AETEH paHHEro BO3pacTa B BUIE
OJIMHOYHBIX W/WJIW  KJIACTEPHBIX CruOaTeNbHO-pa3ru0aTEeNbHbIX  JBHKECHUI
aKCHUaJbHOM MYCKYJATypbl, MYCKYJaTypbl TYJOBMINA W/MIM KOHEYHOCTEeW. B
CJIyyae BO3HUKHOBEHUS SMUIENTUYECKUX CIa3MOB y TPYIHBIX JETEH WIH y IETel
B BO3pacTe 10 3-X JIET, UX OTHOCSAT K MJIaJICHUeCKUM (MH(DAHTUIBHBIM) CIa3MaM;

o ATOHUYECKHE - XapaKTePU3YIOTCs] BHE3AIMHON NTOTEpEN MBIILIEYHOTO TOHYCA;
o KIIOHUYECKHE -  TPOSIBISIOTCS  MOBTOPAIOUIMMUCS ~ CTEPEOTUITHBIMU
JBUKEHUSIMU, C PETYISIPHBIMU UHTEPBAJIaMU;

o TUNEPKUHETUYECKUE -  CONPOBOXKIAIOTCS  YPE3MEPHOM  MBIIICUYHOU
AKTUBHOCTBIO, MOTYT HMETh pa3JIMYHbIE KIMHUYECKHE MPU3HAKU, BKIIOYAs
JBUKEHUS, UMUTUPYIOIIUE yAApbl, IeJaTHUPOBAHUE;

o TOHUYECKHE - XapaKTEPHU3YIOTCS THUIEPTOHYCOM MBI €W, TYJOBHUIIA
W/WJTM KOHEYHOCTEH, a TaK)Ke aKCHAIbHOW U MUMUYECKON MYCKYJIaTyphI;

o MUOKIIOHUYECKHE - BKIIOUAIOT HEPETYJISIPHBIE 1 HEPUTMUUYECKUE TIPUCTYIIHI,

B OTJIMYHUC OT KIIOHUYCCKHUX ITPUCTYIIOB.
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Onuientuyeckuil mpuctyn ¢ (oKaJdbHBIM HA4yajJoOM C HE MOTOPHBIMHU
CUMITOMAMHM  BKJIIOYA€T  BEIE€TAaTUBHBIC, IOBEICHYECKHE, KOTHUTUBHBIE,
HMOLIMOHAJIbHBIE U CEHCOPHbIE IPOSIBIICHUS:

. BETETAaTUBHBIE - CONPOBOXAAKOTCS W3MEHEHMSIMH YacCTOThl CEPACYHBIX
COKpAILIEHUH, apTepuajJbHOrO JABJICHMS, IOTOOTIECIECHMS, LBETa KOXHBIX
MTOKPOBOB U MUJIOMOTOPHBIMU CITACTUYECKUMHU PEAKLUIMH;

o noBegeHueckue  (behavior arrest) -  XapakTepu3yloTCs — MOJHBIM
IPEKpaIleHUEM TPOU3BOJIBHBIX ABUKEHUMN, KOTOPBIE SBISIOTCA JOMUHUPYIOLIIUMU
U TPUCYTCTBYIOT Ha MNPOTSHKEHUM BCEro NPHUCTYIA, a HE TOJBKO €ro 4YacTH;
KIIMHUYECKAE CHMITOMBI BKJIKYAKOT «IYCTOW» HEOCMBICICHHBIN B3I, HE
pearupyronmii Ha 0Opal€HHYI0 peyb, M TMOJHBIA OTKa3 OT Pa3TOBOPOB H/WIU
JIBUOKCHUIM

o KOTHUTUBHBIE - MPOSIBIIAIOTCS U3MEHEHUSIMU PEeUYEBBIX (YHKIUI, MBIIIUICHUS
WIN CBA3AHHBIX C HUMH BBICHIMX KOPKOBBIX (DYHKLHH; B KayeCTBE KOHKPETHBIX
PUMEPOB MOXKHO NMPUBECTU CUMIITOMBI JIEKABIO, )KAMEBIO (BHE3AITHO MPEXOIAIIEe
YyBCTBO HE3HAKOMBIX JaBHO M3BECTHBIX BEIEH) WK TaJUTIOLUHALINM;

o ASMOILIMOHAJBHBIE - BKJIIOUAIOT BHE3AITHOE BO3HMKHOBEHHE UYBCTBa CTpaxa,
yKaca, 0EClIOKOMCTBa WK yI0BOIbCTBUS;

. CEHCOpHbIE KJIacCU(PUUUPYIOTCI B COOTBETCTBUU C (YHKIIMOHATbHBIMU
U3MEHEHUSIMU B OpraHax 4YyBCTB: BKYC, 3alax, CIyX, HapylIEHUs 3peHUs U
BO3HUKHOBEHUE MAPECTEZUM.

OTnU4uUTh SMUIENITUYECKUI TPUCTYTI ¢ (POKATBHBIM HayaJloM OT MPHUCTYyIHa C
reHEepaJIN30BaHHbIM HA4ajJOM BO3MOXHO C IOMOIIBIO TIIATEIBHOTO HAOIIOACHUS
32 HX KIMHUYECKUMH TMPOSIBICHUSAMU M  3JIEKTPO3HIE(anorpapuuecKumMu
XapaKTepUCTUKAMH.

Onuientudeckuii  mpuctyn ¢ (QOKaJbHBIM  HayajioM,  TaKxke
KJIaCCU(ULIMPYETCS] B 3aBUCUMOCTH OT TOrO, TPaHC(HOPMUPYIOTCS JU OHU B
OounarepasibHble TOHUKO-KJIOHMYeckue. Kiaccudukauusa ILAE 2017r. 3amenuna

TEPMHUH «BTOPUYHBIA T€HEPATU30BAHHBI TOHHUKO-KIIOHUYECKHUI MPUCTYID, YTOOBI
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n30eKaTh TEPMHUHOJIOTUYECKON MyTAHUIIBI MEXTY IMHICITUYECKUM MPUCTYTIOM C

reHepaJIn30BaHHbIM U (okanbHbIM HauanoM [Pack, A.M. 2019].

2.2. JnuiaenTHYeCKuil MPUCTYI € FTeHePAJTU30BAHHBIM HA4YaJI0M

[Tomo6HO >MIIENTHYECKOMY TPHUCTYITY C (DOKATBHBIM HAYaIOM, TIPHUCTYII C
rCHEPaJTM30BaHHBIM HAYajioM, TaKke KJIacCU(PHUIMPYETCsS B COOTBETCTBUU C
HaJIMYWEeM JBUTATEIIPHBIX M He ABUraTelbHbIX cumnToMoB [Fisher, R.S. et all.
2017].

DONUIENTHYSCKUH TTPUCTYII ¢ TeHEPAITM30BaHHBIM HAYaJIOM COIPOBOXKIACTCS
JIBUTATEIbHBIMU KIMHUYCCKUMH TIPOSIBICHUSMH, CPEId KOTOPBIX pa3IMyaroT:
TOHHYECKUE, KJIOHUYECKHE, TOHHKO-KJIOHMYECKHE, MHOKJIOHUYECKHE,
MHOKJIOHUKO-TOHUKO-KJIOHUYECKHE, aTOHUYECKHE, MHOKJIOHMKO-aTOHUYECKHE U
SIHUJIENITHYECKUE CIIa3MBI:

° TOHUYECKHUE TPOSBIISIOTCS TUTIEPTOHYCOM BCEH CKEJICTHOW MYCKYIaTyPhI;

° KJIOHUYECKHE XapaKTePU3yHOTCS OownaTepabHBIMU JUTATENHHBIMHU
PUTMUYHBIMU KJIOHHYECKUMU (CYTOPOKHBIMH) ITOIEPTUBAHUSMHU;

° TOHHUKO-KJIOHHYECKHE COMPOBOXKIAIOTCS BHE3AIHON TOTEped CO3HAHUS:
HavaJIbHasi TOHWYECKas (ha3a BKIIOYACT HANPSHKCHHE MUMHUYCCKON M aKCHaJIbHON
MYCKYJIaTypbl, TYJOBHUIA U KOHEYHOCTEH (CUMMETPUYHOE WM aCUMMETPUYHOER).
B nebiore »nmienTHYeckoro MPUCTyMa MOTYT OTMEYaThCsl KPHUK, CTOHBI,
BOKAJIU3MBI, TIPU TPOXOKICHUU BO3AyXa UYepe3 CHa3MHUPOBAHHBIC TOJOCOBHIC
CBs3KU. Bo Bpemsi nmaHHO#W (Da3bl MAIMEHT TaK)KE€ MOXKET IMPUKYCHIBATh S3BIK.
Crnenyromas KIoHHYecKas (a3za HacTymaeT Mociie TOHUISCKONH M COMPOBOXKIACTCS
YCTOMYHMBBIM PUTMHYHBIM TIOJICPTUBAHMEM TYJIOBUIIA M BEPXHUX, HIMKHHUX
KoHe4YHocTel. [Ipu HapyIeHUM JbIXaHMs, MOXKET HAO0AaThes OJCAHOCTh W/UITU
[IMAaHOTUYHOCTh KOXKHBIX TMOKPOBOB. Takke MOryT BO3HUKATh HEJCP)KaHHE MOYHU
u/unu xana. [IpogoKuTeNnbHOCTh, KaK MPaBUiIO, B CPEIHEM COCTaBiseT oT 1 10 3

MUHYT, C OCHEAYIOIIEN CITyTAHHOM €30pUECHTALIUEN;
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o MHUOKJIOHUYECKUE XApAKTEPU3YIOTCS HEPETYJSIPHBIMU, HE 00s3aTelbHO
OwnarepanbHBIMU TOJAEPTUBAHUAMHU KOHEYHOCTEH, TYJOBHINA, aKCHUAJbHOU U
3HAYUTEIBHO PEXE MUMHYECKOM MYCKYyJaTypbl, 4aCTO MPUBOIAIIUX K MAJCHUSIM
M, B YaCTU CllyyaeB, K TpaHChOpMalMK B OuiIaTepaIbHbI TOHUKO-KIOHUYECKUH.
MHOKIOHYC OMNpEeneNsieTCs Kak pPe3KOoe, BHE3AMHOE, KOPOTKOE, HEMPOU3BOJIBHOE
JBIDKEHHE, KOTOPOE MOXET OBITh BBI3BAHO HEMPOU3BOJIBHBIM MBIIIEYHBIM
COKpanieHueM (IOJIOKHUTENIbHBI MHUOKJIOHYC) WJIM BHE3AIlHBIM MpEphIBAHUEM
MBIIIIEYHOM  COKPATUTEIbHON JEATeNbHOCTU (OTPUUATEIbHBIA  MHOKJIOHYC).
MHOKIOHYC MOMKET ABJIATBCS CUMITOMOM MHOXECTBA HEBPOJIOTHYECKHUX
3a00JI€BaHMM, TPUYEM YacTO Yy OJHOTO IMalMeHTa MOXKET IMPOSBIATHCS Kak
MOJIOKUTENIbHBIA, Tak W  oTpunarenbHbid. [lockonbky  Oojblias 4acTh
MHOKJIOHUYECKUX IMPHUCTYIIOB 3aBUCHUT OT YCHJICHUS HEHMPOHAJIbHOW AKTUBHOCTH,
MPUCYTCTBYIOIIEH B HOPME Y 3JI0POBBIX CYOBEKTOB, 3JIEKTPOPU3HOIOTHUECKUE
UCCIIEOBAHUS, B 4YacTHOCTU BHaeo OOl MOHHMTOPUHI C  YCTaHOBKOM
MUOTpaUUECKUX  CUTHAJIOB,  TOJIE3HBI ISl  BBISICHEHHUS  OCHOBHBIX
naTo(U3MOJIOTHYECKUX  MEXaHW3MOB  MHUOKJIOHUM M Il YCTaHOBJICHUS
MPaBUJILHOIO INArHO3a;
o ATOHUYECKUE HENPOJOJDKUTENbHBI W BO3HHMKAIOT TpH OuiiaTepaibHOMN
MOTEepe TOHYCa CKEJIETHBIX MbII. Ecnyu BO BpeMs Hadaia ONPUCTyNa MAIUEHT
CTOWT, OH 0053aTEJIbHO MaJIaeT, YTO 3a4aCTyI0 IPUBOIUT K TPaBMATH3AIINH;
o MHOKJIOHUKO-ATOHUYECKUE TMPOSBISIOTCA HEPETYJSPHBIMU HadaJlbHbIMU
MOACPTUBAHUSMH, 32 KOTOPBIMH ClieAyeT OujaTepaibHas IMOTEPsS MBIIIEYHOTO
ToHyca. Kak mnpaBuio, 4acTo BCTPEUAOTCS MNPU SMNWIENCUM C MHOKJIOHHUKO-
aTOHWYECKHUMHU TIpucTyrnamu (cuaapoM {oze);
o SMWICITUYECKUE CHa3Mbl KPAaTKOBPEMEHHBI W TMPOSIBIAIOTCS B BHUIE
HEMPOU3BOJIBHBIX  CrHOaTeIbHO-pa3THOATEeNbHBIX  JABMKCHUM  TyJOBUIA U
KOHEYHOCTEW, BO3HUKAOIIMX IIPU COKPAILECHUN PA3JIMYHBIX TPYIIIT MBIIIII.

K He MOTOpPHBIM  MpOSBICHUAM  JNUICNTUYECKUX  MOPUCTYNOB  C
reHEPAJIM30BAaHHBIM HA4yaJOM OTHOCSAT: a0CaHChl (TUMHUYHBIC, ATUIIUYHBIE,

MHOKJIIOHUYCCKHUEC U C MUOKJIIOHHNAMU BCK).
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2.3. dnuaenTu4ecKuii NPUCTYN ¢ HEM3BECTHBIM HAYAJIOM

OnuaenTUYecCKud MNPUCTYN C HEU3BECTHBIM HAuyajJoM paszfiuyaroT c/0e3

MOTOPHBIMH(BIX ) KIMHUYECKUX MPOSBICHUN U ¢/0e3 yTpaToii(bl) COZHAHMS.

2.4. HexsnaccnpuuupoBaHHbBIN SMWIENTHYCCKUAN MPUCTYI

HexnaccuduuupoBaHHblii NPUCTYNl — AOWIECOTUYECKUN MPUCTYI C
HEU3BECTHBIM HayajoM, HEYTOYHEHHOW ceMuoiorueu (c/6e3 MOTOPHBIMU(BIX)
CUMIITOMOB) U C OTCYTCTBUEM [IaHHBIX I[I0 HU3MEHEHUIO YPOBHS CO3HAHUSA
(OCO3HaHHOCTH).

Cnenytomum ypoBHeM kiaccudukarusi [LAE 2017 sBnsiercss BbIsSBICHHE
TUTIOB ((POpPMBI) BMUIIENICUU, COTJIACHO KOTOPOW pasnuyaior: 1) ¢okanbHyro, 2)
reHepaJIu30BaHHYIO, 3) COUYETAHHYIO: C YePTaMH TeHEPATN30BaHHON U (HOKAITBHOM,

4) HEYTOYHEHHYIO SIUJICTICHIO.

3. ®opMbI INNJIETICUHT

3.1. DoxkagabHas dDNUJICIICUA

[To obmenpuHsATOMY MHEHHIO, U coracHo knaccudukanuu [ILAE 2017 r.,
CUMTACTCS, YTO MALUEHTHl C OJAHUM WJIA HECKOJBKMMH THUIIAMH SIUJICHTAYECKUX
MPUCTYIOB C UX (DOKAJTIbHBIM HayajaoM cTpajaoT (okanpHOM snunencueil [Fisher,
R.S. et all. 2017], koropas MoxeT ObITb Kak YyHU(DOKAIBHOH, TaK U
mynbtudokanpaon. [Ipn ®D smunentudopMHass aKTUBHOCTh HHHUITMUPYETCS B
M30JMPOBaHHOM 00JacTu Mo3ra (Kak W IpU BCEX NPHUCTyNax ¢ (HOKAIbHBIM
HAy4ajJoM), a 3aT€M pPaCIpOCTPaHAETCs Ha OAHO WM 00a MOdyLIapus TOJIOBHOTO
MO3ra, 4TO MOXET, CBA3aHO C OBICTPBIM pACIPOCTPAHEHHEM BO30YXKACHUS U

BO3HMKHOBEHUEM (PEHOMEHAa BTOpHYHOM OumnarepanbHoil cunHxpoHusauuu (BBC).
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Onekrposuuedanorpaduyueckuit penomen BBC 6wt BriepBeie onucan K. Tukel u
H. Jasper [Tukel, K., Jasper H. 1952] u npencraBnser co0oii pacrpocTpaHeHHE
KOMITJIEKCOB ~CTAMK-BOJIHA WM KOMIUICKCOB OCTPBIX-MEIJICHHBIX BOJIH W3
pa3Apa)xaroliero OrpaHUYCHHOTO KOPTHKAIBLHOTO oOYara, ¢ pe3yJbTUPYIOMIEH
OmaTepaibHOM CITalK-BOJHOBOM aKTUBHOCTHIO B 000mx moiymrapusx [Kobayashi,
K. etall. 1992, Myxun, K.1O. u coast. 2006].

Takxe wmMmeeTcss OoJpIIas TPymHHa TEeH-CIEMU(OUUSCKUX DIUICITHUYCCKIX
CUHAPOMOB, OOYCJIOBJIICHHBIX TMATOTEHHBIMU MYyTallMsIMU ¥ 00JIAJAIONUX
OTIPEJICIICHHBIMU OCOOBIMH KITMHUKO-3JICKTPOIHIE(HATOTHISCKUMHU TTPOSBICHUSIMHU

[benoycosa, E.JI. 2010].

3.2. 'enepajan3oBaHHAasl SNNJIENICUS

MexayHapoHas npotuBodnwientuieckas aura B 2014 r. pexkomenaoBana
UCKIIIOYUTh TEPMHUH HJIMONATHYECKAass TEeHEepau30BaHHAs JIUJIENCUS U3
kinaccuukaruu [Fisher, R.S. et all. 201421]. /lanHoe ompeneneHue oO3Ha4yaeT
HacJenyeMylo MpUpoAy 3a00jeBaHusl, BMECTO KOTOPOTO ObLI NPENJIOKEH TEPMUH
«HEU3BECTHAsl WJIM BO3MOXKHO HACJEACTBEHHAS MPEAPACIOJIOKEHHOCTh». OIHAKO
€CTh MPEIOJIOKEHHS, YTO MHOTHE TAIUEHTHI C SIUJICTICUEN MPUOOPETaIOT TeHHBIE
MyTalii de novo WM CJOXHbIE€ T€HETUYECKHUE SIUJIECNTUYECKUE CUHIPOMBI,
KOTOpbIE BO3HUKAIOT KaK IO BO3JIEUCTBUEM IKOJIOTHYECKUX (HaKTOpPOB, Tak U 0e3
Hux [Epmonenko, H.A. u coast. 2011].

B 2017 r. ILAE Obul0O OpPUHATO pEIICHUWE OTKAa3aTbCsi OT TEpMHUHA
«nuonaTuyeckass dSOWwiencus» U 3aMeHuTh ero Ha  «['‘eHernueckas
reHepasim3oBanHas smwiencus» [Scheffer, [.E. et all. 2017], HO ¢ gaHHBIM
penieHneM He ObUTH COTJIaCHBl MHOTHE JKCIEPTHI, B TOM YHCIIE M POCCHICKHUE
[Kapmos, B.A. 2019].

Nnuonatnueckass  reHepajdu3OBaHHAas  OJOWIENCUS W Te€HETUYecKas
reHepaJn30BaHHAs HE SABJISIIOTCSA CUHOHUMAaMH. N nuonatnueckas

reHepajain3oBaHHas SIUJICIICUA  — BbIACIICHA B OTACJIbHYIO MMOATPYIIILY
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T€HETHYECKUX NCHEPAIM3OBAHHBIX SMWICIICUN. Y MAlHUEHTOB C AMUJICITUYECKUMU
MPUCTyIaMU C TEHEpPAIM30BAaHHBIM HayajJoM M HopMmainbHOU O3I'-kapTuHOU
HEOOXOJMMO aHAJIU3UpPOBaTh U JAPYrue KIMHUYECKUE W/UIM aHAMHECTUYECKHUE

JIaHHBIC.

3.3. KomOuMHupoOBaHHAS dNUJICTICHS

KoMOunupoBanHas snuiencus - (popma Snuiencuu, KoTopas BKIIOYAET 1B
THUIIA ANWIENTUYECKUX MPUCTYIOB € (POKAJIBHBIM U '€HEPAIIM30BaHHBIM HAyajIoM, a
Ha 20T CONPOBOKIAETCS PErHOHANBHOM, MYJIbTUPETHOHAIBHOM,
reHEPAIM30BaHHON AMTUJICITU(GPOPMHON aKTUBHOCTHIO. [IpuMepoM MOKET SBIATHCS

TAKCIIasd MHOKIOHHYCCKAsA OIIMJICIICHA MIIAJACHYCCTBA, M3BCCTHAA KaK CHHIPOM

pasge.

3.4. HeyTouHeHHas1 YNINJIETICUSA

[Ipn HeyTOUHEHHON (HEKIAaCCU(PUUUPOBAHHOW) SMHIECIICUHA, HEBO3MOXKHO
onpenenuts e€ popMy, a manHbie D1 Mano HHGOPMATUBHBI W/ WA HEJIOCTYITHBI.

[Tocnenyromum mmarom B kiaccudukanmum 2017t ILAE  sBusercs
OTIPEICIICHUE ATUOJOTUHU 3nuiiencud. [1o aTnonornyeckoMy Npu3HaKy SMUIETICHH
MONpa3ACNAIOTC Ha  IIeCThb  KaTerOpWUd: TEeHETUYECKUE, CTPYKTYpHBIEC,
MeTabonudeckue, MHGEKIMOHHbIE, UMMYHHbIE U HeyTouHeHHbie [Scheffer, LE.
2017]. Opnako, nmo muenutro B.A. Kapnosa (2019), stuonorunyeckue ¢GakTopbl
MOTYT  OBITHb  peajM30BaHbl  TOJBKO  TPH  HAJUYAH  TEHETUYECKOH
MPEIPacloiOKEHHOCTH, B CBSI3M, C 4Ye€M IpeajaraeT paccMarpuBaTh UX Kak

(dakTops! pucka [Kapnos, B.A. 2019].
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4. Dnwientu4ecKkue CHHAPOMbI

B knaccudukauuy snuiencud M 3nWienTudeckux npuctynoB ot 2017 r.
SOWICNTUYECKU CUHAPOM, OINpEAeNsICs KaK «COBOKYMHOCTb IPU3HAKOB,
BKJIFOYAIONINX KIWHUKO - OO XapaKTepuCTUKW», YacTO TOIIEP>KABAEMBIX
CeUpUIECCKUMH 3THOJOTHICCKUMHU JaHHBIMH (CTPYKTYPHBIMHU, TCHETHUECKUMH,
MeTa00IMYEeCKUMH, UMMYHHBIMU U HHGeKkmonHbiMu) [Scheffer, ILE. 2017].

B 2021 omyOmmkoBan mnpoekt kiaccupukanum, a B mae 2022 ILAE
IIPEICTABIEHA METOJOJIOTUS KJIACCU(PUKAUUKA U OIpPEAESICHUE SMHICITUYECKUX
CUHAPOMOB, MPEJI0KEHHBIX KOHCEHCYCOM 3KCIEpTOB padboueil rpynmsl «Report of
the ILAE Task Force on Nosology and Definitionsy. DnuiaenTudeckuii CHHIPOM
MpeacTaBiIsieT co0oi HAOOp KIMHUYECKUX U DIEKTPOrpadUyecKUx MPU3HAKOB,
KOTOpbIE MPEUMYIIECTBEHHO OOYCJIOBIIEHBI KOHKPETHOW 3THOJIOTHEH, MMEIOIINI
onpeneneHHbd porno3 U oreeT Ha [IDII tepamuio [Wirrell, E.C. et all. 2022,
Zuberi, S.M.et all. 2022].

OcHOBHast 1eJlb  NPEAJOKEHHOM  KIAaCCU(PUKALMKM  SIWICNITHYECKHX
CUHAPOMOB 3KcniepTamu LleneBoil rpynmnsl coCTosIa B TOM, YTOOBI:

1. Omnpegenuts SNOWICNTHYECKUE CHHAPOMBI TPU  JMHIENICUA €
MCIOJIb30BAaHUEM TEPMUHOJIOTHH, COOTBETCTBYIONIEH KiIacCU(DHUKAIIMU STUTIETICUI
u tunoB mnpunaakoB 2017 r. [Fisher, R.S. 2017] u onpenenutbs «TUIUYHBIC
MPU3HAKKU/KPUTEPUHU JIJIST KAXKJOTO CUHAPOMA C LEeNbI0 00JIerYeHns paciio3HaBaHUs
uX KIuHUIMCTaMu. O003HAUYNUTD «IIPEAYTIPEKIAIOIINE» TPU3HAKH, KOTOPBIE PEIKO
HaOII0Jal0TCS TPU CUHAPOME, HO HE SIBIISIFOTCA UCKIIOYUTEIbHBIMU.

2. ObecneynTh JOCTYMHOCTh MPUMEHEHUs KiIacCU(UKaIM BO BCEM MHUPE B
peruoHax ¢ pa3jIM4yHbIMU JTUArHOCTUYECKUMH pecypcamu (OrpaHMYEHHBIMU U
JOCTAaTOYHBIMH).

3. Hcnonp3oBaTh YETKHH CIIOBaph C ONUCATENbHBIMU CHHIPOMHBIMU
MMEHaMU U u30eraTb «MMEHHBIX» CUHAPOMOB, C HEKOTOPHIMU UCKITIOUEHUSIMH.

4. Beiaenuth rpyninsl pOACTBEHHBIX SMUIENTUYECKUX CUHIPOMOB.
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B mpoekre knaccupukanuu ILAE (2021) u yTBep>KIeHHOH METO0JIOTHU
ILAE (2022) skcnepramu B obnactu smwentonoruu [Nobili, L. Et all. 2021,
Wirrell, E.C. et all. 2022] snunenTuyeckue CUHAPOMBI CHUCTEMATU3UPOBAHBI C
y4eTOM BO3pacTa Hadasa 3a00JIeBaHUs Ha Cleaytonue 4 Tpynis:

® B HCOHATAJIHHOM M MJIQJICHUECKOM BO3paCTE;

e ¢ 1e0I0TOM B JIETCKOM BO3pacCTe;

e ¢ 1e00TOM B pa3HbIE BO3PACTHBIC TIEPHUO/IHI;

® HIMONATUYECKON reHepaJIn30BaHHOMN SMUIICTICUU.

Cornacno knaccudpukammu ILAE (2021, 2022) snunentuyecKuid CUHIPOM
mpeacTaBiIseT coboi KOpOTKHid 0030p (I1a0jJOH MPU3HAKOB W/WIIA KPUTEPHERB),
CYMMUPYIOITUHN KIIFOYEBbIE KOHIICTIIINHI €T0 OTTMCAHUS U COJEPIKUT:

1) DnuaeMuoIoruuecKue JaHHbIC.

2) KnuHuuecKyro KapTUHY U UCTOPUIO 3a00JIeBaHUs, a TAK)KE €ro TEUCHHE.

3) Tumel npucTyNOB.

4) Hanubie 391", HEHPOBU3yaTU3alIMIOHHOTO 00CIE0BaHUS TOJIOBHOTO MO3Ta,
TeHETHYECKUX U JPYTUX 3HAUMMBIX Ta0OPATOPHBIX UCCIIETIOBAHUN.

5) AuddepeHunanbHplii  AWMArHO3 € JPYTHMH  CHHIPOMaMH  W/WJIU
3a00JIEBaHUSIMU.

Ha ocHoBaHMM MOJYy4YEHHBIX pPE3YJAbTATOB IS KaXKJIOr0 CHHApPOMA OBLIU

MOJIYUYEHBI CJIEAYIOIINE IPYIIbI MPU3HAKOB:

1. Obs3arenbHbIE: COCTABISIONINE XaPAKTEPHYIO KApTUHY CUHAPOMA, KOTOPBIN
HE MOKET OBITh TMarHOCTUPOBAH MPH UX OTCYTCTBUH.

2. HacropaxuBaroliue: MOTyT OTMEYAThCsl y OTAEIbHBIX MHIAMBUAYYMOB. He
SIBJISIFOTCSL KPUTEPUEM UCKIIOYEHUSI CHUHAPOMA, HO TpeOyIOT MpOBEJACHUE
JOTIOJIHUTEJIbHBIX UCCIIEAOBAaHUMN C 1EbI0 YTOUHEHUS TUarHo3a.

3. Hckmrouaroniye: mpu ONPEIEICHHOM AIUJIENTUYECKOM CHHAPOME JOJIKHBI
OTCYTCTBOBAaTb, NPU MX HAJIUYUU JIMArHO3 KOHKPETHOIO CHHIpOMa HE

YCTaHaBJIMBACTCs.

B 2021, 2022 rr. ILAE 65111 BBeieHs! (2021, 2022) HOBBIE TEPMUHBI:
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1. Cungpombl B pa3BUTUM (B MPOIECCE Pa3BUTUSA U B AMHAMHKE). TepMuH
UCTOJb3yeTCsd MpH OTCYTCTBUU B Je0i0Te 3a00jeBaHMs 00s3aTENIbHBIX
KPUTEPHUEB, KOTOPBIE MOSBIISIOTCS B MPOLECCE PA3BUTHUSL CUHAPOMA.

2. Cungpombl 06e3 1abOpaTOPHOrO MOATBEPXKACHUS (UCHOJB3YeTCA MpU
OTCYTCTBUHU COOTBETCTBYIOIIETO OCHALICHUS).

B pesynbTate cucreMarH3aluMyd UMEIOIIMXCS ANWICNTHYECKUX CHHIPOMOB
pabouass rpynna ILAE (2021, 2022) crpykTypupoBaia 3HUJIENTHYECKUE
CUHIPOMBI U (POPMBI AMUIICTICUU TI0 BO3PACTY JeOrOTA.

B Hactostmiem yuyeOHOM TOCOOMHM MPENCTABICHBI  SIUJICITUYECKUE
CUHApPOMBI yTBepxkaeHHoW »skcnepramu ILAE (2021, 2022) B oOnactu
snunentonorun [Nobili, L. Et all. 2021, Wirrell, E.C. et all. 2022], xoTopslie
CHUCTEMAaTU3UPOBAHbI C yuyeToM Je0roTa 3a0o0JieBaHUS Ha ClEIylolHue 4 TpyMIbl
(Tabnuma 4.1):

» B HEOHATAJILHOM U MJIaJICHYECKOM BO3DPAaCTE;
» B JICTCKOM BO3pacTe;

» B pa3HbIe BO3PACTHbBIE TIEPUOIBI;

>

HANOIIATHYICCKAA TCHCPAIIN30BAHHAA SITAJICTICHUA.
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TaoOmuna

4.1. -

DONUJIENTAYECKUAE

CUHAPOMBI,

BKJIFOUYCHHBIC B

knaccudukaruio [ILAE (2021, 2022) cucremMatu3upoBaHHBIE TIO BO3pacTy AeOr0Ta

u ¢opme snunencuu [Nobili, L. et all. 2021, Wirrell, E.C. et all. 2022].

HasBanue Onunencus Onunencus Onunencus OunedanonaTuu pa3BUTHS
CUHpOMA (dhokanpHas reHEepain30Ba | COYETAHHAS u/unm SMUJICTITHYECCKUE
HHas (umerommas sHIE(DaTOTIaTHI
YepThI
dbokanpHOH U
reHepaan30BaH
HOM)
Onunentudyec | BospactzaBuc | Muoknonuuec | ['enetuueckas | -Pannss MIIaZIEHYECKast
KHe umas Kast SMWJICTICUSL  C | DTIAJICTICUSL  PAa3BUTHUS W
CUHAPOMBI  C | (cemeiiHas) AMUJICTICUS (heOpWIbHBIMU | ATIUJICITHYCCKAS.
HayajioM B | HEOHATajdbHAasl | MJIQJICHUYECTBA | CyJ0pOraMu -Onunencus y
HEOHATAIIBHOM | STUJICTICHSI. TLTIOC HOBOPOXICHHBIX c
u BospacT3aBuc MUTPUPYIOLIUMU
MJIAJICHYECKO | UMas (hOKaNBHBIMH MPUCTYTIAMHU.
M BO3pacre MJIaJICHYECKas -CunzpoM HMH(AHTUIBHBIX
(cemetiinas) CIIa3MOB.
SIUIETICUSL. -Tsoxenas
Bo3spacrtsasuc MHOKJIOHUYECKAS
umas AMUJICTICHS MJIaJICHYECTRA.
HEOHaTalbHas -Onuiiencusi pasBUTUA U
1 AMUJICNTHYECKAs
MJla/ieHYecKas crenuduueckoit
(cemeiinas) STHOJIOTHH:
SMUJICTICUSL. -BBI3BAHHOM, MYyTallMsIMU B
regax: PCDH19; CDKLS5;
KCNQ2; GLUT-1;
-BBI3BAaHHOM, HM3MEHCHHEM
MeTabonu3ma:
MU PUIOKCUH/TTUPUIOKCAITH
docdar-3aBucumas;
-Cunznpom [Hrypre-
Bebepa;
-I'emacTrueckas
ANUJIETICUS npu
ramapTpome
THIOTaJIaMyca.
Onunentuyec | BospactzaBuc | -Onunencus c | - -Onunencus c
KHe UMbl MHUOKJIOHUYEC MHUOKJIOHUYECKH-
CHUHIPOMBI ¢ | (oKambpHBIC KUMH aTOHUYECKUMHU
HayajioM B | DIIMJICTICUU: abcaHcamu. MIPUCTYTIAMH.
JIETCKOM -3NWJIENCUs € | -DNWIETICUsT C -Cunapom Jlenokca-I"acro.
BO3pacTe [EHTPaTbHO- MUOKJIOHUSIMU -DHIedanonarus
TEMIIOPAJIbHBI | BEK. pa3BUTH u/vunm

MU CIIaKaMM;
-BIUJIETICUST  C
BETeTaTUBHBIM
il

SIHJIETITUYECKAs CO CITalK-
BOJIHOBOWI aKTHBAallMEN BO
CHE.

-ONHIENTHYECKUI
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MIPUCTYTIAMH; CHUHJPOM, CBSI3aHHBIA C
-JieTcKas ¢beOpunpHON  MH(pEKIUEeH
3aThIJIOYHAS (Febrile Infection-Related
SNWIENCUS €O Epilepsy  Syndrome -
3pUTEIILHBIMU FIRES).
MPUCTYTIaMH; -Onuerncus c
Te€MHKOHBYHJIbCUBHBIMU
MIPUCTYTIAMH u
reMUILIETUEN
(Hemiconvulsion-
Hemiplegia-Epilepsy -
HHE).
Onuientuyec | -ODdMuUiencus | - -Onunencust ¢ | -IIporpeccupyromuit
KHe BHCOYHAs c MPUCTyNaMH, sHIedanmut KoxeBHHUKOBa-
CHUHJIDOMBI  C | TUIITIOKAMITAJTh BBI3BaHHBIMH | PacmycceHa.
HavaJIoM B | HBIM YTEHHUEM. -IIporpeccupyromiue
pa3IMYHBIX CKJIEPO30M. MHUOKJIOHYC STHIICTICHH.
BO3PACTHBIX -Onunencusi,
nepuoaax TUIIEPMOTOpPHA
s, CBsI3aHHAA
CO CHOM.
-Onmnercus,
ceMeiHas,
¢dokanmpHas C
BapualeTbHBI
M GOKyCcOoM.
-Dnuencust
CO CIIYXOBBIMHU
IPUCTYTIAMH.
WUnuonarnuec | - -JleTckas - -
KHe abcaHcHas
reHepain3oBa AIUIICTICUSI.
HHBIE -FOBenunbHast
AMUJICTICUHT abcaHcHas
AIHJIETICHSI.
-fOBenunbHas
MHUOKJIOHUYEC
Kast
AIHIICTICUSI.
-Onuiencust ¢
W30JIMPOBAHH
BIMH TOHHUKO-
KIIOHHYECKUM
"
MPUCTYHAMH.

Ha pucynkax 4.1,

BO3HHKAIOIINE

ICHCPAJIM30BAHHBIC U KOM6I/IHI/Ip0BaHHI>I€,

B Pa3JINIHbIC

4.2, 4.3 yka3aHbl

SIMUICHTHYCCKUC BHHGCI)aJ'IOHaTI/II/I.
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BO3PACTHBIE

IICPHUOIbI:

OIUICIITHYCCKUC CHHAPOMBI,

doxanbHbIE,

sHIlepasoNaTuy  Pa3BUTHS  W/WUITU




1 Hen 1 mec | 6 Mec | lrog 6 mer 12 aer 18 et
HoBopo:xJeHHBbIE I'pvaHoii Bo3pacT JeTCKHAH IToapocTKOBBIH B3pocasii
SIMMIEIITHYECKHE

CHH/IPOMBbI, ®OKAJIbHBIE

IameHTecKan
(cemeiinasn)

HEOHATAIEHAA H InHAencHs, JeTCKan

3ATBLIOYTHAA CO
IPHTEeILHEIMH
NPpHECTYIAME

NEIenCcHsA,
hoToceHCHTHEHAR
JATBLIOYHAA

(cemeiinan)

DnHIencH,
doKAIEHAA CceMelHaN
¢ BapHadeIbHBIM
Poxycom

INMHIeNCH

(ceMelHAA)
HeOoHaTAIbHAA

INMHICNCHA CO
CIIyXOBBIMH
NPHECTYIaMHE

| 12 ner

"~

lmen

1 mec 6 Mec

1roxg 6 TeT

] 18 et

cunapomsel, ¢okansabie ILAE 2022 1r.

Pucynok 4.1. Dnunentuyeckue
[Wirrell, E.C. et all. 2022].

1 men

1 mec | 6 Mec | 1rog 6 1eT 12 met 18 et
HoBopo:KXIeHHbIe I'pyaHoOIli Bo3pacT JdeTcKnii IMoapocTKOBLIH B3pociblii
HOBeHRIBHAR
SQJIMMITEIITHYECKHE

CHH/IPOMBI,
T'EHEPAJIN30BAHHBIE

JdeTcrkan

ANHIenCcCHs

MHOEKIOHHAIECKAH
IMHEIeNCHA

JMEIEeNCHA ©

H30IHPOBAHHEBIME
TOHHKO-KT0HETE CKRME
MPHCTYIIaME

HOEeHBILHAR

GYMMITENMITHYECKHE CHHJIPOMBI, KOMBHHHPOBAHHEIE
INAIencHA

JNAIenCcHA C
reHeTHIeCKad C

MpHECTYIAME,
tedprIBEHBEIME —_— EBI3BAHHBIME
cyaoporaMe + STeHHeM
1 men 1 aec [ 6 mec | 1rox 6 1eT 12 1et | 18 xer
Pucynok 4.2. DOnwmientuueckue

CUHAPOMBI, TEHEPAITM30BaAHHBIC
komOunupoBannbie [ILAE 2022 rr. [Wirrell, E.C. et all. 2022].
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| 1rog 6 J1eT 12 metr 18 meT
DVIHOI Bo3pacT JdeTcKHii IToapocTKOBLI B3pociibiii

SHITEPAITOITATHH PAZBHTHA

HIH SITHITEIITHYECKHE Junepatonarnn

PazBEHTHH il

53 I E(p..‘&-.lIOH.. TI]]I IMAJIeNTHYEeCKaAd Co

CHHIpOM Hell BO cCHe
HHpaHTHIE
HEIX
CIIazMOE

PaHHAA MIageHTECKad
3MAIENCHA PazEATHA
H 35NHIeNTHIECKad

TIporpeccHEpywmei 3>anedaraT
Snmrenmcun y KoxeBHAEKOEA
HOEOPOEIEHHEIX C INEIeNTHIECKHE CHHAPOM,
MHETPHPYHITEME CESAIAHHEIR ¢ pebpRiInHOE
DoKaIEHEIME mHpeKmAeR

MPHCTYIaME
TIporpeccHpy0mMAme MHEOKIOHYC

SMAIEICHR
DnHIencH
raMapIp:

6 J1eT 12 met 18 met

Pucynox 4.3. Duuedanonatud pa3BUTUS W/WIKM  JNHICTITUYECKUE

suneanonarun ILAE 2022 rr. [Wirrell, E.C. et all. 2022].

B Hacrosmem y4eOHOM MOCOOMU YyKa3aHbl SMUJENTUYECKUE CUHIPOMBI,

BCTpCUHAIOIMHUECA Y ITIOAPOCTKOB U B3POCJIbIX.

4.1. dnujaenTuyeckne CUHAPOMbI, (POKATbHBIE

B knaccudukanmio dokaneubix ¢opm snunencuu [ILAE (2021, 2022 rr.)

BKJIFOYUYCHBI:

o DNOWJICNTUYCCKHUE CUHAPOMBI, (bOKaJ'IBHBIe, BBI3BAHHBIC T'CHCTHYCCKHMMH

U/WIM COYETAaHHBIMU (CTPYKTYPHO-T€HETUYECKUMU ) MPUYUHAMMU.
OnuienTuyeckue CUHAPOMBI, (HOKaIbHBIE CO CHEHMPUUECKON ITHOIOTHEH,
Opy  YCIOBUHM, 4TO 3a0oieBaHUME ObLIO BBI3BAHO E€AMHCTBEHHBIM

OTHOJIOTHYCCKHUM (b&KTOpOM.

Onunenmuuecxue CqupOMbl, (j)OKaJZbele, 06yCﬂ06JZ€HHbZ€ C 2eHemu4ecKou

smuonocuelt:

® OIUJICTICHUA, TUIICPMOTOPHAA, CBA3dHHAA CO CHOM: MyTAallMHM B I'CHAX

CHRNA4, CHRNA2, DEPDCS5, KCNT1, NPRL2, NPRL3, PRIMAI;

. snuiencus, (QokanbHas ceMeilHas C BapuaOeNbHBIM  (POKYCOM:

DEPDCS5, NPRL2, NPRL3;
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. snuiencus co cayxoBbiMu npuctynamu: LGI1, RELN, MICALI.

[Ipu3Haku, Ha OCHOBE KOTOpBIX MpoBOAUTCS auddepeHnnanibHas
JUArHOCTHKA (POKATBHBIX SMUIICTICHM, BRI3BAHHBIX M€HETUYECKOM, CTPYKTYPHOU U
CTPYKTYPHO-T€HETHYECKOW  JTHOJOTMEH, ¢  HadagoM  3a0oieBaHUs B
MOAPOCTKOBOM/B3POCIIOM BO3PacTe/B Pa3IMYHBIX BO3PACTHBIX MEPUOAAX YKa3aHbI

B Ta0imuue 4.1.2.

Tabnuua 4.1.2 - OTnuuuTeNnbHble PU3HAKA TEHETUYECKUX, CTPYKTYPHBIX U
CTPYKTYpHO-T€HETHYECKUX  (DOKAJIBbHBIX  JOWIeNcud ¢ 1e0loToM B

MOAPOCTKOBOM/B3POCIIOM BO3pacTe/B paszinuHbie Bo3pacTHbie nepuonabl (ILAE

2021, 2022 rr.)

IIpusnak \ Onucanue
Onunencus, 2unepmomopHasl C8A3aHHAsL CO CHOM

Bospact nebrora: 2-s1 neKaa JKU3HU

Knunuueckue npu3Haku: | KpaTKOBPEMEHHBIE KMHETUYECKHE 170031 ACUMMETPUYHBIE
TOHHYECKHE/ TUCTOHUYECKIE MOTOPHBIC IPUCTYIIBI BO CHE.

Unrtepukransnas D01 ¢boHOBass puUTMHKA B HOpME.; (QoKanbHas >SmuwienTudopmMHas
aKTUBHOCTb, KaK NMPaBUJIO, B IOOHBIX OT/JENAX.

Mertoabl dokanpHas KOpPTHUKAlbHAs JAWUCIUIA3Us WM  TPUOOpETCHHAS

HEWPOBU3YAITH3AIIUN CTPYKTypHasi IaTOJIOTUSI, UM HOpMA.

T'OJJOBHOI'O MO3ra.

Onunencus, hoxanrbHas cemelnas ¢ 8apuaderbHbiM oKycom

Bospacrt gebrora: 1-2-1 nexama KU3HU

KnuHuyeckue npu3Haku: | MPUCTYMNbI € (OKAIbHBIM HayajaoM, CEMUOTHKA, KOTOPHIX 3aBUCUT
OT 00JIaCTH KOPHI BOBJICUEHHOH B OYar Mopa)xeHus1, 1 KaK MpaBHiIo,
KJIMHAYECKAsi CAMIITOMATHKA MIOCTOSIHHASL, HE BUTOM3MEHSETCS.

WurepukranpHas 3901 ¢doHOBast puUTMHKa B HOpMe; (okanbHas HSNUIenTUPOPMHAS
aKTUBHOCTb.

MeTtobl ¢doxanbHasg KOpPTUKaJlbHAs JAMUCIUIa3Usl WIM HpUOOpETeHHAs

HepoBU3yanu3aluu CTPYKTypHas MaToJOT s, WK HOpMA.

T'OJIOBHOT'O MO3Ta.

Onunencus co CIyX08biMuUu npucmynamu

Bo3spacr gebrora: 1-2-9 nexama >KU3HU

Knuaudeckne npu3Haku: | MPUCTYNHI ¢ (DOKAIBHBIM HAYaJIOM — CEHCOPHBIE (CO CIIyXOBBIMHU
CUMIITOMaMH) WJIM KOTHUTUBHBIE (C pelenTUBHON ada3ueil).

WurepukranpHas 3901 ¢doHOBast puUTMHKAa B HOpME; (oKambHas SHNUIENTHPOPMHAs
AKTUBHOCTPH KaK MPABUJIO B BUCOYHBIX OTJICNIAX.

MeTob1 HOpMa, OJHAKO coolmIaercs o Maidb(hopMalusX C BOBJICUECHUEM

HEHPOBU3yaTH3AIHH HEOKOPTEKCa 3aJHEBUCOYHBIX 00IACTE.

T'OJIOBHOT'O MO3Ta.
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Onunencus, 2UNEPMOMOPHAsL, CEA3AHHAS CO CHOM — DIWIECNTHYECKUN
CUHAPOM (HOKATHHOW AIUICTICHH, TPOSBIISIIONINICS KIACTEPHBIM (CEPUIHBIM)
TEUEHHUEM JNWICNTUYECKUX TMPUCTYNOB C (HOKAIBHBIM HAYaJIOM: MOTOPHBIM,
BO3HUKAIOMIMX BO BpeMsi cHa. Kak mnpaBWwio NpUCTYyNn KOPOTKUW (MeHee 2-X
MUHYT), N€OIOTHPYET BHE3AITHO M 3aKAHYMBACTCS C COXPAHHBIM CO3HAHUEM, CO
CTEPEOTUITHBIMU KIIMHUYECKUMHU MPOSIBICHUAMU (acCUMMETPUYHBIMU
TUNIEPKUHETUYECKUMU/TOHUYECKUMH ). JlaHHBIH CHHIPOM BKJIIOYAET CIEAYIOIINe
AMWICNITUYECKUE CHUHIPOMBI M3 TPEIbIAYIINX KiacCcu(UKaIUi, KOTOpPble MOTYT
OBITh TEHETUUECKOUN U/UIU CTPYKTYPHOU STUONOTUU: SMUIICTICUSI-TUCTOHHS HOUHAS
TUITHOTEHHAsl TapoOKCHU3MalbHasl, SIWIETCHs, JIOOHAs HOYHAs W DIWIETCHS,
ayTOCOMHO-JJOMUHAHTHAs JIOOHAsI HOYHAsI.

[Ipu3Haky, Ha OCHOBAHHHM KOTOPBIX MPOBOAHTCS mudPepeHnnanpuas
JMUAarHOCTHKA SMUJIEIICUH, TUIIEPMOTOPHOM, CBS3aHHOW CO CHOM, IPEICTABIICHBI B

tabmune 4.1.3.

Tabnuua 4.1.3 - JIluarHocTUYeCKUe KPUTEPUU IMUICTICUU, TUIIEPMOTOPHOM,

cBs3anHoM co cHoMm ILAE (2021, 2022 1T.)

Kpurepuii/npuznak \Olmca}me

Oo0s13aTe/IbHbIC KPUTEPUH:

Tun npucTynos: ¢ (okanpHBIM HAYaJOM => MOTOpPHBIE C TUIEPKUHETHUYECKUMU WU
ACUMMETPUYHBIMU TOHHYECKUMU/IUCTOHUYECKUMH, TIPOSIBICHUSIMH,
BO3HUKAIOIMMU IPEUMYILECTBEHHO BO BPEMSI CHA.

HacropaxkuBawinue Npu3HaKu

Tunel npucTynos: BO3HHUKAKOIIKE B OOAPCTBOBAHHH.

Bospact nebrora: MmeHee 10 u 6omee 20 jerT.

Pa3Butue B nebroTe: CpeHsIsl WK TshKellasi YMCTBEHHAs! OTCTaIOCTh.

Hesponorunueckuit 04aroBasi HEBPOJIOTNYECKass CUMIITOMATHKA.

cTarTyc:

Kputepum nckiawdenns:

Tunel npucTymNoB: C TeHEepaJIN30BaHHBIM HAYaJIOM WJIM BO3HMKAIOIIME MCKIIIOUUTENIBHO B
00IPCTBOBAHUM.

Bo3spact nebrora: MeHee 2 mecsieB; Oosee 64 merT.

He obsi3aTesabHble | MPT ron0BHOTO MO3ra, OJHAKO, JOJDKHO OBITh MPOBENEHO C IIENBI0

METObI: YTOUHEHHUSI 3TUOJIOTHH M UKTaibHas D01
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Onunencus, cemelinas oKarbHas ¢ 8apuadeibHbIM GOKYCcoM — CEMEHHBIN
(b oKaTbHBIHI ayTOCOMHO-JOMUHAHTHBIN SIMWJICITUYECKU I CUHPOM,
XapaKTEePU3YIOMIUICS SMUICNITUYCCKUMHA MPUCTyHaMu ¢ (OKAIbHBIM HayajaoMm. Y
pPa3HBIX UJICHOB OJHOM CEMbU BBIABISICTCS pa3iuyHas 30HA WHUIMAIUU
ANUJIENTUYECKUX MPUCTYIIOB, Yalle M3 JOOHBIX WM BUCOYHBIX OTAEIOB, HO Yy
KaXXJIOTO 4JI€HA CEMbHM MMEETCS OJWH THUIl SMUJIENTUYECKUX MPUCTYIOB. PanHee
CUHJPOM Ha3bIBaJICs: «OMHWICTICHS CEMEeWHas MapluuajibHas C BapuaOeIbHBIM
dbokycom» u  «Onuiencus  ayTOCOMHO-JIOMHHAHTHAas  MapuuaibHas  C
BapualenbHbIM  (pokycom». [lpu JuarHoCTHKE BBISABISIOTCS CTPYKTYpHbIE U
reHETUYECKHEe MPUYUHBL. [lalMeHThl TOCTAaTOYHO 4YacTO 4yBCTBUTENBHBI K [1DI1
Teparuu.

[IpuzHaku, HeoOXomumble i AuddepeHIUanbHON  THArHOCTUKHU
AMUJIETICUHU, CeMEHON (oKabHOU ¢ BapuabebHbIM (POKYCOM, YKa3aHbI B Ta0IUIIE
4.1.5.

Tabnmuna 4.1.5 - JluarHocTUYECKHE KPHUTEPUU ODIWICTICHH, CEMEHHOU

¢doxkanbHol ¢ BapuadenbubiM pokycom (ILAE 2021, 2022 rr.)

Kpurepuii/npusnak \ Onucanne

Oo0s13aTe/ibHbIE KPUTEPUH:

Tun npucTymnos: ¢ ¢hoKaJIbHBIM HAYAJIOM.

HelipoBusyanuzauusa ronoBHoro | Hopma minn OK/I.

Mo3ra:

Hpyrue WCCJICIOBAHMS | ATWICITUYECKUE TPUCTYIBI C (POKANThbHBIM HAdajJoM W3
(BKJTIOYAIOIIIE TEHETUYECKHE): pa3IMYHBIX OTAEJIOB KOPbl y pa3HbIX YIEHOB CEMbU B

CEMEMHOM aHaMHeE3eE.

Hacropaxxupawiiue Npu3HaKu:

20l TreHEPAJTIM30BAHHbBIE PA3PSIIbL.

Bospact nebrota: B HEOHATAJIbHOM IIEPUOJIE.

Heponornueckuii cratyc: 04aroBasi HEBPOJIOTMYECKAsi CHMITOMATHKA.

Kpurepuu uck/iw4eHus:

Turbl IPUCTYTIOB: C TEHEPaJIN30BAHHBIM HAYaJIOM.

PasBurtne B nedrore: CpEAHSIs WU TSKEJIasi YMCTBEHHAS] OTCTAJIOCTb.

Hpyrue uccneaoBaHus, BKIIOYAs | AMIICITUYECKHE TPUCTYNBI C  (OKaJbHBIM HAYaJioM C
T€HETUYECKHE! ne6roToM 10 20 MecsiieB B ceMeHHOM aHaMHeE3e.

MPT ronoBHoro mosra HeoOXoAMMa €  IIeJIbI0  YCTAHOBJIEHHUS  JMarHo3a W

UCKJIIOYEHHsI CEMEHHOro TyOepO3HOIo CKJIepo3a MU JIPYTHX
npUOOPETEHHBIX TPUYHH.

He o0s3aTebHbIE METOABI: ukranpHag D01 .

26




Onunencusi co CAYX08bIMU HNPUCMYNAMU — DHWICNTUYECKUN CHHAPOM
GOKaTbHOW  AUWICTICHH  TPOSIBISIETCS]  SMWICHTHYECKUMHU — MPUCTYyHaMu ¢
(hoKaIbHBIM HAYAJIOM C COXPAHHOW OCO3HAHHOCTHIO U CIYXOBOM CUMIITOMATHUKOM
W/UM CEHCOpHOM ada3uei, B pelKUX Clydasx BO3MOXKEH IEpPeXoJ]] B TOHHUKO-
KJIOHUYECKHE TMPUCTYNbL. Y YacTH NALUWECHTOB IPUCTYNbl MTPOBOLUPYIOTCS
3ByKaMmH. Pexe HaOmrogaeTcs HacieI0BaHUE MO ayTOCOMHO-JOMUHAHTHOMY THUITY
Y BCTPEUYAETCS KAK SMUJICTICUSA CEMEMHAS CO CIIYXOBBIMU HpuUCTynamMu. lIpuctymbl
JIeOITUPYIOT y TMOAPOCTKOB MJIM B3POCIBIX, paHee 3J0pPOBBIX Jojeh, 0e3
aHaMHe3a 110 SIUJICIICHUM.

[Ipu3Haku, Ha OCHOBAaHMM KOTOPBIX NpOBOIUTCS AU depeHInaIbHas

JTUArHOCTHKA SIUJISTICUH CO CIYXOBBIMHU MPUCTYIIaMH, YKa3aHbl B Ta0mulie 4.1.6.

Tabnuua 4.1.6 - JIMarHOCTUYECKUE KPUTEPUHU SIMIIEIICUU CO CIIyXOBBIMU

npuctynamu (ILAE 2021, 2022 rr.)

Kpurepuii/npusnaxk ‘ Onucanue

Oo0s13aTe/IbHbIC KPUTEPUH:

Tun npuctynos: Cc (oKampHBIM HAyaJOM => CEHCOPHBIE CO CIIyXOBBIMU
NPOSIBICHUSIMH W/MJIM KOTHUTHUBHBIE C PEIENTUBHOU (3aaHEN)
adazueil.

HelipoBusyanuszanus HopMa min OKJI.

T'OJIOBHOT'O MO3Ta.

Hacropaxxupawiuiue Npu3HaKu:

20T reHEPAIM30BaAHHBIC AMUICHTH(OPMHBIE PA3PSIbL.
HeBponoruueckuii craryc: oyaroBasi HEBPOJOTHUYECKasi CAMITOMATHKA.
Kpurepuu uck/io4eHms:

TuIbl IPUCTYIIOB: C F'eHEepaJIM30BaHHBIM Ha4aJI0M

PasButue B nedrore: CPEIHSISI WUIH TsDKEIasi YMCTBEHHAs! OTCTAJIOCTb.
He od0s3aTeabHbIE | UKTaNLHasA DOl

METOAbI:

MPT rosoBHOrO MO3ra HEOOXOIUMAa C IIEJIBI0 YCTAHOBJICHUS JAWArHO3a M UCKIIOUEHHUS JIPYTUX
3a00JIeBaHUM.

Onunenmuveckue cUHOPOMbL, (DOKAIbHBIE CO CHEYUPUUECKOU IMmuoaouel,
MIpU YCJIOBUH, YTO 3a00JieBaHUE ObUIO BBI3BAHO €JWHCTBEHHBIM ATHOJOTHYECKUM

bakTopoMm:
e Dmmierncus  BUCOYHAs  (MeAWalibHAsg) C  THONOKaMIATbHBIM

CKJIEPO30M.

e IlIporpeccupyrommii sunedanut KoxxeBuukosa-Pacmyccena.
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Onunencus 6ucouHas (MeouarvbHas) ¢ SUNNOKAMNANbHLIM CKIEPO30OM -
SMWICNITUYECKUH  CHHAPOM  (OKATbHOW  AMWJICTICUH,  MPOSIBIISTFOIIUICS
AMUJIENITHYECKUMHU TIPUCTyNaMu ¢ (OKAJIbHBIM HAa4yajoM C HapyIICHUEM CO3HAHMS
U KIMHAYECKUMH TIPOSBICHUSMH B COOTBETCTBHM C  BOBJICKAIOIIUMHMCS
MEIHAIbHBIMA OTJEJIaMu BHCOYHOW nonu. Ha D33I: wuHTEpUKTampHO -
pernoHa bHas AMwiIenTu(opMHas aKTUBHOCTH C HApacTaHWEM HHJEKCAa BO CHE
W/HUIX JOKaJIbHOE 3aMeIJIEHHE B BHCOYHBIX OTBEACHMAX, HKTAILHO —
cnenupuaeckuii 3eKTporpadUuecKuil MaTTepH SIUJICHTHYSCKOr0 MPHUCTyMa C
(hOKaIbHBIM HAYyajOM WM PETHOHAJIBHBIN SJICKTPOJISKPEMEHT MPH HOPMAIbHOM
(GOHOBOW  AKTHBHOCTH. Havanmy ~ KIMHWUYECKUX  TPOSIBICHHH  MOXET
MPEIIeCTBOBATh PErUCTPAIis UKTAJIbHBIX MATTEPHOB Ha cKajbiioBol D1 B pse
CIIy4aeB PETUCTPHUPYETCS MOCTIPHUCTYITHOE JIOKATHLHOE 3aMEJICHHE Ha CTOPOHE
MOPaKEHUSI.

[Ipu3Haku, Ha OCHOBAaHMHM KOTOPBIX TIPOBOIUTCS auddepeHInaIbHASL
JTUArHOCTHKA SIHJICTICMH, BHCOYHOW (MEIUaabHOH) C THUIIIOKAMIIAIbHBIM

CKJIEpO30M, IIpeicTaBIeHbI B Tabuuile 4.1.7.

Tabnuna 4.1.7 - JIMarHOCTUYECKHME KPUTEPUU ODMHICTICUA BHUCOYHOU C

TUIIIIOKaMITIAJIbHBIM CKJICPO30M IIO KJIaCCI/I(i)I/IKaHI/II/I SIMICTITUYCCKUX CHUHAPOMOB

ILAE 2021, 2022

Kputepuii/npuznak ‘ Onucanue
Oo0s3aTe/IbHbIe KPUTEPUM:
Tun npucTymnos: ¢ (¢oKanbHBIM HadaJoM c/0e3 COXpaHHBIM(OTO) CO3HAHHS, MPHU

KOTOpBIX B KJIMHHUYCCKHUC HpO?IBJ'IeHI/IFI B )IC6IOT€ HpI/ICTyrIa OTpa)KaIOT
BOBJICUECHHE OTJIEJIOB MEIUATILHON BUCOYHOM HOJIH.

HeiipoBusyanuzanus TUNIMOKaMITaJIbHBINA CKJIepo3 (YHUIATepalbHbIM UIN OUIaTepalibHBbIH).
rOJIOBHOT'O MO3ra:

HacropaxkuBawinue Npu3HaAKN:

Tunel npucTymnos: KJIMHAYECKHE MPOSIBICHUS Hayalla yKa3blBae€T HA BOBJIECUYECHHE JIPYTUX
OT/EJIOB KOPbI BHE MEIMAJIbHOW BUCOUYHOU JTOJIH.

20l OTCYTCTBHE MEXKIIPUCTYITHOM PErHOHAIBLHON  3mienTudopMHOI
AKTUBHOCTU B BHUCOYHBIX OT/ENaX IPHU MOBTOPHBIX HCCIEAOBAHUSIX;
reHepaJIM30BaHHbBIC AWIeNTU(OPMHBIC pa3psisl;
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BBICOKOAMIUJIMTY IHBIC HCHTPAJIbHO-BUCOYHBIC pa3psabl;
MEXIPUCTYIIHBIE (POKANIBbHBIC OSMWICNTUPOPMHBIE pPa3psSAbl  WIH
pETHOHAIBHOE 3aMeIJICHHE BHE BHCOYHBIX (33 JHEBHCOYHBIX) OTIEIIOB.

Bo3spact nebrora: MeHee 2 JIeT.

PaszButie B ]166IOTe: CpCaHAA W TsXKEIad YMCTBCHHAA OTCTAJIOCTD.

HeBponoruueckuit oyaroBas CUMITOMATHKa, HAlpUMEp: TeMHIIape3, 3a HCKIIOUCHHEM

CTarTyc: ACHMMETPUU MUMHUYECKON MYCKYJIATYPBI.

Kpurepuu uck/io4enns:

TuIbl IPUCTYIIOB: C F€HEPAITM30BAHHBIM HAYAJIOM.

Q0TI reHEpaIM30BAHHOE HayaJlo SMNWICNTUYECKUX MPUCTYNOB WIH HX
HAayaJlo B JPYrux otTnaenax (BHE BHUCOYHBIX (3aTHEBUCOYHBIX)
OTJICJIOB).

He o0si3aTesibHbIE | uKTambHas DOI.

METOAbI:

Ilpoepeccupyrowuii SHYeharum Koorcesnurxosa-Pacmyccena -

AOWIENTUYECKU  CHHAPOM  TeMUCHEpHOW  SHWIENCHH,  MPOSBISIFOLINIICS
ANWIENTUYECKUMHU  MPUCTYNaMU C  (OKAJIbHBIM  HadyajoM (MOTOpPHBIMH),
[POrPECCUPYIOIMMU  TI0 BPEMEHH, YacTOT€ M HX TOHKECTH KINHUYECKUX
nposBIeHU. B OONBIIMHCTBE CiIyyaeB pa3BUBAETCs TIe€MUIIApPE3, KOTOPBIA B
JajnpHeueM nporpeccupyer. llpu nposeaeHnn HEWpPOBU3YAIHU3ALMU T'OJIOBHOIO
MO3ra — Mporpeccupyromas reMuarpo@uss Ha CTOPOHE IMOPAKEHHUS T'OJIOBHOTO
MO3ra M KOHTPAJATEpaJbHO MMEKIIeMycs mnapedy. Hawano xiIMHMYECKHxX
IIPOSIBJICHUH B IETCKOM, IIOAPOCTKOBOM U MOJIOJIOM BO3pacTe.

[Ipuznaku, HeoOxomumble i1 AudPepeHIIManbHON  AUArHOCTHKHU
nporpeccupytomiero sHuedanuta KoxeBHukoBa-PacMmycceHa, mpencTaBieHbl B

Tabmune 4.1.8.

Tabnuna 4.1.8 - JlnarHOoCTHYECKHE KPUTEPHUH MPOTPECCUPYIONIETo HHIEhaInTa

KosxxeBnukoBa-Pacmyccena (ILAE 2021, 2022 rr.)

Kpurepuii/npusnak \ Onucanue

Oobs13aTe/ibHbIE KPUTEPUH:

Tun npucTymnos: ¢ (dokambHBIM/TeMUC(HEPHBIM HAYAJIOM C YBEJIMYCHHEM YacTOTHI B
TeyeHue 2-4 Henenb u/uinn 1-4 MecsieB.

HelipoBusyanuszanus nporpeccupylomas reMuaTpodus (BOBICUSHUE HHCYIIBI U XBOCTATOTO

TOJIOBHOTO MO3ra: Anpa).

CIC) I ¢dokanbHOE 3aMEAJIEHHE M MEXKIPUCTYIHBIE pa3psiabl B OJHOM
MOJTYLIAPHH.

OTnaneHHbIN NPOTHO3: | PE3UCTEHTHO-MEIMKAMEHTO3HAs DMUJICTIICUST U IPOTrPECCUPYIOIHIA
HEBPOJIOTHYECKHM NeUIHT.
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Hacropa:kuBawuiue Nnpu3HaAKuU:

Tunbl IPpUCTYIOB: pErMOHAIbHOE HAYaJI0 HE3aBUCHMO U3 JIBYX reMucdep.

O0I™: TeHEepaIN30BaHHbIC SMUIENTU(OPMHBIE pa3psiibl.

Bo3spact nebrora: MOJIPOCTKOBBIM M B3POCJIBIN BO3PACT.

PasBurue B nedrore: HapyIICHUs JI0 Havaja 3a00JIeBaHMsl.

HelipoBuzyanuzanus OTCYTCTBUE THUINEPUHTECHCUBHOTO CHUTHaJla B pexume Ha T2-
TOJIOBHOTO MO3ra: BU/FLAIR B Kope/CyOKOPTHKAIBHBIX OTAEIaX C TOCICIYIONICH

aTpodueit Kopbl

Kpurtepun nckiawdenns:

Tunel npucTynos: C TEHEpPAJIM30BaHHBIM HA4YAJIOM.
Hesponoruueckuii reMunapes B JeOwore 3a0oneBaHus (IIpU HAJTUYUU  CTOHKOTO
CTaTyc: reMMIIape3a II0CI€ 3aBEPUICHMs DIMICNTHYECKOrO CTaryca — HE

uckmouvaercss HHE cunnpom - snumencusi ¢ reMUKOHBYJIbCUBHBIMU
npuctynamu u remurieruei (Hemiconvulsion-Hemiplegia-Epilepsy).

MPT rojoBHOro Mo3ra: | kapTuHa cxoxas ¢ cuaapomom IlItypre-Bebepa.

He o0s3aTebHbIe | ukTagpHag D1 .
MEeTOABbI:

4.2. JnuienTu4yecKue CHHAPOMBI, FTeHePaJINn30BaHHbIE

Bokpyr koHIenuuu renetTuueckoil renepanu3oBanHoi smwiencuu (IT9) u
UIMONIATHYECKOW  reHepanu3zoBaHHoW  smwiencun  (UI'D), a Ttakke o
MPAaBOMEPHOCTU TPUMEHEHHUs TEpMHHA "HAMOINaTh4ecKas'" BEAyTCS AaKTHUBHBIE

JIUCKYCCHH.

T'eHeTnUyeckKkHe reHepaHIfIBOBaHHbIe DnnJencun

DImHIenTHIeCKas
3HNedaronaTuga

HanomaTndecKne
TenepanusoBannble Jnmiaencun (HI'J)

DNRIencHs C
MEOKIOHAIECKH —
ACTATHIECKAME
HpPHCTYHAME

Herckasn IOHOmeCcKAR
AgcancHas AfcaHcHAA

2

DHnedaonarusa pazBUTHS
H/Aan
SMHIeNTHIeCKas

IHI e[ll ajgonaTuda

IMHIeNCcHT C

_ » yCOM,
INHIIICHA C

H3o1HpOBAHHBIMH
ToHHKO-
KioHHYeCKHMH
IIpECcTYnAMH

(OUTKII)

IMEIeNcHA
MHOKI0HAIECKRME

Danedanonarus
MuEOKTOHHTECKAR
SMEIENCHA ¥ PazBHTHSA

HOBOPOEIeHHBIX

Pucynoxk 4.4. 'enetndeckue reaepannzoBannbie smuiencuu (I'T3)
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Ha pucynke 4.4 npencrasiena HoBas kinaccuduxamus ['TO cormacuo ILAE

2022 rr. [Wirrell, E.C. et all. 2022].

Pabouas rpynna ILAE 2014, 2017, 2021, 2022 [Fisher, R.S et all. 2014,
Scheffer, I.E. et all. 2014, Scheffer, I.LE. 2017, Nobili, L. et all. 2021, Wirrell, E.C.
et all. 2022] cowia mnpaBOMEPHBIM HCIOJB30BATh JIaHHBIM  TEPMHH:
«nnomatudeckas reHepanu3oBaHHas osmwiencus» (MI'D) B oTHomeHun
CIEYIONINX SIUICNTUYECKUX CHHAPOMOB: JETCKOM aOCaHCHOW AIUJICTICHH
(IAD);  roBenunmpHOM  abcancHou  smwiencuu  (FOAD);  oBeHWIBHOMN
MUOKJIOHMYecKord smwiencun  (FOMD); snuiencum ¢ U30IMPOBAHHBIMU
reHepaJIu30BaHHBIMU TOHHKO-KJIOHWYECKUMH MPUCTyNaMH (paHee W3BECTHOM MO/
Ha3BaHUEM  «ONWIENCUS C TEHEPAIU30BAHHBIMU  TOHUKO-KIOHUYECKUMU
npuctynamu npoOyxaenus») [Kapaos, B.A. 2019, Kessler, S.K. et all. 2019,
Yadala S. 2020].

OO0mue KIMHUKO-3IeKTpodu3nonornueckne xapakrepuctuku UI'D:

1. SBnsercs Haumbonee pacnpocTpaHéHHOW ¢dopmoill  cpeau  Bcex

T€HETUYECKUX MeHEePATN30BaHHBIX AIUJICTICH.

2. Nmeercs B3aumocBsa3b mexay JAD, IOAD u IHOMD, o6nagaer
ONpPENIeNEHHBIMA  CXOJAHBIMU  KJIMHUYECKUMHU XapaKTePUCTUKAMHU, C
BO3PAacTOM BO3MOKHA TpaHCchOpMaIvs U3 OJTHOTO CHHAPOMA B IPYTOH.

3. Mmeet xopoluii MPOTHO3 MO TEPANIEBTUYECKOMY KOHTPOJIIO PUCTYIIOB.

4. Hukornga He TpaHchopmupyeTcss B SHUe(alomaTuu pa3BUTHS U
AMUJICITUYECKHE.

Ha D3I' umerorcs cxoxue »diekTposHuedanorpadpuyeckue MNpU3HAKK:
HOpMaJibHAsE (POHOBASI DIIEKTPUUYECKAs] aKTUBHOCTh TOJIOBHOTO MO3Ta M Pa3psiibl
TEHEPAJTU30BAHHBIX  CHAWK-MOJMCIANK-BOJHOBBIX KOMIUIEKCOB  6,0-3,0 I,
aKTUBAIlMS KOTOPBIX OTMEYAeTCs TMPU THUIEPBEHTUISUUM U PUTMUYECKOU
dboroctumyssiiuu [Kapnos, B.A. 2010., Kapnos, B.A. 2019, Koutroumanidis, M.
et all. 2017a, Koutroumanidis, M et all. 2017b].
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B ciyuae OTCYyTCTBHSI TOJIHOTO COOTBETCTBUS KPUTEPUSIM OJHOTO U3
BHIICTIEPEYUCIICHHBIX  4-Xx ¢dopm W'D w  mnpucyrcTBus  KOMOWHAIUU
SMWICITUYECKUX NPUCTYIIOB B COYETAHUU C TE€HEPATU30BAHHBIMU pa3psaaamu 5,5-
2,5 I'm na B3I, HeoO6xoauMOo poBOAUTH AU depeHIanbHbIi auarunos ¢ I'TD.

YacTh SMMJIENTHYECKUX CHHIPOMOB, paHee BKIIOYEHHBIX B CTpyKTypy MI'D
Obuia mepeBeAeHa B rpynmy ['TD, mockonbky oHM 00JaalOT: FEHETUYECKUM U
KJIMHUYECKUM POJACTBOM C HJIMOMATHYECKON T€HEpaJIM30BaHHOW SIUIICTICUEH, U
CUMIITOMAaMH 3HIIehaJonaTHH Pa3BUTHS U AITUIICITHYECKOM.

K nanaeiM cungpomam I'T'D otHOCATCS:

1. MuokjioHnYecKas SMUJICTICUS MJIaJICHYECTBA.

2. Dnuiencusi ¢ MUOKJIOHUYECKU-aCTaTUYECKUMHU MPUCTYTIAMH.

3. Dnumerncusi ¢ MUOKJIOHUYECKUMH abcaHCaMU.

4. Dnuiencusi ¢ MUOKJIOHUSMU BEK.

Hapsiny ¢ BblllIeyKa3aHHBIMU STUIECNTUYECKUMU CHUHAPOMAaMH, K JIAHHOM
noarpynmne cuHApoMoB I'TD MokeT ObITh OTHECEHa T€HETUYECKasl IMUJICTICUS C
(heOpUIbHBIMU CYJIOPOTaMU IUTIOC, KOTOpask MOKET oTinu4aThest oT UI'D Hanmuumnem

ANWJIENITUYECKUX MPUCTYIOB € (POKATBHBIM HAYaJIOM U KIIMHUYECKON KapTUHOM.

4.2.1. Dnunenmuueckue uouonamuuecKue 2eHePaIU308aHHble CUHOPOMDL
WNnuonatnueckue reHepain3oBaHHbIe snuierncuud B kiaccudukanuu [LAE
2021, 2022 rr.) BKIOYEHbl B TMOATPYHIY CHHIPOMOB T€HEpPaIU30BaHHON

SMUJIENICUU C TTOJIUTEHHOU YTHOJIOTUEH.

O6IJ_[I/I€ KIIMHUYCCKHUE W HWHCTPYMCHTAJIBHBLIC IIPU3HAKHW SIHUICIITUYCCKUX
CUHAPOMOB XapaKTCPHBLIC IJIA PIJIHOH&TH"ICCKOﬁ FeHepaHHBOBaHHOﬁ SITUIICIICUHN

(ILAE 2021, 2022 rr.) yka3ansl B Ta0nuue 4.2.1.

Tabmuma 4.2.1 - O0ume XapakTepUCTUKH JIJIsl TIOATPYMIbl cuHaApoMoB MI™D

(ILAE 2021, 2022 rr.)
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| Kpurepuii/npusHak

| Onucanue

ONUIEMHOJIOTUSA

Pacnipoctpanénnocts cocraBuser 15-20%; 1018 NOAPOCTKOB C
BIIEPBBIE BO3HUKIINMU NPUCTyIaMU A0cTUraeT 43%.

Hauano 3ab60neeanusn
(6o3pacm):

ot 3 5o 25 ner, pexe no 40 net, Takxke BCTpevyaeTcs y Jull mocie 60
JIeT.

CeMuoTHKa NpUCTYIOB:

SMUIENTUYECKUE TMPHUCTYNbl C T'eHEPATU30BAHHBIM HA4yajloM: a)
abcaHcbl, 0) MHOKJIOHMYECKHE, B) TOHUKO-KJIOHHYECKHE, T)
MHOKJIOHHKO-TOHUKO-KIIOHUYECKHUE;

y OJHOrO MalMeHTa MOTYT OTMEYaThCsl OJUH, JBAa WIM 3 THIA
NPUCTYIIOB; CPEIM MHUOKIOHHYECKHX BCTPEYAIOTCS Kak (pOKaibHBIE,
TaK ¥ aCHMMETPHYHBIE, Y ONPEIEICHHON KOTOPTHI MOYKET BBISBIISTHCS
(OTOCEHCUTHBHOCTb.

Hanuune mpucTymnoB: a) ¢ reHepaJIu30BaHHBIM HAYaJIOM: TOHUYECKHUX,
ATOHMYECKUX, MHOKIOHHKO-aTOHHYECKUX, SMUICITHYECKUX CIIa3MOB;
0) ¢ (oKaJTpHBIM HAYaJIOM, KaK IPaBHJIO, HCKII0YaeT cunapom UID.

Ucropust 3aboneBaHust
U €T0 TCUCHHE:

orBer Ha [IOIl u HeoOXoauUMOCTH B JJIUTEIBHOM HX MpUEME
pasnuyaercs npu pasHbix Gopmax MI'D; KOHTpOIb HAJ MPUCTYHAMH
nocturaercs B 80% ciydasix; MpU SOWICITUYECKUX TMPUCTYIMAX C
TCHEPAJTN30BaHHBIM HadaloM, Y(PQEKTHBHBI BaJbIIPOATHI, KOTOPHIC
CIIEAyeT C OCTOPOKHOCTHIO HAa3HAYaTh IKCHIIMHAM pa3IMIHOTO
BO3pacCTa;

NpUMEHEHHE OJIOKaTOPOB HATPHEBBIX KAaHAJIOB MOXKET VYTSIKEIATh
KIIMHUYCCKUC TMPOABJIICHUA W TCUYCHUC HMMCIOUIUXCA TIPHUCTYIIOB,
MOBBIIATh UX YaCTOTY WJIM MPOBOLMPOBATH PA3BUTHE HOBBIX THIIOB
NPUCTYIIOB, KOTOPBIX HE OBLIO 10 HaYasla JICYCHHUS;

BEPOSATHOCTb HACTYIUIEHUSI peMHUCCHM U €€ JumTenbHocTh npu U
BapuaOeIIbHa;

W3BECTHBI cy4yau TpaHcopmaimu ogHoro curapoma MI'D B 1pyroi.

O0r™

OCHOBHOM pUTM 0OJIpCTBOBAaHUS COOTBETCTBYET BO3PACTY;
reHepain30BaHHas MuiIenTu(opmMHas akKTMBHOCTh 4acToTou 2,5-5,5
', B psae ciayyaeB C perMOHANBHBIM HAYaJIOM HACHTU(UIUPYETCS
OpU 3aChIlIAHUM, HO dYalle MpU MNpOOYXKIECHUM U (PparMeHTapHBIX
pOOYKICHUSX;

B uvactu cinydaeB npu MWD BeisBasieTcss (poTomapokcH3ManbHbIN
OTBET, B TO BpeMs Kak npu ['TO u sHuedanonatuii pa3BUTHS 4acTo
BO3HUKAIOT SIBJIEHUS] (POTOCEHCUTHBHOCTH;

reHepaIn30BaHHAs SNWIeNTU()OPMHAS AKTUBHOCTH IPOBOILUPYETCS
IPYU TUIIEPBEHTUIISLIUN;

TeHepaJN30BaHHAs SMWICNTH(POPMHAS aKTUBHOCTh, KaK IPAaBHIIO,
peayuupyercss Ha  (oHE COOTBETCTBYIOIIETO JIEUEHHS  IIpU
JocTaTouHbIx go3ax 11311,

90T  (pyruHHas) B OOApcTBOBaHWHM, 0€3  BBHISBICHHOUN
SnMIenTU(GOPMHON aKTUBHOCTH HE MOKET UCKIIIOUUTH Auaruo3 UI'D,
a Takux Cclydasx pekomeHayercsa perucrpauus OO mocne
HEJOCBINIaHUs WIK NPOAOKEHHAs 3aIUCh.

HelpoBuzyanuzanusi:

IMPOBOJAUTCA C LECJIbIO NCKIIMOUCHHA OPYTHUX 3a00JI€BaHUH.

I'eneTnueckue
HUCCIEeNOBaHNA:

myTaiuu B reHax GABRG2, GABRAI; B rexwe komupymilieMm Hu
SBJISTFOIIIMCST TIEPEHOCYHKOM T0K03bI 1-ro tuma (SLC2A1); y ~ 3%
BBISIBJISIFOTCSL MUKPOJENICUN M MHUKPOAYTUIUKAIIUH, HE SBISIOLIUECS
OPUYUHON, MOTYT BCTpEUaThCS Cpelu ONHM3KUX POJCTBEHHHKOB, a
Takke de novo.
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Hemckas abcancnaa snunencus (/JA3) - ¢opMa >HUIETNICHH, KOTOpas
NpOSIBISICTCSl B BUJIE MPHUCTYIOB C TeHEPaIM30BaHHBIM HayaloM: a0CaHCOB U
conpoBoXjaromumMucs Ha D01 reHepanu3oBaHHbIMU paspsaamu 2,5-4 T'u, Oe3
HeBpoJiornueckoro aeduimra. IlpucTynbl akTUBUPYIOTCS TUIEPBEHTUIISIIUEH.
[Icuxudeckoe pa3BUTHE COOTBETCTBYET BO3PACTY, MOKET HAOIIOIAThCA CUHAPOM
nepuuuTa BHUMaHUS U TUIEPAKTUBHOCTH, TPYIHOCTH B OOYUEHHUHU.

JlebroT 00bIYHO TpuxoAMTCs Ha Bo3pact or 4 go 10 ner, pemuccus
HACTYMAET NPEUMYIIECTBEHHO B ITOAPOCTKOBOM BO3PacCTe.

Y  DanuMeHToOB  BCTPEYAKOTCS  JNWIENTHUYECKHE IIPUCTYIIBI c
reHepaJu30BaHHbIM HauyajoM: a0caHChl, a y 1/3 malueHTOB MPUCOEIUHAIOTCS
TOHUKO-KJIOHHYECKHE NPUCTYIbl. PaHHee BO3HMKHOBEHHE OJIWICNTUYECKHUX
IPUCTYIIOB C I€HEPAIN30BaHHBIM HA4YaJIOM (TOHHMKO-KJIOHUYECKUE) MPUBOIUT K
XyJIIEMY ITPOTHO3Y.

[Ipu3Haky, Ha OCHOBAaHUM KOTOPBIX HPOBOAUTCS AUPPepeHIaIbHAS

JTUArHOCTHKA JETCKOW aOCaHCHOM SIHMIICTICHH, PEICTaBICHBI B TabauIe 4.2.2.

Tabnuua 4.2.2 - JluarHocTHYeCKHE KpHUTEpUU JETCKON abCaHCHOMU

snuitenicuu (JIAD) [ILAE 2021 u 2022 rr.]

IIpusnak/kpurepuii ‘ Onucanue

Oobs3aTe/IbHbIe KPUTEPUH

Tunsl OpUCTYNOB: C FreHepaJIn30BaHHBIM HavyaJIoOM: TUIIMYHBIE a0CaHCHI.

20l pa3psbl T'€HEPaIU30BAHHBIX ITMK-BOJHOBBIX KOMIUIEKCOB 2,5-4,0
T

HacTopaxusawiye Npu3HAKH

Tuns! NpUCTYNOB: MPUCTYIBl C TEHEPATU30BAaHHBIM HAYaJIOM: TOHHKO-KIOHHUYECKHE
MOTYT BO3HHMKaThb II€pel] WIM B IIEPUOJ YaCThIX IIPUCTYIIOB
TUIIUYHBIX abCcaHCOB. OcraHoBKka JESTEIbLHOCTU
MPOJODKUTENBHOCTRI0 Oonee 30 CeKyHI, U IOCTUKTaJIbHOU
CIIyTaHHOCTBIO WIN BO30YXJICHHUEM. [Tpuctymnst c

TeHEepPAIM30BaHHBIM HA4alloM: a0CAHCHI BO3HUKAIOT HE €KEIHEBHO
(y manueHToB 0e3 Tepanuu).

20l (dokanbHbIC YHUJIATEpAJIbHBIE CIAWKKW Ha HECKOJbKuX OOl B
JTUHAMUKE;

OTCYTCTBHE TCHEPAIM30BAHHBIX Pa3psioB  dMWICNTH(GOPMHOMN
aKTUBHOCTU YacToToil 2,5-4,0 I'm B Teuenne 3 MUHYT U OoJjiee BO
BpEMsI TUTIEPBEHTUIISIIIUNY Y TIAIIMEHTOB 0€3 Tepanuu;

¢bukcamnms B3opa, 6e3 koppesiun Ha D317, ¢ u3meHenusmMu Ha 0T
y pebeHKa C TeHepaJIM30BAaHHBIMH THK-BOJTHOBBIMU pa3psaaMu
yactou 2,5-4,0 I'i B aHaMmHe3e;
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3aMCaAJICHUC OCHOBHOHM aKTMBHOCTH 0Oe€3 MNPUMCHCHUA CCHATUBHBIX
HperapaToB.

Bo3spact nebrora:

2-3 roma wiau 11-13 mer.

PazButne mamnuentra g0
nedrora 3a00JIeBaHUs:

JICTKUC HAPYIICHHA MHTCIIJICKTA.

Hesponoruueckwii U3MEHEHHSI B HEBPOJOTMYECKOM CTaTyce, C HUCKIIOYEHHUEM
cTarTyc: COMYTCTBYIOIIUX HApYUICHUH.
HeiipoBusyanuzanus CTPYKTYpHBIE U3MEHEHUS, UCKITI0Uasi COMyTCTBYIOLIUE HAPYILICHUSI.

T'OJIOBHOI'O MO3ra.:

Kpurepum nckijiroueHus:

[Ipuctynel:  mr060it w3
yKa3aHHBIX:

C T€HEPAIM30BaHHBIM HAa4aJIOM:
MHUOKJIOHUH BEK (BBIPa’KEHHBIE)

MHOKJIOHUYECKHE (BBIPaXKEHHBIE)
MHOKJIOHHYECKHEe a0CaHChl

TOHUYECKUE

aTUINYHbIE A0CAHCHI

e ¢ (hokaJgbHBIM HauajaoM (C U3MEHEHHEM CO3HAHMSI).

SANAENANEND

O0I:

g dy3HOe 3aMeJIeHHe OCHOBHOM aKTUBHOCTH.

Bo3spact nebrorta:

1o 2 net u nocie 13 mer.

Pa3zBurHe mamueHtra 1o
nedrora 3a00J1eBaHUA;

YMEPCHHAA WKW BbIPa)KCHHAA YMCTBCHHAA OTCTAJIOCTD.

Komopb6unnsie OCTaHOBKa WJIK PETPECC Pa3BUTHSL.

COCTOSIHUSL:

Hpyrue 3HaYUMbIE | CH)KECHUE YPOBHS IUIIOKO3bl B CIIMHHOMO3IOBOM IyHKLUHU U
uccienoBanus, BkIovas | mytanus SLC2A1 (y aereit ¢ 3aaepKKOM MCUXUUECKOTO Pa3BUTHS).
I'eHETHUYECKHE:

He obszamenvuvie | MPT romoBHoro Mo3ra; ukrajibHas 901 .

Memoobi:

FOnoweckas abcancuasn snunencus (FOA3) - conpoBoXAaeTCS MPUCTYIaMU

C TeHEpaJIN30BaHHBIM HayaJoM: aOcaHCaMM, HE €KeIHEBHBIMU (0oJiee pelKuMu),

 (S\1 y IIalIMCHTOB

0e3 Tepamuu, KOTOpble TMposiBIsiOTCS Ha OO0

reHepaln30BaHHBIMU  paspsiaamu, dyactorod 3,0-5,5 T'm. Pa3BuBaercs B

MOJPOCTKOBOM M PaHHEM B3pOCJIOM Bo3pacte, ¢ 1e0r0ToM B Bo3pacTe oT 9 jo0 20

neT. 3a0071€eBalOT B paBHOM CTEMEHU U JIEBOYKH, U MATBUYHKHU.

[IpucTymbl ¢ reHepaqTu30BaHHBIM HAa4YaJIOM: aOCaHChl BO3HUKAIOT PEXe, YeM

pu JeTCKoM abcaHcHOM snuiencuu. Ha panneii ctaanu 3a001eBaHUsT BOSHUKAIOT

IMPHUCTYIIbI C TCHCPAIIN30BAHHBIM Ha4YaJIOM: a0CaHCBhl ¥ TOHUKO-KJIIOHUYECKHE. I[J'IH

IOHOIIIECKOW a0CaHCHOM SIUJICTICUM HE CBOMCTBEHHO CaMOJIMMUTHPYIOIIEE

teyeHue. Ilpuctymsbi

KoHTpodupytorcss mnpuemom [IDII, B wactu ciydaes

TpeOyeTcs JIeueHUe B TEUCHHE BCE KU3HU.
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[Ipu3Haky, Ha OCHOBAaHUHM KOTOPBIX NPOBOAUTCS nuddepeHIraibHas

JTIMarHOCTHUKA FOHOIIECKON aOCaHCHOM AMUJICTICUH, YKa3aHbl B Tabnuie 4.2.3.

Tabmuma 4.2.3 - JluarHocTHYECKHME KPUTEPUM IOHOIIECKOW abcaHCHOMU

snunencuu (FOAD) [ILAE 2021 u 2022 rr. ]

IIpusnak/kpurepuii

‘ Onucanue

Oo0s13aTe/IbHbIE KPUTEPUH

TuIbl IPUCTYIIOB:

C I'CHCPAJIM30BAHHBIM Ha4YaJIOM: TUIIMYHBIC a0CaHCHL.

20I:

paspsiipl T€HEPAIM30BAaHHBIX ITHK-BOJHOBBIX KOMIUIEKCOB 3,0-5,5
I'no.

Hacropa:kuBawuiue npu3HaKu

Tunel npucTynos:

OCTaHOBKa JICSITEITPHOCTH TPOIOJKUTEIEHOCTRIO Oostee 30 cexyH,
U TOCTUKTAILHOW CIyTaHHOCTHIO WJIM BO30YXKICHHEM, YacToTa
npuctynoB O6osee 10 B ieHb.

O0r™:

OTCYTCTBHE T'€HEPAIIM30BAHHOM HMHUIENTU(POPMHON aKTUBHOCTU
gactoroi 3,0-5,5 I'm B TeueHue 3 MuUHYT W Oojiee BO BpeMs
TUIEPBEHTUWIIALIMY Yy TMalueHToB 0e3 Tepanuu. llepcuctupyromiee
3aMeJUIeHHe OCHOBHOro purma ODI, Ge3 mpueMa celaTUBHBIX
IIpenaparos.

Pa3sButne mnammenTa
nebroTa 3a00JIeBaHUS:

0

JICTKUC HAPYLICHWA MHTCIIJICKTA.

HeBponoruueckuii cratyc:

HU3MCHCHHUA B HCBPOJOIrHYCCKOM CTATyCC, C HCKIIOYCHHUCM

CONYTCTBYIOIIMX HAPYLIECHUMN.

HeiipoBusyanuzarus CTPYKTYPHBIC U3MCHECHHS, UCKITIOYast COIYTCTBYIOIIHE
T'OJIOBHOTO MO3ra: HAPYILICHUSL.
KpuTepnu nckio4YeHus:
Ilpuctyner:  moboi  u3 ® C IeHepaJN30BaHHBIM HaYaJIoM:
yKa3aHHbIX v MHOKJIOHUH BEK (BBIPAKEHHBIE)
v’ MHOKJIOHHYECKHE (BBIPAXKECHHBIC)
v MHOKJIOHMYECKHE aOCaHChI
v\ TOHWYECKHE
v/ arunuuHbIe aGCAHCHI
e ¢ (hokaJIbHBIM HauaJIoM (C U3MEHEHHEM CO3HAHMSI)
CC) OJIHOCTOPOHHHE (pOKAJIBHBIC CIIANKHY;
muddy3Hoe 3aMeUIeHHe OCHOBHOM aKTMBHOCTH; (hUKCaAIs B30pa
HE KOPPEIUPYET C U3MCHEHHSIMHU.
Bo3spact nebrora: 1o 8 siet u nociue 20 jer.
PasBuTne mammeHTa 10 | yMEpEHHAs MM BhIPAXKCHHAsI yMCTBCHHAs OTCTAJIOCTb.

nedrora 3a00IeBaHU:

KOMOp6I/I)IHBIC COCTOsIHHUA .

OCTaHOBKa MJIM PEIrpCCC Pa3BUTHA.

Hpyrue 3HAYUMBbIE
UCCJICIOBAHNS,  BKJIOYas
TeHETUYECKHE:

HU3KUWA YpOBEHb TJIFOKO3bl B CIHWHHOMO3TOBOM IKHUIKOCTH |
myTauust SLC2AT1.

He o0s13aTenbHBIE METOIIBI;

MPT rosmosHOr0 Mo3ra; uKTagbHas 901,

FOgenunvnas muoxnonuueckas dsnunencusi (FOM3D) — xapakrepusyercs

NpUCTyniamMmn ¢ TCHCPAIN30BaHHBIM HadYaJlOM: MHOKIIOHMYCCKMMHU HW TOHHKO-

KJIOHUYECKUMH, 0e3 HeBpoJornueckoro naeduuura. [IpucTynbl, Kak MpaBHIIO,
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OTMEUAIOTCS TIOCNIe TPOOYKIEHUSI WA TIOCIIe MepeyTOMIICHUs, NETPUBALUU CHA.
Ha O3I' BbIABIsieTCS TeHEpaNW30BaHHAs MUK-TOJUIHUK-BOJIHAS AKTHUBHOCTD,
yactoroil 3-5,5 I'u. Y 90% nauueHToB oTMeYaeTcsi Haauuue GOTOCEHCUTUBHOCTH.
Jleuenue qnuTenpHOE, @ UHOTIA B TEYCHUE BCEH JKU3HU.

Bpewms neGrora xonebaercs ot 10 mo 24 net (8-40), a B HEKOTOPHIX CITydasx
3a00J€BaHNEe MOXKET HauMHAThCA U mo3xke. FOMD wamie BcTpedaeTcs y JIMIL
KEHCKOTO0 1Mojia. Y BCeX MallUeHTOB OTMEUAOTCS MPUCTYIIBI C TeHEePATN30BaHHBIM
HAYaJIoM:  MHOKJIOHWYECKHE M  TOHHKO-KJIoHMueckue. [lpuctymer ¢
reHEpaJIM30BaHHBIM HayajaoM: a0CaHChl BO3HUKAIOT penko. Y OOJIBIIMHCTBA
MAalMeHTOB HE PAa3BUBAETCS CIIOHTAHHAS PEMUCCHS, U UM TPEOYETCs MOKU3ZHEHHOE
nevyenue [1911.

[Ipuznaku, HeoOxomaumble s AuddepeHUaNbHON  AUArHOCTUKU

IOHOIIIECKOM abCaHCHOM AMUIeniCuu, IpeACcTaBiIeHbl B Tabuuile 4.2.4.

Tabnuna 4.2.4 - JInarHOCTUYECKUE KPUTEPUH FOHOIIIECKOW MUOKIOHHYECKON

snuiencuu (FOMD) [2021 u 2022rr. ]

Ipu3Hak/kpurepuii \ Onucanue

Oo0s13aTesibHbIE KPUTEPHH

TUIBI IPUCTYIIOB: C TeHEPATM30BAaHHBIM HAYAJIOM: MUOKJIOHUYECKHE.

6] I pas3psiibl reHepaIN30BaHHBIX MUK-TTOJTUTHK-BOJHOBBIX

koMrIuiekcoB 3,0-5,5 I

Hacropa:xxupawuiue npu3HaKku

Bo3spact nebrora: B 8-9 net u B 25-40 merT.

Tunel npucTymnoBs: CTaTyC FeHEPAIM30BAHHBIX CYJIOPOKHBIX MTPUCTYIIOB.
KorautuBHble  (yHKIMH B | JETKHE HAPYIICHUSI.

ne0roTe:

HeBponoruueckuii craryc: MOTSHIIMAIIBHO 3HAYMMBbIE HEBPOJOTUUECKHE HAPYIIICHHSL.

MPT ronoBHOro Mo3ra: MOTECHITMAIBPHO 3HAYUMBIE CTPYKTYPHBIC HAPYIIICHHUS.
Kpurepuu uckirovennsi:

[Tpucrymsr: 0001 u3 ® C reHepaJM30BaHHBIM HAYAJIOM:

yKa3aHHBIX v\ MHOKIOHYC  IIPEUMYIUECTBEHHO BO  CHE WM

UCKITIOYMTEIILHO BO CHE MJIM BO BPEMS UTCHHUSI.
MHUOKIIOHUYECKHE (BBIPAXKCHHBIC)
MHUOKJIOHUYECKHE a0CaHChI

TOHHYCCKHC

aTUITUYHbIC A0CAHCHI

e c (oKkaTbHBIM HaYaJIOM (C U3BMEHEHHEM CO3HAHUS)

DN NI NI

CIC) I MHUOKJIOHYC 0€3 KOppEesUH C IHUK-BOJHOBOW aKTHMBHOCTBIO;
PErMOHAIIBHOE 3aME]IJICHUE;
YCTOWYMBBIA  yHWIATEpaIbHBIM  (POKYC  NHK-BOJHOBOM
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AKTUBHOCTH,

FCHCpaJ'II/I3OBaHHa$I E)HI/IJ'IGHTI/I(l)OpMHaﬂ AKTUBHOCTH B BHUJIC
MUK-BOJTHOBBIX Pa3psiioB, 4acToToM Menee 2,5 [';

3aMEJICHHEe  OCHOBHOHM  ()OHOBOH  aKTUBHOCTH  BHE
MOCTUKTAJIBHOTO MEepUoa.

Bo3spact nebrora: no 8 et u nocie 40 ner.

KornutuBHble  (yHKIMHM B | yMEpEHHBIC U BHIPa)KEHHBIC HAPYIIICHUSI.
neodrore:

Tedenue 3abo0neBaHU: IPOrPEeCcCUpPYIOIIee  CHIKEHHE  KOTHUTUBHBIX  (DYyHKUUWH;
HapacTaHWE CTENEHM  BBIPAXKEHHOCTHM  MHOKIOHYCa C
HapYIIEHUEM JBUTATEIbHBIX (DYHKIIUH.

He o6sa3arensable MeTons! 11t | MPT rosoBHOro Mo3ra u uktansHas D01,
YCTAHOBJICHHS JIMarHo3a:

Onunencuss ¢  U30TUPOBAHHLIMU  MOHUKO-KIOHUYECKUMY — NPUCTMYRAMU
(OUTKII)

[lepBuyHOE Ha3BaHWE JAHHOTO CUHApPOMA — SMUJIETICUS ¢ PUCTynaMu grand
mal npu npoOyxaenuu. W. Gowers (1881) yxkaspiBan, uro y 5% manueHToB
MPUCTYIBl OTMEUAIUCh B yTpeHHHUE yackl, 3areMm D. Janz (1953, 1962) B cBoux
MyOJIMKAIUSIX YKa3blBaJl, YTO OCHOBHBIM (DAKTOPOM HUX MPOBOKAIUU SIBISIOCH
npobyxaenue [Kapnos, B.A. 2010, Kapnos, B.A. 2019].

Taxxke B.A. KapnoB — npe3uaeHT Poccuiickoil mpOTHBO3MHIEITHYECKON
auru, wied kopp. PAMH, mnpemnaran coxpaHuTh Ha3BaHHE CHUHAPOMA!
«Onunerncusi ¢ TEHEPATM30BAaHHBIMU  TOHHKO-KJIOHUYECKUMHU  MPUCTYIIAMHU
npoOyxaeHus (AMWICTICUS ¢ TIPUINaKaMu «BOKpyT cHa») [Kapmos, B.A. 20195].
Onnako, eme B 2001 r. ILAE mnpemnoxuna OTMEHUTh TEPMHUH <«QIUIEHICHS C
reHepaJIu30BaHHbIMU  TOHUKO-KJIOHMYeckumu  npuctynamu  (I'TKII)  npm
npoOyxeHun». [lo3ke ObLIO MPUHATO pellleHHe HE YKa3blBaTh HA B3aUMOCBS3b
MPUCTYIIOB C HUPKAJAHBIMU PUTMaMHU, MTOCKOJbKY JAHHBIM THUI MPUCTYIOB MOXKET
BO3HUKATh B JIIOOOE BpeMsl CYTOK, U 3aMEHUTh JIAHHBIM TEPMUH Ha: « DMUJICTICUS C
M30JIMPOBAHHBIMUA T€HEPAIM30BAHHBIMU TOHUKO-KJIOHMYECKUMU TPUCTYTAMU»
[Shorvon, S.D. et all. 2018]. OCHOBHBIM THTIOM STUJECOTHYECKUX MPUCTYTIOB MPHU
YKa3aHHOM AMUJIENTUYECKOM CUHJIpOME SABJISICTCS: IPUCTYT c
reHepajJu30BaHHbBIMU  HAyajJOM: TOHUKO-KJIOHUYECKUH, pa3IMYHOW CTENeHu

BBIPAJKCHHOCTHU KIIMHHUYCCKUX HpOSIBJIeHI/Iﬁ n ux yacroroi. Kak IMpaBHJIO, HAYAJI0
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3aboneBanus B amanazone 10-25 mer. Yamie Bcero MpHCTYIBI TMPOBOIUPYIOTCS
nenpuBanueit caa. Ha D3I BoiaBnsercs snunentudopMHas TeHepan30oBaHHAs
akTUBHOCTh wyacToTod 3,0-5,5 I'm. Yacto TpebOyeTr AIUTENbHOrO MNPUMEHEHHUS
Tepanuu.

[Ipu3Haku, Ha OCHOBAaHMHM KOTOPBIX MpoOBOAUTCS U depeHranpHas
OMArHOCTUKA  OJMUJIENICMM € W30JUPOBAHHBIMU  TOHUKO-KJIOHUYECKUMU
MPUCTYIaMH, yKa3aHbl B Tabnuue 4.2.5.

Tabmuma 4.2.5 -  JluarHOCTHYECKHE  KPUTEPUM  DIUJICTICHA  C

M30JIMPOBAHHBIMU TOHUKO-KJIOHWYeckuMu npuctynamu (DQUTKII) [ILAE 2021 u

2022 rr.]

IlpusHak/kpurepuii \ Onucanue

Oos3aTe/IbHbIE KPUTEPUHU

Tumnbl IpUCTYNOB: C FreHepaJIn30BaHHBIM HayajloM (TOHUKO-KJIOHUYECKHE).

CIC) I snuiaenTu(opMHas TeHEepalIn30BaHHAs AaKTUBHOCTh, YacCTOTOU
3,0-5,5T'n.

HacropaxuBarwouue NpusHaKku

Bospact nebrora: 5-9 ner u 26-40 ner.

PasButHe  mamueHTa 10 | JIETKHE HApyIICHHS HWHTE/UIEKTA.
nedrora 3a00J1eBaHU;

Heponoruueckuii ctatyc: | U3MEHEHMsI B HEBPOJOTMYECKOM CTaTyce, C HCKIHOYECHUEM
COMYTCTBYIOIINX HAPYLICHUH.

HelipoBusyanusanus CTPYKTYpHBIE U3MECHEHMUH, UCKIIIOYast COILYTCTBYIOLLIHE

rOJI0BHOT'O MO3ra: HapYILICHHUs.

Kpurepuu uck/io4enns:

[Mpuctynsl:  moboit  u3 ® C IeHEepaJIM30BaHHBIM HAYaJIOM:
YKa3aHHBIX: v/ MHOKIJIOHHH BEK
v\ MUOKJIOHUYECKHE
v\ MHMOKJIOHHYECKHE a0CAHCHI
v\ TOHHMYECKHUE
v\ aTUNU4YHBbIE A0CAHCHI
e ¢ (GoKaJIbHBIM HaYaJOM (C U3MECHEHUEM CO3HAHUS)
CIC) I pErHoHAIbHOE 3aMEIUIEHUE U MepcucTupyroume (oKanbHbIE
paspsisl;
reHepaIM30BaHHAsl dNuWienTuGopMHass aKTUBHOCTb, YacCTOTOM
menee 2,5 I'i;
«MEJIJICHHBIE» KOMIUIEKCHI OCTpas-Me/IJICHHAs! BOJIHA;
nuddy3Hoe 3aMeINIeHHe OCHOBHOW aKTHMBHOCTH, HE CBSI3aHHOE C
MTOCTHKTAJILHBIM MTEPHOJIOM.
Bo3spact nebrora: 110 5 u 6ounee 40 ner.
PasButHe 0 nebrora: BBIpOKCHHAS! YMCTBCHHAs! OTCTAJIOCTb.
MPT rosoBHOT0O MO3Ta: NaToJOTUUYECKHUEe  W3MEHEHHUS, MMEIOIIME  OTHOIICHHE K
3a00JIEBAHUIO.
Teuenue 3a00JI€BaHUS: MIPOrPECCUPYIONINE KOTHUTUBHBIC HAPYIIICHUS.

He oOs3aTenbHble METOJBI | HEHPOBHU3yaIM3aIUsl TOJIOBHOTO MO3Tra, KOTOPasi, OJJTHAKO, TOJKHA
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s
IMar”o3a:

YCTAHOBJICHUSA

" uKkTanpHasg DOI'.

ObITh TNPOBENCHA MNPH HATUYUU TOJO3PEHHHA O CTPYKTYPHBIX
HapyLICHUAX Ha OCHOBAaHUM KIMHUKO-aHAMHECTHYECKHUX JAaHHBIX

[Ipusnaku, HeoOxoaumble isi nuddepeHInanbHOW AUArHOCTUKU MEXIY

SMUJIETICUEN C

HN30JIMPOBAHHBIMHU

TOHHNKO-KIIOHNYCCKHUMHU

OpuUCTyamMu |

IOBEHUJILHOM MHUOKJIOHWYECKOM 3IMHIIICTICUEH, YKa3aHbl B Tabmuie 4.2.6.

Tabnuua 4.2.6 - ludpdepenuuansusiii auarno3z DUTKIT u FOMD

[Tokazarens/amunentuue | SUTKII IOMD

CKHI CUHIPOM

Bo3spacr nebrora

3a0oJieBaHus

Tunuuseli (1eT) 10-25 10-24

Jnanason (Jiet) 5-40 8-40

PazButne CooTBeTcTBeHHO  BO3pacty, | COOTBETCTBEHHO  BO3pacTy,  HO
HO MoryT ObiTh CJIBI' u | Moryt ObiTe CM/IBul’ u tpynHoctu
TPYJAHOCTH B OOYUYCHUH. B 00YUYEHUH.

Tun npuctynos | [IpeumymectBenHo uepe3 2 | [IpenMyInecTBEHHO npu

(ocHOBHOM) yaca T1oclie MPOOYXKIEHUs | MPOOYKICHUH - c
Bo3HukaeT ['TKII. reHepaIu30BaHHBIM HayajaoMm:

MHOKJIOHUYECKHE.

Turmbt npuctynos | Y 15% - ¢peOpunbHble; VY 15% - debOpunbHble;

(npyrue) [Ipuctynsl ¢ | B90% - I'TKII;
reHepann30BaHHbIM HavanoMm: | B 33% - abcaHChl (TUIHUYHBIC)

a0CaHCBl U MMOJIOHUYECKUE,
KaK [PaBHUJIO0, OTCYTCTBYIOT.

KopTkue (3-8 cek), HeuacTole (pexe
4YeM €XeJHEBHbIE), C BapuabeIbHbIM
HapyLICHUEM YPOBHSI CO3HAHMUSL.

@PaKTOpbl TPOBOKALIMHI

[JenpuBaius cHa.

JenpuBanus cHa, POTOCTUMYIISALIUS.

OcHOBHasi ~ aKTHUBHOCTb CooTBeTcTBYET BO3pacTy (HOpMa) .
(03I
SnunentudopmMHas I'enepanusoBannas I'enepanu3oBaHHas
aKTUBHOCTb snmienTudopMHas snmenTuopMHas AKTUBHOCTb,
aKTMBHOCTh, yacToTon 3,0- | wactoroit 3,0-5,5 I'x;
5,5T; Perucrpupyercs BO CHE 51
MoseT BBISIBIATBCA TOJBKO | OOJPCTBOBAaHUHU.
BO BpeMsl CHa.
doronapokcuzManbHblil | Moxer BbIsBIATbCS HAa D01, |V 33% u MoXeT NpoBOLMPOBATH
OTBET SIWIENTHYECKHE  TPUCTYNBI €
reHEepaI30BaHHBIM HayajuaoM:
MHUOKJIOHUYECKHE u/um

MHOKJIOHUKO-TOHHUKO-KJIOHUYCCKHUC

AKTHBanuA npu | Moxer BeLBisIThCcs Ha D01, | B 33% ciydadx runepBeHTUIISILNS
TUIEPBEHTIIIALIUN aKTUBUPYET reHepalu30BaHHbIE
IIMK-BOJIHOBBIHE  paspsibl, OYEHb
PEIIKO MPOBOLMPYET a0CaHCHI.
HkranbHas ['enepanu3oBanHble  nonu- | I'eHepann3oBaHHas
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(mpuctynnas) 290 Cmailku B TOHWYECKOH (ase | smunentudopmHas AKTUBHOCTb,
npuctyna, ¢ mnocienymomei | yacroroit 3,0-5,5 ['n compoBoxnaer
IUK-BOJTHOBOW AaKTUBHOCTBIO | STIMJIENTHYECKUE  TMPUCTYNBI €

B KIIOHMYECKOH (pa3ze — 4acTo | reHepain30BaHHBIM HayajaoM:
MAaCKUPYCTCA OOMJILHBIMHA MHOKJIOHHYECCKHUCEC,

JIBUrateibHbiIMM U OMI' | mne30praHn30BaHHbIE pa3psiibl Yalle
apredakTamu. XapakTepHbl I a0caHCOB TIpHU

KOMD, uem npu JIAD;
['enepanu3oBaHHbIE TOJIU-CIAWKU B
TOHMYeCKOl (aze mpuctyma ¢
MOCJEAYOIIEN MHUK-BOJHOBOM
aKTUBHOCTHIO, B KJIOHUYECKOU (haze
— YacTO MAacCKUpPYeTCs] OOMIbHBIMH
JBUTATEIbHBIMHU " OMIl
apredaKkTamu.

4.3. DnwientTuyecKkue CHHAPOMbI, KOMOMHHUPOBAHHbIE

ONunenTU4ecKue CUHAPOMbI, KOMOMHHMpPOBAHHBIE BKJIIOYAIOT KJIMHHUKO-
anekTpodHIedanropapuueckue  Kputepun — Kak  (QOKaIbHOM, TaKk |
reHepaJIn30BaHHOMN 3MWIEIICUH, IPOSBIEHUEM KOTOPBIX SBIISIETCS:

SNUNENCUSL C INUNENMUYECKUMU NPUCMYNAMU, BbI36AHHLIMU UMeEHUeM —
JOCTAaTOYHO peAKU snwientudyeckuil cuHapom. IlposiBisercs, Kak IpaBuiIo,
ANWIENTUYECKUMH MPUCTYNaMU C HEYTOYHEHHBIM HA4YaJIOM: MUOKJIOHHUYECKHMH,
pedIeKTOPHBIMU M BOBJIeKass opodaciuaibHyl0 Myckyiarypy. Otmeuaercs
YBEJIMYEHUE CTENEHHU TSXKECTH KIMHUYECKUX IMPOSBICHUM 10 pa3BUTHUS TOHUKO-
KJIOHWYECKOTO SMUJIENITUYECKOT0 NMPUCTYIA, IPHU MPOIOJKEHUH YTSHHUSL.

C uenpl0 YTOHEHHUS JUarHo3a OCHOBOM SBISE€TCA IMOAPOOHBIM aHAMHE3
BO3HUKHOBEHHUS M KJIMHUYECKash ceMuoJiorusi coctosiHuil. IIpornos, yaie Bcero,
ONMaronpusATHbIM,  TOCKOJBbKY  HPUCTYNBl  XOpPOLIO  YYBCTBUTENBHBI K
IPOTHUBOANMIENITHYECKON TEPATUH.

[Ipu3Haky, Ha OCHOBaHUM KOTOPBIX HPOBOAUTCS AUPPepeHIHaIbHAS
JAMArHOCTHKA SIUJIETICUN C IPUCTYIaMHU, BBI3BAHHON YTEHUEM, YKa3aHbl B Ta0JIMLE

4.3.1.
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Tabnmuna 4.3.1 - JluarHocTHYeCKHE KPUTEPUU DIHIICTICUU C TPHUCTYIIAMHU,

BbI3BaHHOM uTeHueM (ILAE 2021 u 2022 rr.)

IlpusHak/kpurtepuii \Onnca}me

Oos3aTesIbHbIE KPUTEPHH:

Tunel npucTynos: pediekTopHble MHOKJIOHMYECKHE C HEYTOYHEHHBIM HayajloM C
BOBJIEYEHHEM OpO-(haclMaIbHON MYCKyJIaTypbl U IPOBOLUPYEMbBIE
pEYEBOH ICSITEIHLHOCTHIO/YTCHUEM.

PasButue: HOpMaA.

Hesponorunueckuit HOpMa.

cTarTyc:

MPT TCOJIOBHOT'O | HOpMa.

MO3ra:

Hacropa:xxuBawiuiue Npu3HaKu:

Tunel npucTyNnos: BBIPAYKEHHbBIE MUOKJIOHUYECKHE MOJEPTUBAHMS BEPXHUX KOHEUHOCTEH.

Bo3spact nebrora: 6onee 20 ser.

Kpurtepun uckiaveHus:

[Tpucrtymsr: Bce Jipyrue Tunbl 3a uckinroyenuem ['TKIL.

20T 3aMeJICHHEe OCHOBHOM aKTHUBHOCTH, 32 HMCKIOYCHHEM ITOCTHKTAILHOU
¢azs ['TKII.

MPT TOJIOBHOTO | IPOBOAUTCS AJIS1 UCKIKOUEHHS CTPYKTYPHBIX U3MEHEHUM.

MO3ra:

He obsi3atenbHOE | MKTadbHas DO, HO TpebyeTcs HaOMIoAeHNE 32 MAlUeHTaMH BO BpeMs

METOBL: yTeHHUs (BHUJEO), TaK KaK BO3MOKHO OOHApyXHUTb XapaKTEpHBIN
MHUOKJIOHYC 0podaciialibHON MyCKYJIaTyphbl.

4.4. Dnwientu4ecKue CHHAPOMbI, BKJOYaKmue 3JHUedaTONaATUN

pa3sBUTHS W/ MM SMWIeNTHYEeCKUe IHIedatonaTun

Tepmun «OHuedanonaTus pa3BUTUSDY MOXKET MPUMEHATHCA B Cllydae, KOorja
y TOJIPOCTKOB WJIM B3POCHBIX (TIOCNE TepHoja pa3BUTUS U (POPMUPOBAHUS
JIBUTATEIbHBIX HABBIKOB) B J1€0IOTE 3a00JieBaHUSI BBISBISIOTCS KOTHUTHBHEIE,
NICUXUYECKUE U HEBPOJIOTMUECKHE HapyUIeHHUs, pPErpecc W/WiIu OCTaHOBKa
Pa3BUTHS U MPEANOIATaeTCs, YTO OHHU CBSA3aHBI C ATHOJOTHEN 3a00JIeBaHus, a HE C
OOHapY>KEHHBIMHU AMUICHTH(POPMHBIMU/INEKTPOrpaPUUecKUMU TMaTTEPHAMH Ha
O0I.

B ciyyasx, npu KOTOpBIX MpeArnojaraercs, 4yto sHIedaaonaTus BbI3BaHA

HAJIMYUEM BBIPAKEHHOW sSmwientudopMHOM akTUBHOCThIO Ha D3I, 06e3
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MpeAIIeCTBYOLIEH 3aIEPKKH MICUXOPEYEBOT0/TICUXHUUECKOTO pa3BUTHS,
MO/IPa3yMEBAETCS HATMYKE « DMIIICTITUYECKON dHIIEPaTONaTHI.

B cnydasx, korgja B OCHOBE KOTHUTHBHBIX HapyIICHHH HMMEIOTCS 00a
dakTopa, noapa3zyMeBaeTcsi 0 COUeTaHUU 0OOUX THUIOB dHIE(DaATONaTHH.

B rpynmy sHuedamonatuu pa3BUTHS W AIWICNTHYECKUX JHIEATONaTui
OTHOCSIT Iporpeccupyroinme Muokiaonndeckue smuiencuu (IIM3) - 3to rpynna
PEIKUX, TeTePOTCHHBIX KIWHUYECKH U TE€HETHYECKH 3a00JieBaHUN (B OCHOBHOM
ayTOCOMHO-PEIECCUBHBIX ), XapaKTEPUIYIONINXCA: SMUICITHUYCCKUMH MPUCTYTIAMH
C TEHEPATM30BAaHHBIM HA4yajJOM: MHUOKIOHUYECKUMH; MPOTPECCUPYIOIIUMHU
JBUTATEILHBIMA U KOTHUTHUBHBIMU HApyIICHUSIMU (B TOM 4YHUCIE, JIEMEHIMEH U
aTakcHWei); 4YyBCTBUTEIbHBIMU paccrpoiicTBamu [Orsini, A. et all. 2019],
3aMeNJICHUEM OCHOBHOTO pUTMa MpPH PEruCTpaluu dJeKTpodHuedamorpabuu y
JuIa C  MPEQUIECTBYIOIIMM  HOPMalbHBIM  pPa3BUTUEM U  COXPaHHBIMU
KOrHUTUBHBIMU QyHKIusimu [ILAE 2021].

[IM3 — 3TO0 OBICTPO MNPOrPECCUPYIOIIME PACCTPOUCTBA, PE3UCTEHTHBIE K
Tepanuu W UMeIMe mioxo nporuos. [lo mpeaBapuTenbHBIM OLICHKaM, 3Ta
rpyIna 3a00JieBaHui SBISETCS MPUUUHON 10 1% SMUIENTUYECKUX CUHIPOMOB Y
JeTeld W TOJIPOCTKOB BO BceM Mupe. Helipodusmonornyeckue HCCIeI0BaHUS
HEOOXOJUMBI i1 TOYHOTO OINHCAHUS JAUHAMUKU PE3KUX HEMPOU3BOJbHBIX
COKpaIieHun MBIIIII, XapaKTEePU3YIOIINX MHUOKJIOHYC. Coueranue
MOJIOKUTEIILHOTO U OTPHUIATEILHOTO MHUOKIJIOHYyca TunuyHo misa [IMD. beuin
UACHTU(UIIMPOBAHBI TeHHbIE Ne(PeKThl i GonbmuHCcTBAa BUI0B [IMD (Oose3nn
VYHBeppuxTta-JIlynadopra, BeI3BaHHass MyTallMsIMU B IeHe IMcTtatuHa B; Ooje3Hb
Jladbopa, mpuunHOM KOTOpOW SBISIETCS MyTalus B reHe JadopuHa U MaJIMHA;
HECKOJIbKO (opM HEHpPOHAIBHBIX IIEPOUJHBIX JHUMOPYCIUHO30B (2-TO THIIA,
myTtaruu B rene CLN2/TPP1; 3-ro tuma, mytamuu B rene CLN3; ¢ ne6roTtoM BO
B3pociioM Bo3pacte (tun A), mytanuu B reHax CTSD, PPT1. CLN3, CLNS, CTSF,
GRN), MuokioHn4ecKasi AMUJIEIICUS C pBaHbIMU KpacHbIMU BoJokHaMu [MERRF]

Y cuayinio3bl 1 u 2 tTuna).
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BonpmmM 1OCTOMHCTBOM KiacCU(UKAIIMU SIUJCIICUU M AIMUJICITHYECKUX
cuaapomoB ILAE (2021, 2022 rr.) sBISICTCS TOAPOOHOE CTPYKTYPHPOBAHHOE
ONMMCAHME W OIpEACNICHUE SMUICNTUYECKUX CHUHAPOMOB, BKJIOYAs KIMHUYECKHE
XapaKTepUCTUKHU J1e0l0Ta W Pa3BUTHs, a TaKXKe IUArHOCTUYECKUE KPUTEPUU
COBPEMEHHBIX METOJOB MCCIIETOBAHUH.

Hapsgy ¢ atuM XxoTenoch Obl OTMETUTh OCHOBHBIE OIpaHUYEHUS B
MCIOJIb30BaHUM npeioxkenHoi knaccupukanuu ILAE (2021, 2022 rr.):

1) Bompoc TtepmuHONIOTHHM W JIepuHUIMNA  cliexyeT 0oyiee  YETKO
yHU(ULIHUPOBATh, NOCKOJIBKY JOCTaTOYHO JHUCKYTaOENbHBIMU U yAUBUTEIbHBIMU
ABJIAIOTCS. ~ BEJIEHHbIE  TEPMHHBI  TI€HEPAJM30BaHHBbIE  MPUCTYNBl  MpHU
BO3PACT3aBUCUMON JMWIETICUM C ILEHTPAIbHO-TEMIIOPAIIbHBIMU CHaiikaMu (110
CYyTH — 3TO OWJIaTepalibHbIE CYJOpPOKHBIE MPUCTYTBI) U TeHepaan3oBaHHbie DI
NaTTEPHbl NPHU CTPYKTYPHBIX (OKambHbIX snwiencusx (3to auddysnsie T
HapyILIEHUs).

2) Cungpowmsr: Jlanmgay-Kneduepa (mpuobperénnas adasus ¢ dMIICTICUEH -
MPOSIBJISIFOLLIECICS pErPECCOM IKCIIPECCUBHOM U PELIENITUBHON pEYd, MATOJIOTUEN Ha
991" (00bIYHO B 00JACTH BHCOYHBIX JOJEH) W AMWICNTUYECKUMH MPUCTYIAMH);
niceBn10-JIeHokca (MPOSIBIISIONIETOCS YaCTHIMU MOJMMOPGHBIMHU SMUICITHYECKUMU
npuUcTynaMu ¢ (hOKaabHBIM, PEXKE TeHEePATU30BaHHBIM HAYaJIOM U C MEPEXOJ0M B
TOHUKO-KJIOHMYECKHE, KOTHUTHUBHBIMU HApPYIICHUSIMH, HaiuyueM Ha IO
pernoHaibHOM W AMQY3HON 3nuUnenTU(GOPMHON aKTUBHOCTH, MO MOPQOJIOrUu
UJCHTUYHON J10OpOKAYE€CTBEHHBIM OSHIIECNTU(GOPMHBIM HaTTepHaM (paspsiiam)
JETCTBA)); W JSHIEANoOnaTHs C AIEKTPUUECKHUM CTaTyCcOM MEAJIEHHOBOIHOBOTO
CHa HE BKIIIOUYEHBI B HACTOSIIYIO KJIACCU(DUKALUIO AMWICNTUYECKUX CHHAPOMOB.
JlanHble BBIIIEYKAa3aHHBIC AMWICNTUYECKHE CHHIPOMBI ObUIM WHTEIPUPOBAHBI B
€AMHBbINA: HHUE(ANIONaTUs Pa3BUTHS M SNUJIENTHYECKas CO CIalK-BOJHOBON
akTuBanue Bo cHe. CTOUT, OTMETHUT, YTO Y STUX CHUHAPOMOB MMEIOTCA 00IIHE
XapaKTepUCTUKH, HO, IO CYTH, OHU SBIIAIOTCS CAMOCTOATEILHBIMHU 3a00JIEBAaHUSIMU

CO CBOMMHU MHANBUAYAJIbHBIMH 3JICKTPO-KIIMHUYCCKUMH KPUTCPUAMMU.
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3) ®amuiuu aBTOPOB (IIEPBOOTKPHIBATEECH) IMUICITUYECKUX CUHAPOMOB B

uX Je(UHALIIAHA OBLITM OTMCHEHBI.

3AK/IIOYEHHUE

B Hacrosmiem y4eOHOM TOCOOMM  MPEACTaBICHbl  CYIIECTBYIOIIUE
KIaccu(UKaMl  JSMWICNTHYECKUX  NPUCTYNOB,  (GOpM  OIUJICIICUH, U
SMUWJICITUYECKUX  CHHIPOMOB €  IIEpUOJiIa  OCHOBAHHUSA  MEXKIYHApOJIHOU
MPOTUBOAMUICHTUYECKON JIUTH 10 HACTOSIIETO BPEMEHHU.

[TogpoOHO W3MOXKEHBI  THUMBI  SIUJICITUYECKUX MPUCTYNOB, (POPMBI
SMUWICTICUM M SMWICNTUYECKUX CHUHIAPOMOB, KOTOPHIC MPHUMEHSIOTCS B MUPOBOMU
KJIMHAYECKOM SIHICHTOJIOTHH.

B noco6uu naHbsl OCHOBHBIE CBEJCHUS HOBOW METOAO0JIOTHH pa3pabOTaHHON
KJ1accu(puKaIuu 2022, NpEeI0KEHHON MexayHapoIHOM
MPOTUBOAMUICHTUYECKON JTUTONU Y TOAPOCTKOB U B3POCIBIX.

CTOUT OTMETUTH, UTO PA3TUYHBIC MPOSBICHUS SMUICTITUYECKUX MPUCTYIIOB
4acTO SIBIAIOTCS TPUYUHOW 3aJepPKKU JICUEHUS, TUIMEPIAUATHOCTUKH WU
HeajekBaTHOro HasHaueHusi [IOIl Ttepanmuu, B CBS3M € 4YeM, TOYHOE U
CBOECBPEMEHHOE YTOUHEHHUE JIMAarHO3a SBJISIETCS OUYC€Hb BaKHBIM.

Hecmotpss Ha Oosbllioe KOJWYECTBO HAYYHBIX M3JAaHUN, TOCBSIIEHHBIX
JAHHOW TEeMaTHUKe, CO3JaHHWE HACTOAIIETO Y4eOHO-METOAUYECKOrO IMOCOOus
MPOAUKTOBAHO OOJBIIMM HMHTEPECOM K CYIISCTBYIOIMIEH mpodiieMe, a Takke
UMEIONIUMUCS ~ TPYJHOCTSMM  HA  dTane  JMArHOCTUKU  SIUJIENICUH U
AMUJICNITUYECKUX CHHIPOMOB, NPHUBOASAIIMM K Pa3IMYHBIM JIMATHOCTUYECKUM

omuOKaM U B JaJdbHEHIIIeM K TIpo0IeMaM B TepaITHH.

KJIUHUYECKU IPUMEP
IIpencraBneH KIMHUYECKUMH Cily4yald IPUMEHEHMS YCTAaHOBKM JHArHo3a ¢

Y4ETOM KJIacCHU(PHUKAIMK SMIIEITHISCKUX CUHIPOMOB oT 2022 T.
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Kenmuna, 48mer, oOparwiach ¢ XajgobamMu: Ha COCTOSHHUSI Pa3IMYHOTO
XapakTepa, BO3HUKawIIMe B OoapcTBOBaHMM W BO BpeMs cHa. Co cioB
POJICTBEHHUKOB XaPAKTEP MPUCTYIIOB CIEMAYFOIIMIM:

a) B 00pCcTBOBaHUM - (pUKCAIMs B30pa Mepea coOoi, MpekpaileHue 1eicTBus, Ha
OKpYy>Karomux He pearupyert. [IpogomKkuTensHOCTh A0 5 MUHYT, 9acToTa 1/mecsir;
0) BO BpeMs CHa - BCTAET, XOAMUT MO KBAPTUPE, HA OKPYKAIOIIUX HE pearupyer =>
MPOJOJKATENBHOCTh 10 10 MuHyT, yactora 1-2 B Helemt0; TakKe U3 CHa, yepes 1-
2 yaca nocJe 3achlllaHus UK B YTPEHHEE BPEMSI OTMEUYAJIMCh MPUCTYIIBI C yTpaTon
CO3HAaHMSI W  TOHUKO-KJIOHMYECKHMM  CydOpOraMH, HPHUKYCOM  S3BIKa.
IIponomwxurensHOCTh A0 3-4 MuHYT. [locTnipructynHO coH. [IpucTynel amHe3upyerT.
Yacrota - penkue, oauH B 6 MECSIICB.

B anamnese: B 1,5 roma otmedancs snu3on yroruienus. OeOpuibHbIe CyqopOTH -
orpunaer. 3UMT. Corpscenune romoBHoro mosra — orpunaer. B 1995 r -
OIepaTUBHOE JIEYEHHE KUCTO3HOTO 00pa30BaHUs JETKUX U adcuecca Jerkux.

B HeBponornueckom cTaryce: O4aroBOM M MEHMHIE€AJbHOW CHUMIITOMAaTUKU HE
OTMEYAECTCS.

IIpu MPT rosoBHOrO Mo3ra BBIABJICHBI IPU3HAKUM KOPTHUKAJIBHOW JUCIUIA3UU
MEIMaJIbHOIO BHUCOYHOIO KOMIUIEKCA CJ€Ba B BHjJE MNOBblieHUs MP-curnana u
HapyUIEHUs CTPYKTYPbI KOPbI U YMEHBIICHUS pa3MEpPOB TMIIIIOKaMIIA.

Bo Bpems Bugeo O3 MOHUTOpPHUHIra 3apETUCTPUPOBAHO PETMOHAPHOE
3aMeJJIeHue B pPUTME TETa- B JIEBOW NEpEeIHEBUCOYHO-BUCOYHON 00JacTH, C
TEHJCHIIMENM K paclIpOCTPAaHEHMI0 HAa COCENHME OTHEIbl YHWIATEPAJIbHOIO
IOJIyLIapusi; B CTPYKTyp€ YKa3aHHOIO 3aMEIJICHMS PEruCTPUPOBAINCH HHU3KUM
MHJEKCOM PETHOHAPHBIE KOMIUIEKCHI OCTpas-MENJICHHAs, NMUK-MEIJIEHHAs BOJIHA

(pucyHoK 4.5).
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CIIMCOK COKPAIIIEHUM

BOA — Guosnekrpuyeckas akTUBHOCTb

B33I'M — Buneo-231'-MOHUTOPUHT

I'TKII - reHepann30BaHHbIM TOHUKO-KJIOHUYECKUH MTPUCTYII
3UYMT — 3akpsITas 4epernHO-MO3roBasi TpaBmMa

NI'D — nanonaTuyeckasi reHepaan30BaHHAs SUJIETICHS

MPT — MarauTHO-pe30HaHCHAsI TOMOrpadus

HS — HexenarenbHbIe SIBICHUS

OHMK - octpoe HapylieHre MO3roBOoro KpoBooOpaIieHus
I[IMD - nporpeccupyroas MUOKIOHUYECKAS ATTUIIETICUS
IIXHDII - ncuxoreHHple HEAMWIENTUYECKHUE IPUCTYIIBI

I[I2I1 — npoTUBOANIMIIENTUYECKUI MpenapaT

PT®C — purmuueckast pOTOCTUMYJISIIHS

P® — Pocculickaas ®enepauus

@I - hokabHAS TETEPOTONHS

OK/I - pokasnbHast KOPKOBas TUCILIA3US

®ITPO — poronapokcu3zMaabHbIi OTBET

®D — dokanbHas YTUICTICUS

IMHC — uenTpanbHas HEpBHAS CUCTEMA

OUI'TKII — snuiiencusi ¢ M30JIMPOBAHHBIMU TOHUKO-KIIOHUYECKUMU MTPUCTyIaMU
OKT — snexkTpokapauorpaMma (JIEKTpOKapauorpadudecKuii)
OMI — snekTpoMuorpadudecKuit

99T — anekrposnuedanorpadus

KOAD — roHomeckast abcaHcHas SMUIEICUS

FOMD - roHOIIECKass MUOKJIIOHWYECKAS ITUAJIETICHS

ILAE - International League Against Epilepsy - MexayHapoaHas
MIPOTUBO3MWIENTUYECKAS JIUTA
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TECTOBBIE BOITPOCBHI J1JIs1 CAMOKOHTPOJIA

Bo3mo:keH 01MH BapUAHT O0TBETA

1. Kakue U3 yTBEep>KJI€HUIN BEPHBI JIJI1 YCTAHOBJICHUS AUATHO3a « DTUJICTICUSDY:
a. JBa SIWJIENTHYCCKUX (HECIPOBOIMPOBAHHBIX) MPHUCTYMAa C WHTEpBajioM Oonee 24
4acoB
b. oauH snuIenTHYECKUN (HECIIPOBOLUPOBAHHBIN) MPUCTYI: C BBICOKUM PHUCKOM €ro
noBTopeHus (> 60% B Teuenne cneayrommx 10 jeT)
C. IMarHOCTHPOBAHHBIN « DMMICTITHYECKUN CHHAPOM)
€. BCE YTBEPKICHUS NIPABHIILHBIC

2. Kakas KOHIenuus ObUla MpeioKeHa NP KiIacCU(PUKaAMKU SMIICHTUYECKUX

IPUCTYIOB U (opM snuiencuu B 1964 r.?
a. KJ'II/IHI/IKO-(I)eHOMCHOHOFI/ILICCKaﬂ
b. aHaTOMO—SHeKTpO(I)I/BI/IOJIOFI/I‘lCCKaSI
C. CTPYKTypHO-Mop(doaornyeckas
g. BepHO C M b.

3. Ilpomomxure BepHO (Ppaszy: «ONUIEnTUYECKUd MNPUCTY C (HOKAIBHBIM

Ha4daJlIOM»:
a. KaK MpaBUJI0, OTPAaHUYEH OJITHUM IOTyIIapueM
b. 1160 IMCKPETHO JTOKATM30BAH B OJJHOM IOJIYIIAPUHU MU 00JIee IIMPOKO pacrpeieicH
c.BepHoaub
g. IMEEeT reHepaIn30BaHHYI0 MHUIUALINIO

4. Tlpopomxute BepHO Ppaszy: « IMWISNTUYECKUA MPUCTYT C TeHEPATU30BAHHBIM

Ha4aJIoM»:
a. oTpeneNseTcsl KaK MPOUCXOISANINNA B OMIaTepaibHO paclpeleIeHHBIX HEPBHBIX CETSIX
WJIM BHYTPU CETEi
b. UMeeT JTI0KaTN30BaHHY0 HHUIITHAIIHIO
C. MPaBWJIBHO a M b
g. HeT BEpPHOTO OTBETA

5. T'unore3a «CHCTEMHBIX SMUJIEIICHID) TOCTYJIUPYET:
a. CKIIOHHOCTbh K TCHEPHPOBAHUIO SMHIJICIITUYCCKUX TIPUCTYIIOBY» MPU HEKOTOPBIX Popmax
SMUJICTICUH OOYCJIOBJIEHA CIEIM(PHUUSCKON BOCIPUUMYHUBOCTBIO HEPBHOW CHCTEMBI U
TCHETHYECKOW TPEAPACTIONOKEHHOCTHIO
b. Bo3HUKHOBEHNE PEAKUX STMUIICTITUICCKUX IMPUCTYIIOB
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C. MHUIMAIUIO SMMIENTHYECKUX IPUCTYIIOB U3 HECKOIBKHX (POKYCOB
g.BepHO b H C
6. B Havasie sSnMIenTUYECKOTO MPUCTYTa HEOOXOAMMO OTPEIETUTh:
a. 30HY MHUIMANWH ((HOKAIBHYIO WM TeHEPaTH30BaHHYIO)
b. ypoBeHb cO3HaHMA, KaKk B Ae0IOTEe, TaK W B JAJbHEUIIEM €ro pa3BUTUH, YPOBEHb
NpOJIAKTHHA
c.BepHoaub
£. HCT MPAaBUJIBHO OTBCTA
7. ONUIENTUYECKUNA CUHIPOM 3TO:
a. HabOp KJIMHUYECKUX M DIICKTPOrpapuIecKuX MPU3HAKOB;
b. 00yclioBIEH KOHKPETHOM 3THOIOTHEH
C. HMMeeT OmIpeeNeH bl nporHo3 u oteeT Ha [131I1 Tepamnuto
g. BepHO: a, b, ¢
8. Cormacno wnaccupukarmuu ILAE (2021, 2022) snumenTUYecKUd CHHIPOM

npeAcTaBisieT coO0o KOpOTKUM 0030p (11a0JIOH MPU3HAKOB W/WIM KPUTEPHUEB),

CYMMHUPYIOIIUA KITIOUEBBIE KOHIIETIIUM K €r0 OITUCAHUIO U COJICPKUT:
a. JIINIACMHUOJIIOTUYCCKUEC JaHHBIC
b. KITMHUYECKYIO KapTUHY U HCTOPHIO 3a00JIEBaHMS U €r0 TeUEHUE
C. TUIIBI ITPUCTYIIOB
g.BepHO a, b, ¢
9. Cornmacuo xmaccubpukanuu ILAE (2021, 2022) snuiaenTUYECKUd CUHIPOM

npeacTaBnseT cobol KOpOTKMid 0030p (I1a0JOH MPU3HAKOB W/WIIM KPUTEPHUEB),

CYMMI/IpyIOH_II/II\/'I KIIFOYCBBIC KOHICIIINUU K €0 OIMMCAaHHIO 1 COACPIKUT:

a. nagubeie DOl /Buneo DD

b. maHHBIE HEMPOBU3YATU3ALMOHHOTIO 00CIIEJOBaHHS TOJIOBHOIO MO3ra, F€eHETUYECKUX U
JIPYTUX 3HAYMMBbIX JJa0OPaTOPHBIX UCCIIEIOBAHUN

C. BepHO: a, b, g

g. muddepeHnranbHbIi AMarHo3 ¢ APYTUMHU CHHAPOMAaMH U/WiIH 3a00JI€BaHUSIMHU
10. PasnuuaroT crenyromuye TUOBI TPYIN MPU3HAKOB IIPU  OIMICITHYECKUX
CHUHJIpOMAX:

a. BepHO: b, ¢C, g

b. o0s13aTenpHBIC: COCTABISAIONINE XapaKTEPHYIO KapTHHY CHHAPOMA, KOTOPHII HE MOXKET

OBITh MArHOCTUPOBAH MPHU UX OTCYTCTBUU
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11.

C. HAaCTOpaXMUBAOMIUEC: MOTYT OTMCHATHCA Y OTHACIbHBIX MHAWBUIAYYMOB. He saBnsiorcs
KpUTCpUEM UCKIIIOYUYCHUA CUHApPOMA, HO Tpe6y}0T MIPOBCACHUC JOIOJHUTCIIBHBIX
I/ICCJIC,Z[OBaHI/Iﬁ C ICJIBIO YTOYHCHUSA JUArHo3a

g. HUCKIYaromuye: 1pHu  OINpPCACICHHOM  OIUICIITUYCCKOM  CHUHAPOMC  JOJI’KHBI

OTCYTCTBOBATD, IIPU UX HAIIUYHUU JUATHO3 KOHKPETHOI'O CUHAPOMA HEC YCTAHABJINBACTCA

OO6mue mpu3Haku (POKAIbHOW THIIEPMOTOPHOM SIUJIETICUU, CBSI3aHHOM CO

CHOM. YKa)XXUT€ HEBEPHOE YTBEPKICHHE:

12.

a. Bo3pacT nebroTa: 2-51 AeKaaa )KU3HU

b. KJIMHUYECKUE MPU3HAKKA: KPATKOBPEMEHHBIC KWHETHYCCKHE WM aCHMMETPHYHBIC
TOHHYECKHE/ TUCTOHUICCKIE MOTOPHBIE TIPUCTYIIBI BO CHE

c. Ha ODI peructpupyercsi TeHepalu30BaHHAs H>MWIeNTU(POpPMHAsS aKTUBHOCTb,
gactoToi 3-3.5 I'm.

€. METOJIbl HEMPOBHU3yaTU3alliU TOJIOBHOTO MO3ra: (poKabHasi KOPTHKAIBHAS JTACIUIA3US

WM IPUOOpETEeHHas CTPYKTYpHasl IaToJIOTUs, WK HopMa

O6mme mnpu3Haku (POKAITBHOM CEMEHHON SIHIICIICHHM, C BapHaOeIbHBIM

bokycoM. YKaxXUTe HEBEPHOE YTBEPKICHUE:

13.

a. IPUCTYNBI ¢ (OKAJIbHBIM HAuyaJoOM, CEMUOTHKA, KOTOPBIX 3aBUCUT OT OOJACTH KOPBI
BOBJICUEHHOW B oOyar MOpaKeHHs, U KaK NPaBUIO, KIMHUYECKas CHUMITOMAaTHKa
MOCTOSIHHAS!, HE BUJIOU3MEHSIETCS

b. unrepuxranpHas 391  ¢oHOBas  pUTMHKA B HOpME;  TE€HEpall30BaHHas
snmIenTU(GOPMHasi aKTUBHOCTD

c. uHTepukTanpHas OOI':  QoHoBas puTMHUKa B HOpME; (OKaNbHas MHIENTUPOPMHAST
aKTUBHOCTD

€. METO/1bl HEWPOBU3YaIU3aI[MU F'OJIOBHOIO MO3ra: (oKalbHas KOPTUKaJIbHAs AMCILIA3US

WM IPHOOpETEeHHas CTPYKTypHasl MaToJIOTus, WK HopMa

O6mue mnpuszHaKd (POKATBHOW SIUJIETICHH CO CIIYXOBBIMH TPHUCTYTIAMHU.

YKaxxuTe HEBEPHOE YTBEPKIACHUE:

a. IpUCTyNbl ¢ (OKAIBHBIM HAa4YallOM — CEHCOPHBIE (CO CIYXOBBIMH CHMIITOMAaMU) WU
KOTHUTHBHBIE (C peLeNTUBHOM ada3ueii)

b. unrepuxraneHas 321  ¢doHOBasg puTMUKa B HOpMeE; (hokaiabHas SMUIenTU(OPMHAs
aKTUBHOCTb, KaK MPaBUJIO, B BUCOYHBIX OTAETaX

C. IPUCTYIBI ¢ (POKATBHBIM HAYAJIOM CO 3pUTEIbHBIMA CUMIITOMAMU

g. MeTO/Ibl HeWPOBU3YyaIH3aI[H TOJIOBHOTO MO3ra: HOpMa, OJHAKO  coolmiaercs O

MaJIB(i)opMaHI/IHX C BOBJICYCHUEM HCOKOPTCKCA 3aTHCBUCOYHBIX obnacrei
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14. OOGmue mpu3HAKU UIUOTIATUYECKOW IeHEepaTu30BaHHOMN IMUICTICUU. Y KOKHUTE

HEBEPHOE YTBEPKICHUE:
a. C TCHepaIM30BaHHBIM HAYaJIOM: a0CAHCHI
b. ¢ reHepaIu30BaHHBIM HAYAJIOM: MHOKJIOHUYECKUE
C. TOHMKO-KIIOHUYECKHE UITH MUOKJIOHHKO-TOHUKO-KJIOHHYECKUE
g. ¢ (hOKaTbHBIM HAYAJIOM: CEHCOPHBIE

15. Hcropuss 3a0oneBaHUs W TEYEHHE MAMONATUYECKON T€HEepaInu30BaHHON

SIUJIENICUU. Y Ka)KUTE HEBEPHOE YTBEPKIACHUE:
a. KOHTpOJIb HaJ NpucTynaMu gocturaercs B 80% ciydasx
b. mpumeHeHue OJIOKATOPOB HATPUEBBIX KAHAJIOB KYMUPYET MPHUCTYNbl M NPUBOJUT K
JUTUTEIBHON PEMUCCHU
C. IpPU DSMNWICNTHYECKUX MPUCTYHNaX C TeHEPATU3OBAHHBIM HAyaJloM, 3(PQEKTUBHBI
BaJIbIIPOAThl, KOTOPBIE CIEAYET C OCTOPOKHOCTHIO Ha3HayaTh >KEHIIMHAM PA3JIMYHOIO
BO3pacTa
g. TIpUMEHEHHE OJIOKATOpPOB HATPUEBBIX KAaHAJIOB MOXKET YTSDKENATh KIMHUUYECKHUE
IIPOSIBJICHUS! W TEUYEHUE HUMEIOUIMXCA MPHUCTYIOB, IOBBILIATh HUX YacTOTy WIN
IPOBOLIMPOBATh PAa3BUTHE HOBBIX THUIIOB IPHUCTYNOB, KOTOPHIX HE OBbUIO A0 Hayaja

JICUCHUA

16. [ImarHocTMyeckue KpUTEpUM IMPU HMAUONATHYECKOM TIE€HEpPaIU30BaHHON

SIUJICTICUU. Y KaXKUTE HEBEPHOE YTBEPKIACHUE:
a. Bce BepHO: b, ¢, g
b. renepanusoBaHHas >SnuIeNTU(OPMHAs AaKTUBHOCTh 4acToToil 2,5-5,5 I'm, B psne
CIly4yaeB C PErMOHAJIBHBIM HAyalIoOM HJICHTU(UIUPYETCS MPU 3aChIIaHUM, HO Yalle MpH
npoOyXIeHUU U (pparMeHTapHBIX TPOOYKICHUAX
C. TeHepaJM30BaHHAs  HOWIENTU(OpPMHAsE ~ aKTHUBHOCTb  IMPOBOLUPYETCS  IPH
TUIIEPBEHTHIIALIUIH

g. 4aCTO BBIABIIACTCA (I)OTOHapOKCI/ISMaHBHHﬁ OTBECT

17. Ykaxute BepHOoe yTBepxkaeHue: «lIpu nanonatnyeckoil reHepajin3oBaHHON

SIMUJICIICUHN
a. M3BECTHHI Cirydyau Tpanchopmaruu oxgnoro cuaapoma UI'D B apyroii
b. OOI" (pytunnasi) B 601pcTBOBaHUH, 0€3 BBIABICHHON YMIICNTU()OPMHON aKTUBHOCTH
HE MOKET UCKJIIOYNTh nuarno3 MI'9
C. HeMpOBU3YyaU3aHsl MPOBOAUTCS C LETBI0 UCKITIOYSHUS APYTHUX 3a00JIeBaHUI

g. BCE BEpHO: a, b, ¢
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18. HacropaxuBarmue NpU3HAKUA, CBUACTEIbCTBYIOIIME OO0 OTCYTCTBHUH

IOHOIIIECKO# abcaHCHOM amuiiericud. BeiOepure oMH BapuaHT OTBETA:
a. THITBI TIPUCTYTIOB: OCTAHOBKA JESTEIFHOCTH MPOJOIDKUTEIFHOCTRIO Oonee 30 ceKyHA
U MOCTUKTAJILHOW CIyTaHHOCTBIO WM BO30Y’KIEHUEM, YacToTa HnpucTtynos Oosiee 10 B
JIeHb
b. O0I": OTCYTCTBHE T'€HEPAIN30BaHHON 3NMIENTU(OPMHON aKTUBHOCTH YacTOTOM
3,0-5,5 T'ny B Teuenne 3 MUHYT U Oojiee BO BpeMs T'MIIEPBEHTWIALUU y MAlMEHTOB 0Oe3
tepanuu. [lepcuctupyromee 3aMmelieHHe OCHOBHOro putma OI9I, 6e3 mnpuema
CeTaTHBHBIX MpEnapaToB
C. HEHpOBM3yaJH3alus TOJOBHOTO MO3Ta: CTPYKTYpPHBIE W3MEHEHUS, UCKITFOUast
COITYTCTBYIOIIHME HAPYIICHHS
g. BCE BEpHO: a, b, ¢

19. Kputepun, NCKITIOYAIOIINE HATUYHE FOHOMECKOW aOCHCHOM AIUJICTICUH:
a. SIMWIENTHYECKHE MPHUCTYIHI ¢ (POKATBHBIM HAa4ajJOM: C TeHEpaIM30BAaHHBIM HAYAIOM:
MUOKJIIOHUU BEK (BBIPA)KEHHBIE), MHOKJIOHMYECKHE (BBIPAXKEHHBIE), MHOKIOHHYECKHE
a0caHChI, aTUINYHBIE a0CAHCEHI
b. snmnentuyeckue NpucTyIsl ¢ (OKaIbHBIM HaualIoM (C U3MEHEHUEM CO3HAHHUSA)
c. Ha ODI': oxHocTopoHHME (okanmbHBbIE cHaiiku, nupdy3Hoe 3amensieHue OCHOBHOM
aKTHBHOCTH
g. BCE BEPHO: a,b,C

20.  OOs3aTenbHBIE  KPUTEPUHU,  CBUJACTEIHCTBYIONIME O  FOHOIIECKOH

MHUOKJIOHUYECKON SIUJICTICUU. Y KQKUTE HEBEPHBIA KPUTEPHUIA:
a. SITWJICTITUYCCKUC IIPUCTYIILI C I'CHCPAJIM30BAHHBIM HA4YaJIOM: MUOKJIOHHUYCCKHC
b. Ha D3I pa3psaapl reHepaiM30BaHHBIX IMHUK-TIOJUITUK-BOJHOBBIX KOoMIUIekcoB 3,0-5,5
I'o
c. MPT ronoBHOro mo3sra: MNOTCHIUAJIBHO 3HAYUMBIC CTPYKTYPHLBIC HAPYHICHUA
T'OJIOBHOI'O MO3ra

€. HeBPOJIOTHYECKUH cTaTycC: 0€3 n3MEHEHUN
21. Kpureprun HCKIIOYEHNS FOHOIIECKOH MUOKIOHUYECKOW SIUJICIICHH. Y KAXKUTE
BEPHOE YTBEPXKICHHE:

a. OIMUJICIITUYCCKUEC NIPUCTYIIBI C TCHEPAJIM30BaHHBIM HAYaJIOM: MHUOKJIOHHYCCKHE

a0CaHChI, aTUIIMYHEIE a0CAHCEI

b. snmenTUYecKue MPUCTYIIHI ¢ (POKATHHBIM HaYaIOM (C U3MEHEHHUEM CO3HAHMS)
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c. O0I* MHOKJIOHyC  0€3  KOppeisiiud ¢  [HK-BOJHOBOH  aKTHUBHOCTHIO;

reHepaln30BaHHAsl SMUIenTU(GOpPMHAsT aKTUBHOCTh B BHUJE IHUK-BOJHOBBIX Pa3psioB,
gactoto menee 2,5 I'm; 3ameyeHne OCHOBHOW (JOHOBOM aKTUBHOCTH BHE IMOCTHKTAIBHOTO
rnepuojaa

g. BCE BEpHO: a, b, ¢

22. O0sg3aTenbHbIC AUATHOCTUYCCKUC KPUTCPHUU SIIHIICIICUHU C HU30JIMPOBAHHBIMU

TOHHUKO-KJIOHUYECKUMU MIPUCTYNaMU. Y K&XKUTE BEPHOE YTBEPKICHUE:
a. TUTIBI PUCTYIIOB: C TEHEPATU30BAaHHBIM HA4YaJIOM (TOHUKO-KJIOHUICCKHC)
b. sunentudopmHuas reHepanTu3oBaHHas AKTUBHOCTH, yacTtoToit 3,0-5,5 I'y
c.BepHOamub
g. pokanbHas/MynbTH(OKATBHAS dMTHIIENTU()OPMHAS AKTUBHOCTD

23. Kpurepun HCKIIOYECHUA DIWICICHUM C  W30JUPOBAHHBIMU  TOHHUKO-

KIIOHMYCCKUMMU IIPUCTYIIAMH. YKaxure HCBCPHOC YTBCPKIACHUC!

a. IPUCTYIIBL: C TEHEPAJIN30BaHHBIM HA4aJIOM: TOHUKO-KJIIOHUYECKHE

b. mpUCTYIIBI ¢ TeHepaI30BaHHBIM HAYaJIOM: MHOKJIOHWYECKHE a0CAHChI MU ATUITMYHbIE
abcaHChI

c.HaO0I:  permoHaJbHOE 3aMeIJIeHNE U NEPCUCTUPYIOLIHE (POKAIbHBIE Pa3psiibl

g. TeHepalM30BaHHAas SNUiIenTH(GOpPMHAs aKTUBHOCTb, dYacToTod wMmeHee 2,5 I’y
«MEJICHHbIE» KOMIUIEKChl OcTpas-MeajeHHas BoyiHa; aud@y3Hoe 3amensieHHe OCHOBHOM

AKTUBHOCTH, HC CBA3aHHOC C ITIOCTHUKTAJILHBIM IIEPUOAOM

24. OOs3aTenbHble JUATHOCTUYECKUE KPUTEPUM SIUJIEICUU C MPUCTYIaMH,

BBI3BAHHOM UTCHHUEM. Y KaXKUTE HCBCPHOC YTBCPIKACHUC!
a. TUTIBI IPUCTYIOB: pe(IEKTOpPHbIE MHOKIOHHMYECKHE C HEYTOYHEHHBIM HAYalloM C
BOBJICUCHUEM  Opo-(paclManbHOW  MYCKyJIaTypel M  MPOBOLUPYEMBIE  pEUYeBOU
NesITeNbHOCTBIO/UTEHUEM
b. ncuxodusznyueckoe pa3BUTHE: HOpMa
c. MPT ronoBHoro mo3ra:  Hopma

g. Ha O0I renepanuzoBaHHas SnuiIenTU(GOpPMHAs aKTUBHOCTh YacToToM 2.5 'l
25. Kpurepun HUCKIIOUYEHHS SIUJICTICUM C NPUCTYNaMHU, BBI3BAHHOW UYTECHHUEM.
YKaxxuTe HEBEPHOE YTBEPKICHHUE:

a. BCTPEYaroTCs BCE IPyTHe TUIbI NpUCTYNoB 3a uckiatouenrem ['TKII

b. 330T'": 3amennienne OCHOBHOM aKTHBHOCTH, 32 UCKITFOYCHUEM TTOCTUKTATBHOU  (pa3bl

I'TKII
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c. Ha D0 muddy3Has uiaM reHepanu30BaHHas SMWICNTHPOPMHAS aKTUBHOCTh YaCTOTOM

3-3.511g

g. MPT rosoBHOro mMo3ra: NpoBOJUTCS 711 HCKJIFOUEHUS CTPYKTYPHBIX U3MEHEHUM
26. Onuiencusi ¢ HU30JMPOBAHHBIMM TOHUKO-KJIOHUYECKUMU TMPUCTYIaMU
XapaKTepUu3yeTcs:

a. COXpaHHBIM TICUXOMOTOPHBIM pPa3BUTHEM, HO MOXET OBbITh CHHIPOM JedulnTa
BHUMAaHUS ¥ TUIIEPAKTUBHOCTH, OTMEYAIOTCS TPYAHOCTH B O0yUEHUH

b. BO3HHMKHOBEHMEM SNUIENTHYECKOrO IPUCTYIA, KaK IIPABMIIO, Yepe3 2 daca II0Clie
MPOOYKACHUS

C. BEpHO a, b, g

g€. HaJIMYMEM TIeHEepaIM30BaHHON >NuUiIenTU(OPMHON aKTHBHOCTH, yacToTod 3,0-5,5
', KOoTOpast MOXKET BBISBISATHCS TOJBKO BO BpeMsI CHA W/WIIH TIOCTIE CHA

27. HOBeHWIbHAs MUOKJIOHUYECKAS] AMUJIENICUA XAPAaKTEPU3YETCA CIEAYIOIINMU
KPUTEPUSMH. Y KQOXKUTE HEBEPHOE YTBEPKICHUE:

a. DSNUIENTHYECKHE IMPHUCTYIbl C TeHepaIU30BaHHBIM HA4ajJOM: MMOKJIOHUYECKUE
BO3HHUKAIOT MPEUMYIIECTBEHHO NPU NMPOOYKIACHUU HITH TTOCIIE
b. snunentuueckue MpUCTYNBI ¢ (OKATBLHBIM HAYalOM: MOTOPHBIM (2yTOMOTOPHBIM)
BO3HUKAIOT BO BPEMs CHA
C. B 90% BO3HHMKAIOT OJNWIENTUYECKHE IPUCTYIbl I'€HEPAIN30BAHHBIM HAYaAJIOM:
reHepaln30BaHHbIE TOHUKO-KIIOHUYECKHUE WIIH MUOKIOHUKO-TOHUKO-KIIOHUYECKHE
g. TeHepanu3oBaHHas JSnwienTudopMHas aKTUBHOCTH dacTtoTroit  3,0-5,5 I,
pEerucTpupyercsi Bo cHe U 001pCTBOBAaHUU
28. TepMI/IH ((SHL[C(I)aJIOHaTI/ISI Pa3BUTHUA» MOKET IPUMCHATHCS B CJIydac. Ykaxure
BEPHOE YTBEPKICHUE:
a. Korja y MOAPOCTKOB WJIM B3pOCHBIX (IIOC]E Mepuojia pa3sBUTHS U (POpMHUPOBaAHUS
JBUTATEIbHBIX HABBIKOB) B JAeOloTe 3a00JeBaHUS  BBIBISIOTCS KOTHUTHBHBIE,
NICUXUYECKUE U HEBPOJIOTUYECKUE HAPYILICHUS
b. perpecca u/unm OCTaHOBKHU Pa3BHUTHS,
C. €CIM NpPEeanojiaraercs, 4yTo OHU CBSI3aHbI C JTHOJIOTHEH 3a0oseBaHMs, a HE C
00HapYKEHHBIMH STHIIETITA(HOPMHBIMU/3IEKTporpadhudeckuMu narrepaamu Ha D00

g. Bce BEpHO: a, b, ¢
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29. VkaxuTe HeBepHOEe yTBepKIeHue: «DHuedanaonartuu pa3BUTUS U
SMUICNTHYECKUX  SHIe(alomaTuii — 3TO  TpPylma  MPOTPECCHPYIOMINUX
MuokJIoHnuyeckux snuiencuit (IIM3), xapakrepusyromascs
a. SMUIETITHYECKUMH TIPUCTYTIAMH C T€HEPATN30BaHHBIM HAYAIOM: MHOKJIIOHUYECKUMHM
b. MPOrpecCUPYIOIIMMH JIBUTATEILHBIMA U KOTHUTHBHBIMU HAPYIICHUSMH (B TOM YHCIIE,
JIEMEHIIMEN U aTaKCUel) U 9yBCTBUTEILHBIMU PACCTPOMCTBAMM
C. 3aMeJJICHHEM OCHOBHOTO PUTMa IIPH PETHCTPALK dJIEKTPOsHIedantorpaduu y Juma ¢
NPEIIIECTBYIOMMM — HOPMAIbHBIM  Pa3sBUTHEM W COXPAaHHBIMH  KOTHUTHBHBIMHU
byHKIMSIMU
g. COXpaHHOW (DOHOBOW PUTMHUKONH MPU PETrUCTpaAlMH AIeKTpodHIedamorpadhun ¢
HOPMAJIbHBIM Pa3BUTHEM U COXPAaHHBIMU KOTHUTHBHBIMU (bYHKHI/ISIMI/I
30. VYkaxure BepHoe yrBepxkacHue: «lIporpeccupyronme MHOKIOHUYECKUE
snunencuu (IIM9) - ato
a. OBICTPO MPOrPECCUPYIOIIHE PACCTPOMCTBA, PE3UCTEHTHBIE K TEPANUH M HMEIOIIHE
IJIOXOW IMPOTHO3
b. cocTosiHUS, TPU KOTOPBIX HEHPODU3HOIOTHUECKHUE UCCIICOBAHUS HEOOXOIUMBI IS
TOYHOT'O OIIMCAaHUs JUHaAMUKU PE3KUX HCITPOU3BOJIBHBIX COKpaH_[eHI/Iﬁ MbIIIII,
XapaKTePU3YIOMIUX  MHOKIOHYC
C. COYETAHHE MOJOKUTEINHLHOTO U OTPUIATEFHOTO MHOKIIOHYCA TUITUYHO 171t [IMD
g. Bce BEpHO: a, b, ¢

OTBeThI:

Ne Bompoca IIpaBUIBHBIN OTBET Ne Bonpoca [IpaBunbHBIN OTBET
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