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Cnmcok cokpameHui

AT® — Anenozuntpudocdar

I'AMK — ramma-amMuHOMACIIIHAS] KUCI0TA

JIAD — nerckas abcaHCHas SITUIICIICUS

NI'D — nanonatuyeckasi reHepaaIn30BaHHas SMUIIEIICUS

MBD - MeanannHast BUCOYHAS DITUJIEIICUS

OKJI — pokanpHass KOPTUKAIbHAS TUCTIIA3HS

HAM®O® — uKIn4eckuii aneHo3nHMoHodocdar

I[MHC — nenrtpanbHasi HepBHas CCTEMa

UMT — dyepenHo-M0O3roBasi TpaBmMa

O0I - anekrposnuedanorpadus

KOAD — roBeHnnbHas abcaHCHAS ATHIICTICUS

FOMD — roBeHMIIbHASI MUOKJIOHUYECKAS! STHIICTICUS

AMPA — tunm noHOTpOMHOTO pernentopa Tiyramara (oT aHri. A-Amino-3-Hydroxy-5-
Methyl-4-Isoxazolepropionic Acid — Ha3BaHUE CIIENU(PUIECKOTO arOHUCTA PEIIENTOPa)

BDNF — neitporpoduueckuii pakrop mosra (ot anri. Brain-Derived Neurotrophic Factor)

CACNAIA - ren, xomupyrooummii anbda-la cyObenIuHUIY MOTEHIIHATI-3aBUCHMOTO
KaJbIIMEBOTO MOHOTponHOro kanana P/Q tuma (ot anrn. Calcium Channel, Voltage-Dependent,
P/Q Type, Alpha-1a Subunit)

CHRNAA4 — ren, koaupytomuii anbha-4 cyoObeTUHHUITY XOJUHEPTHIECKOTO HUKOTHHOBOTO
uoHotpormuoro perenropa (ot auri. Cholinergic Receptor, Neuronal Nicotinic, Alpha Polypeptide
4)

CHRNB?2 - ren, konupyronmii 6eTa-2 cyObeIUHUIY XOTMHEPTUUECKOT0 HUKOTHHOBOTO
nonorponHoro penentopa (ot anri. Cholinergic Receptor, Neuronal Nicotinic, Beta Polypeptide
2)

CLCN2 — reH, KOAMpYIOINN XJIOPHBIN NOTPEHIMAI-3aBUCUMBIM MOHHBIM KaHal TUna 2
(ot anrit. Chloride Channel 2)

CRMP-5 - collapsing response mediator protein 5, Genok-meanaTop KOJIIAIICHHOBOTO
oTBeTa 5

ENFL1, ENFL3 - sniunencusi ¢ HOUHBIMH JIOOHBIMU NPUCTyIaMu Tuna 1 u Tumna 3 (OT aHrI.
Epilepsy, Nocturnal Frontal Lobe, 1; 3)

GABAA — THn A MOHOTPOIHOTO pelenTopa raMMa-aMHHOMACIISTHONW KHUCIIOTHI (OT aHTJI.
Gamma-Aminobutyric Acid)

GABAB - Tun B HOHOTpPOMHOTO perentopa raMMa-aMUHOMACIISIHOM KUCIIOTHI (OT aHIJL

Gamma-Aminobutyric Acid)



GABAaR - gamma-aminobutyric acid type A receptor, pemenTopsl Tamma-
aMHHOMACIISTHON KUCJIOTHI TUIIA A

GABRAI —reH, xonupytomuii anbda-1 cydbenunuily nonorpornsoro perenropa 'AMK
tuna A (ot aaria. Gamma-Aminobutyric Acid Receptor, Alpha-1)

GABRG?2 — ren, komupyronmi ramma-2 cyobeIMHHUILY HOHOTpoIHOro perentopa 'AMK
tuna A (ot anri. Gamma-Aminobutyric Acid Receptor, Gamma-2)

GADG65 — glutamic acid decarboxylase, nekapbokcuinasa riryTaMuHOBOM KHCIOTHI 65

GEFS+ — renepanuzoBanHas snuiencust ¢ ¢gedpunbHbIMU cymoporamu [Limroc (ot aHrd.
Generalized Epilepsy With Febrile Seizures Plus)

ILAE — International League Against Epilepsy, MexnyHapoaHas
IPOTHBOAUIICITUYECKAS JIUTa

LEATSs — long-term epilepsy associated tumors, ommyxoJin, acCCOIUUPOBAHHBIE C JJTUTEITHLHO
MPUCYTCTBYIOIIEH STTUIICTICUEN

LGII - leucine-rich glioma-inactivated protein 1, GoraTblii TeHIIMHOM WHAKTHBUPYEMBIN
[JIMOMOM ITpoTeuH 1

KCNAI1 — reH, kogupyroumuid NOTEHIIUAI3aBUCUMBIN KaJWEBbI MOHOTPOMHBIN KaHal,
noacemeiicTBo A, tun 1 (ot anri. Potassium Channel, Voltage-Gated, Shaker-Related Subfamily,
Member 1)

KCND2 — reH, koaupyomuil KajJueBblil NOTEHIMAI3aBUCUMBbI MOHOTPOIIHBIN KaHal,
noacemeiictBo D, Tun 2 (ot anri. Potassium Voltage-Gated Channel, Shal-Related Subfamily,
Member 2; KCND2

KCNMA1 - ren, xomupywoomuii anbpa-1 CcyObeqUHHMIY KaJIMEBOTO  KallbIUii-
aKTUBUPYEMOTO MOHHOTO KaHana, nmoacemeiictBa M (ot anrn. Potassium Channel, Calcium-
Activated, Large Conductance, Subfamily M, Alpha Member 1)

KCNQ2, KCNQ3 — reHbl, KOIUPYIOIIUE KaJUEBbIE MOTCHIMAI-3aBUCUMbIE HOHHBIE
KaHajbl, moacemerictBo Q, tumbl 2 u 3 (ot anrn. Potassium Channel, Voltage-Gated, KQT-Like
Subfamily, Member 2)

NMDA - tun noHorpomnHoro penentopa riryramara (ot aari. N-Methyl-D-Aspartic Acid
— Ha3BaHUE CNENU(PUIECKOro arOHUCTa PEIenTopa)

SCNI1A — ren, konupyromuii anbda-1 cyoObeMHNIY HATPUEBOTO MOTEHIINA-3aBUCUMOTO
uoHHoro kanana (Sodium Voltage-Gated Channel, Alpha Subunit 1, cokpamenHoe Ha3BaHue OT
anri1. Sodium Channel, Neuronal Type 1, Alpha Subunit)

SCN2A — ren, konupyooIui anbda-2 cyobeIMHUAIY HATPUEBOTO MOTCHITHAI-3aBUCHMOTO
uonHoro kanana (Sodium Voltage-Gated Channel, Alpha Subunit 2, cokpaiieHHOe Ha3BaHUE reHa

ot anria. Sodium Channel, Neuronal Type 2, Alpha Subunit)



SCNI1B - reH, kogupyoomuii 6era-1 cyObequHUIY HATPHUEBOTO MOTCHITHAI-3aBUCHMOTO
noHHoro kanana (Sodium Voltage-Gated Channel, Beta Subunit 1, cokparienue reHa oT aHTIL

Sodium Channel, Neuronal Type 1, Beta Subunit)



TepMuHbI U onpeaeIeHUs

AbGcaHc — 9TO pPa3HOBUAHOCTh T'€HEPATM30BAHHOIO OHMHJICNITHYECKOTO MPUIIAIKA:
HeMOTOpHas popma. XapakTepus3yeTcs BHE3AMHON KPaTKOBPEMEHHOH (CEKYHABI-IECSITKH CEKYHT)
yTpaTroil co3HaHus, OJOKAagOoW MOTOPHOH aKTHMBHOCTH M amHe3ueidl. Mmeer cneumduyeckuii
natrepH I2I". CM. aGcaHC TUTTUYHBIA W aTUITHYHBIH.

AOcaHC aTUMTMYHBIN — 3TO a0CaHC C U3MEHEHHUSMHU B TOHYCE, KOTOpBIC SIBISIOTCS Oojee
BBIPQXKCHHBIMU, YeM MPH TUIWYHOM a0CaHCe;, Hadyallo W/WIM TpeKpalieHue, He SBISIOTCS
BHE3AIIHBIMH, YacTO ACCOLMMPOBAH C MEMJICHHOM HEPETYJSIPHOM TI'€HEpPaIu30BAHHOU ITHK-
BOJTHOBOM aKTUBHOCTHIO B DI [1]. AGcaHC aTUITMYHBIN — pa3HOBUIHOCTH a0CaHca, TPOCTOTO HIIH
CJI0’KHOTO, BBIZIEJIEHHOIO0 Ha OCHOBaHMU DI’ mokaszaresnen: craiK-BOJHOBBIE pa3psiabl MeHee 3
I'n, nomyctuma u 6ombiras gacrota. [Kapnos, AitBazsa 2020].

AbcaHc pocToil — 3T0 abcaHC ¢ MOJHON OJI0OKa0i MOTOPHON aKTHBHOCTH, 338 PEIKHM
UCKJTIOYEHHEM SIUIETITUYECKOT0 MUOKIIOHYCA BEK.

AbGcaHc cIOXHBIH — 3TO abcaHC, BO BpeMs KOTOPOTO BBIKIIOYEHHE CO3HAHUSA
COTPOBOXKAACTCA JAPYTMMU CHMIITOMAMH, BBIXOASIIMMU Ha TIEPBBIA TUIAH: aBTOMAaTHU3MAaMU,
O0OBIYHO 2JIEeMEHTapHBIMH (a0CaHC aBTOMATH3MOB), MUOKJIOHUSMHU (MHOKIOHHYECKHN a0CaHC),
najicHueM (aTOHUYEeCKUi a0CaHC), yITyCKaHHeM MOUYH (aBTOHOMHO-BEr€TaTUBHBIN abCcaHC).

AOGcaHC CYOKIIMHMYECKHN — 3TO aOCaHC, JUIIIMIACS CIUIIKOM KOpoTkoe Bpems (1-2 c¢),
YyTOOBl MOXXHO OBUIO  3aMETUTh  BBIKJIIOYEHHE CO3HAHUS, PErHCTPUPYETCS  TOJBKO
AIIEKTPOrpaprUEcKu.

AOcaHc THNMYHBIA — Pa3HOBUAHOCTh abcaHCa MPOCTOTO WM  CJIOXHOTO,
conpoBoxaatomerocs B 931" IBYCTOPOHHUMU CHHXPOHHBIMH CHUMMETPUYHBIMU pa3psiiaMu
KOMIUIEKCOB MUK-BOJIHA YacTOTOU 3 ['11. JIerko mpoBomupyeTcsi THIEPBEHTHIISIIUCH.

ABTOMaTH3M - 00JIee WM MEHEee CKOOPAMHUPOBAHHASI IBUTATEIbHASI aKTUBHOCTD, KOTOPAsI
OOBIYHO BO3HMKAaeT Ha ()OHE PACCTPOWCTBA KOTHUTUBHBIX (DYHKIMH, dYalie ¢ Mocieayromen
amHe3uel. YacTo HArOMHHAeT KOHTPOJIUpPYEMble IBUKEHHS U MOXKET IMPEeACTaBIsATH COOOM
M3MEHEHHYIO IBUTaTEeJIbHYI0 aKTUBHOCTh, UMEBIIYIO MECTO JI0 MPUCTYTIA.

ABTOMaTH3M SMUICTITUYECKUN — HEMPOU3BOJIbHAS ABUTATEIbHASI aKTUBHOCTb, 00JIee UITN
MeHee KOOpIAMHUpPOBaHHAs W amanTupoBaHHas. OOBIYHO MposiBIeHHE (POKATBLHOTO MPHITAIKA.
Jlnana3on mposBiIeHUI KpalHE IIMPOK: OT 3JEMEHTAPHBIX aBTOMATHU3MOB /0 aBTOMAaTHU3MOB
NENCTBUI U NeATENbHOCTH (TIOBECHHE aBTOMAaTHYECKOE SMUJICITHYECKOE — B HACTOsIIIEee BpeMs
TEPMHH HE PEKOMEHJOBaH). Pa3BHBAaIOTCS MO MeXaHU3MYy BBICBOOOXKICHHS WIH MPSMOMA
aKTHBAIlMU SIUJIENTUYECKON aKTUBHOCTH COOTBETCTBYIOIIMX MOTOPHBIX CTPYKTYyp. Ecmu

aBTOMAaTU3M €CTh TMpOSIBICHHWE, OrPAaHUYEHHOE MOTOPHKOM camoro OOJBHOTO, OH



KBIM(ULUPYETCS KaK ayTOMOTOPHBIN MPUCTYI (aBTOMAaTU3MbI alUMEHTAapHbIE, aBTOMATHU3MbI
MUMHYECKHE, aBTOMAaTU3MbI KECTOB, aBTOMAaTU3Mbl peuH). YacTo HamOMHHAIOT IIPOU3BOJIbHBIE
JBUKEHHUSI U MOTYT CYILECTBOBaTh KAaK HEAJEKBATHOE IPOAODKEHUE NMPEUKTATIbHOW MOTOPHOU
akTUBHOCTH. [locTnpuCTynHbIE NBHUraTelIbHbBIE PACCTPOMCTBA SBISIOTCS CKOpEE IMPOSBICHUEM
HEOCO3HAHHOM HEIIEJIEBOM arpeCCUu U MOTYT HOCUTh Pa3pylIUTEIbHBIA XapaKkTep.

AMaBpo3 ONUIENTHYECKUA — MNPEXOJAlIMA amaBpo3, SBISIIOIIMNICA IPOSBICHUEM
IPUCTYINA 3aTBUIOYHOHN smmiencuu. MoxkeT ObITh KaK CEMHUOTHKOH CaMmoro HpHUIaika, Tak U
CUMIITOMOM IOCTHKTAJIbHOTO BBINAJICHMUS.

ATOHMYECKUN MPUIAIOK - BHE3amHas MOTepsl WM CHI)KEHHE MBIIIEYHOro TOoHyca 0e3
BUJUMOTO  IPEALIECTBYIOIIEIO  MHOKJIOHMYECKOTO  WMJIM  TOHHUYECKOIO  KOMIIOHEHTa
JUIMTEIBHOCTBIO ~ 1-2 CeK., BKJIFOUasl MBIl FOJIOBBI, TYJIOBHINA, JTUA UM KOHEYHOCTEM.

Aypa - BHE3anHbIi CyOBEKTHUBHBIN (eHOMEH, CTICIIU(UIHBIN JIJ11 KOHKPETHOTO MAIllUeHTA,
KOTOPBI MOKET MPEIIIECTBOBATh IPUCTYITY.

becco3HnaTenbHBIN - TEPMUH «OECCO3HATENBHBIN» MOXKET HCIOIB30BATHCS B KAYECTBE
COKpAILIEHHOT'O0 TEPMHUHA «HAPYILIEHUE CO3ZHAHUSI.

bunatepanbHble TOHUKO-KJIOHWYECKHE TMPUNAAKH C (OKAIbHBIM HA4YaJoOM - THII
MPUIMAJIKOB ¢ (DOKaJIbHBIM JEOIOTOM, C COXPAaHEHHEM WJIM HapylIEHHWEM CO3HAHUS, MOTYT OBITh
MOTOpPHBIMH MJIM HEMOTOPHBIMH, C TIOCIEAYIOIIEH pa3BHBAIOLICICS OMIaTepasbHOW TOHUKO-
KJIOHMYECKON aKTUBHOCTBIO. [Ipenpinymunii TepMUH — «BTOPUYHO-T€HEPAITN30BAHHbBIE TPUCTYIIBI
C mapLUaIbHBIM HAYaJIOM.

buitarepanbHblil IPUIIAJOK - BOBJIEKAOIINHI JIEBYIO U ITPABYIO CTOPOHBIL, XOTS MIPOSIBICHUS
OmiaTepaabHBIX MPUCTYIIOB MOTYT OBITh KAK CHMMETPUYHBIMU, TAK M ACHMMETPUYHBIMHU.

BereraTtuBHble (aBTOHOMHBIE) NMPHUIAIKUA - SIBHOE HW3MEHEHHE (YHKIIMU BEreTaTUBHOU
HEPBHOM CHUCTEMBI, BKJIKOYAIOIIEE U3MEHEHUE AMAMETPA 3PAYKOB, IMOTOOTIACICHUE, NU3MEHEHUE
TOHyCa COCyHOB, TepMmoperyisuuu, pacctporictBa (ynkimu XKT u cepaeuno-cocyaucToit
CUCTEMBI.

BepcuBHBIN NpUMagoOK - AJUTENBHOE HACUIBCTBEHHOE COIPSDKEHHOE BpalleHHE IJIas,
TOJIOBBI Y TYJIOBHIIA MJIM UX OTKJIOHEHHE JJATEPAIBHO OT LIEHTPAJIbHOM OCH.

lammonuHanuu - cocTaBieHHE KOMIO3UIMM BOCHPUATHS 0€3 COOTBETCTBYIOLIUX
BHEIIHUX CTHMYJIOB, BKIIIOYasl 3pUTENbHBIC, CIyXOBBIE, COMATOCEHCOPHBIC, OOOHSITEIbHBIE U
BKYCOBBIE€ CTUMYJIBI.

lenacTuueckuii MOpUMaZoOK - B3pPBIBBI  CMEXa WM XHMXUKaHbi, OOBIYHO 0e3
coOoTBeTCTBYIOMIETO ad(PeKTUBHOTO hoHA.

I'enonencus — 3nuUIEIICUS CMEXa.
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['enepanu3oBaHHbId MOPUNALOK - MEPBOHAYAIBLHO BO3HHUKAIONIMKA OJHOMOMEHTHO, C
OBICTPBIM BOBJICUEHUEM OMIIATEPATBHO PACTIONOKEHHBIX HEHPOCETEBBIX CTPYKTYP.

['enepann30BaHHBIA TOHUKO-KIIOHWYECKHI MPUIIAI0K - OMIaTepaibHble CHMMETPUYHBIE,
WHOI/Ia AaCCUMETPUYHBbIE TOHMYECKHME COKpAIlEHWS M 3aTEM JBYCTOPOHHEE KIOHHYECKOE
MOJIEPTMBAHNE MBIIII, OOBIYHO COYETAIOIIEEeCs] C BEreTaTUBHBIMU ()eHOMEHAMU U HapyllleHUEeM
CO3HAHUs. DTHU MPHUCTYIIBI C CAMOTO Hayuajla OXBATHIBAIOT CETEBBIE CTPYKTYPBI 00OUX MOTYIIAPHIA.

I'uncaputmus  — OOI-maTrTepH  MEIUIEHHONM  BBICOKOAMIUIMTYIHOM  aKTUBHOCTH,
XapakTepHOU mig cuHapoma Becra.

JlakpucTUYECKU TPUMNAJAOK - TPUCTYN I1ada, HE 00A3aTebHO CBSI3aHHBIA C
AMOLIMOHAIBHBIMU MPOSIBICHUSIMH.

JIKEKCOHOBCKUH MPUMNIA/IOK - TPAIUILIMOHHBINA TEPMHUH, 0003HAYAIOIINN PACIIPOCTPAaHEHHE
KJIOHMYECKUX MOJIEPIUBAaHNN YHUIIATEPAIbHO YE€PE3 CMEKHBIE YACTH TEA.

JIMCTOHMYECKU TPHUIAJOK — TPUCTYN C YCTOMYMBBIMHU COKpAIICHUSIMU  Kak
CUHEPrMYeCKNX, TaK W AaHTArOHMCTUYECKUX MBIIIL, BbI3BIBAIOUIMX AaTETOUIHBIE WU
CKPYYMBAIOLIHE JBIXKEHUS, KOTOPBIE MOTYT (POPMHUPOBATh HEECTECTBEHHBIE TTO3bI.

3aTOPMOKEHHOCTh  MOBEJEHYECKUX pPEAaKUUMHd - 3aTOPMOKEHHOCTh WIM I1ay3a B
JIeATEIbHOCTH, 3aCTHIBAHNE, HETIOJBUKHOCTh, CBOMCTBEHHAS] IPUCTYIIAaM C 3aTOPMOKEHHOCTBIO
MOBEJICHUYECKUX PEAKIUN.

VIKTanbHbIA — OT aHTIIMICKOTO ictus — MPUCTYII: CBS3aHHBIN C MIPHUITAKOM.

HNHTEepUKTAIBHBINA — MEXITPUCTYITHBIN (CM. UKTATBHBIN).

Kionnuecknii npumagok — HOPUCTYII CUMMETPUYHOTO WJIM  ACHMMETPUYHOTO
[IOJIEPTUBAHHUS, KOTOPOE PETYJISIPHO MOBTOPSAETCS M BKIKOYAET OJHU U T€ YKE TPYIIIHI MBILIILI.

KorHuTHBHBIN NpUNaNoK - OTHOCUTCS K MBIIUICHUIO U BBICIIUM MO3TOBBIM (DYHKIIHSM,
TaKUM KakK S3bIK, MPOCTPAHCTBEHHOE BOCIPHUATHE, NaMATh M Ipakcuc. B cooTBeTrcTBHM C
rinoccapueM 2001 roma umen 3HaYCHUE «IICUXUYECKUI.

Mapi HKEeKCOHOBCKMI — XapakTep pacIpOCTPAaHEHHs CYHAOpPOr WU IApecTe3sui Ipu
JUKEKCOHOBCKOM, TO €CTb COMAaTOMOTOPHOM WJIM COMAaTOCEHCOPHOM IIPUIIAJKE, IO HOBOM
TEPMHUHOJIOTHH — (POKATBHOM MOTOPHOM HJIM HEMOTOPHOM MPUTIAJKE.

MUOKIIOHUKO-aTOHUYECKUI - T€HEePATN30BaHHbIN THUIl IPUMNAJAKOB C MUOKIOHHMYECKUMU
NOJIEPTUBAHUSAMHY, MPEAUIECTBYIOIIMMU AaTOHUYECKOMY MOTOPHOMY KOMIIOHEHTY. OTOT THII
IIPUCTYIOB paHee Ha3bIBAJICS MUOKJIOHMKO-aCTaTUYECKHUM.

MUOKIOHUKO-TOHUKO-KIIOHUYECKUIT - OJHO WM  HECKOJbKO  OujaTepaibHbBIX
MOJAEPTrUBaHUM MBIIII] TYJIOBHIIA, C TOCIEAYIOLUIUM Pa3BUTHEM TOHUKO-KIIOHUYECKOTO TPUCTYIIA.

[lepBoHauanbHBIE MOJEPTUBAHUS MOXKHO pPAacCMaTpUBATh KaKk KOPOTKUN MEPHOJ KIOHYCAa WIIH
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MUOKJIOHYyca. [IpucTynbl Takoro Tuna XapakTE€pHbl I IOBEHWIBHOW MHOKJIOHMYECKOU
AIWIETICUU.

MuoknoOHMYEeCKMIT NpUNAAoK - BHe3anmHoe, Kpatkoe (<100 mc) Hempou3BOJBHOE
OJIMHOYHOE WJIA MHOYKECTBEHHOE COKpAIICHWE MBI WM TPYHI MBI C I[EPEMEHHOU
Tonorpadueli (akcuanbHasi, IPOKCUMallbHasl, MBIIIIIBI TYJIOBUIIIA, AUCTaiIbHAas). [Ipu Mmuokionyce
JBUKEHUSI MOBTOPSIIOTCS MEHEE PETYJISIpHO M C MEHBIIEH NPOAOJKUTENBHOCTBIO, YEM IIPH
KJIOHYCE.

MuOKIOHUS BEK- MOJAEPrUBaHUE BEK C YACTOTOM HE MEHee 3 pa3 B CEK., KaK MpaBUIIO, C
JIEBHALIMEN I1a3 BBEPX, Julslieecs Kak nmpaBuio <10 cek., 4acTo MpOBOILUPYETCS 3aKPBITUEM TJIa3.
B ygactu ciaydaeB MOXKET CONPOBOXKAATHCS KPATKOBPEMEHHOM NIOTEPEN OPUECHTALIUH.

MortopHblii - m00ast (hopMa BOBIIEUECHUSI MYCKYJIaTypbl. MOTOpHasi akKTUBHOCTh MOXKET
3aKJIIOYaThCS KaK B TOBBIIIEHHOM COKpallleHUU (MOJOXKUTeNbHasA), TaK U B CHUKEHHOM
COKpAIIEHUH MBI (OTpULaTeNbHAs) PU TPOAYLUUPOBAHUN ABUKECHUM.

Hapymenne co3nanus (“impairment of consciousness”) - CMOTpU «HApYIIEHHOE
CO3HAHHED.

Hapymennoe co3nanume («impaired awareness») - CMOTPH «CO3HaHHE (awareness)y.
OcnabneHHoe WIM YTpAaueHHOE CO3HAHHME SBISETCS NPU3HAKOM (QOKAIBHBIX CYIOpOr C
HapyILIEHUEM CO3HAHMS, paHEe Ha3bIBABIIMXCS CJIIOKHBIMH MAPLUHUATIbHBIMU TPUCTYIIAMH.

HexnaccupuipoBaHHblii MPHUIAJOK - MOXKET MPUMEHSTHCS 1O OTHOLICHHIO K THUILY
MIPUCTYTOB, KOTOpbii He onucaH B Kiaccudukamuu ILAE 2017 1. mo npuunHe HEAOCTaTOYHOM
nHpopmaruu 100 HEOOBIYHBIX KIIMHUYECKUX TPposBiIeHuH. Eciu npuctyn He kiaccuuimpoBan
B CBA3M C HENOCTaTOYHOW HH(pOpMAIMEed O ero Hadaie, OH MOXET ObITh OrpaHUYEHHO
KJIaCCU(UITUPOBAH HA OCHOBAHHH JTOCTYITHBIX JIJIi HHTEPIPETALUU JaHHBIX.

HemoTopHsbIit mpunanok - GoKaabHBIN WK TeHEePATH30BaHHbBIN MPUCTYT, TPU KOTOPHIX HE
MPOSIBIISICTCS IBUraTeNIbHAas (MOTOpHAs) aKTUBHOCTb.

HenonBU»KHOCTB - CMOTPH «3aTOPMOKEHHOCTD IIOBEJEHUECKUX PEAKIIUII.

Hucrarm snunentudeckuil — OKYJI0KIOHHYECKUHM SIWICITUYECKHUM IPUTIAIOK.

OOMOpOK CYMOPOXKHBIA — KIIACCHUECKUH TpHUMEp BTOPUYHOTO BOBJICYCHHS MO3ra B
NPUIIAJIOK BCJIEACTBUE OSKCTpalepeOpalbHOIl MaToJIOTWM, 4Yalle BCEro KapAUOTECHHOM.
CynopoXHBIE KOMIIOHEHT SBISIETCA MpPOsBICHHEM TIiayOokoro obmopoka. O TtpeOyer
TuQepeHIMaIbHOr0 JHarHo3a ¢ SMWISNTHYECKUM npunaakoM. Ilpu sToM naHHBIE OocMOTpa
TEpareBTOM M HEBpOJIOroM, BkIIto4as xontep-OKI' u 931 -MmoHuTOpupoBanue, MOryT OKa3aTbCs
HEJOCTATOYHBIMU. B 3THX ciy4asx BBICOKO 3HAYMMOM SBIISIETCS JUIMTENbHAs MacCUBHAs
opTocTaruyeckas npooda. Ilokaszana BO3MOKHOCTh KOMOPOUIHOCTH T10 AMUIIETICUU U 00MOpOKaM

Kap,Z[I/IOI/IHFI/I6I/ITOpHOI‘O " Ba3oACIIPECCOPHOIO THUIIA.
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OTcyTCcTBUE OTBETA - HECIIOCOOHOCTH aJIEKBATHO OTPEArupoBaTh ABUKEHUEM WA PEUbIO
Ha MPEAbSBISIEMbIN CTUMY.

Ouar SnUIENTUYECKUM — MOMYJSALMS SMIICNITUYECKUX HEUPOHOB, MPOAYLUPYIOLUIUX
TUIIEPCUHXPOHHBIN pa3psl M SBISIOMIMXCA HCTOYHUKOM SIUJIENTUYECKOrO npuctyna. B
MEXIPUCTYITHOM NEPUOJEC MOXKET ObITh 0OHapyxeH B OO B BUe (POKATBHBIX SIS TUYECKIX
aneKkTporpaduiecknx (EHOMEHOB — Claiika, MoJMMCIaiika, MEIJICHHOTO CIaiika (OCTPOil BOJIHBI)
U/WIIN YKa3aHHBIX ()EHOMEHOB C MOCIEAYIOIIEH MeIEHHOW BOJIHOM.

Ouar >nUIenTOreHHbI — Y4acCTOK OPraHMYECKOro IMOBPEXACHUS MO3Ta, B KOTOPOM
COXpaHUBIIHUECS HEHPOHBI HE YACPKUBAIOT TOJSPU3AIUI0  (AMUJICHTHYCCKUN HEUPOH),
BCJIE/ICTBUE YETO CO3JAETCSl SNMUIENTUUECKUN OUar.

[Tapanuu Toxna — CHHOHMM TEpPMHHA ITOCIEIPUIIAA0YHBIN SITHICITUYECKUN ITapaany.

[Tapokcusm anexTposHnedanorpaguaecKuii SMUICNITHYSCKAN — BOJTHA WITU TPYIIA BOJIH,
oTpaxaromue Ha DO snuiIenTUYECKUd pa3psi, KOTOPhIE BOZHUKAIOT M MCUYE3al0T BHE3AIMHO U
YETKO OTJIMYAIOTCS 0 9acToTe, MOp(OIOruM u aMIuIuTyae OT (OHOBOUM akTHBHOCTH B DOI,
XapaKTepu3ysaCh B IEJIOM MNaTOTHOMOHUYHBIMU SMNWICNTUYECKUMHU MATTepHAMU — CHAMK,
MEJUICHHBIA CrHaiik (ocTpas BOJHA), KOMIUIEKC CITalK-BOJIHA. Yale HCIoJib3yeTcsi CHHOHUM
3JIEKTpOrpadUUECKUI SMUICTITUYECKUA pas3psI.

[IpenpacnonoxkeHne K OSOWIENCHM — KOHCTHUTYIMOHAJIBHOE WJIM HPUOOpPETEeHHOE
COCTOSTHUE, MTpeipacroaraiee CyobeKTa K pa3TuIHbIM THITAM STIICTITHYSCKUX MPHUIAIKOB. B
HACTOSIIEe BpeMsl yCTOMUNBOE MPEAPACIONOKEHUE SBISETCS KIIOUEBbIM CJIOBOM B JIeUHULIUN
snunencud. [lpenmonaraercs obnuraTHoe ydacThe 3TOro ¢akTopa naxe A pealn3aluu
IIPUIIAJIKOB I10CJIE OPTaHUYECKOro MopakeHus mMosra. ITokazaHa reTeporeHHOCTb T€HETHYECKOIO
NPEIpACIIONOKEHHS, KOTOpas MOXET HMeTh W30UpaTenbHBId  XapakTep, HampuMmep,
IpeIpacloiokeHne K CyJOPOKHBIM MPpUNaaKaM (IIPeIpacioiokeHHe Cy0POKHOE).

[Ipunanox — npucTyn LepeOpaibHOrO MPOUCXOXKIEHHUS, HACTYHAIOUIUI y dYeloBeKa
BHEITHE HAa (OHE BHUIUMOTO 370POBbS WM MPH BHE3AMHOM YXYAIICHUH XPOHUYECKOTO
MATOJIOTUYECKOTO  cOocTOsiHUA. [IposiBiisieTcs BHE3alHO BO3HUKAIOMIMMHU  MPEXOJ[IIUMU
NaTOJIOTUYECKUMH (EHOMEHAMU — JBUTATEIbHBIMH, CEHCOPHBIMU, BEreTaTUBHBIMH WU
MICUXUYECKUMHU B pe3ylbTaTe BPEMEHHOM NUCHYHKIIMU BCEro Mo3ra uiM ero oraena. Haubonee
MPAKTUYHO KBATHU(PHUITUPOBATH 3T MPHUCTYIIBI IO UX MEXAHU3MY:

a) NPUMAAKU SHUICHTHYECKON NPHUPOABI, BBI3BIBAEMBIE UYPE3MEPHBIMU pa3psaaMu
HEUPOHHBIX TOMYJISIUNI;
0) nepedpabHbIE PHUMAJIKH AaHOKCUYECKOTO, U aHOKCH-UIIIEMUYECKOTO TeHE3a;

B) IiepeOpasibHbIe MPHIAIKH TOKCHUYECKOTO MPOUCXOXKIACHUS (CTONOHSK, CTPUXHUH U

ap.);
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T) nepedpaibHbIC TPUTIAAKHA METa00IMUECKOTO MPOUCXOKICHUAX (TUIIOTIMKEMUYECKHE,
TUMIOKAJBIUEMHUYECKHE U JIP.);

1) 1epeOpaibHble MPHUIAJKH ayTOMMMYHHON MPUPOABI; €) IepeOpaiabHble MPUIIATKU
TUITHUYECKOHN MpUpO/Ibl (HApKOJENTHUECKHE, KaTaIeITUYECKUE);

) icuxoreHHbie Heammtentuueckue npuctynsl (Fisher R. S. et al., 2017 a, b), wim — Ha
SI3BIKE TICUXHUATPOB — KOHBEPCUOHHBIE IPUCTYIIBI;

3) 1epedpalibHbIe MPUCTYIBI HEONPEAEICHHOTO MM CIOXHOTO MPOMCXOXKACHUS, MPHU
KOTOPBIX JEHCTBYIOIIMMU SIBISIFOTCSL HECKOJIbKO (akTopoB. (IIpumedanue: karanentuyeckue u
HApKOJIENTUYECKHE MPUTIAJKHU SBISIOTCS UCKIIIOUEHUEM, UX MPUHAATIC)KHOCTh K TUITHOTUYECKUM
€CTb PE3YJbTaT UX CBS3H CO CHOM M, BO3MOXHO, C YYaCTHEM B peaU3al[ii HEKOTOPBIX OOIIMX
mexaHu3MoB. Kparkoe onpenenenue npumnaaka cM. npunanok (I'moccapuit MIIDJ1 2017)).

[Mpunagox (I'moccapmit ILAE 2017) - mpexopsinee MOSBICHUE MPU3HAKOB /WU
CHMIITOMOB, CBSI3aHHBIX C aHOMAJIBHOW M30BITOYHON MM CHHXPOHHOM aKTHBHOCTHIO HEHPOHOB B
TOJIOBHOM MO3T€.

[Tpunagok aBTOMaTU3Ma MUIENTUHISCKAN — MIPUCTYIT HEMPOU3BOJIBHON OoJiee WM MEHee
KOOPJMHUPOBAHHOW aBTOMAaTU3UPOBAHHOW JIE€ATEIbHOCTH, MPOSBIECHUE T'€HEPATHU30BAHHOIO
(crmoxxHBINM abcaHc — aOCaHC aBTOMATH3MOB: aBTOMATH3MBbI 3JICMEHTAPHBI, OCO3HAHKUE TMPUCTYIA
OTCYTCTBYET) WJIM CIIO)KHOTO (POKAJHHOTO SMIJICHTHYECKOTO MPHUIMAaJIKa: aBTOMAaTU3MbI Oojee
CJIO’KHBI, IPOXOAAT Ha (hOHE TOMPAUYECHHOT'O CO3HAHMUSL.

[Ipunanok ayTOMHAYIUPOBAHHBIN — peaKas pa3HOBUIHOCTh SMUJICITUYECKOTO MPUIIAIKa,
IIPOU3BOJILHO BBI3bIBAEMasi CAMUM OOJIBHBIM.

[Mpunagok addeKTUBHBINA SMWISNTHUECKUI — SMWISNTHYECKUI MPUNANOK, HayallbHbIE
IPOSIBJIICHUSI KOTOPOTO BBIpaxaroTcs B apexTe: HEMOTMBHUPOBAHHOM CTpaxe WM, HA000POT, B
PaaoCTH, YAOBOJIBCTBUH UJIH J1aXKe SKCTa3e.

[Tpunagox OGomnpIoi snuaenTUYecKuid, mpunagok grand mal (OombIIONH CyITOPOXKHBII
MPUITAJIOK). B yCIIOBUSAX MEPBHYHOTO aMOYIaTOPHOTO MpHeMa KaK Bpadd, TaK M MAIMEHTHI J0
HACTOAIIETO BPEMEHH TOJB3YIOTCS OTHM TEPMHUHOM s JalbHEUIIEH OpHeHTaluu
pasrpaHUyeHUs] TEeHEPATU30BAaHHOTO CYIOPOXKHOTO TMPHUIAJKa OT JAPYrUX MPHUCTYHOB. (CM.
['moccapwuit MITDJI 2017).

[Mpunanok B Buae «uudpsl 4» - IPUCTYIHBI, XapaKTEPU3YIOIIUECS pa3ruOaHueM OJHOU
PYKH TEpPHEHANKYISPHO TYJIOBHUINY (OOBIYHO KOHTpalaTepalibHON OJMHUIEHTOTCHHOW 30HE B
TOJIOBHOM MO3T€) M CTHOAHUEM B JIOKTE APYTOW PYKH, 00pa3yromuMu PPy «4».

[Tpumnaaox BepCUBHBIN SMUICNITUYECKUA — MPUCTYT MMOBOPOTa (Bepcuu) 1) ria3HbIX s0I0K
KJIOHHYECKOI'0 XapaKTepa — OKYJIO-KIIOHUYECKUN SMIICHTUYECKUI TPUNIALO0K, SMHICTITUHYECKUI

HUCTarM; 2) TO K€ TOHWYECKOr0 XapaKTepa — IN1a30JBUraTeIbbHBIA SMNUIENTUYECKUN TPUIAL0K;
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3) rnas, royoBBl M TYJOBHUIIA — aJBEPCHUBHBIA DSMHJICITUUECKHN TPHUNAAOK; 4) TO XKe ¢
NOCJIEAYIOLUM BpalllEHUEM TYJIOBMILA BOKPYI CBOEM OCHM — BpallaTeIbHBIM SMUIENTHYECKUN
IPUIAIOK.

[Ipunagok reHepanu30BaHHBIA HSMWIECNTUYECKUH — SMOWICNTHYECKUH MPUIMAIOK,
XapaKkTepu3yromuiicss 1) KIMHUYECKH: HapyIIEHHEM CO3HaHHsS, MAacCCHUBHBIMU aBTOHOMHBIMU
(BereTaTUBHBIMHU) TMPOSIBICHUAMH, CONPOBOXAAIOUIMMHUCA WJIH HE CONPOBOXKIAIOIIMMUCS
MOTOpPHBIMU ()EHOMEHAMH, B YaCTHOCTH, CYJOPOXKHBIMH, BOBJIEKAIOIIMMHU 00€ CTOPOHBI Tena
OJIHOBPEMEHHO. B 3aBHCHMOCTM OT HalIW4yusg WIHA OTCYTCTBUS CYIOPOr pa3inyaroT
reHepaIM30BaHHbIE CYJOPOXKHbBIE SMUIECNTHUYECKUE MPUNAAKH (TOHUKO-KIOHUYECKHE, KIOHUKO-
TOHUKO-KJIOHUYECKHE, TOHUYECKHUE, ABYCTOPOHHUE MACCUBHBIE AIMICNITUYECKUE MUOKIOHNUN) U
OeccymopoxHble  (aOcaHChI  TPOCTBIE M CJIOXHBIC)  aTOHUYECKHE  MPHUMAIKH;, 2)
3eKTpodHIeanorpapuuecku: ABYCTOPOHHUMH CHHXPOHHBIMH M CUMMETPUYHBIMU pa3psaaMu
SMUICNITUYECKOTO MPUMAAKa. ODTH MPUMATKUA, OCOOCHHO CYIOpPOXKHBIE, MOTYT HAUMHATHCA C
(oKambHBIX TPOSBICHUI, B 3TUX CIIydyasX HCIONb3YyeTCs TEPMHUH OuiaTepalibHble TOHHKO-
KJIoHn4eckue. Ilpu pa3BUTHH TeHepaIM30BaHHOTO mMpucTyna u3 (okamsHoro - g0 2017 roxa
WCITOJIB30BAJICSI TEPMHH BTOPUYHO I'€HEPATM30BAHHOIO SMUJIENTUYECKOTO IPUIAIKA.

[Tpunagox gernepeOpanuu — HEIMUICITUUECKUN TOHUYECKHH MPUITAIOK — OMMUCTOTOHYC,
CBSI3aHHBIN C BEICBOOOXKIEHUEM TOHOTEHHBIX CTPYKTYP MO3TOBOT'O CTBOJIA, OOBIYHO B pe3ybTare
OCTPOH WJIM IEKOMIICHCAL[UU TEKYILEW BHYTPUMO3TOBOM TUIIEPTEH3UHU.

[lpunanox JOUCMHECTUYECKUH — Pa3HOBUAHOCTh (OKAIBHOIO SHHJICNTUYECKOTO
IpUIaaka, Haubojee 3HAYMMbBIM MPOSBIECHUEM KOTOPOTO SIBJSIOTCS HApYLICHUS MaMsTH, Kak
IIPaBWJIO, B pe3yJIbTaTe€ HEHPOHHBIX Pa3pAJOB C ydacTheM cTapoil kopsl (runmokamm). Crona
BXOZAT Ooyiee MATKME HApYIICHHs — OLIYIICHHWE YK€ BHJIEHHOTO, YK€ CIBIIIAHHOTO, YXE
MEPEKUTOr0, HUKOTAA HE BUACHHOIO, HUKOT/A HE CIIBIIIAHHOTO, HUKOI/IA HE MEPEKUTOTO — U
OoJee r1yOOKHe: TaJTIOLUHATOPHBIE SMUICITUYECKUE PUTIATKH, TAHOPAMHOE BUACHHUE.

[lpunagok  WAEATOPHBIM  SOHJIENTHYECKHMH  —  Pa3sHOBUAHOCTH  (POKAIBHOTO
AMWIENTUYECKOTO MPUIAZAKA, OCHOBHBIM WM €IWHCTBEHHBIM IPU3HAKOM KOTOPOIO CIIYKUT
HaBs3UMBas ujes (HaCHJIbCTBEHHOE MBIIUICHHE dMHIenTHYecKoe). Maes MokeT octaBaThCsi TOM
e, KoTopasi ObLTa P HACTYIIJICHUH MPUIIa/IKa, WM HOBOM, MOSIBUBLICHCS yKe B XO€ MpHUMaIKa
(mapazutuyeckas uaes).

[Ipunagox  WIICHMBEPCHUBHBIM  JMNWIENTHYECKUMM —  PasHOBUIAHOCTb  BEPCHUBHOIO
SMUJIENTUYECKOTO TMPHUIAJKA, XapPAKTEPU3YIOLIErocs NOBOPOTOM B CTOPOHY NOJIyHIapus, B
KOTOPOM HaxOJUTCS MUJIECNTUYECKUNA OYar.

[Ipunagok KaTaMEHUANBHBIM ASNWICNTUYECKHMM — TPUIIAJ0K, BO3HUKAKOIIMA B

OMpCACIICHHYIO (1)a3y MCHCTPYAJIbHOI'O IHWKJIA, B IMPCKHEM IMOHUMAHHUU — HNPUIIAJ0K B OHU
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MEHCTPYallM1 WIM Cleayromue nocie Hee 1HA. CUHOHUM — MEHCTPYAJIbHBIN SMUJIECNTUYECKUN
MpPUNAI0K.

[Mpunagoxk Manblii  SOHJIENTHYECKUM, Npumagok petit mal — OeccynopoKHBIN
reHepaaIn30BaHHBIA AMUJIECNITUYECKUN TPUITAIOoK. Takke TepMHUH, HCIOJIb3YEMbIN 0 CUX MOp Ha
NEepPBUYHOM aMOyJaTOpHOM TIpUe€Me BpayaMd U MalMeHTaMd JJs OPHUEHTHPOBOYHOIO
pasrpaHuueHHsI JI0O0T0 IPYTroro MpHUMaaka ¢ OOJIbIINM CYAOPOKHBIM MPUIIATKOM.

IIpunagox OKyJIOKIIOHUYECKUN - CM. BEPCUBHBIN SIWICITUYECKUM IPUTIAIOK.

[Ipunagok mepeMekaroluiics AMUICITHYECKUN — AIbTEPHUPYIOIIUE FEMHUKOHBYJIbCHH,
MIPUHAJIEKHOCTh HOBOPOXKICHHBIX Y MJIAJICHLIEB.

[Ipunanox mpor3BOJILHO BBI3BAHHBIM SMUIENTUYECKUM — CUHOHMM TEPMUHA MPHUIATOK
ABTOMHYLIMPYEMBIN SIHIICITHYECKUM.

[Ipunagox MpOKYpPCUBHBIN (J1aT procursum — BbIOETaTh BIEPEa) SMIICITHUYCCKUN —
BapHaHT (OKAIBHOTO SIUJIENTUYECKOTO MPHUIMAIKa, XapaKTEPU3YIOLIErocs MPOIYIbCUBHBIMU
aBTOMaTH3MaMu (xoap0a, Oer BHepea, HECMOTPS Ha MPENnATCTBUS) Ha (OHE HM3MEHEHHOTO
CO3HaAHUS.

[Ipunagox peduIeKTOpHBIN SMHICNITUYECKHA — Pa3sHOBUAHOCTD AMUJICHTHYECKOTO
MPUIIAJIKA, BBI3IBAEMOT0 BCET/A ONpEeACIEHHBIMU CTUMYJIaMu: 1) ucmyrom, 2) 3jaeMeHTapHbIMU
CEHCOPHBIMU CTUMYJIaMH U 3) MbllieHHeM. CM. snuiencus pedaeKTopHasi.

[Mpunanok ¢ «mo30i GexXTOBANBIINKA» - TUN (HOKATHHOTO MOTOPHOTO C BHITSTHBAHHEM
OJIHOW PYKH W CTHOaHHEM B JIOKTE APYroi, UMHUTHpYIOMUNA (exTtoBanue. Takke Ha3bIBACTCS
«IPUIAJKOM JOMOJHUTEIBHON MOTOPHOU 30HBI.

[Tpunanok ciyyaiiHpll SIUIENTUYECKUNA: 1) anminenTruyecKuii NpunaaoK, BOSHUKAIOUIUHN y
37I0POBOTO YEJOBEKA IMOJ BIMSHUEM CIy4YalHbIX MPUYUH: JJIATEIBHOM JENpuBallMM CHA,
WHTOKCHUKAIIMM WHTOKCUIIMJIaMH, MeIuKamMeHTaMu (Oemerpua ¥ Ap.) ¥ T.JO. U 2) TPHUIIAJKH,
MPOSIBJISIFOIIMECS TOJIBKO B OCTPOM CTaAUM OPraHUYECKOTO MOPAXKEHUs MO3ra — HapyleHUs
MO3TOBOTO KPOBOOOpAIEHHs, YePEITHO-MO3TOBOM TPaBMbI U T.1.. OCTPBI CHUMIITOMATHYECKUN
SNUJICNTUYECCKUN ITPUIIATIOK.

[Tpunanox heOpuIbHBIN — MPUITAIOK, BOSHUKAIOIIWNA MPH MTOTbEME TEMITEPATYPHI.

[Ipunagok >NUIENTAYECKUNA — TPHUIAIO0K, BO3HUKAIONIMN B PE3yJIbTaTe€ YpPEe3MEPHBIX
HEHPOHHBIX pa3psAIoB. B COOTBETCTBHM ¢ WX KIMHHKO-3JIEKTpodHIedamorpapuaeckoi
XapaKTePUCTUKON pa3Uvar0T TEHEPaTU30BaHHBIC SIWICNITHYECKUE MPHUMAIKH, (POoKaIbHBIC
SNWIENITUYECKUE TPUNAAKH, OJHOCTOPOHHHUE SIMUJICNTUYECKUE MPUNAAKUA U OuiaTepajbHbIe
TOHUKO-KJIOHMYECKHE TNPUNAAKU ¢ (DOKaTbHBIM HAyaloM, a TakKe HEeKJIacCU(UIMPOBAHHBIE

SMUJICTITUICCKUC ITPUTTATKH.
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[Iponpom (mpenBecTHHK) HSmwienTHUeckuii. CHMITOMBI, KOTOpBIE TIOSBISIIOTCS 3a
3HAUMMOE BpeMsl (IECATKHM MUHYT, HECKOJbKO YacOB WJIM JHEH 10 TOSBICHUS NPUMAAKA Yy
OOJBHBIX MUJIETICHEH (M3MEHEHNE HACTPOCHHUS, TOJIOBHAS OOJb, ACTEHUS U JIp.)).

[Tcuxo03 smwenTUYecKuii — TEPMUH, OO0O3HAYAIONMIMNA TICUXOTUYECKHE MPOSIBICHUS Y
OOJIbHBIX  AMUJencUuel. XPOHWYECKUW OJMWICNTHYECKUH TICHMX03 — TaJUTIOIHHATOPHO-
MapaHOUIHBIN M0 XapaKTepy, MPOSIBISIETCS MPEUMYIIIECTBEHHO B BUIE OPEOBBIX UACH, OOBIYHO
MHUCTUYECKOTO W PEIUTHO3HOro cojepxkaHus. OCTpbhId SHUIESNTHYECKHH ICUX03 OOBIYHO
BBICTYIIA€T BHE 3aBUCHMOCTH OT IIPUIIAJKOB B BHUJIE EIMPUO3HBIX aTaK WIH MHU30(PPEHUIECKIX
3MU30/10B, JUIAIIMXCS AHU W Henenu. Kak mpaBuio, 3SMUIENTHYECKUE MICUXO03bl Pa3BUBAIOTCS Y
OONBHBIX C BHUCOYHOM OJmuIencueill. AJIBTepHATHBHBIA TICUX03, WM HACHIbCTBEHHAs
HOpMaJI3aIsl EeKTpodHIIe(aTorpaMmbl: (aKTHUECKOE 3aMElICHHE NPUIAJAKOB TICHUXO030M C
OJIHOBPEMEHHBIM HMCUE3HOBEHHEM SrujenTudopMHON akTuBHOCTH B DOI. DTO ciydaeTcss Ha
(dhoHE CHOHTAaHHOW WUJTK ATPOTEHHON PEMHUCCHH TIPUCTYIIOB.

Paspemenue snunencuu - SHWIENCHS CUUTAETCA pa3pEeIIMBIIEHCS y JTOCTUTLIMX
OIPEECIEHHOr0 BO3pacTa MalMEHTOB C BO3PACT-3aBUCUMBIMH AMIWIECNITUYECKUMH CUHIPOMAMH,
a100 IpU OTCYTCTBUU AMHIIICNITUYECKUX MPUCTYNOB B TeueHue 10 et y maiueHToB, B TOM YUCIIe
HE UCIOJIb30BABIINX MpoTHBOANMIenTHIeckue npenapatsl (I1311) 3a mocnennue 5 ner.

Pazpsin  reHepanM3OBaHHBIM — ANHJIEHTHYECKHH —  3JeKTposHIedanorpadhuyeckuit
NapOKCH3M, UMEIOIUN B CKaibmoBoi DI OunmaTepanbHbIi CHHXPOHHBIM M CHUMMETPUYHBIN
xapaktep. Pa3psn UKTanbHBIA SHUJECNTHYECKUM — CHHOHMM TEpPMHUHA paspsja MpUIaaKa
(anmexTposHIehaTorpad UIECKUiA ).

Pazpsn  MeXnpumagouHbl  SMWIENTHYECKUN  (dneKTposHuedanorpadpuyeckuii) —
aneKTpodHLEedanorpaguecKuil  SMUICNTHYECKUN  paspsil, PErHCTPUPYEMBIH Yy OOJIBHBIX
Snuiencued B TMPOMEXKYTKaxX Mexay npunankamu. Ilepcuctupyromasi snuientudopMHas
AKTUBHOCTb JIE30pTaHU3yeT paboTy TEX PETMOHOB MO3Ta, TJIe OHA PETUCTPUPYETCS, B pE3yNbTare
4Yero, OCOOCHHO Yy JeTed, WHOT/Aa pa3BUBAIOTCS TSKENbIE PacCTPONCTBA: KOTHUTHBHBIE,
MHECTHYECKHME, pedeBble, a TaKXe JCBHAHTHOE M JAKE aCOLUAJIbHOE IIOBEACHHUE —
SMUJIENITHYECKAs JHIehaIonaTusi B COBPEMEHHOM KJIMHUKO-AJIEKTpodHIedanorpaduaeckom
3HAYEHHUH 3TOT0 TEPMHUHA.

Pazpsn cyOximHuueckuil (anekTposHuedanorpaduueckuil) AMUICNITUYECKUA — paspsil
AMIIENTU(HOPMHON aKTUBHOCTH, HE COIIPOBOXKTAIOLTUICS KITMHUYECKUMH MPOSIBICHUSIMA. Pa3psin
SMUJIENTHYCCKUN — HEHPOHHBIN pa3psi/l B Pe3yJIbTaTe OJJHOBPEMEHHON CUHXPOHHOU M CHH(A3HOM,
a TaK)Ke YacTO CaMOIOJACP)KUBAIOIICHCS aKTUBAIIUM OOJBINONW TOMYJISIMA HEUPOHOB. OTH

paspsaabl HEC BCCTAAa MOXKXHO 3allMCaTb CO CKaJIbIIa. Tancer ux perucTtpanu BO3paACTArOT C
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YBEITUYCHUEM HETPEPHIBHOUN IIUTENbHON 3amucu D3I (CyTOUHBIN, ABYX-, TpexcyTouHbli D01 -
MOHMTOPHHT).

PacnipocTpaneHnue - pacnpocTpaHEHHE CYyIOPOXKHOW aKTUBHOCTH M3 OJHOTO MO3TOBOTO
LIEHTpa Ha IPyroil WK BOBJIEYEHUE JOMOIHUTEIbHBIX CETEBBIX CTPYKTYP MO3Ta.

Peakuust - cmocoOHOCTH aIeKBaTHO OTpearupoBaTh JABM)KEHHEM WM pPEYbl0 Ha
IIPEIbSABICHHBINA CTUMYII.

Putm BoBieueHus osnwientudeckuii — OOI-puTM, BHayajge HU3KOAMIUIMTYAHBIA C
4aCcTOTON OKOJIO 14 B CeK, MOCTENEHHO 3aMEeIIIONIUICS U BO3PACTAIONIUN IO aMIUIUTYE. JTOT
PHUTM, KOTOPBII FreHepain3yeTcs o BCEMY CKaJIbITy, IBISETCS AIEKTpOorpaduyecKuM KOppensiToM
TOHUYECKOH (ha3bl TOHHMKO-KIOHHMYECKUX CYIOPOKHBIX NPUMAAKOB, CAaMHUX TOHHYECKUX
NPUIIAJAKOB U HEKOTOPBIX aTUIMHYHBIX a0caHcoB. CHHOHUM: PEKPYTUPYIOIIUN PUTM.

CeHCOpHBIN MPHUMATOK - CYOBEKTHBHO BOCIPHHHUMAEMOE OLIYIEHUE, HE BBI3BAHHOE
COOTBETCTBYIOIIIMMHU CTUMYJIaMH BO BHEILIHEM MHUPE.

CHHIPOM Ie€MHMKOHBYJIBCUM — FE€MMIUIETHH - SIWIEHICUU — CUHIPOM I'€MHKOHBYJIBCUM —
TEMUIUIETHH, YEPE3 HEKOTOPOE BPEMs OCJIOKHEHHBI BO3HMKHOBEHHUEM Ha TOH K€ CTOPOHE
(boKanbHBIX CyIOPOT UM reMucynopor. CHHOHUM: TeMUIIIeTnYecKas SIHUIISTICHS.

CHUHIpPOM TeMUKOHBYJIbCUU — Temuruiernd. OObIMHO CHUHIPOM HaOJI0faeTcs B paHHEM
JNETCKOM BO3pacTe, XapaKTepU3yeTCsl MPUCTYNOM OAHOCTOPOHHMX CYZOPOr C IOCIENYIOIIHUM
Pa3BUTUEM HA CTOPOHE CYIOPOr MPEXOASIIECH UM CTOMKON T€MUILIETUU.

Co3HaHue B CMbICIE «Pa3yMEHUE» - KaK CYObEKTUBHBIE, TaK U OOBEKTUBHBIE MTPOSIBICHUS
COCTOSTHUSI paccy/iKa, BKJIIOYAIOIINE OCO3HaHHE ce0sl KaK YHUKAJIbHOW CYIIHOCTH, BOCIPHSTHE,
peaKLHuIoO U NaMsTh.

Co3zHanue B CMbICIe OOJIPCTBOBaHWE - OCO3HAHHWE Ce0si WM  CIOCOOHOCTH
OPHUEHTHPOBATHCS B OKPYXKAIOLIEM IPOCTPAHCTBE.

CnasM - CMOTpH «3MMJIEITUYECKUI criazm».

Cnasm  geTckuii —  O4YEeHb  KPaTKOBPEMEHHBIM  SMMUIENTHYECKUH  NPUIAJIOK,
HaOJIOAAIONIMICA Y MIIQJICHIIEB, CTPAAAIONINX SHIE(anonaTuei, XapaKTepU3yIOIUNACs TaKxke
3aICP’)KKON Pa3BUTHUSL U MATOTHOMOHMYHBIM DOl '-marTtepHoM — runcapurmueid. CM. CHHIPOM
Becra, cna3m snunenTHIeCKui.

Cna3M pelgaHus — aHOKCOAC(UKCUYECKMH TPUMANOK Yy MIIAJCHIIEB, NMPUOOPETAOMINN
KJIMHUYECKHE U 3JIEKTpodHLepanorpapuueckue OCOOCHHOCTH JIMIIOTUMHUHM, OOMOpOKa WM
CYJIOPO’KHOTO OOMOpOKa, COMPOBOXKIAIOMIMICS 3aMETHBIM IMAHO30M. MeXxaHHM3M CBSI3aH C
HapyIICHUEM TOJ BIUSHUEM pbIIaHUNH OMOMEXaHUKU [bIXaHUS, JIETOYHOW BEHTHJISILUU C

pa3BUTHEM aCHUKCHH.
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Craryc DSHWIENTHYECKUHM — COCTOSSHME  IIPOJIOHTMPOBAHHOTO — INPUIAAKA WA
MOBTOPSIOLINXCS NPUNANKOB, B HMHTEpPBAJAX MEXIYy KOTOPHIMU COCTOSIHHE OOJBHOTO HE
BO3BpAIlaeTCs K MCXOAHOMY. OTO pe3yJabTaT OTKa3a MEXaHM3MOB, OTBETCTBEHHBIX 3a
IpeKpalleHne, Ju00 MHHULIMALMUSA MEXaHU3MOB, BEIYUIMX K aHOMAJIbHO MPOJOHTHMPOBAHHBIM
NpUNajKaM I0ocie BpeMEHHOM Touku tl (BpeMs Hauaina JeueHHs), KOTOpble MOTYT HMETh
JIOJTOCPOYHBIE TIOCIEACTBHS IOciie pyOexa t2 (Bpems Hadaja JOJITOCPOYHBIX H3MEHEHHH),
BKJIFOYAIOLME HEHPOHAIBHYIO CMEPTh, HEHPOHAIBHOE MOBPEXKACHUE, IIEPECTPOUKY HEUPOHHBIX
cBsi3eil. BpeMeHHble mapaMeTpbl: TOHUKO-KJIOHUYECKHUH ANUJIENTUYEeCKUi ctatyc tl — 5 muH, t2 —
30 muH, dhokampHBIN dnuIenTH4Yeckuii craryc tl — 10 muH, t2 — 6osee 60 MuH, cTatyc abcaHCOB
tl — 10-15 muH, t2 — HEU3BECTHO.

Tunuyseiii abcaHc - BHE3alHOE Hayajo, IMpepbIBaHUE TEKYIIEH aKTUBHOCTH,
OTCYTCTBYIOIIUI B3IVISLJl, BO3MOXHA KpPaTKOBpeMEHHas AeBuanus ria3. OObIYHO MAlMEHT He
pearupyet Ha oOpaieHre K Hemy. [IpogomKuTeTbHOCTh — OT HeCKOJbKUX 110 30 CeKyHIT ¢ OYCHb
OBICTpBIM BOCCTaHOBJIEHHEM. DDl EMOHCTpUpYET TI'eHEpalM30BaHHBIC SHIJICHTH(POPMHBIC
paspsiiel BO BpeMsl IMpUCTyMa (XOTS METOA HE BCErja JOCTyNeH). AGCaHC MO ONpeAeTIeHUIO
ABIISIETCA TPUCTYIIOM C TEHEpalIM30BaHHBIM Je00TOM. TepMHH He SBISIETCS CHHOHHMOM
«OTCYTCTBYIOLIETO B3IJIA1a», KOTOPBIM TaKyK€ MOKET BCTPEYAThCS PU CYJOPOKHBIX ITPUCTYyIIAX.

TOHUKO-KIIOHWYECKUH TNPHUMATOK - IOCIENOBATEeIbHOCTh, COCTOsAImas M3  (asbl
TOHUYECKOT'O COKpAILEHHs, 32 KOTOPOil cielyeT KIIOHHYecKas ¢asa.

ToHnyeckuii  MPUNANOK -  YCTOMYMBOE  HApacTalOlIee  COKpAIIEHUE  MBbIIIII]
IIPOJOJDKUTEIBHOCTBIO OT HECKOJIBKUX CEKYH] 10 HECKOJIBKUX MUHYT.

@oKanbHbIM NPUIAAOK - BO3HMKAIOIIMA B HEUPOCETEBBIX CTPYKTYypaX, OrPAHMYECHHBIX
onHuM mnomymapueM. OH MoXeT OBITh JIOKQIM30BAaH MM HUMETh 0Oojee MIMPOKOoe
pacnpocTtpanenue. GokaabHbIE IPUCTYIIBI MOTYT BOZHUKATH B IIOAKOPKOBBIX CTPYKTYpax.

Oknamrcuss — HauOonee TsKeIoe TIO03[HEE OCIO0XKHEHHE OEpeMEHHOCTH, MOXET
pa3BUBaThCsl B pojax U mociaepoioBoM mnepuone. OCHOBHas KIMHUYECKas TpHana: OTEKH,
IbOYMUHYpHsT U TUNEPTOHUSA. K HUM mpuUCOETUHSIOTCS OclokHeHHst co croponsl ITHC —
TeHEPAIM30BaHHbIE CYJOPOKHBIC IPUIIAJKU U KOMA.

OMOLMOHAIBHBIA TPUINALOK - IPUCTYIBI ¢ 3MOLMAMH WIH IOSBICHHEM SMOLMUN Kak
paHHEW XapakTepHOW 4YepThl, TaKUX KaK CTpax, BHe3amHas (HeOOOCHOBaHHAsA) PAZOCTh HIIH
siidopust, cMex (resacTUYeCKHii) WM 11ad (TaKpUCTUYECKHA).

Onuencust — 3a00JIeBaHUE TOJOBHOIO MO3ra, OompezesseMas JIIoObIM M3 CIEAYIOMIHUX
ycioBwuit: (1) mo kpaiftHe# mepe, IBa HECITPOBOIMPOBAHHBIX (MJIM pedIEKTOPHBIX) MPHUCTYIIA, C
UHTEpBAIOM >24 u; (2) OAMH HECHPOBOLMPOBAHHBIN (MM peICKTOPHBIN) MPUCTYN U

BEPOSITHOCTh NTOBTOPEHUS IPUCTYIOB, OJHM3Kask K o01ieMy pucKy peruausa (>60%) mocie nByx
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CIIOHTAHHBIX MPHUCTYNOB, B nociuenyomue 10 ger; (3) auarHo3 SMUIENTUYECKOTO CHHIPOMA.
(=60% - ciaemyer TPaKTOBAaTh KaK BHICOKYIO BEPOSITHOCTD PELIUIMBA).

Onuiencusi — XpOHWYECKOoe 3a00JIeBaHUE TOJIOBHOTO MO3ra PasziIMYHONW STHOJIOIHUH,
XapaKTepu3ylolieecs MOBTOPHBIMU IPUIIAJKaMU, BO3HHKAIOUIMMH B PE3yJbTaTe Ype3MEPHBIX
HEHPOHHBIX Pa3pANOB (AMUJIENTUYCCKUE TPUITAJIKH) U COMPOBOXKIAIOIIEECS Pa3HOOOpa3HBIMU
KIIMHUYECKUM U TapakiuHudeckumu cummnromamu (I'acto A., 1975). Dnunencus — 3a0osieBanue
MO3ra, XapaKTepU3yIolleecss CTONKUM MPEAPACTIONOKEHUEM K TeHEPUPOBAHHIO AMHICITHISCKIX
MIPUIIAJIKOB U COTMPOBOXKIAIONIEECS HEHPOOHOIOrHueCKUMHU, KOTHUTUBHBIMU, TICUXOJIOTUYECKUMU
U COIMAIBHBIMU TOCHeACTBUSAMU 3TOoro coctosiHus (MIIDJI 2005 - Berg A.T. et al., 2010).
CornacHo 3TOMY OIpENEeNeHUI0, JUIsl AMAarHO3a OSIMUJICTICUU JOCTATOYHO OJHOTO IpPHIIAJKa.
Onunerncusi — 3a0oyeBaHNe TOJIOBHOTO MO3Ta, onpesensemMast J0bIM U3 CIeTYIOIUX YCIOBUMI:
(1) mo kpaiineit Mepe, 1Ba HECTIPOBOIIMPOBAHHBIX (MJIM PeIICKTOPHBIX ) MPUTIAIKA, C HHTEPBAIOM
>24 4; (2) OOWH HECHPOBOIMUPOBAHHBIN (MU pedICKTOPHBIN) MPUNAAOK U BEPOSTHOCTH
MOBTOPEHHUS MPUCTYIOB, OJIM3Kas K 00meMy pucky peuuausa (>60%) mocne IByX CIOHTAHHBIX
NpUIaIKoB, B ocaeaytonye 10 net; (3) muarnos snuwientTudeckoro cuuapoma. (>60% - cremgyer
TPaKTOBATh KaK BHICOKYIO BEPOSITHOCTh peUanBa) [2].

Onuiencusi  reHepaiu3oBaHHas —  ¢GopMa  SOWIENCUH,  XapaKTepu3yrolencs
UCKITIOYUTENHHO (TMIEPBUYHO) TEHEPATM30BAHHBIMHU AIWICITUYCCKUMHU TPHUIIATKAMUA C HX
AIIEKTPOTpaPUIECKIUMH KOPPETIATaMH.

Onuiencusi TeHeTUYecKas — pe3ybTaT U3BECTHOW WM MPEAINOJaraeMol reHeTUHYECKOu
MyTalll{, MpU KOTOPOW TMPUNAAKU SBISIOTCS CTEPKHEBBIM CHUMIOTOMOM 3a00JIeBaHUA.
MounekynsipHas TeHETHKA MMO3BOJISIET HICHTU(DUITUPOBATH MPUYUHHBIE MYTaIllUX OOJBIION TPYIIIIBI
AMUIICNITUYECKUX T€HOB, YaCTO BO3ZHHUKAIOIUX de novo.

Onunencus UAUONATHYeCKass — TEPMHUH, MPUMEHSABIIMNCA B TEUYEHHE JIUTEIHHOTO
BpPEMEHH J1JIs1 0003HAYEHUS SIIIICTICUU C IEPBUYHO F'€HEPAITN30BAHHBIMU MIPUIIAIKAMU, HATHYHEM
CUMMETPUYHBIX CHHXPOHHBIX JMUIECNTHYCCKUX MAaTTEPHOB B DDl U OTCYTCTBHEM 3HAYUMBIX
W3MEHEHUH TICUXWKH U HEBPOJOTHYECKOro CTaTyca. B HacTosiee BpeMs 3aMEHEH TEPMHHOM
SMUJIETICHUS TeHeTUYecKasi JJis CIy4daeB, I/l TeHeTHYecKas ATHOJIOTUS JoKa3aHa WM Haubosee
BEpOATHA.

Onunencusi WMMYHHass — OJHO W3 TPOSBICHWA WMMYHHBIX 3a00JieBaHUN WM
ayTOMMMYHHO orocpenoBanHHbIX Bocnanenuii B [IHC. KoanuectBo Takux sH1Ie(ATUTOB OBICTPO
pacTeT, 0COOEHHO B CBSI3H C BO3PACTAIOIIEH JOCTYIHOCTHIO TECT-CUCTEM.

Onunencust UHQEKIMOHHAS — SMUJIETICUs, BO3HUKIIAS B pe3yabTaTe nHpexnuu. Hapsaay c

HEKOTOPHIMU TTOBCEMECTHO PACIpOCTPaHEHHBIMU MH(EKUUAMHU, HAIPUMEDP PECIUPATOPHBIMH, B
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MHUpPE CYLIECTBYIOT SHJIEMHUYHbIE pallOHBI 10 HEKOTOPHIM BUAaM MHpekuuii. B dyactHOCTH, TO
KJICIEBOW MH(EKINH, IIepeOpaTbHON MalIIpUU, IIUCTUIIEPKO3Y U JIP.

Onunencust Merabonuyeckas — Pa3HOBUAHOCTb CHMITOMATHYECKOW AIHJIETICHH,
BO3HUKAIOIIEH B pe3ylnbTare MeTabOoNIMYeCKWX HapyIIeHWH: BUTAMUHOB M 3JIEKTPOJIUTOB,
HarpuMep, TUPUAOKCHHA (TUPUIOKCHHEMUS ), KAJIbIH (TUITIOKAIBIIEMHUS ), OMOTHHA, (OJIUEBOM
KHUCTIOTHI U BUTaMHHA B12; aMHHOKHCIIOT, B YaCTHOCTH, allUIeMUN — D-TIIFOKOHOBASI alleIeMUs,
MPOMUOHOBAs anuaeMus, AePuIuT cynbGuTrorkcuaassl, aepumut Gpykroso-1-6-gudocdarassr a
Tak)ke aMuHoauuonaTuu (GeHUIKeTOHYpHUs) U Jp.; YIJIEBOJAHOIO, B YACTHOCTH, TUIIOTTINKEMUS;
JKHPOBOTO, HANpUMeEp, JHUIONA03; BOJHO-IJIEKTPOIUTHOTO (dKCUKO3) M Jpyrux (0OJe3Hb
Menkeca, 6onesnp KpabOe, MutoxoHapanbHbie Oone3Hn). OQHAKO ATO MPOUCXOAUT JHUIIH Y
CyOBEKTOB C MPEIPACIOTIOKEHUEM K IUIICTICHH.

Onunencusi MHOKJIOHMYECKass — TEPMHUH, OTHOCSIIUKCA K (opmaMm SMUIENCUH, TAe
MUOKJIOHUU SBIIAIOTCS €IMHCTBEHHBIM WM TpeodiafaromuM (EeHOMEHOM, TaKUM 00pa3oM,
TEPMUH HMEET COOMpaTeNbHOE 3HAUCHHE M HE SABISETCA JAMArHO30M. TE€PMHH OXBaTHIBAeT
IMIMPOKUI KPYT 3a00JI€BaHUI OT HOBOPOXKAEHHOCTH (CUHIAPOM AMKap/iH) 10 IOHOCTH (TOHOLIecKast
MHUOKJIOHUYECKas MIICTICHs) U 00JIee MO3THEero Bo3pacTa (HEKOTOPhIE MUOKIIOHYC-3TTUJICTICUH) C
pa3HOM KIIMHUKOW W MPOTHO30M.

Onuiencusi HEW3BECTHOW ATHOJOTUM — DSHWIENCHs, NPUYMHA KOTOPOM TIIOKa He
YCTAHOBJIEHA. DJTO MOXET OBbITh CBA3aHO C OTCYTCTBHEM IIOJHOIEHHBIX JIHArHOCTHYECKUX
cpencts, Hanpumep, DI, y OOJBHBIX C CEMHOJIOTHEH, TAKOH K€, KaK MpU JOOHON SMHUIICTICHH,
WIH C APYTUMU IPUYUHAMH.

Onunencus pedekropHas — (popMma dMUIIETICUH, TP KOTOPOH Bce MM OOJIbIIas 4acTh
OPUCTYNIOB  TPOBOLUPYIOTCSL  ONPEACICHHBIMU  cTUMyidamMu. CHHOHUM:  SIHJICIICHS
ctuMyo3aBucuMas. CM. mpumaiok pedaeKTOPHBINA SMUIECHTHICCKUN.

Onunencust CTPYKTypHas — ONWJIENCHs, TpPU KOTOPOH  3BIEKTPOKIMHHUYECKHE
AHOPMAJIBHOCTH BMECTE CO CTPYKTYpPHBIMH, OOBEKTHBHPYEMBIMH TIOCPEICTBOM METOI0B
HEHpOBHU3yanu3aluu, SBISIOTCA  OOOCHOBAaHHMEM  3aKIO4eHUs 00  00yCIOBICHHOCTH
SNWICNITUYECKUX TMPUMAIKOB BU3YATH3UPYEMbIMU H3MeHEHUSIMHU. CTpyKTypHas STHOJIOTUS
MOJKET OBITh MPUOOPETEHHOW — MHCYINBT, TpaBMa, HH(MEKIHS — WIM TeHEeTHYEeCKOM, TaKoh Kak
MaJTb(OpMaIIi KOPTUKATHLHOTO Pa3BUTHA.

Onunencus GpokanabHas, XapaKTepU3yIoLIascs KIMHUYECKH 04aroBbIMH MPOSBICHUAMU 1)
B MpUIAJKe, JaKe€ €CIM OH MMEET TI'€HEPAIM30BAHHBIN CYJHOPOXKHBIA XapakTep — BTOPUYHO
TeHEpAIM30BAaHHBIN MPUIAIOK, WM, corjacHo [7occaputo MIIDJI 2017, OunarepanbHBIMA
TOHHUKO-KJIOHMYECKUH NpUNaJoK ¢ (OKaTbHBIM B Hauyaiue, 2) B MEXIPUCTYIHOM IEpPHOAE —

COOTBETCTBYIOIIUMH TOIHMKE OYaroBOTO IMOPAXEHHUS MO3TOBOW KOpPBI, 3) 3THOJOTHEH, OOBIYHO
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CBSI3aHHOM C OPraHUYECKHUM IMOPaKEHHEM MO3ra; 3JieKTpodHIedanorpadpuuecku 1) B mpumnaake
SMUICNTUYSCKUMHU pa3psAIaMy MPUIAAKA, 2) B MEKIPUCTYITHOM MEPUOIE MUICTTHHOPMHBIMU
paspsgamu. M Te W Ipyrue UMEIOT OYaroBO€ PACIHOJIOKEHHUE WU BBIPAKEHHBIN (HOKATBHBIN
aKIICHT.

OnuienTuyeckrue cra3mbl — MPUMAJ0K C BHE3alMHBIM CrubaHueM, pa3rubaHueM WId
YyepeoBaHUe CTUOAaHUs M PACTSIKCHUS MPEUMYIIECTBEHHO NMPOKCHMAIBHBIX MBIl M MBI
TYJIOBHUIIIA, KOTOPOE 0OBIUHO Oo0Jiee ATUTETHHOE, YeM MHOKIIOHYC, HO HE TaKOe JUIUTENIbHOE, KaK
TOHUYECKUN MPUCTYN. MOTYyT BOSHUKHYTh I'PUMAcChl, KUBKHU TOJIOBBI UJIU MEJIKUE JBUKEHUS IJ1a3.
OnuiaenTUYecKrue Ccra3Mbl 4acTO Pa3BUBAIOTCS B BHJE KiacTepoB. MH(paHTUIbHBIE CIIa3MbI B
MJIaJICHYEeCTBE ABISIOTCS HanOoJiee U3BECTHOM (POPMOIL, OTHAKO OHU MOTYT BO3HUKATh B JIIOOOM
BO3pacTe.

ONWICNITUYECKH — TEPMHUH, O00O03HAYaIOmUi BCe CHeUUUECKHE MPOSIBICHUS,
CBSI3aHHBIE C SMWICNITUYECKUM MPUNAJAKOM — KaK KJIMHUYECKHE, TaK U 3JeKTporpaduueckue
(@30).

ONUIENTOreHHBI — CIIOCOOHBIN BBI3BATH SMMJICITHUECKUI MPHUINATO0K. ITO MOTYT OBITh:
1) opranuueckue UW3MEHEHHS MoO3ra, Takue Kak (oKalbHasi KOpPKOBas JHUCIUIA3US,
MOCTTpaBMaTHYECKU odYar M IMp. B 3aBUCUMOCTH OT BBIPAXEHHOCTH HMHJIECHTHYECKOTO
OpPEApacoNoKeHUs; 2) pa3jiuyHble XUMHUYECKHE BEIIECTBA, BKIIOYAs MEIMKAMEHTHI,
oOnajaromue TPOKOHBYJIBCUBHBIMU CBOWMCTBaMHU: Kamdopa, uedarocmopuHsl U T.JA.; 3)
BO3/ICIICTBUE PIIEKTPUUECKUM TOKOM: «JIEKTPOIIOKOBas Tepamusy, MociaeHee, KCTaTu, JaxKe B
HACTOAIIEE BpeMsl MPUMEHSETCS B  OTACNbHBIX CIydasx IMpPH  CBEPXPE3UCTECHTHOM

SMUJICTITUYICCKOM CTATyCC.
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1. Kparkas nndopmanus no 3a00/1eBAHUI0 WJIH COCTOSIHMIO (Tpymme

3a00J1eBaHUIl UJIM COCTOSIHUI)

1.1. OnpeaeneHue 3200JeBaHUA WJIM  COCTOAHMSA (rpynnbl 3200J€eBAaHNN WU

COCTOSTHMI)

1.1.1. Onpenenenue dMHJICHCHH.

dnuiencus — 3a00JeBaHKUE TOJOBHOIO MO3ra, OompezensemMas JIObIM M3 CIEAYIOIUX
ycnoBuii: (1) o kpaitHel mepe, J1Ba HECIIPOBOIMPOBAHHBIX (MM Pe(ICKTOPHBIX) MPUMAIKa, C
uHTEepBajIoM >24 4; (2) OauH HECHPOBOLMPOBAHHBIN (WM pPedICKTOPHBIA) NPHUMAJAOK H
BEPOATHOCTH MMOBTOPEHUS MPUCTYIOB, OJIM3Kas K 00meMy pucky peuuausa (=60%) nmociae qByx
CIIOHTaHHBIX MPUNAIKOB, B nocieayromue 10 ner; (3) auarHo3 SMUIENTHYECKOTO CHHIPOMA.
(>60% - cnenyeT TpakTOBaTh KaK BHICOKYIO BEPOSITHOCTh peluInBa) [2].

1.1.2. Onpenesenye YJNRJIENTHIECCKOr0 CTATYCA.

JNUJeNTHYECKUI CTaTyCc — COCTOSHME HPOJIOHTMPOBAHHOTO TMpUIAAKAa WU
MOBTOPSIOLINXCS TPUNAAKOB, B HMHTEPBAJIAX MEXIYy KOTOPBIMU COCTOSIHHUE OOJBHOTO HE
BO3BpAIllaeTCs K MCXOAHOMY. OTO pe3yJabTaT OTKa3a MEXaHU3MOB, OTBETCTBEHHBIX 3a
npekpaiieHne, Ju0o MHHUIMALKS MEXaHHW3MOB, BEIYIIMX K aHOMAaJbHO MPOJIOHTMPOBAHHBIM
IpUIagKkaM Tocje BpeMeHHOW Touku tl (Bpemsi Hayajga JIEYEHHS), KOTOPbIE MOTYT HMETh
JIOJITOCPOYHBIE TIOCIEACTBHS IMOciie pyOexa t2 (Bpems Hadaja JOJITOCPOYHBIX H3MEHEHMH),
BKJIFOYAIOLME HEHPOHAIBHYIO CMEPTh, HEHPOHAIBHOE IOBPEXKACHUE, IIEPECTPOUKY HEUPOHHBIX
cBsi3eil. BpeMeHHble mapaMeTpbl: TOHUKO-KJIOHUYECKHUI ANUIENTHYEeCKUi ctatyc t1 — 5 muH, t2 —
30 muH, dhoKampHBIN dnuIenTH4Yeckuii craryc tl — 10 muH, t2 — 6osee 60 MuH, cTatyc abcaHCOB
tl — 10-15 muH, t2 — HEu3BecTHO [3].

1.2 JTHoJIOTHS ¥ IATOreHe3 3200J1eBaAHUS HJIH COCTOSHUSA (TPYNIIbI 32001¢BAHN I WIN

COCTOSTHM)

1.2.1. 9THOJOrNS YIUJICTHCUH

B COOTBETCTBUU c Knaccudukanueit AIUJIECTICHI MexnynapoaHoit
npotusosnuientudeckoit Jiurm (International League Against Epilepsy, ILAE) 2017 roxa [4],
10 ATUOJIOTUYECKOMY MPUHIIUITY Pa3IU4atoT ciaeayroue GopMbl AMUIETICU:

® CTPYKTYpHBIE,

® TCHETHYECKHE;

¢ UHGEKIIMOHHBIC;
e MeTabOJHYECKUE;

¢ HMMMYHHEIC,
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® HEU3BECTHBIE.

OmnpeneneHyue STHOJOTUU SMHUIEICUU HWIPaeT pPeIlalollyld posib B BBIOOpE TaKTUKU
BEJICHUS U JICUCHUS MAlMeHTa. B psje ciaydaeB y manueHTa MOKeT ObITh COUETaHHE HECKOIbKUX
ATHOJIOTUYECKUX (HAaKTOPOB, HANpPHUMEP, CTPYKTypHOro u TeHeTnueckoro. B.A. Kapnos
PEKOMEHAYET paccMaTpuBaTh 3THOJIOTUYECKHE (AKTOpPhl Kak (HaKTOpbl pHUCKA SIUIIEICHH,
KOTOpBIE MOT'YT OBITh Peau30BaHbl TOJIBKO MPU HATMYUU HACJIEICTBEHHOTO NMPEAPACIONOKEHUS
[S].

CrpykrypHble 3nuiencuu. lloaTBepxaE€HHOW CTPYKTypHOM MNPUYMHON SNUJIENCHU
CUMTAIOT U3MEHEHHs TOJIOBHOTO MO3ra, KOTOPbIe MOTYT OBbITh BBISBIIEHBI C MIOMOIIBIO METOOB
HEeHpOoBU3yalnn3alii U KOTOPbIE B COBOKYITHOCTH C KIMHUYECKUMHU U HEHPOPU3NOIOTHYECKUMU
JTAHHBIMU IT03BOJISIFOT C BEICOKOH JI0JIEH BEPOSATHOCTH MPEATIOIOKHUTH UX CBSI3b C BOSHUKHOBEHHEM
AMUIENTUYECKUX TPUCTYTIOB [4]. CBsI3aHHBIE C SMUIICTICUEH CTPYKTYpPHBIEC H3MEHEHHSI MOT'YT OBITh
npUOOPEeTEHHBIMU (HANIPUMEpP, BCJIEICTBUE YEPETHO-MO3TOBOM TpaBMbl WJIM BHYTPUYTPOOHOMN
WH(EKIMN) WU TEHETUYECKH OOYCIIOBICHHBIMH (HapUMeEp, HAPYIICHHUS Pa3BUTHS KOPHI). Y
OTJICNbHBIX MAI[MEHTOB BO3MOXHO COYETAHHWE PA3IUYHBIX MNOTEHIUAIBHO SIUJIENTOICHHBIX
CTPYKTYPHBIX M3MEHEHHMH TOJIOBHOT'O MO3ra (Hampumep, CKjiepo3a THMrokammna U (oKalbHOU
KOPTUKAJILHOMN UCIIIa3UN).

Cknepo3 zunnokamna SIBISIETCS CaMbIM YacThIM CTPYKTYPHBIM M3MEHEHHEM T'OJIOBHOTO
MO3ra y MamueHToB ¢ (apMaKOpPE3UCTEHTHOW smuiencueit [6]. Ha MarHuTHO-pe30oHaHCHOU
ToMOrpaguu CKJIepo3 THUMIOKaMIa XapaKTepU3yeTcs YMEHBIICHHEM 00b&éMa TUIIOKaMIIa,
YCUJICHHEM CHrHajla Ha T2-B3BELICHHBIX HW300paKEHHSIX, a TakXKe HapylIeHHEeM CBOEH
BHyTpeHHel apxutektypsl [7]. Ilaromopdomornueckn skcneptsl ILAE BbImensitoT Tpu THIa
CKJIEpO3a THUIIIIOKaMIla B 3aBUCHUMOCTH OT BOBJICUEHHUS PA3JIMYHBIX aHATOMHUYECKHUX CETMEHTOB
THIIIOKaMIIa: HanOoJiee 4acTo BCTpeuaeMblil TUM | mpeamnosaraeT HaTuuue CKIepo3a B TOH WM
uHoH creneHu Bo Beex cermeHTax (0T CAl o CA4), Tun 2 — npeuMyIecTBEHHOE BOBJICYCHHE B
narojorudeckuii mporecc cerMmeHta CAl um tun 3 — mpeumyimiectBeHHoe mnopaxkenue CA4
cermMeHTa [8]. B oTAenbHBIA THUIM BBIACTSIOT M3MEHEHHS THIIOKaMIla MO THITY TJIHO3a 0Oe3
NaTOTUCTOJIOTMUECKUX MPU3HAKOB CKIIepo3a (T.e. 6€3 YMEHbIICHHS YHCIa HEMPOHOB), OHAKO €T0
KJIMHUYECKass 3HAYUMOCTh OCTaércsi oO0bekToM usydeHus [8]. CkiepoTuyeckue H3MEHEHHS
HEPBHOW TKaHU MOTYT PACIPOCTPAHSITHCS Ha COCETHUE CTPYKTYPHI 3a MpeeIaMy THIIOKAMIIA,
HanpuMmep, Ha MUHJIAJIEBUAHOE TEJIO U MaparunnokaMnaibHyIO U3BHIMHY [7].

Ckiepo3 rummokammna 3a4acTyio COIMpPOBOXKIAAETCS MHTEPUKTATBHON »muientudopMHON
aKTUBHOCTBIO Ha 3JIEKTpOdHIE(dasorpamme, HUCXOsIied u3 JaHHOM oOmactu. OmnepaTuBHOE

BMEIIIATEILCTBO HAa BHUCOYHOM JIOJIE y TAIMEHTOB CO CKJIEPO30M THMIoOKamma B 2/3 ciydyaeB
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IPUBOJIUT K OCBOOOXKICHHUIO OT MPUCTYIOB C HAPYIIEHHEM CO3HAHUS KaK MUHHMYM B TEUEHHE
roxaa [7].

Tem He MeHee, OTKpBITBIM OCTa€TCsi BONPOC, SBIAETCA JM CKJIEpO3 THUIIOKaMIa
HEMOCPEJICTBEHHON MPUYMHOMN WM CIIEJCTBUEM HWHOTO 3THOJOTHYECKOro (paKTopa SIUJICTICHH.
Tak, ckjepo3 TUMNNOKaMIa MOXKET CONPOBOXKIATHCS APYTUMHU CTPYKTYPHBIMH H3MEHEHUSMU
TOJIOBHOT'O MO3ra, TaKHUMH KaK ¢doxanpHas KOPTHUKaJIbHAs JUCTLIA3uUs,
BBICOKOTM((epeHIIUPOBAHHbIE OMYXOJIM UM cOCyAucCThIe Manbdopmaruu [7]. 3BecTHO Takxe,
YTO TUIIIOKAaMIT MOKET MpeTepIieBaTh CTPYKTYPHbIE U3MEHEHUS B PE3yIbTaTe MPOJOJIKUTENbHOM
SMUIEITUYECKON aKTUBHOCTU BO BpEMsl SMUJIEHTHYECKOTO CTaTyca, a TaKKe IOCclie YepernHo-
MO3TOBOM TpaBMbI WM BocHiasieHus [6].

@Dokanvhaa Kopmukanvnaa oucnaazua (@KJ/]) npencraBnser coboil  ydacTok
Manb(QopMali KOpbl TOJIOBHOTO MO3ra, KOTOPBIH MOXET HUMETh pa3jHyuHble pa3Mepbl U
Jokanu3anuio. JIokanbHbIe U3MEHEHUsI KOPbl MOTYT MPOSIBISATHCS M3MEHEHUSMU CaMUX KJIETOK
KOpbl  (HampuMep, MMTOMETraausi HEHpOHOB, OAUIOHHBIC KIETKH), AaHOMAJbHBIM HUX
pacrosio)keHueM (reTepoTONHUU HEHPOHOB B CIIOAX HEOKOPTEKCa WM B MOJKOPKOBOM Oeiom
BEIIIECTBE), a TAKXKE Je30praHu3aiueil Kopsl U nmouMukporupueid. Jkcneptol ILAE Boigenstor
Tpu Tuna ®KJI [9,10].

Tun I xapakrepusyercss B IEPBYIO OYepelb aHOMAIbHOM JaMUHALUEH HEOKOPTEKCa B
BUJIC: HApYIICHUS PagualbHOW MUTPAIMM KJIETOK ¢ 00pa3oBaHWEM «MHUKPOKOJOHH» HEHPOHOB
(Tum Ia), HapyIIeHHs IECTUCIOWHOTO CTPOEHUS KOPhI U HEYETKOCTH TPAHUIIBI CEPOro U 0enoro
BemecTBa (tum Ib) mmm ux coderanuem (tun Ic). g OKJI I Tuna He XapakTepHO HaIW4ue
MOpP(OJIOTHUECKH M3MEHEHHBIX KJIETOK, HO MOTYT NPHCYTCTBOBATh HE3pEJNIbIe KIETKH Majioro
JMaMeTpa WU THIepTpoduyeckre MUpaMHIHbIE KIETKU ¢ HOPMaIbHOM MOpQoorue BHE 5 clos
Kopbl. [IOCKONBKY IUIOTHOCTH ceporo BemiecTBa 3HauuMo He usMensierca, ®KJ[ I tuma B
OOJIBIIMHCTBE CIIy4aeB HE yIaETCs BBISIBUTH METOJaMH HEUPOBHU3yaTU3aLIUU.

Tun Il xapakTepuzyercsi, TOMUMO TpyOOro HapymIeHHs MOCIOHHOIO CTPOCHHS KOPHI,
HaJIMYUEeM JUCMOpPHUECKUX HeWpoHOB Ooipmioro auamerpa. @KJ[ Il Tuma nomonHUTENBHO
pa3ensoT Ha IMOATUIBI B 3aBUCHUMOCTH OT OTCcyTcTBUsA (Tmm Ila) wim wamwuwms (tun IIb)
oamtonasx kierok. ®KJI II tuma, ocobenno IIb Tuma, yamie MOXHO BBISIBHTH C ITOMOIIBIO
MarHUTHO-PE30HAHCHOW TOMOrpauu MO TaKUM NPHU3HAKAM KaK JIOKAIBHOE YTOJIIEHUE KOPHI,
HEUETKOCTh IPAHUIIBI CEPOTO U OEJIOT0 BEIIECTBA, H3MEHEHNE CUTHANA OT CEPOro M MOJKOPKOBOTO
0enoro BellecTBa, a Tak)Ke HapyIISHUs CTPOEHUs: O0PO3/1 U U3BUIIUH.

Tun I onpenensieTcs Kak coueTaHUE HAPYIICHUS JJAMHUHAIUK KOPbl U MHBIX 3HAYUMBIX

CTPYKTYPHBIX U3MEHEHUHN TOH K€ WM coceHEN 001acTH rOJIOBHOTO MO3Tra, @ UMEHHO: CKJIepo3a
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runmokamma (tum Illa), omyxomu (tun IlIb), cocymucroit manshopmaruu (tun Illc), apyrux
CTPYKTYpHBIX n3MeHeHu# (tun I11d).

@K/l gyacto accouMMpoBaHa ¢ HAJUYMEM Yy MAlMEHTA SMMUIENTHYECKUX INPUCTYIOB U
conpoBoxaaetcs, ocooenno ®KJI 11 Tumna, mHTEpUKTATBHOM STTHIENTH(GOPMHON aKTUBHOCTHIO HA
3JeKTpOodHIIeaorpaMme, COBIAJAIONICH MO JIOKATU3aluu ¢ 00J1aCThIO CTPYKTYPHBIX U3MEHEHHI
kopbl [10]. @KJI kak mpaBwjio HE NMPUBOAUT K KIMHUYECKH 3HAYMMOMY HEBPOJOTMYECKOMY
NeQUIUTY, TPOSBISISICh HCKIIIOYUTEIBHO STHICITUYECKUMHU MIPUCTYIIaMHU, CEMUOJIOTUS KOTOPBIX
3aBHCUT OT JIOKAJU3aluu mnopaxkeHus. [Ipuctynsl MOryT ne0roTupoBaTh B JIIOOOM BO3pacTe U
3a4acTyI0 PE3UCTEHTHBI K MEAUKAMEHTO3HOM Tepanuu [9].

Onyxonu mo32a TPAKTUYECKH JIOOOH Ppa3HOBUIHOCTH MOTYT SIBISATHCA HPUYMHON
Pa3BUTHSI CYIOPOXKHBIX MPUCTYIIOB IPU YCIOBUU CIABIEHUS WJIN BOBJIECUEHHUS B AaTOJIOTMUYECKUIM
MPOLIECC KOPHI TOJOBHOrO Mo3ra. [Ipumepamu MOTyT CIyXHUTh MEHHUHTeoMma wiu nuddysHas
MHOUIBTPATUBHO pacTymas riuoma. B oTAenbHyI0 Tpynmy BBIAEISIOT JOOpPOKaueCTBEHHBIE
ONyXOJIM, AaCCOLUMUPOBAHHbIE C JJIUTEIBHO TMPUCYTCTBYIOUICH, (apMaKOpe3UCTECHTHOM
snunencueit — «long-term epilepsy associated tumors» (LEATS): k HUM OTHOCSTCS B NEPBYIO
ouepe/lb TaHIJIMOTIIMOMAa U JUCOIMOpHOIIacTUYECKas HeHpOosNUTeNnanbHas OMyXoJb, a TaKke
Oojiee pelkve BapUaHTHl, TaKWe Kak, HalpuUMep, aHTHOLIEHTPUYECKas IIHoMa, U3oMopdHas
muddy3Has riamomMa, nanwuisipHas rimoHelpoHanbHas omyxoub [11,12]. dns rpynmsr LEATS
XapaKTepHBI JIEOIOT AMHUICIICHU B MOJIOJOM Bo3pacTe (damie a0 13 meT) u BHUCOYHO-J0JIeBast
JIOKaIu3anus onyxonu B oonbmuHeTBe ciydaes [11,12]. Tlossnenne onmyxosneit rpynmnbsl LEATS
CBS3BIBAIOT C HApYIIEHHWEM pa3BUTHS MO3ra Ha PAaHHUX H3Talax, 4To OOBSCHSIET UX YacTylo
acCOIMAIMI0 C KOPTUKAIbHBIMU aucIiazusimMu [12]. OcTta€rcst HEesICHBIM, UTO UMEHHO SIBIISIETCA
IIPUYMHON CTOMKOM INPEAPACIIOI0KEHHOCTH K BO3ZHUKHOBEHUIO JIUJICNTUYECKUX NPUCTYIIOB U
PE3UCTEHTHOCTU K MPOTUBOSMMIECNTHYECKUM IpernapaTaM — HEMOCPEICTBEHHO OIyXOJb WU
W3MEHEHUS MpuiIexanieid Mo3roBoit Tkanu [11].

Yepenno-mo3zo6as mpaema sBIseTCs Hambolee 4YacTOM NPUYMHOM TpHOOpEeTEHHOMN
CTPYKTYpHOU 3nuinencud. [IpucTynsl, BO3HUKILINE B TEUEHUE NEPBBIX 24 4acoB IOCIIE TPABMBI,
HA3bIBAIOT HEMEJICHHBIMH, a B TeYeHHE 2-7 CYTOK — paHHHMH;, OHHM SIBISIOTCS OCTPBHIMHU
MPUCTYNaMH, CIPOBOLMPOBAHHBIMU TpaBMOi. [IpuCTymnbl, BO3HUKIIIKE TTOCTE 7 CYTOK, HA3bIBAIOT
NO3JHUMM, HUX CUUTAIOT HECHPOBOLMPOBAHHBIMU OJMNWJIENTUYECKUMH IPUCTYNIAMH, T.€.
nposiBieHueM >nuencud [13,14].

BeposiTHOCTh pa3BUTHS AMHIENICUU TOCIE YEpPErmHO-MO3TOBOM TpPaBMbl, MO JIAHHBIM
pa3HbIX HCCIeIOBaHUM, BapbUpyeT OoT 5 1m0 42% B 3aBUCUMOCTH OT BBIOOPKHM U BpEMEHH
HabOmonenus [13]. IlocrTpaBmaruueckas snuiencus 6osiee yeM B 90% ciydaeB pa3BHBaeTcs B

Te4eHHue NepBbIX ABYX JieT [ 14]. ITo mporecTBuu 5 €T puck pa3BuTUs 3a00J€BaHNUS 3HAYUTEIBHO
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cHmxkaercs (<1%), HO BEpOSTHOCTh Pa3BUTHSI HECTIPOBOLIMPOBAHHBIX MPUCTYIIOB COXPaHSIETCS B
teuenue 10 u gaxke 30 set mocie yepenHo-M0O3roBoil TpaBmsl [ 13].

@akTopamMu pHUCKA DPA3BUTHUS ITOCTTPABMATUYECKOM DIMIICICUU SBISAIOTCS TsDKENas
YepernHo-M03roBasi TpaBMa, MHOXKECTBEHHbIE YIINOBI TOJOBHOI'O MO3ra, MOBPEXKICHHE TBEPAON
MO3r0OBOI 000JI0UKH, BAABJICHHBIN MepeoM yeperna, BHyTpUUYEperHOe KPOBOUBIUSIHUE U MTOTeps
CO3HAHUS WJIM aMHE3Ms JUIMTEIbHOCTHIO Oosiee cyTok. Hamuune paHHHX NMOCTTpaBMaTHYECKHX
IPUCTYIOB TAK)KE MOYKET YBEIMUMBATh PUCK Pa3BUTHUS dMuiiencuu [14].

MeankamMeHTO3Hasi TPOTUBO3MUIIENTHYECKAs Tepanusi MOXKeT ObITh 3¢ (heKTHBHA, HO HE BO
BceX chydasx ymaércs pgoctuub pemuccun [13]. Yacto, mpumepno B 1/3  ciyuaes
NOCTTPaBMAaTHYECKOW  SMUJICTICHM, HA  MAarHUTHO-PE30HAHCHOM  ToMorpaduum  Kpome
NOCTTPaBMAaTUYECKUX U3MEHEHUH BBIABIIAETCS TaKXKe CKJIEpOo3 runmnokammna [14].

Hucynom sBisercss OAHOW M3 OCHOBHBIX INMPUYMH SIUJENCUU CPEIU JIAI[ CTapIIEro
BO3pacTa. B 3aBrucuMOCTH OT BpEMEHU, MPOIIEAIIEr0 C MOMEHTA MHCYJIbTa, IPUCTYIIBI Pa3AesoT
HA paHHUE, BO3HMKIIME B TEUEHHE NEPBBIX 7 CYTOK, M MO3JHUE, BO3ZHUKIIHNE IOCIE 7 CYTOK.
PanHue cunTaoT OCTPHIMHU MPUCTYIAMHU, CIIPOBOLUPOBAHHBIMH JIOKAIbHBIMU METa00IHYECKUMHU
WU3MEHEHUSIMH, U TIOTOMY HE SABIISIIOLIMMUCS HEMOCPEACTBEHHBIM MposiBIeHUEM anuiencuu. [Ipu
3TOM, HAJIMYME PAHHUX HPUCTYIOB YBEJIWYMBAECT PUCK pa3BUTHSA OSMUJICICUU Yy NALUEHTa B
nanpHeimem. Ilo3gHue mNpUCTYNBI, HAOOOPOT, CUUTAIOT TPOSIBICHHEM IMPHOOPETEHHOM
IIPEPACIIONOKEHHOCTH TOJIOBHOIO MO3ra K BOSHMKHOBEHMIO AIWJICNITUYECKUX MPUCTYIOB, T.€.
MposIBIICHUEM sniiiienicu [15,16].

PacnipocTpaH€HHOCTh MOCTUMHCYABTHOM 3nuiiericnd gocturaer 12-15 %, mo naHHBIM
Pa3HbIX HCCIEAOBAaHUN, HO pa3MyacTcsd B 3aBUCHUMOCTH OT METOAOJIOTMH HCCIEIOBAHUS M
JuTenbHOCTH HaOmoneHus [16,17]. IloMuMo Hamu4wsl paHHUX TPUCTYIOB, (DaKTOpamMu pucKa
pa3BUTUS IOCTUHCYJbTHOM OSHWIENCUU SBJISAIOTCS BO3pacT a0 65 5er, runoHaTpuemus,
370ynoTpeOieHHEe alKorojeM B aHaMHe3e, I'eMOpPparddyecKuil THUIl WHCYJIbTa, BOBJICUYEHUE
KOPKOBOT'O BEILIECTBA, BHUCOYHO-J0JIEBAs JIOKAJIM3aLUs MOPAXEHUS, a TaKXKe THKEIbIN
HeBpoJjoruueckuii aedumur B agediore wuHcynbra [15,16]. dokanmpHas >mwenTU(OpMHAs
aKTUBHOCTbH Ha 3JIEKTpo3HIe(aTorpaMMe TakKe SBIISIETCS IPOrHOCTUYECKUM (PaKTOPOM pa3BUTHUS
MOCTUHCYJIBTHOM snmiiencuu [ 15].

ONUIENTHYECKUE TPUCTYIIBI, aCCOLMUPOBAHHBIE C UHCYJIBTOM, B OOJIBIIMHCTBE CIIy4acB
NOJAI0TCS MEAUKAMEHTO3HOMY KOHTPOJII0, OJHAKO 710 25% MalMeHTOB HE JOCTUTAI0T PEMUCCUN
[15]. DddexkTnBHOCTH MPOGUTAKTHUESCKOTO Ha3HAYCHUS TPOTUBOITHIICITUYECKUX MTPENapaToB B
HacTosIIee BpeMs He Toka3zaHa [16].

Nudpexunonnbie snuiencuu. [Ton MHPEKIIMOHHON 3THONIOTHEH STUICTICUH TOHUMAIOT

U3BECTHYIO MH(EKINIO, KIIOYEBBIM MPOSBICHHEM KOTOPOH SIBIAIOTCS MPUCTYIBI. DMHUIICTICUS B
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JAHHOM CJlydae BO3HUKAET BCIIEJCTBUE HEUPOMH(DEKIMH U XapaKTepusyercs (popMUPOBaHHEM
CTOMKOW MpeApacrnoio)KEHHOCTH MO3ra K BO3HMKHOBEHMIO IIPUCTYNOB, a HE TOJBKO
CYJOPOXXHBIMH MPUCTYIIAMU B OCTPOM TepHoje UH(pEKInOHHOTro 3abosneBanus. O0yCIOBICHHBIE
HeHpOoWH(EKIMEeH N3MEHEHUS TOJIOBHOT'O MO3Ta TAaK)Ke€ MOTYT OBITh CTPYKTYpPHBIMU [4].

[Tpumepamu HetponH(EKINUNA, CIOCOOHBIX MTPUBECTH K PA3BUTHUIO ITHIICTICUHU, SIBIISIOTCS
KJIEIIEeBOH 3HIIEATUT, BUPYC 3WKa, IUTOMETATOBUPYCHAsE WHPEKINS, BUPYC HMMYHOAehUInTa
yenoBeka, TyOepkyn€3. K UHQPEKIMOHHBIM OSNMJIENCUSM OTHOCAT TakKXKe OSIUJICTICUH,
pa3BHUBalOIIMECS TpPU HHBA3HMOHHBIX 3a00JIEBaHMSX, HANpUMeEp, TNpPU LUCTULEPKO3E,
TOKCOILIa3MO03€, SXUHOKOKKO3¢ [4].

HNMmmyHHble 3nuiaencu. I[IpuynHOM MMMYHHOM JSHWICNICUM CYMTAIOT HMMMYHHOE
paccTpoiicTBO, OCHOBHBIM HPOSIBIEHUEM KOTOPOIO SIBJSIIOTCS TMPUCTYNIBI U KOTOpOE
HEIMOCPEICTBEHHO MPHUBOJMUT K Pa3BUTHIO dniujencuu [4]. B OGonbmIMHCTBE CilydaeB NaHHBIM
MMMYHHBIM pPacCTPOMCTBOM SIBISIETCS ayTOMMMYHHBIN IPOILIECC, TPUITEPOM KOTOPOIO CIy’KaT
OHKOJIOTUYECKOE 3a0ojieBaHHE WIM HHQEKIUsA, B TOM 4YHCIe BHUpPYCHBIA sHiedamut [18].
[IpucTynsl BO3HUKAIOT B pe3yabTaTe ayTOMMMYHHOTO SHIle(anuTa, 3a4acTyl0 MOTYT OBITh
MEPBBIM, MPe00IaIaAl0IIUM WU 1a)Ke €TUHCTBEHHBIM €T0 MPOSIBIIEHUEM M BOZHUKAIOT C YaCTOTON
oT 33% no 100% cinydaeB B 3aBucuMocTH OT aHTureHa [19]. Omnako, naneko He Bceraa
ayTOMMMYHHBIH 2HIIEQaATUT TPUBOIUT K PA3BUTHIO SIUJICTICHH KaK XPOHUYECKOTo 3a00JIeBaHNUS,
U YacTO MPHUCTYNBI MPEKPAIIAIOTCS MOCIE 3aBEPUICHUS OCTPOro Neproaa OONe3HU, KOTOPBIH
MOJKET JJIUTHCS HECKOJIbKO MecsneB. Takum o0pa3oM, AMArHO3 SMHIEHCHUH PEKOMEHAYIOT
MOJATBEPXKJIATh MOCJIE IIUTEILHOT0 HAOMI0IEHUS MalleHTa ¢ MPOJOJKAIOIIMMHUCS TPUCTYIIaMU,
Hanpumep, B TeueHue 12 mecsues [19].

Paznuuaior ayrouMMyHHBIE SHIIEDaTNTHI, XapaKTepu3yloluecs HaauuueM anturen: (1) x
MOBEPXHOCTHBIM KJIETOYHBIM aHTUI€HaM, (2) K BHYTPUKJIETOUHBIM aHTUTeHaM (omocpenoBaH T-
KJIETOYHBIM  WUMMYyHUTETOM). B  mepBom cimydae puck  (GOPMHUPOBAHHS  CTOWMKOU
IPEIPACIIONOKEHHOCTH K BO3HMKHOBEHMIO SIWIENTUYECKUX IPUCTYNOB IIOCIE pa3peleHus
sHIe(aTNTa KaK MPaBUiIo HU3KUH, 3a uckiarouenueMm aHTH-LGI1 u antu-GABAaR »Huedanuros.
Bo BTOpoMm citydyae BEposSITHOCTb pa3BUTHSI STTUIICTICHH B UCXO/IE HIIEPalInTa, HAIPOTHUB, BEICOKAS.
[Tpumepamu 3H1IEPATUTOB C AHTUTEIAMU K BHYTPUKJIECTOYHBIM aHTUT€HAM SIBJISIIOTCS HEKOTOPHIE

napaHeoruiactuueckue sHiedanutel (antu-Hu, antu-Yo, antu-CRMP-5) u antu-GADG65

sHIedamur [18,19].

I'eneTn4eckue NpUIUHbI BOBHUKHOBCHUSA MMUJIENCHIL.
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HacnenctBeHHble SOMIENCUM - TPYyNNa TEHETHMYECKH TI'€TEpOTreHHBIX 3a00seBaHui,
BO3HHUKAIOIIMX B pe3ylbTaTe MYTAlMii B TE€HAaX WJIM KOJIMYECTBEHHBIX WIJIM CTPYKTYPHBIX
IepecTpoiKax XpOMOCOM. B 3aBUCHMOCTH OT 3THOJOTMM MOXKHO BBIJCITUTH TPH OCHOBHBIC
IpYyNIbl HACIEICTBEHHBIX 3IUJIENICUIl: MOHOTE€HHbIE 3a00JI€BAHUS U CUHAPOMBI, XPOMOCOMHBIE
CHUHIPOMBI U MynbTU(aKTOpHbIe smmiencuu. CylecTBYeT HECKOJIbKO TPYHI MOHOTEHHBIX
3a0oneBaHul, B CTPYKTYpe CHMITOMOKOMIUIEKCA KOTOPBIX OTMEUYAIOTCS  CYIOPOTH:
U30JIUPOBAaHHBIE MOHOTCHHBIC SMHJICIICHH, MOHOTEHHBIE CHHJPOMBI U IOPOKH Pa3BUTHs MO3Tra,
JiereHepaTUBHbIE 3200J1€BaHNs] HEPBHOW CUCTEMBI, HaclleICTBEHHbIE 00J1e3HN 0OMeHa BelecTs. B
Hacrosee Bpems HAeHTH(uuupoBaHo Oosiee 700 reHOB, MyTallMd B KOTOPBIX NPHUBOIAT K
BO3HMKHOBEHHMIO MOHOTEHHBIX cyaopor [20].

W30mmpoBaHHBIE MOHOT€HHBIE SMTMJICIICHH BKIIIOYAIOT TPYIIbI: PAHHUX AMUAJIETITUYECKUX
MJIaZIEeHYECKMX HHIe]asonaThii, MUOKIOHYC-3MUICIICUHA JETCKOr0 M IOHOIIECKOTO BO3pacTa,
FEHEPATM30BAHHbBIX ANUIENCcUil ¢ (QeOpUIBbHBIMU CYyAOpOraMH ILIIOC, J10OpPOKayeCTBEHHBIX
(eOpHIBHBIX CYAOPOT BHCOYHBIX M JOOHBIX snmierncuidl. Kaxaas u3 3TUX Tpynn HaCUUTHIBAET
HECKOJIbKO F€HETUYECKUX BAPHAHTOB, 00YCIOBICHHBIX MYTAIlsIMUA B OTJCNBHBIX reHax [21].

Bo3HukHOBeHue snuiencuil HabmonaeTcs Takke y OOJNBHBIX C KOJIMYECTBEHHBIMU U
CTPYKTYPHBIMH  II€pecTpoiikamMu  XpoMocoM. MaeHTHpHUUHMpPOBaHO  HECKOJIBKO  COTEH
XPOMOCOMHBIX CUHPOMOB, COIIPOBOXKIAIOIIMXCS CYIOpPOTaMH.

3HaunTenbHAs J0JI1 3a00JIeBaHMM NPUXOAMTCS, TaKXkKe, Ha MYJIbTU(DAKTOPHBIE
SMWIENICUH, BO3HUKAIOLIME P COBMECTHOM JICHCTBUU HACJIEACTBEHHBIX (PaKTOPOB U (PaKTOPOB
BHeIIHel cpeabl. HacnencTBeHHble (QakTopbl, B BUAE MOIUMOP(PHU3MOB B HECKOIBKHX IE€HaX,
(GopMHPYIOT TPEIPACHOI0KEHHOCTh K BO3HMKHOBEHHUIO CYJOPOT, KOTOpas pealu3yercs MOoJ
neiictBueM (pakToOpoB BHELIHEH cpebl (TpaBMbl, MH(EKLINUHU, CTPECC U Ip.).

VYcTaHOBIIEHHE 3THOJIOIMYECKOro (pakTopa HACJIEACTBEHHOrO 3a00JIeBaHUS WU
CHUHJpOMa, B OOJBIIMHCTBE CIIy4aeB, SBISAETCS CIOXKHOM 3amaded, Tak Kak TpeOyer
UCTIOJIb30BAaHUSl  PA3IMYHBIX  OMOXMMHUYECKMX W  MOJEKYISPHO-TEHETHUYECKUX  METOJIOB
uccnenoBanus. OgHako oOHApyKEHHE T'eHa WK XPOMOCOMHON MEPECTPONKH, OTBETCTBEHHBIX 32
UX BO3HHUKHOBEHHE HEOOXOAMMO HE TOJIBKO JUIsl yTOUHEHHs JUarHo3a, ONpeesieHUs Xapakrepa
Te4eHUus 3a00seBaHus U FPPEKTUBHOCTH €0 TEPANEeBTUYECKON KOPPEKLMHU, HO U Ul pacuera
pHUCKa pOXIeHUs 00JIHLHOTO peOeHKa B OTATOLICHHOM CEMbE U IJIAaHUPOBAHUS MPOPUIAKTUIECKUX
MeponpusITHi [22].

Oco0eHHOCTH KJIMHHYECKMX MPOSBJICHHH HIHONATHYECKHMX M CHHIPOMAJIbHBIX
BAPHAHTOB MOHOT€HHBIX JNHJICIICH .

[Ipennonoxuth HaTM4YMe MOHOTCHHOTO BapHaHTa MIUMONATHUYECKUX OSIUJICTICUI

BO3MOJHO B CICAYIONIUX ClTy4dasaX:
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- HAJINYHUEC HECKOJIBKUX YJICHOB CEMbH, CTpadaroInuXx SMUJICTICHCH

- OTCYTCTBHUE MPOBOILUPYIOIIET0 (GaKkTOpa BOZHUKHOBEHUS CYA0POT (MH(PEKIHH, TPAaBMBbI

u J1p)

- (hpapMakOpPE3UCTEHTHOCTH CYAOPOT

- OTCYTCTBHE 3HAYMMOMN OYaroBOWl HEBPOJIOTMYECKOW CHMMITOMATHUKHU Y MAI[UEHTOB C
cyJIoporamu

B OonbmMHCTBE CllydaeB y MAIMEHTOB C MOHOTEHHBIMH BapUaHTaMHU JIIHIICTICUI
CyJIOpOTY BO3HUKAIOT IOCJIE MIEpH0/ia HOPMAIBHOI'O TICUX0-MOTOPHOTO Pa3BUTHS, OJJHAKO, B psizie
CIIy4aeB OHU BO3HUKAIOT C POXKJICHUS WM JJa)Ke BO BHYTPUYTPOOHOM IMEPHO/IE.

VY NmanveHToB ¢ MOHOT€HHBIMU CHHIPOMAaMHM, COMPOBOKIAIOIIUMHUCS CYyIOpPOTraMu, Kak
MIPABUIIO, OTIPEACIISETCS CIIeU(DUISCKUN CHMITTOMOKOMIUIEKC, IPU KOTOPOM CYIOPOTH SIBISIOTCS

OJHUM U3 €0 CUMIITOMOB.

1.2.2. IlaTorenes >nujaencuu

3a nocnennue 50 JeT JOCTUTHYTHI CYLIECTBEHHBIE NMPOPHIBHI B MOHMMAHUU MAaTOT€HE3a
SMUJIETICUY, B TEPBYIO OuYepenb B O0JIACTH KIMHUYECKOH M MOJEKYJISpHOW OHOXUMHH, YTO
MO3BOJIUJIO PACKPBITh MEXAHHU3Mbl HACJIEJICTBEHHBIX M MPUOOPETEHHBIX META0OIUYECKUX
pacctpoiictB. Ilpm ToMomM  KOMMBIOTEPHOM W  MarHUTOPE30HAHCHOW  ToMorpaduu
BU3YaJIM3UPOBAHbl CTPYKTYPHO W AHATOMUYECKH AHOMAJbHBIE YYaCTKH MO3ra, OMyXOJId U
COCYAMCTbIE MAaTOJIOTUH, BPOXKJIECHHbIE HApYIICHMs, CKJIEPO3 THMIOKAMIIa U KOPTHUKaJIbHBIN
nucreHe3.  HeidpoBusyanmuzamust  gomojiHWiIa  MeToa  dnekTposHiedanorpadbun (D31,
MOKa3bIBaIoUIel (yHKIIMOHATIbHBIE, HO HE CTPYKTYpHBIE H3MeHeHUs. JIOCTIKEHNS MOJIEKY I pHON
TE€HETUKH TO3BOJIMIIM PACKPBITh T'€HETHYECKYI0 OCHOBY Oonee 200 3aboneBaHmii, B (eHOTHIIE
KOTOpBIX TPHUCYTCTBYET HMuiIencus. B HacTosiiee BpeMs BBISCHSIOTCS SIUCTAaTHYECKUE,
SMUTCHETUYECKUE U TIOCTTeHOMHBIE MEXaHU3Mbl pa3UYHBIX THUIOB Hsnwiencud. s
HCCJIEIOBAHMSI ITPOLIecca SMUJIENTOreHe3a, MHUIMUPYIOIIHUX CYA0OPOKHYIO aKTUBHOCTh TPUTTEPOB
U MyTell npepbIBaHuUs 3TON aKTUBHOCTU UCIIOIB3YIOTCS pa3InyHble HHCTPYMEHTBI, TO3BOJISIIOIINE
U3y4aThb MEXaHM3Mbl Ha MOJIEKYJSIPHOM, aHAaTOMHYECKOM, (3JIEKTPO)PHU3UOIOTUYECKOM U
MOBE/ICHYECKOM YpOBHSAX. JIOCTUTHYTO CyIlIeCTBEHHOE, XOTS M HE IIOJHOE, IOHHMaHue
MOJIEKYJISIPHBIX MEXaHHW3MOB UKTOT€HE3a U 3IMUJIENTOreHe3a, BKIIoYas yJyacThe B HUX (pyHKUuH
MeMOpaH, pelenTopoB, HOHHBIX HACOCOB, HEHPOHHBIX CETEH, XOTS B OOJIBIIMHCTBE CIIy4yaeB MOKa
HE yJIal0Ch BBISIBUTH YETKON MPUYUHHO-CIIEICTBEHHOM CBS3U MEXAY MPUUYUHON BO3ZHUKHOBEHUS

3a00JIeBaHUS U KOHKPETHBIMU MEXaHU3MaMH raToreHesa [23].

JUis WM3ydeHWs MEXaHW3MOB OSIWJICITOICHE3a, IMOUCKAa OWMOMApKEPOB SIHJICIICHH W
TECTUPOBAHUS TMPEMAPATOB C TMPOTHBOCYAOPOXKHBIM M AHTHUAIMICIITOTCHHBIM JICHCTBHEM B
OOJIBIIIMHCTBE HCCIICIOBAHWA  WCIOJB3YETCSl MOJCIMPOBAHUE JJICMEHTOB TATOJOTHH Ha
YKUBOTHBIX, HAaH00JIee YacTO IPhI3yHaX, OJTHAKO, HCCIICTOBAHUS IPOBOIATCS U HA IPYTHX BUIAX —
HEMaTo/Abl, PbIOBI MaHWO, Apo30Guiasl [24], KomkW, CBUHBM, Tpumatbl [25]. HaumbGomee
pacnupocTpaHEHHBIMH MOJIEIIIMH (b oKanbHON SIUJICTICUH SIBIISICTCS BBCIICHHUC
XEMOKOHBYJIbCAHTOB, O3JICKTPUYECKAass CTUMYJSALUAS —ONPEICIIEHHBIX CTPYKTYp Mo3ra |
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MOJICJIMPOBAaHUE MATOJIOTMM MO3ra, CONPOBOKIAIOUIMXCA CYIOPOKHOM aKTUBHOCTBIO [26].
Octpsie u oTnanéHuele 3(GPeKTh CyIopor U3y4aroTcsl IpU MOMOIIU JIOKAJIBHOTO (THIIOKAMII,
KOpPa) UM CUCTEMHOI'O BBEACHMS IPOKOHBYJIBCAHTOB (KauHAT, MWJIOKAPIHH, IEHULUIUINH). DTH
MOJIENIN XapaKTePU3yIOTCsS MacCOBOW TMOeNbi0 MUPaMUAHBIX U BCTaBouHbIX I"AMKepruueckux
HEHPOHOB B TUNIOKAaMIIE, CIPYTHMHIOM MIIMCTBIX BOJIOKOH, TIJIMO30M; HaJU4uEM
HECTIPOBOIIMPOBAHHBIX CYAOPOT; P CUCTEMHOM BBEICHUHU MOBPEXKICHHS OOHAPYKUBAIOTCS U B
HEOKOpTeKce. Mojieny 3JIEeKTPHUUECKOro pa3ApakeHUsl JIUMOMYECKUX CTPYKTYpP HCHOJIB3YIOTCS
JUI M3YYCHHMs] W3MEHEHMH IUIACTMYHOCTH, BBI3BAHHBIX CYIOPOraMHd M SHHIEHTH()OPMHOM
aKTUBHOCTHIO. MoOJIeNIb XapaKTepU3yeTcsl MOCTENEHHBIM CHH)KEHHEM Iopora BO30YIMMOCTH
HEHpPOHOB (KMHIUIMHT), MEHBIIEH BBIPAKECHHOCTHIO IMAaTOMOP(OIOTHUYECKUX H3MEHEHHH,
HEOOXOJUMOCTBIO JJTUTEIbHBIX MHOTOKPATHBIX CTHUMYJISILUMH ISl TOMyYeHHs] CIIOHTAHHBIX
cynopor [27]. Apyro# noaxoa, MoI€TMpOBaHUE MATOJIOTUN TOJTOBHOTO MO3Ta, aCCOLUUPOBAHHBIX
C CyZloporamu, BKIIOYAaeT MOJEIU TUIepTePMHUH, TUIIOKCHH U (POKATIbHBIX MOBPEKICHUN TKaHH
Mo3ra. OTH MOJeNH 00JIaAatoT OONBIIMM TPAHCISIMOHHBIM MOTEHIUAIOM M BOCIIPOU3BOIST
MHOTHE 3JIEMEHTHI MMaTOJOTMM YeJoBeKa. MHOroobpasue Mofesneil CBA3aHO ¢ OrpaHUYCHUSIMU
KaXI0M M3 HUX U BO3MOXKHOCTBIO BOCIIPOM3BEICHUS DJIEMEHTOB 3a00JIe€BaHUSA, HO HE BCEro
CHEeKTpa MPOSABICHUA, HaOM0JaeMbIX B KIMHUKE. K OCHOBHBIM OrpaHHUYEHHSIM HCCIIEIOBAHHMA
ANWIENTOT€HE3a HA JKMBOTHBIX OTHOCATCS pas3indusl B aHATOMHUYECKOM CTPOEHUM MO3Tra
JKUBOTHBIX U 4ejoBeka [28], HEBO3MOXXHOCTb MOJEIMPOBAHMS Psifa TUIOB IPUCTYHOB [29],
noBpexaaromue 3p¢GexTsl MoeH (onepalys, CHCTeMHOe JAeicTBIEe KOHBYIbcaHToB) [30]. Eme
0oJIbIIIe OrpaHMYCHUH UMEIOT MOJEIH SIS TU(POPMHOI aKTUBHOCTH in Vitro, pealnzyeMble Ha
OCTPBIX Cpe€3ax MoO3ra, OpPraHOTHIMYECKUX M KJIETOYHBIX KyinbTypax. HeMHoroumcieHHbie
UCCIICIOBaHMs, NpPOBEICHHBIE Ha 0Opa3lax MalUeHTOB C JIWICHCHEH, IMONYyYeHHBIX IpH
orepanusix, 1 NOCTMOPTAJIbHOW TKAHU MO3ra, TaKKEe BHOCAT BKJIAJ B UCCIIEIOBAaHUE ITATOTEHE3a

3a00JIeBaHUs.

[TaTorenes snuierncuu He SBISETCS €AUHBIM JJIs BceX popM 3a00s1eBaHms, XOTSI UMEIOTCS
oOurre yHuBepcaabHble 3BeHbs. [laToreneTnueckie MexaHU3Mbl SMUJIETICUH MOTYT OTHOCUTHCS K
cOoOCTBEHHO IIepeOpalbHBIM MpolleccaM WM IpolieccaM, CBA3aHHBIM C COIYTCTBYIOIIMMU
oOliecoMaTHYeCKUMH W3MEHEHHUSIMH B OpraHusMme. B naHHO# riaBe OyayT paccMOTpEHbI
IIPOLIECCHI, CBSI3AHHBIE C N3MEHEHHUSIMU B LIEHTPAJIbHOM HEpBHOU cucteme. [latorenes snunencun
ar000T0 THHA BKIIOYAET MPOLECC SHWICNTOreHe3a, IOCTEIIEHHOI0 TIpolecca pa3BUTHA
CYJIOPOXXHOM aKTHBHOCTU M CTaJWI0 COPMHUPOBABLICHCS SMUJICTICUHU, NTPUYEM SIHJICHTOICHE3

MOJKET MPOAOKATHCS U TIPH pa3BUBIIEHCS dnuiiencuu (puc. 1).

31



3nunento

N3meHeHD
UOHHbIX KAHA/108
Helipo-meduamopos,
Helipompo-guHos,
peyenmopos u op.,
OpoHaA HeliposocnaneHue, Ouc-
yHKYuA HelipoHos u 2nuu,
pMUposaHuUe 3nusnenm
O HelipoHHbIx ceprel

Deiict

ue
nospexagawouwero
e -

) 4 L

| OcTpbl l JlaTeHTHbIN P XpOHWUECKnI —
i nepuog nepuopa, nepuog

Puc. 1. [lepronn3aiusi OCHOBHBIX OJIOKOB MaToreHe3a NpuoOpeTeHHON SIHUIICTICHH.

OOuM MpU3HAKOM, XapaKTEPHBIM JJIs MaToreHe3a BceX (OpM AIMICICUH, SBISETCS
CylOpPOXKHasi aKTUBHOCTb, BBbI3BAHHAS IMAPOKCU3MAJIBHBIMU paspsiamMu TIpyNIl HEUPOHOB B
pe3yabTare M30BITOYHOTO BO30YXKIEHHS W/WIM HEJOCTATOYHOTO TOPMOXKEHHs. Bo3HMKIIAs B
OTIpENIeJICHHOM YYacTKE MO3ra M30BITOYHAs 3JEKTPUYECKas aKTHBHOCTb PACIpPOCTPAHSCTCS B
COCEJTHHUE 30HBI, a TAK)KE MOXKET IEpEAaBaThCs K MbIIIIAM, BbI3bIBas KOHBYJIbcuu. Kak npasuio,
pactpocTpaHeHHe BO30YXKIEHHS B IOJKOPKOBbIC, TaJaMMUYECKHE, CTBOJIOBBIE M CIIMHAJbHbIC
CTPYKTYPBI COOTBETCTBYET TOHMUYECKOH (paze cy1oporu, a mociae yromuil TOpMO3HBIH HMITYJIBC U3
TajlaMyca TpepbIBaeT TOHUYECKYIO a3y, KOTOpas CMEHSETCS CIOpPaJAWYECKUMM BCIBIIIKAMH
AIIEKTPUYECKONW aKTUBHOCTH B KIOHWYECKOH ¢aze. B Hacrosmiee BpeMs €IUHCTBEHHBIM
OpUeMJIEMBIM  OMOMapKepoM  SHWIENTOIeHe3a  CleAyeT  NpPU3HATh  MATOJIOIMYEecKHe

BBICOKOYACTOTHBIE ocuusainu [31].

B dopmupoBanue cy10poKHON aKTUBHOCTH BHOCST BKJIaJl BO30YKJAarOIME U TOPMO3HBIE
MOCTCUHANITUYECKHE TOTEHIINAIIbI, U3MEHEHHUS TOTEHINAI-3aBUCHMbIX HOHHBIX KAHAJIOB, a TAKXKe
W3MEHEHUS JIOKAIBHBIX KOHIEHTpanuid noHOB. OCHOBHBIM BO30YKIAIOIIUM HEHPOMEIUATOPOM
ABJISIETCS] TJIyTaMar, peaju3yIollUid CBOE JEHCTBHE depe3 2 TUlla TIyTaMaTHBIX PELENnTOpOB:
HMOHOTPOITHBIE, OTIOCPEAYIONINE OBICTPYIO CHHANITUYECKYIO TPAHCMHCCHUIO (TITyTaMaT-3aBUCUMbIE
AMPA-, xaumnatapie U NMDA-MOHHBIE KaHaNbl), U META0OTPOITHBIE, OMOCPEAYIONINX
MEJICHHYIO CHHANTHYECKYI0 TPaHCMHCCUIO (cBsi3aHbl ¢ G-OenKaMu U perylsiuell BTOPHYHBIX
nocpenHuKoB TAM® u docdonunazsr C). OCHOBHBIM TOPMO3HEIM Helipomenunaropom B [THC
apisieTcs: raMMma-amuHomacisinas kucinora ('AMK), umeromas B [IHC 2 tuna peuentopos:
GABAA, nocrcuHantudeckue creuupuunsle, conpsbkeHHole ¢ CI -kanamamu u GABAB,
IPECUHANTHYECKUE AayTOPELENTOPhl, CHUXKAIOIINE BHICBOOOXKIECHHE MeauaTopa  3a Cyer
cukenus mpuroka Ca’™" u conpsKeHHbIE ¢ MOCTCUHANTHYECKUME G-0€lIKaMu, 4TO CIIOCOOCTBYET

noBbImeHuio Toka K.

Kitetounbie MexaHU3MBI T€HEpAIHH U30BITOYHOTO BO30YKICHUS TIPU CYJOPOKHOM

AKTMBHOCTHM HAa YPOBHE MOHHOIO paBHOBecWs BKIOYaroT Toku Na“™ u Ca’™ B kierTku 3a cyer
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U30bITKa HEHPOMEIUATOPOB TJyTamara M acrmapTara ¥ M3MEHEHHsS CBOWCTB MX PEIETITOPOB.
Henocrarounoe Topmoxkenue 3a cdyer noroka CI' B ximerky m K u3 kieTknm 06ycCIOBIEHO
HepoctaTkoM ['TAMK mnu n3MeHeHneM CBOMCTB COOTBETCTBYIOUIMX pelenTopoB. K HEHpoHHBIM
(baxTopam, peryaupyromnuM Bo30yAUMOCTb HEHPOHOB, OTHOCSTCS TUI MOHHBIX KaHAJIOB, UX YHCIIO
U pacripesiesieHue Ha MeMOpaHe HelpoHa, MOCTTPAHCISIMOHHbIE MOIU(BUKAIIMH KaHAJIOB (HAIIp.
dochopunupoBanue), axkTHBALMA CUCTEM BTOPHYHBIX IIOCPEJIHUKOB, BIUSIOMIMX Ha
¢yHKIHOHMpOBaHUE KaHANOB (Hamp. G-0eNKOB), MOAYIISIIINSA SKCIIPECCUU T€HOB HOHHBIX KaHAJIOB.
Hexotopsie (hopMBbl 3MUIIETICHU TECHO CBSI3aHBI C KAHAIOMATUSMH, SBIISIOIIUMUCS PE3yIbTaTOM
HACJIEACTBEHHBIX MYTAallUd JIMTAHJ-3aBUCUMBIX MOHHBIX KaHajJoB (T. €. HOHOTPOIHBIX
peuenTopoB) M NOTEHLUMAI-3aBUCHUMBIX HOHHBIX KAHAJOB. BBIABIEHBI TakKe THIIBI
nproOpeTeHHONH ayTOMMMYHHOM SIWJICTICUH, CBS3aHHOW ¢ 0Opa3oBaHWMEM AaHTUTEN NPOTHUB
KaJIMEBBIX, HATPUEBBIX U XJIOPUIEHBIX KaHAJIOB, & TAK)KE U3MEHEHHEM KCIIPECCUU KaHAJIOB I10CIIE
cynopor. IIpu 3ToM paznnyHble MyTallM¥ OJHOTO ¥ TOTO )K€ I'€Ha MOTYT BBI3bIBATh COBEPLIEHHO
pasHble TUIBI CyIOpOr W 3nuiencuu [23]. Myrauuu reHa noTeHLIHaI-3aBUCMMOTO0 HATPUEBOTO
KaHaJlla BKJIIOYAlOT, B 4acTHOcTH, SCNIA [renepanu3oBaHHas smuiencus ¢ (GpeOpuiabHBIMU
cynoporamu [Tnroc (GEFS+) tuna 2; cunapom [lpase]; SCN1B [GEFS+ tumna 1; sanedanonarus
pa3BuTHs U mmientudeckas sHuedanonarus, Tan 52]; SCN2A [sHUedanonatus pa3BUTHS U
snuienTuyeckas sHuedanonarus, Thn 11; moOpokayecTBeHHBbIE ceMeiHble HH(AHTUIbHBIC
npuctynsl-3|. K MyTanusm rena noTeHIuan-3aBUCUMOro XJIOpUAHOro kaHana otHocutcst CLCN2
[accolMUpOBaHbl CO CKJIOHHOCTBIO K MIMONATUYECKOW reHepann3oBaHHOM snuiencun (UI'9),
IOBeHWIbHOW abcancHo osnuiencun (FOAD), IOBEHWIBHOH MHOKIOHHYECKOW SIUICTICUU
(FOMD)]. Myramuu noreHuan-3aBucuMoro kanueroro kanana BkimodaroT KCNQ2 u KCNQ3
[PHUIedanonaTus pa3BUTHSI M SOHICHTHYECKas SHIedanonarus, TN 7; JOOpPOKAaueCTBEHHbIC
HeoHaTanbHbIe cyaoporu - 1; 2], KCNMAI [cknonHocTs kK UT'D; mapokcu3mManbHash JUCKUHE3Us
3 Tuma, C TeHepaIM30BaHHOW H>mmiencuedl wimm 06e3 He€]. Myraruun pELENTOPOB
HelipomenuaropoB BkIoualoT GABRG2 (myraums ramma-2 cyobeaunuisl perentopa 'AMK;
BeI3bIBaeT GEFS+ tumna 3; sHnedanonaTuio pa3BUTUS U SMHIECOTHYECKYIO SHIE(AIONATHIO, THIT
74; cemeiinbie pedpuibnbie cynoporn), GABRA1 (myranus anbda-1 cyObeAMHULBI peLenTopa
I'AMK; BBI3BIBACT CKIIOHHOCTh K JIETCKOM aOcaHcHoi smwtencun (JAD), IOMD,
sHIePATONATHIO PA3BUTHUS U AMIIIENITHYECKYIO dHIledanomnaruto, Tun 19), CHRNA4 [myranus
anb(a-4 cyObeIMHUIIBI HHKOTUHOBOTO allETHIXOJIMHOBOTO PELIENTOPA; BBI3BIBACT MUJICTICUIO C
HOouHbIMH J00HBIMH TipucTynamu Tuna 1 (ENFL1)], CHRNB2 (myramnus 6era-2 cyObeaMHULBI
HUKOTHMHOBOTO alleTUiIXxonuHoBoro peuentopa; ENFL tumna 3). Kak npaBuiio, HacieICTBEHHOCTb
ayTOCOMHO-IOMUHaHTHas, HO wmyTrauus SCNIA npoucxoauTt crnopaauyuecku, a Uil psijaa
MyTaluid, HalJEHHBIX y HEMHOI'MX IallUEHTOB, JOCTOBEPHOCTb ACCOLMAIMM C KOHKPETHBIMU
tunamu >nwiencuit He noarsepskaeHa (KCND2 — B oTAeNbHBIX CIyyasix ONUcaHa acCcoIUaIus C
SMUJIETICUEH M ayTU3MOM; MyTalus cyOobenauHuisl kanueBoro kaHama KCNAI, Bwi3bIBaromas
AMHU30JMUECKYIO aTAKCHIO/MUOKUMHUIO, B OT/ICIBHBIX CIy4asX OMHCAHbI COYETAHUS C SIUICTICHEH;
MyTanus cyobenunuil kaiabiueBoro kanana CACNA LA, BbI3bIBaromias SU30HYECKYI0 aTaKCHIO
TUNA 2, CEMEHHYI0 TEMUIUIETUYECKYI0O MUIPEHb, psAJd CIHHOMO3KEUKOBBIX AaTaKCHil,
sHIEe(ATONATHIO PA3BUTUS U SIWISNTHYECKYIO 3HUedanonaruio, Tun 42 —B psjue cilydaeB
OTKCaHbI JApyrue (HOpMbl SMUICTICHMA, acCoanus KOTOPbIX ¢ KOHKPETHON MyTauueil octaéres
HETMOATBEPKIEHHON ).

33



K cunantuueckuMm daxtopaMm, MOAU(PUIMPYIOMIUM BO30YIUMOCTh HEMPOHOB, OTHOCSTCS
MU3MEHEHHUsl JKCIPECCUU JIMTaH-3aBUCHMBIX HOHOTPOIHBIX KaHAJOB, IOCTTPAHCIALMOHHBIE
U3MEHEHMS B TaKuX KaHajlaX, peMOJAEIMPOBAHUE JIOKATU3AIMH WM KOH(UTYpAIllMH CHHAIICOB,
U3MEHEHHE CHHANTHYECKUX (YHKUIMH MIeNeBBIX KOHTAKTOB. HecuHanThueckue (BHEIIHHUE)
dakTopsl Momu(UKAUK BO30YIMMOCTH HEHPOHOB BKIIIOYAIOT HM3MEHEHHS BHEKJIETOYHBIX
KOHIICHTPAalMil MOHOB, W3MEHEHHsI BHEKJIETOUYHOTO MPOCTPAHCTBA, MOIYJSAIUIO MeTaboin3Ma
HEMpOMEeNaTOPOB WM MX 3aXBaTa KJIETKaMHU IIMK. MeXaHU3Mbl reHepaliiy TunepBo30yaAuMOCTH
Ha CETEBOM YPOBHE BKIIIOYAIOT AaKCOHAJBHBIN CHPYTUHT BO30YKIAIOIIMX HEHPOHOB, MOTEPIO
TOPMO3HBIX HEWPOHOB, IOTEPI0 BO30YXKNAIOUIMX HEHPOHOB, OCYIIECTBISIOMNUX KOHTPOJIb
TOPMO3HBIX HEHPOHOB, W3MEHEHUS MMIIYJIbCHOW aKTUBHOCTH HEHPOHOB (Hamp. IpH

KaHAJIOMATHUSX ).

K o0mum npuszHakam maroreHesa 3MHJIETICUHM OTHOCHTCSA BOCHAJIEHUE, KOTOPOE MOXKET
ObITh CBA3aHO ¢ MH(pEKIuel win 00YCIOBICHO HapyLUICHUSMH UMMYHHON cuctembl. CBs3b
HelipoBOCHalIeHUsI U TaTOreHe3a SMUJICIICUH, B T. 4. €0 BayKHas POJb B IIEPUOJ SIUIIENITOIeHE3a,
MPOCIICKEHA TPU PA3TUIHBIX (POpMax SIMHUICTICUH B KIMHUKE U dKcriepuMenTe [32]. Cuuraercs,
YTO XPOHHU3ALMK BOCHAJIUTENBLHOTO IMpolecca MPH AIWIENCUU CIIOCOOCTBYIOT aKTHBALIUA
MUKPOTJIMH U aCTPOTIINO03, COIPOBOXKIAIOLIUECS TOBPEXKIEHUEM HEMPOHOB. OHUM U3 TPUTTEPOB
Bocnasienuss B IUHC  sBmsercs  moBpexaeHue  remarodsHiedamuyeckoro  Oapbepa,
reMaTOJIMKBOPHOTO U JIMKBOpOdHIe(anuueckoro OapbepoB, a TakKe OTHOCHTEIHHO
ABTOHOMHOTO MMMYHHOT'O Oapbepa mo3ra. B HelpoBOCHaJICHHH W TPOTHBOBOCHATUTEIHHON
3alIUTe MO3ra MPUHUMAET y4acTHe CHCTEMa MPOBOCMIATUTENbHBIX M MPOTUBOBOCIAIUTEIBHbIX
IIUTOKMHOB, KOTOpbIE MOTYT 00J1aJaTh Kak Mpo-, TaK U aHTUKOHBYJIbCAHTHOW aKTHUBHOCTBIO.
JucOanaHc LUTOKWHOBOW CHUCTEMBbl C MpeolsaJaHueM MPOBOCHATUTENbHBIX KOMIIOHEHTOB
(uaTepnelikuHa 6, wWHTepiciikuHa 1P, (akTopa HEKpo3a o) OMUCAaH KakK y IMalHeHTOB C
SMUJIETICUEN, TaK U B PA3JIMYHBIX MOJIEISAX HA JKUBOTHBIX M CBA3aH B IEPBYIO OYepenb C
aKTHUBallUed MUKPOTJIHMH, a 3aTeM acTPOLUMUTOB. AKTHBAllUMs LUTOKUHOBOM CHUCTEMBl KaK B
KOJIMYECTBEHHOM, TaK U B KAu€CTBEHHOM OTHOUICHHM 3aBHCUT OT THUIA M BBIPAXKEHHOCTHU
CYJIOPO’KHOM aKTUBHOCTH, a Tak)Ke mepuoza snuiencuu. [IpoBocnaintenbHble HIUTOKUHBI MOTYT
OBITH BOBJICUEHBI B PA3BUTUE TMIIEPCUHXPOHHOCTH HEHPOHOB U TUIEPBO30YAMMOCTH T'OJIOBHOTO
MO3ra 3a CHCT pPAa3HbIX MCXAaHHU3MOB, B TOM YHUCJIC B33.HMO,Z[€I>1CTBPI$I C BO36y)KI[aIOH_II/IMI/I )41
TOPMO3HBIMHA HCﬁpOMGHHaTOpHBIMH CHUCTEMaMU, CHUCTEMOU OKCHOa a30Ta B I''TMAJIBHBIX KJIECTKaX U
HEMpOHAX U CUTHAJIBHBIMH KacKaJaMu, IPUBOSIIMME K HeHpoaereHepauy U ru0en HeHpoHOB.
HekoTtopeie u3 mapamMeTpoB MarHUTHO-PE30HAHCHOW TOMOTpaduu KOPPETUPYIOT C HATUYHEM
IaTOJOTHUYCECKHUX BBICOKOYACTOTHBIX OCLII/IJIJISIL[HP'I, MOI'YT KOCBCHHO OTpaXaTb TGKYIJ_IHP'I
BOCITAJIUTEIbHBIN mnmponecc B TOJOBHOM MO3I¢ U CTaTb BO3MOXHBIMU 61/IOMapK€paMI/I
SIMUJICIITOICHE3A. O6H_II/IMI/I MNAaTOIrCHCTUYCCKNUMU MCXaHU3MAMU PA3BUTUSA SHUJICTICUN, HApAAY C
HEHpPOBOCHIAJICHHUEM M COIYTCTBYIOIIUM TJIMO30M, SIBIISIFOTCSI TaKXKe JMCcOAIaHC aKTUBHBIX (popm
KHCJIOpOJa U OKHUCIIUTEIbHBIN CTpECC, HapymeHud CUCTCM aHTHOKCHHaHTHOﬁ 3alIUThI
(HampuMep, CUCTEMBbI TIyTaTuoHa). JuchyHKIMS MUTOXOHIPUN COMPOBOXKIAETCS M30BITOUHOU
reHepamueil CyrnepoKCHIHOIO0 aHUOH-paJMKaia W Pa3BUTHEM OKUCIUTEIBHOTO MOBPEXKICHUS
KJTFOUYEBBIX MOJIEKYJ U KJIETOYHBIX OpraHeul Ha (oHe neuIuTa SHEpreTUYecKHX CyOCTpaToB, B

nepByo ouepean aaeHosunTpudocdara (ATD).
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Menunanbhass BucouyHas smwierncus (MBD), nanbonee yacrto Bcrpeuaromiascs (opma
AMWIENICUH, NTOAPA3YMEBAET SIMUIENTUYECKUN CUHIPOM, IIPU KOTOPOM CYAOPOKHAsI aKTUBHOCTD
BO3HUKAET W3 BHCOYHOM JOJM NpPU AKTUBHOM BOBJIeUEHMM runmnokammna. MiMenHo ma MBO
coKycHpOBaHa CyIIECTBEHHAS YaCTh ()yHJaMEHTAIbHBIX UCCIIEIOBAaHUI AaTOreHe3a SIUIICTICHH,
KOTOpbIE BKJIIOYAIOT B MEPBYIO OYEpeb M3yYEHHE MATOJIOIMU M MaTO(PU3NOIOTHU THIIIOKaMIIa
npu snuientoreese [33]. Bo3moxkHble MeXaHU3Mbl OTJIOKEHHOTO SIMUJIENTOTeHE3a aKTUBHO
00CYX/1al0TCSl B PaMKax HECKOJIbKUX runote3. OHa U3 HUX, MOJIEb KUHUIMHTA, MIPEAIOoaraer,
YTO TOBTOPSIOMIMECS CyOKOHBYJIbCHBHBIE CTHMYJIbI, TPUBOJALINE K  TOCIEIYIOUINM
anekTpudeckuM paspsinam (afterdischarges), MOTyT B KOHIIE KOHIIOB NMPUBOJHUTH K Pa3BUTHIO
CIOHTAHHBIX Cynopor (snwiencuu). Jlpyras Monenb paccMaTpuBaeT NaTO(PU3UOJIOTHIO H
W3MEHEHHUs CeTell TUIIOKaMIla IIPU SIWIENTOreHe3e. DTa MOJEIb HEIOCPEACTBEHHO CBS3aHA C
SMUJIETICUEN BUCOYHOM JI0JTU, HO MOXKET OBITh IOJIE3HA U JJIS1 TIOHUMAHUS Pa3BUTHSA IPYTUX TUIIOB
snunencud. Crieayer y4uThIBaTh, YTO THUIIIIOKAMII, @ MMEHHO €ro 3yOuaTas U3BUJIMHA, SBISETCS
eme M HEWPOreHHOM HHIIeH, B KOTOpoH o0Opa3oBaHHME HOBBIX HEHpPOHOB (HeiporeHes)
IPOIOJDKAETCS B TE€UCHUE BCEH *KM3HU. 3yOuaTasi M3BUIMHA BHITOIHAET (PYHKIIMIO IPUBPATHUKA
(unbTpa); B HOpME TOpPMO3HAs MHHEPBALMS TPAHYISAPHBIX KJIETOK JOMUHHUPYET HaJ
BO30Y’KJaroIIei, YTO MO3BOJIAET 3yOUaTol M3BMIIMHE KOHTPOJIMPOBATH BO30YXKIEHUE, TIPU 3TOM
uHHepBauus TopMo3HbIX ["AMKepruueckux HHTEpHEHPOHOB TIpaHYISPHBIMU KIETKAMHM IIO

MEXaHU3MY OTPUIATENILHOI 00paTHOM CBSI3U KOHTPOJIUPYET BO30YAMMOCTh THIIIIOKAMIIA.

VYcTaHOBNIEHO, YTO MpPH SIMUJIENTOreHE3€ CYIIECTBEHHO YCUJIEHO 00pa3oBaHUE HOBBIX
HEHPOHOB B 3y04aTOi M3BWIMHE THIOKamma. Ha Mojensix samuiencun y rpei3yHoB U ipu MBD
y 4eloBeKa MOKa3aHO, YTO MMEHHO BHOBb OOpa30BaHHbIE TpaHYJSpHbIE KJIETKH THIIOKamIa
YY4aCTBYIOT KaK MHMHUMYM B TpeX aHATOMHYECKMX HW3MEHEHUSX, MPOUCXOIAIIUX B
SMUJIENTUYECKOM MO3r€e: COPYTUHIE€ MITUCTBIX BOJIOKOH, SKTOIMMMYECKOW MUTPALIUU TPAHYJISPHBIX
KJIETOK M CHOPYTHHTE Oa3aJbHBIX JACHAPUTOB TPAHYISPHBIX KIETOK B xwuiyce [34-37].
OnunentTu@opmMHasi aKTUBHOCTh BO3HHMKAET, KOI/la 3yOuarasi M3BHJIMHA HE MOYKET BBIINOJIHUTH
cBol0 GyHKIMIO (uibTpa BO30YXKAeHUsA. IlpuwumHON 3TOrOo MOXKeT OBITH (GopMHUpOBaHUE
abeppaHTHBIX HEPBHBIX CETEH 3a CUeT BhI3BAaHHOW HApYIIEHHBIM HEHPOreHEe30M peopraHu3aluu
CBs3eM MEXIy TpaHyIspHbIMH KieTkamu. I[lpenmonaraercsi, 4ro uMEHHO (GOpMUpPOBaHUE
PEKYPPEHTHBIX BO30YXKIAIOIIMX CBsI3€il B Mpolecce SMHJIEHNTOreHe3a HapyllaeT (yHKIIHIO
3yOuaToit u3BWIMHEL [Ipr 3TOM aHOMaJIbHAst MHTErpalys HOBOPOXKIACHHBIX TPAHYISPHBIX KIETOK
B TMIINOKaMIaJbHbIE CETH IMPOUCXOIUT 3a CYET IMPOPACTaHMsI AKCOHOB MIIMCTBIX BOJIOKOH,
npopacTaHus 0a3albHBIX JACHAPUTOB B XHIYC, TJI€ OHU 00pa3yloT CHHANTHUYECKHE KOHTAKTHI C
MIIKCTBIMU BOJIOKHAMH, MUTPALIMU TPAHYSPHBIX KJIETOK B XHIYC C HapyIIeHHEeM MOp(OIOTHH
TPaHYJSIPHOTO CIIO. DTH U3MEHEHMS HapyIIaloT (YHKIMOHUPOBAHUE THITIIOKAMIIA, CIOCOOCTBYS
CyILIECTBOBAHUIO IIPO-3IMUJICNTOTEHHBIX HEPBHBIX ceTedl. HelipoaereHepanus U CHUKEHHE
HeliporeHe3a THUIINOKAMIla SBISIOTCS OJHUM U3 OOLIMX IaTOTCHETUYECKUX MEXaHU3MOB,
JeKaluX B OCHOBE anuiienToreHe3a. Kak u npu psae Ipyrux HEBPOJIOTHUUECKUX M TICUXUYECKUX
3a00J7IeBaHUN, 3T COOBITUS TECHO CBS3aHBI C TU3PETYISIIUEN HEeHMpOTPO(UHOB, B YaCTHOCTH,
HelipoTpodudeckoro ¢akropa mosra (¢ anria. Brain Derived Neurotrophic Factor, BDNF).
[Ipennonaraercs, 4To MpU JIMMOMUYECKOM dMUJIETITOTeHe3e ycusaeHHas skcnpeccuss BDNF BHocut
KJIIOYEBOI BKJIaJ B aOeppaHTHBIN HEHporeHe3 M CHPYTHHI MIIKCTBIX BOJIOKOH THUIIIOKaMIia,

CHOCOOCTBYST TEM CaMbIM JUIMTENIHOW MMOTEHIMAUU BO30YKIAroIIeld CHHANTHYECKOU
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Tpancmuccuu [38,39]. BaxxHo oTMeTuTh, 4yTO Ha A0iat0 MBD nmpuxoauTcst cyiecTBeHHas: 4acThb
NAIMEeHTOB C (hapMaKOPE3UCTEHTHOW SMUIICTICHEH, TPH 3TOM (apMaKOpPE3UCTEHTHOCTh SIBISETCS
NPOSIBIICHUEM KakK OOIIed TsDKEeCTH 3a00JieBaHMs, TaK M PE3yJbTaTOM TIIyOOKOro aucOamaHca
MEXJY MHOTOKOMIIOHEHTHOM JIWICNTUYECKOM M  IPOTUBODIMIIECHTUYECKON CUCTEMaMU
TOJOBHOTO MO3ra. BO3MOXHO, B OCHOBE (hapMaKOPE3HUCTEHTHOCTH JIeKaT BPOKICHHBIC WIH
npruoOpeTeHHbIe W3MEHEHHUS AaKTUBHOCTU OENKOB-TPAHCIIOPTEPOB TeMaTORHIIE(ATHUECKOTO
Oapbepa W/WIM YYBCTBUTEIBHOCTH MOJEKYJISPHBIX MHIICHEH TMPOTUBOSIMMICITHUECKUX
JIEKapCTBEHHBIX CPEJICTB.

Hapsiny ¢ obmuMu MexaHu3mMamu naroresesa, Apyrue GopMbl SMUIETICUM MOTYT UMETh
CBOM creuupuyeckue MeXaHHW3Mbl WIM CHeNU(pUUYEeCKHe MaTTepHbl HX COYETaHUd U
MOCNIE0BATEIbHOCTH, B YAaCTHOCTH, B 3aBUCUMOCTH OT TMPHUPOABI OCHOBHOTO (hakTopa,
BBI3BIBAIOIIETO AMuiencuo. Hampumep, y MalueHToOB ¢ OMyXOJIsMH MO3ra 3a CUET CHUKEHUS
nepdy3un B 00JIaCTU OMYXOJU U yCUJICHHsS] MeTaboir3Ma BO3HHMKAET TMIIOKCHS, BBI3bIBAOIAS
anua03 M HapyUIeHHs OKUCIMTEIBbHOTO HHEPreTHUYECKOro MeTaboju3Ma, 4YTO MPUBOAMUT K
HaOyXaHUIO KJIETOK TJIMHW W TOBPESXKICHHUIO OKpYyXaromeld TkaHW. Bo3Hukaromuii aucoOamaHc
MEXIy BO30YXJCHHEM U TOPMOXXEHHEM IMPHUBOJUT K CYJOPOKHONH aKTUBHOCTH 3a CUET
MOBBIIICHHOT'O BHEKJIETOYHOTO YPOBHS IIyTamaTa 10 HeHpOTOKCHUeCcKuX 3HaueHui. [Ipu rmmome
SMUJIENITUYECKasi aKTUBHOCTh BO3HUKAET BHE OMYXOJIU B pailoHEe OKOJIOOMYX0JIEBOM IPaHMUIIbI, TIE
MOBBIIIEH YPOBEHb riyramara. AKTUBHOCTh perentopoB '”AMK noHmkeHa, 4To TakXke BHOCHT
BKJIaJ] B pa3BUTHE N30BITOYHOTO BO30Yx)aeHus [40].

JlpyruM TpUMEpOM MOKET CIYKUTh MaTOreHe3 IOCTTPAaBMAaTHUYECKOW OSIUIIEIICHUH,
pa3BUBIIEHCS B pe3yabTaTe yepenHo-mMo3roBoi TpaBMbl (UMT). MexaHu3Mbl SMTHIIETITOTeHE3a B
pesynbrare UMT cBoasTCS K BOMPOCY O MPUYMHAX Pa3BUTHUS CKIOHHOCTU K MOBTOPSIOLIMMCS
HECTIPOBOIIMPOBAHHBIM CYAOPOXHBIM TMPUCTYNIaM IMPU OTCYTCTBUU SBHBIX MATOJOTHYECKHX
npoBonupytonmx ¢Gakropo B mo3aHem nepuoae UMT. Ilepsuunsie noBpexaenust npu YMT
BKJTFOYAIOT B CeOsI OCTPYIO KJIETOUHYIO THOEIb, HapyIIEHUE TeMaTo-3HIe(daTndecKoro oapbepa;
OHM MPHUBOJAT K JACTONAPU3ALMN HEHPOHOB, BHIOpOCY BO30YXKIAIOIIUX HEHPOMEIUATOPOB U
HOBBILIEHHIO SKCTPAKIETOYHON KOHIeHTpanuy K', a B KOHEYHOM MTOre K THIIEPCHHXPOHU3ALNH
HEHUPOHOB, YTO MPOSBIIAETCS OCTPHIMH CYTOPOKHBIMU MPUCTYNAMH Y KUBOTHBIX U, BEPOATHO, Y
yenoBeka [41]. K kneTtounoit rubenu NPUBOAUT OCTPBIM YpEe3MEpPHBIA BHIOPOC TiyTamara H
acniaprara, BeI3pIBaroIuii aktuBanuio NMDA-penentopos, Bxox Na™ u Ca*™ B kieTky, BeIOpOCY
K', amonto3 W HEKpO3 HEHPOHOB B pe3ylabTaTe dKCaWTOTOKcHuHOCTH [42]. Bropuunoe
noBpexaeHne B pesyinbrare UMT cBsizaHO ¢ akTHUBaIuend MPOLECCOB OTIOKEHHON KIETOYHOM
rubenu, HeMpoOBOCHAJICHUs, TIHO- U aHTMoreHe3a. MHoOrue M3 3THX IMPOLIECCOB BOBJICYECHBI B
SMUJIETITOTeHE3! rubesnb HEHPOHOB, TJIHO03, HelipoBoCHalieHue, HapylIeHHe
remMaTodHIepaTnIecKoro Oapbepa, HapyIIeHHEe BO30yIMMOCTH HEWPOHOB, HapPYIICHHBIC
AQHTMOT€HE3 M HeWporeHe3, M3MEHEHHWE CHHANTUYECKOW IIACTUYHOCTH, IEepecTpoiKa
HEHPOHAIBHBIX CETeH, M3MEHEHHUs YKCIPECCUU TeHOB M dNUreHeTndeckue moaudukammm [43].
[Tomumo hopMUpOBaHHS IPSMOTO OYara MoBpexacHus B kope, YMT npuBoauT K AUCTAHTHOU U
BTOPUYHOW THOEIM HEHPOHOB M aKTHBAIMM TJUMU B TuUnmokamme [44], B mepByr odepenb
I'AMKepruuecknx BCTaBOYHBIX HelpoHoB xwiyca [45]. HeitpoBocnanenue mnocne UYMT
INPUCYTCTBYET KaK B OCTpPOM Iiepuoje, oOyclOBiIMBas OTEK U HEHpOJereHepanuio, Tak U B
XpoHHueckoM mnepuonae [46]. Kierounsii cyOcTpar HEWpPOBOCHAICHHS B OCTPOM TEPHOJIEC B
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OCHOBHOM TMpPEJCTABICH MUKPOIJIHMEH, B XPOHHYECKOM OOJBIIYIO POJb HUTPAIOT ACTPOLUTEHIL.
CuHTe3upyeMble UMMYHHBIMU KJIETKaMU LUTOKMHBI MOIUGUIMPYIOT (YHKLUHUIO TIyTamar- U
I'’AMKepruueckux penenTopoB, MHTHOMPYIOT 3axBaT TIJyTamara acTpOIMTaMH, HapyIIaloT
(YHKLMIO MOTEHIHAN-3aBUCUMBIX MOHHBIX KaHAJIOB, BEAYT K IOBBIIICHHUIO 3KCTPAKIETOYHOU
xoHuenTpanuu K', u Bcé 310 popMUpYET OCHOBY Ui HEUPOHHOM TUNepcUHXponu3anuu [32].
JlanpHelinee MporpeccUpyrole U3MEHEHHs] B TUIIIOKAMIIE TECHO CBSI3aHbl C W3MEHEHUSIMHU
HEHpOMIACTUYHOCTH: HAONIOJACTCS CHPYTHHI MIIKUCTBIX BOJIOKOH B 3yOuaTOW W3BHIIMHE
THIIOKamMIa (OpPMUPYIOTCS HOBBIE BO30YKIArOIIME CHHAINCHI HAa TPAaHYJSAPHBIX KIETKax, 4TO
CHocoOCTBYeT OoJbIIei AUBEPreHIIMU BO30YXKICHHS B THIMIOKAMIIE, a TaKKe CaMOAKTHUBAIHH
rpaHyJIIpHBIX KIeTok [37,47]. B pe3ynbrare IIMTENBHO MNPOTEKAIOIIMX CTPYKTYPHBIX H
MeTabONMYECKUX W3MEHEHUH B THUMNOKamie B oTAanéHHoMm mepuone UMT wHabmomarorcs
IPOTPECCUPYIOIINE 10 YACTOTE U BHIPAKEHHOCTH SMMICITHYECKUE TPUCTYIIBI Ha (JOHE CHIKEHUH
nmopora Bo30yauMocTy HelpoHoB [48—50].

B 3akmroueHunm cnegyer OTMETHTh, YTO CYAOPOXKHAs AKTUBHOCTh, IO-BHIMMOMY,
IpeCTaBiIsieT co00il aTTpaKTOPHOE COCTOSHUE MO3ra, NMPU KOTOPOM HEOOJbIINE HapyLICHHS
HOpPMAaJIbHBIX HEPBHBIX CETeW WM (PU3UOJOTUYECKOTO COCTOSIHHSI OpraHM3Ma, BO3HUKAIOIIUE B
Pa3IMYHBIX CUTYALMIX, MOTYT B PE3YJIbTATE NHIYLIUPOBATH OJHOTUITHBIE U3MEHEHUS, CBA3aHHBIC
C TUINEPBO30YXJACHUEM HEHPOHHBIX Ieneil. MI3BecTHbIe MPUUMHBI SMUICTICUH, HACIEICTBEHHBIE
(reHEeTHYECKHE) WM HE 3aBUCHUMbIE OT T€HETHKH, MOTYT BbI3bIBaTh M3MEHEHHS, HAuWMHas C
Mou(UKAIIMY MOJIEKYIJIBI OHOTO THMA (Hamp. MOHHOTO KaHaja) 0 peopraHu3aiii OOIIMPHBIX
obmnacTeil Mo3ra. DNUIIENTOreHE3, aCCOLMMPOBAHHBIN € TUIIIIOKAMIIOM, HEMIOCPEACTBEHHO CBSA3aH
C HapyuleHUsIMH HeWporeHe3a B CyOrpanynspHoil HelporeHHoil Humie. Jlpyrue ¢opmbl
SMUJIETITOT€HE3a MOTYT UMETh CBOU crienupruyeckue 0COOEHHOCTH MOJIEKYJISIPHBIX, KJICTOYHBIX U
CEeTEBBbIX MEXaHU3MOB. [Ipy 7TOM MeXaHU3MBbI Pa3BUTHS MUIENTUIECKUX IPUCTYIIOB MOTYT OBITh

YHUBCPCAJIBHBIMU BHC 3aBUCUMOCTH OT ITAaTOJIOTHUH, KOTOpaA CTajla UX HGpBOHpH‘-IHHOﬁ.

1.3 DnuaeMuoJIorusi 3a00J1eBaHNSA WJIH COCTOSAHHNSA (rpynnbl 3a00JeBaHMIi WU

COCTOSIHMH).

1.3.1. nuaeMu0JI0rust SNMUJIECICHH.

Bboniee 50 MumInoHOB YeI0BEK BO BCeM MUpE cTpadarot snwiencuei [S1]. Ha snunencuro

npuxXoanuTcs 13 MIWIJIMOHOB JIET )KU3HU, CKOPPEKTUPOBAaHHBIX HA HHBATUAHOCTS [52].

CormacHo ompeneneHuio MexayHapoaHoH mpoTtuBodnmientrudeckor Jlurum (MIIDJI),
HaJIMYMe aKTUBHOW SIWJIENICUM Yy MalMeHTa MOApPa3yMeBaeT NMPUEM MPOTHUBOAMHICITHYECKIX
npenapatos (II211) mubo nHanuyue npuctynos 3a nocienuue 2-5 net [53]. CtanaapTU3NpOBaHHAS
M0 BO3pAcTy pacClpOCTPAHEHHOCTbh AKTUBHOM SNWJIENCUU B MHpe Mo AaHHbIM Ha 2016 rox
cocraBmsier 621.5 (540.1-737.0) nma 100000. PacmpocTpaHEHHOCTh AaKTUBHOW SITHJICTICUU
YBEJTUYMBAETCS C BO3PACTOM, IOCTUTast MakcuMyMa K 5-9 romam (374.8 [280.1-490.0]) u y moaeit
crapuie 80 mer (545.1 [444.2-652.0]) [52]. 3aboneBaeMOCTh SMUIICTICHEH B pPa3HBIX CTpaHax

cocramsieT B cpearem 67.77 na 100000 wenosexk B rof (95% CI 56.69—-81.03) [54].

37



ITo naHHBIM €AMHCTBEHHOT'O POCCUICKOT0 MacIITa0HOTO KIMHUKO-3IHIEMHOJIOIMYECKOTO
uccienoanus 517624 yenosek 14 net u crapuie B 14 pernonax P® (0.34% Bcero Hacenenus PO)
CTaHJApTU3MPOBAHHOE 10 BO3PACTY 3HaYeHHE pacnpoctpaneHHocTH (European Standard Million)
coctaBmio 3.40 coyuyas Ha 1000. PacnpocTtpaneHHOCTh snuiienicuy Obta Boimie: B Cubupu u Ha
Hansnem Boctoke mo cpaBHeHuio ¢ EBpomnelickoi yacTteio P®D, B cenbCkoil MECTHOCTH IO
CpaBHEHHMIO C KPYIHBIMH TopoaaMu. Bo3pacTHas cTpykTypa 3a00JI€eBaeMOCTH OTIMYANIacCh OT
Habmromaemoii B ctpanax EBponsl u CHIA — 3naueHus 3a0071eBaeMOCTH OBLITM HIKE B CTAPILIUX

BO3paCTHBIX rpynmnax [55].

Kaxnpiii rog peructpupyercs 125000 cmepreit 6onpubix smuencueit [Collaborators
GBDE. Global, regional, and national burden of epilepsy, 1990-2016: a systematic analysis for
the Global Burden of Disease Study 2016. Lancet Neurolog 2019;18(4):357-75].
CraHgapTH3UpOBAaHHBIE ITOKA3aTENN CMEPTHOCTH NAllMEHTOB C SIMICTICHEH B CTpaHaX ¢ HU3KUM
U CPEeIHUM YpOBHEM JI0X0/a Oojiee 4eM B 2.5 pasa, a B CTpaHaxX ¢ BBICOKMM YpPOBHS J0X0Ja — B 2-

7 pa3 - mpeBBIIAIOT OOMIECTIOMYJIALMOHHEIE [56,57].

[IpexxneBpeMeHHas CMEPTHOCTh OOJIBHBIX dIUJICTICHEN 00yCIIOBJIEHA B TOM YHCIe Oojiee
4acTOM TpaBMaTHU3alMEel W CYUMLIHAAMHU, a TaKK€ BBICOKUM YpPOBHEM COMATHYECKOM U

NCUXHUATpUIecKoi kKomopouaHoctu [58—60].

Ocoboe MecTo cpeiy MPUYMH CMEPTH TAIUEHTOB C AIHJICTICHEH 3aHMMaeT CHUHAPOM
SUDEP (sudden unexpected death in epilepsy), wim cuHapOoM BHE3AMTHOW CMEPTH TTPH SITUJIETICUH,
TaKk KaK 4aCTOTa BCTPEYAEMOCTH J3TOTO CHHIPOMA CPEAM MOJIOJABIX JIOACH C SIUJICTCUeH, B
0COOCHHOCTH (papMaKOpPE3UCTEHTHOM, MO Pa3HBIM OIleHKaM B 24-27 pa3 BbIlle, YeM B OOmIeH

nonyssinuu [61].

1.3.2. DnUIeMH0J0T A dDMNJICITHYECKOr0 CTATYCA.

1.4. OCOOCHHOCTH KOAUPOBAHNS 3200J1€¢BAHNS HJIU COCTOTHUSA (IPynnbI 3200J1€BAHNA

HJIN  COCTOSIHMIT) 1o MeKIYHAPOAHON CTATHCTHYECKOH KJiaaccubuxkamun 00Jie3Hell U

npo0JIeM, CBS3aHHbIX CO 3I0POBLEM

CornacHo MexayHapoaHoi knaccudukanuu 6onesnei 10-ro mepecmorpa (MKB-10), x

AMWIENICUU OTHOCSTCS NpenmyniecTBeHHO koabl G40 u G41 [62]:

* G40.0. Jlokanm3zoBanHas (GokajbHasi, NaAPUUAJIbHASA) HAHMONATHYECKAS IMUJIETICUSA
U JMHUIENTHYECKHE CHHAPOMBI € CYIOPOKHBIMH NPHUNAAKAMH ¢ (POKATBHBIM HAYAJIOM.
JloOpokauecTBeHHas A€TCKas AMUJIencus ¢ mukamMu Ha D00 B HEHTpallbHO-BUCOYHON OOJIACTH.

JleTckasi auiencus ¢ mapoKCHU3MalbHON aKTUBHOCTHIO Ha DI B 3aTHUIOYHOM 001acTH;
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e G40.1. Jloxaiu3zoBaHHast (¢okajbHasi, NAPUUAJbHASA) CHMITOMATHYECKASA
IMUJIENCUS U IMIUJIENTHYECKHE CHHIPOMBI ¢ MPOCTHIMU NAPUHATBHBIMH MPUNAKAMH.

[Tpuctyner 6e3 n3MeHeHus co3Hanus. [IpocTeie mapiuanbHbIe TPUITATKH, TIEPEXOISIIIE
BO BTOPUYHO-T€HEPATU30BAaHHBIC MTPUIIAJIKH;

e G40.2. Jloxkaiu3zoBaHHas (¢okajbHasi, NAPUUAJbHASA) CHMITOMATHYECKASA
IMUIIENCHS U IMWJIENTHYECKHE CHHIPOMBI CO CJI0:KHBIMHU MaPIHAILHBIMH NPUIATKAMU.

[Ipuctynsl ¢ W3MEHEHHWEM CO3HAHMS, YacTO C SIUJICNTHYSCKUMU aBTOMATHU3MaMH.
CrnosxHble MapiyualibHble MPUNAAKH, IEPEXOASIIe BO BTOPUUHO-TeHEPaTU30BaHHbIE IPUITIAIKH;

* G40.3. I'enepanu3zoBaHHasi MAUONATHYECKAS] JMWIENCUS M IMNHUJIENTHYECKHE
cuHApoMBbIL. J[oOpokadecTBeHHAss MUOKJIOHUYECKAs SMWJICTICHS PaHHEro JETCKOrOo BO3pacTa.
Heonaransubeie cymoporu(cemeiinbie). Jlerckue aOcaHChl (IMUKHOJEICHS). ONWICTICHS C
OOJBIIMMHU CYIOPOKHBIMU Tipunaakamu (grand mal) mpu nmpoOyxaenun. FOHomeckas abcancHast
SIUJIETICHS, MHOKJIOHWYECKas Smiiencus (MMIyJIbCUBHBIM Mayblid mpumnagok(petit mal)).
Hecnemuduyeckue snunenTHUecKue MPHUITAIKA: aTOHHYECKHUEe, KIOHUYECKHE, MHOKIIO-

HUYECKUE, TOHMYECKHUE, TOHUKO-KJIOHUYECKUE;

* G40.4. [pyrme BHIbI TeHEPAJIM30BAHHON JNWICNCUUM INWIENTHYECKUX
CHHAPOMOB. ONWIENCUsS C MHOKIOHMYECKHMHU abcaHCaMU, MHUOKJIOHMYECKU-aCTaTUYECKUMU
npumagkamu. Cungpom JlenHokca—['acto. CuMnromaruyeckas paHHSS MHOKIOHHYECKAs

sunedanonarus. Cuanpom Becra;

e G40.5. Ocobble d3nuIeNTHYECKHE CHHAPOMBI.

Onunencusi napuuanbHas HenpepbiBHas (KojkeBHHMKOBa). DNWIENTUYECKUE MPUIIAJIKH,
CBSI3aHHBIE C YIOTPEOJIECHUEM aJIKOT0JIsl, IPUMEHEHHEM JIEKaPCTBEHHBIX CPEJ/ICTB,

TOPMOHAJILHBIMUA U3MEHEHUSAMH, JIMIIEHUEM CHA, BO3CHCTBHEM CTPECCOBBIX (DAKTOPOB.

[Tpu HEOOXOAUMOCTH HIICHTU(DUIIUPOBATHICKAPCTBEHHOE CPEICTBO UCIIOIB3YIOT J0-

MOJIHUTENIbHBINA KOJI BHEUTHUX NpU4uH (Kiaacc XX);

* G40.6. IIpunaaku grand mal HeyTouHeHHbIE (¢ npunaakamu petit mal niu 6e3 HUX);

* G40.7. Ilpunagku petit mal HeyTouHeHHbIe 0e3 npunaakos grand mal;

* G40.8. Ipyrue yrouHeHHble (p)OPMbI IMHJICTICUH.

Onuiencusi W SMWICNTHUECKUE CUHAPOMBI, HE OIpelesieHHble Kak (hOoKanabHbIE WIN
reHepa-

JIU30BaHHBIE;

* G40.9. Dnunencusi HEYyTOYHEHHAs;

* G41.0. Dnunentnyeckuii craryc grand mal;

* G41.1. DnuaenTudeckuii craryc petit mal;

* G41.2. Ci10:KHbIH NapUMAJIbLHBIA JNMUJIENTHYECKUN CTATYC;
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* G41.8. JIpyroii yrouHeHHbIii dINUJIeNTHYECKUH CTATYC;

* G41.9. DnunenTH4YecKnii CTaTyC HEYTOYHEHHBIN;

* G83.8. Iapaauu Tonxaa;

* F80.3. Cunapom Jlannay—Kiedduepa (mpuobperennas snunentudeckas adaszus);

* R56.0. Cyaoporu npu JIMxopajke;

* R56.8. /lpyrue u HeyTOYHEHHbIE CYyIOPOIH;

* P90. HeonaranabHble cyaoporu (MCKJIIOUYEHO: CEMEHHbBIE HEOHATATbHBIE CYIOPOTH —
G40.3).

1.5. Knaccudukanus 3a00/eBaAHUS WJIH COCTOSHHMSA (Tpynnbl 3a001¢BaHUNA MU

COCTOSIHM)

HoBas xnaccu¢pukanus smwtencuit  MIIDJI 2017r. sBisiercs MHOTOYpOBHEBOM U

MpeHa3HaueHa Jjs IPUMEHEHUs B KIIMHUYECKON MpaKTHKE (CM. puc. 2).

Tunbl npuctynos*

Gokanbhble  [eHepanuaosaHHbie  HeyTouHeHHbie STvonorus:

‘ CrpyxTypHas
leHeTveckan
Tunbl anunencuu

KombunnposanHan:
GokansHas  eHepaniaosarHas eHepani3oeatHan HeyTouHeHHan Merabonuyeckas
1 (hokanbHas

WmyHHas
‘ Heu3sectHas

AnunenTuyeckue CUHAPOMBI

WndexumonHas
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Puc. 2. Cxema knaccuduxarnuu snunencuii MIIDJI 2017 r.

Jannas knaccudukaius 0a3upyercs Ha CIeIyIOIUX MPUHIUIAX:

1. OmnpeneneHre TUIIA TPUCTYIIOB

2 OmnpeeneHre TUTIA SITHJICTICHH

3 Ornpezenenne MU TUYECKOT0 CHHIPOMA
4. OrnpezenieHre 3TUONOTUHU YTUIICTICUT

5 Onpenenenne KOMOPOWIHBIX COCTOSTHUMN
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Knaccudukanmsi coaepKUT HECKOJIBKO YPOBHEHW, 4YTO OOYCIOBIEHO OOJIBIION
BaprabeTbHOCTBIO JTIOCTYIHBIX METOJOB 00CIEeI0OBaHUs MALMEHTOB C snuiencueil B mupe. Ha
IepBOM JTarie (YpOBHE) UET OIpe/IeIeHUe TUIA IPUCTYNa: (POKANbHBIN, FreHepalIn30BaHHBIN WIH
C HEM3BECTHBIM HavdayioM (cM.puc.3). DoKagbHBIN SMIICTITUYECKHN TPUCTYTT OMPEAEIIICTC KaK
MIPUCTYTI, UCXOMAIMINNA U3 KaKOW-TMO0 00JacTH HEHPOHAIBHBIX CETEH, OTpaHUYCHHBIX OJHUM
MOJIyIIApHEM; 3Ta 30Ha MOKET OBITh OYEHB JIOKAIBHOM 1M Oosiee pacpocTpaHeHHoM. [Ipu s3Tom
BO3MOXXHO DAacIpOCTpaHEHHE Ha COCEIHHME 30HbI WM IEPEXO] Ha KOHTpajJaTepalbHOE
noiymapue. ['eHepaln30BaHHBIM JMUJIENTAYECKUA TMPUCTYI ONPENeNsIeTcss Kak MPUCTYI,

UCXOISAIIMNA M3 HEKOTOPOl 00JaCTH TOJOBHOIO MO3ra C OBICTPBIM pacHpOCTpPAaHEHUEM U

OwmylaTepalbHBIM  3aXBaTOM

OMNPCACIIACTCA KaK

HEWPOHAIBHBIX

ceTel.

OTHECTH K JPYTUM KaTeropusiM B IaHHBII MOMEHT BPEMEHHU.

HexnaccuduimpoBanHblii

Hosan H.'IIIC{‘[I[I]IIHI[L[III!I IMAITCNTHIECKHX NMPHCTYNOB,

npeacragaennas MIIDU

THne! sNHICNTHYISCKAX NpHcCTY OB

C doraibHBIM
HAMAIOM

MoTophanie:

C ABRTOMATHIMAMHE
Tormmraeckme
AToHNIeCKHE
MuormoHHUS CEHE
Enornueckne
DMHICTITHISCKHE CTIATME]
IumepkHHETHIECKHE

He soTopHbLE:
CeHcopHER
Korunrnense
SOITHOHATEHELS
BereTaTHRHEIS

C oCTAHOREOH AKTHREHOCTH
Chyersg VPOEHA COIHaNIA
Tpaucd. B CpmaT, TOHED-
TOHHYE CKHE MPHCTY IR

C reHepanmoBaHHBIM
HAAT0M

MoTopaiie :

ToHHES=KTOHEYeCKHS

Tonmecrnes

ATOHHYeCRHE

hHOKTOHHTECKHE

MMEHoKIOHITE CHH-ATOHHTECRHE

K moMHHTe CRHe
MEokToHTED-TOHHEO-KIOHTTe CKHE
FMHTENTHYECKHS CITAIMEL

He moTopaEBIe (aficadcer):
THIIHYHELS

ATHIHITHEIE
MMuokToHHIe CKHE
MHOKTOHYC BEE

C HeH3IReCTHRIM
HATAT0M

Moroputie

(¢ IBHCATE ILHLIM
HATATOM):
ToHHER-KI0HHYSCEHE
INHIeNTHYSCEHS CIIATME]

He soTopHEIE

(De3 ABHTATETLHOTD
HATALa )

C ocTaHoBEON AKTHEHOCTH
Chpersn VPoeHA COTHONIA.
CONENIHERD, RO eH s, He
NFBECTHHG,

Hexmaccmpnuspyessie

Puc. 3. Knaccudukanus snunentuaeckux npuctynoB MIIDJI 2017,

IIPUCTYII

NPUCTYH, KOTOPBIM BCIIEACTBUE HEAOCTaTKa HWH(GOPMAIMKM HEBO3MOXKHO

B noBo#i kmaccudukanmmun MIIDJI okoHuaTenpbHO OTKa3ajgach OT TEPMHHA BTOPHUYHO-
TCHCPAJIM30BAHHLIC ITPUCTYIIbI, 3aMCHUB €TO0 TCPMHUHOM «61/1J1aTepaanbIe TOHHUKO-KIIOHUYECKUEC
MMPUCTYIILD). OTO CBA3aHO C TEM, 4YTO 6I/IJIaTepa.HBHBIe TOHUKO-KJIOHUYCCKHUEC NPUCTYNBI HEC
ABIISIOTCS OTHAEIBHBIM THUIIOM OSIHJIENTHYECKHX MPUCTYIOB, a OTPAXKAIOT PACIpPOCTPaHEHHE

paspsiaa U3 JOOBIX OTIEIOB KOPbHI U ABOJIIOLUIO JI000r0 Tuma (OKaIbHBIX MpUCTYNoB. JlaHHas
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KJIacCU(UKallisg BHOBb BEpHYJach K HEOOXOJUMOCTH OLIEHKH YPOBHSI CO3HaHHUs MalMeHTa BO
BpeMs (POKAJIbHBIX MPUCTYIIOB: B CO3HAHUH, CO3HAHNE HAPYIIEHO, HE U3BECTHO.

Ha BTopoM sTame (ypoBHE) ClIE€QyeT ONPEAEIUTHCA C TUIIOM SIIICHCHH: (OKaIbHAs,
reHepaln30BaHHas MU codeTaHHas (oKaidbHash M TeHepalu30BaHHAs, WM HEHW3BECTHAs
(unknown). JIyis reHepaIn30BaHHON SMIJICTICHH XapaKTEPHO HATMYNE TeHEePATM30BaHHON CIIalK-
BOJIHOBOM akTWBHOCTM Ha OOI, crmekTp MpUCTYNOB, BKIOYas aOCaHCHI, MHUOKIOHHYECKHE,
ATOHUYECKUE, TOHNYECKUE U TOHUKO-KJIOHUYECKUE MPUCTYNBI. JlMarHo3 cTaBUTCS Ha OCHOBAaHUU
KJINHAYECKUX MPOSBICHUM U TUIMHYHBIX MEXIPUCTYIHBIX pa3psaaoB. PoKanbHbIE SMUIECTICUN —
3TO SMUJIETICUH C OJTHUM HJIM HECKOJIBKUMU (POKycamH, a TaK)Ke SMUIICTICUHY C BOBJIEYEHUEM OTHOM
remMucepbl TOJIOBHOTO Mo3ra. J{JIsi HUX XapaKTepeH LeJbli CIEeKTp KIMHUYECKUX TPOSIBICHUH 1
dokanpable Smmwientudopmubie  paspsabl Ha OO,  CoueranHble (KOMOMHHPOBAaHHBIC)
reHepaln30BaHHblE U (OKAJbHbIE OAMNWJIENCUU — OHOUJIencuu ¢ (OKadbHBIMU U
T€HEPAIIN30BAaHHBIMU TUIIAMHU MPHUCTYINOB, NMpPU 3TOM Ha OOl MOryT pEerucTpupoBaThCS Kak
¢dokanbHbIE, TaK M T€HEPATU30BaHHbIE pa3psabl. KiaccnyeckuM NpuUMEpOM TaKOW AMMIIETICUU
sBigercs cuaapoM [Ipase. Tum anunencuu, AMarocTUPOBAHHBIN HA BTOPOM 3Talle, MOXKET CTaTh
OKOHYATEJIbHBIM JIMATHO30M, €CJIU KIMHUIIUCT HE UMEET BO3MOKHOCTH MEPEUTH K CIEAYIOIIEMY
YPOBHIO — BBISIBJICHUIO SMUJIEITUYECKOT0 CUHApOMa (KaK MPaBUjIo, B TOM CUTYaI[MH, KOT/1a Bpay
HE MMeeT HEeO0OXOAMMBIX METOJ0B 00CIeI0BaHus ManueHTa). B kauecTBe mpuMepa MpUBOIUTCS
JIOBOJILHO PACIpPOCTPAHEHHAs! CUTYaIlMsl BHUCOYHO-I0JIEBOM »mujerncuu 0e3 H3MEHEHHH Ha
MexnpucTyrmHor D3I, JlocTaTOYHBIM B TaKOM CUTYaIllUd MOXKET CUATATHCS TUAarHO3 «poKanpHas
SMUJIENICUS HEU3BECTHON ATHOJIOTUWY. [[pyruM nprMepom CIyKUT HaJU4IUe TeHEPaTu30BAHHOTO
TOHHUKO-KJIOHMYECKOTO TPHCTyNa y peOeHKa 5 JeT ¢ TeHepaJM30BaHHOW CIaiiK-BOJIHOBOM
aKTUBHOCTBI0O Ha OOl (IpaBOMOYEH [MAarHo3 «reHEepaju30oBaHHas »snwiencus»). Wnnm
KJIIMHUYECKasi CUTyalus, korjaa y 20-eTHel JeByIKH ¢ (OKaIbHBIMU IPUCTYIIAMH C HApYIIEHHEM
CO3HaHMs M ¢ abcaHCaMU, a TaKXke ¢ (POKAITBHOM M TeHEPATM30BaHHOW aKTUBHOCTHIO Ha DOl n
HopMmanbHOH MPT romoBHOro Mmo3ra BO3MOXKEH JHAarHo3 «co4yeTaHHas (¢okajabHas H
reHepann3oBaHHas snuencusy. HeknaccudummpoBanHas smmiencus (unknown) — snumencus,
MIPU KOTOPOW HEBO3MOXKHO OIPEACIIUTD, GOKambHasI OHA WM TeHEpan30BaHHas, a JanHbie D00
HEJOCTYIHBI WK Majo uHpopMaTuBHBIL. TpeTuil atan (ypoBeHb) 3aKII0YAETCS B YCTAHOBICHUU
SMUIENTUYECKOT0 CHHIpOMA. DMUICNTUYSCKUNA CHHIPOM IPEACTaBISAET COOONH COBOKYIHOCTB
XapaKTEePUCTHUK, BKIIIOYAsl TUI MPUCTYMa, AaHHble DO 1 HelipoBU3yaau3alKu, OH 4aCTO UMEET
BO3pacT3aBUCUMBIN XapakTep, MpoBoLupyonue GakTopbl, XpOHO3aBUCUMOCTb U B PsJe CIyyacB
omnpezeNeHHblid  mporHo3.  MokeT  OoTMeuaThCsi — XapakTepHas  KOMOPOMAHOCTD  —
WHTEJUICKTyaJIbHbIE W TICUXHaTpuueckue HapymieHus. CHHIPOM TakXe MOXET HUMETh

ACCOLMUPOBAHHBIC 3TUOJIOTMYCCKHUEC, TPOTHOCTUYCCKUC U TCPAINCBTHUYCCKUC TTOCICACTBUA. On
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4acTO HE COOTBETCTBYET 3TUOJIOTUH SMHUIIEIICUU, HO ONPENeNsIeT TAKTUKY JIeUSHHs U HaOJII0JCHUS
3a nagueHToM. CyliecTByeT JOCTaTOYHO MHOIO XOpPOLIO ONMCAHHBIX SHWJIENTUYECKUX
CHHJIPOMOB (fieTcKasi abcaHcHast anuiiericusi, cuaapoM Becra, cunapom [lpase u zp.), Ho MITDJI
HUKOIJa HE IblITalach MX KiaccuduuupoBaTb. HecMmoTps Ha oTCyTcTBHE KiIacCU(UKALMU
CHUHJIPOMOB, CPEIU TEHEPalIM30BAaHHBIX SIMWIEHCHH BblAEISAETCS OOLIENpPU3HAHHAS W 4YacTo
BCTpeUarouiascss NOArpynna — HWIAUONATUYECKUE Te€Hepaln30BaHHble snuiencud. K Hum
OTHOCATCSL JIeTCKasi a0caHCHasi, IOBEHWJIbHas aOcaHCHas, IOBEHUJIbHAs MHOKIOHUYECKas
SNWIETICHA W JSIWIENCHA € W30JMPOBAaHHBIMH TI'€HEPAIM30BAaHHBIMA TOHHMKO-KIIOHMYECKUMH
npUCTynmaMu. ['pedeckuid TepMuUH «idios» TEPEBOMUTCS KaK «Cam», «CBOW», (JIMYHBIN» W
NOJpa3yMeBaeT HEKYIO TeHETHUECKYIO ATHOJIOTHIO. B pamMkax HOBOI kiaccuukanuu 3Ty rpymnmy
MOXHO OBUIO ObI Ha3BaTh «IEHETHMYECKHMMM TI'€HEPATM30BAaHHBIMH SIIICHICHSIMU», HO Bpauu
BBICKA3aJIM IT0KEJIAHNE COXPAHUTD NPUBBIYHYIO0 TEPMUHOJIOTHIO, TO3TOMY PEIIEHO UCIIOJIb30BATh
o0a Ha3BaHMs NOArpynmbl. J[pyras BblnenseMas Ipynna CHHIPOMOB — BO3pacT3aBHCHMBIE
(Oomnee TOUHBIN MEPEBOA «caMoOrpaHUUeHHBIe» OT aHri. self-limited) ¢oxanpubie snmnencun. K
HUM OTHOCSITCS JOOpPOKAueCTBEHHAs! SIUJICTICUS JIETCTBA C IEHTPOTEMIIOPATbHBIMH CHAlKaMu
(CMHOHMMBI — BO3pacT3aBUCHMas SHWIENCHS C LEHTPOTEMIOPAIbHBIMU  CHAlKamH,
postanauueckas smuiencus), cuaapom [lanaitoromynoca, cuaapom ['acto, a Takxke OTAETbHBIE
J0OHO-/10JIeBbIE, BUCOUHO-I0JIEBIEC, 1 TEMEHHO-JI0JIEBBIE SIIIICIICHH C HA4aJIOM B IIOJAPOCTKOBOM
U JIaXe BO B3pOCIOM Bo3pacTe. YeTBepThld 3Tam (YpOBEHb) 3aKIIOUACTCS B YCTAHOBICHHH
stvonorun snuiencud. CorigacHO HOBOW KiaccU(UKAlMU, BCE DSMNWIENICHUU JENATCA Ha
CTPYKTYpHBIE, T€HEeTUYEeCKHE, NH(PEKIIMOHHbIE, META00IMYECKIE, IMMYHHBIE U C HEM3BECTHOU
stuosiorueil. CTPyKTypHBIE SHWIENICUH — SIWICHCHH, TP KOTOPBIX CTPYKTYPHBIH Hedexr,
BEpPOATHO, ABISAETCA MNPUYMHON dsnuiencud. Kak mnpumep NpUBOIAATCS — SNUIIETICHH,
pa3BUBAIOLIMECS 1OCIIE TPaBMbl, UHCYNbTA, HH(EKLIUHU, HA (JOHE MOPOKA Pa3BUTHUS T'OJOBHOTO
Mo3ra. OcoOeHHO 3Ha4yMMBbl SMHWJIENCHH, BBI3BAHHBIE CKJIEPO30M THIIOKAMIIA, raMapTOMOH
rUIoTanamyca u aTpodueii, cBoiicTBeHHo cunapomy Pacmyccena, Tak Kak nmpu HuX 3(hpekTuBHO
HENpOXUPYpPruuecKoe BMeIaTeNnbecTBO. [loguepkuBaercs, 4TO CTPYKTYpPHBIE SIWJIETICUU MOTYT
OBITh KaK N€HETUYECKUMH, TaK U NMPUOOPETEHHBIMU. Tak, MOPOK pa3BUTHsI FOJOBHOIO Mo3ra B
BHJIC TIOJIMMUKPOTUPUN MOXET ObITh BhI3BaH W MmyTanuei B reHe CPR56, u BHyTpuyTpoOHOI
[IUTOMETATOBUPYCHON uHGeknue. B Toil curyanuu, Korza SHHJICHCHS OJHOBPEMEHHO H
TeHEeTUYEeCKas, U CTPYKTYpHas (HampuMep, SIHICHICHS IpU TyOepo3HOM CKiiepo3e) o0a TepMUHa
(«reHeTHUECKas» M «CTPYKTypHas») MMEIOT IpaBO Ha CyIIeCTBOBaHME. ['eHeTmueckue
snwiencuy. KoHLenmus reHeTHYecKUX OSMWIIENCUI 3aKiIodaeTcs B TOM, 4TO 3a0osieBaHUE
BBI3bIBACTCA OIpElIEIeHHONM MyTtanued. He Bcerma 3To MOXKHO NOATBEPAWTH JaHHBIMU

TCHCTUYCCKOI'O O6CJIG,Z[OBaHI/I$I; HHOT'la YTBCPKACHUC OCHOBAHO Ha CEeMEMHOM aHaMHe3e
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(HampuMep, UMeETCsl ayTOCOMHO-TOMUHAHTHBIN THUI HACIEeJ0BaHUs). BONBIIMHCTBO MU3BECTHBIX
MyTalWi, BBI3BIBAIOIIMX OJMMJIEICHIO, JEMOHCTPUPYIOT KJIMHUYECKYIO I'€TEpOTrE€HHOCTb,
OOJIBIIMHCTBO TC€HETUYECKUX SMHICHTUYECKUX CHHAPOMOB — TE€HETUYECKYIO0 TeTepOTr€HHOCTD.
Ecin uMeeT MecTO CIIOKHBIN TUI HACJIEIOBaHMs, KOTOPBIN ITOAPAa3yMEBAET MyTALlMA BO MHOTHX
reHax B COYETAaHUU C BIMSHUEM (PaKTOPOB BHEIIHEH Cpeibl WiIM 0€3 TaKOBOI'0, MOXKHO T'OBOPHUTH
0 T€HETHYECKOH MPeIpacIioNoKeHHOCTH ((PaKTOp, HEAOCTATOUHBIN JUIs pa3BUTHS nuiencun). U3
(akTOpPOB BHELIHEH Cpeibl YIMOMHUHAIOTCS HEAOChIIaHue, crpecc W uHpeknun. KoHcraranums
FEeHETUYECKOM STHOJOIMM SIWIENCHMM HE O3Ha4yaeT HaclenoBaHus 3a0osieBaHus. MHorue
MyTalli{, BBI3BIBAIOIINE PAa3BUTHE KAK TKENBIX, TAK M HE TSDKEIBIX SIHIIECIICUM, SBISAIOTCS
MyTanusiMu de novo, U, CIe0BaTEeNbHO, IPOTHO3 AAJbHEHUIIETr0 AETOPOXKACHUS B TAKMX CEMBSIX
OnaronpusTHbI. HO caM manueHT, KOTOpBI MMEeT NaHHYI0 MYTAIMIo, MOXKET IepenaTh ee 1o
HacieacTBY. H(peKInOHHbIE SMIENICUY — COCTOSIHUS, KOTOPBIE ABIISIOTCS MPSAMBIM CIIEICTBUEM
KOHKPETHOIO0 HMH(EKIMOHHOIO 3a00J€BaHUs, B MX KJIMHUYECKOH KapTHHE JOMUHHPYIOT
AMWIECNTUYECKUE MPUCTYIBI. DMWICNTUYECKUE MPUCTYIIBI B OCTPOM INEPHOJE MEHMHIUTA WIN
sHIe(danuTa He SABIAOTCA Hnwiencueid. MHPEeKnMoHHAs STHOJOTHS CcYMTaeTcs Haumbosee
pacnpoCTpaHEHHOW. B ompeneneHHBIX permoHax MHpa DIUJICICHS MOXKET BbI3BIBATHCS
HEHPOLMCTHUIIEPKO30M, TybOepkynezoM, BUY-unbeknuet, MOa0CTphIM  CKICPO3UPYIOITUM
HNaH’HIEPATUTOM, TOKCOIUIA3MO30M U JPYTUMH BHYTPHYTPOOHBIMH HH(EKIMSMHU, BKIIOYAs
BUpYC 3HMKa. DNHIIEICHUS MOXET pPa3BUBAThCS IMOCIE OKOHYAHMs WH(EKIUH, HAIpuMep mocie
IIEPEHECEHHOT0 BUPYCHOTO 3HIe(anuTa. Y CcTaHOBIEHNE NHPEKIIMOHHON 3THOJIOIMU Ba)KHO, TaK
KaK 3a 3TUM cienyeT cnenndudeckas tepanus. MetaOoandeckue 3MUIETICUU SBISIOTCA IPIMbIM
pe3yabTaTOM H3BECTHOTO WM MPEANOIaraeMoro MeTaboJIMYecKoro HapylleHHs, HpU 3TOM
SNUJICNICUSA JOMMHHMPYET B KIMHHYECKOM KapTuHe. Yacro 53TO XOpOLIO HU3BECTHBIE
METa0O0IMYECKUE HApYIIEHUs], TAKUE KaK ypeMusi, Hoppupusi, HapyleHns oOMeHa aMUHOKHUCIIOT
U IMPUJOKCUH3aBUCUMBIE Cy10pord. MeTtabonndeckas SIUIEHCHs MOXKET ObITh IPHOOPETEHHOU
u reaerndeckoil. [1pu Hell Takke BO3MOXKHA crieruduueckas tepanus. IMMyHHBIE S1THICTICHU —
IpsIMOE  IIOCJIEACTBME MMMYHHBIX HApPYIIEHWM M OCHOBHOE KIMHUYECKOE IIPOSIBICHUE
3a0osneBaHus. Takol IMarHo3 BO3MOXKEH, KOTJAa MMEIOTCS J0Ka3aTelbCTBa AYyTOMMMYHHOIO
BOCIAJICHUS B LIGHTPAJIbHON HEpBHOM cucteMe. [IprmepoM sBiseTcst 3HLEDAINUT C aHTUTETaMHU K
NMDA-peuentopam u nuMouueckuil sHnedanur. Tawke Bo3MOXkHA crienuduyeckas Tepanmus
(ummyHOKOppekuus). Crenyer OTMETHTh, YTO ayTOUMMYHHBIE MEXaHU3MBI, JISKAIIUE B OCHOBE
TaKUX SHWIENTHYECKUX CHHIPOMOB, Kak, Hampumep, cuHapoM PacmycceHa, ¢GopmHpyrOT
CTPYKTYpHYIO 3muiiencuto. B cBoro ouepelb MH(PEKIMOHHBIE areHThl HEPEAKO HHAYLHMPYIOT
ayTOMMMYHHBIE IPOLIECCHI, KOTOPbIE NPUBOAAT K MOBPEXKACHHUIO MO3ra C KIMHUYECKUMU

MMPOSBJICHUAMU B BUAC SIHUIICIICUU (TaKI/IM 06pa30M, OITMJICIICUA COYCTACT I/IH(I)GKI_[I/IOHHYIO,
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ayTOMMMYHHYIO U CTPYKTYPHYIO 3THOJIOTHIO). Takoe HaOmogaeTcss B psae MPUOOPETESHHBIX
ciyuaeB cuHiapoma JIptoka—JlaBunodpda—Maccona (Dyke—Davidoff—Massonsyndrome),
NPOSIBIIAIONIETOCS  IepeOpalbHON  reMuaTpoduel, CyaoporamMu, TeMHIIape30M, JIMIEBOU
acUMMETpuell U TPYOHOCTAMU OOYy4YeHMs, a TakKe TMpU SIWICNTUYECKOM CHHJIPOME,
uHaynupoBanHoM GebpribHOoN nHpekuel (Febrileinfectionrelatedepilepsysyndrome — FIRES)
WIA TaK Ha3blBAEMOW pa3pyLIMTEIbHON SHIe]asonaTUu JeTed MIKOJBHOIO BO3pacTa
(Devastatingepilepticencephalopathyinschool-agedchildren — DESC). Otu ¢axtsl, 6e3ycinoBHoO,
YCIIOXKHSIOT Kiaccudukaruio. [63]

Pa3pemenne snuiiencun (pasaena 1opadarbiBaeTcs)

Omnpenenenne

Pa3pemienue snunencum — 3TO JTOCTHKEHUE ONPEAEIEHHOIO BO3pacTa y NAIMEHTOB C
3aBHUCSIIMM OT BO3pacTa OSMHJIECNTHYECKHUM CHHIPOMOM JIMOO OTCYTCTBHE HMHMJIECNITUYECKUX
IpUCTYNOB B TeueHue 10 JeT y manueHToB, He MPUHUMABIINX aHTUAIMIICTITUYECKUE MTpernapaThl
HE MeHee S MOCIEAHUX JIeT.

Pa3pemenne snwiiencun CBUAETEIBCTBYET, UTO SIWIECNICUM y NALMEHTAa YK€ HET, HO
HEJb35 C YBEPEHHOCTHIO HCKIIOUUTh PELUIUB MPUCTYNOB B OyaymieM. Puck penunnsa 3aBUCUT
OT THUIIA SMUJIETICUH, BO3pPACTa, CHHAPOMA, STHOJIOTUH, JICYCHUS] U MHOTUX IPYTHX (aKTOPOB.

e Pexomenayercsi yuuTbiBaTh (OpMY SMUIIETICHH, BO3PACT MAlMEHTa, JJIUTEIbHOCTh

MEIUKAMEHTO3HON PEMUCCUU HE MEHee 5 JIeT W JUINTEIbHOCTh IOJIHOW KIMHUKO-

sHIIeanorpaduueckoit peMuccun 6e3 aHTUINIICHTHYECKON Tepanuu He MeHee S JIeT.

YpoBenb yOeauTeJbHOCTHM pekoMeHaauumid — B (ypoBeHb [10cTOBepHOCTH
JI0Ka3aTeJILCTB — 3).
KommenTapwuii: I3BecTHa HEOOMBIIAs 9acTOTA PEIUIMBOB TTOCIE 5 JieT 0€3 MPUCTYIOB, HO

HET JIaHHBIX O YacTOTE PEeIUANBOB mocie 10-1eTHero 6ecnpucTymHOro MepuoIa.

YpoBeHb yOeauTeJbHOCTH PpekoMeHaaunid — B (ypoBeHb J10CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 3).
Kommenrapwii:
10-eTHU# cpok pemuccuu ObLT BHIOpAaH B Ka4eCTBE KPUTEPUS HM3-3a MPEANOIaracMoro
OUYEHb HU3KOI'0 prucKa peuuuBoB. bonee yem 10-neTHee OTCYTCTBHE NPUCTYIIOB Y MALIUEHTOB, HE
MOJIYYaBIIMX JICYCHHS] TIOCICAHWE S5 JIeT, IO MHEHHI0 OJKCrepToB Pabouelt rpymmbl
Mexnynaponno [IpotuBosmmientuueckoid JIMTu CBUAETENBCTBYET 00 OUYEHb MaJloM DPHCKE

peuuausa. [2,64—-66]
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1.6 Knnanyeckass KapTuHAa 3200JeBaHUS WJIH COCTOSTHUS (TPpyNnbI 3200JeBaHNHA HJIHU

COCTOSIHM)

1.6.1. Kiunnuyeckasi KADTHHA OCHOBHBLIX THIIOB dNMUJIENTHYECKUX NMPUCTYHOB.

JlepuHUIMS OCHOBHBIX THUIIOB 3nujenTudeckux npuctynoB (OII) muznoxkeHna B paznene

TepmuHubl 1 onipenesienus. [1,67,68].

1.6.2. KiinHnyeckas KapTHHA CUMITOMATHYECKHX (pokaabHbIX dnuiencuii (CO®I)

[Tox «cMMIITOMATHYECKUMUY MOAPA3YMEBAIOT (POPMBI AMHIICTICUU C BEPUPUITPOBAHHOM
npUYMHON uX pa3Butusa. Cpeld OCHOBHBIX 3THOJIOTUYECKUX MPUYUH BBIIEISIIOT T€HETHYECKYIO,
CTPYKTYPHYIO, META0OJUYECKYI0, IMMYHHYI0O U MH(PEKIHMOHHYIO. B ocHOBE HEKOTOpPHIX (hopm
STMIIICTICUU UMEIOT MeCTO 2 U 0oJiee ITHONOTHYECKUX (PakTopa (TeHETUYECKUI U CTPYKTYPHBIH).
B criydae HeyTOYHEHHON MPUPOABI AMIIICTICHU KOHCTATHPYIOT HEYTOUHEHHYIO 3THOJIOTHIO 3200-
neBaHus (B cTapoit KiraccupUKaIi — KPUMITOTEHHBIC ATHIeTICHH) [63]. BOTBIITMHCTBO M3BECTHBIX
CDD pa3BHUBaAIOTCS HA OCHOBE CTPYKTYPHOM aHOMAJIMU FOJIOBHOTO MO3Ta, OIYX0JIEBOTO, TPaBMa-
TUYECKOT0, TUITOKCUYECKHU-UILIEMUYECKOT0, TEMOPPArnyecKOro Wiu HHOTO noBpexaeHus. Cpeau
C®D B 3aBHCHUMOCTH OT JIOKAJU3AlUU JMMUIECHTOTCHHOTO OYara BBIIEISIOT JTUMOMYeckue (ma-
JICOKOPTHKAIbHBIE) C 04aroM B 00JIaCTH SMOPUOT€HETUYECKU CTAPbIX CTPYKTYpP BUCOYHOU J0JH
(runmokamMnalbHbIN KOMIUIEKC, MOsCHAs U 3y0uaras U3BUJIMHBI U JIP.) U HEOKOPTUKAJILHBIE SI1H-
JISTICHH ¢ 0YaroM B OOJIACTH Pa3lIMYHBIX OTAEIIOB HOBOHM KOpHI [69]. YcTaHOBIEHUE 3THONOTHH
C®DD - HeoTheMIIEMAas YaCTh aJIEKBATHON TAKTHKHU BEJICHUS MAIIMEHTa, 0COOCHHO MPH PEIICHUN
BOIPOCA O XUPYPTUUECKOM JICUCHHH.

Ocobennocmu KIUHUYECKUX NPOs6IeHUll (POKATIbHBIX CIMPYKMYPHBIX dNUNENCULl 8 DAHHEM
0emckom go3pacme.

Cemuonorust IpUCTYNOB y JIeTed MEHsIeTCsl ¢ Bo3pacToM. 1o Bcelt BUIMMOCTHU MpoIliecce
M3MEHEHHUS CEMHOJIOTHH OTpa)kaeT MOCTENEHHOCTh CO3pEeBaHMs HEPBHOU cucTeMbl. YeM crapiie
CTaHOBUTCS peOCHOK, TeM OOoJbllle KIMHUYECKas KapTHHA SMUJIEIICHH HAllOMHUHAET TaKOBYIO Y
B3POCIIBIX MAIMEHTOB.

B 1ienom ¢okanbHbIe MPUCTYIIBI y ASTEH MEPBBIX JIET )KU3HU YaCTO COMPOBOKIAAIOTCS JIBY-
CTOPOHHUMHU KIIMHUYECKHUM IPOSIBICHUSIMU — MOTYT BBITJIAJIETh KaK JBYCTOPOHHEE TOHUYECKOE
HaNpsDKEHUE, KaK SMIISNTHYECKU cra3M WM ABYCTOPOHHHUI MUOKIOHYc. be3 BUIeOMOHUTO-
pUHTA JOCTAaTOYHO TPYTHO OMPEACITUTHCS C TOYHON MPUBS3KOW SMUIEHTHYECKOTO MPUCTYIA K
OMpEIETICHHOM J0JI€ TOJIOBHOTO MO3Ta, TO €CTh, TPYIHO OMPEAEIUTD SMUICIITOTCHHYIO 30HYy. B03-
MO’KHO, YTO MCKJIFOUEHUE COCTABIISET OMOJHUTENbHAs MOTOPHAs 30HA KOPbI; MPUCTYIIbI, HCXO-
JSIIME U3 Hee, BBITTIAIAT KaK aCHMMETPUYHOE TOHUYECKOE HAIIPSKEHUEM 110 THITY 03Bl «(exTo-

BaJIBIIHUKAY.
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Guadalupe Fernandez-Baca Vaca ¢ coat. B 2018 romy Ha OCHOBaHHUHU PETPOCTIEKTHBHOTO
aHaim3a BuaeoOl" monutopunra y 1140 manueHTOB ¢ 3MUIIENCUEN ONPEAETHIN CIEAYIOINe
BO3PACTHBIE OCOOCHHOCTH (POKATBHBIX MPHUCTYIIOB Y JIETeH B 3aBUCUMOCTH OT Bo3pacta [70]. B
Bo3pacte oT 0 10 3-X JIeT Mo 4YacToTe (POKaJIbHbIE MPUCTYIbl YCTYMAOT IeHEPaTU30BaHHbIM.
HawnGosee yacTbimM 13 (hOKATBHBIX SBIISETCS TUIIOMOTOPHBIHN (DOKAIBHBIN MIPUCTYIT (OH OTMEYAETCS
npuMepHo y 20% neteit mepBbIX TpeX JIeT )KU3HU € AMUISNITHYECKUMU MTpUCTyaMu Boooe), 50%
ATUX MPUCTYIIOB HAYMHAIOTCS B 3aTbUIOYHOM J10JI€, OHU JIaTEpaIN30BaHbl TOJIBKO B 25% Bcex cily-
yaeB. Y JeTed 3TOM BO3PaCTHOM IPYIIbI OTCYTCTBYIOT ayphbl M PEAKO OTMEUYAIOTCS aBTOMATHU3MBbI
(opoamMMeHTapHbIe aBTOMAaTH3MbI C TPYIOM OTIMYAKOTCS OT HEAMUIENITUYECKUX SBJICHUN B MEX-
IPUCTYITHOM IIEPHUOJE).

B Bo3pacre ot 3-x 110 6 et cpean GoKanbHBIX TPUCTYNOB HAYMHAIOT JOMUHHPOBATH (HO-
KaJbHbIE KIIOHUYECKHE U TOHUYECKUE TUIIbI (OHU oTMedaroTes y 21% aerel ¢ snmienTHUCEeKMMHU
MPUCTYIAMH ). DTMIICTITOTCHHYIO 30HY 10 KIIMHHYECKUM TIPOSIBICHUSAM U AaHHBIM DI ynaercs
onpenenuth B 60% Bcex cirydaeB, e OHa (OKaJIbHAsS, TO MOTOPHBIM KOMIIOHEHT OYyeT KOHTp-
JaTepajgbHBIM. B 3TOM Bo3pacTe MOSIBISAIOTCS M CTAHOBSTCS 00Jiee OTYETIMBBIMU ayphbl U aBTOMa-
TU3MBI, IPEUMYIIIECTBEHHO OPOATMMEHTapHble. | NTOMOTOPHBIE MPUCTYIIBI B 3TOM BO3pacTe He
OYEHb YaCTHI.

B Bo3pacte ot 6 10 10 51eT coXpaHsAIOTCs KOHTpIIaTepalbHbIe JMUICNTOreHHON 30He (o-
KaJIbHbIE TOHMYECKHUE U KIIOHMYECKHE NPUCTYNHI (22 % OT Bcex AeTel ATOro Bo3pacTa ¢ dIUJIeN-
TUYECKUMHU npHUcTynaMu). OTMedaeTcss HeBBICOKUI MPOLIEHT NAMEHTOB ¢ IPUCTYIaMU Hapylle-
HUSI OCO3HAHHOCTH 0€3 YETKHUX JIBUTaTEJIbHbIX KOMIIOHEHTOB. [10ABISAIOTCS MallMEHTHI ¢ BEPCHUB-
HBIMHU M THIIEPMOTOPHBIMH (DOKATBHBIMU IPUCTYTIAMH.

B Bozpacte nocne 10 neT ceMnosiorust NpUCTYIOB B LIEJIOM COOTBETCTBYET TAKOBOH Y

B3pPOCJIBIX MAHUECHTOB C SMUJICTICHCH.

1.6.2.1. CumMmnromMaTuyeckasi Bucouynas »nuiencust (CB9).

CBD — naubonee pacnpocrpanenHas (25% scex Gopm CDPD), moIMITHOIOTHYHAS, TIPE-
UMYILLIECTBEHHO cTpykTypHast CPD [71], pa3BuBaromascsd Ha OCHOBE IMIIIIOKaMIIAJILHOTO CKJIe-
po3a (Haubosee 4acTo), HOKaTbHBIX KOPTHKAIBHBIX auctuiazuil (OK /), nn3smMOpHoIIacTHIecKux
HelpoamuTenuanbHbix onyxoneit (JIHOT), Hepenko acconmupoOBaHHBIE CO CKIEPO30M THIIIO-
kamra wi OKJI [72]; komOuHUpoBanHbie hopMbl 10 38% [5]. Bonee penkue mpuuuHBI - OCTIEA-
CTBHS epuHaTasbHOro noBpexaeHust, YMT (19,5%) neiipoundexuuu (10%), numoOndeckuii HH-
nedanut [73]. Beigenstot aBe ocHOBHBIE KiMHIYecKue popmbl CBD: muMOnyueckyro 1 HEOKOPTH-

KaJIbHYIO.
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Jlumbuueckasn (mezuo-memnopanvras) sucounasn snuiencusi (MB3) - nanbonee dacras
(60% Bcex CBD) n naubounee TpynHokypabenbHas popma, yacto hapmakopesrcteHTHas. Bozpacr
nebrora — mo0oit yame g0 16 ner [5]. bonee yem y monoBuHb 60bHBIX Ae0t0TY MBD 32 He-
CKOJIBKO JIET MPEIIIECTBYIOT aTUIMHMYHbBIE PeOpubHbIe cymoporu [71] (xapakTepucTrka B pas3jerne
«DeOpubHBIE CYIOPOTH).

Knunuka MB3 [71]. Haubonee xapakTepHble TUIIBI AIUIENTUYECKUX MpUCTynoB (D11):

— OII ¢ ceHcopHbIM 1e0I0TOM 6€3 paccCTpoiicTBa CO3HAHMS (CTap. - U30JIMPOBAHHAS aypa).
Yacro ¢ BereraTuBHO—BHCLIEPAIbHBIMU a0J0OMUHATBHBIMU MPOSBICHUSIMH «C BOCXO/sI-
UM SMWJICNTHYECKUM OLIYLIEHUEM; pexe B GopMe OOOHSATENIbHBIX MM BKYCOBBIX
raJUTIOLIMHAIMMA, CHOBUIHBIX COCTOSHHM (BHE3aITHO BO3HUKAIOUIME OIIYIIECHHS «CHOB
HasiBY», IPe3, C YyBCTBOM HEPEAIBbHOCTH, OLIYIICHUS «paHee BUACHHOTO, CIBIIIAHHOTO,
MEPEKUTOT0» WM «HUKOT/Ia HE BUJECHHOTO0»); COCTOSIHUS JAeTepcoHaIn3anuu (Hapy-
IIICHUE BOCTIPUATHSI COOCTBEHHOM JTMYHOCTH ); aP(heKTUBHBIX TAPOKCU3MOB (HEMOTHBH-
POBaHHOE YYBCTBO CTpaxa, paJ0CTH, IPUIOTHATOCTH, JIETKOCTH U IKCTa3a);

— ¢oxkanpabie D11 ¢ MOTOPHBIM J1€0I0TOM ¥ TUTUYHBIMU aBTOMAaTHU3MaMHU (CTap.: ayTOMO-
TOPHBIC): M30JIMPOBAHHOE BBHIKJIIOUCHUE (WM M3MEHEHHWE) CO3HaHMs Oe3 CyAopor ¢
HAJIMYUEM OPOATMMEHTAPHBIX WIIH KECTOBBIX (Ha CTOpPOHE 04Yara) aBTOMaTU3MOB U He-
PEAKO JUCTOHMYECKOW YCTAaHOBKOW KMCTH Ha IPOTUBOIIOJIOKHOU CTOPOHE;

— ¢oxkanpable D11 ¢ 0cTaHOBKON aKTUBHOCTH. (CTap.: AUAICTITUIECKUE);

— OwarepalibHble TOHUKO-KIOHUYECKUE MPUCTYIIBI C JOKAJIbHBIM CEHCOPHBIM WM MO-
TOPHBIM HAYaJIOM.

[IponomxurensHocts I - o1 30 ¢ 710 3 MUH; YacTOTa OT €AMHUYHBIX B MECSI] 10 HECKOJIb-
KHX pa3 B CYTKH. XapaKTepHbI MHOT00Opa3ue U CI0KHOCTb KIMHUYECKHUX MposiBieHnit MBD kak
B CTPYKTYpPE CaMUX IPUIAJKOB, TAK HHTEPUKTAIBHBIX HEMAapOKCU3MAIIbHBIX PACCTPONUCTB, Cpen
KOTOPBIX TOMHUHUPYIOT HAPYIICHUS MTO3HABATENbHBIX (DyHKIHMI (0coOeHHO y neTeit), adhdexTrs-
HBIE PaCCTPOUCTBA, SMU30INUECKHE TICUXOTHYECKUE U JucPopruecKre HapymeHus [S].

Heoxopmukanvnas (namepanvHas) eucoynas dnuiencus BCTpedaeTcs pexe, 1e0lTupyer
B JIF0OOM Bo3pacrte. /[ Hee xapakTepHsl hokansHbie D11 B hopme: ciryXoBbIX (ITapOKCU3MAIBHOE
BO3HHUKHOBEHHE OLIYIICHUS [IIyMa, MY3bIKH, TOJIOCOB) WJIM 3pUTENIbHBIX (MTAPOKCU3MaIbHOE MOSB-
JICHHE CIIOXKHBIX SPKUX MAaHOPAMHBIX 3pUTEIBHBIX 00pa30B, HEPEIKO C JIEMEHTaMH BOCIIOMUHA-
HUS MIPOIIEIIINX COOBITHI) TAIUTIONUHALIAIN; IPUCTYIIOB HECUCTEMHOTO TOJIOBOKPY>KEHUS B COYe-
TaHUU C BET€TATUBHBIMH MPOSIBICHUAMHU (OJI€IHOCTh KOXKH, TUIIEPrUIPO3, TaXUKAPKs); MapoK-
CU3MaJIbHOM CEHCOpHOM ada3uu (MpH ovare B JOMUHAHTHOM MOJIYIIAPHUH); «BUCOYHBIX CHHKOII

(BBIKITFOUEHUE CO3HAHUS, OOMSKAHHE U MEIJIEHHOE TIafieHne 0e3 cynopor) [74].
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Baxxnast knmuanueckas ocooeHHocts CBD — BbICOKast 4aCTOTa IBYCTOPOHHETO TTOBPEXKIC-
HUS aMUT1aJ0-TUIIIIOKAMITAIbHOTO KOMIUIeKca [75], couetanue ckiepo3a runmnokammna, JJHIT,
OK/l y omHOTO 0OJIBHOTO, OTCYTCTBHE MHTEPUKTATBHBIX U3MEHEHHI WM IMIUPOKasi Tormorpadus
WHTEepUKTATBHBIX DI HapymeHuit (0COOCHHO y I€TEi ), BEIXOIAIIUX 3a TPEIEIbl BACOYHOTO Pe-

rUoHa [76], 4To co3aaeT onpeAeIeHHbIE JMarHOCTUYECKUE U TAKTUYECKUE TPYTHOCTH.

1.6.2.2. CumnrToMaTruueckas JooHas ynujaencus (CJ1I)

CJID — nonuatronornynas COD, 00bIYHO CTPYKTYpHast, pa3BuBatoliascs Ha ocHoBe DK/,
MOPOKOB Pa3BUTHS FOJIOBHOTO MO3Ta, MOCJIEICTBUIN MepUHATAIBHOMN 3HIIe(]anonaTuu, omyXoiu,
YMT, OHMK; pexe nnbekImonHas, tMMyHHas, METaOOJIUYECKast WM TeHETHIEeCKast (CHHIPOM:
TUIIEPMOTOPHAS SIUIIETICHS C PUCTYIIAMU, aCCOIMUPOBAHHBIME CO CHOM). JIe0I0T CTPYKTYpPHBIX
dopm CJID BO3MOKEH B JTFOOOM BO3pacTe.

Knunuka. Beigenstor 3 oCHOBHBIE KIIMHUYECKHE U JIOKanu3anuonusie popmel CJID [77]:
MOTOpHAas1, TPEMOTOPHAs U pedpOoHTAIbHAS, ONIPEACIISIONMNX 0COOeHHOCTH ceMuoTuku DI [78].
Momopnas CJI3. D11 pa3BUBaIOTCS U3 o4ara B 00JIaCTH TepeIHEel [IEHTPaTbHOW U3BUIIHHBI (MO-
TOpHAsl KOpa) MPOSIBISIOTCS] KJIOHWYECKUMU CyJOpOTaMU JIUIA, PYKH, HOTH WM T€MHKIOHUYE-
CKUMH MapoKcu3MaMu, /[>KeKCOHOBCKUM MaplieM, HHOT/a C MOCIIEAYIOIUM pa3BUTHEM Mapainya
Tonna.

IIpemomopnas CJI3. OI1 ucxonar U3 1ONOIHUTEILHON CEHCOMOTOPHOM 30HBI, IPOSBIIS-
I0TCs OMJIaTepaTbHBIMH ACUMMETPUYHBIMU TapoKcu3Mamu («imo Tumy Hudpsl 4»). Bo3zmoxHO
HAYaJIo C OIIYIICHUS %OKEHHUS C OCIeAYIoNel BOKaTu3aluel 1 TOHHYECKUM HaIpsKeHUEM PYKU
KOHTpajaTepaibHO Ooyary.

IIpepponmanvnas CJI3. D11 n3 nopconarepalbHbIX U OpOUTOPPOHTAIBHBIX OT/AEIOB J100-
HOW KOpPBI HAYMHAIOTCSI C TOHUYECKOTO MOBOPOTA IJa3, & 3aT€M TOJIOBHI B MPOTHBOIIOJIOKHYIO
odary CTOpoHY; BO3MOKHO pa3puTue DI1 ¢ Bokanm3arueli (BOIIIN, CTOHBI, COTICHHE, KaIlleNb U JIp.)
U CJIOKHBIMHU JIBUTATEIbHBIMU aKTaMHU C TUIIEPKUHETUYECKUMH MPOSBICHUSIMHU (II€aIMPOBAHUE,
OOKCHpOBaHHUE, CEKCyalTbHBIC IBUKCHHS Ta30M); WHOTJA BCTpEYaecTCs H30JMPOBAHHAS aypa C
HapYIICHHEM KOTHUTUBHBIX (DYHKIIMIA B BUJIE «HATUIBIBA HACHIIBCTBEHHBIX MBICIICI.

Bce OI1 npu CJID MoryT npoTekaTh, Kak Ipy COXPaHHOM CO3HAHUU, TaK U C BHIKITIOUEHHEM
co3HaHwusl, yacTo HaomomaeTcs Tpancopmanus B BTKIIL. O6mas xapakrepuctuka J11 mpu CJID:
KPaTKOBPEMEHHOCTh (MaKCUMyM MHHYTA), BBICOKAs YacTOTa JKECTOBBIX aBTOMATHU3MOB, MOCTY-
PATBHBIX U MOTOPHBIX (DEHOMEHOB, CEPUUHBIX CYTOPOKHBIX MIPUCTYIIOB U AMHIJICTITUYECKOTO CTa-
Tyca, HAJINYME HHTHOUTOPHIX (DEHOMEHOB (3aCThIBAHKE, 3aMUPAHKUE, BHE3AIMHOE MaJICHNE), MUHH-
MaJibHasi MOCTUKTAJIbHAsl CIIyTaHHOCTbh, CEPHITHOE LMKJIOJIENTUYECKOe TEYEHHE M IpeuMylle-

CTBEHHOE BOBHHUKHOBEHHE B HOUHOE Bpems [5].
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CJID yacto myTaroT ¢ TeHEepaTu30BaHHBIMU AMUJIETICUSIMU BCIIEACTBUE MEPCUCTUPOBAHUS
IPUCTYIIOB C T€HEPAJIM30BAHHBIM Je0I0TOM (TICEB10a0CAaHCOB, MUOKJIOHYC BEK C aOcaHcaMm),
ObICTpoOli OuarepaabHON cuHXpoHu3anuei Bo30yxaerus (331°) u MOTOpHON akTUBHOCTHU [79].
Hkranbras D3I 3aBuCUT OT XapakTepa npuctynoB. Hanbomnee 4acTo KOHCTaTUPYETCS HU3KOAM-
TUTUTYIHAsE OBICTpasi aKTUBHOCTH B OJTHOM M3 JIOOHBIX OTBeJeHUH, O poHTaIbHO WK TUhPy3HO
(Low Amplitude Fast Activity — LAFA) [80].

Hesposornueckuii cratyc 3aBucut ot 3tronioruu CJI3. BozmoxHo GpopMupoBanue KoH-
TpajlaTepajbHOTO reMUuIapes3a, aTakCHH, TYTOMOJABUKHOCTh U 3aMEIJICHHOCTh MBICTUTENIbHBIX
MIPOLIECCOB, IPU3HAKHU JTOOHOM NICUXUKH, Y IeTeH - YMCTBEHHAs! OTCTAJIOCTh, TPYIHOCTH O0OyUeHuUs

[78].

1.6.2.3. CumnToMaTrnueckas reMenuas ynuiaencus (CTI).

CTD - naubonee peakas ¢opma B rpymmne CDD, 0ObIYHO K CTPYKTYpHas, B 1/3 Bcex ciy-
yaeB — OMyxoJieBoro renesa [81], pexxe paszuBatomasicss Ha ocHoBe DKJI, mopanmedanmaeckux
KUCT, KOpTUKaIbHBIX auciiasuit, OHMK u np. Oco60 BeIIENAIOT NEpUHATAIBHOE HILIEMHUYECKOE
NOpakeHHEe Ha TpaHUIC KPOBOCHAOXKEHMsSI BETBEH CpeaHed M 3aaHeil MO3roBBIX apTepHid
(“watershed lesion”) ¢ mocneayOMMM pa3BUTHEM AIUTUPUHU B 30HE COCTMHEHUSI TEMEHHOM U 3a-
TBIIOYHOM JoJieit [82].

Knunuka. 1e6ror CTD Bo3moxkeH B 1to0oM Bo3pacte. CemuoTrka DI cBsizaHa ¢ nokanu-
3anueit oyara M pacrpocTpaHEHHEM BO30YKICHHS Ha COCEHUE PETHOHBI. BBIIENAIOT HECKOIBKO
kinandeckux Gopm CTD (mepensis, 3aaHsIs1, HYKHSIS, MapaneHTpaibHas) [78]:

Ilpu nepeonen CTO D11 xapakTepu3yercss B OCHOBHOM CEHCOPHBIMU (peHOMEeHamu (Tiape-
CTE3UsIMHU, MHOT/1a OOJISIMU MITH OHEMEHHUEM, CEHCOPHBIM JI)KEKCOHOBCKUM MapIiiieM B KOHTpJIaTe-
PATBHBIX KOHEYHOCTSIX) — «T€MHUCEHCOPHAs» WM «CEHCOMOTOpPHAs» dnuierncus. PacnpocTpane-
HUE BO30YXKICHHS Ha PSAIOM JiexKalllue PErnOHbI COMTPOBOXKIAETCS: MPUCOESTUHEHNEM 3pPUTEIbHBIX
WJUTIO3UHA (Ha 3aTBUIIOYHYIO MO0 npu 3a0ueti CTD); TOTOBOKPYKEHHUS, BET€TATUBHBIX a0I0MH-
HAJIBHBIX CUMIITOMOB, HHOT/Ia C OCTAHOBKOHM aKTUBHOCTU U aBTOMAaTU3MaMH (Ha BUCOYHYIO JIOJTIO
npu HudicHeli CT3); MOTOPHBIX KIOHUYECKHX (DEHOMEHOB (Ha MOTOPHYIO KOpY MepeaHel IeH-
TpaJIbHOM U3BWIIMHBI). Y JIeTel 4acTo HaOII01al0TCsA BHE3AMTHO BO3HUKAIOIIME TOHUYECKe Ona-
TepaJibHbIe WJIM aKCUaJIbHbIE CYIOPOTH, KOTOPbIE MOTYT MEPEXOAUTH B CEpUU (paclpocTpaHeHHE
Ha JI0OHYT0 1010) [83].

Ipu napayenmpanvrou CTO (odar B o0nactu mapaneHTpanbHoi nonbku) D11 mposBis-
IOTCSI CEHCOPHBIMU HapyIIEHUSIMH B (hOpMe TTapeCcTe3nH, HOKCHHs, 00JIel B 001aCTH TeHUTAIHH,

BHYTPCHHHUX TMOBEPXHOCTEH Oemep, omylmeHnemM oprasma, Bo3moxkHo nossienne BTKII, OI1 ¢
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HapyIICHUEM pPeul MPHU COXPAaHHOCTHU CO3HAHUS, METaMOP(OIICHU, aHO30THO3UH U ayTOTOOTHO-
31U B KOHEYHOCTSIX.

V¥ nauuentoB ¢ CTD HepeAKo BBIABISETCS FEMUTHIIECTE3HS MO MPOBOAHUKOBOMY THILY,
MHOTJa B COYETAaHUHU C JIETKOW MUPaAMUIHOW HEJOCTATOYHOCTHIO KOHTpajlaTepajabHO ovary. Bos-
MO>XHBI YMEPEHHBIC KOTHUTUBHBIE paccTpoiicTBa. DI ricciieoBaHre BBISBIISACT AMUICHTH(OPM-
HYIO aKTUBHOCTb B TEMEHHBIX, TEMEHHO- 3aThIJIOUHBIX WJIM TEMEHHO-33/IHEBUCOYHBIX OTBEACHUSX,
Hepeako — OmnarepanbHO. Bo3MoxkHO nosiBieHre (peHOMEHa BTOPUYHON OMtaTepaibHOM CHHXPO-
HU3AIMH, a TaKXKe MPOJOHKEHHOTO pernoHanbHOro 3amesieHus. [lpu mo3mgnem nebrore CTO
HE0OXOMMO, B TIEPBYIO OYEpe/b, UCKIIOYUTh 00beMHBIE 0Opa3oBaHUs. [IporHO3 3aBHCHUT OT

stroaoruu CTD, 4acTOTHI IPUCTYIIOB U BBIPA)KEHHOCTH KOTHUTUBHBIX HAPYIIEHUH.

1.6.2.4. CuMnromMaTuyeckas 3aTbli104Has ynuaencus (C39).

C33 — penkas (5% Bcex dMMIENTHYECKUX CUHIPOMOB) OOBIYHO CTPYKTYpHasi, Hauboee
yacTo pa3uBaromasics Ha ocHoBe: K/, mocnencTBuii nepuHaTaibHbIX SHIEanONaTuil (3aThl-
JIOYHAS AJTATUPHS ), OKIIUITUTATBHBIX KaIbIIM(DUKATOB 1erakuen (cuaapom ['o66m), cocymmcThIX
anomanuii (B T.4. cuaapom llltypre—Bebepa), MELAS-cunapoma, onyxoneit mu OHMK B 00-
JIACTH 3aThUIOUHBIX J0Jeil. C39D HepelIKo OTHOCUTCS K AMUJICTICUSIM CO CMEIIAaHHON 3THOJIOTHEH,
TEHETUUYECKOM U CTPYKTYpHOH. [82].

3aboneBanue ne0OTUPYET B 1I0OOM Bo3pacTe. IKTambHbIE KITUHUYECKUE CUMITTOMBI TIOT-
pa3zeNsioTCsl Ha 3pUTENbHBIE HApYLIEHUS (TMPOCThIEe U CIOXHBIE 3pUTENIbHbIE TaJTIOLNUHAINH,
3pUTENbHBIE WILTIO3UH, TAPOKCU3MAITLHBIN aMaBp03, TAPOKCU3MAILHOE CY:KEHUE TIOJIeH 3peHHUS C
MOSIBJICHHEM CKOTOM), TJIa30JBUTATEIbHBIC HAPYIICHHs (TpEeleTaHne BEK, HUCTarm, JeBUAIlUs
[JIa3HBIX SI0JIOK B KOHTpalaTepasibHyIO O4ary CTOPOHY), BEreTaTUBHBIE pacCTpOICTBa (TOJIOBHAS
00716, pBOTA, TOOJICTHEHUE JTUTIA, IBYCTOPOHHUN MHUO3) M aCCOIIMATHBHBIC ()eHOMEHBI, CBS3aHHBIC,
C pacrpocTpaHeHHEM BO30YKIIEHUs Ha TEMEHHYIO KOpY (aHO30THO3WSI, aKaIbKYJIHs, alpaKkCus,
ayTroTonoruosus). TumnuHa BeicoKas yactota DI, 0c0OeHHO (OKATBHBIX CEHCOPHBIX 3PUTENb-
HBIX IIPUCTYIOB (CTap.: U30JIUPOBAHHBIE 3PUTEIBHBIE aypPhl), HHOT 1A CIMBAIOUINXCS B «QYru» N
cTaTyc (POKaTbHBIX MPUCTYIOB BHICOKOU MPOJAODKUTEIIBHOCTH (status amavroticus) [78]. Pacmpo-
CTpaHeHue BO30YKICHH U3 3aThIJIOYHON KOPBI BIIEpe ] IPUBOIUT K PA3BUTUIO JIOOHON SMTUIIETICUU
JIOTTOJTHUTEIbHOM MOTOPHOM 30HBI [82]. B 3THX cinydasx Hayajao MpUCTyNa yKa3bIBa€T HA BOBJIE-

YEHUE 3pUTETIBbHOM KOPBI.
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Hepenko y nanimenToB ¢ C3D BBIABIAIOTCS KOCOTIa3ue, HAPYIIEHUE KOHBEPT€HIIUH, CHU-
JKEHUE 3pEHUs, BO3MOXKHBI 3pUTEIbHAS arHO3Us («KOPKOBAs CJIETIOTa»), CY>KEHHE TMOJIeH 3peHust
KOHTpajaTepajbHO OYary, KOrHUTUBHbBIC HAPYIICHUSI.

HNuorpa C33 HeobxoammocThio qudPepeHnnanuy ¢ MUTPEHbIO M UARONAaTHYeCKOn (o-
KaJIbHOW (CaMOTMMUTHUPYIOIICHCS ) 3aThUIOYHOM SMIIICTICHEH, KOTOPhIE UMEIOT CXOJICTBO KIIMHH-
YECKUX IIPOSIBICHUM.

Ha D3I o0Hapy)uBaeTCs pernoHaNbHAS TUK-BOJTHOBAsI aKTUBHOCTH B OJTHOM U3 3aThIJIOU-
HBIX OTBEJICHUH, OMOKIIMITUTAIEHO, HEPEIKO C PacIpOCTpaHEHHEM Ha TEMEHHbIE U BUCOYHBIE OT-
Benenus win quddysso. B otnuane ot DI/ mpu wanonatuueckon 3aThIJIOYHON STUIICTICHH,
snunentudopMHas akTuBHOCTH ipu C33 He ucyeszaer npu 3anucu D3I ¢ OTKPBHITHIMU TIa3aMH.
[Ipu MacCUBHOM CTPYKTYpHOM Je(eKTe BO3MOXKHO TOSIBIICHUE MPOIOJDKEHHOTO PErHOHATBLHOTO
3ameuieHusd [80]. JlaHHble HEHPOBU3yAIM3alMK 3aBUCAT OT dTHojorun C33. C3D B3pocibIX Ya-
CTO UMEET CePhE3HBIA MPOTHO3, (PapMaKOPE3UCTEHTHOCTh PA3BUBACTCS Y TPETH MAIUEHTOB [84].

Hetu ¢ ®K]/I 3aTbu104HOM 1011 KaK MPABUIIO — KaHAMIAThl HA XUPyprudeckoe jieueHue [85].

1.6.2.5 Cunapom  (3Huedanutr) KoxeBHuKkOBa—PacMycceHa M snujencus

Ko:xeBHUKOBA.

Onunencus Koowcesnuxosa (OK) - ornenvHas ¢opma dMIICTICHH, HO HE HO30JOTHYECKU
CaMOCTOsITeNIbHOE 3a00JIeBaHKE, MOJIMAITHOJIOTUYHOE TI0 CBOCH MPUPO/IE, IPOSBIISIONIEECS CUMA-
momokomniexcom IK: 06IUraTHoe HaJlM4Kue MOCTOSTHHOTO MUOKJIOHYCA, OOBIYHO B COYETAHUU C
(doKanbHBIMU MOTOPHBIMH, OMIIaTEPAIbHBIMU CYIOPOXKHBIMU AMIJICITUYECKUMH MPUCTYNIaMU U
04YaroBbIMM HEBpoOJIOTHYECKUMHU cuMnTomMamu [86]. Cumnromokomiuiekc DK BcTpedaercs: mpu
0O0JIBIIIOM KOJIMYECTBE Pa3IMYHBIX HEBPOJIOTUYECKHUX 3a00JIeBaHM: SHIIE()ATUTHI (BUPYCHBIE, YH-
nedanut KoxxeBHUKOBa-PacMycceHa, MUCTULIEPKO3 U JIpyTue), UH(EKINOHHbIE 3a00JIeBaHUs TO-
JOBHOTO Mo3ra ¢ mMacc—addekTom (abcuece, TyOepKyioMa, rymMmma), TpaBMaTHIECKUE, COCY/IH-
CThIC (MIIEMHYECKUE, TeMOpPparniyeckue, BEHO3HBIM TPOMO03), OMyX0Jid ToI0BHOTO Mo3ra, OKJ|
[87]. B Poccuu snunencust KosxeBHIUKOBa HanboIee 4acTo BCTpeyaeTcs MpH KIEHIEBOM dHIeda-
nute U cunapome KoskeBHukoBa — Pacmyccena.

Cunopom (3nyegpanum) Koowcesnuxosa—Pacmyccena (CKP) — TsKenoe porpeccupyroniee
3a00j1eBaHNE TOJIOBHOT'O MO3Ta, MOAOCTPBIA MPOTPECCUPYIONMINNA 0YaroBbId YHIIE(ATUT, MPEIO-
JIO’KUTENIBHO ayTOMMMYHHOM ITPUPOABI (HE yCTaHOBJIEHO). Bo3moxHbIe npuunHs [88]: XpoHnye-
CKasi BUpyCHas WH(MEKIHs; ocTpasi BUpycHass MH(EKIUs, MPUBOIAIIAS K JTOKATHHBIM UMMYHHBIM
M3MEHEHUSIM; ayTOMMMYHHBIN MEXaHU3M, He CBs3aHHBIN ¢ nHpekuen. Y manuerto ¢ CKP 06-

Hapy’KeH IMOBBIIIICHHBIA TUTP aHTUTEN K rirotaMaTtHbIM (GluR3) penenTopam (He nMeeT quarHo-
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ctudeckoro 3HadeHus1) [89]. B cooTBercTBUM ¢ mpoekToM Kiaccudukaimu (2001) [69], CKP ot-
HOCHUTCS K TPYIIIE CUMIITOMAaTHYECKOH (POKaTbHON HEOKOPTUKAIBHOM SMUIICIICHH; 110 3THOJIOTH-
yeckoi knaccudukanuu snuencuii (2017) [63] — k cmemanHo# popme: UMMYHHOU U CTPYKTYp-
HOM.

st CKP xapakrepHa knnHHYecKas Tpuana: DI, aBuratenbHble HapyIIeHUs (IICHTPab-
HBII TeMHUIIape3) U PacCTPOMCTBO BBICHIMX MCHUXUYECKUX (YHKIUH B COYCTAHUU C HEYKIOHHO
MPOTPECCUPYIOIIUM TEUECHUEM, TSHKEJION MHBATUAU3AUUENH U BO3MOXKHBIM JIETAIbHBIM HCXOJIOM.
He6ror CKP B mmpokoMm BO3pacTHOM Amana3oHe, vame — ot 1 1o 14 net, ¢ mukom B 5-8 Jjer,
OTHMCaHBI cy4yau je0roTa Bo B3pocioM Bo3dpacte [90]. OObuHO 3a00sieBaHNEe HAYMHAETCA € (o-
KaJTbHBIX MOTOPHBIX WM OMJIATePaTbHBIX CYJIOPOKHBIX MPUCTYIIOB, peke — (POKAIBHBIX MPH-
CTYIIOB C aBTOMAaTHU3MaMH U (POKATBHBIX HE MOTOPHBIX MPUCTYIIOB, YACTO — C AMIJIECHTHIECKOTO
cratyca. Hanbonee xapakrepusl D11, ncxosiye u3 MOTOPHOM KOPHI JIOOHOM mosu. Beigenstor 3
knuHudeckux craauu OKP [91]:

1 cmaous (npoopomanvhslii nepuood, 0o 7 mecsayeg) — NeOOT 3a00JIEBaHUS C MPOCTHIX
napuuagbHeIX MOTOPHBIX DI (KOTOpPBIM MOXKET NMPEAIIECTBOBATH COMAaTOCEHCOPHAsl aypa) UilU C
BTKII. Yacrora D11 moctenenno Hapacrtaromias. [locteneHHo GOpMHUPYETCS MOCTIPUCTYITHBIN
nape3 Toana, npucoennHsAI0TCA YHUIIATEpaIbHble MUOKIOHUYECKUE TPUCTYIIBI.

2 cmaous (akmuuwill nepuood, 0o 8 mecayes) - 9acteie, mpoaoikutensasie 11 co craryc-
HBIM TE€UEHHUEM, MOCTOSTHHBIM SMIICTITUYECKUM MHUOKJIOHYCOM B OJIHOM MOJIOBUHE TeJa (CUMIITO-
mokomiuieke DK). TloctnpuctynHsiii mape3 ToaTa cMeHSET IEPMaHEHTHBIM TeMHUIIape3, TPUCO-
€AMHSIOTCS TPOBOJHUKOBAS THIECTE3HsI, BhIMAICHUE OJIEH 3pEHUs, PACCTPONCTBA MCUXUKU U
peun.

3 emaous (cmabunuzayus, 6 80% 0o 3 niem om nauana 3abonesanusi) — CTaONIN3ALMS WITH
ypexenue yactoTel OIl mpu OJHOBPEMEHHOM MPOTPECCUPOBAHMM HEBPOJOTHYECKUX pac-
CTPOWCTB. Y V4 teTel MPpUCOEANHAIOTCS HEHPOIHIOKPUHHBIE HAPYLIEHUS: OKUPEHUE, TPEXKIEBpPE-

MEHHOE T10JIOBOE pa3Butue [92].

Huarnoctuueckue kpurepuu CKP na ocHoBanuu European consensus statement [93] co-

cTosT U3 NBYX yactelt (A u B), npencraBnennbix B Tabmuie N1.
Tabmuma 1

.Junarnoctuueckue kputepun CKP Ha ocHoBanuu European consensus statement

Yacts A 1. Knunuka. @okanpHble SMMICTITHYECKUE PUCTYIIHI (¢ 1iu 0e3 snunencun Ko-

KEBHUKOBA) B COUETAHUU C OJJHOCTOPOHHUM KOPTUKAIBHBIM JEPUIIUTOM.
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2. DOI. JlatepanuzoBaHHOE 110 OAHOI remuchepe 3aMeyIeHHe ¢ MUIeNTUHOPM-
HOM aKTUBHOCTBIO MM 0e3 Hee. DI - marTepHsbl, yka3bplBarolye Ha POKab-
HBIW XapakTep MPUCTYIIOB.

3. MPT. ®okanpHast KOpTUKaIbHAs aTpodus, JJOKATIM30BaHHAS B OJHOW TeMU-
cdepe, B COUCTaHUU XOTsI OBl C OTHUM M3 JIBYX yKa3aHHBIX HIKE MPU3HAKOB:
TMIIEPUHTEHCUBHBIM CUTHAI OT CEPOT0 UM OEJIOro BEIIECTBA B PEKUMAaX
T2/FLAIR; runepuHTEHCUBHBINM CUTHA WJIA aTpodust UTICHUIaTepabHON TO-

JIOBKH XBOCTATOr'o gapa.

Yacrs B 1. Knunuka. Onuiencus KoxkeBHHKOBa MM HApaCTalOLIMI OJHOCTOPOHHUN KOp-
TUKATBHBIA TeDUIIHT.

2. MPT. Hapacraromas (mpu BcclieJOBaHUU B TUHAMUKE) (POKaTbHAs KOPTHUKAITb-
Has atpo¢us, TOKATU30BaHHAs B OHOM remucdepe.

3. T'ucromaronorus (6uoncus mo3ra). Kpurepuii moaTBepxKaeHus: MpU3HaKU SH-
nedanura ¢ mpeodiaaganremM T-KIETOK, aKTUBAIIMEH MUKPOTINH ((opMUpOBa-
HUE y3€JIKOB B OOJIBIIMHCTBE CIIy4acB, HO HE CTPOTO 00s3aTEIHHO) U PEAKTHB-
HBIM acTporiino3oM. Kpurepuii uckimtoueHus: 60Ib110€ KOJINIECTBO MAPEHXH-

MaJIbHBIX MaKpO(baI‘OB, B-kI1eTox uim mia3MeHHBIX KJICTOK, a TaKXKC€ BKJIHOYC-

HHI 4aCTHUI BUPYCOB.

Juarno3 CKP mMoxeT ObITh YCTAaHOBIJIEH TOJIBKO MPH HAJTHMYUH BCEX 3 KPUTEPHEB yacTu A
(mepBBIi 3Tan) WK JHOOBIX 2 KpUTepueB YacTH B (BTopoii sTam). BTopoii sTan BKItO4aeT npose-
nenue nepedpanbHoi ouorncuu. [Ipu ycranosinenun nuarao3za CKP BaxkHO oOciienoBanue maru-
€HTOB B JMHAMHKE: CPABHEHHE KIIMHUYECKUX JAaHHBIX, pe3ynbTaToB D01 1 MPT uccnenoBanus.

[Iporuno3 npu CKP Bcerna oueHb cepbe3HbIN U ONMPEEISIETCS CBOEBPEMEHHOCTBIO XUPYP-
TUYECKOT0 JICUEHUs, KOTOPOE MO3BOJIIET OCTAHOBUTH MPOSBICHUSI pa3pyLIIUTEIBHON apMakope-
sucTeHTHOU snmiencuu. MaBamuau3anus npu CKP Bcerna BeipakeHa U 00YCIOBJICHA BBICOKON
YaCTOTOW AMUJICNTHYECCKUX MPUCTYIOB, HATUYHEM T'eMUIIape3a U HAPYIIEHUEM BBICIIUX TCUXH-

yeckux GpyHkuui [89].

1.6.3. Wnmonaruyeckue (reHeTHYeCKHe, CaMOOIrpPaHW4YeHHbIe) doKaabHbIE

IMMUJIENCHU C HAYAJIOM B JIETCKOM Bo3pacTe. KilnHnyeckass KApTHHA.

TepMI/IH CaMOOI'PAaHUYCHHBIC STTUJICIICUN O3HAYACT BOSp&CT—SaBHCHMBIﬁ HX XapaKTEp C BbI-

COKOM BEPOSITHOCTBIO CHOHTAHHOM PEMUCCHH I10 MPUCTYIIaM B ONPEEIEHHOM BO3pacTe

1.6.3.1. Cunapowm IlanaiioTonyJjaoca
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Cunpapowm [lanaiioTonynoca — SNUIENTAYECKUNA CUHIPOM C HAYaJIOM B PAHHEM JIETCTBE C
(oKambHBIX BEreTaTUBHBIX MPHUCTYIIOB, KOTOPBIE YACTO HOCST MPOJOHTUPOBAHHBIN XapaKTep.
CI/IH,Z[pOM OTHOCHUTCA K SITHJICIICHUAM CO CJIOXKHBIM THUIIOM HACJICAOBaHUA, 0621 ImoJia CTpagaroT oAu-
HAKOBO yacTo. [lepuHaranbHblil aHaMHE3 HE OTATOLIeH, Y 5-17% nereil B anamHese GedpuibHbIe

CYIOPOTH.

JlebroT mpucTymnoB B Bo3pacte ot 1 roga no 14 ner (vame Mexay 3 U 6 TOIOM >KH3HH).
[Tpuctynsl y OOJNBIIMHCTBA MALMEHTOB pelkue, B 25% Bcex ciydyaeB UMEET MECTO €JMHCTBEHHBIN
AMU30/1 (OH MOKET OBITh SMUIENTHYECKUM BET€TaTUBHBIM CcTaTycoM), B 50 % Bcex ciyuaes oOiee
YHCIIO MPUCTYIIOB 32 BpeMsi 00JIE3HH PaBHO 6. Y HEKOTOPBIX MAIMEHTOB MOTYT OTMEUYAThCS JI0-
BOJILHO YacThle MPUCTYNHI. B 2/3 Bcex cirydaeB MpUCTYIBI OTMEYAIOTCS BO CHE. Bo Bpems mpu-
CTyIa OTMEYaI0TCs TaCTPOMHTECTUHAIbHBIE CUMIITOMBI (TOLIHOTA, PBOTA), OJEIHOCTH, [IMAHO3,
pacmupeHue 3padKkoB, HAPYIICHHUS TEPMOPETYIISIIHH, YaCTOTHI IbIXaHUS U cepaneoueHus. Moryr
OTMEYaThCs HEJEpKaHue MOYH U ruriepcanuBanus. [1o Mepe pa3BUTHs IPUCTYTIa BOZHUKAET HAPY-
HICHUE CO3HAHMS, PA3BUBAETCS TIOBOPOT I'OJIOBHI U IJ1a3 B CTOPOHY, HHOTIA - TeMUKiIoHud. [Ipu-
CTYII IPOJOJIKAETCA OT HECKOJIBKUX MUHYT J0 4acoB ¢ (OPMHUPOBAHHEM BET€TaTUBHOTO 3IIHJICT-
TU4eckoro craryca. [1o 3aBepiieHnu craTyca pe3suayaibHOr0 HEBPOJIOTUYECKOTO MIIM KOTHUTHB-

HOTO AeduIuTa HET.

HeBponoruueckuii cratyc neteil HopMalieH, UX pa3BUTHE U KOTHUTHBHBbIE (DYHKLIHUU HE
cTpagaroT. TeM He MeHee B EPUO]T AKTHBHOTO TEUCHUSI SMUIICTICHHA MOKET OTMEUaThCsl HETPYObIi

pedeBoit AeQUITUT.

Ha mexmnpucrynHoit 991" — Ha ¢hoHE HOpMATEHON OMO3JIEKTPUUYECKONW aKTHBHOCTH MYJTb-
TU(OKATBHBIC TOBTOPHBIC CHANKK WIIM KOMILIEKCHI OCTpas-MeJIEHHAsI BOJIHA BBICOKOW aMILUIH-
Tyl y 90% nerteii, pa3psiibl MOT'YT MEHSTH CBOIO JIoKanu3aluio. Hanbonee yacras iokanu3anus
- 3arbulouHble oTBeAeHUs (B 60% Bcex ciydaeB). B HeOobIIOM pOIIEHTE C1ydaeB MOT'YT OTMe-
4aThCsl TEHEPAIIM30BAaHHBIE Pa3psi/ibl U HU3KOAMILIUTYIHbIE cnaiiku. B 10 % Bcex ciydyaeB ogHO-

KpaTHasi pyTuHHas D01 pa3psiioB HE BBISABISET.

MPT ronoBHOro mo3ra HopMajibHa. Eciu y manueHTa OTCYTCTBYIOT aTHIIUYHBIE YEPThI

cuHapoma, To poBeneHne MPT He sBisieTcst 00s3aTEbHBIM.

CrooHraHHas pPEMUCCHA HACTYIACT 0OBIYHO YCpe3 HCCKOJILKO JICT ¢ MOMCHT Haydalla SIHu-

nencuu (B Bozpacte 11-13 mer)

1.6.3.2. JleTcKkasi DIMJIENICHS ¢ IEHTPO-TEMIOPAJLHBLIMY clIaHKaMHu (PoJIaHInYecKas

JMUJICNICUS)
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JleTckast SmUIIeTICHs ¢ IIEHTPO-TEMIIOPATBLHBIMU cllalikaMu (0oJiee paHHee Ha3BaHHUE — J00-
pOKa4yeCTBEHHAs SMUJIEHICUS IETCTBA C LIEHTPO-TEMIIOPAJIbHBIMU CIIAliKaMu WJIM POJIaHINYECKas]
AMWIETICUS) — CAMOOIPaHUYEHHAs! SMUJIENICUS PAHHET 0 MIKOJBHOTO BO3PACTa C KOPOTKUMHU I'eéMHU-
(danuanTbHBIMU TIPUCTYIIAMH, TUITUYHBIMU pa3psaMu Ha IO U CIIOHTaHHON PEeMHUCCHEN B MO3/1-
HEM ITOAPOCTKOBOM BO3paCTE.

Hwmeer cxomHble KIMHUYECKHE U SHIEdanorpaguyeckue 4epThl ¢ aTUIIUYHON JEeTCKON
SMUJIETICUH C IIEHTPO-TEMITOPAIBbHBIMU CIIalikaMU, SMUJICITHYECKON SHIedanonaTuei ¢ npoaoi-
JKEHHOH CITaliK-BOJIHOBOM aKTHBHOCTBHIO BO cHE W cuHApomoM Jlanmay — Kiedduepa. Bee atu
CHHIPOMBI MOTYT PACCMaTPUBATHCs KaK CIEKTP COCTOSHUM, U BO3MOXKEH IEPEX0/ NAlMEHTa U3
OJTHOTO CHHJIpOMa B JIPYTOi M0 Mepe TeueHHs OOJIe3HHU.

Tun HacnegoBaHUs CUMTACTCS CIOKHBIM (MyIbTH(aKTOpHBIM). O0a 1oja cTpagaoT 0au-
HaKOBO 4acTo. Y cHOCOB MOTYT OTMEUAaThCS CXOJHBIE pa3psiibl 6€3 MPUCTYIOB (ayTOCOMHO-/I0-
MUHAHTHBIN THUN HacleaoBaHus pa3psiaoB). B 10% Bcex ciyyaeB y poJICTBEHHUKOB MOXKET OTMe-
4yaThCsl SNUJIETICHS (Yallle HE IeTCKasl AMWIETICUS C LIEHTPO-TEMIIOPAIbHBIMU CIIAKaMHu).

[lepunaTanbHBIl aHAMHE3 HE OTATOLICH. BO3MOXXHBI (heOpHIIbHBIE CYyIOpOTH B aHAMHE3€
(B 5-15% Bcex cimyuaeB). B oueHb HEOOIBIIOM MPOILIEHTE CITY4YaeB MPOUCXOAU IBOJIIOIHS U3 CHH-
npoma [lanaitoromynoca.

Hauvano npuctynos B Bo3pacte otT 3 1o 14 ner (c nukom yactotel B 9-10 ner). Ilpuctyn
3aKJII0YAeTCs B KJIOHUYECKUX COKpAIIEHUSIX IOJIOBHHBI JHLa (TyObl, SI3bIKa, IIEKH) U HUMEET
J00HO-TEMEHHO-ONEPKYIISIpPHOE MpoucXoxaeHre. OTMeualoTcs TPYAHOCTH apTUKymauuu (ada-
3Usl), *KEBaHUS U TJIOTaHUA, a Takke runepcanupanus. [Ipuctynsl KopoTkue (MeHee 5 MUHYT),
penkue (OOJMBIIMHCTBO MAIIMEHTOB UMEIOT MeHee 10 MpHCTyIoB 3a BCIO UCTOPHUIO 00JIe3HN), HHO-
r71a ObIBaeT HECKOJIBKO MPUCTYIIOB B TEUEHUE THEH UITM HEAEIh C OCIEYIOIUM OOJBIINM MEXK-
MPUCTYIHBIM UHTEPBAJIOM B HECKOJIBKO MecsleB. [IpucTyn MoxxeT 3BOIIOLMOHUPOBATH B UIICH-
JaTepabHBINA KJIOHHYECKUH B pyKe, HIICHIIATePATbHBIN TEMUKIIOHUYSCKUN WITH B OMIaTepaabHbII
TOHHUKO-KJIOHMYeCcKui. Bo3moxen mapes Toxna.

HeBposiornueckuii cratyc HopMmasieH. Pa3BuTre 1 KOrHUTHBHBIE (PYHKITUH HE CTPAIAIOT 10
Hayaja snuiiencui. Bo Bpems ee akTUBHOTO TEUEHHSI MOXKET OOHAPYKUBATHCSI MOBEJCHUECKUI 1
KOTHUTUBHBIN AePUIIUT, 0COOCHHO B peueBoii chepe. Ecnu geduiut nmeer cepbe3HbIi XapaKkTep
HeoOxoauMa 3anuch I3I cHa. [lepHUuUT CTaHOBUTCS MEHbIIE, KOTa IPUCTYIIBI IIPOXOISAT.

Mexnpucrynnas 931" — HopManbHas OMOAIEKTpUYecKast aKTUBHOCTD C OXPAaHEHHUE apXH-
TEKTYphl CHa. BBICOKO aMIUIMTYAHBIE LIEHTPO-TEMITOPAJIBHBIE CIIAMKN WJIM KOMIUJIEKCHI OCTpasi-
Me/JIeHHas! BOJIHA, aKTUBHPYEMbIE BO BpeMs APEMOTHI U cHa. MoryT ObITh KaKk YHU-, TaK U Ouia-

TCPpAJIbHBIMU, MOT'YT q)HKCHpOBaTI:CH 1 BHC ICHTPO-TCMIIOPAJIbHBIC obiacTi — B TGMGHHOﬁ, 3aThbI-
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JIOYHOH 1 JI0OHOM fone. IMEIT THINYHYI0O MOP(OJIOTHIO C MAKCUMAJIbHBIM HETATUBHBIM KOMIIO-
HEHTOM B IIeHTpo-TeMmopanbHbiMu 005acTu (C3/C4 and T3/T4) u MakCUMalbHBIM TTO3UTHBHBIM
KOMITOHEHTOM B JIOOHBIX OTBeeHUsAX. Ecu nMeer mecto croiikoe GokaabHOEe 3ameyieHue 0e3
LIEHTPO-TEMITOPANIbHBINX cnaiikoB min auddysHoe 3ameyieHne HEOOXOAUM AyMaTh O APYIHX
SMWIENITUYECKUX CUHAPOMAX.

MPT ronoBHOro Mo3ra HopMaJibHa WJIM UMEIOTCS Hecrienupuueckue naMeHenus. Ecnum o1-
CYTCTBYIOT aTUIIUYHbIC KIMHUYECKUE U 2HLEeanorpapuueckue 4epTsl, To nposeneHue MPT ne
ABIISIETCS 0053aTEIIbHBIM.

[Tpuctyms 06619HO TPpOXOAAT K 13 romam, uzpenka K 18 romam.

1.6.3.3. /lerckasi 3aTbLI0YHAA dnnJencus Tun 'acto

JleTckas 3aThUIOUHAs dNUJENcus Tull ['acto — caMoorpaHnyeHHast AeTCKask SMUJIEIICUs C
Ha4yaJIOM B TIO3JHEM JIETCKOM BO3PACTE C XOPOILIO KOHTPOIMPYEMBIMU MPUCTYIAMU U PEMHUCCHEN,
HacTymnarouien yepes 2-4 roja mnocsie Hayaiga IpucTynoB.

Tun HacienoBaHue HE W3BECTEH (MPEAMOIAraeTCs CIOXKHBIN/IONMUTreHHbIN). [IpumepHO B
TPETH BCEX CIYyYaeB UMEETCS OTATOLIEHHOCTh MO (eOPUITHHBIM CYA0POraM U ATHIICTICUH, a TAKXKE
COO00IIIaeTCsl 0 MUTPEHU Y POACTBEHHUKOB (9-16%). O6a mona cTpasaioT OAMHAKOBO YacTo.

[Ipuctynbl HaunHaIOTCS B Bo3pacte oT 15 Mecsies 10 19 net ¢ nukom B 8-9 ner. Xapak-
TEpHBI YacThie (POKAIBHBIE CEHCOPHBIE 3PUTEIbHBIC MIPHUCTYIIBI, C OBICTPHIM HAYaJIOM KOPOTKHE
(yare HECKOJIBKO CEKYH/, Y OOJIbIIeH YacTh 10 TPEX MUHYT, PEIKO — MPOIAOKUTENBHOCTBIO 110
20 MunyT). 3puTenbHbIe EHOMEHBI MPEJCTABISAIOT COO0M Pa3HOIIBETHBIE MAJICHBKUE KPYTH, BO3-
HUKaIOIKe Ha ieprudepun 3peHus U JBUTAI0IINECcs TOPU30HTAIBHO, TIOCTETIEHHO YBEIUMYUBAsChH B
paszMepax, 4TO MOXET COMPOBOXKIATHCS TTOBOPOTOM TIJIa3 WIIM TOJIOBBI B UIICHUJIATEPAIBbHYIO (O-
KyCy CTOpOHY. MOryT OTMEYarhCsi APYrve MPUCTYIHBIE CUMIITOMBI CO CTOPOHBI 3aTHUIOYHON
JIOJIU, BKJIIOYAs CIENOTY, CII0KHbBIE 3pUTENbHbIE TAJUTIOLUHAILINY, 3pUTENbHbIE WILTIO3UU (HallpH-
Mep, WILTIO3US JBUKEHUS TJIa3HBIX S0J10K), 00JIb B OpOUTAIBHON 00J1aCTH

IlepuHaTanbHbIIM aHAMHE3 HE OTATOLLEH.

HeBposornueckuii cratyc HopMmaseH. Pa3Butre pebeHKa U ero KOTHUTUBHBIE (PYHKIIUU HE
CTPaalOT, JUIIb Y HEKOTOPBIX MAllMEHTOB ONKMCAHO HE3HAYMTEIBHOE HAPYLIEHUE KOTHUTHUBHBIX
GyHKIHA.

30l — Ha MmexnpuctynHoi D3I y O0oJIbIIMHCTBA NAIIMEHTOB Ha (JOHE HOPMAaIbHOU OHO-
3JIEKTPUYECKOM aKTUBHOCTH OTMEYAIOTCS CIIAMKU MJIM KOMIUIEKCHI CIIalK-MEIJICHHAs! BOJIHA B 3a-
TBUIOYHBIX OTBeACHUsX. MHOrAa moo0HbIe U3MEHEHHS! ONPEAESIOTCS TOJIBKO BO CHE. Xapak-

TepHa (POTOUYBCTBUTENBHOCTH O THIY ““fixation-offt» - B 20-90%. B 20 % Bcex ciiydaeB uMeeT
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MECTO COYETAHUE CITAUK-BOJHOBOW aKTUBHOCTH C LIECHTPO-TEMIIOPATILHBIMU CITIAMKAMHU WM F€Hpa-
JM30BaHHBIMU CIIAlK-BOJIHOBBIMU pazpsaamMu. Ha OOI' B Hauase npucTyna oTMEUYaeTcsl yMEHb-
IeHue OOBIYHOM CaliK-BOJIHOBON aKTUBHOCTH C TIOCJICAYIOIIMM BHE3AITHBIM Pa3BUTHEM OBICTPBIX
PUTMOB HU3KOH aMIUIMTYABI B 3aThIJIOYHBIX OTBEICHUAX. B TO ke Bpems BO3ZMOXHO M HaJIu4due
MEJICHHOW CHaiK-BOJHOBOW aKTHBHOCTH B MOMEHT KJIOHUH TJIa3HBIX SOJIOK WM MPUCTYITHON
CJIETIOTHI.

MPT rosoBHOr0 MO3ra HOpMajbHa.

Pemuccus no mpucrtynam Hacrynaer y 50-60% mnamueHToB uepe3 2-4 roga ¢ MOMEHTA

Haydalia SITMJICIICMH

1.6.4. DnuaenTtuyecKkue CHHAPOMBLI JETCKOr0 BO3PacCTa, TreHepaJIn30BAHHbIE

(KINHUYECKAS KAPTHUHA)

1.6.4.1. ®DedopuiabHbLIe NPUCTYNLI (PII). DedpuabLHLIE NPUCTYILI IIJIIOC.

@I — >nu30b1 SMUIEATUYECKUX MPUCTYIIOB, BOSHUKAIOIIUX B MJIQJCHUECKOM MU JeT-
CKOM BO3pacTe BO BpeMs JIMXOPAIKU, HE CBA3aHHOW ¢ mHpekuuen. Okono 5% mereit B obOmieit
nonynsuu uMetot B anamuese DI1. Puck tpancopmanuu @II B snmnencuto coctabisieT 2-5%,
noBTopsieMocTh — 10 40% [94].

[Tpu ®II o6Hapy) eHBI pa3TuYHbIC TEHHBIE U XPOMOCOMHBIC aHOMAJIUH, B YaCTHOCTH, H3-
MeHEHHUs1 B Xxpomocome 2q23-24 [95]. Unentuduuuposano 6oaee 20 reHOB, MyTallud B KOTOPBIX
NPUBOJAT K BOSHUKHOBEHHIO TPEX TPYI F'€HETHUECKUX MUIencuii, nedrorupyromux ¢ @I, xo-
TOpbIe MOTYT UMETh KaK JOOPOKaueCTBEHHOE, TaK U MPOrpecCUpyIoliee TeUeHUe ¢ MPUCOeIHE-
HHEM OYaroBOM HEBPOJIOTMYECKON CUMITOMATHKU M MHTEIUICKTyalbHOTO Aedunura. OII moryr
HAOI01aTHCS Y OOJIBHBIX C XPOMOCOMHOM MaTOJIOTHEH, TP HEKOTOPBIX HACIEICTBEHHBIX HEUPO-
JIETeHePATUBHBIX OOJIE3HIX U MOHOTCHHBIX HACIEACTBEHHBIX CHHIpoMax. VX crienyet nuddhepen-
IAPOBaTh ¢ HEUPOMHPEKIUAMU (MEHUHTUTHI, SHIICPATUTHI), a TAKXKE C TSHKEITIOH MUOKIOHUYE-
CKOM smmiencruen miajeH4yecTsa, npu kotopor ®II nonroe Bpems - equHcTBeHHbIN TN JI1.

Jobpokauecmeennvle (munuunsie) @I1 1eGIOTUPYIOT B Bo3pacTe oT 6 Mec. 10 5 et (cp.
20 mec.), npossiustorest ['TKIL; pexe (10%) — dpoxansupiMu MoTOpHBIME JI1 ¢ 0OCTaHOBKOH aK-
TUBHOCTH U aBTOMAaTHU3MaMU U «BUCOYHBIMU CHHKOIIE». X mpoa0mKUTEeTbHOCTh OOBIYHO HE Ipe-
BbIIaeT 5 MuHyT. Puck Bo3sHukHOBeHus npu Hainnuuu OI1 y onHoro u3 poaureneii - 20%, y odbounx
poautenei — 55% [94].

Amunuunvie @I1 XapakTepU3yOTCs CISAYIONMMEU TposiBIeHus MU [71]: Bo3pacT aebrota
10 6 Mec. WM TocJie 5 JIeT; MPOI0JDKUTEILHOCTE Oonee 30 MuH; HaMuue GOKaTbHOTO KOMITO-

HeHTa B cTpykType ®DII; mocTopuCTyHBIX CUMIITOMOB BBINAJACHHSI, O4arOBbIX CUMIITOMOB HJIU
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MHTEJJIEKTYaIbHOTO Je(UIINTa, PETHOHATLHOTO MPOJOIKEHHOT0 3aMe/IJIEHUS B OTHOM U3 BUCOY-
HBIX OTBeJIEHUN Ha uHTepuKTaNbHOU DOI'. OHU nMeroT Mecto B aHaMmHe3e 30% maiueHToB ¢ pe-
3UCTEHTHBIMH (POPMaMHU STUJICTICUH; TPAHCHOPMUPYIOTCA B CTPYKTYPHYIO (DOKAIBHYIO STHIICH-
CHI0, Yallle B NMaJCOKOPTUKaIbHYIO0 BUCOUHYIO (15% Bcex ciayuaeB).

OmnucaH CHHAPOM HWIUOMATHYECKOW (TEHETHYECKOW) TeHEPAIM30BAaHHON AIUJICTICHU
«hebpunvHvie cyoopoeu naocy» [96], KOTOpBIH HaCIEAYeTCsl IO ayTOCOMHO-IOMUHAHTHOMY THITY
(mokyc 19q13.1; HaTpueBast KaHAJIONATHS ), U3BECTHBI M APYT'HE €ro TeHeTuYeckue BapuaHThl. [lpu
stom 3abosieBanuu PI1 Bo3HuKarOT B codeTanuu ¢ apyrumu turnamu JI1. Kputepun auarnosa:
ne0I0T OT 4 MecsIeB 710 9 JIeT; YacThle CeMEeWHbIe Cirydau mwiernicun uin OI1; Hanrare mpocThIX
(TunnuHbix) PIT; 0OMUTAaTHBIN THUIT IPUCTYIOB — YAaCcThIE T€HEPATU30BAHHBIE TOHUKO-KIOHUYE-
CKHE Cy/I0pOTH, BOSHUKAIOIINE KaK NP TeMIlepaType, Tak u 6e3 Hee.

[ToxazaHa BO3MOXKHOCTb HaJMuus MpU CHHIpOME «(HeOpHsibHbIE CYIOpOTH IUTIOCY HE
TOJIbKO T€HEPATM30BaHHBIX, HO U (POKAIBHBIX MUJICHTHYECKUX MPUCTYIOB, YaIle MO TUITY «PO-
JTAHANYECKUX» U «3aTbUIOYHBIX». B CBSI3U C 3TUM CHHIPOM HE SIBISIETCS] «UUCTO F€HEPaAIU30BaH-
Ho» (hopmoii snmnenicuu [97]. B HacTodiee Bpemst BbIIEISIOT cieayronue Gpenorurst mpu OII.

1. ®@II kak 3aBUCHMOE OT BO3pacTa COCTOsIHUE, O€3 TpaHC(HOPMAIMH B SMHIICTICHIO (10
90% Bcex cinyuaes OII).

2. Unnonaruyeckas snuiiencusi ¢ peOpriIbHBIMU MPUCTYIIAMU TUTIOC.

3. Tunuuneie @I, npeamecTByONME UAXONTATHYECKON FeHEePaTU30BaHHON ITUIICTICU Y.
4. Tunnunsie DI, npeniecTByOMUEe HANONATHYECKON (POKATEHON AMUTICTICHU.

5. Atunmanbie OI1 ¢ TpaHchopMaleid B CTPYKTYPHYIO (POKATBHYIO TTHIICTICHIO.

6. ®II npu cunapome [pase (uacteie DI ¢ anbTepHUPYIOMUMHI T€MUKOHBYJIbCHSIMHU ).

7. ®II ¢ mocnenyomuM pa3BUTHEM TEHETHYECKUX SMUIICTICUN (MHBIX, YeM CHHAPOM
Hpage): cuaapom AHrenbmaHa, ciHApoM MyTtanuu B Tene PCDH19 u nip.

[Ipn atunnunbix PII BO3MOKHO HaIMYME OYArOBBIX HEBPOJIOTHUYECKUX CHUMIITOMOB, 3a-
JEP>KKU ICUXOMOTOPHOT'O Pa3BUTHSIL, IPUYEM 3TH MPU3HAKH OOBIYHO MOSBIISIOTCS €1le 10 1edroTa
OII. IIpu BeicokoM nTpoaoskuTebHOCTH DII u craryce ®PII BO3MOXKHO pa3BUTHE OCTPOU Liepe-
OpanbHOM UIIEMHH C TEMHIIape30M. B 3TOM citydae pedb UIET O TSHKEIIOM SMUICITHYECKOM CHH-
npome - «<HHE» — Hemiconvulsion-hemiplegia-epilepsy syndrome: snunencusi ¢ TeMUKOHBYITb-
CHUBHBIMU MPUCTYIIAMH M TeMHUIIape30M [98], KOTOPBIH SBIISIETCS PE3YIbTATOM JJIUTEIbHBIX TEMU-
KOHBYJIbCUBHBIX TTPUCTYTOB ((pOKATBHBIN SMUICITHYCCKUI CTaTyC)Csl Ha (POHE TUIIEPTEPMUH, BBI-
3BaHHOW B OOJBIIIMHCTBE CIy4aeB dKCTpalepeOpaibHBIMU MIPHYMHAME, U PUBOASIIUX K Pa3BH-

THIO OTE€Ka C UCXOJIOM B «uepedpanbHyto remuarpodputo». Cuanpom HHE y nereii uacto numeer
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cepbe3Hbii poruo3 [99]. [locne nnurenbHbIX @II ¢ UCX0A0M B TeMuUIIape3 SMUIICTICUST pa3BUBa-
erca B 75% ciiydaeB, 4acTo C TSKENbIM TEUCHHEM U (apMaKOpPe3UCTEHTHOCTHIO (y 2/3 marueH-

TOB).

1.6.4.2. Dnniencusi ¢ MUOKJIOHHYeCKUMHU abcancamu (cuaapom Taccuaapu)

Dnunencusi ¢ MUOKJIOHWYecKkuMu adcancamu (OMA) - nanonaTudeckasi TeHepain30BaH-
Has (hopMa SMIIETICUU, KOTOpasi He ABJIETCS eANHBIM 3a0osieBaHneM. CeMelHbIe ciyyal peaKu.
Onucana knmuHuka OMA 1pu psiie XpOMOCOMHBIX U METa0OIMYeCKuX 3a00JIeBaHUI (CHHIPOM
Amnrenbmana, marosorus 12, 15, 20 xpomocom). Becem nmanmentam ¢ SMA HE0OXOAMMO TPOBO-
JUTH yrITyOJIEHHBIE TEHETUYECKHUE UCCIICIOBAHUS: XPOMOCOMHBIM MUKPOMATPUYHBINA aHAIH3, Ta-
HEIb HACJICICTBCHHBIC dNMJICHCcHM. [100].

Juacnocmuyeckue kpumepuu [101]. Jebror SMA ot 1 go 12 ner (cpemanwmii — 7 IeT) c
MUOKJIOHHYecKknX abcaHcoB, pexe ¢ ['TKII (30%) ¢ nocienyromum npucoeInHeHueM abCcaHCOB;
B 10% ciyuaeB npenmectByroT OII.

«lnpo KIMHUYECKOM KapTuHb» DOMA - THUNHMYHBIE CIOXHbBIE aO0CAaHCHI ¢ MaCCHBHBIM
MHUOKJIOHUYECKUM KOMITIOHEHTOM B MBIIIIAX TUIEYEBOTO TOsICA U PYK, HOCSAIIUE PUTMHUYHBIN OU-
JaTepaTbHO-CUHXPOHHBIH U CUMMETPUYHBIA XapakTep. [Ipu 3ToM MOXKeT HaOII0AaThCs JIETKHI
HAKJIOH TYJIOBUIIA U TOJIOBBI KIepean (IPOIyIbCus), OTBECHUE U MPUTIOJHUMAHUE T1ed (TOHH-
YEeCKHii KOMIOHEHT). Y OOJBIIMHCTBA NAIIMEHTOB OTMEYAIOTCS KOPOTKUE CepUNHHBIE KUBKH T'OJI0-
BOI, CHHXPOHHO C TIOJISPTMBAaHUSMH TJIed U pyK. IHOT/1a OHU HE yIEep)KUBAIOT PABHOBECHUE U T1a-
naroT. XapakTepHa BbICOKasl 4acTOTa (JIECATKU U COTHU B CYTKH) U MPOJOJIKUTEIBHOCTD CEPUid
npuctynoB (10-40 cex); B 20% ciy4yaeB 1o yTpamM BO3HUKAET CTaTyc abCaHCOB («ITHK-BOJIHOBOM
ctynop»), B 50% - abcancsl coueratorcsi ¢ [ ' TKII, o0pr4HO nipu mpoOy»xkaeHnn.

VY MOJIOBHHBI TAITUEHTOB KOHCTATUPYIOTCS aHU30pE(IICKCHUs, aHU30TOHHUS, JIETKAs aTaKCUS
U KOTHUTUBHBIE PacCTpPOIICTBa.

Ha 33T ocHoBHas akTHBHOCTH (poHa coxpanHa. OcHOBHON DI -maTTepH — MPOI0IDKEH-
HbI€ BBICOKOCMHXPOHHU3UPOBAHHBIE pa3psIbl KOMIUIEKCOB MUK U NOJUMNHUK-BoiHA 3 ['1y. Onunen-
TU(HOPMHASI AKTUBHOCTHh M MUOKJIOHYC JIETKO ITPOBOILIMPYETCS TUIIEPBEHTUIISAIINEH. BO3MOXKHEI pe-
THOHAJIbHBIC AMIIENITU(OPMHBIC MATTEPHBI B COUETaHUM C reHepann3oBaHHbIMU (15%) u mud-
¢by3Has kopTHKanbHas cybatpodus npu Helipouzyanuzanuu (20%). B nuarnoctuke BaxkHa mo-
nurpadudeckas 3anmuch: Buaeo-231 MOHUTOPUHT B KOMOMHAITUH C dJIeKTpoMuorpadueit [80].

[TpakTudecku y BceX mMaueHToB ¢ OMA BO3MOKHO JOCTHKCHHE XOPOIIETO KOHTPOJIS HAJT
OI1, Ho TONBKO Yy TpeTn — pemuccud [102]. MuBanuauzanus onpeaenseTcss 4acToToi MpUCTYIOB

(ocoberno — I'CII) u BeIpaX€HHOCTHIO KOTHUTUBHBIX HAPYIICHUH.
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1.6.4.3. Dnuiencusi ¢ MUOKJOHHYECKH — ATOHHYECKMMM NPUCTYNAM#u (CHHIAPOM

223(3[

Dnuiercusi ¢ MUOKJIOHMYECKH — aTOHMYeCKUMU TipucTynamMu (MAD) - uanonarudeckas
reHepaian3oBaHHast (hopMa SMUTIETICUH, He SBISETCS eMHBIM 3a00IeBaHHEM, MPECTABIIAET COOOM
KIIMHUKO— 3JIEKTpOdHIIepaorpadudecKuii CHMITOMOKOMILIEKC, UMEIONUH, KaK TeHETHYECKYIO
(vamie), Tak ¥ CTPYKTYpHYIO dTHONOTHI0. CeMeliHble caydyaun 3aboseBaHus peaku. HopmanbHoe
pa3BHUTHE eTel 10 MOMEHTA J1e010Ta MPUCTYIOB U OTYETINBOE KOTHUTHBHOE CHUKEHHE TTOCIE UX
nebrora commkaroT OMA ¢ snunentuaeckumu dHiedamonatusmu [ 103,104].

Juaenocmuyeckue kpumepuu [105]. Jebrotupyer MAD - ot 1 no 5 ner ¢ I'TKII (75%),
BO3HHKAIOIIKX B J1000€ BpeMsi cyTok. B 10% ciyuaeB npemmectBytor @I1. Tunuunsie ans MAD
MHUOKJIOHUYECKHE U MUOKJIOHUYECKU-aTOHUYECKHE TPUCTYIIBI TPUCOEIUHSIOTCS OOBIYHO TOJIBKO
nocine 3-4 JeT u NpOosBISIOTCS KOPOTKUMHU, MOJTHHUEHOCHBIMU, OOBIYHO aCUHXPOHHBIMHU U apUT-
MUYHBIMHU TOACPTUBAHUSIMU B MPOKCUMAIBHBIX OTAENAX HOI U PYK. XapaKTEpHO MOSBIICHUE
MHUOKJIOHUYECKUX “KUBKOB’, TIPH KOTOPHIX PEOSHOK COBEPINAET KOPOTKOE KMBATEIHHOE JBUKE-
HUE C JIETKOW MPOIyJIbCUel TYJIOBHILA U MPUTIOTHUMaHUEM 1Y («aKTUBHbIE KUBKWY»). Hepenko
MPUCTYNBI BOSHUKAIOT MHOTOKPATHO B TE€YEHHE OJHOW MUHYTHI WIIH J1a)K€ IOCTOSTHHO, OCOOEHHO
— mociie mpoOyKaeHus (dmuienTudeckuii craryc). [Ipu MUOKIOHUSX B MBIIIIAX HOT BOZHUKAIOT
KAacKaJHbIe MPUCEAAHUs C BHE3AITHBIM IMaJICHUEM Ha KOJICHW WM Aroaulibl. [Ipu 3Tom co3naHue
coxpanHo. Y 60-90% neteit HaOMIOIAIOTCSI TUTTUYHBIE A0CAHCHI, @ TaK)Ke a0CAHChI ¢ MUOKJIOHH-
YEeCKUM KOMIOHEHTOM. YacToTa abCaHCOB BbICOKAsl, ¢ MAKCHUMYMOM B YTPEHHUE Yachl.

YacTo uMEI0T MECTO MPU3HAKK MUPAMHUIHON HEAOCTATOYHOCTH, KOOPAUHATOPHBIX HApY-
LICHUH, KOTHUTUBHBIX PACCTPOMCTB.

B DO3I ocHoBHas akTUBHOCTH (hoHA coxpaHHa. [ maBHbIM DO -aTTepH — KOPOTKHUE TeHEe-
panu30BaHHbBIE PA3PsLIbl MUK U MOJUIKK-BOJIHOBON aKTUBHOCTH MHTEPUKTAIBHO U UKTAJIbHO. Bo3-
MOYKHO TOSIBJICHUE M PErHOHATLHON MUK-BOJIHOBOM akTUBHOCTH. [106]. MPT B GonbInHCTBE CITy-
4yaeB - HOpMa.

Huddeperunpoate MAD HE0OXOAMMO C CaMOKYMHPYIOLIEHCS MHUOKIOHUYECKON SIH-
Jericuei miajieH4yecTBa (peodiaganue MUOKIOHYCA B BEPXHUX KOHEUHOCTSIX U PEAKOCTh MpH-
CTYTOB MaJICHUI; XOPOIIIasi peaKIysi Ha MOHOTEPAITHIO BATBIIPOATAMHU ), CTPYKTYPHOH (POKaTBHOM,
0OBIYHO JTOOHOM, AMHUIIETICUEH ¢ TICEBIOTCHEePAIM30BAHHBIMU MPUCTYNaMu ((hoKambHBIE TOHUYE-
CKHE€ TIPUCTYIIBI, ATUMTUYHBIE a0CAHChI, MUOKIIOHUYECKHE MMaPOKCH3MBbI, PE3UCTEHTHOCTh K Tepa-
nuu), cuaapomamu pase, Jlennokca—I'acto u nceBno-JIenHokca. Becem manuenTam, MMEIOMNAM
dbenotun MAD, HEOOXOIUMO TIPOBEICHUE PA3BEPHYTHIX TEHETUUECKUX HCCIICIOBAHMM, a TaKKe

BBICOKOpaspearomeiit MPT.
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[Ipucoenuaenne GoKaTbHBIX MPUCTYINOB 3HAYUTENBHO yXymamaeT nporHo3 [105]. Bos-

MOYHBI TPYTHOCTH 00y4eHUs, CBA3aHHbIE C BBICOKOW YacToTO! mpucTymnos [105].

1.6.4.4. lerckas aGcancHas xnmiencus (JIAD)

JAD - nauonartudeckas (reHeTudeckas) renepanunzoBannas snuiencus (UI'D) ¢ monuren-
HBIM HaclieJIOBaHUEM, IEOF0TOM B IETCKOM BO3pAaCTe, POSBISIONIasicsa abcancaMu (OCHOBHOM BH/T
NPHUCTYNOB) U crienudrueckum natTrepHom D3I — reHepann3oBaHHAs MHUK-BOJHOBAS aKTUBHOCTh
c yacrorou 3I'g [107].

Jluacnocmuuecxkue kpumepuu. OCHOBHOM THI PUCTYIOB NP JIAD — TUTUYHBIE CIIOKHbIE
abcaHCHI IeOI0TUPYIOT B BO3PACTHOM MHTEpBalie OT 3 10 9 neT. Paznuyaior cioKHbIe aOCaHCHI ¢
TOHHUYECKUM, MUOKJIOHUYECKUM, aTOHUYECKUM, BET€TaTUBHBIM KOMIIOHEHTAMH, a TAKKE C aCHM-
METPUYHBIMU MPOSBICHUSIMU U ¢ aBTOMaTU3MaMH ((haprUHT0-0pajIbHBIMU WIIH )KECTOBBIMHU). Bak-
HBIE XapakTepucTuku adbcancos npu JJAD: mpoBokanus runepeHTussueit (y 100% HenedeHHbIX
JETei), IMOIMOHAILHBIM HAIPSHKEHHEM (3710CTh, CTpaX, YIUBIECHUE, BOCXHINEHUE, OTOPUYCHHUE),
UHTEIJICKTYaTbHBIMHA (paKTOpaMu (OTCYTCTBHE MHTEpPECa, PACCETHHOCTh BHUMAHUS); TTPOIOIIKH-
TeabHOCTH OT 3 10 30 (00BIYHO 5-15 cekyHn); YacToTa — IECATKH U COTHHU B CYTKH (MTMKHOJIETITH-
yeckoe TeueHue). [lpuctynsl MOTyT Hcue3aTh UK ypexkaThes MPpH GU3NUECKUX U MHTEIUIEKTYyallb-
HBIX Harpy3kax. VICTUHHYIO 4YacTOTy MPUCTYNOB 0e3 Buae0-ODOI-MOHUTOPHHTA YCTaHOBUTH
TpyaHo. [IpucTymbl, Kak MpaBUiIO, YYamAIOTCs TOCe MPOOYKICHUS WU K BEUepy; CO3HAHUE
YTpauuBaeTcs MOJIHOCTBIO, MOcie npuctyna - aMmuesus. Y 10% nereii ¢ JIAD B anHamHe3e oTMeda-
eTCsl CTaTyc abCaHCOB MPOJIOJKUTEIILHOCTHIO OT HECKOJIBKUX YacOB IO HECKOJIBKHUX CYTOK (ITHK-
BosiHOBOH cTynop). ['TKII noseisitores y 1/4 G0ABHBIX peAKMMHU 3MU30/1aMH B NIEPUOJT TPOOYK-
JIeHUS; B OOJIBIIIMHCTBE CIIy4aeB MPUCOCTUHSIOTCS ciycTs 1-3 rona mocie mosiBJIeHHUs aOCaHCOB.
Ha D3I" — peructpupyrorcsi mpoa0IKUTEIbHbIE BHICOKOCUHXPOHU3UPOBAHHBIE MUK-BOJTHOBBIE
KOMIUIEKCHI 4acTOThI 3 ['11; OTCYTCTBYIOT 1ake€ MUHUMAaJIbHbIE€ KOTHUTHUBHbBIE HAPYILICHUS.

Knuanueckumu kputepusiMu uckitouenus auarnosa JIAD asnstores [108]: onHoBpemeH-
HOE HaJIM4yue B KIMHUYecKoi kaptuHe abcancoB u I'TKII; HenmonHOe HapylieHHe CO3HAHUS WM
COXPAHHOCTh CO3HAHMSI B MOMEHT MPHUCTYIIA; BEIPAKEHHBIC MUOKJIOHUU BEK, SMHIUYHbIC MU HEe-
PUTMHUYHbBIE MHOKJIOHHH T'OJIOBBI, TYJIOBUIIA UJIM KOHEYHOCTEH BO BpeMsi abcaHca.

Huddepennmposarsy JIAD HeoOxomumo ¢ aApyrumu (GopmaMu aOCaHCHBIX SMHUJICTICHI:
IOHOIIIeCKasi abCaHCHAsl SMTUIICTICHS], MUOKJIOHYC BeK ¢ abcancamu (CUHIpoM J[XKHBOHCA), CHHAPOM
Taccunapu (OMA), TunnuHbIMU abcaHcaMu B cTpykType CDD.

JIAD OTHOCAT K BO3paCT3aBUCUMBIM (pOpMaM SIHUJIETICUU C OJIaronpusaThIM ITPOTHO30M B
a0COJIFOTHOM OOJIBIITMHCTBE citydaeB. CpemHsis MPOA0DKUTEIIBHOCTD TeUeHHs abcancoB npu JIAD

cocraBisieT 6,6 ner. O6pYHO abcaHCchl ucuesaroT B Bozpacte 10—-14 nmer. X ncuesHoBeHUE He
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BCET/Ia 03HAYaeT BBI3JOPOBJICHUE OT SMIJICTICHH, B TyOepTaTe Bo3MokHO Bo3HUKkHOBeHHE ['CII. B
6% Bcex cirydaeB [IAD abcaHChl COXPaHSIOTCS U BO B3POCIOM BO3pacTe, CTAHOBSCH PEIKUMU, UIIH
BO3HHKas Ha (POHE MPOBOKAIMH (HEJOCHITaHue, MeHCTpyauus). Ilpu agekBaTHOM JIeueHHH HACTY-
naet ycrounBas pemuccus [Iporuos [108,109]. [lo3nHee Ha3HaueHHE Tepanuy U HEAIEKBaTHOE

JieyeHre MOTYT OBITh MPUUYMHAMH TEPANIEBTUUYECKON PE3UCTEHTHOCTH.

1.6.4.5. DIEKTPOKJIUHHYECKHE CHHAPOMBLI JeTCTBA (KpoMe WIHONMATHYECKHX

doKaNbHBIX dNHMIENCHI U INUICNTHYECKUX JHIedasonaTnii) NpuBeIeHbI B Ta0aunne 2

Ta0numa 2
Cungpom Kpatkas knnHndeckas JlaGopaTopHas AMarHOCTHKA
XapaKTepUCTUKA
Camoorpannuennble | Hagamo mnpuctynoB c¢ 4-7 pgas | Haubonee 4acTo
HEOHAaTaJbHbIE JKU3HHU, MpeKpalleHue MNPUCTYNOB | OOHAPYKUBAIOTCSI MyTallUu B
CyJIOpOru u | mocne 4-6 mecsinia (yaie x 6 Henene | reie KCNQ2, pexe B TeHe

CaMOOTpaHWYEHHasl | )KM3HU) JKM3HM y OTAenbHbIX | KCNO3

ceMeiiHas MalMeHTOB OHM  ocTaloTcs W | MexnpuctynHas 291 — mmbo
HEOHaTaIbHAas JIOJIBLIIE. HopMaibHa (10% ciyuaes), 1100
SITUJICIICUS [Ipucrymsl, KakK NpaBUJIO, | GOKAIBHBIC U MYIbTH(OKATbHbIE

TeMUKIIOHMM , 3axBaThbiBatolue | u3mMeHeHus. Ilarrepn  «theta

JUII0 W KOHEYHOCTH M MOryT | pointu  alternant» y  9acTu

MEHSTh JIaTepaiu3auuio. Jpyrumu | maueHToB

CUMIITOMaMHU MOLYyT ob1Th | MPT romoBHOro mosra - Hopma
TOHUYECKOE HaIlpsDKEHUE,
BOKaJIM3aLus BErCTATHBHBIE

CUMIOTOMBI W/WJM aBTOMATHU3MBIL.
[Ipuctynsl  kopotkue (mo 3-x
MUHYT). Y TpeTH NalUEHTOB B
MOMEHT TMpPHUCTyNa — I[MaHO3 U
arHod.  XapakTepHbl  KIIACTEPbI
KOPOTKMX TPHUCTYIIOB B TEUYEHUE
4acoB U JTHEHN

Hesponornueckunii craryc

HOPMaJIbHbBIN
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about:blank#KCNQ2
about:blank#KCNQ3

Pa3zButue nereii He cTpamaer, y

HCKOTOPBIX IIannucHTOB II0TOM

OTMEYAIOTCS TPYAHOCTH 00yUYEeHUS

CamoorpanudeHHas
ceMeliHas u
HEeceMeNHast
nH(paHTWIbHAS
SIUIIETICUS
(cuHOHMM
JloGpokauecTBEHHBIC
CceMEHHbIE u
HECEMEWHbIE
CyJIOpOru

MJIaJIeHYEeCTBA)

Hauano MPUCTYIIOB B
MJaJieHueckoM Bo3zpact (ot 3 g0 20
MECSIIIEB C TTUKOM B 6 MECSIIEB) €,
OHM MOTYT OBITb YacTbIMU M HE
OYEeHb XOpO1IO MOJITAI0TCS
JICYCHHUIO, HO IIOTOM CIIOHTAaHHO
IPOXOJAT (KaK NMpaBuio, B TEUEHUE
1 roma ¢

MOMEHTa Hayasa).

Cemelinbie ciydau HUMEIOT

aYTOCOMHO-I[OMHHaHTHBIﬁ THUIT

Hacienosanus. [Ipucrynel HocAT

(b oKkambHBIN XapaKkTep c
OCTAHOBKOU JIeSITENLHOCTH,
HapyIICHUEM OCO3HAHHOCTH,
aBTOMaTu3MaMu, HOBOpOTOM
TOJIOBBI W TJa3 B CTOPOHY H

KJIIOHUYECKUMU  COKpAIIECHUSMHU.
YacTpl reMUKJIOHUH WJIA 3BOJIOLIHS
B OunaTepanbHbIN TOHHKO-
KJIOHWMYeCKUid mpuctyn. [Ipuctymsl
KOpPOTKHE, HO yacTbie 5-10 B J€HB,
ocoOeHHO B TmepBbie 1-3  mHA,

IIpuctynsl  mpekpamarorcs, HO
gepe3 1-3 mecsma MOXeT OBITh
peuunuB. HeOonbiiol mnporeHT
NAllMeHTOB MMEI0 INPUCTYNBl U
OoJee crapiiem Bo3pacTte

PazButue pebeHka mpu 3TOM He
CTpajaer. Hesponornueckuit
CTaTyc HOpMaJleH.
Y  HEKOTOpBIX MalUEHTOB (C

mytainueil B rene PRRT2) moxer B

B 90% Bcex ciy4aeB HaxomsT
MyTanuio B reie PRRT2 . Kpome
TOTO,
SCN24, KCNQ2 and KCNQ3,

SCN24 MexnpuctynHas 29I

OIMIKNCaHbI MyTanuu B

KaKk  TpaBUJIO  HOpMaJbHasl.
OnucaH BapuaHT CO CHalKaMu
0 CPETHEH JIMHUH B MEIJICHHOM
CHE.

MPT ronoBHOro mo3ra - Hopma
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JalbHENIIEM pa3BUTBCA

MapoKCU3MajibHAsl KHUHC3UOI'CHHAA

JTUCKUHE3US
debpunbHbIe Otmuuarorcs  apyr ot apyra | C 3TOMH SNUJICTICUEN
CYAOpOTH IUTIOC, | HAJTMYMEM CEMEHHOro aHaMHEe3a. | aCCOIMMPOBAHbI ~ MyTallUd B
I'enetnueckas Tun nacnenoBanus npu snunencun | redax SCNIA, SCNIB, GABRG?2
SIIANETICHSA C | ayTOCOMHO-IOMUHAHTHBIN c | uPCDHI9.
eOpUIIbHBIMU HEIOJTHOM MEHEHTPAHTHOCTHIO
$edp P | MexnpucrynHas O3 nubo
CYAOpOTaMu ILTIOC BO3MOXEH CJIOKHBIN THUT
HOpMaJIbHO, JMOO OTMEYaeTcs
HaCJIeI0BaHMUA. .
reHepaln30BaHHAS cnaiik-
Ot CUHJIPOMBI 00BIYHO

HAYMHAIOTCS  C (heOpIITbHBIX
Cyzopor B Bo3pacte ot 6 mec. 10 6
net. @eOpuIbHBIX CYI0pOr ObIBaeT
OHU

HECKOJIBKO, n MOT'YyT

pa3BuBatbcss u mnociae 6 jer. K

ny0epTaTHOMYy  BO3pacTy,  Kak
[IpaBUIIO, MPOXOIAT. Moryt
BCTpEYAThCS aheOpuIbHBIC

cynoporu kak (okajabHbIEe, TaKk U

TCHCPAJIM30BAHHLIC - TOHHKO-
KJIOHHUYCCKUC, ATOHHUYCCKHC,
MHUOKJIOHHUYCCKUEC, MHUOKJIIOHHKO-

aTOHHUYECKHE NI a0CAHCHL.

HeBposornyeckunii  craryc  Kak
MpaBUJIO HOpPMAJIEH, U pa3BUTHE

JIeTel HE CTpaJacT.

BOJIHOBAasA aKTUBHOCTH

MPT ronoBHOro mo3ra - Hopma

Onunencus c
MHUOKJIOHUYECKH-
ATOHUYCCKUMHU
MPUCTYaMH
(CHHOHMM CHHJIPOM

Hyse)

DTOT CHUHIPOM YacTO OTHOCSAT K
AMIICITUYECKUM
SHIIEPATOTATHSIM. Cemeitnblit

aHaMHE3 MOKET OBITh OTAT'OILICH I10

SIUJIETICUH. [Ipennonaraercs
CJIOKHBIN/TIOJINTEHH B THUIT
HACJIeIOBaHUsI C  BapHaOeJIbHOM

NEHCHTPAHTHOCTHIO

B HeOounb1om nporeHTe ciiydaes

HaxoJsIT MyTallMd B TeHax
SCNIA u SLC2A1.
MexnpuctynHas 20T -
reHepaIn30BaHHAs CIauK-
BOJIHBOAs! aKTUBHOCTh
[Tpucrynnas 20rI

MHOKJIIOHHYCCKH-aTOHHUYCCKOI'O
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[Ipuctynel ¢ Hawyasiom Mexay 6
Mec. ¥ 6 TOI0M KHU3HH (MUK C 2-X 710
4-x ger). Yame BcTpedaercs y
MajgbYuKoB (2:1).

B 2/3 BCEX CIIy4aeB
MHUOKJIOHUYECKH-aTOHNYECKUM
IPUCTYTIAaM " MHUOKIJIOHHSIM
MIPEAMIECTBYIOT (heOpunbHBIC
CYIOpPOTH ¥ TEHEpaJIU30BaHHbIC
TOHUKO-KIIOHHYECKHE  TMPUCTYIIBI.
KpoMme BbIlIe ONMUCaHHBIE YacTO

OBIBAIOT ATOHUYECKHE MPUCTYIIBI, Y

MOJIOBUHBI - a0bcaHChI c
ATOHNUYCCKUM NN
MHUOKJIIOHHUYCCKHUM KOMITHCHTOM,
aTUMHUYHBIC a0CaHCBI, PEAKO —
TOHHYECKHE MPHUCTYIIBL.

XapakTepeH Kak CTaTyc Kak CTaryc
MHOKJIOHUYECKH-aTOHUYECKUX

MPUCTYIOB, TaK U OeCCyI0POKHBIN
SMWJICNTUYECKUI CTaTyc c
HapyILIEHHWEM OCO3HAaHHOCTU (Ha
ero done MUOKJIOHUHT "
ATOHUYECKHUE TTPUCTYIIHI)
Hesponoruueckuii cTaryc
HOpMalbHBIN. Pa3BuTne pebeHka u
GbyHKIIIN

CHadaJla HC CTpaaaroT, HO IIOCJIC

€ro KOTHUTHUBHBIC

IIPUCTYIIA — BO BpeMs

MHOKJIOHHNHU FeHepaHHSOBaHHBIﬁ

CIIAMK-TIOJIMCIIAMK, AaTOHUH —
reHepaIM30BaHHAsl ~ MEJJICHHAs
BOJIHA

MPT ronoBHOro mo3ra - Hopma

HaJvana MIPUCTYIIOB MOTYT
BO3HHMKATh WX HAPYIICHHUS.

Onunencus ¢ | CIIOKHBIN/TIOTUT €HHBIN tun | [Ipucrynnas 20I —

MHOKJIOHHCH BEK | HacienoBaHus. Yacras cemelHas | reHepaju30BaHHAs aKTHUBHOCTH

(CHHOHMM CHHJIPOM

JIKUBOHCA)

OTATOICHHOCTh 110 J3IHWJIICTICUH (B

40-80% Bcex ciyuaen)

CHalK-IIOJIUCIaK-MeJIeHHAS
BOJIHA BBICOKOﬁ aMH.HI/ITYI[I:I C

gacToTou 3-6 I'11
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Hagarno npuctymos B Bo3pacre ot 2
1o 14 ner (muk 6-8 ner)

Yame BcTpeuaeTcs y neBouek (2:1)
[Ipuctynsl B BHIE KOPOTKHX,
MOBTOPHBIX, YacTO PUTMHYHBIX
MHUOKJIOHUH BEK C OJHOBPEMEHHBIM
MOJBEIEHUEM TJla3 BBEpPX U
3alpOKHUIBIBAHUSL TOJIOBBI HAa3a/l.
[Ipuctynel kopoTkue  (MeHee 6
CeK), yacTble (MHOTO pa3 B JICHb) U
(dhapMaKOpE3UCTHEHTHBIC.
MHUOKIOHUU BEK MPOBOLUPYIOTCS
3aKkpbITHEM T11a3. Bce manueHTs
(OTOCEHCUTHBHBI, W  TPUCTYIIBI
4acTO MPOBOIUPYIOTCS, HAIIPUMED,
KOrJla TMAalMeHThl BBIXOASAT U3
OTHOCUTEIIbHOW TEMHOTHI Ha SIPKUU
ceer. Ilpumepno B 20% ciyuaeB
OTMEYAETCsI CTATyC MUOKJIIOHUH BEK
c HErpyOBIM HapyleHueM
OCO3HAHHOCTH u OTBETHBIX
peakuuii. MHUKOJIOHUM BEK MOTYT
ObITh  Ha  (oHE  COXpaHHOM
OCO3HAHHOCTH WIH c ee
HapyIICHUEM, MOTYT
aCCOIIMMHMPOBATECS € abcaHCaMH.
Ecnmu abcanc ¢ MUOKIOHUEH BEK
pa3BUBaeTcsi, TO  HapylIeHHE
OCO3HAHHOCTH,  Kak  IMPaBUJIO,
HETIOJIHOE.

B 10% wmoryr ormedarbes
(beOprIbHBIC TPUCTYIBI, PEAKO U
MPEUMYIIECTBEHHO y B3POCHBIX -
reHepaTn30BaHHBIC TOHHKO-

KJIOHMYECKUE MPUCTYIBI (YaCTO HE

Kinunnueckue COOBITHS u
IIPUCTYIHAs 20I
MpeKpanarTcs B TOJTHOMN
TEMHOTE.
Mexnpucrynsas 20I -
KOPOTKHE BCIBIIIKH OBICTPBIX (3-
6 ['m) reHepaTN30BaHHBIX
KOMILIEKCOB NOJIMCIIANK-
ME/IJICHHAsI BOJTHA.

3aKkpbITHE a3 u
(GOTOCTUMYIIALMS TPOBOLUPYIOT
paspsapl M 4YaCTO BBI3BIBAIOT
MHOKJIOHUHU BEK ¢ aOCaHCOM MJIU
6e3 Hero. Pa3pan B oTBer Ha
boTOCTUMYIAIIMIO 1O Mepe
B3pOCJIEHHUS CTaHOBHTCSA
MeHbie. Bo cHe pa3psanos
CTAaHOBUTCS MEHbIIE U OHHU
(bparMeHTUPOBAHBI.

MPT ronoBHOro mo3ra - Hopma
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CIIOHTAHHBIE, & CHPOBOLIMPOBAHHbIE
JleTIpUBaLAei CHa, MIPUEMOM
AJIKOTOJIs1 WM (POTOCTUMYJISLIUEH ).
Hesponornueckuit cTaryc
HOopMmaseH. PasButue nered um ux
KOTHUTHUBHBIE  (DyHKIMH,  Kak
paBUjO, HE  CTPadarT, HO
ONHMCAaHbl OTJIETbHBIC MAIUEHTHI C
MOrPAHUYHBIM ~ UHTEIJIEKTOM, 4

TaKXE C YMCTBCHHOﬁ OTCTaJIOCTBIO.

1.6.4.6. Dnnientuyeckue HNePATONATHH.

Jnujentuyeckasi 3HuedanonaTus - COCTOSHUE, NMPU KOTOPOM SNuiIenTudopmHas
AaKTUBHOCTH Ha 3JIeKTposHIedarorpaMMe BHOCUT CBOM BKJIaJl B KOTHUTUBHBIE U MTOBEIEHYECKHE
HapymieHus. [Ipu 3ToM TOOANBHBIN WM W30UpaTeNnbHBIA Me()eKThl MOTYT HapacTtaTth CO
BpeMeHeM. [lo TspKeCTH MpOsIBICHUH MUIIeNTHYeCKHe HIEe(haTonaTud MpeaCcTaBIsaioT co0on
CIIEKTP COCTOSIHUHM W MOTYT HaOIIONAThCs MPH JTI000H SIUJICTICMHU U B JIFOOOM BO3pacTe, HO YaIle
OHM JeOIOTUPYIOT B JAETCKOM Bo3pacTe. CHHAPOMBI, OTHOCSIIMECS K AIWICNITUYECKUM
sHIIEe(aIonaTusIM, MOTYT OBITh KaK I'€HEeTHYECKMMHU (MOHOTEHHBIE CIydau CHHApoMma Becra,
curapom /JlpaBe u 1p.), TaKk U NPUOOpPETEHHBIMU (HAIpUMEp, TOT XK€ CHHApoM Becta, HO B
pe3yabrate  TUMOKCHYECKH-UIIEMHYECKOl  SHIe(daaonatud  HOBOPOXKIACHHBIX). MHorue
SNWICNITUYECKUE  SHUE()anonaTuu  COMPOBOXKAAIOTCS  «MACCHBHON»  AMHIIENTU(OPMHOM
AKTUBHOCTHIO Ha DI, 1 yMEHbIIIEHUE 3TOM AKTUBHOCTU MOXET IMPUBECTHU K YITYUIICHUIO PA3BUTHS
pebenka [63]. Ilox «maccuBHOI» 3MUIENTH(OPMHON aKTHBHOCTBHIO MOAPA3yMEBACTCS HAIUYHE
YacThIX ANWICNTA(DOPMHBIX pa3psiioB. XapakTep MEXKIPUCTYITHOW aKTUBHOCTH 3aBUCHT OT
BO3pacTa mamueHta. Ha mepBom - BTOpOM roay *u3HU — 3T0 OOI marTepHbl «BCIBIIIKH-
MOJABJICHUS», KJAcCHYecKas M MOIM(UIMPOBAHHAS THUICAPUTMUS, MYIbTH(OKAIbHAS
aKTUBHOCTB. [103:Xe 3T0 MOXKeET ObITh MPOIOJIKEHHAs! CIIAHK-BOJTHOBAsI aKTUBHOCTH CHA (CHHOHUM
ANEKTPUYECKUI SIUWIENTUYECKUH CTaryc CHAa) WIM MEAJIEHHBbIE CHalK-BOJIHOBBIE pa3psibl
0OIPCTBOBAHMS, aKTUBUPYIOIIMECS BO BpeMsi CHa W BO CHE Ooublile, 4eM B OOApPCTBOBAHWH,
UMEIOLINE TEHACHIINIO K OuaTepasbHON CHHXPOHHU3AIMH, CBOMCTBEHHbIE cCUHApOoMY JIeHHOKca-

I'acto. MaccuBHas E)HI/IJIGHTI/Iq)OpMHa}I AKTUBHOCTb OTMCYACTCAd HC Yy BCCX MAallUCHTOB C
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SMUWIENITUYECKUMU dHIIepaionaTusaMu (MOXKET HMOSABISATHCS 10 Mepe MPOTrpeccupoBaHus O0IE3HH,

HalpuMep, pu cuHIpome pase).

Kak mnpaBummo, smuientudeckue HHIEPATONATHH COMPOBOXKIAIOTCS HapyIICHUEM

HHTCIUICKTYAaJIbHOT'O pa3sBUTUA, PA3BUTHEM YCPT ayTU3Ma, HCTAaTUBHO BJIUAIOT HAa JBUTATCIIBHBIC

¢byHkuuu peOeHka, U Majo0 YyBCTBUTEJIBbHBI K OOBIYHO MPUMEHSEMBIM IMPOTHUBOCYIOPOKHBIM

Ipernaparam.

K xiaccudeckum smuiienTHYeCKUM 3HiiedanonarusM oTHOCAT crenytomue [110]:

e Cunapom Oraxapa.

e 3J10KaueCTBEHHAs AIWIEIICUS AETCTBA C MUTPUPYIOLIMMHU NTapLHaIbHBIMU CyA0POraMH.

e PaHHSII MHOKJIOHUYECKAs BHHe(l)aJ'IOHaTI/IH.

Cungpom Becra.

Cungpowm Jlennokca-I'acro.
Cunapowm Jly3e.

Cunapowm Jlpase.

Cungpowm Jlannay-Knedduepa.

CUHAPOMBI C MPOIOJDKEHHON CITaK-BOJIHOBON aKTUBHOCTHIO BO CHE (KpOME CHHIpPOMA

Jlannay-Knedduepa).

e  MUOKJIOHHYECKUH CTaTyC HEMTPOTPECCUPYIOMIMX dHIIe(anonaTuit

Hixe IMMPUBCACHA KpaTKasd KIMHUYCCKAas XapaKTCPUCTHKA KITACCHUYCCKUX SMUIICTITUICCKUX

sHIedanonaruii [111]

TaOnuma 3.

Cunapom

Kparkas knuHMUYecKas XapakTepuCcTHKa

Cunzapom Otaxapa.

Pannsis mHanTHIBHAS SnMIENTHYECKas SHIedaIonatusi — CHHIPOM C
YacTIMH  peQpakTepHbIMH  HPUCTYNAMH M TSDKEJIOW — paHHEH
sHIIeasonaTrei, KOTopas MPUBOIUT K COKPAIICHUIO MTPOJOLKUTETBHOCTH
KU3HU W 3aJIep’KKe pa3BUTHSA. JOMHHHPYIOT TOHWYECKHE MPHUCTYIIBI;
MHUOKJIOHUYECKHE TIPUCTYITBI PEJIKH.

Hauwano B mepBbie mecsip! sxu3an (1-3 mec). [lepuHaranbHbIil aHaMHE3 HE
otaroiieH. HeBponornaeckuii cTaTyc COOTBETCTBYET 3THOJIOTHH CHHAPOMA,
W 3aJep’KKa Pa3BUTHS MOMKET MPEIIIeCTBOBATh MPUCTyHaM. XapaKTepHa
TsDKENas CTETIeHb ICUXOMOTOPHOTO OTCTaBaHMUS C PETPECCOM PA3BUTHS WITH
0e3 Hero.

Bo3MoxHa sBomtonus B cuHipoMbl Becta win JIlennokca-I"acro.

[lo »THONOTMM CHHAPOM TEpeceKaeTcsi C paHHEH MHOKIOHMYECKOU

SHHC(l)aJIOHaTHCfI, U OH MOJKET OBITH BLI3BAH CTPYKTYPHBIM IMOBPCKACHHUCM
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MO3ra, HMETh MOHOTCHHbIC TNPUYHMHEI (MyTanmu B reHax STXBPI,
SLC25422, CDKLS5, ARX, SPTANI, PCDHI19, KCNQ2, SCN24 wn np), a
TakKe METa0OJNMYECKYI0 ATHOJIOTHIO (MUTOXOHJIpPHUAIBHBIE OOJIC3HH,
HEKETOTHUYECKas TUNCPTIAUITHEMUS, paccTpoicTBa oOMeHa

MUPHJIOKCUHA/TIUPUIOKCANTB-5 (hocdaTa u p.)

310KaueCcTBEHHAs
SIMJIETICHUS JIETCTBA C
MUTPUPYIOITAMHI
Hap].[I/IaJ'IBHBIMI/I

CYAOPOTaMH.

Cunapom ¢ pedpakTepHbIMU IPUCTYIIAMHU C HAYaJIOM B MIEPBBIN TOJ )KU3HU
pebeHKa W C acCCONMHPOBAHHOW C HHUMH TSDKENOH JHIe(haTomaTHen.
dokanbHbIe TPHUCTYIHI BO3HUKAIOT HE3aBUCHUMO B OOOWX TMOJYIIAPHSIX
TOJIOBHOTO MO3ra, OHH MOTYT MUTPHPOBATh U3 OJHOH OOJIACTH B JIPYTYIO
cirydaitHoMm 00pazom. [IpHucTyIbl YacTo AUTENbHBIC C SIIH30aMHU CTaTyCOB.
[TporHo3 HEOMArONPUSITHBIA — C  YMEHBIICHUEM IPOJOJDKHTEIBHOCTH
KU3HH M TSHKEITBIM HEBPOJIOTHUECKUM JieuriurtoM. bonee mMsrkoe Teuenne
OIMCAHO Y OTJICIbHBIX MAI[HCHTOB.

Moxer BBI3BATHCS MYTaIsIMU B reHax
KCNTI1, SCNIA, SCN2A4, PLCBI, TBCID24 w CHD2, Ho B OOJIBIIMHCTBE

CJIy4acB 3THOJIOTUSA OCTACTCA HEU3BECTHOM.

Pannsas
MHUOKJIOHUYECKAS

sHIIe(aronaTusi.

CuHApOM C¢ 4acThIMU pedpakTEepHBIMU TPUCTYIIAMU U TSOHKEION paHHEH
SHIle(paIoNaTUEH, KOTOPast MPUBOJUT K COKPAIICHUIO MTPOOKUTEIIBHOCTH
YKU3HU U 33JIePKKe pa3BUTHS. [JOMUHUPYIOT MHOKJIOHUU (B 3TOM OTJINYHE
ot cunpoma Otaxapa)

Havano mpucTymoB B nepBbie 1Ba Mecslla KU3HU (0ojiee, 4eM B MTOJIOBUHE
Bcex ciydaeB 0 10 nHs sxu3Hn). [leprHaTanbHBIN aHAMHE3 HE OTSTOIICH.
3azepKKa pa3BUTHUS MOKET OTMEYAThCs Kak /10 Havajga MPUCTYIOB, TaK U
MOSBIATBCSA ~ MOTOM. B IleIoM  XapakTepHa  TsDKelas — CTeleHb
TICHXOMOTOPHOTO OTCTABAHHS C PETPECCOM Pa3BUTHUS WK 0€3 HETO.
Otronorus — cM. cuaapoM OTaxapa. 13 MOHOTEHHBIX TIPUYHH — MyTaITUd B

ErbBA4.

Cungpom Becra.

Jiga cuHApoMa XapakTepHO pa3BUTHE SIMICTITHYECKUX CIAa3MOB, HaIle
BCETO B MEPBBI TO )KU3HHU pedeHKa. OOBITHO MTPUCTYITHI COMTPOBOKIAIOTCS
IO0ABHON 3aJEeP)KKOM Pa3BUTHSA C perpeccoM wimm 0e3 Hero. Crasmbl
HayuHAIOTCA B Bo3pacTe oT 3 A0 12 mec, uHorAa u mo:xe. MuaneHen A0
Hayajia CIa3MOB MOXKET OBITh 3J0POB WM HMETh HEBPOJOTHYCCKHIMA
neuIuT, 00YCIOBICHHBIH CTPYKTYPHBIM IIOBPEXKICHUEM I'OJIOBHOI'O MO3Ta.
CHHIPOM MOXET 3BOJIOIMOHUPOBATH U3 cuHApoma Oraxapa WM JPYrHX
(mpeumymiecTBEHHO  ()OKAJNBHBIX) OMOWICHCUH ¢ paHHUM  HadajaoM
(Tunmusble ans cuHapoma Becrta ximHMueckue u DD XapaKTepHCTHKA
pasBuBarTCA mociie 3-4 Mecsina ku3HU). Heckonbko Yaiie pa3BuBaeTcs y

ManbuukoB. Kak ImpaBuiIo, rao0anbHas 3aICPIKKa pa3BUTUA C PCTrpeCCOM

70


about:blank#KCNT1
about:blank#SCN1A
about:blank#SCN2A
about:blank#PLCB1
about:blank#TBC1D24
about:blank#CHD2

i 0e3 HEero OTMEYAeTCsl ¢ HayalloM SIMWICIITHYESCKUX Ccra3MoB. M3penka
BCTPEYAIOTCS MAUCHTHI C HOPMAJIbHBIM PAa3BUTHEM.

OTuoNorus pa3HOOOpa3Ha: CTPYKTYPHBIE HW3MEHEHHWS MO3ra Tnpe- U
MEepUHATAIBHOTO MIPOUCXOKICHUS (THITOKCUYCCKH-UIIIEMUYECKas
sHuedanonaTusi, MHCYIbTHI, MHpeKIuH). YacToll NPHUUYMHON SBISIOTCS
TyOepO3HBIH CKIIepo3, cuHaApoM Alikapau u muccannedanus. Heooxonumo
HCKIIIOYAaTh XPOMOCOMHBIC aHOMalnuu — cuHapoM Jlayna u Munnepa-
Jlukkepa, MoOHOTeHHbIe mpuuuHbl (MyTtarmu B TeHax ARX, CDKLS,

SPTANI1, STXBPI u ap.), a Takxe BpoxACHHBIC Ae(PEKThl METa0OIU3MA.

Cungpom

Jlegnoxkca-I"acro.

CuHApOM XapaKTepu3yeTcs HAJIWYHEeM HECKOJBbKHX THIIOB TPUCTYIIOB
(Hanbosnee XapakTepHbl TOHHYECKHE MTPHUCTYTIBI BO CHE, TAKXKE OTMEYAI0TCs
aTUMUYHBIE a0CaHChI W ATOHWYECKHE IMPHUCTYINbBI), KOTHUTUBHBIMH U
MOBEJCHYCCKUMU HApyImICHUIMH W Ju(QOy3HOH MEIJICHHOW Craik-
BOJTHOBOW aKTHBHOCTBIO ¢ IpoberaMu OBICTPON akTHBHOCTH Ha D31
Hauano npuctymos B Bo3pacte ot 1 10 7 aeT (muk 3-5 ner). Jlo mosBieHus
MPHUCTYIIOB  pa3BUTHE peOCHKa MOXET He CTpajgaTh, WIH €ro
HEBPOJIOTHYECKUN CTAaTyC MOXET COOTBETCTBOBATh BPOXKJICHHOMY WIIH
MIPHOOPETEHHOMY CTPYKTYPHOMY JIe(heKTy TOJIOBHOTO MO3ra. XapaKTepeH
NeUIUT KOTHUTHBHBIX (DYHKIMH, XOTS WHOT/IA BCTPEUAIOTCS JCTH C
HOpPMAaJIbHBIM HHTEIICKTOM. Kak mpaBuito, Bce-Taku XapakTepHa CTarHaIus
Pa3BUTHS WK €TO PErpecc Mociie Hayayia MpUCTYIIOB.

Or 10 mo 30% Bcex chmyyaeB TPEACTABISIOT COOOW ABOJIOIUIO U3
cunapomMoB Becrta u Otaxapa.

70% cirydaeB CBSI3aHBI CO CTPYKTYPHBIMH U3MEHEHUSIMH B TOJIOBHOM MO3Te,
B TO K€ BpeMsI MOHOT€HHBIE CITOPAANYECKUE MYTAIIUH, 110 BCEH BUINMOCTH,

BBI3BIBAIOT JIPYTHE CITy4an O0e3 sIBHOW ITHOJIOTHH.

Cungpom [pase.

Cun. Tspkenas MUOKIOHUYECKAs AIIUIICTICUS MIIaIeHUeCcTBa

JUis cUHIpOMa XapaKTepHO Hayajo B IIEPBBIM IOf KU3HHU: Yy peOeHKa C
HOPMQJIBHBIM Pa3BUTHEM TOSBISIOTCSA JJINTENbHBIE (DeOpHIbHBIC |
aeOpubHbIC (hOKaNTbHBIC (00BIYHO FEMUKIOHUYECKHE) IPUCTYIIBI, & TAKIKE
reHepaIM30BaHHbIE TOHUKO-KIOHUYECKHE NpucTynsl. B Bospacte ot 1 no
4-x J1eT BO3MOXKHO TaKOKe IOSIBJICHUE MUOKJIOHUHN U aTUIIMYHBIX a0CAaHCOB.
[IpucTynsl 0OBIYHO PE3UCTEHTHBI K TEPAlMM, U HAYWHAsi CO BTOPOTO Toja
KHU3HH Y peOeHKa pa3BUBAIOTCS KOTHUTHUBHBIC HApPYLICHUS W HApYILICHUS
MOBE/ICHNUSI.

[lepBble MPUCTYTIBI Pa3BUBAIOTCS C BO3pacTa 6 MecseB, y OONBIINHCTBA —
1o 1,5 ner. IlepunaTtanbHblil anHamHe3 He OTsrouieH. @eOpuiIbHbIN XapakTep

nepBoro mpucryna ormeuaercsa y 60%. BakmuHamms MOMXKET CIYXKUTh
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HECTIEUU(PHUUECKIM TPUITEPOM CHHIPOMA, MPHCTYIBI MOTYT Ha4aThCs
paHblie, HO BakUMHALMS HE BIMACT Ha KOHEYHBIM MCXOJ 3a00JieBaHMS.
@eOpunbHasi MPOBOKALUS MPHUCTYNOB MOXKET COXPAHSATHCS BCIO KU3HD
nanueHTa. HeBposnoruueckuii cratyc B Havyaje 3a00J1eBaHUs HOPMaJIbHBIN,
CO BpPEMEHEM MOTYT Pa3BUTHCS aTaKCHS W MUpaMHUIHBIE CUMITOMBI. Ha
MEPBOM TOAY JKU3HH pa3BUTHE JETEH, KaK MpaBWIIO, HOPMAaIbHOE C
MOCIEIYIOUINM TUIATO MU PErPECCOM Pa3BUTHSL.

B 75 % Bcex cayuaeB HaxomsT mytauuio B rene SCNIA (B 95% myrauuun
CIOpaJUyEecKue), KOAUPYIOIEM HaTpueBble KaHalbl. Jlpyrue reHsl
cunapoma Jlpase - GABARG2, SCNIB, SCN2A.

JlpaBe-1mo1o0HBIN (EHOTHIT ONMCAH U MpHU MyTaruax B reHax PCDHI9 u

SCN§4 .

Cungpom
Jlannay-Knedduepa.

JUis cUHApOMa XapaKTEpHO MOA0CTPOEe Havyajuo MpUoOpeTeHHOH adasuu y
peOeHKa ¢ HOPM@JIbHBIM IPEIOBIAYIIMM PEUEBbIM  pa3BUTHEM U
HOPMAJIHBIMHA KOTHUTHBHBIMH (yHKIHAMH. [IpHCTYyIBI OTMEHalOTCS HE y
BCEX MAlMEHTOB, W, €CIM MMEIOT MECTO, TO He yacTele. TeM He MeHee,
CYLIECTBYET BBICOKMH pPHCK 3HAUUTEIBHOIO PE3UAYATBHOTO PEYeBOr0
nedexra.

[lepBble cCUMIITOMBI pa3BUBAIOTCS B BO3pacTe OT 2 10 § yieT (nmuk 5-7 jer),
u3penka - nozxe. HauanbHBIMU MPOSBICHUSIMA MOTYT OBITh Kak adaszust
(40%), Tak W snmIenTHYeCKHe MpUCTYNbl. Adaszus pa3BHBaeTCs IMOCIe
nproOpeTeHHOH BepOanbHON CIyXOBOM arHO3uM. JleTH cHavasa nepecTaioT
MOHUMATh OOpalleHHYyI0 peyb, a MOTOM CTpagaeT M MOTOpHas
cocrapistomas pedn. CyliecTByeT 3a7ep:KKa ¢ JUarHOCTHKOM, TaKk Kak y
JeTell I0J03peBalT HaJW4ue IJIYXOThl, MyTH3Ma WIH ayTu3Ma.
Hesposoruueckuil craryc HOpMajleH, HO B JOIOJHEHHE K pPEUCBBIM
HapYIICHUAM HMMEIOTCS PACCTpOiicTBA MOBEACHUS (IeDUIUT BHUMAHUS,
TUIIEPAKTUBHOCTb, AIPECCUBHOCTh) M KOIHUTUBHBIX (DYHKLIHMH, a Takke
[ICUXUATPUUYECKUE CUMIITOMBI. PeueBble HapyIleHUs TEKYT BOJTHOOOPA3HO C
repuoaMu 00OCTPEHNUN. DTUICTTHUECKHIE TMPUCTYIIBI U u3MeHeHus 221
KaK IpaBUJIO C BO3PACTOM IPOXOMST, HO pe3uaAyalibHbII peueBoil nedpuuur
octaercs y OoipmuHCTBa mannueHToB (B 80% Bcex ciydaeB), U OH MOJXKET

MMETbh CepPhE3HBIN XapakTep (0COOCHHO IpH paHHEM Hadajie CHHAPOMA).

ONuienTuuecKas
sHIIeDaTonaTus ¢

MPOAOJKEHHOM CrialK-

CI/IHI[IJOM, AJId KOTOPOr'o XapaKTEpHa MNPOAOJDKCHHAA CIaliK-BOJIHOBAS
AKTUBHOCTb BO CHC, SJHUICIITUYCCKHUC MNPHUCTYIIBI W MPOrpecCUupyromiece
YXYAUICHUEC  KOTHUTHBHOIO, TIMOBCACHYCCKOIO MU TNCHUXHUATPUUCCKOI'O

(YHKIMOHUPOBAHUSI.
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BOJIHOBOI aKTUBHOCTBIO

BO CHC

HeTCKaH SMWJICTICUS C ICHTPO-TCMIIOpPAJIbHBIMHA CHaﬁKaMH, aTUIINYHasA
SIUJIETCUSl JIETCTBA C LEHTPO-TEMIOPATIbHBIMU CHAWKaMH, CHUHAPOM
Jlanpay-Knedduepa u gaHHbIli CHHIPOM HUMEIOT CXOXKHE KIMHHYECKHE U
20I XapaKTCpUCTUKU, HO C PA3HBIM TCUCHUCM NPUCTYIIOB U KOTHUTHUBHBIX
HapymeHni. [1o3ToMy OHE MOTYT paccMaTpHUBATHCA KaK CIIEKTP COCTOSTHUM,
n KOHerTHHf/’I MAalUCHT MOKCT NEPEXOAUTh U3 O,Z[HOI>’I YacCTH 2TOT'O CIICKTpa
B IPYT'YIO €T0 YacCThb.

Havano npucrynos B Bo3pacte oT 2-x 10 12 ner (nuk ¢ 4 1o 5 ner),
MPOJOJKEHHAsl CHaiK-BOJHOBAas aKTUBHOCTh BO CHE pa3BUBAETCS
HECKOJIBKO MO3X€ — Yepe3 1-2 roma mocie Havajga HPUCTYIOB.
HeBposornueckuii cratyc nubO0 HOPMANbHBIM, JTUOO H3MEHEH B
COOTBETCTBUM CO CTPYKTYpPHBIM IOBPEXIEHHUEM TOJIOBHOTO MO3ra.
KapaunansHoi XapaKTEePUCTUKOMN CHUHJIpOMa SIBJISIETCS
MPOrPECCUpPYIOLIee YXYyAUICHHE KOTHUTHUBHBIX M TOBEIEHYECKUX
(GYHKIMN C pa3BUTHEM NICUXUATPUIECKUX cUMOTOMOB. CTpaaaroT Bce
KOTHUTHBHBIC (YHKIMU, BKIOYas peYb U KOMMYHUKAIIHIO,
OpHUEHTAIINIO B MPOCTPAHCTBE U BPEMEHU, BHUMAHUE U COLMAIbHOE
B3aumojeiicTBue. HapylieHus Kak TMpaBUIO HOCAT TSHKENbIN
XapakTep U HECMOTPs Ha TO, YTO CUMIITOMBI CO BpEMEHEM CTAHOBATCS
MEHEE BBIPAKEHHBIMH, PE3UIyalbHBI HEBPOJOTHYECCKHA ACPUIHT
OCTaeTCs MOCe MPEKPAIICHUsT MPUCTYIOB U yiydlieHusiM Ha D3I

(4TO IPOUCXOAUT K BO3pacTy 7 JIET U CTapliie)

[IpyunHamMu cuHApPOMAa B OJHOM TPETH CIy4aeB SBIIAIOTCS
BPOXJIEHHBIE WJIN IPUOOPETEHHBIE CTPYKTYPHbIE HM3MEHEHUS
TOJIOBHOT'O MO3ra, KPOME 3TOr0 BO3MOXHBI XPOMOCOMHBIE aHOMAJINN
U MyTallMM B TeHax (Hanpumep, cuHApoM Perra), Takxke BCTpeyaroTcs

MeTa0O0JIMYECKHE MPUINHBI (MUTOXOHIpUATIbHBIC 00JIE3HN)

Kpome kitaccrnueckux sHIe(paNonaTuii CymecTByeT JOCTATOYHO OOIBIIOE KOJTHMYECTBO

TSDKEJIBIX  DITHJICTICHI paHHCTO ACTCTBA, HC YKIAAbIBAIOIIUXCA KIMHUYCCKU /M

sHIedanorpa@UyecKu B KECTKHE PaMKH BBIIIE YKa3aHHBIX CHHJIPOMOB. MHOTHME M3 HUX

Ha4YMHAIOTCA B ICPBBIC II0JTOpAa TOda KHU3HHU pe6eHKa H SABISIIOTCA T CHETHYCCKH

JIeTEPMUHAPOBAHHBIMH MOHOTEHHBIMH 3a00JIeBaHUSAMH (CM. pas3zien I'eHeTuka 3MUIIeTCUH).

Ota rpyrmnna HoCHJIa Ha3BaHUE «PAHHUX AMHICNTUYECKUX dHIedanonatuiiy. Tepmun «Panuss

snunentudeckas sHiedanonarus» (cokp. anri. EIEE) 3aumctBoBan n3 OMIM [112]. Ha
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Hayaio 2021 roga OMIM HacuuThiBaeT 88 MOHOT€HHBIX PAHHUX AINUJICITHYECKUX
sHuedanonaruii. Homep coorBercTByet nopsaky onucanus: EIEE]. X-cuennennslii ciaapoM
Becra, obycnoBnennblii myrtanueil B rene ARX) 6bu1 onucan nepssiM. Hanpumep, EIEE6 —
cunapoM [lpase, oOycrnoBneHHbIi myTanueil B rene SCN/A. B HacTosAmuii MOMEHT TEPMUH
«Pannsas osnunentudeckas odHIedamonarus» (cokp. aHmi. EIEE) 3aMEHEH Ha
«Quuedanonarus pa3BuTHs 1 dnmiientruueckas» (cokp. auri. DEE) Tepmun « Ounedanonarus
pasButHs U snwientudeckas» (cokpam. DDE) Bo3HUK M3 MOHWUMaHHS TOro (hakra, 4Tto HE
TOJILKO 3IUJICTICHSI BBI3BIBAET HAPYIICHUS PA3BUTHSI U PACCTPONCTBO ayTHCTUYECKOTO CIIEKTPa,
HO ¥ MyTalus cama 1o cede oOycrnaBnuBaeT 3Ty HapymeHus [113].

I'enbl, oTBevaronye 3a pa3BUTHE T'€HETHMUYECKUX SMHJICHTHYECKUX dHIe]anonaruu,
perynupytoT noHHble kaHaibl (SCN24, SCNSA, KCNQ2, KCNT1, KCNA2), cuHanTu4yeckue
oenku (STXBPI), sxcnipeccuto reHoB (CDKLY5), namenenus 6enka u ero cuutbiBanue (PIGA),
crabmnu3anuio MeMOpaH/BHyTpuKIeTOUHbIe peakiun (SPTANI).[114].  BonbmuHCTBO
MYTaliil B T€HaX, BBI3BIBAIOLINX SMWJICITHUECKUE SHIE(AIONATHH, SBISIOTCS MYTaLUSIMU
«de novo». B To ke Bpems, MOXKET BCTpeuarbcs coMaTH4ecKuil MozauimsMm (B 8,5% Bcex
SMUJIENITUYECKUX SHIe(]anonaTuil) U ayToCOMHO-PELIECCUBHBIA THUI HacienoBaHus. Jns
sHIEe(aIoNaTil pa3BUTUS M SMWICNITUYECKUX SHIE(DATONaTHil XapakTepeH KIMHUYECKUIl
NOJIMMOP(U3M: MyTAIIMH B OTHOM I'€HE MOTYT BBI3bIBAaTh pa3Hble (PEHOTHIIBI (MyTAIlUH B TEHE
KCNTI MoryT BbI3bIBaTh KaK 3J0KaYECTBEHHYIO SMMJIEHCHIO JAETCTBA C MUTPHUPYIOLIUMU
naplUuagbHBIMU CYIOPOraMH, TaK U ayTOCOMHO-TIOMHUHAHTHYIO TUIIEPMOTOPHYIO SIMUJIETICHIO
CHA), a TaKXe MOJTUMOP(HU3M T€HETUUECKUI: O/IUH U TOT K€ SMUIECNTHUYECKUI CHHAPOM MOXKET
OBITH 00YCIIOBIICH M3MEHEHHUSIMH B PA3HBIX T€HAX.

Jiss  TeHeTHYecKH  JAETePMUHHPOBAHHBIX  SHHJICNTHYECKUX  HHIEe(danronaruit
XapaKTepHO paHHee Hadajo SIUJIENTUYECKUX NpUCTYNoB (B mepBble 1,5 roma »u3HU,)
3aJep)KKa pa3BUTUS (MHOTAA C YepTamMH ayTu3Ma) 10 Hayalla MPUCTYNOB WM MOCIE HUX
BO3HUKHOBEHUS, BO3MOXEH PETPECC ICUXOPEUEBBIX W MOTOPHBIX HABBIKOB MIJIM <I1JaTO»
pa3BuTHs (HOBbIE HABBIKM HE IMPHOOPETAIOTCS), COUYETAHHE SIUJICTICUU U JBUTATEIbHBIX
HapyIIeHUH (IMCTOHHUSA, TUCKUHE3UH ), COYETaHHE AMIIICTICUU U PACCTPOMCTB ayTUCTHYECKOTO
CIEKTpa, OTCYTCTBUE SIBHOM MPUYMHBI BBISBICHHBIX HapylIeHUHN (MHPEKINHU, TUITOKCUYECKH-

UIIEMUYECKON HHIIe(aIonaTnu, TpaBMbl) U TPYOOT0 OTATOIICHHUS IIEPUHATAIBHOTO aHAMHE3A.
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1.6.5. DnujenTuyeckue CHHAPOMbLI INOJAPOCTKOBOI0 M  B3POCJOro BO3pPacCTa,

resepajn3oBannble. KinHnueckas KapTHHA.

[poext kinaccuduxamuu 2001 roga o6beUHSET 3 CHHAPOMA HIUONIATHUECKON TeHEpaTn30BaH-
Hoit smuntenicun (MI'D) ¢ nebroToM B MOAPOCTKOBOM BO3pacTe (FOHOIIECKas abCaHCHAs ITHIICTI-
cus, snuiencus ¢ uzonuposanHbiMU ['CII 1 roHOIIECKass MHOKIIOHMYECKAs! SMUJIETICHS) B OAHY
noarpynny — UI'D ¢ BapuabenbHbiM GeHOTUIIOM. COTTIACHO HOBOM STHOIIOTHYECKON Kiaccudu-
Kallu¥ STIHJIETICUH, Bce 3TH (OpMBI OTHOCATCS K reHeTndeckuM [63]. Bee popmber UI'D o6benu-
HSIeT TOJUMOP(HBIM TUIl HACJIETOBAHMS, BO3MOXHOCTh KIMHUYECKOW TpaHc(opmanuu OZHON
(GbopMBI B APYTYIO, B TOM YHCJIC TTOJ BO3ACHCTBUEM Tepanuu. BaxkHo, 4to m1st pasasix dopm UT'D

XapaKTCPHbI CBOU 0COOEHHOCTH KJIMHUKH, TUArHOCTUKU U TCPaAIInH.

1.6.5.1. FOnomeckas adcancHas >nuiencus (FOAD).

FOAD — pasnoBuanocts MI'D, XxapakTepu3yromasicsi OCHOBHBIM BHJIOM MPUCTYIIOB — aOCaHCaMH,
JNEOITUPYIOIIMMH B TIOJJPOCTKOBOM BO3PACTE C BHICOKOH BepoATHOCTHIO pucoeannenus ['CI1 u
xapakTepHbMu DO -M3MeHEeHUsIMH B (hOpMe T'eHepaT30BaHHON MUK-BOJIHOBOM aKTUBHOCTH C Ya-
croroii 3 I'r1 u Goiree.

Jluaenocmuueckue kpumepuu [115]. JleGrotr abcancoB mpu KOAD Bapwsupyet ot 9 no 21

roja, B cpegHem, 12,5 ner. ¥V 75% nanueHToB IPUCTYIbI HAUMHAIOTCS B CPAaBHUTEIIBHO KOPOTKOM
BpEMEHHOM NpoMexyTke: 9-13 ner. XapakTepHo npeoliajaHue MPOCThIX a0CaHCOB € YacTOTOM 1
npuctyn B 2-3 nHsa i pexe. CpeaHss NpogoJKUTEIbHOCTh MpUCTynoB npu FKOAD cocTtaBiser
okouio 6 cex. Imenno mpu KOAD Hepenko BO3HHUKAIOT «()aHTOMHBIE a0CaHCHI» - KOPOTKUE TIPH-
CTYIIbI, KOTOPbIE HE 3aMEYal0T HU MAalMEHTbl, HU UX OKPY)KAIOIKE, U KOTOPBIE BBIABISAIOTCS
TOJBKO TpH BuAeo D3I MOHUTOPUHTE C MPOBEACHUEM CIIEHUANBHBIX P00 (UTEHHE WU CUeT,
PUTMHYHOE MOCTYKMBAHUE PYKOU, MPEKpAIAIOLIIeCs] BO BpeMsl PUCTYTIA).
Baxnas ocodennocts FOAD - nebrot ¢ I'CII (10 40% ciyuaeB) u Boicokast yactora Hanuuus ['CI1
B CTpyKType 3a0oneBanus (65-90%). XapakTepHO UX NMEPCUCTHPOBAHUS «BOKPYT CHa» (TIpu 3a-
ChITaHuU Ui TpoOyxnenuu, 75%) [116]. I'CII xapakTepu3yroTcsi KOPOTKUMU HEYACTHIMHU TO-
HUKO-KJIOHHYECKUMHU CYZ0POTraMH, BOSHUKAIOIUMH 0OBIYHO ITPU IPOOYKAeHUU. | uniepBeHTHIIs-
Ul PEIKO MPOBOLIMPYET BO3HUKHOBeHUE abcaHcoB, a ['CII B 30% ciyyaeB BOZHHMKAIOT MOCIE Je-
npuBalK cHa. BO3MOXKHO BOZHUKHOBEHHE aOCAHCOB C MUOKIIOHMYECKUM KOMIOHEHTOM (23%) B
BUJIE MMOKJIOHYCA BEK, IIEPUOPATILHOTO MUOKJIOHYCA U JP.

V3MeHeHMii B HEBPOJIOTHYECKOM U KOTHUTUBHOM cTaryce y nanueHToB ¢ FOAD o0bruHO
He HaOmonaetcs. [Ipu D3I uccinenoBanny 0CHOBHAs aKTHBHOCTH (poHA HOpMasibHA. B oHOBOM

3aIllUCH MOABJIAKOTCA KOPOTKHUC pa3pAaabl TCHEPATIN30BAHHBIX 6BICTpI)IX KOMIIJICKCOB ITHK-, ITOJIH-
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NUK-BoJiHA. Bo3MoxkHa mpoBokanus smuientudopmuoit aktuBHocTy nipu POC (poroceHcuTrn-
HOCTb) U 3aKPBIBAaHUU TJIa3 (CKOTOCEHCUTUBHOCTH). Perrnonanpabie u3MeHeHnus Ha D3I BcTpeda-
forcst mpu FOAD nocrarouno vacto (70,2%), mpu 3TOM NPUOIU3UTEIBHO C paBHON 4aCTOTON BbI-
ABIISIOTCS PETHOHAIBHOE 3aMeIJICHHE U PETHOHANIbHAS SNMWIENTU()OPMHAs aKTUBHOCTD, YTO YaCTO
CILY’)KUT NMPUYMHON HEBEPHOIO AMAarHo3a U COOTBETCTBEHHO — Ha3HAUEHUS HEaJeKBaTHOU Tepa-
nuu. Pesynsratel MPT B HOpMe. IIporunos [116]. IIpu TouHOM AMAarHOCTUKE U IPUMEHEHUH aJleK-
BAaTHOM TEpaIuy MPaKTHYECKH Y BCEX MAI[MEHTOB yaeTCs JOOUTHCS XOPOILIETro KOHTPOJIS HaJ| a0-
cancamu. [lonHas tepaneBTrueckas pemuccust gocruraercsa B 65% ciyvaes. [Ipornos yxyauma-

ercs ipu Havase 3aboneBanus ¢ ['CII1 1 BEICOKO 4acTOTE CyTIOPOKHBIX MMPUCTYIIOB.

1.6.5.2. FOHomeckasgs MuokJgoHuUYeckas ynmwiencus (FOMD) — cunapom AHna

FOMD - uanonarnueckas (reHEeTHYECKas ) reHepaIn30BaHHas (hopMa SIUIICTICUH, €00 TH-
pyiolas B IOJPOCTKOBOM M B3POCIIOM BO3PACTe U LIMPOKO MPEICTaBICHHAs B MOMYJISIUN 0OJIb-
HbIX snmiencueit (2,8—11,9%. Bcex snmnencuid u 26,7% WUI'D) [117]. Ha ceromHsmHuil 1eHb
unaeatudunuponano 6 renos (GABRA1, GABRD, EFHC1, BRD2, CASR u ICK), onpenensito-
IMX MpeapacnoigoxeHHocts k OMO, Bce oHH, 3a uckioueHnem BRD2, sBisioTcst ayToCOMHO-
TOMHUHAaHTHBIMU. [Ipeamnornaraercss IByXJOKycHas TeHeTHYecKas Mojieib 3a00JieBaHus, TPUUYEM
OJIMH U3 F€HOB JIOKAJIM3YeTCsl Ha KOPOTKOM Iu1ede XpoMocoMbl 6. Cpe poICTBEHHUKOB OOJIbHBIX
KOMD nepenxu cnydan UI'D ¢ BapuabenbHBIM (PEHOTUIIOM U T€HEPATHM30BAHHBIX AHIENTH(HOPM-
HbIX DOI - maTTepHOB MPHU OTCYTCTBUHU MPUCTYIOB. Beigeneno 4 ¢genoruna FOMD [118]: I - kimac-
cuuecknit (72%); 11 — IAD ¢ tpanchopmanueir B FOMD (18%); III — KOMD ¢ abcancamu (7%);
IV — IOMD ¢ atonnueckumu npunagkamu (3%).

Baxuo Hanmuuue npu FOMD MHOro4ncieHHbIX GOKaIbHBIX KIHHIHUeCKUX U D3I npusHa-
KOB U MPU3HAKOB JIOOHOW MUC(YHKIINU (BBIpaKEHHAS SMOITMOHAIbHAS JTAOUIBHOCTD, MPU3HAKU
HEBPOTUYECKOTO Pa3BUTHSI JINYHOCTH) B HEBPOJOTHYECKOM CTaTyce, YTO MOJIYUYUIIO OObSICHEHNE
B KOHIIETIUN MOP(}O-PYHKIMOHATBHON TUCOYHKIIMHU, pa3BUBAIOIICHCS HA OCHOBE OOHAPYXKEH-
HBIX MHOKECTBEHHBIX T€HETHYECKH OOYCIOBICHHBIX MUKPOCTPYKTYPHBIX aHOMAIUH B JTOOHBIX,
TEMEHHBIX, MTOJIKOPKOBBIX, TATAMHUYECKUX M APYTUX OTAEIax Mpu 3ToM 3aboneBanuu [119]. Orta
OCOOEHHOCTb SIBJISIETCS OCHOBHOM IMPUYMHON YaCTON OMIMOOYHOM TMArHOCTUKU JIOOHOM TIHIICTI-
cuu npu FOMD.

Knunuxa. Kapaunanenenii cumnrom FOMD — snunentudeckuii Muokiionyc. ITpumeua-
TEJIbHO, 4TO OoJee ueM B 90% ciyuaeB FOMD npaBuibHbIN 1MarHo3 HE yCTaHABIUBAETCS, B OC-
HOBHOM B CBSI31 C UTHOpHUPOBaHUEM MHOKIOHHYecKuX npuctynoB (MIT) [120]. MII - morHMEHOC-
HBIE MOJIEPTUBAHUSI PA3JIMYHBIX TPYII MBIIII, Yalle JABYXCTOPOHHUE; CUMMETPUYHbIE, €AUHUY-

HBIC WJIM MHOKCCTBCHHBIC, MCHAIOIMIUCCA MO0 aMIINIUTYZIC; HCPCAKO BO3HUKAIOINNEC B BUJAC CCPpUHN
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3anmoB. Jlokamm3yrotcest MII, rmaBHbIM 00pa3oM, B TIJICYEBOM I0SCE U PyKaX, MPEUMYIIECTBEHHO,
B pa3ru0aTeNbHBIX TpyNnax MbIl. B Hayane 3a0oineBaHus y oTAenbHBIX 0onbHBIX MII mMoryT
HOCHUTbH OTYETIUBBIM aCHMMETPUUYHBIM U aCHHXPOHHBIN xapaktep. Y 30% nanuento MII 3axBa-
THIBAIOT MBIIIIIBI HOT, IPH 3TOM BO3HHUKAIOT MaI€HUS: MUOKIOHUYECKU-aCTaTUYECKHIE TPUCTYIIBL.
Coznanue Bo Bpemst MII coxpaneno. B 90% ciyuaeB MII couerarotcst ¢ I'CII npoOy:xaeHus u B
30% — ¢ xopotkumu abcancamu. I'CII Hepeako HaunHatotes ¢ MII, nepexosmux B KJIOHUYE-
ckyto (pazy, Takue MPUCTYIbI ObUTH HAa3BaHbI MHOKIOHHUKO-TOHHKO- KJIOHWMYeckumu [121], onun
BIIEpBbIE BKIIIOUEHBI B Kitaccudukanuio I11 B 2017 1. [63]

Juacnocmuueckue kpumepuu (Ha 0CHO8e MeHCOYHAPOHO20 KOHCEHCYCA IKCnepmos, Aeu-
noon, 2011 2. u I'aaea, 2012). CumntoMoM, 00s13aTeIbHBIM JUIs TUarHocTuKu FOMD, sBistoTces
MHUOKJIOHWYECKHE TOIeprUBaHus 0e3 MOTepu CO3HAHMS, TPEUMYIIECTBEHHO BOZHUKAIOIIIE TOCTIe
poOYKICHHUS.

[Tocrne BEIOTHEHUS 3TOTO 0053aTEILHOTO KPUTEPHUS MOTYT OBITH CO3/JaHbI JIBE TUAarHOCTH-
Yyeckue rpyninsl: 6ojee y3kas u 6omnee mupokas [ 122]. Kpurepuu kiacca I Bkitouarot: (1) MII 6e3
IIOTEPHU CO3HAHMUS, BO3ZHUKAIOIINE UCKIIOYUTEIBHO B TEYEHUE JBYX YaCOB MJIM JI0 JIBYX 4acOB IO-
cie npoOyxaenus; (2) 391" ¢ HopMaabHBIM (POHOM M TUITUYHBIMH UKTaJIbHBIMHU T€HEPATU30BaH-
HBIMH TIOJIUCTIaKaMU OOJIBIIION aMITTUTY/IbI K MEJIJIEHHBIMU BOJIHAMH, CONPOoBOXAarorumMu MIT;
(3) HOpManBHBIN UHTEIUIEKT U (4) Bo3pacT Hadana oT 10 mo 25 mer.

Kpurepun xnacca I, 6onee mupokue, Bkiatogaot: (1) MII, mpenMyiiecTBeHHO BO3HHKA-
rformye mocie npoOyxaeHus; (2) MII, BeI3BaHHBIC HEOCHITIAHUEM U CTPECCOM U CITPOBOIIMPOBAH-
HBIE 3pUTEIbHBIMU cTUMYJIaMH win TipakcucoM, wim ['TKII, kotopeim npenmectBytor MIT; (3)
HOpMalbHBIN (poH Ha DI u, Mo KpaiiHeil Mepe, OIMH pa3 - MEKHUKTAJIbHBIC TeHEPATHU30BAHHBIC
CHalK WM MOJUCIIAWK-BOIHOBBIE Pa3psiibl C TOMYCTUMOM aCUMMETpHEH, ¢ WM 0€3 perucTparuu
MITI; (4) oTcyTCTBHE YMCTBEHHOM OTCTANOCTU U (5) Oojee MMPOKUA BpeMEHHOW WHTEPBAJ s
BO3pacTa Hayaia 625 yer.

Baxmueiimue npoBouupytomme 11 Gpaxtops! npu KOMD — nenpuBaiius cCHa 1 BHE3aITHOE
HACUJILCTBEHHOE NMPOOYXKAeHUE. Y HEKOTOPHIX ManreHToB MII BOZHUKAIOT UCKITIOUUTENBHO MIPH
Henoceinanun. Ot 38 10 90% mur; ¢ FOMD (uare ®eHCKOro 1oJia) SBISIOTCS POTOCEHCUTUBHBIMU
[117], o 20% nposBIIsItOT CKOTOCEHCUTUBHOCTH [ 123]. HacTo ormeuaercs yuanienue ['CIT u MIIT

B IIEPUMEHCTPYaIbHOM NIEPUOJE.

1.6.5.3. Dnmaencus ¢ HN30JIUPOBAHHBIMHM _T'€HEPAJHU30BAHHBIMU _CYJA0POKHBIMU

npucrynamu (I1'CII)

OI'CII - maunonaruyeckas (reHeTUYecKasi) reHepaM30BaHHas dUJIETICUs U3 rpynmbl MDD

¢ BapuabenbHbIM (heHoTunoM (mpoekt knaccudukaruu, 2001).
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Huaenocmuueckue kpumepuu. J1e610T 3a001€BaHNs HAOIIOJAETCS B ITUPOKOM BO3PAaCTHOM
nuarnaszone ¢ MakcumymoMm oT 11 no 17 ner (B cpennem — 13,5 net) [124]. Kmuanvecku D1'CII
IpOSBIIAETCS eMHCTBEHHBIM TUTIoM IpucTtynoB — ['CI1. XapakrepHo BHe3anHoe (0e3 aypbl) BbI-
KJIFOYEHUE CO3HAHMA C MaJICHUEM, JAEBHALMEH IIa3HBIX 010K, pacCIIMPEHUEM 3padyKoB, CyJI0pO-
ramu. CHavasa HacTymaeT KOpoTKas TOHWYecKas (asa, nepexosias B 0ojee JUIMTENbHYIO KO-
HUYECKYIO C MOCIEAYIOIUM IMOCTIPUCTYIHBIM OrilylieHueM u cHoM. [Ipumepno B 10-15% cauy-
4aeB MepeJl IPUCTYIIOM MOXKET BO3HUKATD OLYLIEHUE HACUIbLCTBEHHOTO IOBOPOTA I'OJIOBHI U IJ1a3
B CTOPOHY MJIM €IUHUYHBIEC OJEPIUBAHNUS KOHEUHOCTEH (MUOKIIOHYC) C MOCIEAYIOIIHUM BBIKIIIO-
YEHHWEM CO3HAHUS U OOIIMMU CYAOPOTraMu; JINOO OTMEUAETCsl ACUMMETPHSI MBILLIEUHBIX COKpaIlle-
HUH ¢ 00eux cropoH. [124]. [lpu Hanmuuum Opyrux KIMHUYECKHX U 3JIEKTpo3HUedanorpaduye-
ckux npusHakoB W'D, naHHble ciayyau Taxke cienyeTr oTHOcuTh K cunapomy OI'CII.

[Iponomxurensrocts ['CII Bapsupyer ot 30 ¢ 10 10 MuH. J[muTeIbHOCTH OONBIIMHCTBA
MPUCTYIIOB COCTABIISIET OT 2 70 5 MUH. YacToTa MPUCTYIIOB MPHU TaHHOW (OpME STTUIICTICUU HEBBI-
COKa — OT €IMHUYHBIX B T0oA 70 | pa3a B Mecsl, 0e3 TeHIEHIMUA K CEpUHHOMY U CTaTyCHOMY
TEUEHUI0. XapaKTePHA «KECTKas» NPUYPOUECHHOCTh MPUCTYIIOB K EpUOTy MPOOYKACHNUS (Halle)
u 3aceimanus. Hanbonee 3HAUMMBIN MPOBOIUPYIOMHKA (HaKTOp — JAENpHUBAIMS CHA U BHE3AITHOE
HACUJIbCTBEHHOE MPOOYXJIeHHE. Y psja MalUEeHTOB ¢ TEYCHUEM BPEMEHM U NPHU HEaJeKBATHOM
JICYCHUH HAOJII0aeTCsl MPUCOSTMHEHHE K CYIOPOKHBIM MPHUCTYIaM a0CaHCOB M/HIU MHUOKJIIOHU-
YEeCKHX MapOKCU3MOB C TpaHc(hopMalen, cCooTBeTCTBeHHO, B FOAD mim FOMD.

Pyrtunnoe 931 uccnenoBanue B MEXITPUCTYITHOM NIEPUOE HE BBIABISAET U3MEHEHUH Y TTO-
JIOBUHBI MAIMEHTOB; OCHOBHAs aKTMBHOCTb (pOHA coxXpaHHA. PeKoMeHI0BaHO MpOBEEHHE TPO-
JOJDKEHHOT0 BUA€0-O01" MOHUTOpHHTA C AenpuBaluell cHa. Bo3MOKHO NOSIBIIEHHE KOPOTKUX I'e-
HEpPAIN30BaHHBIX Pa3psAA0B KOMIUIEKCOB MTUK-, TIOJIUNUK-BOJIHA B oHe. Pezynbraret MPT — Ge3

IIaTOJIOTHH.

1.6.6. InddepennnajnLHasg AMATHOCTHKA DMINJIECIICHH.

JuddepeHunanbHblil qUarHo3 snuiencun oomupeH. [1o cBoMM KIMHHUYECKUM MPOsIBIIe-
HUSIM HE3IMUJICTITHYECKUE MAPOKCU3MBl OYEHDb ITOX0KH Ha SMUJICITHYECKUE — OHU MOTYT MPOSIB-
JSITHCS] HApYIICHUEM CO3HAHMS, NaIeHNEM, (DOKATbHBIM M T€HEPAIN30BAHHBIM MTOBBIIICHUEM MbI-
IIEYHOTO TOHYCA U T.JI. CXOXKECTh KIMHUYECKUX MPOSBICHUH TaKOBA, YTO JAIEKO HE BCETAa Bpad
MOXET Pa3IUYUTh 110 HUM SIIJISHTUYECKUI U HeanuienTtuyeckuid mpucryn. Hanpumep, riy6o-
KA OOMOPOK C IBUTATEIbHBIM KOMIIOHEHTOM MOXKET HUYEM HE OTIMYATHCS KIMHHUUECKHU OT 3IH-
JETITHYECKOTO MHOKIOHUYECKOTO MM KIIOHHYECKOTO MPUCTYMA. A 4acTh SMUICHTHYECKUX TPH-

CTYyIIOB JIOOHOM JIOKaJIN3allu1 H3-3a CBOHUX HEOOBIYHBIX ABTOMAaTHU3MOB, 3JICMCHTOB arp€CCuu W,
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MHOT/Ia, COXPAHHOTO CO3HAHUS OYE€Hb HAIIOMUHAIOT TaK Ha3bIBaEMbI€ «IICUXOTE€HHBIEY («IICEBI0-
AMUJIENTUYECKUE) ) IPUCTYIIBL.

[IpakTrueckum Bpadyam, BUANMO, CIEAYET NPUACPKUBATHCS CIIEIYIOLIErO MPUHILIUAIA — HE
YCTaHaBIIMBATh AUATHO3 SMUJIETICUU, €CITU OTCYTCTBYET TBEP/Ias yBEPEHHOCTh B AIMICITUYECKOM
XapakTepe NMPUCTYNa U COCTOSHUE MalueHTa He TpeOyeT HeMEJICHHOIO0 Ha3HauYeHUs! IPOTUBO-
AMIICTITUYECKOTO JIeueHus. TIaTenpHbli cOOp aHaMHe3a U MOJIHBIE CBEJICHUS O COOBITHSIX 10, BO
BpEeMsl | IOCJIe MPHUCTYIA YacTO MPOSCHSIOT UX HEIMUJICNTHYECKYIO mpupoay. B muddepenim-
aJbHOW MAarHOCTHKE TaK)K€ MOTYT MIOMOYb TPOCMOTP AOMAIIHEN BUAEO3aNMUCH, pyTUHHAs D3I,
D3I - BUICOMOHUTOPUHT U TTOJIMCOMHOTpadusi. Beeraa cieayer mOMHUTE O TOM, YTO Y OJTHOTO U
TOTO K€ MallMeHTa MOTYT OJHOBPEMEHHO CYIIECTBOBATh U AMUJICTICUS U HEANUICHTHYECKUE Ma-
pOKCHU3MaIbHbIE HAPYILICHHUS.

HacuutsiBaercst 6onee 40 coctosiHui 1 3a0071€BaHMIA, IO CBOEMY BHEITHEMY BHJIY HAIlO-
MUHAIOUMX 3nuiencuio. McuepnsiBaromeit ux kiaccupuKkaluy He CyliecTByeT. Bee-Taku Mbl MO-
KEM COCIIaThCs Ha HEKOTOPbIE MOMBITKU CO3/1aHus MOA0OHbIX Kinaccupukauuit. Pellok J .M. npu-
BOJIUT KJIaCCU(DUKAIIHIO, TOCTPOSHHYIO MO CEMHOJIOTHIECKOMY IPUHIIUITY (Ha OCHOBAaHUU OT/IEIb-
HBIX CUMITTOMOB) [125].

Tabnuma 4. CuMIITOMBI HEAMIIEITHYECKUX MapoKcu3ManbHbIX Hapymenuit (Pellok J.M.,
1996)

HeoOb1uHbIE IBUKEHUS:

o TpEMOp;
o MacTypOanus;,

° 03HO00MOJO0HBIE DITU30IbL;

o JT00OpOKaYECTBEHHBI MUOKJIOHYC CHA;

J peduiekc ucmyra;

o MapOKCU3MaJIbHBI MUOKIIOHYC;

o TUKH (B TOM ymcie cunapom Typerra);

o MapOKCU3MAJIbHBIA XOPE0aTeTO3 WIH IUCTOHUS;
o IICEBAOCYI0POTH;

o JBUKEHUS TJ1a3 U KUBKU FOJIOBOM.

HOTepH MBIIICYHOTI'0 TOHYCAa UJIW CO3HAHUA:

° CHHKOITBI;
° JPOI-aTaKH;
° HAPKOJIETICHS/KATaIlJICKCHS;
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® HapymcHHs BHUMAaHMA,
® oCTpasa reMUIlICTHs.

Hapymenus npixanus:

o aItHo?;
o 3aJIepXKKa JIbIXaHHS;
o FI/IHepBeHTHHHHI/IH;

Hapyenus socpusitus:

o TOIIHOTA;
o TOJIOBOKPYKEHUE;
° roJIOBHAst 00JIb;
° 00JIb B )KUBOTE.

3HI/ISOI[I/ILICCKI/IG CHUMIITOMEI ITPU OTACJIbHBIX HAPYIICHUAX

J rupouedabHbIe IPUCTYIIB;

J Cep/ieUHbIC APUTMUH;

. THITOTJINKEMHS;

. THITOKAJIbIIAEMHS;

J NEPUOAMYCCKUE TTapaTHIH;

. THIIEPTUPEOUIU3M;

o ractpos3odaraibHbIi pedItokc;

. pYMHHAIWS,;

J TOKCHYECKOE BO3/ICHCTBHE JICKapCTB;
o 11epeOpPOBACKYIISIPHBIC SMTHU30/IbL.

Hapywenus nosenenus:

° SIKTALIMS,
o HOYHBIE CTPAXU;

. CHOXOXJICHUS,

o HOYHBIE KOLIMaphI;
o SIPOCTB;

o cTpax.

OCTpBIe IICUXNYCCKUEC CUMIITOMBI:

e  Oyrg



o bobus;

° MMAaHUYECKHE aTaKu;
° TaJTIOLMHALIMH;
° ayTH3M.

Cunapom Mrionxay3eHa by proxy

MHorue 13 He3NMWISNITHYECKUX MTAPOKCU3MAaJIbHBIX COCTOSTHHM 1 3a00JI€BaHUI UMEIOT BO3-
pacTHbIE IMKH HayaJla KIMHUYECKUX MPOSIBICHUHN, YacTh U3 HUX BO3PACT-3aBUCUMBI, TO €CTh I10-
ABJISIIOTCSL M MCYE3al0T B ONPEENICHHbIE BO3pacTHbIe nepuoabl. [Ipeobnaganue oTAenbHBIX He-
SMWIENTUYECKUX NapOKCU3MAIIbHBIX COCTOSIHUN B OIIPEeIIEHHbIE BO3PACTHBIE IEPHUO/IbI HE00XO0-
JIMMO YYUTBIBATh IPU MPOBEAeHUU MU (HepeHIInaTbHON TUarHOCTUKY € SMIIencuei (tadbmauma 5).

Tabnuua 5. Hesnunentuyeckue mapoKCU3MalbHbIE COCTOSIHUS B Pa3IMYHOM BO3PACTE Y

netedt (livanainen M., ¢ nonoHeHusIMN) [126]

Bo3spacr Hesnunentrueckue mapokcu3MaabHbIe HAPYILICHUS

1-2 mecsna AmnHO3
JloO6pokayecTBEHHBIN HEOHATAIBHBIM MHOKJIOHYC

Tpemop

2-18 mecsues [Tapokcu3manbHbIM TOPTUKOJUIN3 MJIAJICHLIEB
OncoKJIOHYC-MUOKJIOHYC CUHIPOM
AddekTuBHO-peCcTUpPaTOPHBIE TPUCTYITHI
SIkranus

Mactypbanust

I"actporsodaranbablii pedurokc

Tpemop

Spasmus nutans

I'mnepakmnexkcus

O3H000110100HBIE 3TTU301bI

1,5-5 ner Hounskle cTpaxu 1 KomMapbl
JloO6pokadecTBeHHOE MapOKCU3MaIbHOE TOJIOBOKPYKEHUE

[Tapokcu3manbHBIM XOpEOaTETO3

5—12 ner Tuku
OcnoxHEHHas MUTPEHD
PaccrpoiicTBa BHUMaHUS

CHOXOXKIECHUA
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[Tapokcu3manbHBI XOpEOaTETO3

IMompoctkn  u | [lceBnosmuenTHYECKUE MIPUCTYIIBI
B3pOCIIbIC CUHKOMBI

[TaHnueckue araku
OOCTpYKTUBHBIE alTHO? BO CHE
BeprebpobazumnsipHas MUTpEHb
Hapxonencusi/kaTanencus

TpaH3UTOpHBIE UIIEMUYECKUE aTaK1

CymiecTBYIOT Kak 00BEKTHBHBIC, TaK M CYOBEKTHUBHBIE IIPUUMHBI CIIOKHOCTEN auddepen-
[IUaJIbHOW TUArHOCTUKY >muiienicui. K 0ObeKTUBHBIM MPUUMHAM MOXKHO OTHECTH TOT (akT, 4TO
PacpOCTPaHEHHOCTh HEANUIIENITHYECKUX TaPOKCU3MAIIBHBIX HEBPOJIOIMYECKHUX COCTOSTHUMN Upe3-
BBIYAIfHO BBICOKA W MHOTOKPATHO MPEBBIIIAET PACIPOCTPAHEHHOCTh 3muiencur. OcobeHHO
MHOT0 ITAPOKCU3MaJIbHBIX HEAMMWIENITUYECKUX HApYHIIEHUH Yy 1eTel MIIaJIIIEero BO3pacTa.

JuddepeHunanbHbIi JUarHo3 AMUISNTHYECKUX U HEANUIENITUYECKUX COCTOSIHUN OCTI0XK-
HSETCS TAKXKE TEM, YTO CaM Bpad PEAKO BUAMT MPUCTYI U BBIHYKIEH JOBOJIBCTBOBATHCS HEIIOI-
HBIM ONMCAHUEM €70, JaHHBIM POJACTBEHHUKAMU WM CIy4alHbIMU cBUeTensiMu. U Te, u npyrue,
HE MMesl MEJHMIIMHCKOTO 00pa30BaHus, KaK MPaBUIO, HE B COCTOSHUU TOYHO ONHUCATh KIMHHYE-
ckre cuMnToMbl. CaMoO#l 4acToi MPUYMHON JHUATHOCTUYCCKUX OITUOOK SIBJISETCS HEAOCTATOYHO
THIATENBHBIA COOp aHaMHe3a 3a0osieBanus. st Toro 4ToObI XOpoIIo coOpaTh aHAMHE3, Bpay J10J1-
’KEH 3a/1aBaTh MAIMEHTY U €ro POJCTBEHHUKAM “IpaBUIIbHBIE” BOIPOCH], @ 3TO HEBO3MOXKHO 0€3
HaJIMuMs CHENUalIbHbIX 3HaHU. Beerna cieyer NoMHUTB O TOM, JUarHo3 SIWIETICUU — TUarHo3
ONUCATENbHBIN, U HACKOJIBKO TOYHBIM OYZAET OMMCAHUE MPUCTYIA, YCIOBUN €r0 BOSHUKHOBEHHUS
U T.[J., HACTOJIBKO TOYHBIM Oy/€T U OKOHYATEJIbHBIA JUarHo3. BakHO TIIATEIBHO paccpoCUTh U
caMoro NalueHTa, U CBUJETENEH NapOKCU3MAIBHBIX 3MHU30/10B.

C apyroil cTOpoHBI, 1aK€ UMeEsI YETKOE KIIMHUYECKOE OIMMCAHME, Bpad HE BCETAa MOXKET
OBITh YBEPEH, UTO OH CTOJIKHYJICS UIMEHHO ¢ anuiernicueil. Jleno B ToM, 4To AaHHbIE 1aOOpaTOPHBIX
UCCIICIOBaHUH TP SIMIICTICUY HE UMEIOT a0COIIOTHOTO JUAarHOCTUYECKOro 3HaueHus. Jlaneko He
BCETr/la UMEETCsl BO3MOXKHOCTB 3anucartb DO B MOMEHT NpucTyma, a MexnpucTynHas 391" MoxkeT
OBITH COBEPILICHHO HOpMaJIbHOW. HeratuBHbIe pe3ynbTaThl MPHU 3aIIUCH PYTUHHOM MEXIPUCTYII-
Hoit DOI" obHapyxkuBatotcs y 50% manueHToB ¢ HECOMHEHHBIM AHarHo3oM snuiencuu. [losrop-
Hasl 3alKiCh pyTHHHOW D3I yMEHbIIAeT BEPOATHOCTh HEraTUBHBIX pe3ysbTaTtoB A0 30%, a 3anuch
30T nmocne nenpuBanuu cHa 10 20% [127]. Jaxe npuctynnas 331" naneko He Bceraa ObIBaeT
UH(POPMATUBHON M MOXKET ObITh a0COTIOTHO HOPMAIBHOM MPU MEAMATHHON BUCOYHON SITUIICTICHH

Y TIPY STHJICTICUH, BOSHUKIIEH B TIIYOOKHX OTJeiax JOOHBIX moseit. C Apyroi CTOPOHBI, XOPOIIO
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U3BECTEH (PaKT IIMPOKOH pacipOCTPAHEHHOCTH BO3PACT 3aBUCHMBIX 10OPOKAadEeCTBEHHBIX 3I1HU-
JETITUYECKUX PA3PSAIOB JIETCTBA (PONAHIMUECKUX CIIaiKOB) B 310pOBOM momyisinuu. Eciau y na-
LIMUEHTa UMEETCSI CEPbE3Hasi cEMEIHAs OTATOIIEHHOCTD 110 AMWIEIICUU, HECMOTPS Ha TO, YTO CaM
OH 3JI0pOB, TO y HETO 3HAYUTEIbHO YBEJIUYMBAIOTCA IIAHCHI CIIy4alfHOIO M JUarHOCTUYECKU He
3HAYUMOT0 OOHAPYKEHUS AMUICNTHICCKUX N3MEeHeHH Ha DOT.

TpakToBka (pusznonornyeckux n3MeHeHnd D3I Kak “SMUICNTHUECKUX WU “SMUICITH-
(OMHBIX” — e1lle 0JTHa PACIPOCTPaHEHHAs OIINOKa, 0COOEHHO Y TEX Bpauell HEBPOJIOTrOB, KOTOPHIE
HE MOJIyYMJIN AOJKHOTO Helipodusnonornyeckoro oopazosanus. HesHanue oCHOB 371€KTpOIHIe-
(anorpaduu NpUBOIUT K TOMY, UYTO U 3aMEJIEHUE OCHOBHOI'O PUTMA BO BPEMs TMIIEPBEHTHIISA-
[IUH, ¥ TUITHATOTWYeCKas TUIIEPCUHXPOHUS, U apTe(aKThl, BbI3BAHHBIC IBUKECHUSMU IJIa3, TPaK-
TYIOTCS KaK “3MUIIENTUYECKHE” SIBICHUS, YTO CIIOCOOCTBYET OMMOOYHOMY JHArHO3Y SIUIICTICUH.
Kpome Toro, m3amenenust 931" 4acTo OIEHUBAIOTCS B OTPHIBE OT KIIMHUYECKUX OCOOCHHOCTEH IMa-
nuenTta. Cuutaercs, uro D3I ommbouHOo onuckIBaeTces Kak “smmrentuueckas’” y 0,5 — 2% 3mopo-
BbIX B3pocibiX. K coxkanenuro, “nioiimMaTh”’ U 3aucaTh AMATHOCTUYECKU HESICHBIN AMM30.1 HE BCE-
I/1a IPECTABIIAETCS BO3MOKHBIM, TaK KaK OHU BO3HMKAIOT CIIOPAJIMYECKH U UX BOSHHUKHOBEHHE
4acTo He MpeICcKa3yeMo.

OOBeKTUBHBIE CIOXKHOCTH AU(D(HEepeHINAIBHON AUAarHOCTUKH 3MUJIETICHM MHOTOKPAaTHO
BO3pacTalOT, €CJIM Bpau CTAJIKUBAETCS C MAIMEHTOM, CTPAJAIOIIMM YMCTBEHHON OTCTalOCTBIO
W/WIN JIBUTATEIIbHBIMUA HapyIICHUsIMHU. JlaHHAs TOMYJSAIMs NAlMEeHTOB, KaK IMPaBUJIO, WMEET
CTPYKTYPHBIE H3MEHEHHUSI TOJIOBHOTO MO3ra, a, CIIEIOBATENBHO, UX “‘00bruHas” DI MOXKET cyliie-
CTBEHHO OTJIMYAaThCS OT BO3PACTHBIX HOPMATHBOB. [IallMeHThI ¢ IBUraTEIbHBIMU HAPYILIEHUSIMH,
B YAaCTHOCTH C JIETCKUMHU IIepeOpaTbHBIMU MTapajiuyaMi, UMEIOT caMble pa3HOOOpa3HbIe aHOMaJIb-
HbIE JIB)KEHUS, YaCTh U3 KOTOPBIX MOTYT OBITh IPUCTYNOOOPa3HBIMU U HAIIOMUHATh SIUJICTITH-
YeCKHEe NPUCTYIBL. Y NallMeHTa ¢ YMCTBEHHOM OTCTaJIOCTBIO MOTYT BHE3AITHO BO3HUKATh U3MEHE-
HUS NIOBE/ICHUS, HAIOMUHAIOIIME MMWIECNTHYECKUE: OeCopsIouHas JBUTraTelbHas aKkTUBHOCTbD,
arpeccuBHOCTb WM, HA00OPOT, ‘“3aMHpaHHs’ C OCTAHOBKOM B30pa U T.II.

Bcerna cnenyer mOMHUATE O TOM, YTO Y OHOTO M TOTO Y€ YeJIOBeKa MOTYT OBITh KaK 3IH-
JEeNTUYECKHe, TaK U HedNWIeNTHYeCKHe napokcu3mbl. [lanuenT, crpanaronuii snuiencueit, Mo-
KeT UMETh HEeANMMICNTUYECKHE TapOKCU3MalIbHbIE HAPYIIEHUS CHA, a MAllMeHT ¢ MUTPEHBIO MO-

KeT CTPaAaTh Jito0oi (HOpMOH FMUTIETICHH.

1.6.7. InujaenTHYeCKHii cTaTve (pa3aes Ha 10padoTKe)

@akTOpBI PUCKA PA3BUTHUS AMUIEHTUYECKOTO CTaTyca:
e opranunueckoe nopaxenue [{HC paznuunoit aTronoruu;

e (hapMaKoOpe3UCTEHTHAsS ATUJICTICUS,
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e HeaJeKBaTHAs Tepanus WM HEBBIIOJHEHUE TAIMEHTOM YCIOBUW JICUEHUs
SITUJICIICHY,

¢ CHMXXCHUC NO3HUPOBKHU, 3aMCHA UJIM OTMCHA NPOTUBOIMUIICTITUYCCKOTO ITpCriapara,

® OTHOCHUTEIHHOEC YMEHBIICHHE J03bl BCIEICTBHE 3HAYUTEIHHOTO YBEITHMYCHHS
MacCHI Tela,

e M3MCHCHHE pEXHMa JO3MPOBAaHUS TaKHWX IIpermapaToB Kak OapOWTypaTbl W
OeH3011a3eNHEL;

e HapyleHHUs peXuMa (JeTpHBalMs CHA, aIKOTOJIM3ALMUS U Jp.), COMAaTUYECKUE U
MH(]EKIIHOHHBIE 3a00JIeBaHMs, OEPEMEHHOCTH;

e BHE3amHass OTMEHAa CeJAaTHBHBIX M HAPKOTUYECKHX IIpPernapaTtoB y OOJBHBIX,
JUTUTENIEHO ux IPUHUMAIOILUX, nepe03upoBKa MEIMKAMEHTOB
(anTHAETIpECCAHTHI, (DEHOTHAZHHBI U JIP.).

IIaTorenes

ITpu OC cynopoKHBIM CHHAPOM MHULIMUPYET Pa3BUTHE KUZHEYTPOKAIOLIUX PACCTPONUCTB

(Kapnos B.A. 1974, 2010).

2010)

OcHoBHBIE CHUHApOMOJIOTHYECcKUe MposiBiaeHus: cynopoxknoro DC (Kapnos B.A., 2003,

CuHIpOM HapylIeHUs CO3HAHUS:

— OIJIYLICHHUE,

— BO30OYX/IEHUE;

— conop;

— KOMa.

CyIlopOKHBIM CUHIPOM.

CuHapOM HapyllIeHUs AbIXaHUS:

— UUKJIUYECKUN CUHIIPOM alTHO3—TUIEPBEHTUIISIIMSA,
— CHHJpOM niepudeprudecKiX HAPYIICHUIA TbIXaHUS;

— CUHJPOM LEHTPAIbHBIX PECIIMPATOPHBIX PACCTPOMICTB;
— OCJIOKHEHHMSI CO CTOPOHBI TPaXeOOPOHXUAIBHOTO TPAKTA U JIETKUX.
KapaunoBackyisipHbIid CHHIPOM:

— TaxuKapaus, apuUTMUs;

— aprepuaabHas THIEPTEH3HS;

— apTepuaabHas THIOTEH3US.

MBI111€4HBIE pacCTPOMCTBA:
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— pabaomMuou3.

Hapymenust pyHKIuM noyex:

— ocTpast MUOTJIOOMHOBasE HepoNaTHs;
— UIIeMUYecKas ovyKa

CunIpOoMBI HApYIIEHU TOMEOCTasa:
— MeTa00JNYECKHI aluago3;

— TUNEepTEePMHUS;

— JABC-cunapowm;

— U3MEHEeHHs 0elloi KPOBH;

— TICEB/IOBOCTIANIUTENbHBIA CHHIPOM.
Hapymenust cucremMsl agantainuu:

— Jle3aJanTUBHBIA CUHAPOM.
Knaccupurxanus

B ycnoBusix ypreHTHOM CHUTyallUM OCHOBOIMOJIATAIOIIMM JUIsi MPOTHO3a M aJIeKBATHOM
MHTEHCUBHOM Tepanuu DC CTaHOBUTCS BONPOC: CIYKUT JI DC NpOSIBICHUEM OCTPOM MAaTOJIOTUH
MO3ra WM SMUIETICUU KaK TaKOBOM HE3aBHCHMO OT €€ KJIacCU(UKAIMOHHOW MPUHAICKHOCTH.
COOTBETCTBEHHO 3TOMY HEOOXOAMMO pa3iuyarh: coOcTBeHHO OC TmpH  SIHIICTICHH,
cumrntomatndeckuit 9C — npu Tekymmx nepedpanbHbix mporeccax (Kapmos B.A., 2010).
EctectBeHHO, UTO B mocienHeM ciaydae Hapsany c jgedeHueM DC TpeOyercs ajieKBaTHAs Tepanus
OCHOBHOTO 3a00JieBaHUsl, W JIETAIBHOCTh OIpEAeNseTcsl, TJIaBHBIM OO0pa3oM, OCHOBHBIM
3aboneBanueM, XoTs npucoeauHenre JC cylecTBEHHO yxyamaeT nporuno3. Hanpumep, 9C npu

UIIEMUYECKOM MHCYJIBTE YBEIUUYUBACT PUCK JIETAILHOTO McX0/a B 3—8 pas.
Knaccugukanus sMmuaenTHueckoro craryca o nepuojiaM TeUeHUS:
— npexacraryc (0—10 MuH ¢ MOMeHTa Havaja MpHUCTYIIOB);
— HavambHBIN dnmienTrueckuit craryc (10-30 Mun);
— pa3BepHYTHIN dnmienTuieckuii cratyc (31-60 Mun);
— pedpakTepHbIi (CTOMKWN) AMUIENTHYECKUH cTaTyc (cBbie 60 MuH);
— CYINIEPPE3UCTEHTHBIN YIUICNTUYECKUN CTATYC.
Beccynopoxubliii renepaan3zoBanubii JC

Hecmotps Ha MHOTOOOpasue tumoB DC, Hanbosbliee MPaKTUUECKOE 3HAYCHHE UMEIOT
TJIaBHBIM 00pa3oM ero pazHoBUAHOCTU: DC CyAOPOKHBIX MPUCTYIOB, NapIHaIbHBIX PUCTYIIOB,
MHUOKJIOHUH, aObcaHcoB M anekTpudeckoro DC cHa. beccyqoposkHBIA SMHUICITUYECKHA CTaTyC
POTEKaeT MEHee ApaMaTU4YHO, HO YacTO BbI3bIBACT JUArHOCTHYECKHE TPYAHOCTH. Moker
MPOSBIATHCS HEOXKHIAHHO PAa3BUBLIMMCS COMOPOM MJIM KOMOM, CIIYTAHHOCTBIO CO3HAHUA,
MYTHU3MOM, TICHXHMYECKOW 3aMeNJIeHHOCThI0, aBTOMaTu3MaMu. OOBIYHO OIpenessioT Kak
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MOBTOPSIOLINECS SMUJICTITUYECKAE MPUMAIKU, B TIPOMEKYTKAX MEXIY KOTOPHIMH OOJNBHON HE
MPUXOJIUT B CO3HaHUE (B oTiinuKe OT cepur npunaakon) [18]. beccynopoxusiit 9C BcTpeuaeTcs
3HAUUTENBHO peXe, YEM I'€HEpAIN30BaHHbIN TOHUKO-KIOHUYECKHUM cTaTyc U cocTaBisieT 5-20%
BCEX CIIydaeB 3MWIIEeNTHYecKoro craryca. K kareropum 6eccynopoxsnoro 9C OTHOCAT cTaTyc
abcaHCOB (TMIIMYHBIX M ATUIMYHBIX), CTaTyC CJOXHBIX MapUUAIBHBIX IPHUCTYIOB
(ICUXOMOTOPHBIN CTAaTyC, JIMMOMYECKHI CTaTyc), CTaTyC MPOCTHIX MapLUAIBHBIX CEHCOPHBIX
npucTymnoB (aura continua) (4, 8, 9, 13, 15, 16, 18].

Jlnst muarHocTuku 6eccyaoposkHoro DC OJDKHBI OBITh BBISBIICHBI 2 MPUHIIMITHATBHBIX
npu3Haka [5]:

1) KIMHUYCCKH OYCBUIHBLIC HW3MCHCHUA YPOBHSA CO3HAHUA U IIOBCACHHUSA, KOTOPLIC

OTJINYAIOTCS OT OOBLIYHOI'O COCTOSIHMS OOILHOTIO,
2) SnUIENTUYECKAst aKTUBHOCT Ha DI,

IlepBblli NYyHKT MOKET HEPENKO BbI3BIBATh 3HAUUTENIBHBIE 3aTPYAHEHMs, TaK Kak
MOBEJICHUECKUE HAPYIICHUS U HApYIIECHUs] CO3HAHUS y OOJIBHBIX ¢ PUCKOM MCHUXOMOTOpHOTrO JC
MOTYT OBITh W MEXIPHUCTYIHBIM TposiBieHueM. OueHb BakKHAa KOPpENALHUs KIMHHUYECKUX
OPOSIBJIGHUH M CONPOBOKIAIOIIUX HX H3MEHEHMH OMO3JIEKTPUYECKON aKTHBHOCTU MO3Ta.
beccynopoxHslit oC MOXET COIIPOBOXKAATHCS LIUPOKUM CIIEKTPOM
anekTposrHuedanorpapuueckux n3MeHeHuid. Ha ckampmoBoit D3I paspsabl Hanbosee 4acTo
IPECTaBICHbl PUTMHUYHON TATA- W/WIN JENbTa-aKTUBHOCTHIO. B OOJBIIMHCTBE CiTydaeB 4yacToTa
akTuBHOCTH He mpeBbimaer 3 I'm.  HWkrampHele O3I-pa3psasl  Moryr ObITh  Kak
reHepanu3oBaHHbIMU  (69%), Tak u 1ud¢y3HBIMH ¢ o4aroBbiM mpeobOnamganuem (18%).
UckntounTenbHO o4aroBblie pa3psipl Berpevatores peako (13%). Dnunentudeckas akTUBHOCTb,
KaKk M KIMHUYECKHE IMPOSBICHUS, MOXET (IIIOKTYUpOBaTh Kak BO BPEMEHH, TaK U IO
IIPOCTPAHCTBEHHOMY paclpoCTpaHeHUIO [S]. MOIIHBIM TUarHOCTUYECKUM CPEJCTBOM SIBIISIOTCS
nporenypsl (YHKIIMOHAIBHOTO UHTPOBUACHUS - OJHONPOTOHHAS YMHCCHOHHAS KOMIIbIOTEpHAs
ToMOTpadusi, MarHUTHO-PE30HAHCHAS CIIEKTPOCKONHMS M MPOTOHHO-B3BEIICHAs MarHUTHO-
pe3onancHas Tomorpadus (Mueller et al. 2001) [5].

B 3ToMm pa3nesie HeT cnimcka gureparypsl. [lonpocusa BbIcjaTh.

1.6.8. IlcuxuaTpnyeckas KOMOPOWIHAA NATOJOTUA NPH YNMUJICTICHH.

1.6.8.1. Jlenpeccuu v NaiMEeHTOB C dDIUJIENCHEH.

PacnipoctpanenHocTs akTuBHOU Aenpeccun y [19 cocrasnser 23.1%, nmpu 3ToM pHUCK €€
pa3Butus y [19 B 2.7 paza Bolie, ueM B o01meit nomymsiuu [ 128]. Bpemsi, cBsizaHHOE ¢ Aenipeccueit
y 113, ckiagpIBaeTCs U3 €€ HEraTUBHOTO BIIMSAHUS Ha KA4E€CTBO JKU3HU U BEPOSTHOCTh JOCTHKECHHUS
pemuccuy, a Takke yxyaueHus nepeHocuMoctu [1911 u BEICOKHMX NPSMBIX U HENPSAMBIX 3aTpar,
CBsI3aHHBIX ¢ 3a0oeBanueM [129,130]. Jlenpeccus yBenuunBaeT pucK Mpex1eBPEMEHHOM CMepTH
3a cuér OOoJbIIeH PacCIPOCTPAHEHHOCTH CPEIM TAKHX MALMEHTOB aJJUKTHUBHOTO MOBEICHUS, UX
MEHbIIEH MPUBEPKEHHOCTHIO MPEANUCAHHOMY PEXHUMY TEpaluH, a TaKXKe B CBSI3U C BBICOKUM

PHCKOM coBepIeHus1 camoyouiicta [59,131-133].
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Jlnarnos penpeccuy yCTaHABIMBAETCS Ha OCHOBaHUU COOTBETCTBUS Kputepusim MKb-10,
OMKCAaHHBIM B mpuioxkeHuu Nel. B cBsi3u ¢ Tem, 4TO OMpOC AJis ONpPeAeTIeHUS COOTBETCTBUS
KPUTEpUSM JCTPECCUU MOXKET 3aHMMaTh MHOTO BPEMEHH Ie1ecoo0pa3HO HCIOJIb30BaTh
CKPUHUHTOBbIE ONIPOCHUKH JUIS BBISIBJICHUS JCTIPECCUH. DTO pecypcocOeperammuii moaxo1, mpu
KOTOpPOM JeTallbHOe 00CieIoBaHUE Ha TMPEAMET JENPECCUU MPOBOIUTCS TOIBKO MOJIOKUTEIHHO
CKPUHUPOBAHHBIM TAIlECHTAM.

e PexomeHyercs BCeM MalMEHTaM C SIUJIETICUEN MPOBOIUTH CKPUHUHT JETIPECCHH C TOMO-
IIBIO PYCCKOSI3BIYHOM Bepcun «HeBpoIornuecKoro OnpocHUKa ACMPECCUBHOTO PacCTPO-
ctBa mipu smwmiencun» (Neurological Disorders Depression Inventory for Epilepsy —
NDDI-E) [134] (ITpuno>xxenue Ne2)

YpoBenb  y0enuTelbHOCTH pexkoMeHIauuid A  (YPOBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJbLCTB — 1).

KomMmenTapuii: B cea3u ¢ mem, umo KIuHUYeCKoe UHMEPSBbIO Ol ONpeodeneHus
coomeemcmeus Kpumepusm Oenpeccuu MOXdcem 3aHUMAamb MHO20 B8PEeMEHU B803MOINCHO
npogedeHue CKpUHUH208bIX ONPOCHUKO8, NPU UCNOIb308AHUU KOMOPbIX 0emanbHoe 00cie008aHue
Ha npeomem Oenpeccuu npo8OOUMCs MOJIbKO NOJONCUMENbHO CKPUHUPOBAHHBIM NAYUEHMAM.
NDDI-E - eouHcmeeHHblll OYeHUBAIOWUL BbIPANCEHHOCIb Oenpeccull ONPOCHUK, CO30AHHbBIL
cneyuanvro oas 1[13. Onpocruk npowen 1uHe80-KyIbMYypPaIbHyi0 8aiuouzayuro 6 bonee wem 15
cmpanax mupa, 8 mom ducie u 6 Poccuu, u noxazan ceoro cnocobHocms 8biA614Mb MEKyWUll
bonvuol Oenpeccuguviti 3nu300 [134]. Ooun uz memaananuzos [135] nokasan xopoutyro
appexmusnocms  3MO20 ONPOCHUKA 6 BbIAGIEHUU MEKYUe20 O0enpeccusHo20 3nU300d.
Onmumanvras mouxa 0Jisl 8bIAGIEHUS MEKYWe20 0enpeccusHo2o Inu300a — bonvute 12 6annos (Se
— 88.16%, Sp — 81.82%). Uemeepmuiti nynkm («Mne nyuuie Ovino Obl ymepemv») onpocHuUKa

Modicem Obimb nojie3eH 0Jis 8blAGNIeHUs. CYuyudaibHo2o pucka [136].

1.6.8.2. TpeBoKHBIE PACCTPONCTBA V NALMEHTOB C dIUJIEeNCHel

TpeBokHBIE pacCTpOICTBA TPEACTABISAIOT CcOOOH oOmHM W3 Hamboiee YacTo
BCTPEYAOUIUXCS COIMMYTCTBYIOIINX NCUXUATPUUECKUX PACCTPOMCTB Y MALMEHTOB C SMMICTICHEM,
3HAUYMMO YBEIUYHBAIONINX (PUHAHCOBOE OpeMs 3a00JIeBaHMsI, a TAK)KE HETATUBHO BIUSIONINX HA
MPOJOKUTEIFHOCT M KA4eCTBO JXU3HU OOJIbHBIX. BBIJIO YCTaHOBIEHO, YTO TPEBOXKHBIC
paccTpoicTBa, aCCOIMUPOBAHBI C XyIIIeld CyObeKTHBHOW M TmepeHocumocThio [IDI1 u
HEJOCTAaTOYHBIM OTBETOM Ha TEpamnuio, YacThIMM Kajlo0aMHU Ha HapyUIeHUS B KOTHUTHBHOMN
cdepe, OONbIICH YaCcTOTOW OOpaIllEHUI 3a SKCTPEHHOW MEIMIIMHCKOW MOMOIIbIO, a TaKXkKe C

MOBBIIICHHBIM CYUIIUAAJIBHBIM PUCKOM.
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TpeBoXKHBIE  PAcCTPOCTBA  MPOABISAIOTCS  MPEXKIE  BCErO  BBIPAXKEHHOM U
HEKOHTPOJUPYEMOI OECTIPUYUHHON WIIH CBS3aHHOU C HECYIIECTBEHHOW MPUYNHON TPEBOTOM HITH
cTpaxoM. Yaie Bcero 3To OECroKOWCTBO O OynyleM, OKUAAHUE OTPHUIATENbHBIX COOBITHH M
TPYAHOONPEAEIUMbIE TpPEeauyBCTBUA. MexayHaponHas Kiaccudukamusi Ooje3Hel IecsiToro
nepecmotpa (MKbB-10), BeiaensieT memnblil psi TPEBOKHBIX PACCTPONUCTB, OCHOBHBIMH U3 KOTOPBIX
SIBJIIFOTCS] TEHEpaJIn30BaHHOE TpeBOXkHOe paccTpoiicTBo (I'TP), mannueckoe paccrporictso (IIP)
c aropadobueit m 0e3 Hee, COLMAIBHOE TPEBOXKHOE PACCTPOICTBO, MOCTTPABMATHUYECKOE
ctpeccoBoe pacctporictBo (ITTCP) u o6ceccuBHO-KOMITY IbCHBHOE paccTpoiicTBo (OKP).

Psin dhakTOpOB, CBSAI3aHHBIX C CaMOW AMUJICTICUEH, HapUMep, HaKIaIbIBaeéMble 00JIe3HBIO
OrpaHUYeHUs B MpodecCHOHATbHONW cdepe, HEYBEpPEeHHOCTh B OTHOIICHHH BO3MOXHOCTH
MOCTPOUTH CEMbIO, OMACEHUsSI MMOBTOPEHUS MPUCTYIIOB M CTHUTMATHU3aIUs SBISIOTCS (paKTOpaMu
pHUCKa pa3BUTHS TPEBOXKHBIX PACCTPOMCTB. B TOXke BpeMst TPEBOKHBIE pacCTPOIMCTBA Y MALIUEHTOB
C DIUJIETICUEH SIBISIOTCS HE TOJBKO ICHUXOJIOTMUYECKOM peakuuel Ha 3a0ojeBaHKe, HO UMEIOT C
Heill o0mue HeHpOoOMOIIOTHYECKHEe MEXaHU3Mbl DPa3BUTHs.  YUMUTHIBAas BbIIICU3I0KEHHOE,
PEKOMEHIyeTCsl MaKCUMaJIbHO PAHHSS JUArHOCTHKA TPEBOXKHBIX PACCTPOMCTB y MAIlUEHTOB C
SIUJIETICUEN.

o Pexomenayercs y manueHTOB € SMWICTICHEN B KAYECTBE MHCTPYMEHTA ISl CKpHU-
HUHTA TPEBOXKHBIX PACCTPOMCTB MCMOJb30BaHUE OrleHOUHOH mikanbl ['TP-7 (mpunoxenue Ne3)
WU MOJTYJIst Jutst orieHkH TpeBoru ['ocnutanpHoM [ kanst TpeBoru u enpeccun (HADS-A, npu-

noxxenue Ne4) [137-140].

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YPOBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2).

Kommenrapun: Oyenounas wixkana I'TP-7, no3gonsiem ¢ 8biCOKOU 4y8CMBUMENbLHOCHIBIO U
cneyuguuHOCmovio onpedensims HAIuyue 2eHepalu308aHH020 MPEBONCHO20 pAcCpolcmea U
Opy2ux mpesodiCHbIX paccmpoucms. B ciyuae nonosgcumenvHo2o ckpunHuHea (unmenpnemayusi
wikan 8 npunoxcenuu Ne3 u Ned) nayuenm oondicen 6bimsb HANPAgIeH K NCUXuampy 071 nPpoeeoeHuUst

bosiee 0emanbHo20 00Caed08aHUA.

2. JlmarHocTuka 3a200JiIeBaHUsI WM COCTOSIHUSI (TpPynnbl 3200JieBaHUM
WJIM COCTOSIHWIA), MeAWLIMHCKHE TMOKa3aHWsl M MPOTHBONOKA3aHUA K

INPUMEHCHHUIO METOA0B THATI'HOCTHKH.
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2.1. ’Kago0bLl M aHAMHE3

. BceM marmenTam ¢ noJ1o3peHueM Ha SITUJICTICUIO PeKOMEHYeTCs o IpoOHBIH cOop
XKajno0 W aHaMHe3a C ONHCAaHWEM IPHUCTYIOB MAIIMEHTOM M OYEBUALIAMH, aHAIM3 BUICO3AIHCH
IPUCTYIOB IJIS OTPEIeNICHNUs] CEMUOJIOTHH TPUCTYNOB [1, 2].

YpoBenb  y0eauTelbHOCTH pexkoMeHaauumid A  (YPOBeHb  /I0CTOBEPHOCTH
JoKka3aresbCeTB 1)

KomMmeHnTapmii: KJIMHHYECKOE pEHIeHHE OTHOCHUTENBbHO TOro, MPOU3OIIEN JIH
SNUJICNTUYECKUN MPUNAAO0K, JOKHO OCHOBBIBATHCS HA COYETAHMM OINMCAHUS MPUCTYyNa U
CBSI3aHHBIX C HUM CHMIITOMOB U JIOMOJHUTENbHOW uHpopmauuu [3, 4]. BamibHas oneHka,
OCHOBaHHasi TOJbKO Ha CHMIITOMax, MO3BOJIMJIA MPABHJIBHO KJIACCU(UIUPOBATH STHUOJOTHUIO
NapoKcu3MoB y 94% mnanueHToB, C JMArHOCTUKOW SMNHWICNTUYECKMX MNpUCTYNoB ¢ 94%

YyBCTBUTEIHHOCTHIO 1 94% crieruduaHoCThIO [5].

. Bcem mnamuentam ¢ mMOJO3pEHHEM Ha SHWICIICHUIO PEKOMEHAYeTCsl TPOBEICHUE
muddepeHnInanbHOr0  AMarHo3a ¢ JPYTUMH  HEBPOJOTHUYECKUMH UM HE HEBPOJIOTHYECKUMHU
3a007IeBaHUSAMHU C IIEJIBI0 YMEHBIICHHUS PHUCKAa JMArHOCTUYECKOM OIMOKM W HaHECeHHs Bpeaa
NAaIMeHTy 10 MPUYUHE OTIOXKEHHOIO WK HenpaBuwibHOro Jiedenus [6]. ([lnan auddepenunanbuoi
JMAarHOCTHKH n30XkeH B [punoskenun)

YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii A (YpoBeHb JOCTOBEPHOCTH J0KA3ATEIbCTB —
1))

KomMenTapuii: yacToTa J0KHOIOJIOKUTENBHBIX JUATHO30B AMMIEIICUHN BappupyeT oT 2% 110
71%. OmmOOYHBIN OUarHO3 MPUBOAWT K HEMpaBWIbHOMY wHcmoib3oBanuio II10I1 wu Bimser Ha
BO3MOKHOCTb BOX/ICHHUSI aBTOTPAHCIIOPTA U OTPAaHUYHUBAET TPYAOCIOCOOHOCTh MAIMEHTOB [6, 7, 8, 9,
10]. OTCyTCTBYIOT IPOBEPEHHBIC TUATHOCTHUECKUE KPUTEPHH, KOTOPBIC TIOMOTIIH OBl KIMHHUIIACTaM,
OLICHMBAIOIIIMM IAalIMEHTOB B YUPEKJACHUAX IEPBUUHOMN WIIM HEOTIOKHOU MOMOILH, pa3inyaTh 001ne

MPUYUHBI AMTU30JMYE€CKOr0 HapyIIeHus co3Hanus [11].

. Bcem manumentam ¢ MOA03pEHHEM Ha SMUJICTICHIO PpeKOMeHAyeTcsl IoApoOHbIi cOop
aHaMHe3a M JKaio0 Ha TpeAMeT HAIWYHSA HECIIPOBOLMPOBAHHBIX (MM peQIIEKTOPHBIX) SMUICHTHYE-
CKHUX IPUCTYIIOB U )an)(pepeHuHaanoro AuarHo3a € ICUXOr¢HHbIMH HE SIUJICIITUICCKUMU IIPUCTY-
mamu [12].

YpoBeHb yoenquTeJbHOCTH peKoMeHAanuil B (YpoBeHb 1OCTOBEPHOCTH J0KA3ATENbCTB —
3)

KomMmenTapuii: AHaMHE3 JOJKEH NPOSICHUTD, YTO MIPOU30LLIO 0, BO BpPEMs M IIOCIIE IpHU-

CTyIla, KaK OT MaueHTa, TaK U OT OYCBHU LA IIPUCTYTIIA. I[J'ISI Pa3HbIX THUIIOB SMMHUJICTITUYCCKHUX IIPUCTY-
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OB XapaKTEPEH P KIMHUIECKUX 0COOEHHOCTEH, M03TOMY HEOOXOIUMO NMPOBECTH AUATHOCTUKY OC-
HOBBIBAThCS HA COBOKYITHOCTH KJIMHUYECKHUX MPU3HAKOB, @ HE HA OTJENbHBIX pu3HaKax. [lonpoOHsbIit
aHaMHe3 HeOOXOIUM JUIsl BBISABIICHUS MPEAbIIYIINX MUOKIOHUYECKHX, (DOKATbHBIX MPUCTYIIOB U a0-
caHcoB [2, 13, 14]. Hexotopsie pa3nuuns B CUMITOMAX MOMOTAIOT OTJIUYHUTH SMIJICTITUIECKUE MTPHU-
CTYIBI OT ICUXOT€HHBIX HE AMHUJICTITUYECKUX MPUCTYIIOB: MPOIOJKUTEIBHOCTD Mapokcu3ma 6omnee 10
MUHYT [15], nBuwxkenus tazom [16, 17], nepeMeHHast aMIIUTyJa pUTMUYHBIX JABMkeHui [18, 19],
COXPaHHOCTh MaMATH B MOMEHT NPUCTyNa (TyBCTBUTEIBHOCTH 63%, cneunduunocts 96%) Gomee
xapakrtepHsl 1y [THOII [20]. [TocTnpucTynHas CriyTaHHOCTh CO3HAHMSI BbIsIBIEHA Y 67% NalieHToB

¢ srunentuyeckuMu npuctynamu 1 100% ciydaeB ['TKIT u 13-16% namuentos ¢ ITHOII [16, 21].

. Bcem marmuenTaM ¢ moio3peHrHEM Ha SMUJICTICHIO PeKOMeHAyeTcs1 coopaTh moapo0-
HBII HACIIEICTBEHHBIN aHaMHE3 U1 T (hepeHIMaTLHOTO TUarHo3a C TeHeTHIeCKOr opMOH dTTHITeTI-
cun [13].

YpoBenb yoeaureanHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3ATENbCTB —
4)

KommenTapmii: Puck mo060ro Trmna snuiIenTHIeCKuX MPUCTYIOB Y peOSHKA OT KEHITUHBI
C TEHETHYECKOM reHepann3oBaHHo snuiencueit 4-8%; oTua - pucK HE3HAUYUTENbHO BBIIIE, YEM
y HacesneHwus B nenoM [ 13]. Ecnu Gonen 6osee uem oMH POJCTBEHHUK NIEPBOI CTETICHH POJICTBA,
TO puck /uig pebenka okono 30% u Oonee. Puck pa3Butus snuiienicuu y cubcoB mpodaHa ¢ 31u-

nencrtuen coctaBisieT 2,5-6,7%, a nus aereit npodbanaa- 1,6—6,3% [22].

o Bcem mammeHTaM ¢ TOM03pEHHEM Ha SIMICHICHIO PEKOMEHIYeTCsl KOHCYIbTAIS
CHCHUANNCTA TIO0 JUATHOCTHKE M JICYCHUIO SIWICNICHU Ui TOYHOW, PAaHHEH JMAarHOCTUKU U
CBOCBPEMEHHOI'O JICUCHHS] B COOTBETCTBHUHM C THIIOM OSIWICITHYECKUX TPHUCTYNOB U (HopMOu
snwIIeTiCku [23] ¥ CHIDKEHUS pHUCKa MPEeXIEBPEeMEeHHOM cMmepTH [24,25].

YpoBenb  yOeauTelbHOCTH  pekoMeHaanmuii B (ypoBeHb  J10CTOBEpPHOCTH
aokaszarejabcTB 3) Kommentapuii: CrierinanucToM MO SIUICTICHH SBISIETCS HEBPOJIOT, UMEIOIINI
OTIBIT JICUCHHS STHJICTICUH, YTO TOATBEPIKIACTCS HATUYMEM OOYUEHUSI M MOBBIIICHUE KBATU(DUKAIN
B O0JIACTM JWArHOCTHKU W JICYCHUSl ODIWICTICUM. 3HAYHWTENbHAs 4YacTh JUArHO30B OJIUJICTICUH,
NIOCTABJICHHBIX HECTICI[HAINCTaMH, HeBepHBL. OIIMOOYHBIC JWArHO3bI OBLIM ITOCTABICHBI BCEMH
MpoeCCHOHATLHBIMU TPyNIaMu, HO OOJBIIMHCTBO OBLIO MOCTABICHO CIEIHATMCTAMU ITUPOKOTO

npodwis [7, 8].

[TanrenTaMm ¢ MOJO3pEHUEM Ha DIUIICIICUIO JUIsl YTOUYHEHHUs XapaKTepa PErUCTPUPYEMBIX

MapOKCHU3MOB U NMPOBeIeHUS AUPPepeHInaTbHOIO IUarHo3a ¢ HeAMUISNTUYECKUMU MPUCTYIIaMU
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PEKOMCHIOBAHO ITPOBEACHUC ,I[OMaIHHeﬁ BHUCO3aIIMCHU MMApPOKCU3MOB, B T.4 C UCIIOJb30BAHUCM

cMmapTdoHa [26].

YpoBeHb yOeauTeIbHOCTH peKOMEHIani A (YpOBEHb JTOCTOBEPHOCTH JOKA3aTEIbCTB —
1)

KomMmenTapuii: [IpocieKTHBHOE MHOTOLIGHTPOBOE 3aMacKHPOBAaHHOE KIIMHUYECKOE
uccienoBanre Tatum et al. [27] moka3ano JMarHOCTUYECKYIO TOYHOCTh HHTEPIPETAIIMH BUIEO CO
cmaptdoHa npu snuienTuyeckux npucrynax 89,1% nns sxcneptoB u 75,1% Ans pe3ueHTOB.
Chen et al. [19] coobmunm o awyBcTBUTENBHOCTH 93% U cienuduanoctu 94% momairHero BUIEO
st nuddepeHmaniy SMUICITHYECKAX TPUCTYIIOB OT TCHXOTEHHBIX HE JMIJICTITUYSCKIX
npuctynoB. Beniczky et al. [28] cooOmmmu 06 oOmeii Tounoct 85% B HHTEpHpeTaluu
CEMHOJIOTUU TIPUCTYNIOB HA OCHOBE BHUACOpETHCTpanuu. Bupeoperucrpanus napoKCU3MOB
MO3BOJIIET JTUATHOCTHPOBATH MCUXOTEHHBIX HEAMHMJICNTUYCCKUX MPUCTYIBI OT IMIICHTHYSCKIX
OPUNAAKOB W JAPYrHMX  (U3HOJIOTHYECKUX COOBITUH C  YyBCTBUTENBHOCTBIO  95,4%,

cnenupuIHOCThIO 97,5% [29].

. BceM manmenTam ¢ o103peHrneM Ha STIHIICTICHIO PEKOMEH 1Y €eTCsl OTIPEIEITUTh TUTI (bI)
AMWJIENTUYECKOr0 MPUCTYNa, TUNA SMHICNCUH H/WINM SHHICNTHYECKOr0 CHUHAPOMA, STHOJOTHUH
SMWJICTICHU ¥ KOMOPOUTHBIX COCTOSIHUH Ha OCHOBAHUH KJIACCU(PUKAIINHU STTHIICTITUIECKUX TIPUCTYIIOB
ILAE nns nuddepeHnmanbHOTO TarHo3a ¢ HeanmuenTndeckumu npuctynamu [30, 31].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuili B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEJIBCTB —

2)

2.2. DuzukajabLHOE 00CIeT0BAHUE

o [TauvienTy ¢  BHOEpBbIE  Pa3BUBIIMMCA  ANWICNTHYECKUM  MPUCTYIIOM
peKOMeHAyeTcsl MPOBEJACHUE TINATEIBHOIO HEBPOJOTHYECKOro OOCIeNOBaHMS AJI OLEHKU
pUCKa pelyIuBa SNUICNTUYECKUX TPUCTYTOB [1].

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A (YPOBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJbCTB — 1).

KomMeHnTapmii: Haauyue 04aroBOW HEBPOJIOTMYECKON CHUMITOMATHKU Yy MAalMEHTOB
MOCJIe TIEPBOTO MPHUCTYIA MPEACKa3blBaeT PeUHUIUB AmienTudeckux mpuctymnos [1]; Camfield
P.R. 1 coaBT. coOOIIMIN, YTO BBISBJICHUE OYarOBOM HEBPOJIOTHYECKON CUMITOMATUKH Yy JIE€TEH
II0CJI€ BIIEPBBIE PA3BUBIIETOCS AMHJISITUYECKOTO PUCTYIIA [T03BOJISUIO TPOrHO3UPOBATh PELIUINB
U THII SMIAJIETITHYEeCKUX NpHrcTynoB B 30/168 cnyuasx [32].

o [TaueHTy C 1NOXO3pEHHMEM HA OHWIENCHIO PEKOMEHAYeTCSl  IIPOBECTH

MCI[I/IHI/IHCKI/Iﬁ OCMOTpP € TIIATCIIBHBIM HCBPOJIOTIMYCCKHUM O6CJ'ICI[OB3HI/ICM, OCMOTPOM KOXXHBIX
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HIOKPOBOB, OOCIJICIOBAHUEM CEPJEYHO-COCYANCTON CHCTEMBI W MCHXHYECKOTO CTaTyca W, IpH
HEOOXO/MMOCTH, OLEHKY TIICHXOMOTOPHOTO W pEYEBOr0 pa3BUTUS Ui ONpEACICHHUs
HAJIMYMSA/OTCYTCTBUSL ~ KIMHUYECKOTO (PEHOTHIIA TIeHETUYeCKOH (OpMBI  AIHMIENCHU |
maddepenmanbHOro AMarHo3a ¢ JAPYrMMH HEBPOJIOTMYECKMMH M HE HEBPOJIOTHYECKHMHU
3abomeBanusamu [ 1, 33, 34].

YpoBeHb yOoequTeIbHOCTH peKOMeHAANMNH A (YPOBEHD IOCTOBEPHOCTH J0KA3ATEJIbCTB —

)

o JerssM u B3pOCIHBIM C BIEPBBIE JAMATHOCTUPOBAHHOM OIUICIICUEN Ul
BCECTOPOHHEW M OOBEKTUBHON OIICHKM KOTHHUTHBHOTO (OCOOEHHO peYd U TMaMATH) U
MICUXOJIOTHYECKOr0  (DYHKIMOHUPOBAHUS, CHOCOOHOCTHM K OOYYEHHI0O pPeKOMeHIyeTcsl
IPOBEJCHUE PYTUHHOIO CKPUHMHIA KOTHHUTUBHBIX U TIOBEJEHYECKUX HApYLIEHHH ¢
OTpesieIeHueM TOKa3aHuM sl TOCIEIYIOUIero HeWpOICHXO0JIOTHIEeCKOro odcnenoBanus [35].
TpynHOoCTH ¢ HAaCTPOCHHMEM U ajanTaledl BO BpeMs ITOCTAHOBKHM JUArHo3a IpPeCKA3bIBAIOT
pEeUMANB SMWICTITUHYECKUX MPUCTYIIOB [36].

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YPOBeHb  /I0CTOBEPHOCTH
A0Ka3aTebeTB — 1)

KomMmenTapmii: Y npuMepHO TMOJOBUHBI JE€T€M M B3POCIBIX KOTHUTHUBHBIE WU

MOBEJICHYCCKHE HAPYIIICHUsI MOTYT IIPUCYTCTBOBATH YK€ B ieOroTe 3aboeBanus [37, 38, 39].

[TarenTam ¢ anuiencueit mpy Mog03peHNU Ha KOTHUTHBHBIN 1e(UIUT U MOBEICHYECKHE
HapyueHus (10 JaHHBIM CYOBEKTHUBHBIX Kajlo0 MAIMeHTOB U UX POJICTBEHHUKOB Ha HapyLICHHUE
NaMsITH, BHUMaHMS WM JA€30praHU3alHio0 B IOBCEJHEBHON KU3HU) PEKOMEHAYETCs IPOBEJCHHE
HEHPOINCUXOIOTNYECKOT0 TECTUPOBAHMS Ul OOBEKTHUBU3ALMA KOTHUTHBHBIX U MOBEJCHUECKUX

HapYyILIEHUH C 1IEJIbIO MOCIIEAYIONEro Ha3HadeHus tepanuu [40,41].
YpoBeHb yOeIUTEeTbHOCTH peKOMEeH K A (YpOBEHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 1).

KommenTapmii: Hapymenus namsaTH, BHUMaHUsS, [Q, HCHOMHUTENBHBIX (DYHKIHNH,
peueBbIe U MOBEIECHUYECKUE HAPYILIEHUS BBIABIISIIOTCS y NMALMEHTOB Kak ¢ BUCOUYHOM [42], Tak U
TFeHETUYECKUMHU T€HEPAIIN30BaHHBIMHU SMWICHCHSIMU, OCOOCHHO HOHOUIECKOH MMOKIOHHYECKOU

snuiaerncuei [40].

[TatmenTam geTaM ©  B3pOCIBIM C  OMNWICNCUEH PEKOMEHIYETCA IPOBEICHUE
HEHPOTICUXOJIOTHYECKOTO 00ClIeIoBaHNsS B JuHaAMUKe (depe3 6-9 wmecsueB) mist 3ddexTon

JICUYCHUs, BbISABJICHUSA KIIMHUYCCKHU 3HAYHUMBbIX W3MEHEHHNIH KOTHHUTHUBHBIX (byHKHHﬁ, IIOBCIACHHU,
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CBSI3aHHBIX C TPUEMOM aHTUKOHBYJIBCAHTOB WU IOCJIE XUPYPTUUECKOTO JIeUeHUs dnuiencuu [43,

44].

YpoBeHb yOeauTeIbHOCTH peKOMEHIani A (YpOBEHb JTOCTOBEPHOCTH JOKA3aTEIbCTB —
1)

KomMmeHnTapmii: 17151 BBISIBICHUS HECOOIIOICHHS CXEM JICUCHHSI, BBIIBJICHUS HApyIICHUN
NaMsITH, peYd WM UCHOJHUTENbHBIX (PYHKLUH, KOTOPbIE HE MO3BOJIAIOT MALUEHTY CIEI0BATh
rpaguKky JO3UPOBAHMS  JIGKAPCTB, TMPEANUCAHHOMY  BpadyoM, MOOOYHBIX 3 PEeKToB
AQHTUKOHBYJLCAHTOB [43, 44], NMarHOCTHKU CHW)KEHUS KOTHUTUBHBIX (YHKIMH Ha (oHe
MOBTOPHBIX YEPEITHO-MO3TOBBIX TPAaBM, SMUJICIITHYECKOTO CTaTyca U KJIACTEPOB SMUICITHYECKUX

MIPUCTYIIOB Ha (DOHE JEKOMITIEHCUPOBAHHOTO TEUCHUS dTmiericuu [45, 46, 47].

[TanmenTam ¢ GpapMakOpe3UCTEHTHOW MUJICTICUECH Ha 3Tare NPeXUupypruyeckoro oodcie-
JIOBaHMsI ¥ B TIOCJIEONIEPALIMIOHHOM NIEPUOIE PEKOMEH1yeTCsl IPOBOINUTH HEHPOIICHXOJIOTUYECKOE
TECTUPOBAHUE JUIsl IPOrHO3UPOBAHMS U BBISBICHUS MOCIIEONEPAMOHHOIO KOTHUTUBHOTO Ae(u-
nuta [48, 49, 50,51, 52].

YpoBeHb y0enuTelbHOCTH peKoMeHIanuil A (YPOBeHb /J0CTOBEPHOCTH [10Ka3a-
TeJabCTB — 1)

KoMmMmeHTapmii: mociie pe3eKiuu BUCOYHOW JI0JIM, HAaMOOJIee 4acToro BUJA XUPYyprude-
CKOT'O0 BMEIIIATEIbCTBA, y 45% MalMeHTOB MOXKET HaOJIoAaThCs yXy/auieHue namstu [46, 53].
Onepanys MOKET NPUBECTH K YXYIIIEHUIO U Pa3BUTHIO HOBBIX KOTHUTHBHBIX HapylleHUH [54].
VY nereil Xupyprudyeckoe Je4eHUE SMUIICTICUU MOXKET MOJO0KUTEIbHO MOBIUATh HA KOTHUTUBHOE
pasButue nocie onepanuu [55]. AbdexkTuBHbIe HapylIeHUs HabmoAaTes noutu y 50% kanau-
JIATOB Ha XUPYPTHUECKOE BMEIIATEILCTBO [56], 4TO TpeOyeT JOTOJHUTEILHOM OIEHKH U JICUCHHS
[57].

2.3. JIabopaTopHbIe TUATHOCTHYECKHE HCCICT0BAHNS

o Bcem nanuenTam ¢ nogo3peHUEM Ha SIUJICTICUIO PeKOMEHIyeTCsl Ha3HavaTh Clie-
IyIOIre JTabopaTOpHbIe aHAIM3BI TSl MPOBeACHUs AU PEpEeHIINATHFHOTO AUArHO3a U UCKITI0Ye-
HUS COMYTCTBYIOLIUX 3a00JI€BAHUNA:

- Kimuanyeckuil aHainu3 KpoOBU Pa3BEPHYTHINM;

- buoxummueckuii aHanmu3 KpoBH (Mapkepsl (DYHKIUU TICUEHU U TIOYEK, BOCIIATICHHMSI, DIICK-
TPOJIUTBHI, TTI0K03a);

- AHanu3bl Ha AJIKOTOJIb M COJIEPIKaHME HAPKOTUUYECKHUX BEIIECTB (IO MOKa3aHUsIM) [58,
59].

YpoBeHb yoequTeJbHOCTH peKoMeHaunii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4)
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KommenTapmii: JlaHHBI TepeyeHb HCCIENOBaHUNM paccMaTpPUBAETCS dKCIEpTaMHU-UJIe-
HaMH paboyei TpymIibl KaK JOCTATOYHBIN, HO He ucuepnbiBaromuii. [Inan oOcnenoBanus 10MIKeH
UCXO/UTh U3 KIMHUYECKON KapTUHBI 3a00JIEBaHUS U JAPYIHX JAHHBIX, OTYYEHHBIX MPH 00BEK-

TUBHBIX, JJA0OPATOPHBIX U MHCTPYMEHTAIBHBIX METO/IaX 00CIIeIOBaHMUS.

o [TaruenTam ¢ BriepBble Pa3BUBLIMMHUCS SMUIECOTHYECKUMU TPUCTYIIAMH, JTUX0PaI-
KOH, "3BMEHEHHEM MICUXMYECKOT0 CTaTyCca, MCHUHT€IbHBIMI CUMITOMAaMHU PEKOMEH10BAHO TTPO-
BeJICHUE JIIOMOATbHON IMyHKIMHU IS IPOBeieHHe AU(PepeHInanbHOT0 uarHo3a ¢ HH(pEKInoH-
HBIMH, ayTOUMMYHHBIMH 3a00JieBaHusIMU [61; 62; 63; 64].

YpoBeHb YyO0eaUTENbHOCTH pexkoMeHAauui B (ypoBeHb J10CTOBEPHOCTH [10Ka3a-
TeJbCTB — 3)

o [TaruenTam ¢ MOAO3pEHUEM Ha SMHIIETICUI0 ayTOUMMYHHON 3THOJIOTUU C IIEJBIO
npoBeneHus nudQepeHInaNIbHOro AMarHo3a, OnpeAeieHUs THIIa aHTUTENl U Ha3HAYCHUS UMMY-
HOKOPPHUTUPYIOIIEH Tepanuy peKoMeHayeTcsl Ha3Ha4aTh: aHAIU3 KPOBU M CIIMHOMO3TOBOM KU/~
koctu (CMIXK) Ha cnemyromue antutena: NMDA-R, AMPA, glycine, GABAa-R, GABAb-R,
DPPX, CASPR2, LGI1, IgLONS, GAD [60, 65, 66].

YpoBeHb y0enuTelbLHOCTH peKoMeHIanuil A (YPOBeHb /J0CTOBEPHOCTH [10Ka3a-
TeJabeTB — 1)

J [TaruenTam ¢ MOJ03pEHUEM Ha AyTOMMMYHHYIO SIWJICTICHIO, TIPU HAIUYUH TIPHU-
3HAKOB, 3aCTABJISIONIUX 33yMaThCS O MAPaHEOIUIACTUYECKONH ITHOJOTHH C IENbI0 MPOBEACHUS
muddepeHIanTbHOT0 JUarHo3a, OnpeesieHus: TUIa aHTUTEN U Ha3HaYeHHUs] UMMYHOKOPPUTHPY-
IO Tepanuy peKoMeHAYyeTcsl Ha3HayaTh aHalIM3 Ha OIyXoJieBocHelupuIecKrue aHTUTeNa:
LGI1 (tumoma); TAMK-B (MmenkokneTounslil pak jgerkoro); TAMK-A (tumoma); NMDA-R (te-
paroma stmunnka); GAD65(kapurHoma nerkoro); AMPA-R (Tumoma, METKOKJIETOUHBIN pak Jier-
KOro, afieHokapuuHoma rpyau ); mGIluRS (Jlumpoma Xomxkuna (50-70%)); ANNA-1/Hu (men-
KOKJICTOYHBIM pak JIETKOTO, HEHPOIHIOKPUHHBIE OMyXoiu); Ma-1 / Ma-2(onmyxonb CeMEHHBIX
KIeTOK |, MeJKOKIETOUHbI pak nerkoro); amdupusun (MEIKOKIETOUHBIH paK Jerkoro, pax
rpynu ); ANNA-2 / Ri (MeTKOKIETOYHBIN pak jierkoro, pak rpyan); KACIIP-2 (Tumoma ); TIUIuH
(tumoma); DPPX (mumdoma); GFAPa (TepaToma ssmunuka); CRMP-5 (MeTKOKIETOUHBIN paK Jier-
Koro, TuMoMa); Helipekcun-3a; MOI; AKS; IgLONS. [60, 67, 68].

YpoBeHb y0enuTelbHOCTH peKoMeHIanuil A (YPOBeHb /J0CTOBEPHOCTH [10Ka3a-
TeJabCTB — 1)

J [ManuenTam ¢ mogo3peHrneM Ha WHGEKIUOHHYIO SIMUJIETICHIO, TP HATUYUU TPU-

3HAKOB, 3aCTABIISIONIMX BKIIOUUTH B IU(HepeHInaIbHbINA JHarHo3 HEHPOIMCTUIIEPKO3, C LIEbIO
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npoBeaeHus TudPepeHIMATBPHOTO JUarHO3a PpeKOMeH1yeTcsl Ha3HavyaTh aHainu3 KpoBu 1 CMIK
Ha aHTuTena K T.solium [69].

YpoBenb yoOeaurtenbHocTH pexkoMmenaanuii C (YpoBeHb /J0CTOBEPHOCTH [10Ka3a-
TeJabCcTB —4)

KommenTapmii: Hanmune antuten x T.solium.unmu anTturen T.solium sSBISIOTCS OCHOB-
HBIM KJIMHUYECKUM KpUTEPUEM JUIS TOATBEPKACHUA HeliporucTuiiepkosa [69]. 1o ypoBHI0 aHTH-
TEJ B CBIBOPOTKH KPOBU MOXHO CYJUTh O MOpakeHue oprannsma. Auturena B CMOK no3sossitor
OIICHUTH aKTUBHOCTH KUCT U YKa3biBatoT Ha nmopaxeHue [[HC. JlaGopaTopHblie uccienoBanus Ma-

JTouHGOPMATHBHBI MPY HEAKTHUBHBIX KATBIIM(PUITUPOBAHHBIX KucTax [70].

o [TaruenTam ¢ mogo3peHueM Ha MH(PEKIUOHHYIO SMUJIETICHIO, TPU HAJWYUU TPHU-
3HAKOB, 3aCTaBJIAIONIUX BKIIOUUTH B MU depeHnanbabiil quarno3 BUY-acconnnpoBanHyto 31u-
JIETICHIO, C LIENbIO MTpoBeeHus Tud hepeHIanIbHOro AMarno3a U Ha3HaueHus crienuduyeckoit Te-
panuu peKoMeHayeTcsl Ha3HavyaTh aHaiau3 Kposu Ha BUY-undexmuio [71]. YpoBeHs yoenuTeab-
HocTH pekoMeHaanuil C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB —4)

o [TaruenTam ¢ mogo3peHueM Ha MH(PEKIUOHHYIO SMUJIETICHIO, TPU HATWYUU TPU-
3HAKOB, 3aCTABJISIONINX BKIIOYHUTH B MU (HEepeHINATBHBIN JUArHO3 HEHPOTOKCOIIIa3M03, C IO
npoBeneHus qudhepeHIMaT,HOTO JHarHo3a peKoOMeHIyeTcsl Ha3HavyaTh aHanu3 kposu 1 CMXK
Ha antutena (IgG, IgM) k Tokcorumazme [72].

YpoBeHb YyO0eauTEJNbHOCTH PpeKoMeHAauMid A (YypPOBeHb J0CTOBEPHOCTH [10Ka3a-
TeJbCTB —1)

o [TaruenTam ¢ mogo3peHueM Ha MH(PEKIUOHHYIO SMUJIETICHIO, TPU HATWYUU TPU-
3HAKOB, 3aCTABJISIONINX BKIIOYHUTH B NU(PepeHIINANIbHBIN TUarHo3 [MUTOMETATOBUPYCHYIO HH-
(exiuto, ¢ 1enpio npoBeaeHus TudGepeHIINaTbHOrO AUarHo3a peKoMeHaAyeT sl Ha3HavyaTh aHa-
nu3 kposu Ha [THP x [IHK [IMB [73].

YpoBenb yOeauteabHocTH pexomMeHaauuid C (ypoBeHb JI0CTOBEPHOCTH [10Ka3a-
TeJbCTB —4)

o [TaruenTam ¢ mogo3peHueM Ha MH(PEKIUOHHYIO SMUJIETICHI0, TPU HAWYUU TPU-
3HAKOB, 3aCTABISIONINX BKIIIOUUTH B MU PepeHIINaTbHBIN TUarHo3 TepreTHIeCKU YHIeauT, ¢
ENbIO MTpoBeieHus MU HepeHINATEHOTO qUarHo3a peKoMeH/ayeTcsl Ha3HayaTh aHAIU3 KPOBHU Ha
antutena Kk BIIT' 1 u 2 tuna [74].

YpoBeHb YOeAUTENbHOCTH pexkoMeHAauuid B (ypoBeHb J0CTOBEPHOCTH [10KAa3a-
TeJbCTB — 3)

KommenTapuii: o pesynbratam uccnenoBanust Armangue T. et al. B 27% citydaes nocie

reprneTudeckoro 3HiedamnTa GopMHUPYETCS ayTOMMMYHHas dnujierncus [ 74].
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° [Manentam ¢ momo3peHrneM Ha WHPEKIUOHHYIO SMUICTICHIO, IPH HAJTHYUH TPH-
3HAKOB, 3aCTABJISIIONTNX BKIIOYHUTH B MU depeHITnaNbHBIN TUarHo3 BUpyc repneca 6A/B, ¢ nienbio
npoBeneHus AU PEpeHIINATHHOTO JUarHo3a peKOMeH/IyeTcsl Ha3HauaTh aHAIU3 KPOBU HA aHTH-
tena (IgM u IgG) x Bupycy repmneca 6A/B [75].

YpoBenb yOeauteabHocTH pexoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH [10Ka3a-

TeJabCcTB —4)

o [TaruenTam ¢ mogo3peHueM Ha MH(PEKIUOHHYIO SMUJIETICHIO, TPU HATWYUU TPU-
3HAKOB, 3aCTaBIIIOUINX BKIIOYUTH B TU(depeHanbablii auarao3 JlaiiM-6oppennos, ¢ 1eibo
npoBeneHus AudPepeHInanbHOro TUarno3a pekoMeHayercs HazHadats anam3 CMIXK Ha aHTH-
Tena K Jaim-6oppennosy [76].

YpoBeHb YOeAUTENbHOCTH pexkoMeHAauuid B (ypoBeHb J0CTOBEPHOCTH [10KAa3a-
TeJbCTB —3)

o BceM manuenTam ¢ moIo3peHHEM HAa METa0OJUYECKYIO 3THOJIOTHIO AIHIICTICHUHU
peKoMeHAyeTcs Ha3HAuaTh WCCICIOBAHUS, IMO3BOJSIONINE OMPENCNATh OHOXUMHYECKUE
HAPYIICHUS: CIEKTpPa AaMHHOKHCIOT W AIWJIKAPHUTHHOB METOAOM TaHJIEMHOW Macc-
CIEKTPOMETPHH; ra3oBylO xpomaTtorpaduro C Macc-CIIeKTPOMETpHeil MOUH;
BBICOKOX((DEKTUBHYIO JKUJIKOCTHYIO XpomaTorpaguio M TaHAEMHYI0 MaccC-CIEeKTPOMETPHIO
OpPTaHMYECKUX KUCIIOT, ONpeAeNieHNEe aKTHBHOCTH OMOTHHIIA3bl; aHAIIN3 CIICKTPa OPraHNYeCKUX
KHCIIOT MOYH METOJOM Ta30BOM Xpomarorpaduu ¢ Macc-CIIEKTPOMETPHUEH I MPOBEICHUS
nuddepeHIaIbHOTO TMarHo3a 1 MOCIeyIOIIero Ha3HaueHus crieruduyeckoi Tepanuu [77]:

YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauuid A  (YpoBeHb  JOCTOBEPHOCTH
A0Ka3aTeabCTB —1)

KommenTapuii: Mexaynaponsas nporuBosnuientuueckas Jlura (ILAE) npusnaer Bo-
CEMb THIIOB META0OJNYECKON AMHUIICTICHH, @ UMEHHO: ACPUIIUT OMOTUHUIA3BI U XOJIOKapOOKCH-
J1a3bl CUHTA3bl, AeUIINT epeOpasibHOTO (honaTa, HapylieHUs: MeTaboIu3Ma KpeaTuHa, CyJI0pOTH,
pearupymoiye Ha GOTUHOBYIO KHCIOTY, NeGUunuT nepenocurka riokos3sl tuna 1 (GLUT-1), mu-
TOXOH/IPUABHBIE U IEPOKCHCOMHBIC HAPYIICHUS, MUPUIOKCHH-3aBUCUMYIO dmuiencuro. OxHako
BBIICTISIOT U JPYTHE TUIIBI METa0OINYECKUX HapylIeHNH, CBI3aHHBIX C PA3BUTHEM SIUJICTICUU:
HapYIICHUS IMKJIa MOYEBHHBI, TJyTapoBast allUuypus, JePUIUT KopakTopa MOIUOIeHA, HEKETO-
TUYECKasi TUIIEPTIIMKEMUS], HEKETOTHYECKAast TUIIEPTIUIIMHEMUS U Ie(PUIIUT STHTAPHOU MOTyalbe-
rugaeruaporexassl [77].

o [TaruenTam ¢ SMUIIETICHEH, MPUHUMAIOIIIM MTPOTUBOSMIIICITHYESCKHIE TIPerapaThl

PEKOMEH/I0BAHO MPOBEIECHUE TEPANEBTUUECKOTO MOHUTOPHUHI JiekapcTBeHHBIX (TJIM) cpencrs
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JUISl UHOUBUTyJIA3a1MH JICYEHHM ], TTO3BOJISIOIINN KOPPEKTUPOBATh 03y HA OCHOBE M3MEPEHHBIX
KOHIICHTpALU JIEKapCTB JUIsl ONTHMHU3ALMU KIMHUYECKOro pe3ynbTarta [78, 79, 80, 81, 82].

YpoBeHb y0eqUTEIbHOCTHM PpeKOMeHJauuii A (YpPOBeHb [10CTOBEPHOCTH [10-
Ka3aTejabCcTB —1)

KommenTapmii: uncnons3zoBanue TJIM pekoMeHIyeTcs Ha CTaAWM TUTPALUM U TPU
u3MeHeHnn 1o3sl [10I1, nocine nocTukeHus KelaeMoro KIMHUYECKOIO pe3yJibTaTa, C LIEJIbI0
YCTaHOBJICHHS «WMHIUBUIYaTbHOTO TEPANeBTHUYECKOTO Juamna3oHa» (ABa HE3aBUCHUMBIX
U3MEpPEHUs] C MHTEpBAJIOM 2 U 4 Mecdla); A ONpeAeNieHUS BEIUYUHBI YBEIWYCHHS J103bI,
ocobenHo 1 [1911, moka3siBaronux 10303aBUCHMYIO (hapMaKOKHHETHKY (0COOCHHO ()eHUTOWH);
pu COMHEHUSIX B MU PepeHITnaIbHON THarHOCTUKE MPU3HAKOB U CUMIITOMOB, YKAa3bIBAIOIIIHX
Ha TOKCUYHOCTD 1311, cBA3aHHYIO C KOHLIEHTpALKMEn, WIK KOT/1a TOKCUYHOCTh TPYJHO OLEHUTH
KJIMHUYECKH (Hampumep, y JeTeil paHHEro Bo3pacTa WM y MAalMeHTOB C ICUXUYECKUMU
OTKJIOHEHUSIMH); TIPU MPOJOJIKAIOIINXCS SMUICNTUYECKUX MPUCTYINAaX, HECMOTPSI HA OYEBUIHO
anekBatHyo 103y [IOI1. A Takke mpu MomO3pEeHUM HAa M3MEHEHUE (apMaKOKMHETUKU H3-32
CJIeAYIONIMX (DAaKTOPOB: EPEXO/1 B APYT'YIO BO3PACTHYIO TPYITY, 0EpEMEHHOCTbD, COIMYTCTBYIOIINE
3a00NieBaHUsl WJIM MEXJIEKapCTBEHHbIE B3aUMOJEHUCTBUA. JIJIs ONEHKHM MOTEHIHAIbHbIX
W3MEHEHUN B ycrolumBoW KoHueHTpauun [IDI1 mpum wu3MeHeHue cocraBa mpenapara,
CUHOHEMUYECKOM 3aMeHe. B ciydae HEOKHMIAHHOIO M3MEHEHMs KIMHMYECKOW pEaKkUuu; IpH
MOJO3PEHUH HA HApPYLIEHHE MalMEHTOM pexkuma yiedeHus. [Ipumenenue TJIM BO3MOXKHO mJist
Bcex [ID1I1, kpome BurabaTpuHa, KOTOPBIA 00JaaeT MPOJIOHTHPOBAHHBIM JIEHCTBHEM Ha MO3T,
JlayKe HECMOTPS Ha TO, YTO B CBIBOPOTKE KOHIIEHTPALMS €r0 CHIKAETCS WIIM JaXKe paBHa HyIt0. K
[I9I1 ¢ HauBBICHIMM YPOBHEM peKOMeHAauuHu K npoBeneHuto TJIM oTHocsATCs: BampIpoeBas
kucinota u kapbamazenuH (Yposenb 1: HactostensHo pexomenayercs. JlokasarenbcTBa:
YcTaHOBNIEHBI 3apEeTMCTPUPOBAHHBIE TeparneBTHUECKHe pedepeHCHble auana3oHbl U ObUIH
ompeneneHbl  KoaudyecTBeHHO. KoHTponupyemble  KIMHUYECKUX  HCIBITAaHUSA  IOKa3alld

noJjoxurenabHbie 3¢ dexTsl TJIM no nepeHoCMMOCTH U CHUKEHHUIO MHTOKCUKAITUH).

2.4. UHCcTpYMEHTAJIbLHBIE TUATHOCTHYECKHE HCCJIETOBAHNS

2.4.1. DaexTporunedagorpadpus

Beenenne: snextposHuedanorpadpus (33I), (0T c€IOB 3IIEKTPO — 3IIEKTPHUYECTBO;
SHIIEPATIOH — TOJIOBHOW MO3T; rpadus — MUINY), SIBISIETCS METOJOM PETHUCTPAIlUU CIIOHTAHHBIX
KoJIeOaHU TOPMO3HBIX M BO30YKIAIOIIMX MTOCTCHHANITHYECKUX TMTOTSHITUAIOB, 00pa3yIoNIUXCs Ha
JNEHIIPUTAX THUPAMUIHBIX KJIETOK KOpPbl TOJOBHOrO Mo3ra. 9317 — OCHOBHOW METOJ

(YHKIMOHATIBHON TUArHOCTUKU LIEHTPAIbHOM HEPBHOW CHCTEMBbI y OOJBHBIX C SIUJICTICHEH.
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PaznmuuaroT a) pyruaayo 931 — mponomkutenbHOCTh 30 MUHYT HeTIpepbIBHOM 3amucH; 0) D3I
CHa — BO BpeMs 3alMCH MAIMEeHT CIUT, NPU 3TOM Ha HJHIE]aIorpaMme pPEerucTpUpPYIOT
XapaKTepHbIE NaTTEPHBI, COOTBETCTBYIOLIME CTaAMUSIM CHA; B) BuAeo DOl — coueTaeTr HE TOJIBKO
perucTpanuio 6M03JIEKTPUYECKON aKTUBHOCTH TOJIOBHOTO MO3Ta, HO U CHHXPOHU3WPOBAHHOE IO
BpEMEHH BHIe0N300pakeHne nanueHTa. Ha npakTrke BO3MOXKHBI COUETaHUS ITUX METOIHK.

Mertoponorusi aHaiu3a 3aKII0YAaeTCs B BU3YaJbHOM BBIICJIEHUH Ha KPUBBIX OCOOBIX
rpadu4ecKux 3JIEMEHTOB, CIEUU(DUUHBIX AUIIETICUU (AnIenTH(GOPMHBIE rpad03TEeMEHTH) U UX
pa3IUYHBIX CcOYeTaHWH. Pa3nuualoT MHTEPUKTAIbHYIO aKTHUBHOCTb, HaONIOJaeMyl0 B
MEXIPUCTYIHBIN MEPHOJ], U UKTAIbHYIO aKTUBHOCTb, KOTOpasi XapakTepu3yeT SMUICITUYECKUN
npucTyn. buoMapkepoMm CTPYKTYpHOT'O MOBPEXKIEHHUS TOJOBHOIO MO3ra SIBJISETCS (POKaIbHOE
3aMeJIeHHE YacTOThl OMO3JIEKTPUYECKOH AaKTMBHOCTH MO OTBEICHHSIM, DPACHOJOXKCHHBIM B
COOTBETCTBYIOLIEH MNpoeKuu. s perucrpany ¥ onucaHusd pe3yiabratoB IOI° ciuemxyer
PYKOBOJCTBOBATHCSI pEKOMEHAIMSIMH SKCIIEPTHOTO COBETA M0 KIMHUYECKON HeHpodu3noaorun
Poccwuiickoit mporuBosnmientuyeckoi muru [141]. Y GONbHBIX C TOJ03PEHUEM Ha SIHIICTICHIO
WIM C YXE YCTAaHOBJIEHHBIM JuarfHo3oM, OOl NPUMEHSIIOT IOCJIE BIEPBbIE BO3HUKILETO
SMUJIENITUYECKOr0 TMPUCTyNa s MPOrHO3MPOBAHUS PA3BUTHUS SIWIETICHUU, JJSl JUArHOCTUKU
SMUIENITUYECKOTO0 CUHIPOMA, JIJIsl OLeHKH 3((PEeKTUBHOCTH Teparuu.

o Pexomenayercss npoBeneHue pyTuHHOM DI manueHTam, BIEPBBIE B KU3HHU
MEPEHECHINM HECITPOBOLMPOBAHHBIN SMUICNTUYECKUN TPUCTYII ISl IPOTHO3UPOBAHHUS Pa3BUTHUS
snuiencuu [142]. YpoBeHb yOeqUTEJbHOCTH peKoMeHIanuil A (YpPOBeHb [0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2).

KoMmmeHnTapuu: BbIsiBIeHHE SmmiienTU(GOPMHON akTUBHOCTH Ha DDl mocie BHepBbIe
BO3HUKILETO JMUIPUCTYNA CBUICTEIHLCTBYET O BBICOKOM PHUCKE BO3HHUKHOBEHHUS MOBTOPHOIO
npuctyna. YyBCTBUTENBHOCTh €AMHUYHOTO HCCenoBaHus Kojebiercs B auamnazone 20-55% u

MOBBILIAETCA 110 MEPE YBEINYEHMsI KOJIMYeCTBA uccienoBanuil 1o 90% [143-147].

o Pexomenayercst npoBeneHue pyrMHHOM OOl mamueHTaMm C SOuiencuert Juis
JIMArHOCTUKY AMUJIENITUYECKOTO cuHIpoMa [ 148]. YpoBensb yoennTeabHOCTH pekoMenaanuii C
(YPOBeHb 10CTOBEPHOCTH [10KA3aTEJILCTB — 3).

KommenTapuii: B psane ciaygaeB O30I momoraer quarHoCTUpOBaTh COOTBETCTBYIOIIMM
SMUIENTUYECKUI CUHIPOM Ha OCHOBAaHHMHM BBIABICHHS OCOOBIX 3JEKTPOrpa)uuecKux MaTTepHOB

(1a6.6).

Tabnuna 6. VkranbHble U MHTEPUKTAIBHBIE 3JeKTporpaduyeckue MpU3HAKU SMHISHTHYECKIX

CHUHJIPOMOB.
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Dopma INUJIENICHH

HUxranpaasg 99T

HNuTepukranbHas I

3-I'm renepanu3zoBaHHble | HopManbHblii  (OHOBBIA  pUTM,
AbcaHCcHas! STTUIIETICUS KOMIUICKCHI CIIAlK-BOJIHA, | aKTUBAIMsl ~ MHTEPUKTAIBHBIX U
(TUIIUYHBIC a0CAHCHI) HEPEAKO TOBTOPSIOMIMECS | MKTATbHBIX paspsIoB npu

MpoOEry TakuxX pa3psAaoB | TUIEPBEHTUIISIUU

1.5 - 2.5-I'l | MHTEpUKTANIBHBIE pa3psbl  MOTYT
AOcaHCHas STTUIICTICUS

reHepalu30BaHHbIE OBITh ACHMMETPHUYHBI C MPU3HAKAMU

(aTumuYHBIC A0CAHCHI)

pa3psabl ciaik-BOJIHA

dbokambHOCTH

IOBennnbHag
MHUOKJIOHUYECKAs

SMUJICIICUA

4 - 6-Hz
reHepaIu30BaHHAs CIaWK

U HOJIMCHANK BOJIHBI

HopMmanpHbiii GoH, 4acTo akTUBALIUS

HWHTCPUKTAJIbHBIX paspaaoB
PUTMUYHOI (hoTocTUMYISAIIHCH;
MOTYT  HaOmomatbcss u  Ooiee

tunuuHele 2.5 — 3 ' pa3psibl craik-
BOJIHA; MHTEPUKTAIbHBIE pPa3PsAbl
MOTYT OBITh ACUMMETPUYHBI C

MpU3HaKaMu (POKAITBHOCTH

B (¢done momHOCTBIO OTCYTCTBYIOT

I'mncappurmus u
HOpPMaJIbHbIE ~ YYaCTKU  3aIlHCH,
MunaneHueckue cra3Mbl MyJIbTH(HOKATBHBIE CTTAWKHT
JTOMUHUPYIOIIUM naTTepPHOM
U OCTPBIE BOJIHBI
SBJISIETCS] TUIICAPUTMHUSI
I'enepann3oBanHOe 3aMeJlJIeHHE
dboHOBOI AKTUBHOCTH u
< 2.5-I'n
MapoKCU3MaJIbHas ObICcTpas
Cunapowm Jlenokca-I'acto reHepaIn30BaHHbIC
AKTUBHOCTH; 4acTo

paspsbl Ciaik-BOIHA

MyJIbTH(OKATbHbIE CIIAHKU M OCTpBIE

BOJIHBI

[Iporpeccupyromias

MHUKIIOHUYCCKAas SIUJICIICUA

I'enepanuzoBaHHbIE u
MyJIbTH(HOKATEHBIE
CIIaliKM, MHO>XECTBEHHbBIC

CIAaliKU U OCTPBIC BOJIHBI

Hapacratomee 3ameienne GoHa 1o
Mepe MPOrpecCUpOBaHMs OOJIC3HU, B
p;I;[e cnyqaeB ITOABJICHUC pa3p;1;[0B

IpU PUTMUYHON (POTOCTUMYIISIINH

JloGpokauecTBeHHAs

poJlaHANYCCKAasA SMUIICTICUA

BBICOKO&MHJ'II/ITYI[HI)IG
CIIAMKH UJIH OCTPBIC BOJIHBI

C MaKCUMYMOM Hanqg

HopMmanbnbrit

dom;

BBIPAXKCHHOC YCUJICHUC Pa3psad0B BO

qacTo

CHE; pa3psasl MOTYT OBITh Kak

OwnarepajgbHble, TaK W C OJHOU

99




LIEHTPaIbHO-BUCOYHOMN CTOPOHBI, & TAHT€HI[UAJIbHBIN JUIIOJIb
00J1aCThIO pacroaratecs B IPOJOJIBHOM

HaIpaBJICHUU CIIEPEeIN Ha3a/

3aTBUIOYHBIE MHTEPUKTAJIbHBIC

bunarepanbHbie J5RI05
paspsiibl 4acTo OCHAONSIOTCA TPH

JloOpokauecTBeHHas OIHOCTOPOHHHUE  pa3psiabl
OTKPBITUU TJ1a3; (POTOCTUMYISALUS

3aTBUIOYHAS SIUJICTICHS CHalK-MeIJIeHHass BOJIHA

MOJKET MIPUBECTU
3aTBbUIOYHOM JIOKAJIU3aUN
SMUJIENITUYECKOMY IIPUCTYITY

CIIaliK¥, OCTPBIE BOJHBI U
IepeMexKaroascs YacTo UHTEPMUTTUPYIOILME WU
PUTMHUYHAS JIeNIbTa- | IOCTOSIHHOE BHCOYHOE 3aMENJICHUE;
Bucounas snunencus aKTUBHOCTh B IPOEKLMHU | MOT'YT HaOIIOAAThCS HE3aBUCUMBIE
BUCOYHOM  JI0JIM, 4YacTO | HHTEPUKTAIbHBIC paspsiabl

aKTUBHUPYIOIIUECS HA OHE | MPOTUBOMOIOKHON BUCOUHON JOIH.

APEMOTEI U CHA

Me3uanpHble  JIOOHBIE — pa3psbl
KOTOpBIC JacTo HEBO3MOYKHO
WHTepuKTaNbHbBIE Pa3psibl | 3apETUCTPUPOBATE € TTOMOIIBIO
JloOnast srmnerncust
B JIOOHO# o0nacTh CKaJIbIIOBOM 20T, MOJKET
HaOJIFOJaThCsA BTOPUYHAS

OunarepainbHasi CHHXPOHU3ALUS

o Pexomenayercsi y OOJNBHBIX C TOJO3PEHHEM Ha SIWICIICHIO COOIIOIAThH
HEMPEPBIBHYIO MPOIOHKUTEILHOCTD 3anuc pyTuHHON D3I He menee 30 munyT [ 149]. YpoBeHb
y0enuTeJJbHOCTH pekoMeHAaunii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 3).

KommenTapuii: npoaomKuTenbHOCTh perucrpauuu OO mpsMo cBsi3aHa ¢ 4acTOTOM
BBISBJIICHHUST AMWICNTA(DOPMHBIX TpadorIeMEeHTOB, OJHAKO OJHO3HAYHBIX PEKOMEHIAIUN O
MaKCUMaJIbHOM JUIMTEILHOCTH UCCIIEIOBAHMS HE cynlecTByeT [ 149].

o Pexomenayercs peructpanus 31 Bo BpeMsi CHa y JeTell ¢ BHOBb BO3HUKIIIEH TN
IPOrPECCUPYIOUICH  3alepKKOM IMCUXMYECKOrO Ppa3BUTHS JUISl HCKIIOYEHHUS CHHJIpPOMa
MIPOJIOJDKEHHON (HETPEPBhIBHOM) CIalWK-BOJHOBOM akTMBHOCTH BO cHe (Continuous spike and
waves during sleep, CSWS) [150]. YpoBens yoeautenbHocTu pexomeHaamnuii C (ypoBeHb
JOCTOBEPHOCTH 10KA3aTeJbCTB — 4).

KommenTapuii: CuHapoM SHujenTHYECKON HHIEdATonaTHH C  JICKTPHUYCCKUM

SMUJIENTHYECKUM cTatycoM MemiaeHHoro cHa (ESES) acconmmpoBan ¢ HEHPOKOTHUTHBHBIMH
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HapyLEHUAMH U PEIKUMU SIUIECNTUHYECKUMHU MIPUCTYNIAMH y JIETEH, €ro TMarHoCTUKA BO3MOKHA
TOJIbKO Tipu peructpanuu D3I Bo Bpems cHa. TepMuH 4acTo yrnoTpeOIsioT B Ka4eCcTBE CHHOHIMA
ANeKTpuueckoro craryca meaiaeHHoro cHa (ESES). [Ins onucanus naxomokx Ha D3I ciemyer
HCIIOJIb30BaTh TEPMUH " DIEKTPUUYECKHUI IMUIECNTUYECKUN CTAaTyC MEIJICHHOTO CHa)

o Pexomenayercs peructpanus 30 11t TOATBEPKACHUS HE TOIBKO KIMHHUYECKOM,
HO ® OiekTtporpaduueckord pemuccuu snwiencuu [151]. YpoBeHb y0eauTeIbHOCTH
pexomenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3ATEJbCTB — 3).

KoMmMeHTapuii: npeuMyIeCTBEHHO TIpU TEHEPATUW30BaHHBIX (opMax OIIHICIICUH,
KOJIMYECTBO  AMIIECNTUGOPMHOM  aKTUBHOCTH TPSIMO  KOPPEITUPYET C  BEPOSITHOCTHIO
BO3HUKHOBEHHUS OIUJICNTUYECKUX MPUCTYNOB, I[OITOMY pEIIEHHE O KOPPEKUUU O3Bl
MPOTUBOSMUIICTITUYECKUX MPETAPATOB CIIEYEeT MIPUHUMATD Tocsie KOHTpoJist D3I. KoHTponbHyI0
peructpauuto D3I crienyer mpoBOAUTH C TEMH K€ YCJIOBUSIMU, YTO M TEpPBUYHAs 3aluCh,

BBISIBUBILIAS SMUICOTU(POPMHYIO aKTUBHOCTb.

2.4.2. JlauteabHblii BUI€0-)I] MOHUTOPHUHT.

BBenenue: /[nurenbHbiil BUaAC0-221 MOHUTOPUHT — 3TO CUHXpPOHHAsA peructpanus 900

U BHJEO3ANNCH COCTOSIHHSI oOcienyemoro. OcHoBHast 1enb Buaeo-O3I MoHUTOpWHTA —
BU3YyaIH3aIUsl MapOKCU3MAIBHBIX COOBITUN IS WX JETAIBHOTO aHaW3a. OJTO BAXKHO IS
KJIaCCU(UKALUU SMUICNTUYECKUX MPUCTYIOB, SMUJIEHTHYECKUX CHHAPOMOB M JIOKaTU3alUU
SMWJIENTOTeHHOro ovara. Bumeo-O3I° MOHUTOPUHI SIBISETCS Ba)XHEWIIMM METOJIOM B
muddepeHIMaTbHON  TUATHOCTHKE — OMUJICITHYECKUX  MPUCTYIOB M HEIMWICITUYSCKUX
MapOKCU3MAIIbHBIX PACCTPOMCTB, a TakKe O00s3aTeNIeH MPHU MOATOTOBKE K XUPYPTUYECKOMY
nedenuto. [IpoaomkuTenbHOCTh 00CIEIOBAHHSI COCTABIISET OT HECKOJIBKUX YaCOB J0 HECKOJIBKUX
nueil.  Ilpu mpoBeneHun Buaeo-O31 MOHMTOPUHTA C LEJIbIO MOATOTOBKH K XUPYPTHUECKOMY
JedeHuto (hapMaKOpe3UCTEHTHOM SMIICTICUU UCIIONB3YIOT HE TOJIBKO CKAIIBIIOBLIC YAIICYKOBBIC
AJIEKTPO/Ibl, HO U UHBA3UBHBIE, KOTOPBHIE UMILIAHTUPYIOT B MOJIOCTh Yepera.
e PexoMeHayeTcsi NpPOAOKUTENBHOE KPYIJIOCYTOUHOE BHUACO-OOI MOHHMTOPUPOBAHHE Y
NAIMEeHTOB C (hapMaKOPE3UCTEHTHOM SMUJICTICUE NpPU MOATOTOBKE K HEHPOXUPYPrUUYECKOMY
neyenuto [152,153]. YpoBenb y0eauTeabHOCTH pekoMeHaanuil B (YypoBeHb 10CTOBEPHOCTH
J10Ka3aTeJILCTB — 2).

KommenTapuii: Jlns omnpeaeneHuss NOKa3aHUM K XUPYPrHUECKOMY JICUEHHIO H
IUTAHUPOBAHHUIO OMEpalid IO TMOBOAY (apMaKOpe3WCTEHTHON SIWICNICUU 00s3aTellbHA
CHHXpOHHasg peructpauuss OO M BUACO3aIUCH CEMHUOJIOTMM HECKOJIBKHUX JMHIENITHYECKUX
INPUCTYINIOB I MCKIIOYEHHS] MX IICUXOT€HHOIO XAapakKTepa M JOKaJIM3allMd 30Hbl Hadaia

npuctyna. Jlas 3TOro HCHONB3YIOT MHOIOCYTOYHOE BHIe0-O3I° MOHHUTOpHpOBaHHE
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CKaJbIOBBIMU WJIM WHBAa3UBHBIMU JJIEKTPOJAaMH, MPOJOJKUTEIBHOCT KOTOPOIO MOKET

AOCTUTaTh HCCKOJIBKUX CYTOK U AK€ HCIICJIb.

e PexkoMeHayercsi Ipy MPOBEACHUH CKAJIBIIOBOTO BU1€0-O3]" MOHUTOPUPOBAHUS Yy MAIIUEHTOB
¢ papMaKOpEe3UCTECHTHOMN MUIIETICEH BO BPeMsI TOATOTOBKH K XHPYPrHIECKOMY JICUCHUIO HC-
M0JIb30BaTh (PUKCUPOBAHHBIE K CKAJIBITY YalIEUKOBBIE AIEKTPOAbI, PACIIONOKEHHbBIE COTIACHO
MexayHapoaHou cxeme 10-20, a mpu mo03peHNH Ha BUCOYHYIO (DOPMY SIHIICTICUH JTOTIOTHHU-
TCJIbHO YCTAHABJIMBATDH 3JICKTPOAbLI B MIPOCKINU HUKHUX OTACIIOB BUCOYHBIX ,Z[O.HGI\/'I II0 CXEMCEC
10-10 (HmkHsAA BUcOYHas nenoudka) [154]. YpoBennb ydeautenbHocTH pekomeHganuii C
(YPOBeHb 10CTOBEPHOCTH [I0KA3aTEJILCTB — 3).

KommenTapmii: [IpogomkuTenbHBINA CKATBIOBBINA BHACO-ODI MOHUTOPUHT HEOOXOIUMO
OCYHICCTBJIATH HAIICYKOBBIMU 3JICKTPOAAMU, TPUKPCIITICHHBIMU K CKAJIBITY C IOMOIIBIO KOJUIOAUS
WIN CHEIHUATBHOTO KJIesl, a IPH MOJA03PEHUN Ha BUCOUHYIO (DOPMY SIUJICTICUHU YUCIIO KOHTAKTOB,
YCTaHOBJICHHBIX Ha ITOBEPXHOCTH FOJIOBBI, MOXKET AOCTUTATh 27. DTO 00yCI0BIMBaET TpeOOBaHUS
K IPUMEHSEMbIM JUISl ATHX Iiesiel sHuedasorpadaM: 4ucao perucTpUpYOIMUX KaHAIOB JOJIKHO
OBITH HE MEHEE 32, a B clTydae 3aluceil MHBa3UBHBIMU AJICKTPOaMu — 64.

e Pexomenayercs npoBeaeHue BUAC0-I MOHUTOPHUHTA 3JIEKTPOIAMH, UMITJIAHTUPOBAHHBIMU
B TOJIOCTH Yeperna (CyOo1ypaibHBIX, TNTYOUHHBIX, OBaJIbHOTO OTBEPCTHS, CKYJIOBBIX ) TAIIUEHTAM
¢ (hapMakoOpe3UCTEHTHON dMUIIETICHEN PU HEBO3MOKHOCTH JIOKAIM30BaTh 30HY HaJyaya Mpu-
CTyla ¢ MOMOUIbI0 BHUIAE0-ODI" MOHUTOPHHIA, BBIMOJIHEHHOTO CKaJIbIOBBIMHU 3JIEKTPOJIaMU
[155]. YpoBenb yOeauTeabHOCTH pexkoMeHaauuid C (ypoBeHb J0CTOBEPHOCTH J0KAa3a-
TeJbCTB — 3).

KommenTapmnii: VHBA3UBHbIC AIIEKTPOIBI JUIsL  perucrpauuu 20I 51
ANEKTPOKOPTUKOrpaduy HEOOXOAUMO HCIOIb30BaTh B CIIyYasiX, KOTJa Pe3yabTaThl CKaJbIOBON
3alMCH HE COBIMAAAIOT ¢ AaHHBIMU MPT u cemuonorueii npuctyna, Ui uX HEBO3MOKHO OLICHUTh

H3-3a BIPAKCHHBIX apTe(baKTOB, Yqalc BCCT0 ABUTaTCIBbHBIX.

2.4.3. lloka3anus 1 nNpoBeaeHus Bujaeo-)" MOHUTOPUHIA V AeTel

o Pexomenayercst 3anuce Buieo-231 MOHUTOPHHTA 110 MEHbILIEH Mepe B TeUEHHE |
yaca peOCHKY C Tojo3peHneM Ha cuHApoM Otaxapa C I1enblo 3anucu npucTymaon D01 u mis
BO3MOJKHOCTH OIICHKH MeXIpHUCTymHOU DI kak cHa, Tak u 6oapcTBoBanHms [ 148].

YpoBenb  yOeautenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JA0KA3aTeJIbCTB — 5)
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Kommenmapuu. Meoxcnpucmynnsiti nammepH no muny «8CHbIUKA-NOOAGNIeHUe» NpU
HAIUYUU SNUTENMUYECKUX CNA3ZMO8 U MOHUYECKUX NPUCMYNO8 (N0 OMOelIbHOCMU Ul 8Mecme)
noomeepacoaem ouazHo3. Bozmooicnvl u ghokanvhvie npucmynsi.

o Pexomenayercs 3anuch Buaco-29] MOHUTOpPUHra B AMHAMHUKE 110 MEHbBILIEH Mepe
B TeueHue | yaca peGeHKy ¢ moo3peHnemM Ha cuHipoM OTtaxapa ¢ 1ebIo OLIeHKH () PEeKTUBHOCTH
neueHus [148].

YpoBenb yOeautenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

o Pexomenayercs Buaeo-231 MOHHTOpHpOBaHHE C 3anuchio DI 60apcTBOBaHUS
U CHa peOeHKY C MOJJ03pEHUEM Ha JOOPOKauYECTBEHHBIC CEMEWHbIE, HECEMEITHbIC HEOHATAIILHBIE U
WH(AHTHIbHBIE CYIOPOTH C IENTBI0 OIIEHKH MPUCTYITHOW U MeXIpucTymHoi D01 [148].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenmapuu. Meowcnpucmynnaa 331" Hopmanbho uau ¢ He3HAYUMETbHLIMU
INUNENMUDOPMHBIMU  UTU  HEINUNENMUDOPMHBIMU  (DOKATLHBIMU  UTU  MYTbMUPDOKATLHBLMU
usmenenuamu (Grinton et al., 2015). H3zpeoxka pecucmpupyemcsi nammeph ‘‘theta pointu
alternant”, no on ne cneyuguuen ona cunopoma. Ecnu yoaemcs 3anucamv npucmyn, mo oH
HauuHaemcs ¢ ouggyznoeo o6uramepanrbHo20 ynioweHus akmueHocmu 6 medenue 5-20 cex
(coomeemcmeyem mMoOHUYEeCKOU (haze npucmyna u/anHod) ¢ HNoOCIeOVIOWUM pa3sumuem
Goxanvhblx UMY OUNAMEPATLHBIX PUMMUYHBIX  BbICOKO-AMNIUMYOHBIX BO0IH, d 3ameM C
NOsGNIeHUeM OCMPBIX BOIH 6 IOOHBIX, GUCOUHBIX U YEHMPATbHBIX OMBEOEHUSIX.

o Pexomenayercs 3anuck Bujaeo 931 MOHUTOpPUHTA IO MEHBILIEH Mepe B TeueHue |
yaca WU, )KelaTellbHO, C BKIIFOUEHHUEM CHa peOeHKY ¢ (pOKaTbHBIMH MPUCTYIIAMU C pAHHUM Hada-
JIOM C LEJIBIO 3aIUCU MPUCTYNHOU DOI" M 1711 BO3MOKHOCTH OLIEHKU MeXNpucTynHoi D3I kak
CHa, Tak U OonpcTBOoBaHus [ 148].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

° Pexomennyercs 3anuch Bus1e0-O3]" MOHUTOpHUHTA B TMHAMUKE 110 MEHbBIIIEH MEPE
B TeUeHHEe | yaca W, )KenareiabHO, C BKIIOUECHUEM CHA PeOCHKY ¢ (OKAITBHBIMU MPUCTYIIAMH C
PaHHMM HayaJioM C IeNIbI0 OLeHKH 3¢ dexTuBHOCTH Tepanuu [148].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJILCTB — 5)

o PexoMennyercst Buaeo-231" MOHUTOPUHT C BKJIIOYEHHEM CHA U MO KpaillHEN mMepe
10 MmuHYT TIOCIIE CHA PEOCHKY € TOJI03pEHUEM Ha HaJIM4he CUHApoMa Becrta C 1enpio moaTBep-

YKJACHUSI TUIIA TIPUCTYTIOB U XapaKTEPUCTUKU MexnpucTynHon D01 [148].
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YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenmapuu. Hngpanmunvnvle cnasmvl yauje HAOA00AOMCA Npu NpooOyscoeHuu
pebenka. I'uncapummus cuauana 603HuUKaem 60 CHe, U MOIbKO NOMOM & 60OPCMBOBAHUU, OHA
ucuesaem 6 REM con. ¥ pebenka kak npasuno omcymemsyrom gusuonocuyeckue nammepHul CHA
(6epemena, K-xomnaexcoi)

° PexoMennyercs Bugeo- 991" MOHUTOPUHT B JUHAMHUKE C BKJIIOUYEHHEM CHA U IO
Kpaifneit Mmepe 10 MuHYT mocie cHa peOeHKY ¢ AMarHo30M cuHApoMa BecTa ¢ 11enpio oueHku 3¢-
dbexTuBHOCTH Tepanuu [ 148].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

° Pexomenayercs quureabHbIi BUieo- DO MOHMTOPUHT C BKJIIOYEHHUEM CHA pe-
OCHKY C MOJI03pEHUEM Ha CHHIpoMa Becta mpu HaIWYMKM Pa3HBIX TUIIOB MPHUCTYIOB (HE TOIBKO
CIIa3MOB) C IIEJIbIO TIOJITBEPKICHUS TUTIA TIPUCTYIIOB , a TAKXKE TMPHU OTCYTCTBUU A (deKTa OT Te-
panuu ¢ Ueabl0 YTOUYHEeHHs Auarnosa [ 148].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

o Pexomennayetcst Busieo- 931" MOHUTOPHHT OOPCTBOBAHUS M CHA PEOCHKY C TOJI0-
3peHureM Ha cuHpoM J[pase u [IpaBe-mogo0HbIe CHHAPOMBI C LIEIbI0 YTOUHEHHS quartHosa [148].

YpoBenb yOeautenbHoctH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J10Ka3aTeJILCTB — 5)

Kommenmapuu. /[uacnos cunopoma [lpase ckopee 0CHO8bI8Aemcsi HA KIUHUYECKUX U
eeHemuyeckux O0aumvlx, oamHvlie DI umeem OononHumenvHoe 3HayeHue. Y He noayuarowezo
Jleyenue nayueHma ¢ cuHopomom Jlpage (amunuynvle gebpunvhvie cyo0opocu u/uiu cmamychi)
OOHapydiceHue 3ameOdNeHUss OCHOBHOU OUOINIEKMPUYECKOU aKMUBHOCMU ((OKATbHO2O UNU
ouggysnoeo) ¢ pauueli gpomocencumusHocmvio U Quxkcayuel NPUCMYNos, CEOUCNEEHHbIX
cunopomy Jlpase, noomaeepaicoaem ouasHo3.

° Pexomennayercst Buseo-291 MOHUTOPUHT OOJIPCTBOBAHUS M CHA B TUHAMHUKE pe-
OcHKY ¢ Iuarno3om cuuapoma Jlpase u JlpaBe-1of00HOTO CHHIPOMA C IIETTBI0 OLIEHKH Y (HEeKTHUB-
HOCTH Tepanuu [ 148].

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJILCTB — 5)

o Pexomennayercsi Buaco-O31" MOHUTOPUHT OOAPCTBOBAHUS M CHA PEOCHKY TaKOM

MIPOJIOJDKUTEIIEHOCTH, YTOOBI ObUTH 3a()UKCUPOBAHBI MPUCTYTIBI (FKEITATEIIBHO UX CEpHsi) peOCHKY
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C MOJI03PEHUEM Ha 3JI0KaYECTBEHHYIO SMHUIICTICUIO AETCTBA C MUTPUPYIOIIUMHU (POKATLHBIMU MTPH-
CTYIIaMU C LIEJIbI0 YTOYHEHMS 1uardosa [ 148].

YpoBenb  yOeautenbHoctu  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J10Ka3aTeJILCTB — 5)

Kommenmapuu. Tunuunolili «<Muepupyrowuily npucmynHulii NammepH CIyHCum Hapsoy ¢
KAUHUYECKUMU NPOAGIEHUAMU BAICHOU cocmaeidiowel cunopoma. Illpucmynuvlii nammep,
JIOKANU308AHHbIL 8 OOHOU 00O1aCmMU U COCMOAWUL U3 PUMMUYHOU AKMUBHOCMU dlbha-mema
0uanazoHa ¢ pUMMUYHLIMU CHAUKAMU U CHAUK-8OJIHAMU, NOCMENeHHO 3ameolnsiemcs U
ocmanasnusaemcs. B amom momenm on 603nuxkaem @ coceonel 0o1acmu u npocpeccusHo no Helu
pacnpocmpansiemcsi. Ilpu yacmulx npucmynax npucmyntvlii NamMmepH 4acmo nepemewiaemcs u3
00HO020 NOYUWAPUSL 8 OpY2oe.

o Pexomenayerest Buneo-231 MOHHTOpPHHT 0OIPCTBOBAHUS U CHA pebEHKY c (hel-
PWIBHBIMU CYIOPOTaMH IUTIOC M C TEHETUYECKOM 3nuiienicueil GeOpuiIbHBIMU CyIOPOTaMHU ILTIOC
C LIETIbI0 YTOUHEHUS quarHo3a [ 148].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauuii C  (YpoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenmapuu.  Xapaxkmepuvi  HOpMANbHAA — OUOINEKMPUYECKAs — AKIMUBHOCMb,
2eHepANU308aHHble CNAUK-B0JIHOBblE KOMNAeKcbl ¢ yacmomou 2-3 I. Mocym 6vimb HauiOeHbvi
opyaue munvl NPUCMyno8 (abcancyl, MUOKIOHUU, MUOKTIOHUYECKU-aMOHUYecKue, amoHuyecKkue).
Moowcem bvimb 3apecucmpuposano Ha4ano GoKaIbHO20 NPUcCmyna (¢ J10OHbIX UIU C UCOUHBIX
omeeoenuil).

o PexoMenayercst Buieo-231" MOHUTOPHUHT € BKIIFOUEHHEM CHA MAI[UEHTaM C CamMo-
OTPAaHWYEHHOM AMUJICTICUEH IETCTBA C IICHTPO-TEMITOPAILHBIMU CTIAKaMHu (CHH. POJIaHIMIECKOM )
B TOM CiTy4ae, eciu pyruHHas 991 He nHpopMaTHUBHA, C LIETBIO MOATBEPKICHUS Auarnosa [ 148].

YpoBenb yOeautenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

° Pexomennyercs Buie0-231 MOHUTOPHUHT C BKIIOUEHHEM CHA MAIIMEHTAM C CaMo-
OTPaHUYEHHOM SMWICIICUEN AETCTBA C LEHTPO-TEMIIOPAJIBHBIMU CIIAMKAaMU B TOM Cllydae, €CId
MPUCTYIBI YACThIE, U €CTh MMO03PEHUE Ha HAJTMUHUE CTPYKTYPHOU SMUIICIICUH; IPH Pa3BUTUU aTH-
MAYHBIX a0CAaHCOB W/WJIM JPOIT aTaK W/ WM OECCYIOPOKHOTO CTaTyca; MPH MOSIBJICHUH CEPbE3HBIX
TPYAHOCTEH 00yUYEeHHUs U pEUEBBIX MPOOJIEM C LIeIbI0 YTOUHEHUsT nuarHnosa [148].

YpoBenb yOeautenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J10Ka3aTeJILCTB — 5)

Kommenmapuu. Ha cmpykmypHblil Xapakmep 5muo102uu SNUNeNCUul MO*Cem yYKa3vleams

U3MeHeHUue MOpd)OJZOZMM UEHmMpo-memnopalbHblx Cnatixkos 60 CHe, oco6eHHOpa36umue 6blcmpblx
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CHaliKo8 Ui NOIUCNAUKOS, YeeludeHue MeOJleHHbIX 6O0JH, 2nu300bl Oenpeccuu pumma. He
xXapaxkmepHul 0Jis1 OAQHHO20 CUHOPOMA 3HAYUMENbHOe 3aMedleHUe OCHOBHOU OUOINeKMPUUECKOl
AKMu8HOCmu (¢poxanvroe unu oughghysnoe), npobezu oughgy3znvix
OUIAMepPaIbHLIX/2eHePATUZ08AHHBIX PA3PA006 CRAUK-MeONeHHAsl B0JIHA OIUMENbHOCbIO Oolee 3
cex, Hanuuue npooonsicennoli cnaiik-601HOB0N AKMUBHOCMU 80 CHE NpU  HATUYUU
coomeemcmeylowjel  KIUHUYECKOU CUMNMOMAMUKU MOJCem YKA3bleamvb HA  AMUNUYHYIO
960I0YUI0 CUHOPOMA.

o Pexomenayercst Buieo-20]" MOHUTOPHUHT C BKJIFOUEHUEM CHA MMALIUEHTaM C CHH-
npomoM [lanaiforomysoca B ToM citydae, eciu pytuHHas D3I He nHpopMaTUBHA, C LETBIO MO~
TBEPKJICHUS quarHosa [ 148].

YpoBenb yOeautenbHoctu  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

o PexomMenayercs Buaeo-231 MOHUTOPUHT (C 3aMUCHIO 3JIEKTpOMUOTpaduu ¢ enb-
TOBUIHBIX MBIIIII) C BKIIFOUEHHUEM CHA MAIMEHTaM C MMOJ03PEeHHUEM HA HATMYUE MUOKIOHUYECKH-
ACTaTHUYECKOM AIUJICTICUU C IETbI0 TOATBEPKACHUA nuarnosa [148].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — :)

Kommenmapuu. Y nayuenma, ne noayuaioujeeo nederue, ecmv WAHC 3auKcuposams
MUOKIOHUU 8 nepsbvlll yac sanucu. 1 unepeeHmunayus ModHcem Cnposoyuposams amunuyHvle
abcancwl. [{na uxcayuu amorHuuecko2o KOMNOHEHMa MUOKIIOHUYEeCKU-AMOHUYeCK020 NPUCMyna
nayuenm OOJJCeH CMoAmb Uil cudems (N00 HaAbOAOOeHuem, umoovl npedomepamums
mpasmoonac Hoe nadetue).

o PexomMenayercs Buaeo-231 MOHUTOPUHT (C 3aMUCHIO 3JIEKTpoMUOrpaduu ¢ nenpb-
TOBUIHBIX MBIIII]) ¢ BKJIFOUEHHEM CHA MAIMEHTaM C MOJ03PEHUEM Ha Hanuuue cuHapoma JleH-
HOKca-I"acTo ¢ 1enpro noaTBep KaAeHus AuarHosa [ 148].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenmapuu. /{na pecucmpayuu moHuuecKux npucmynos, munudHbvlx 0as cCUHopoma,
UHO020a HeobX00UMA 3aNUChL HECKOIbKUX YACO8 CHA.

o PexoMeHayeTcsl IPOJIOHTUPOBAHHBIN BI1€0-OD]" MOHUTOPUHT 6OAPCTBOBAHUS (C
3aIMKChI0 AJIEKTPOMUOTpadru ¢ 1eIbTOBUIHBIX MBIIII) MMalUEHTaM C MOJ03PEHUEM Ha HaJIuuue
MHUOKJIOHUYECKHUX a0CAHCOB C IEJIBI0 MOATBEPKACHHS auarnos3a [ 148].

YpoBenb yOeautenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)
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Kommenmapuu. Abcancvt  nposoyupyiomcs — eunepeeHmuaayuel, nodmomy >ma
NPOBOKAYUSL MONCEM NPOBOOUMBCSL NOBMOPHO 80 8peMsl UCCed08aHus. B nonoxcenuu cuos unu
Jledica ¢ 3aKpulmblMU 211a3amMu NayUeHm 00JICeH pacciadumscs, mo20a MUOKIIOHUU 8 pyKax 6yoym
bonee ouesuoHbl.

o Pexomenayercs Buaeo-221 MOHUTOPUHI OOJPCTBOBAHUS U CHA C TOJCYETOM
CMaiK-BOJIHOBOTO MHACKCA MAIIMEHTY C MOI03PEHUEM Ha HAJTMYHUE SITUIICTITUYECKOMN dHIIedanomna-
THUH C TPOAOJKEHHOM CIIaK-BOJHOBOW aKTUBHOCTBIO BO CHE MJIM HA HAJIMYMUE CUHApoMa JlaHaay-
Knedhduepa c nensio monreepkaeHus auarsosa [148].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJILCTB — 5)

Kommenmapuu.  Kenamenvna 3anuce xoms Obl 00H020 yukia cHa. Tpebyemcs
onpeoeneHue Muna U KOauyecmea 3NUienmuOopMHbIX U3MeHeHUll 80 8pemMs 600pCmEo8anus u
CHA C NOOCYEMOM CHRAUK-B0JIHOB020 UHOEKCA (NPOYEeHmM NpPOOOIHCUMETbHOCIIU MeOJIeHHO-
B0IHOB020 CHA, 3aHAmMOo20 paspsdamu). Ha cospemennom yposHe 3HAHUU MPYOHO UYEmKO
onpeodenums Kpumuieckoe 3Ha4eHue Cnak-60J1H08020 UHOEKCa (8blule KOMOPO20 OH CHUMAEMC s
namonoaudeckum). borvuuncmeo ucciedosameneti CX0OOAMC HA MOM, YMO OH O00JIJCEeH ObIMb
50% u eviwe. Tem He MmeHee, HeNb3sl MPAKMOBAMb CHAUK-B0HOBLIU UHOEKC 68 Ompbvlée Om
KAUHUYECKUX NPOSABNEHUL, MAK KAK UH020A 0adice MACCUBHAS INULENMUDOPMHASL AKMUBHOCMb He
6lIUsIem He2amuBHoO Ha NCUxopeuegoe pazsumue pebeHka u He mpeoyem ieyeHus.

° Pexomennayercsi Buieo-031 MOHUTOpUHT OOAPCTBOBAHHUS M CHA C IOJCYCTOM
CHaiiK-BOJIHOBOTO WHEKCA B JMHAMUKE MAIUEHTY C JUArHO30M SIWICTITUYECKON dHIedanona-
TUU C IPOJOKEHHOH CTaK-BOJTHOBOW aKTHUBHOCTBIO BO CHE Wi ¢ cuHApomoM Jlanmay-Kied-
¢bHepa ¢ nenbio orneHkr 3G HeKTUBHOCTH Tepanuu [ 148].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenmapuu. YmenvuieHue cnaiik-601H08020 UHOEKCA CHA (HAps0y ¢ npeKpawjeHuem
NPUCMYNO8 U YIyYyulenuem nNCUxopeyegoeo pa3eumus,) se1saemcs OOHUM U3 Kpumepues
ahghexmuenocmu mepanuu.

o PexoMenayercs nposezieHne pytuHHo D3I GoapcTBOBaHUS MALMEHTY C TOJ0-
3pEeHHEM Ha HAJIMYHUE JIETCKOW a0CaHCHOM AMUIJICTICHH C LIEJbI0 YTOUHEeHHS auarnosa [ 148].

YpoBenb  yOeautenbHocTH  pexkoMeHaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

o Kommenmapuu. Y pebenxa ¢ demckoti abcancHoll snuiencuetl, He noay4anue2o

Jleyerue, abcancol 00JIIHCHDL paseumscsi cpas3y Ha npasujlibHoO I’lp06€()€HH012 cunepeeHmuislyuu.
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Ecnu nem 6o3mooicnocmu coenamo 8udeo3anucs, 1ab60panm 00JHCeH BHUMAMENbHO HAOII00amb
30 KIUHUYECKUMU NPOABLEHUAMU aDCAHCA U OYEeHUMb Cenetb HapyUeHUsl 0CO3HAHHOCTU.

° Pexomenayercs Bumeo-031 MOHUTOPHHT OOAPCTBOBAHUS MAIUEHTY C MO03pE-
HUEM Ha HaJauuue abCaHCOB B TE€X CIIy4Yasx, eciid pyTuHHas D3I He mo3BOIIsIeT BEISIBUTH abCcaHc,
eciu Ha pyTruHHOM DI ecTh yeTkoe (pokabHOE Havaso abcaHca v MepCUCTUPYIOITHE (OKATbHBIC
Crailku B OJTHOU 30HE, IIPH OTCYTCTBHH AP (PEeKTa OT MPOBOAUMON TEPANHH C IETBI0 YTOUYHEHUS
nuartosa [148].

YpoBenb yOeautenbHocTH  pexkoMmenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J10Ka3aTeJILCTB — 5)

o PexomMenayercs nposeneHne pyruHHoN D3I 60apcTBOBaHUS B JUHAMUKE TallM-
€HTY C JINarHO30M JCTCKON aOCAaHCHOW SIUJICTICUN C TENbI0 OIeHKH 3(PGEKTUBHOCTH TepaIruu
[148].

YpoBenb yOeautenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

2.4.4. MarauTHoO-pe3oHaHcHas ToMorpadus

BBenenue: MarautHo-pe3onancHast tomorpadus (MPT) - meton mydeBol TUarHOCTHKH,
OCHOBAHHBIM Ha MPUHIUIIE SJEPHO-MarHUTHOTO PE30HAHCA, BOSHUKAIOIIETO MPU BO30YKICHUU
IIPOTOHOB SiZIEp BOAOPOAA B UCCIIETyEMON 00JIaCTH MOCIe BO3ACHCTBUS TPYIIIIBI Pal0YaCTOTHBIX
CUTHAJIOB B CHUJIBHOM OJIHOPOAHOM MarHUTHOM mosie. [IpemmymiectBamu npumenenuss MPT
ABJISIFOTCS OTCYTCTBUE HMOHU3UPYIOLIErO W3JIyYEHHs], IPOU3BOJIBHOE HAMPABIECHUE CPE30B WU
cOOp MCTUHHOTO TPEXMEPHOIO MacCHBa [aHHBIX, a TaKXe IOIy4eHHE MOPQOIOrHYECKON
(cTpyKkTypHOIt), MeTabonu4eckoil 1 (QyHKIMOHANBHON MH(OpMAIMKM 00 HCCIIEAYyeMOM OpraHe
anbo cucTeMe.

[TepBonavanbHbie npoTokosbl MPT 1 manueHToB ¢ SOUJIENICHEN BKIKOYAIW, B
JOTIOJIHEHWE K CTAHJAPTHOMY MCCIIEJOBAHHMIO, UMITYJIbCHBIE IOCIEN0BATEIBHOCTU TOJIIMHON
cpe3a 3mM, ¢ npocTpaHCcTBEeHHBIM pazpemienuem 0,7x0,7-0,8x0,8MM, BHITTOTHEHHBIE HA CUCTEMAX
1,5T, opueHTHpOBaHHBIE NAPAJUIEIBHO U NEPIEHINKYISIPHO OCH I'MINOKamma. Takue mpoToKoIsl
JaBalIM JOTOJIHUTENIbHYI0 HH(POPMAIUI0 O CTPYKTYPHBIX HM3MEHEHHSX BHUCOYHBIX TOJIeH, HO
3HAUUTEJIBHO YBEJIIMYMBAIM BpEeMs HCCIEAOBAHUS C PHUCKOM BO3HMKHOBEHMS NPHUCTYIA M
TUHAMUYecKux apTedakTtoB Bo Bpems nposeaenuss MPT. IlpexycmarpuBanyu Takke OTAEIbHbIC
MNPOTOKOJBI JJii TMAalUEHTOB C TEMIOPAIbHOM, 3KCTPATEeMMIOPAIbHOM M JAPYTMMH BUIAMU
snuiiencuu [ 156]. [TosiBnenne cBepxBbICOKOMOJIBbHBIX MPT 1 UMITYJIbCHBIX MOCIIEIOBATEIIBHOCTEN
C M30TPONHBIM BOKcesleM Ha cuctemax 1,5-3T mnpuBenu K CO34aHUIO HOBOTO MPOTOKOJA

cTpykrypHOoit MPT.
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Bricokoe mpocTpaHCTBEHHOE pa3pelieHHe U KOHTPACTHOCTh M300pa)KEHHsSI ¢ OXBaTOM
Bcero rojioBHoro mosra npu 3T MPT HanpsiMyro cBsi3aHa ¢ HaIPSYKEHHOCTHIO MATHUTHOTO OJIS.
ToHKHE CTPYKTYpHBIE IOKCTaKOPTHKAJIbHbIE HM3MEHEHHUsS, XapaKTE€pHbIE Jsi KOPTHUKAJIbHBIX
JUCIUIa3Hi, CKJIepo3a FMINOKaMIIa, aHOMAJINK pa3BUTHSI TOJOBHOTIO MO3Ta, TpeOyIOT IPUMEHEHHUS
UMITYJIbCHBIX TIOCJICJIOBATEILHOCTEH MHHUMaIbHOW TommuHONW cpe3a (1-2Mm u MeHee) ¢
M30TPONHBIM BOKCeJeM (TO €CTh C JJIeMEeHTaMu 00BeMHOro oOpa3oBaHus B Qopme kyba ¢
PaBHBIMH TpaHSAMH, CHIDKAIOMMMH 3(QeKT yacTuyHOro obdbema). CoriacHo MPOTOKOILY
HARNESS-MRI (yaudunupoBaHHblii MPOTOKOJI HEUPOBU3YATH3alMK C HCcHojb3oBaHueM MPT
npu snuiencun) crpykrypHas MPT, He3aBucuMoO OT Mapku ammapara, BKIIOYaeT OCHOBHBIC
UMITyJIBCHBIC TIOCTeaoBaTenbHOCTH [157,158], Tabnuna 7:

Tabmuua 7. MmynabCHBIE TOCIEA0BATEILHOCTH U XapakTepuctuku MPT nipu snunencun

NmnynbcHas Tonmmua | Pazmep [TmockocTh 3agavya NpUMEHEHUS
MOCJIEZIOBATEIBHOCTh | cpe3a BOKCES, CKaHUPOBa-
MM HUS
T2-B3BelIeHHAs 1-2mMm 0,4x0,4x2 | akcuanpHas, | OreHka CTPYKTYPBI
(T2 TSE) KOpPOHAapHAasi | TUIIIOKamIa
T1-B3BCHICHHBIC I mm wu| 1,0x1,0x1, | carutransHa | OLieHKa aHATOMUU KOPBI U
(T1 GRE MPRAGE) | menee 0 o oenoro BEIIIECTBA,
NUArHOCTHUKA JUCILIA3UN
T2 1 MM 1,0x1,0x1, | carutranpbHa | JIMarHOCTHKAa  OYaroBBIX
WHBEPCHS/BOCCTAHOBIT 0 s W3MEHEHUH, B T.4.
€HUE C HACBHIIICHUEM CKJIepO3a rumnrokamimna
(oTceueHneM) cuTHaNIA
oT CBOOOIHOH
KHUJIKOCTH
(T2 TSE
FLAIR/TIRM)
MP-muddy3us (DWI) | 3mm 1,5x1,5x3 | akcuanbHas | Juddepennuanpaas
JTMAarHOCTHUKA UIIIEMHUH,
OnyxoJeun
NmnynbcHas 1-2MMm 1,0x1,0x1, | akcnaiapHas Jlnarnoctuka
IIOCJIEI0BATEIbHOCTD, 0 KPOBOU3JIUSHUM,
B3BEILICHHAS no COCYJIUCTBIX
HEOAHOPOJHOCTH Maibhopmarui,
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Mar"HuTHOI'O 1014 MHKpOKpOBOI/I3HH}IHI/II>'I B

(SWI/SWAN/T2 Gre*) OMyXOJTb

JlaHHBIA TTPOTOKOJI MOXHO MCMOJIb30BaTh Ha MP-cucremax 1,5 u 3T, ¢ oxBatroM Bcero
rojoBHOro Mo3ra. O0riee BpeMsi CKaHUPOBAHUS TP HCIOIb30BAaHIUM MHOTOKAHAJIBHBIX KaTyIIEK
(8, 12 mnm 32 kanana) cocrasisier He 6osnee 30 muH. KoHTpacTHOE ycuieHue npu CTpyKTypHOM
MPT mnoka3aHO TOJIBKO IIpU IOJO3PEHUM HA OIYXOJIb TOJIOBHOTO MO3Td, COCYIUCTYIO
Manbhopmaruio, uHPEKnMoHHBI mponecc. IlpormBomokazanmss k¥ MPT cranmaptHbie u
BKJIFOYAIOT HAaJIM4YHE€ HECOBMECTHMMOTO C MATHUTHBIM IOJIEM KapJAHOCTUMYIISITOPA, BKUBICHHBIX
MHUKPOIPUOOPOB, SHIONPOTE30B, CTEHTOB, OPTOB Il XUMHOTEPATUH, OEPEMEHHOCTh B TIEPBOM
TpuMecTpe. OTHOCUTENIBHBIM IPOTUBOIIOKA3aHUEM SIBJISIETCS HApYyILIEHUE cepiedHoro putma. [lpu
MCCJIETOBAaHUH NAIIIEHTOB B BO3pacTe MIIAIIIE 5 JIET MOKET MOHAJ00UTHCSI aHECTE3UOJIOTHIECKOE
nocoOue Jyisi MUHUMHU3AIMU apTeakToB OT ABMKEHHS BO Bpems MPT.

VY OONBHBIX € MOJO3PEHUMEM Ha SIMUICTICHIO WA C YK€ YCTaHOBIICHHBIM JMAarHO30M,
CTpyKTypHyt0o MPT npuMEHSIOT mocie BOEPBbIE BO3HUKIIETO 3MUJIENTHYECKOIO MPUCTyNa AJs
BBISBJICHHUSI MCTOYHHMKA CYAOPOXKHOM aKTUBHOCTH, A TU((epeHINaTbHON TUAarHOCTUKU C
SMUICNITUYECKUM CHHJIPOMOM, B JMHAMUKE U AJS OLUEHKU 3(PGPEKTUBHOCTH XUPYPrHUECKOIro
JICYCHMUS.

° PexoMenayercs nposeneHue crpykrypHod MPT manuvenTtam, BIepBbIE B KU3HU
NIEPEHECHIMM HECIIPOBOLIMPOBAHHBIN MUIENTUUECKUN IPUCTYI ISl BBIBJICHUS MUCTOYHUKA CY-
JIOPOKHOM akTUBHOCTH [157,158].

YpoBeHb YyO0eauTEJNbHOCTH PpeKoMeHAauuid A (YypPOBeHb J0CTOBEPHOCTH [0Ka3a-

TeJbCTB — 2).

KommeHTapuu: 1enpl0 NEpBOHAYAIBHOIO MCCIEAOBAaHUS SBISIETCS AMArHOCTHUKA
MOTEHLMAIbHBIX HMCTOYHUKOB CYAOPOXKHOW aKTUBHOCTH: CKJIEpo3a rummokamma, (oKaibHON
kopTukanpHOW gucruiazun  (PKJI), omyxonau, NOCTHIIEMHYECKHX ¢ IMOCTTPaBMaTUYECKHX
u3MeHeHuid.  [lomydeHHBbIe  JaHHBIE  HEOOXOOUMO  KOPPEIHpPOBATh C  BBISBICHHOM
snuenTu(HOpMHON aKTUBHOCTBIO Tipu DI, Cienyer moMHUTH, yTO MP-HeraTuBHas KapTHHA Yy
MAlMAEHTAa C BIEPBbIE BO3HHMKIIMM CYAOPOKHBIM IIPUCTYIIOM HE SIBJISIETCS JOKAa3aTelIbCTBOM
OTCYTCTBHSI SMHUJIECTICUH, AUATHO3 BBICTABIIAETCS HA OCHOBAaHUM KOMIUIEKCHOTO aHAIN3a KIIMHUKO-
WHCTPYMEHTAJIbHBIX JAHHBIX.

° Pexomenayercs nosropenre MPT Ha ckannepe 3T 1o anunentTuueckomy nporto-
KOJIy y MallME€HTOB C HEJABHO BBISIBICHHOM SIUJIENICUEH, HE3aBUCUMO OT PE3YJIbTaTOB MPEABITY-

KX uccaeaoBanuii [157-159].
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YpoBeHb YyO0eaUTEJNbHOCTH PpeKoMeHAauMid A (YpPOBeHb J0CTOBEPHOCTH [0Ka3a-

TeJbCTB — 2).

KommeHnTapmuii: oTCyTCTBHE O4aroBbIX U3MEHEHUH TP nepBUYHOM MPT, BEIIOJTHEHHOM
Ha 1,5T nmo cranmapTHOW METOAMKE, HE MCKIIIOYAeT AMArHO3 SIHIICTICUU, TOHKUE CTPYKTYPHBIE
IOKCTaKOPTUKaJIbHbIE N3MeHeHus Ha cucteme 1,5T He quarnoctupyrorcs B 50% ciaydaes [160]. Y
20-30% mnauueHToB ¢ BUCO4HOM 3nuiencued u 'y 20-40% nanueHToB ¢ 3KCTpaTeMIOpalIbHON
smtenicueit mpu MPT cTpykTypHbIe n3MeHeHust He ornpeaenstorcs (MP-HeratuBHas Snumencust)
[161]. OTpumarenbHbIii pe3yabTaT MEPBUYHOTO 00CIEOBAaHUS MOXKET TaKXKe OBITh 00YCIOBJICH
OTCYTCTBHEM OIIbITA y UCcienoBaTeNs 0o apTedakTaMu OT JBUKEHUM MalueHTa.

° Pexomenayercs nposeaenue exxeroqnoro MPT B qiuHaMuke y NallMeHTOB C 10Ka-
3aHHOM MP-I03UTHBHON >MIIIETICHEH, a TAKXKE B MOceonepauinoHHom nepuoje [158,162].

YpoBeHb yO0eaUTENbHOCTH pexkoMeHAauuil B (ypoBeHb J10CTOBEPHOCTH [10Ka3a-

TeJbCTB — 2).

KommenTapuii: nposenenne MPT 1o snuienTtHd4eckoMy IPOTOKOJIY B JMHAMHUKE
yIydIIaeT JOUarHOCTUKY MPOTPECCHPYIOMIeH aTpoduu BHCOYHBIX JOJEH TpU CKIEpO3e
TUIIINOKaMIIa W YTOYHSIET MNPOrHo3 s mamveHta [157]. B mocimeonepanimiOHHOM Tepuoje
exeronHoe MPT momoraer oueHuth 3)PEeKTUBHOCTH PE3EKIUU U BBISBUTH JOMOJHUTEIbHBIC
MOTEHIMAIBHBIE OYaru SMWICNTHYCCKON akTUBHOCTH [162,163].

° Pexomenayercs BKIIFOYEHHE OAHOBOKCEIbHOM MP-CIIEKTPOCKOIIUU 110 BOAOPOLY
y HAllMEHTOB ¢ BUCOYHOM AMIICTICUEN U MOJI03PEHUEM Ha CKiiepo3 runmnokammna [164,165].

YpoBenb yOeauteabHocTH pexomMeHaauuidi C (ypoBeHb JI0CTOBEPHOCTH [0Ka3a-

TeJbCTB — 3).

KommenTapmii: B clioXKHBIX CilydasiX, y TAllMEHTOB C ABYCTOPOHHUM MOPaXKEHUEM, MPU
OTCYTCTBHH XapaKTEPHBIX MOP(HOJIOTHIECKUX U3MEHEHUH Npu cTpykTypHO MPT, y manueHToB
C COITYTCTBYIOIIEH MATOJIOTHEH (Hampumep, Ha (OHE BO3PACTHOW aTpO(UM BUCOUHBIX JTOJICH)
pPEKOMEHAYETCS  JOMOJHHUTENbHO HCHOJB30BaTh (QyHKUMOHAIbHble MP-meromuku. MP-
CIEKTPOCKOMHUSI  OICHMBACT  META0OMUYECKYH)  aKTUBHOCTh  OOJIACTH  THIMIOKAMIIOB.
ACHUMMETpPUYHOE CHIDKEHUE COJIep)KaHus TUMHWYHBIX MeTabonutoB (N-auerunacmnaprara,
KpeaTHHa M KpeaTuHdocdaTa) cuuTaeTcsl TUIMHYHBIM JJIs CKJIEpo3a TUIIoKammna M MOMOTaeT
MOCTaBUTh JUArHO3 B HAYANBHBIX CTAAUAX 3a00JEBAaHUS M MPU ATHUIHYHOM (MAPIHAIBEHOM)
NOpaXEHUH, ABYCTOPOHHEM CKJIEPO3€, y NOXKWIbIX nauueHToB [159]. HccnenoBanue moxer
MPOBOAMTHCS TOJBKO Ha ckaHHepax 3T W 3aTpyAHEHO TEXHUYECKH MPH 3HAYUTENbHOM aTpodun
BHUCOYHLIX JOJIEH.

° PexoMeHnayeTcsi BOJIIOMETPUS] TUIIIOKAMIIOB M BUCOYHBIX JOJIEH Yy MALUEHTOB C

BHCOYHOM smmutenicueit [159,164].
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YpoBenb yOeauteabHocTH pexomMeHaauuid C (ypoBeHb J0CTOBEPHOCTH [10Ka3a-

TeJbCTB — 2).

Kommenrtapmii: Bomomerpust (Mopdomerpusi) - mnocrobpaborka H300paKeHHH ¢
M30TPOIHBIM BOKCEJIEM C IOCTOBEPHBIM M3MEpPEHHEM 00beMa KOpbl MO3ra, Oesloro BellecTBa U
TUNIIOKAMIIOB IIOMOTAeT JUarHOCTHPOBATh CKIIEPO3 TUIIIOKamMIa U aTpodrio BUCOYHOM J0IM Ha
HAYaJbHBIX CTAAMSIX 3a00JIeBaHUS, OIEHUTh JUHAMUKY TEUCHHUS, IPOBECTH Au(hepeHInaTbHbIN
UArHO3 C HEHpoJereHepaTUBHBIMU 3a00JI€BaHUSIMH. Y MAIMEHTOB C BHCOYHOW OSIUJICTICHEH
OTMEYaIOT HEBUJIMMOE MPH BU3YyalbHOU OLIEHKE YMEHbIIIEHHE 00beMa TUIoKamIa, TajiaMyca u
BHCOYHOM JIOJIM B LIEJIOM CO CTOPOHBI CKiieposa [166,167].

° PexoMenayercs o0yueHue Bpadei-peHTrenonoros uurepnperanun MPT y nauu-
€HTOB ¢ anuiencuei [157].

YpoBenb yOeauteabHocTH pexomMenaauuidi C (ypoBeHb J0CTOBEPHOCTH [10Ka3a-

TeJbCTB — 2).

KommenrTapmii: anexkBatHas oneHka MP-uzoOpaxkeHuid y MAIlMEHTOB C SIHJICTICHEH
BO3MOJKHA TIPU TITYOOKOM 3HAHUU HOPMaTbHOW aHATOMHH KOPHI U O€JIOT0 BEIIeCTBA, BAPHAHTOB
CTPOEHHS, BO3PACTHBIX M3MEHEHUH. AHalM3 JaHHBIX Ka)XJ0ro ManmueHTa TpeOyeT BpEeMEHU U

yrayOJIeHHOrO0 BHUMAaHUS PEHTI€HOJIOra.

2.4.5. PeHTreHOBCKas KOMILIOTePHasi ToMOrpadus

BBenenne: Pentrenosckas komnbiotepHas Tomorpadus (KT) - mocnoitHoe ckaHupoBaHue
BBIOpaHHOW 00JacTH  y3KO(OKYCHPOBAaHHBIM TIOTOKOM PEHTTEHOBCKOTO HW3JIYYCHHS C
MOCJICTYIONTUM TIOCTPOCHUEM M300pakeHUH ¢ TToMOIIsI0 TTpeodpa3zoBanust Dypre. [lomydennsie
n300paxeHus: 00JaNaloT  BBICOKUM  MPOCTPAHCTBEHHBIM  pa3pelieHHeM, HO  HU3KOU
KOHTPAaCTHOCThIO. B KinmHMYeckoll mpakTuke ucnoiszyercs cnupanbHas KT ¢ u30TponHbIM
BOKCEJIEM, C PEKOHCTPYKIIHMEH H300pakKeHWi B TMPOM3BOJILHOM miockoctu. CranmaptHas KT
TOJIOBHOT'O MO3Ta OXBATHIBAET BCIO TOJIOBY, IMPOBOAUTCA C PEKOHCTPYKLHEH TONIIMHOW 1MM H
MeHee, B MSATKOTKAHHOM M KOCTHOM (PHIBTpe, UIsl OLIEHKH BEIIECTBA TOJIOBHOTO MO3Ta,
JUKBOPHBIX IyT€, KOCTEeH ueperna M JulEeBOro ckenera. KoOHTpacTHOe WucCCieI0BaHHE
MPUMEHSIETCS IPU TIOJI03PEHUU Ha COCYAMCThIE Malb()OpMalliy, HHTPaKpaHUAJIbHbIE aHEBPU3MBI,
OIMyXOJH, WH(EKIHOHHBIM mpouecc. MccnenoBaHue MJIUTCS HECKOJIBKO CEKYHA U MOXKET
MIPOBOJUTHCS MAMEHTaM B TsKEJIOM cocTossHUM U Ha IBJI. [IpoTuBONOKa3aHueM K NpOBEAEHUIO
KT sBnsieTcst 6epeMEeHHOCTh, @ K BBEICHUIO KOHTPACTHOTO BEIIECTBA - AJUICPTHUECKUE PEaKIINH
Ha Wox M OeJOK, CHIDKEHHE KIIYOOYKOBOW (MIIBTpAIMH MOYEK, HapylleHue (yHKIUUA TICYCHH,

runepyHKIHS IATOBUTHOM JKEIIE3Hl.
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o Pexomennyercs nazHaueHue KT, kak mepBUYHOrO HCCIEIOBaHUS MAallMEHTaM,
BIIEPBBIE B JKM3HU IEPEHECUIMM HECIPOBOLIMPOBAHHBIN snmiientudeckuil npucryn [164,168].
YpoBeHb yOeAUTEJIbHOCTH PeKOMeHIauMi A (YPOBeHb JOCTOBEPHOCTH 10KA3aTeabCTB — 1).

KommenTapmii: KT Ha3HauaeTcs [ HCKIIOYEHHS OCTPOM HEUPOXUPYPTrAYECKOM
MaTOJIOTUU: BHYTPUYEPEIHBIX KPOBOM3IMSHUN, B TOM YHCJIE IOCIE pa3pblBa aHEBPHU3M U
Manbopmarii  romoBHoro Mmoszra, OHMK mno wumemuyeckomy THIY, OIyXOJIed C
JUCIOKAIMOHHBIM CUHAPOMOM, Y€PEITHO-MO3r0BOM TpaBMbl. OTCYTCTBHE U3MEHEHUM T'OJIOBHOTO
Mosra nipu KT He mokaspiBaeT OTCyTCcTBUE »nuierncud. [Ipu Hammyum HeTpaBMaTUYECKOTO
BHYTpUYEPENTHOTr0 KpoBoM3NMsHUS pexkomennyerca KT-anruorpadus uMHTpaKpaHUAIbHBIX
apTepuil JIsl BBISIBJICHUSI UICTOYHUKA KPOBOM3NMSIHUSA. [IpH Mog03peHNH Ha OMyX0Jib TOJIOBHOT'O
Mo3ra pekomenayercs KT roinoBHOro Mo3ra ¢ KOHTPACTHBIM YCUJIEHUEM

° Pexomennyercs npoeaenre KT roinoBHOro Mo3ra noj HaBUranuio Npy MiIaHupo-
BAaHWM YCTAaHOBKH MHBA3UBHBIX JJIEKTPOJIOB U XUPYPIUUECKOTO JICUEHUS. Y POBEHb YOeAUTe/Ib-
HocTH pekoMeHnganuii C (ypoBeHb JOCTOBEPHOCTH A0Ka3aTeabCTB — 3).

KomMmMmenTapmii: uccienoBaHnue IpOBOJUTCS TOJIIMHONW cpe3a 1MM C 3aXBaToOM MSITKHX
TKaHEW JIMIA U TOJIOBBI, JJISI JIYYIIEH KOPEruCTpalMyd ¢ HABUTAIIMOHHON CUCTEMOW U CHHXKCHUU
TpaBMaTH3alUN OKPYKAIOIIMX CTPYKTYyp TOJOBHOIO MO3ra IIPpU YCTAHOBKE WHBA3UBHBIX

3IIEKTPOAOB JINOO XUPYPTUUYECKOM BMEIIATEIbCTBE

2.4.6 I103UTPOHHO-IMUCCHOHHAsSI_TOMOrpadus

BBenenue: IlosurponHo-smuccuonHnas Ttomorpadus (II9T) - wmerom mydeBoit
JTUArHOCTHKHU, OCHOBAHHBII Ha CIOCOOHOCTH paJAMOAaKTUBHOIO M30TOINA HAKAIIMBATHCA B TKAHSX,
o0aaromuX BBICOKOW MeTa0OMMYeCKO akTHBHOCTBhIO. B kimmHMueckod mnpaktuke [IOT
ucnosap3yercst ¢ Havana 1990-x rr. B 1uarHocTuke SNuIeNTOreHHBIX MOPaXEHUI MCIOIb3YIOT
ruopunabie  Mmetonuku [IDT-KT, koropele o6mamaroT OOJNBIIMM — MPOCTPAHCTBEHHBIM
paspelieHueM | JIy4Ileil aHaTOMUYeCKON Koppensiueid. B kauecTBe MeTab0IMueckoro Mapkepa
npumensior PF-gropaesockurmokosy (1*F-®JII) - anazor mpupoaHoii TIIOKO3bI, TO3BOIAIONIHI
OLIEHUTh TJIMKONMTHUYECKYI0O AKTMBHOCTh TKAaHH. Ilpu BHYTpUBeHHOM BBedeHuH SF-OJIT
MHTEHCUBHO HAKaIlJIMBACTCS B TKAHAX C BBICOKUM YPOBHEM TJIMKOJIM3a (TOJIOBHON MO3T, MBIIIIIBL,
muokapa, opranbl JKKT, mewens). [IDT-KT mnpoBomuTcs y MamueHTOB C SIUJENCHEH B
OKOJIOIPUCTYITHOM M MEXIIPUCTYITHOM IepHoAe. THUNUYHBIM [UIsl MEXIPUCTYIHOTO MEepuoja
CUMTAETCs JOKAJIbHBIN aCUMMETPUYHBIN THIOMETa00IN3M BUCOYHOM J0JIM HAa CTOPOHE CKJIEPO3a
TUNIOKAaMIIa, 4YTO CBSI3aHO C HapacTaromieil atpoduell M CHUKEHHEM YpPOBHS TJIMKOJIM3a
yKazaHHO#W oOmactu. Jlns amekBatHoro npoBeaeHuss u uHTepnperanuu [19T-KT neoOxomuma

MOJTrOTOBKA MAaIEHTa C COOIOCHUEM HUILEBOTO PEKUMaA, OTKA30M OT (PU3UYECKUX HAarpy30K U
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OTMEHOM psifa JEKapCTBEHHBIX IpenaparoB. [IpoTHBOMOKAa3aHUSAMH K MCCIIEJOBAHUIO CUUTAIOT
OepeMeHHOCTh, HH(EKIHOHHbIE 3a0ojeBaHMs, runepriukemuto. Hambonee s3¢ddexkTuBHBIM
cuntaercs wucnonb3zoBaHue [IDOT-KT mnpu MP-HeratuBHON »snwiienicu M Kak  METOJ
npeaonepanoHHON MOAroToBKH [ 169].

° Pexomennyercs naznauenue [I9T-KT npu oTCyTCTBUM TUIMYHBIX U3MEHEHUH 110
JaHHbIM MPT y manueHToB ¢ YCTaHOBJIECHHBIM IUarHO30M JMHIICTICHS], a TAK)Ke IPU PELICHUU BO-
npoca o xupyprudyeckom jedeHuu [169,170]. YpoBenb yOeauTeJbHOCTH pexkoMeHaaumnii B
(YPOBeHb 10CTOBEPHOCTH [10KA3aTEJILCTB — 3).

KoMmMeHTapuii: acHMMETPHYHBIA JIOKAJIbHBIM THIIOMETA00JM3M BHCOYHON TOJIA Y
MAIUEHTOB C JIBYCTOPOHHHUM MOPAKEHUEM BUCOYHBIX JIOJICH MO0 MPU OTCYTCTBHH XapaKTEPHBIX
MPU3HAKOB CKJIepo3a rumnmnokamna npu MPT cuurtaercss J0cTaTOYHBIM OCHOBAHUEM ISl PELLICHUS
BOIPOCa O XUPYPTUYECKOM JIEYEHUH, TaK KaK SIBJISETCS OJarompusITHbIM (DakTOpoM B IUIaHE

JIOITOCPOYHOTO MTPOTHO3a KOHTPOJIS MpUcTynos [171].

2.5. Huple nHArHoCcTHYECKHE MCCAe10BAHUS

2.5.1. /InargsocTuKka MOHOT€HHbIX BAPHAHTOB WINONATHYECKHUX dNHJICIICHHA.

I[JDI yCTaHOB.HeHI/ISI ATHUOJOI'M MOHOI'CHHBIX BapI/IaHTOB 3n1/1nencn171 I/ICHOHB3YIOTC$I HEC-
CKOJIBKO MOJIEKYJISIPHO-T€HETUYECKUX METOJ/IOB: aBTOMAaTUYECKOe CeKBeHupoBaHue no CeHrepy,
a Tak)Ke OJTHOBPEMEHHBIN aHAJIW3 MyTaIlui B HECKOJBKUX TeHax. J[JIs mnarHoCTKH 3a00JIeBaHU,
XapaKTEePU3YIOUIUXCS CHIEIU(DUISCKUMU KIMHUISCKUMHU MTPU3HAKAMU 11€7I€CO00pa3HO MPOBOANTH
aHaJIn3 MYTaI_[I/Iﬁ B OTACIIBHBIX I'CHAX, OTBCTCTBCHHBIX 3a UX BO3HUKHOBCHUC. K TaKuUM 3a6OJIeBa-

HUSIM OTHOCHTCSI TYOEpO3HBIH CKiIepo3, HelipohubpomaTos u cuHapom Axrensmana [20,21].

2.5.2. OcO0CHHOCTH KJIMHUYECKHX NPOSABJEHHMI HACJEeACTBEHHLIX 00J1e3Hel 00MeHa,

CONMPOBOXKIAKINHNXCA CYI0POraMu.

HacnencrBennsie 0ojie3HM OOMEHa BEIIECTB, COMPOBOXKIAIOIIMXCS CyIOpOTaMH —
o0mMpHas rpyrnna MOHOT€HHBIX 3a00JIeBaHM, 0OYCIIOBIEHHBIX MYTAI[UsIMH B T€HaX, OCIIKOBbIC
IPOAYKTHl KOTOPBIX YYacTBYIOT B CIOXKHBIX OMOXMMHMYECKHUX peaklusX. Bo3HHKHOBeHUe
CYJIOPOKHOTO CHHIpPOMa HaOMIOaeTCss B CTPYKTYpe CHMIOTOMOKOMILIEKCOB Oomnee 200
HO30JIOTUYEeCKUX (opM, OTHOCAIMXCA K pa3audHbiM  kmaccam HBO, B Tom umcrie
aMUHOAIMJONATUIl  OpPraHUYEeCKUX alUIypUl, TEPOKCUCOMHBIX, MHUTOXOHAPUATIBHBIX U
JU30COMHBIX OOJIe3HSIX HaKOIUJIeHHs. boJbIIMHCTBO 3a00ieBaHMil 3TON TIpynmbl HMEIOT
ayTOCOMHO-PEIIECCUBHBIN,  X-CIETUICHHBIA  PELUECCUBHBIA M MHUTOXOHJPHUAIBHBIA  THI

HacnenoBaHus. [laToreHes pasBUTHS SHMWIENCHM NPH ATUX TPyNnax HEHPOMETa0OIHMUECKUX
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3a0oeBaHui, Yaiie Bcero, cBs3aH c nedururom (epMmeHnTa, 0OYyCIOBICHHBIM MYTAIUSMU B
KOJMPYIOIIEM €ro TeHEe, YTO MPHBOJUT K HAKOIUIEHUSM METa0OJIMTOB, IPENIIECTBYIOIIUX
(dbepMEeHTaTUBHOMY OJIOKY, OKa3bIBAIOIINX TOKCHYHOE JICHCTBUE HA KJIETKH PAa3IMYHBIX OPTaHOB,
BbI3bIBasi UX THOeNb. B CBSA3M ¢ 3TUM MOXKET MOpakaThbCs KaK OJAMH «OpTraH-MHILIEHbY», TaKk U
HECKOJIbKO OPT'aHOB UJIM CUCTEM, B TOM YHCIIE LIEHTpaJbHAs U nnepudeprueckas HepBHas CUCTEMA,
CKEJIETHO-MBIIIEYHasI, Cep/Ie, IeUeHb, OKETyJouHas kKele3a U Jake KOxa.

OcobenHoctsaMu  KIMHUYeCKUX TposiieHnit HBO, mo3Bossiomux 3amomo3puTh UX
HaJIM4Yue SBISIOTCS:

-HEOOBIYHBIN 3amax OT KOKH U YITHOW CephI MallMeHTOB

-OCTpple METa0OJIMYEeCKHEe KpHU3bl, KOTOpPhIE YACTO MPOTEKAIOT TIOJ MAacKou
HEHpOUH(EKINU WU IPOBOIMPYIOTCS MHPEKIIMOHHBIMH 3200JIeBaHUSIMH

-KOMAaTO3HbIE COCTOSHUS

-pBOTBI, HEMEPEHOCUMOCTH OTPEAEIECHHBIX MPOIYKTOB.

JAuarnoctuxka HBO

JIMarHOCTHKA HACJIEJACTBEHHBIX HApYIICHUI OOMEHa BEIIECTB MOXKET OCY-ILECTBISATHCS
Ha TpeX YPOBHSX.

IlepBblii ypoBeHb HampaBiIeH Ha ONPeAeICHINN KOJTUYECTBa META00IUTOB HAPYILIEHHBIX
peakiuifi. OH  OCYIIECTBISIETCS C IOMOINBIO TaHAEMHOW  Macc-CIEKTPOMETPUU U
BBICOKOXXHUIKOCTHOM xpomatorpadun OpPTaHHYECKHUX KHCIIOT u ra3oBOi
xpomatorpadun/maccriekrpomerpud Moud. C TMOMOIIBIO 3TOr0 METOJa JIUarHOCTUPYIOTCS
OCHOBHbIE HO30JI0THMYecKre (OPMbl aMUHOAIMIONATHI, OpraHUYECKUX auuaypuil u OonezHen
HapylmeHuss 0eTa OKUCIICHUS JKUPHBIX KHUCIOT. JlocTOMHCTBa 3aKitoyaroTcss B OBICTPOTE U
JICIIEBU3HE HCCIEIOBaHMM, OJIHAKO, MapKepbl MOTYT 00JiagaTh HU3KOH CHenU(PUIHOCTHIO.
bazoByto nndopmanuio 1ist JanbHEHIero AMarHoCTUYECKOro Moucka MoryT JaTh UCCIIE0BaHuUs
KHCJIOTHO-OCHOBHOT'O COCTaBa KPOBHU (BKJIIOYAIOIINM YpoBeHb pH), IIII0K03bI, aMMOHUS, JIAKTATA,
KETOHOB MOYM W TMe4yeHouHoro mnpoduins. OmuH u3 Haubojee BaKHBIX TECTOB SIBISETCA
ompejieNiecHue YPOBHS caxapa KpPOBH, TaK KaK THIOTJIMKEMHs SIBIISIETCS OJHUM M3 YaCThIX
cumnTomoB HBO, conmpoBoxkaarommxcs Cy10poramu.

MarnutHo-pe3oHancHas Ttomorpaduss (MPT) romoBHOro mo3ra MOXeET OBITh
sbdexktuBaa npu guarHoctuke HBO w3 rpynmbel TM30COMHBIX 0OOJE3HEH HAKOIUICHHS,
NEPOKCHUCOMHBIX OOJIE3HAX, a TaKXKe JUid OOHApYXKEHHS IOPOKOB PAa3BUTUS MO3ra U €ro
TUIOKCHYECKU-UIIIEMHUYECKUM TTOPAKEHHUS.

BTtopoii ypoBeHb — 1cclieZIOBaHNE aKTUBHOCTH OMPEIEICHHOTO (PepMEHTA HIIN TPYIIITbI

(bepMeHTOB.
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Tpernii ypoBenb — JIHK nuarnoctrka, HampaBi€HHAasl Ha MOUCK MYTallMi B T€HaX C
MOMOIIb. ABTOMAaTUYECKOr0 CEKBeHUpoBaHus 1o CeHrepy.

Y4auThIBass BO3MOXXHOCTh 3()()EKTHBHON MAaTOT€HETUYECKON Tepamuu sl HEKOTOPBIX
HO30JI0THYeCKHX (POpM 3TOH Ipymiibl 3a00JIeBaHUM, UX JUArHOCTHKY HEOOXOAMMO IPOBECTU B
KpaTyalIie CpPOKH JI0 TIOSBICHHUS HEOOpAaTHMBIX MOBPEXKICHWM TOJOBHOTO Mo3ra. Jlms
HECKOJIbKUX Ho3osorndeckux Qopm smuiencuit u3 rpynnsl HBO, manudectupyromux B
HEOHATaJIbHOM TepHojie pa3paboTaHa crneuurduyeckas Tepanus, MOJHOCTHIO KYyMUpPYIOIIas
KJIIMHUYECKHE CUMITOMBL. K HUM OTHOCATCS 4EThIpEe N€HETHYECKUX BapHAHTA IMIIOMAarHUEMHH,
NUPUAOKCUH 3aBUCUMBIE CYAOPOTM M HEAOCTATOYHOCTh OMOTMHMIA3bl. K BO3HUKHOBEHHIO
TUIIOMarHUEMHUM TMPUBOAAT MYyTAallMM B YETBIpEX IEHaX, MPOLYKTbl KOTOPBIX OCYIIECTBISIOT
abcopOIMI0O MarHusi B KHUIIEYHUKE WM peadCopOLMI0 MarHus B TMOYEYHBIX KaHalbLaX, a K
BO3HUKHOBEHMIO MUPHUIOKCHH-3aBUCUMBIX Cynopor — myTtanus B rene ALDH7A1, konupyrommiit
dbepmeHT cemelicTBa anpiaerua-pocdar aeruaporeHas. HemocraTouHocTs 3TOro (epmeHTa
IPUBOJUT K HAKOIJICHUIO MUTIEPEANH-6 KapOoMuiIaTa, MHKTUBHPYIOLIETO MUPHUI0KCcab-Pocdart.
BuyTpuBeHHOE BBEJEHHE NPENAapaToB MarHus IPU HACJIEACTBEHHBIX THIIOMAarHUEMUSX WIH
nupuaokcanb-pocara npU  MUPUIOKCHH-3aBUCHMBIX CyJOpOrax IOJIHOCTBIO KYIHPYET
CUMITOMBI U IPEAOTBpAILAeT UX MOBTOPHOE BO3HUKHOBeHHE. lIpM OTCyTCTBHM aneKBaTHOIrO
JeyeHust GOPMUPYETCsl MBIIIEYHAs TUIIOTOHUS, BOSHUKAET 33JepXKKa TEMIIOB TICHXOMOTOPHOTO
Pa3BUTHS U CYIOPOXKHBIN CHHAPOM. ODQPEKTHBHOE JIeUeHUE pa3pabOTaHO U JUIsl HACJIECTBEH-

HOTO AedHUIIMTa OMOTHHHIA3HI - 3a00JICBaHUS C AyTOCOMHO-PEIIECCUBHBIM TUIIOM HACIIEOBAHUSI.

2.5.3. Oco0eHHOCTH KJMHHYECCKHX HNPOABJECHHNH XPOMOCOMHBLIX CHHIPOMOB,

COINPOBOKIAINNXCA CYI0POraMu.

K Hactosmemy BpemeHu onucaHo Oomee 500 XpOMOCOMHBIX — aHOMAJIHH,
aCCOLMMPOBAHHBIX € HapymieHueM OOl marrepHa U cyaoporamu. Jletm ¢ XpOMOCOMHBIMH
CHUHAPOMaMH YacTO POXKAAIOTCS C HU3KUM BECOM U MHOXKECTBEHHBIMU CTUTMaMH AU330puoreHe3a
W/WIIM TTIOPOKaMH Pa3BUTHS JABYX U 00Jiee OpraHoOB WM CHCTEM. B OTIHYMU OT MIMOMATHYECKUX
MOHOT€HHBIX JMWICTICUHA y OOJIBHBIX C XPOMOCOMHBIMH CHHAPOMAMH 3aJIepPKKa Pa3BUTHUSA,
0OBIYHO, OTMEYAETCSI C POKACHHS, M YacTO COMPOBOXKIAIOTCS MBIMICYHON TuroTtoHueit. [lpu
HEKOTOPBIX XPOMOCOMHBIX MEPECTPOMKaX MOXKHO BBIIEIUTH XapaKTEPHbIN (DEHOTHII, HATIPUMED,
IpHU AeNeUU KOPOTKOro Iieda 4 XxpoMocoMsl (cuHIpoMe Bosbda-XupuxopHa), MUKpOAEIeIINN
KOpoTKoro mieda 17 xpomocombl (cuHapome Mmuiiepa-/lukepa), cHUHIpoMe AHTeIbMaHa
(MuKkpoxenenus JIUHHOTO Tuieda 15 xpomocomsbr) [31,32,33], HO B OOJBIIMHCTBE CIIy4acB
dbenotun  He crnenududyeH. BepudunupoBaTh  XPOMOCOMHYIO  TMATOJIOTHIO  MOXXHO

OUTOTCHCTUYCCKUM MCTOJIOM, HO IIPU MAJIBIX pasMepax ;[Hc6ancha H€O6XOI[I/IMO IMPOBCACHUC
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MOJIEKYJISIPHOTO KapuoTHNa (XpOMOCOMHOIO MUKPOMAaTPUYHOIO aHaiu3a). Jleduenue smuiencuu

npu XpOMOCOMHOﬁ aToJIOru CUMIITOMAaTHYCCKOC.

2.5.4. Cnoco0bl IMATHOCTHKH XPOMOCOMHBLIX CHHIPOMOB, CONPOBOKIAIOIIUXCH

cyaoporamMmu.

JInarHocTUKa KOJIMYECTBEHHBIX M CTPYKTYPHBIX IEPECTPoeK Xxpomocomobosiee 10 My m.H.
OCYILIECTBIISICTCA HA OCHOBAHUM TPAJUIIMOHHOTIO METO/Ia aHAJIM3a XPOMOCOM C MCIOJIb30BAaHUEM
pa3IMYHBIX METOJOB WX OKpamuBaHus. CaMbIM pacnpoCTpaHEHHBIM M eTojoM sBisgercs G
OKpalllMBaHWE C UCIOJb30BaHUWE HE(IIOOPECHEHTHBIX KpacuTelae Mo JIMHE XPOMOCOM.
Hcnonp30BaHrWe 3TOr0 MeETO/a TO3BOJSIET BBISABIATH IOJIMCOMHUH, AHEYIUIOWIUH, a TakKke
MPOTSHKEHHBIE JENCINH, TYTUIMKAIMA HHBEPCUHU, UHCEPIIUH, a TAKKE TPAHCIOKALUU XPOMOCOM.

JlnarHocTUKa CTPYKTYPHBIX MEPECTPOEK XPOMOCOM MEHBIIET0 pa3Mepa MPOBOJUTCS C
MOMOIIbI0 XPOMOCOMHOIO MHUKPOMATPHUYHOIO aHanu3a. [Ipu BBIMOJHEHHWH 5TOTO aHalu3a
HCCJIEYIOTCS BCe KIIMHUYECKU 3HAYUMBIEC YUaCTKU F€HOMa, TI03BOJISAIONINE IUarHOCTHPOBATH BCE
U3BECTHBIE  XPOMOCOMHBIE  CHpPOMBI (B TOM  4YHCJIE€  MHUKPOJCICIHOHHBIE U
MUKPOIYIUIMKALIUOHHBIE).

HeoOxonuMo umeTh B BUIY, YTO NMPHU MPOBEACHUHM 3TOrO aHAIHM3a HE OINpeAesseTcs
HaJIMYUe OJJHOPOIUTENBCKUX JUCOMUMN U TPAHCIOKAIUNH XPOMOCOM.

o Pexomenayercst MOJIEKYJISIPHO-TEHETUUECKOE UCCIIEIOBaHNE MYTaIliil B TeHE Me-
TOJIOM aBTOMAaTUYECKOTO CeKBeHHpoBaHUsI 0 CeHrepy MaluueHTy C SMUIIENICUEN ¢ T0J03peHHEM
HA MOHOTEHHOE 3a00JIeBaHUe, Il YTOUHEHUSI STHUOJIOTUU SIWICTICUU U og0opa Tepamwmw [172]

YpoBeHb yOeqUTEJBLHOCTH PpeKOMeHAanmuii A (YypoBeHb [10CTOBEPHOCTH
J0Ka3aTeJbeTB — 1)

Kommenmapuu. [louck mymayuii 8 KOHKPEmMHOM 2eHe 803MOXNCEH MOJILKO NPU XOPOULO
Genomunuyecku ouepueHHbIX 3a001e6aAHUAX, ACCOYUUPOBAHHBIX ¢ dnunencuell. Ilpumepom maxux
3a001e6aHUll MO2YM CYHCUMb CUHOpOM Pemma unu mybepo3snwiil ckiepos.

o PexoMeHnayeTcsi MOJEKYJISIPHO-TEHETUYECKOE HCCIIEIOBAHUE MYTAllUd METOAOM
CeHrepa poaMTeNSM MAIUEHTA MPU BBISIBICHUH Y peOCHKA BEPOSTHO MATOTCHHONW MYTAIlMH WA
MyTallU ¢ HEACHBIM KJIMHUYECKUM 3HAU€HHUEM B IeHe, aCCOLMUPOBAHHBIM C MOHOT€HHBIM 3a00-
JeBaHUEM, ISl YTOUHEHUS 3HAYUMOCTHU MYTAllMM B Pa3BUTHH SMUJIETICHHM U C LIEJIbI0 MPOrHO3a
neropoxaeHus [173]

YpoBenb  y0eauTeJbHOCTH  pekoMeHaanuid 3  (YpoBeHb  [10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5 )

Kommenmapuu. Omcymcmeue 6nepgvle GulAGIEHHOU HYKIEOMUOHOU 3AMeHbl 8

2emepo3uUSOMHOM COCMOAHUU ) 300POBbIX pooumenel pebeHKa ¢ 3a001e6aHuem ¢ aymocomHo-
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OOMUHAHMHBIM —~ MUNOM  HACIEO008AHUS  NOBbIULAEM — 8EPOAMHOCMb  ee  NaMmO2eHHOCMU.
ObHapysicenue énepsvie GbIAGIEHHbIX HYKICOMUOHBIX 3AMEH 8 2emepo3ucOmHOM COCMOAHUU Y
pooumenei pebeHka ¢ O08YMA MYMAYUAMU 6 2eHe, OMBEMCMBEHHOM 34 B03HUKHOBEHUE
aAyMOCOMHO-peYecCcU8HO20 3a00e8aHUs, NOBbIULAEN BEPOSMHOCMb UX NAMO2EHHOCMU U
n0360J151em YMOo4HUmyb OUA2HO3 y nayuenmad.

o Pexomenayercs mpoBeIeHUE CEKBEHUPOBAHUS SK30Ma MALIUEHTY C MUJIETICHEH ¢
[I0JI03PEHUEM Ha MOHOT€HHYIO €€ IPUPOAY I YCTAaHOBIIEHUS PUYMH I'€HETUYECKH T€TEpPOreH-
HOW IpyNIbl MOHOT€HHBIX UIMONATUYECKUX dnmiencui [172]

o YpoBeHb yOenuTeIbHOCTH peKOMeHIanuil A (YpPOBeHb JO0CTOBEPHOCTH J0KA-

3aTeJbCTB — 1)

Kommenmapuu. Ilooospenue HA MOHOZEHHYIO NPUPOOY SNULENCUU BO3HUKAEM )
NAYUEeHMa ¢ OMsAOUJeHHbIM CEeMEUHbIM AHAMHE30M NO SNUNENCUU, COYemanuem SNULeNcul ¢
YMCMBEHHOU OMCMAIOCIbIO, PACCMPOUCEAMU AYMUCIUYECKO20 CHeKMpa U  HAPYULeHUAMU
08UdICEHULl,  (PapMaAKOPE3UCMEHMHOCMbIO  DNUNENCUU U MANCETbIM —ee  medeHuem  (c
snunenmudeckumu cmamycamu). 4awe 6ceco Heob6xo0UMOCmMb MAK020 UCCIE008AHUSL BO3HUKAEM
ApU pas3gumuy pantel dNuIenmudecKoll SHyeparonamuu (CUHOHUM SHYeparonamus pa3eumus u
INUTENMUUECKass (CM. pazoen « InuienmudecKue HYedaionamuuy).

Buipaosicennas eenemuueckas eemepocenHocms MOHOSEHHBIX 3A001€8aHUL U CUHOPOMOS,
CONPOBOAHCOAIOWUXCSA CYOOPO2AMU, A MAKHCE 3HAYUMENbHBIU PA3MED 2eHO8, OMBEMCMBEHHbIX 3d
UX BO3HUKHOBEHUe 00YClasnusaem HeoOX00UMOCMb UCNOIb308AHUE CEKBEHUPOBAHUE HOB020
NOKOIeHUs1 0151 OUACHOCIUKU OMOETbHO20 2EHEMUYEeCKO20 APUAHMA MO 2PYNNbl 3A00.1e8aHULL.
Cywecmeyrom pasiuuHvle BaApUAHMbL CEKBEHUPOBAHUS IK30MA — OUACHOCMUYECKUe NaHenu
(8xar0uarOWUe pasHoe Koauuecmeo ucciedyemvix eenog —om 20 0o 1000 u bonee), KiuHuveckull
9K30M, NOJHBLU IK3OM.

o He pexoMeHayeTcsi IpOBEICHUE CEKBEHUPOBAHUS 3K30Ma B KIIMHUYECKOW MPaK-
TUKE TalreHTaM ¢ (OKATbHBIMU WM T€HEPATH30BAHHBIMU SMUICTICUSIMH C TIPEMOIOKUTEITHHO
MYJIBTH(GAKTOPHBIM THIIOM HACJIEAOBAHUS C IIEJIbI0 YCTAHOBIICHUS STUOJIOTHH Ymiencu [ 174].

YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauuid A  (YpoBeHb  JOCTOBEPHOCTH
aoka3zarejabeTB — 1)

Kommenmapuu: 6 peoxkux cayuasx npu Hamuduu HeCKOIbKUX YIeHO8 CeMbl ¢ dnuiencuet
MOdCem umMemv MeCmo U aAymoOCOMHO-OOMUHAHMHBIL U AYMOCOMHO- PEYeCcCUSHbull Mmun
HAcCe0o8anus, 6 MAKoU KIUHUYEeCKOU CUMyayuu 2eHemuyeckoe ucciedosanue noKa3aHo

(Hanpumep, npu aymocoMHO-0OMUHAHMHOU POJAHOUYECKOU INULENCULL)
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o Pexkomenayercsl IUTOTEHETUIECKOE UCCIICIOBAHUE (KAPHOTHUI) TAIUEHTY C AIH-
JIeTiCHel TpY MOAO03PEHUN Ha XPOMOCOMHYIO MIPUPOTY AMHIIETICUU C LIEJIbI0 YTOUYHEHHS €€ 3THO-
noruu [175]

YpoBenb  y0eauTeJbHOCTH  pekoMeHaanuid 3  (YpoBeHb  [10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5 )

Kommenmapuu: nooospenue na XpomMocomMHyo npupooy 3a001e8aHus 603HUKAEM 8 MOM
cyuae, eciu y nayueHma ¢ dnuiencuetll eciu OH poouics 6 CPOK ¢ HU3KUM 8€COM, paHee NCUuxo-
MOMOPHOE pazeumus NPOMeKAlo ¢ 3a0EPHCKOU, UMEEMC MHONCECBO CIMUSM OUCIMOpUO2eHe3a
U/Unu NOPOKU pazeUumMusi HECKOJILKUX OP2aAHO8 UNU CUCEM OP2AHUSMA.

o PexoMeHnayeTcsi IpoBeIEHHE XPOMOCOMHOI'O MUKPOMATPUYHOTO aHAIN3a MallieH-
TaM C SIWIENICHEH, Y KOTOPBIX MPEANoIaraeTcsi XpOMOCOMHBIA CHHIPOM, HO MPH MPOBEACHUU
CTaH/JapTHOTO KapUOTHIIMPOBAHUS KOJIWYECTBEHHBIX M CTPYKTYPHBIX MEPECTPOEK HE BBISBICHO
[176].

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YPOBeHb  /I0CTOBEPHOCTH
J0Ka3aTebeTB — 1)

Kommenmapuu.  JJuacnocmuka  XpOMOCOMHbIX — CUHOPOMOS, 00YC1081EeHHbIX
MUKPOAHAOMATUAMU XPOMOCOM, pazmepom meHee 10 mam n.H. (Oereyusmu u OYNAUKAYUAMU)
APOBOOUMCSL C UCNONLI0BAHUEM XPOMOCOMHO20 MUKPOMAMPUYHO2O AHAIU3A, HANPABIEHHO20 HA
ananuz eapuayuti yucra xonuu JHK y oOemeu ¢ snunencuei c¢ ucnoavsoganuem SNP
OJIULOHYKTIEOMUOHBIX MUKPOMAMPUY,.

o Pexomenayercst TOJTHOTEHOMHOE CEKBEHUPOBAHME MALMEHTY € AMMIIETICUEH C T0-
JIO3PEHHEM Ha €€ MOHOTEHHYIO T€HETHUECKYIO TPUPOAY B TOM CIIydae, €CIM Y HETO HE BBISIBJICHO
MPUYMHBI YTIHJICTICUU TTPU SK30MHOM CEKBEHUPOBAHUU C IENBI0 YTOYHEHHUsT TUArHO3a U 1oa00pa

tepanuu [172]

YpoBeHb  y0eauTeJbHOCTHM  pekoMeHAauuii 3  (YpPOBeHb JOCTOBEPHOCTH
JI0KA3aTeJbCTB — 5 )\
Kommenmapuu: eciu nonnoceHOMHoOe CeK8eHUpOBaHue He NPOACHAEm MOJeVKIAPHO-

eeHemuyecKul AdAHAIu3, mo makoe see uccneodosanue noKa3aHo U 0ooum poaumeﬂ}m nayuenma.

o PGKOMGHI[YGTCH NEepeCMOTP HATUBHBIX JAHHBIX 3K30MHOI'O WJIM I'CHOMHOI'O CCKBC-
HUpOBaHUs (TIpeACTaBICHHBIX B (hopmate fast Q) ¢ mperonaraeMoi TeHETHIEKCOM IMIIICTICHEH,

€CJIM paHee He ObLT YCTAHOBJICH TOYHBIA MOJICKYJISIPHO- T€HeTUYECKHi nuarno3 [177].

YpoBeHb  y0eOUTEJbHOCTH  pekoMeHAauumid 3  (YypoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 3)
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Kommenmapuu: neobxooumocms makoeo nooxooa OUKmyemcs mem, ymo 00 Cux nop
0CMalomes mexHuyeckue u Ouono2udecKue 02paHuyeHus Memooos 2eHemudeckol OUaeHOCMuUKU,
a maxoice 00 CUx nop He OMKPbIMbL 3HAYEHUE U CBA3b C heHOmUnom 0 6cex eenos. Ilepecmomp
OaHHBIX Yepe3 NoNmopa-08a 2004 A61Aemcs 3aKOHOMEPHLIM Ua20M 8 NOUCKEe U NOOMEEPIHCOeHUU
2eHemuyecKol npupoobl.

o PexomenayeTrcst KOMIIJIEKCHOE OIpPEIEIeHHE KOHIIEHTPAIlMM HA aMUHOKHUCIIOTHI 1
AIUJIKAPHUTHUHBI B KPOBU METOJIOM TaHAEMHOM MAacC-CIIEKTPOMETPHUH, a TAKKE HCCIIEJOBAHUE
AMUHOKUCJIOT U METAa0OINTOB B MOUE MAIMEHTY C AMIJICTICUEH C MMOJI03pEHUEM Ha BPOKICHHBIN
nedexT MeTaboau3Ma ¢ eNbI0 YTOYHEHHS dTHOJIOTUH SIUJIESTICHU U TIo10opa Teparnuu [178]

YpoBeHb  y0eOUTEJbHOCTH  pekoMeHAauuMid 3  (YypoBeHb  /I0CTOBEPHOCTH
JI0KAa3aTeJIbLCTB — 5 )

Kommenmapuu Tanoemnas macc cnekmpomempus A61Aemcs MemoOoM CKPUHUHZA,
HanpaeieHHo20  Ha — aHalu3 — Memaboaumos,  UZMEHeHUue  KOHYEHMpayuu  KOmopwvlx
obOHapyosicueaemcsi npu HACIEOCMBEHHbIX AMUHOAUUOONAMUSX, OP2AHUYECKUX ayuodypusax u
HapyweHusx  0ema-oKUClIeHuss  JHCUPHBIX — KUCIIOM, 6  CUMNMOMOKOMNIEKCe  KOMOpPbLX
Hab00aomcst Cyoopocu.

Cyoopoeu A61A10MCA OOHUM U3 HACMBIX CUMNMOMOE OONle3Hell oOMeHa eeujecms.
Oonoepemennoe onpeoenerue HeCKOIbKUX 0eCAMKO8 Memaboiumos 8 niamue Kpoeu no360Jisem
npogecmu aHanu3 6 Kpamuauuiue CpoKU U CHIAHUPOBAMb  AIOPUMM  MOAEKYIAPHO-
2eHEMUYecKo20 UCCIe008AHUS, HANPAGIEHHO20 HA YMOYHEHUe HO30102UYecKOU @hopmbl U
HA3HAYEHUe C80eBPEeMEHHOU mepaniiu.

o PexoMeHI0BaHO KOMIUIEKCHOE ONpeIeNieHne KOHIEHTPAUU OPraHM4eCKUuX KHUC-
JIOT B KPOBH M KOMIUIEKCHOE OMPEEIIEHNE COAePKaHUSI OPTAaHUYECKUX KUCIOT B MOYE METOIOM
BBICOKOXHIKOCTHOM Xpomarorpaduu MalueHTy ¢ dMUJIeTNCUel ¢ MoI03peHHEM Ha BPOKICHHBIN
nedext MeTabonn3Ma ¢ eNbl0 YTOUHEHHUS STHOJIOTHH MUJIETICHH U TToi0opa Tepamnu [179].

YpoBenb  y0eauTeJbHOCTH  pekoMeHaanuid 3  (YpoBeHb  [10CTOBEPHOCTH
JI0KAa3aTeJIbLCTB — 5 )

o PexoMeHI0BaH KOMIUIEKC HCCIIEIOBAHUNM Il JUATHOCTUKU HEJOCTATOYHOCTH
cpennenenoyeyHor anmiKoA geruaporeHasbl JKUPHBIX KUCIOT U KOMIUIEKC UCCIETOBAHUMN ISl
JNIMAarHOCTUKMA HEJOCTATOYHOCTH JUIMHHOILIEMOYeUHOU 3-rugpokcuanui-KoA-aeruaporenasbl
YKUPHBIX KUCIIOT MAlMEHTY C SMMUIIETICUEH ¢ MOI03pEHUEM Ha BPOKICHHBIN AePeKT MeTabonu3ma
U3 TPYIIBI HAPYIICHUS] 0OMEHA YKMUPHBIX KHCIOT U MEePOKCHCOMHBIX OOJIe3HEH, COMPOBOXK/IA0-
IIUXCS CYZIOPOTaMH, JIJIsl YTOYHEHUST STHOJIOTHH SITHIICTICUH U TToAbopa Tepanuu [ 180]

YpoBeHb  y0eOUTEJbHOCTH  pekoMeHAauumid 3  (YypoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbLCTB — 5)
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Kommenmapuii. Onpeodenenue memadbonumos ooOMeHa HCUPHbIX KUCTOM, Npexcoe 8ce20
@umano6oll Kuciomel noO36014em 3ano0003pUms HAIUYUe NEPOKCUCOMHBIX 3a00ne6aHull U
CNIAHUPOBAMb  ANICOPUMM  OANbHEUWUX NOUCKOE 2eHemUYecKko20 6apuaHma Ha OCHOBAHUU

UCNOIb306AHUAL CE6EHUPOBAHUA 0MOENIbHO20 2eHd NO C€H2€py.

o PexomMenayetcs mpoBeieHNe aHann3a MetuiupoBanusi CpG oCTpOBKOB B 001aCTH
npomotopa rena SNRPN na xpomocome 15q11-q13 y pebenka ¢ sanusencueil mpu mogo3peHuu Ha
HaJIMYME Y HETO CUHJpOMa AHIeJIbMaHa C LeJIbI0 NOATBEpKAeHUs AuarHo3a [181]

YpoBeHb  y0eOUTEJbHOCTH  pexkoMeHAauumid 3 (YypoBeHb  /I0CTOBEPHOCTH
J10Ka3aTeJILCTB — 5)

Kommenmapuu. Cyoopocu - 00uH ux 4acmsix CUMNIMOMOS8 Y NAYUEHMO8 C CUHOPOMOB
Aneenvmana. Kpome snunencuu y nayuenmog ommeuaemcsi nOXo0OKa no muny «MexanudecKkou
KVKIbLY, 3A0€PAHCKA pedeso20 pa3sumus U XapakmepHas MeoleHHO-80JIH08As AKMUBHOCMb HA
meorcnucmynnou D3I, Ananuz memunuposanus no3eonsem 6viaeums 08 OCHOBHblE NPUHUHbBL
B03HUKHOBEHUSL CUHOpOMa-Oeleyuu 8 oobaacmu xpomocomwvl 15q11-qg13 u ooHopooumenvckyo

OUCOMUIO.

. PexomMenayercsi ucciaegoBaHUE KHUCIOTHO-OCHOBHOT'O COCTOSIHUSI U Ta30B
KpPOBH PEOEHKY C SIUIIECTICUEH C TOJI03PEHUEM Ha BPOKIEHHBIN AeeKkT MeTaboar3Ma sl IOMCKa
3THONOTHH >miniienicun [182].

YpoBeHb yOenuTenbHOCTH peKoMeHAauui 3 (YpoBeHb /10CTOBEPHOCTH
JI0KA3aTeJIbLCTB — 5)

o PexoMeHnayeTcst uccieoBaHre YPOBHS MOJIOYHOM KHUCIIOTHI B KPOBH IMALIUEHTY C
SMUIETICUEN C MOAO03PEHUEM Ha MUTOXOHAPUANBHYIO MPUPOY Ul YTOUHEHUS 3TUOJIOTUU AIIH-
Jencuu u nmoxdopa tepanuu [183].

YpoBeHb y0eaMTEeNbHOCTH PeKOMEHAAluil 3 (YpoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 4 )

Kommenmapuu: cywecmeennoe nosvliuienue 1aKkmama Modxcem ceuoemenbCcmeosans o
MUMOXOHOPUATILHOU NPUPOOe INULENCUU

o PexoMeHnayercsl ucciae0BaHUE YPOBHS MUPOBUHOTPATHON KUCIOTHI B KPOBU Ta-
IUEHTY C SMUJIETICUEN ¢ MOJ03PEHNEM Ha €€ MUTOXOHIPHAIIbHYIO IPUPOY JJi YTOUHEHUS ITHO-
JIOTUH SMUJIETICUH U TTo0opa Tepanuu [183].

YpoBeHb y0eauTeJNbHOCTH peKoMeHaamuii 3 (YpoBeHb /10CTOBEPHOCTH

J10Ka3aTeJILCTB — 5)
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KOMMeHTapI/lPl: CyueCmeeHHoe noevlilenue Jjjakmama u USMEeHEeHUsl COOMHOUEeHUs
Jakmama K nupyeanty moaxcem Cc8UOemenbCmB808amMb O Mumoxonc)puaﬂbnoﬁ npupode nujiencuu.
3. .JqueHne, BKJIKOYasgd MCEIMKAMCHTO3HYI0O M HEMCIUKAMCHTO3HYIO TeEpamnuu,
AUETOTEPAIIUIO, 066360JII/IB3HI/IC, MEAUIMUHCKHUE TIOKA3aHUA H IPOTHBOIMOKA3aHUA K

NMPUMEHECHHUIO METO0B JICUYCHUA

3.1. MeauKkaMeHTO3HOE JeUYeHHe

Meoukamenmosnoe neyenue npomusodanuienmudexumu npenapamamu (I1311) saensemcs
OCHOBHBIM MemoOooM mepanuu dnuiencuu. B Oonvuwuncmee ciyuaed JneueHue OONHCHO
HAYUHAMbC Cpa3y Nocie YCmauosnenus ouasHoza «nunencusy. llenb nedeHus — MOIHOE
MpEeKpalIeHNue MPUCTYNOB 0e3 HEPBHO-TICUXUYECKUX, COMATHUYECKUX MOOOUYHBIX A(P(HEKTOB U
obecrieueHrne TeAaroru4eckoi, mpopecCHOHAIPHOW M COIMAIBLHON ajanTallid TalueHToB. B
Hacmoswuu momeum 6 Poccuu zapecucmpuposano 19 IIDI1 ¢ paznuynvimu mexaHuzmamu
oeticmeusl, umeroujue paziudHslil npoguib 3¢ gexmuenocmu U nepeHoOCUMoOCmu.

3.1.1. Oomias yacth. B3pocJble.

Ilpu nasznauenuu [1211 HEOOXOIUM TEPCOHATIM3UPOBAHHBIA TIMOAXOA C YYETOM
WHIUBUIYAIBHBIX OCOOCHHOCTEHW Kakmoro marnueHta [S5]. Bwioop 1911 3asucum om Gopmbl
AMIICTICUU/SMIICTITHYECKOT0 CUHPOMA, THIIA MPUCTYIIOB, CTAINN U TEUCHHSI SMUIIETICHH, T0J1a,
BO3pacTa, COMyTCTBYIOMIUX 3a00JICBaHUI U IPHHUMAEMBIX JICKAPCTB.

s npasunvroco evibopa I1311 kadicowiii 8pau 6 nepsyro ouepedsv 00J14CeH YCMAHOBUMb
A61eMCcsL U dNULencus GoxkarvHou (¢ okarbubiMu npucmynamu c/be3 HapyuieHus CO3HAHUs,
OunatepaJbHBIMU TOHUKO-KJIIOHUYECKMMHU C (OKAIbHBIM JEOI0TOM), 2eHepanu308aHHol (c
2eHEPANUZ08AHHBIMU ~ NPUCMYNAMU) UTU  HEeYMOUHeHHOU (¢ HedudgepenyuposaHHvimu
NPUCMYNRamu).

3.1.1.1. Jleyenue BIepBbie THATHOCTUPOBAHHOM dITNJIENICHH.

Haubonee 3¢ peKkTHBHON U MPOTHOCTUYECKU 3HAYMMOM SBJISIETCS CTApTOBAast MOHOTEpAIUs
npaBwiIbHO BbIOpaHHBIM [IDI1 B anekBaTHOW J03€, YTO MO3BOJISET AOCTHraTh PEMHUCCHH
npuctynoB B 50-60% ciyuaes.

MexaHu3M JIeficTBU IpenapaTa He sIBJIeTCs TPAJULMOHHBIM KpUTEpUEM BbIOOpa epBoi
Tepanuu snwiencun. Y MHorux IIDI1 mexaHusm neicTBUS OKOHYATenpbHO HE u3ydeH. llpu
JIEYEHUU OHOWIENCUU Bpad Ha3HA4YaeT Ipenaparbl, OCHOBBIBASCh Ha MX O0XXHJIAEMOU
s dexTuBHOCTH 1 TpoduiIe TEPEHOCUMOCTH, a HE Ha MEXaHU3Me JIeUCcTBUSA. BiOop mpenapara ¢
y4eTOM MeXaHHU3Ma JeMCTBUS BaKEH NPH Ha3HAYeHUN KOMOMHUPOBAHHOW Tepanuu (BTOPHIM WIH

tperbuM [1911) npu Heah(HEeKTUBHOCTH MOHOTEPATIHH.
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3.1.1.1.1. Jleyenne BHepBbLI€ JAHATHOCTHPOBAHHOH GoKaJILHOH »>nujiaencum (c

Sl)OKaJIbeIMI/I NPUCTYNAMHU _¢/0e3 HAPVIIEHHS _CO3HAHMS, OWJIATepPAJbHBIMH _TOHHKO-

KJIOHNYeCKMMH ¢ GOKAJTbHBIM 1e0H0TOM).

B Poccun npu okanpHbIX (hopMax SMUIETICUU B PEXUME MOHOTEPANUU pa3pelIeHbl K
npuMeHeHnto:  OeH3obapOuTan™**, BambnpoeBas Kkuciora®™*, rabameHTHH, 30HHCAMUI,
kapObamazenua**,  kmoHazemam**,  makocamMuno**,  MAMOTPUIKUH,  JIeBeTUpameram™*,
OKcKapOazenuu™*, mpuMuI0H, Tonupamar**, ¢penuronn™*, ¢penodbapoburan™*, scaukapbazenun
(mepeuens [1911 31eck u gaee ykasaHsl B aipaBUTHOM TOPSIIIKE).

o PexoMeHayeTcsl HAUMHATD JICYEHUE B3POCIIBIM MalMeHTaM ¢ (pOKaIbHOH opmoit
snusiencuu (hOKaTbHBIMU AMUICITHYSCKUMH TIPUCTYIIaMH ¢/0€3 HapyIIeHUsI CO3HAaHMs, OujaTe-
paJIbHBIMU TOHUKO-KJIIOHUYECKHMH € (POKATBHBIM 1e0I0TOM) C BaJIbIIPOEBOI KUCIOTHI**, rabareH-
THHA, 30HHCaMUJa, KapOamazenuHa**, makocamuga**, maMOTpUIKUHA, JIeBeTUpalieTaMa**, ok-
ckapOazenmHa™**, ronupamata**, peruronna**, penobapoburana** sciukapbazenuHa B BUIE MO-
HOTEpAIUH C LEJIbI0 MpeKpamieHus npuctymnos [184—-186].

YpoBeHb  yO0eaAMTEIBLHOCTH  pPeKOMeHJamuii A, ypPOBeHb JOCTOBEPHOCTH
A0Ka3aTeJbCTB — 1.

o PexoMeHayeTcs HAUMHATH JICYCHHUE B3POCIBIM NarueHTaM ¢ GokaabHON (hopmoit
snuiencu ((hOKaIbHBIMU SMMICNTHYECKUMH IPUCTYNaMH ¢/0e3 HapyleHUs CO3HaHUs, ¢ Oua-
TepabHBIMU TOHUKO-KJIOHUYECKUMHU C (hOKaTbHBIM J€0I0TOM) C TPUMHI0OHA B BUJIE MOHOTEPAITUU
C LETbI0 TTpeKpalieHus mpuctynos [ 187].

YpoBens  yOenuTeJbHOCTH  pekoMeHJgamuii B, ypoBeHb  J0CTOBepHOCTH
A0KAa3aTeJbCTB — 2.

o PexoMeHayeTcsl HAUMHATD JICUCHUE Y TIOKHMIIBIX MAIIMEHTOB (cTapie 65 jet) ¢ do-
KaJbHOU (opMoii srmsencuu (PpoKaabHBIMHE SMUWISNTHUECKUMH MPUCTYIIaMu ¢/0e3 HapyIIeHus
CO3HaHWsI, C OWIaTepaIbHBIMU TOHUKO-KJIOHWYECKUMH C (DOKAJTBHBIM JEOI0TOM) C JICBETHpAIle-
TaMa™*, TaMOTpUPKWHA B BHJIE MOHOTEPAITHH C IEJbIO MpeKpaiieHust mpuctymnos [188].

YpoBeHb  Y0eAWTEJBHOCTH  PpeKOMeHIaluid A, YpOBeHb J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 1.

o PexoMeHayeTcsl HAUMHATD JICUCHUE Y TOKHMIIBIX MAeHToB (crapuie 60 aet) ¢ do-
KaJbHOHU (opmoit srmsencuu ((poKambHBIMHE SMHWISHTHUECCKUMH NMPUCTYIIaMu ¢/0e3 HapyIIeHus
CO3HaHWUsI, ¢ OMIaTepaIbHBIMU TOHUKO-KJIOHUYECKUMH C (POKATBHBIM JIE0I0TOM) C rabareHTHHA B
BHJIE MOHOTEPAMUY C LEJIbIO TPEKpaleHus npuctymnos [ 189].

YpoBeHb  Y0eAUTEJBLHOCTH  PpeKOMeHIaluid A, YpOBeHb J0CTOBEPHOCTH
A0KAa3aTeJbCTB — 2.

KommenTapum:
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[Tpumepno 60-70% mnanueHTOB ¢ SMWICTICUENH JOCTUTAIOT JJIMTEIbHOM PEMUCCUH WU
CYIIECTBEHHOT'O YPEXKEHHUS MPUCTYNOB. BOMBIIMHCTBO U3 HUX JOCTUTAIOT 3TONH PEMUCCHH TOCIIE
Havajga JICYCHUs OJHUM MPOTHUBOAMHICHTHYECCKHM TpernapaTtoM (MoHoTepamws). JleueHue
HAYMHAIOT ¢ HAYAJIbHOU (CTapTOBOI) 1036l Hanbosee moaxoxAsmiero [1211 qis nanHOrO ManKeHTa
(mepcoHanM3uPOBaHHBIN OAX0/). /{03y MOCTEIEHHO YBEIUYUBAIOT (TUTPYIOT) 10 IPEKPaICHUS
IPUCTYIIOB WJIM MOSIBIICHUS NIEPEI03UPOBKH (HEMPUEMIIEMBIX TOOOUHBIX 3()h(HEKTOB).

Kapb6amazenua** nonrue ronbl cunraercss ocHOBHBIM [1911 y manueHToB ¢ pokampHbIMU
NPUCTYNaMH, MpEenaparoM, ¢ KOTOPHIM B PaHAOMHU3MPOBAHHBIX KIMHHUYECKUX HCCIIETOBAHMSIIX
cpaBHUBAIOT CBOIO A dexTuBHOCTH Bee [IDI1.

CucremaTudeckuii 0030p ¢ ceTeBbIM MeTa-aHaNu3oM [184] mokaszani, 4To JIMTETHLHOCTD
yaepkanust Ha Tepanuu (oTpaxkaromas 3()pPeKTUBHOCTP M TEPEHOCHMMOCTh) y TAIMEHTOB C
(b oxanbHBIMU TUIIAMU MPUCTYIIOB MOTYYAIOIINX JJAMOTPUIKUH U JIeBeTHpaeTaM ™ * 3HAYNTEIIbHO
BBIIIIC B CpaBHCHUM C KkapOamazenmuHoM™*, B mopsiake yObIBaHHUS 10 CpPaBHEHHUIO C
kapOamazenuHoM Mo mnapamerpy yzaepxkanus [I9I1 pacnpenenuiuchk ciaexyomuMm o0pa3oM:
BaJbIIpoOeBasl KuciaoTa**, 30HHCaMU, OKckapOaszenmuH*™*, denuTonH™*, TOmmMpamar®*,
rabaneHTuH, ¢penobapoutan**. Ykazanueie [19I1 3¢ dexTuBHB B NeueHUn (HOKaIBHBIX (HOpM
SMUJIETICUU B PEKHMME MOHOTEPAIUH.

ABTOpBl Apyroro MeTa-aHanu3a [185] pEKOMEHIyIOT HauMHATh JIEUEHUE C
JeBeTupanerama*™*, 3oHucammaa, Jakocamuga**, sciaukapOa3envHa B BUAEC MOHOTEPANUU IPH
YCTAaHOBJICHMH JuarfHo3a ¢okaapbHON (opmbl smmiencud  ((QOKAIBHBIX  AIUICTITHYCCKUX
MpUCTYyNax) y B3pocibiX. He ObU10 HUKaKUX CTATUCTUYECKU 3HAUUMBIX Pa3IndMiil B MpeKpalieHun
npucTynoB yepes 6 u 12 mecsues npu npueMe ykasanssix [I911. Bee ykazannsie 1011 okazanuch
3 PEKTUBHBIMH U TIPEICTABISIOT COOO0M MOAXOIANIYIO aTbTEPHATUBY KapOaMazenuuy™*.

Cucremublii Meta-aHam3 [186], Bkmouaronuii 65 PKM, B KOTOphI Bollen aHamu3
WCIIONIB30BaHUs  JIeBeTUpareTama**, JaMOTpuIKMHA, OKckapOazenmuHa**, Tommpamara™*,
BAJIBIIPOEBOM KHUCIOTHI** ycraHOBHMJ, uyTO naHHble [IDI1 saBnsiorcss >QQPeKTHBHBIMH IS
Ha4yaJbHOM MOHOTepanuu y B3pocibiX. IIOIl He nemMoHCTpUpoBaJM HUKAKUX IPU3HAKOB
MPEBOCXOJICTBA WJIM HETOJHOIICHHOCTH IO CPaBHEHHIO ¢ KapOamaszemuHOM™*, KOTOpPBIH
CUMTAETCS CTAHJIAPTHBIM JIeYeHHEM (POKAbHOM SMUIIETICHH.

B panpomusupoBaHHOM KiIMHHMYECKOW uccienoBanuu [190] moka3zaHo, 4To jakocamMujy
CpaBHUM TIO0 KIMHHYECKOH 3(ddexkTuBHOCTH ¢ KapOamazenmuHOM Yy OONBHBIX C BIIEPBBIC
JIMarHOCTUPOBAHHOM AMUJIETICUEH.

B 0Oosiee panHux wucciaenoBanusix [187], mpu omeHke 3(p(PeKTHUBHOCTH 0a30BbIX
NPOTHBOCYAOPOKHBIX  MpenapaToB  ObLIO  MOKAa3aHO, 4YTO  YyAep:KaHWe  Ha

NPOTHBOCYAOPOKHON Tepanuu Yy NANMEHTOB ¢ (POKAJLHBIMH NPHUCTYNAaMH ObLIO
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3HAYUTEJbHO BbIlIe NMPH HA3HAYEHUH KapOama3zenuHa** m (peHMTOMHA** B CpaBHEHHMHU C
(penodapouTasom** m npumugoHom. Ilpm ¢okaabHBIX HpHCTynax ¢ 3BOJIONHEHd B
OnmjarepajbHble TOHHMKO-KJIOHHYECKHE YyJAep:kaHHe MalHeHTOB Ha Tepanuu ObLIO
3HAYUTEJbHO  BbIlle TNPUH JieYeHUW  KapOamazenuHoM™**,  (eHUTOMHOM™*® M
¢enodapOuTAIOM** B CpaBHEeHMH ¢ NMPUMHAOHOM. boJsiee paHHsAs OTMEeHAa NMPUMHIOHA W
(penutonna** ObL1a cBA3aHa ¢ MO00YHBIMH 3 pexTamu. Takum odpasom, npu GoKaJIbHBIX
npucrynax GeHuTONH**, IPUMHUAOH NPU3HAIOTCS TAK Ke I(PPEeKTHBHBIMH, HO He SIBJISACTCS

npenapaTramMm nepBoro BbI0opa BeJieACTBHE MO00YHbIX 3P PekToB.

Knuanueckast a3¢ppexTuBHOCTS OeH300apOuTana*™* B paHIOMHU3UPOBAHHBIX KIMHUYECKHX
UCCIICIOBAaHUSAX HE N3y4anach.

Heo6xomumMo oTmMeTuTh, uyTo KinHU4Yeckas 3¢ pexTuBHOCTh pa3znuaHbiX [1911 y 60mbHBIX
¢ ¢okanbHBIMU (hOpMaMU AMHUIIETICUH TPU aJAEKBATHBIX J03UPOBKaAX MPUOIUZUTEIHHO OIMHAKOBA
u coctasisieT 50 — 60 %.

CormacHo pe3ynpTaTaM cHucTeMaTHdeckoro o63opa [191], Her oaHO3HAYHBIX
JIOKa3aTeIbCTB, Ha OCHOBAaHWU KOTOPHIX BO3MOXKEH BBIOOpD MEXIy KapOamazenmuHoM™* u
BaJILIIPOCBOM KHUCIOTOW™*. B paboTe B3ATHI Takue KPUTEPHH Kak «Bpemsl A0 oTMeHbI [1211»
(ynepxkaHue Ha Tepaluu), «PEMHUCCHS Ha NPOTSHKEHUM 12-MecsueB», «BpeMsl 10 INEPBOTO
npuctyna». [lo pe3ynbrataM HCCIEIOBAaHUS MOATBEPKAACTCS PEKOMEHAAIMS HCTOIb30BaHUS
KapOamaszenuHa** B Ka4eCTBE MPOTHUBOCYIOPOKHOTO MperapaTa IepBoro BEIOOpa y MalueHTOB ¢
(b OKaTBEHOMN MHMIICTICHEH.

[Tpu cpaBHUTENBHOM aHaNM3e kapbamasenuHa** u romupamara** [192] Opln momydeHs!
JaHHbIE, YTO KapOamazenuH** ¢ MeHbIIeH BEpPOSATHOCTHIO OyAEeT OTMEHEH W 4To 12-mMecsayHas
pemMuccus OyeT TOCTUTHYTA paHbIIe, YeM MPU MIPUMEHEHUN TomrpaMara™*,

Cucremarnueckuii  0030p 13 PKUW [193], cpaBHuBarommx kapOamazenun** wu
JaMOTPHUIKUH, Toka3ai, yTo oba [IDI1 B kauecTBe MOHOTepanuu SBISIOTCS 3(P(EKTUBHBIMU B
nedeHun (HOoKaIbHBIX (GOPM IMHIICTICUU. BpeMs mpekpaiieHus npuema («yIepKaHus») paHble
HacTymaja Npud MoOHOTepanuu KapOamazenuHom™**. Hambonee pacmpocTpaHeHHas NpUYHHA
npekpaiieHie npuema — nodounsie 3pdextol: B 51% y kapbamazenuna** ot obuiero yucna
ClIy4aeB OTMEHbI MPOTHUB 36% y JaMOTpuKuHA. BTOpol mpuumHOM OTMEHBI mpemnaparta ObLI
pEeIUANB MPUNAAKOB Ha oHE eueHus: 8% MarueHTOB MPUHUMAIOIINX Kapadamazenun™** u 15%
namMoTpuKuH. [lomydeHHBIE pe3ynbTaThl TaK >K€ CBUICTENLCTBYIOT O TOM, 4YTO PELUIUB
IPUCTYNOB TIOCEe Hayaja JICYEHUs JIAaMOTPUPKMHOM MOXKET MPOM30MTH paHblIe, 4eM IMpu
JIeYCHUHN KapOama3zenmuHOM™*, a peMHUCCHS IPUCTYIIOB B TEUYCHUU 6 MECAIICB MOKET MPOU30NTH

paHblle Ha KapOamazenuH™*, yeM Ha JTaMOTPUIKUH.
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B mpocriekTuBHOM NTBOWHOM-CIIETIOM PaHIOMHU3HPOBAHHOM HccienoBaHuu [194] Obun
NOKa3aH SKBUBAJIEHTHbIM 3(ddekr neBerupaunerama™* u kapbamazenuHa** 1isl JTOCTHKCHHS
pEMHCCUU IPUCTYIIOB MPU BIEPBbIC AMATHOCTHPOBAHHON (HOKAIBHOM ATHIICTICHH.

OnvH u3 BRIBOAOB HayuHOW rpymmbl ucciaenoBanusi «KOMET)» rmacut, uto Tepamnus
JeBeTHpaneToM** He MPEeBOCXOJUT JICUCHHE KapOamazenmuHOM™* U JTaMOTPUKMHOM B
CTaHJapPTHBIX /103aX y MMALIUEHTOB C BIEPBbIE TMArHOCTUPOBAHHOM snmerncuel [195].

B mpoBenenHoMm wuccrnenoBaHuu craHmapTHeIXx u HOBbIX [IDIT (Standart And New
Antiepileptic Drugs, SANAD) ¢ yyacTueM manueHTOB ¢ (okanbHOW smmienicuei (n=1721)
CpaBHUBAJIACh 3 PEeKTUBHOCTH KapOamazenuHa™**, rabarneHTHHa, JTaMOTPHJIKUHA,
OKckapOazenuHa™*, tonmpamara** (MPOCHEKTHUBHOE, B MapajuIeNbHBIX TpYIMNaxX, OTKPBITOE,
PaHIOMHU3HPOBAHHOE UCCIICIOBAHHE B YCIOBUSAX PEATbHON KIIMHUYECKOH MPAaKTUKE B TeueHHE 12
MeC., C TOYKHM 3pEHHS BPEMEHH JO KOHCTaTtanuu OTcyTcTBHE 3(dekta Tepanun) [196].
JIaMOTpHKWH TTO KITMHUYECKOHN 3 (HEKTUBHOCTH 3HAYUTEIHHO MPEBOCXOINI KapOamazenuH™** u
OKCKapOa3enuH™*, KOTOpble B CBOIO O4Y€peIb 3HAYUTEIHHO MPEBOCXOAWIM TabareHTHH H
tonupamat**. Ot paznuuus B 3)(HEKTUBHOCTH COXPaHSUIUCh B TeueHue 6 yieT. C TOUKU 3peHHs
MEePEHOCHUMOCTH JIAMOTPUKUH W TaOaleHTUH 3HAYMTEIIBHO MPEBOCXOIMIN OKCKapOa3enuu™*,
KOTOPBIN 3HAYUTEITHLHO MPEBOCXOAMII KapOaMazenuH™* u Tomupamar™*,

WHTepecHbIM ABISIETCS HAy4YHBIN moaxoxa oueHKH dgdextuBHocTH [IDI1 npu paznuyHbIx
tunax npuctynoB. B 2013 r skcneptHas rpynna MIIDJI Beimmyctuna 0630p 3¢ GEeKTHBHOCTH
HAYaJbHOM MOHOTEpanuH y MAlUEHTOB C HEJABHO JWAarHOCTUPOBAHHBIMHU WJIU HEJIECYECHHBIMU
Pa3IMYHBIMU SMUJIECNTUYECKUMH MPUCTYIIAMU U JIBYMs SMWICNTHYECKUMHA CUHApoMamu [197].
PesynbraTel 6butn ocHoBaHbl Ha 64 PKM u 11 mera-ananu3ax 3aBeplICHHBIX 3a MocienHue 72
rofia. ABTOPBI MPUILIN K CJIEIYIOIUM BBIBOAAM 0 YPOBHSIM JIOKA3aTEIbHOCTU JUIS B3POCIION
KOTOPTHI MalMEHTOB: B3pOCIbIe C (GOKAIBHBIMU MPHUCTYHaMH — 3()(PEKTUBHOCTh yCTAHOBJICHA!
kapOamazenuH**, neBerupaneram™*, (ernuToun™**, 30HMcaMuA; BeposATHO ID(HEKTUBEH:
BalbllpoeBasi  kuciora**;  Bo3MokHO  3¢d¢dexkTuBeH:  rabanmeHTUH,  JAMOTPHUIKHH,
okckapbOazenuu™*, henobapobuTan™*, ronupamar**; moreHIMAILHO 3 (HEeKTUBEH: KIOHa3enam™*,
NPUMHUIOH**; MOXWUIbIC JIIOAW C (POKATBbHBIMH TPHUCTyNaMu — 3(G()EKTUBHOCTh yCTaHOBJICHA!
rabaneHTuH, JaMOTPUKUH; BeposaTHO 3¢dektuBeH: HeT [IDII; Bo3MOXHO 3ddEKTHBEH:
kapOamazenuH™*; moTeHIHaIbHO YPPEeKTUBEH: ToMpaMaT™**, BanbrnpoeBas KucioTa**.

[Tokazana Jsyumias NEepEeHOCUMOCTh (MEHbIIas dYacToTa MOOOYHBIX 3(P(PEKTOB) Yy
JeBeTupanerama®®, jamMoTpuKWMHA, Tra0anmeHTHHA B CpPaBHEHHUH C KapOaMazenmuHoOM™* 'y
noXXmwibiX nanueHToB [188,189]. IloxuiasiM manueHTaM C y9eTOM CHUXKEHUS (YHKIIUH TTOYEK,
HaKOIIJICHUH KOMOPOUAHBIX 3a00JIeBaHUI, COMYTCTBYIOIIEH Tepanuyu peKOMEHIyeTCsl HauuHAaTh

Tepanuio ¢ 6onee HU3KkUX 103 [1DI1, BeIOMpaTh Oosnee HU3KMK Temn TuTpauuu. HeoOxomaumo
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TaK)K€ YUUTHIBATh BO3MOXKHOE (papMaKOKHMHETHYECKOE B3aUMOJIEHCTBUE MPOTUBOCYJOPOKHBIX
HpenaparToB ¢ IPYTUMU IIperapaTaMu I10JIy4aeMbIMU ITAIIUEHTOM.

JlaMOTpUIKHH W JeBeTHpauneTamM** SBJIAIOTCA 0oJsiee NMPeANOYTHTEJBHBIMH 110
CPaBHEHHUI0 ¢ KapOaMa3enuHOM Yy TMOKWJIBIX MNMalUeHTOB ¢ (okaJdbHBIMH (opMamu
SMUWIENCUN MO0 TNPUYUHE HUX JYy4Ylledl MepeHOCHMMOCTH W He0O0JbIIOH BepPOSITHOCTH

(papmakoknHeTHYECKOro B3aUMOCHCTBHUS ¢ IPYruMH npenaparamu [ 188].

["abanenTrH 110 3P PEKTUBHOCTH CPaBHUM C KapOamMazemuHOM** 1 JTydIiie mepeHOCUTCs Yy
nmanueHToB crapme 60 J5er ¢ BHOEpBblE AHATHOCTUPOBAHHOW (OKAIBHOM SMHIICTICHEH.

[Ipumenenue rabaneHTHHA MPUBOIUT K YPEKEHUIO YACTOTHI IPUCTYIIOB y MAIUEHTOB cTapiie 60

net [189].

ABTOpPBI CUCTEMHOTO 0030pa, OIICHUBABIINX d()PEKTUBHOCTD KiIOHA3emaMa™*, mpumuim
BBIBOAY 00 OTCYTCTBHH JOKa3aTeNIbCTB JUIsl pekoMeHaanuu ganHoro [1311 B3pocabiM nanueHTam
¢ pokanpHBIMH (popMamMu SMTUIICTICHH B BUJie MOHOTepanuu [ 198].

BriOpaB npenapat, Bpad J0JDKEH Ha3HAYUTh UHIUBHYaIbHYIO 3¢ (eKTuBHYIO 103y. s
KaXKI0r0 Mpernapara UMEIOTCSl pEKOMEHIyeMble CpeHe TepalleBTUYECKUe CYyTOUHbIE JT03bI (1032
Korja y OOJIBITMHCTBA OOJIbHBIX HACTYIAET TeparneBTUYECKU A HEKT 0e3 MOOOUHBIX peaKIuii),
BhIpa’kaeMbl€ B MI/KT Beca Teja. TUTpoBaHHe 3aKII0YaeTcsl B Ha3HaYeHuH 1/3 cpeqHeii cyTouHon
JI03bl C yBenuueHueMm ee Ha 1/3 omuH pa3 B 5-7 AHel B 3aBUCHMOCTH OT (hapMaKOKWHETHKH
npenaparta. [I[puem HauUMHAIOT KaK MPaBUIIO C BEUEPHEH 103b1. 3aTeM YBETUYHBAs J03Y JOOABISIIOT
[1211 ytpoMm u guem. Ilpu Hanmwuue perapAaHbIX (GopM, MPEANOYTeHHE oTaaeTrcs uM. HoBble
npenapaTthl MPUHUMAIOT 2 pas3a B JeHb (yTpo-Beuep). Takum obpaszom, nosza 1311 mocrenenHo
MOBBIIACTCA 70 JOCTHKEHHS PEMUCCHH MTPUCTYIIOB WITH MOSBICHUH MOOOYHBIX 3(peKToB.

Tonbko mocie JO0CTHKEHNS MaKCUMAIbHO MIEPEHOCUMOI 103bI U OTCYTCTBUS Y MAILIUEHTOB
peMHCCHH TIPUCTYIIOB MOKHO ToBOpUTh 0 HedhdextuBHOcTH [IDI1 M miaHupoBarh 3aMeHy Ha
BTOpOIl TmpemapaT B BHAE MOHOTepanuu. Kak TakoBoW OBICTpOl 3amMeHBl (HMCKIIOUast
UH/IMBUYAJIbHYIO HEMEepEeHOCUMOCTh) HE cymiecTByeT. Heo0XxoauMo K mepBoMy mpenapary
n00aBUTH BTOPOM M HayaTh YBEIMUYMBATH €0 103y. Eciu HOCTUTrHYTa pemMuccus MpUCTyIOB, TO
4yepe3 HEKOTOpOe BpeMsi HEoOXOJMMO HadaTh CHIKATh MEPBbIN mpenapar (mocreneHHo). Eciam
HECMOTPS Ha MCIOJIb30BaHHE MAKCUMAJIbHO MEPEHOCUMBIX U 0OBIYHO 3(PPEKTUBHBIX TO3UPOBOK
y TalMeHTa COXPAHSIOTCS NPUCTYIBl Ha IEPBOHAYAIBHOM JICUYCHHMH, CIEAYeT NPUMEHUTDH
mpernapar ¢ UWHBIM MEXaHH3MOM JeWcTBHs. XOTS HWHTYUTUBHO TaKOW TOJXOJ KaKeTcs
palMOHATILHBIM U SIBJISIETCSI 0OOCHOBAHHBIM, B KIIMHUYECKOW MPAaKTUKE HE PEIKOCTh, KOT1a, IPH
Hea(pPEeKTUBHOCTH Ipernapara, ero 3aMeHa Ha JIEKapCTBO € TEM )K€ MTPEANoIaracMbIM MEXaHU3MOM

NnecTBUsL  OKa3biBaeTcs A(PQPEKTUBHBIM. JTO  OOBSACHSIETCSA TEM, UTO OOJBIIMHCTBO
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IIPOTUBOSIMIIENTUYECKUX IPENAPaTOB MMEIOT HECKOJBKO MEXaHU3MOB JEHCTBUS M KAKIBIN
UMEET CBOM XapaKTEPUCTUKHU IOJABICHUS CYAOPOKHOM aKTUBHOCTH. 3HAHME MEXAaHU3MOB
NecTBUSL JIeKapcTB TMpuoOpeTaeT HauOoJbllee 3HAYCHHE IpU BHIOOpE MpemnapaTtoB UL
KOMOMHUPOBaHHOHN Tepanuu. B HacTosliee BpeMs y KCIEPTOB HET OAHO3HAYHOTO OTBETA Ha
BOINPOC «KOMOMHHUPOBATH WJIM 3aMEHATH ITOCIIE IEPBOM HEAPPEKTUBHON MOHOTEepanuu. B rienom
NPUHATO CUUTaTh, 4To 3aMeHa [1311 Honee nenecooOpa3Ha npu MIOX0H NEPEHOCUMOCTH U MaJlon
3 PEKTUBHOCTH MEPBOTO MpErapara, B TO BpeMs Kak IMOJIMTEPanis BO3MOKHA B CITy4ae XOpOLIen
MEPEHOCUMOCTH U TP €r0 CyOonTUMaIbHON 3 (HEKTHBHOCTH.

N3BecTHBIE MEXaHM3MBbI JIEUCTBUS, HAYaJIbHBIE W CpelHeTepaneBTuueckue a03bl 11911,
CXEMBbI TUTPALIMU B COKPAILIEHHOM BHJI€ yKa3aHbl B puiioxeHuu Nel.

3.1.1.1.2. Jleuenue BHepBbie THMATHOCTHPOBAHHONW TeHEPAJW30BAHHON SMUJICHCHU

(reHepaJn30BAHHLIX IPUCTYIIOB).

B Poccun mipu reHepalii30BaHHOW SMUJIENICUM B PEKUME MOHOTEpAINUM Pa3pelieHbl K
npuMeHeHHto: OeH3obapourtan™*, BampmpoeBas kuciaora**, kapbamazenuu**, kioHazemam™*,
JaMOTPUIKUH, OKCKapOa3zenuu™*, mpuMuIoH, Tonupamat™**, peauroun™*, penodapouran™*.

Haubonee yacTo nannas rpynmna 3a0ojieBaHUi 1€OIOTHPYET B IETCKOM W MOJAPOCTKOBOM
Bo3pacre. «Te3uc — pexomMeHmanum» Mo JIEYeHUIO JaHHBIX (opM OyayT JaHbl B OTIEIHHOM
pazzaene. MHOT]a, BOBMOXKHO, YTO MAI[MEHTHI U MX POJACTBEHHHKH HE OOpaIlaloT BHUMaHHE Ha
«MaJICHbKHE» MPUCTYIBI: MUOKIIOHUYECKHE, a0CaHChI, CUUTAsi 3TO HOPMAJIbHBIM COCTOSHUEM H
oOpainaroTcs yke K Bpauy BO B3pOCJIOM COCTOSIHMH C JAaHHBIMU MPUCTYIIAMU WM [1OCJIE BIIEPBBIE
BO3HUKILIETO NEPBUYHO-TEHEPATH30BAaHHOIO TOHUKO-KJIIOHMYECKOTO MPUCTYTIA.

o Pexomenayercsi HauMHATH JICYEHHUE Y B3POCIBIX MAIMEHTOB C IeHEpaIN30BaH-
HbIMH (DOpMaMU SIWIETICUU (C T€HEPAIU30BAHHBIMU TOHUKO-KIOHUYECKUMH TMPUCTYIAMH) C
BAJIBIIPOEBOM KUCIOTHI**, KapOamazenuHa™*, mamMOTpUDKHMHA, OKCKapOazenmuHa™*, Ttommpa-
mara**, ¢penuronna™*, penodbapourtana** B Bige MOHOTEpAINUH C LIETbIO MPEKPALICHHS IPUCTY-
1oB [184]

YpoBeHb  yOeaAMTEJIBLHOCTH  pPeKOMeHJamuii A, ypPOBeHb JOCTOBEPHOCTH
A0Ka3aTeJbCTB — 1.

KommenTapun:

JlnutenbHOE BpeMsi B MeauiimHckoM cooOmectBe [1911 BeiOopa mpu reHepaaIn30BaHHBIX
dbopmax »srnuiencur (TeHEepaTM30BaHHBIX MPUCTYNAX) CUYUTAINCH TNpermapaThl BaJIbIIPOEBON
KACIOTHI**.  BbIcOKOKauecTBEHHBbIE  JaHHBIe  0030opa  [184]  paHAOMH3MpPOBAHHBIX
KOHTPOJIMPYEMBIX HCCIICOBAaHUI MOHOTEPANMU Y B3POCIBIX C T'CHEPATU30BAHHBIM HAYaIoOM
TOHUKO-KJIOHUYECKHUX MPUIIATKOB (C IPYTUMU T€HEPAIU30BaHHBIMU TUIIAMH MPUNIAJAKOB WK 0e3

HUX) TOJTBEPXKIAIOT HCIOJIb30BaHUE BAJIBIIPOECBOM KHUCIOTHI** B KauecTBEe NEpBOM JIMHUU
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JICYCHHS, HO TIPH 3TOM JAEMOHCTPUPYIOT, UTO JIAMOTPH/DKMH W JieBeTUparieTam™* (coriacHo
WHCTPYKIIUU SBISIETCS] CPEACTBOM JOIMOIHUTEIHHON TEPANluy MPHU TeHEPATH30BAHBIX MPUCTYIIAX )
MOTYT OBITh TOJIXOJSIICH aTbTEPHATUBOW BAIBIPOCBON KHCIOTE**. DTO OCOOCHHO BaXKHO ISt
JKEHIIUH C JETOPOJHBIM MOTEHIIMAJIOM, Ul KOTOPBIX BaJbIIpOeBas KUCIOTa** MOXKET He ObITh
MOIXOISAIINM BapUAHTOM JICUEHUS U3-32 TEPATOT€HHOCTH.

JIaMOTpUI)KMH  HMeeT  CPAaBHUMYK  KJIMHHYECKYI0  J((PEeKTHBHOCTL €
Kap0aMa3enUHOM** B OTHOLIEHMHM NEPBHMYHO TeHEPAJIN30BAHHBIX TOHMKO-KJIOHMYECKHX

npuctynos [194].

B PKU Banbnpoesast kuciaora** jmydie nepeHoCHIach, 4eM Tonupamar®* u Opuia 6omee
3 PEKTUBHON, YeM JIAMOTPHKUH. ABTOpaMH cIellaH BBIBOJ, YTO BaJIbIIpoeBas KucCiIoTa™**
JOJI’KHA OCTaBaThCs MPEnapaToM NepBOro BIOOpa JIsi MHOTUX MAIlIEHTOB C TeHEPaTU30BaHHBIMU
snusencusMu. OTHaKO U3-3a TOTCHIIHATBHBIX TTOOOYHBIX 3((HEKTOB BATBIIPOEBON KHCIOTHI** BO
BpeMsi OEpEMEHHOCTH CJIEeIyeT 0TKa3aThCsl OT HEro y JEBOYEK U JKEHIIMH JIETOPOJIHOTO BO3pacTa
[196]. B cucremMHOM 0030pe HCCIEAYIOUIMM MOHOTEpAIMIO TONMHUPAMaTOM™* y MalMeHToB ¢
IOBEHUJIbHOW MHOKJIOHUYECKOMW STUJIETICHEH He OBIJI0O HUKAKUX CYIIECTBEHHBIX Pa3IMuUuil MEKITY
TonmupaMaToM™* M BaJIBIIPOEBOM KUCIOTOW™** y yyacTHMKOB, oTBeTHBIIMX Ha 50% wunu Oonee
CHIDKEHHMEM MMOKJIOHMYECKHMX WM NEPBUYHO-TCHEPAIM30BAHHBIX  TOHMKO-KIOHHYECKUX
npuctynos [199].

MHeHue 0 TOM, 4TO BaIbIpoaT™* mpeBocXoauT Kapbama3enuu™* npu reHepaain30BaHHBIX
TOHUKO-KJIIOHMYECKUX TpPUIMATKax B CTPYKType TE€HEPAIU30BAHHOM  AMHIIENICUH, HE
MOATBEPKIAETCS ITUMU JaHHBIMU [191].

CornacHo cucrtemHomy o030py MIIDJI (64 PKM u 11 wmera-aHanm3oB) uMeeTcs
cienymoomas JgokazarenbHas 3(QQEKTUBHOCTh HayallbHOM MOHOTEpAanuu Yy MalUeHTOB C
TreHepaIM30BaHHBIMU TPUCTYNAMU: Y B3POCIBIX C T'eHEpaIM30BaHHBIM HayalloM TOHHKO-
KJIOHWYECKUX TIPUCTYIIOB — ToKa3aHHas 3G hekTuBHOCTE: HeT [1D11; BepostHas 23 PeKTHUBHOCTD:
Her IIDI1; Bo3moxkHast 3(pQekTHUBHOCTH: KapOamazenmuH™*, NTaMOTPUDKUH, OKCKapOazemuH™**,
denobapburan**, denuronn**, rtommpamaT**, BampmpoeBas KHCIOTa**; MOTEHIMATbHAS
3¢ PeKTUBHOCTH: rabameHTHH, JieBeTUpaleraM™*; OBEeHUJIbHON MHOKIOHUYECKOW JTHIICTICHEH:
nokazanHas 3¢ dexkruBHOCTh — HeT [IDI1, BeposarHas rdpdexruBHOCTE — HeT [IDI1, Bo3MOKHAs
apdextuBHOCTs — Her [IDI, moreHmmanbHas 3pPeKTUBHOCTD — TonHMpamar®*, BajbIpoeBas
kucinota** [197]. B astoM ke 0030pe yKa3aHO, YTO COIJIACHO HEpaHIOMH3UPOBAHHBIM
KIIMHUYECKUM MCCIIEIOBaHUSIM — KapOamaszenuH™**, rabaneHTuH, okckapOazenun™**, eHutons™*
MOTYT BbI3BIBaTh M YCYTyOJsTh abCaHCHbIE W MHUOKJIOHHYECKHE MPUCTYIHBI, a B HEKOTOPBIX
cllydasix TeHepaln30BaHHBIC TOHUKO-KJIOHHYECKHE MPUCTYMBL. BbUlo momydeHo cooliieHue o

TOM, YTO JJAMOTPHJKUH MOXKET YCHIINBATh cynoporu npu FOMDO.
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Kimmanuecknx HCCJIEIOBAaHNI OLIEHUBAIOIIAX 3¢ PEeKTUBHOCTH/TIEPEHOCUMOCTh
KJIOHa3CIiaMa HpI/I FeHepa.HI/ISOBaHHBIX SIINJICIICUAX y B3pOC.HBIX ITalIMCHTOB B BUJIC MOHOTepaHI/II/I
HET.

3.1.1.2. Jleuenue hapMakope3MCTEHTHON dYNUJICIICUH

®dapmaxkopesucrentHas snuiencus (OPD) — hopma 3ab6oneBanms mpu KOTOPOH MTPUCTYITHI
MPOJIOJKAIOTCS HECMOTPSI Ha aIeKBaTHOE MPOTUBOANUIeNTHYecKoe ieueHue nyms [1911 B Bune
MOHOTepanuu uin B koMmOuHaruu. [ons 6ompHBIX ¢ OPD Bapeupyer ot 20 mo 30%. Ilepen
KOppeKLIHel Tepanuu HeoOXOAMMO YOETUTCS B OTCYTCTBUHU IICEBIOPE3UCTEHTHOCTH, KOTOpas
yale BCEro CBSi3aHa C: HENpaBUJIbHBIM JAMArHO30M, HempaBUJbHO BbIOpaHHBIM [1DI1 mnm ero
JI030H, MJI0XO0H KOMITIAeHTHOCTHIO. [larueHTsl ¢ yctaHoBIeHHON PP 10KHBI ObITH HAaNPABJICHBI
B DIIUJIENTOJIOTMYECKUI LIEHTP U1 XUPYPTrUYECKON OLICHKH.

Tonbko mpu HemOoCTaTOYHOW A(H(PEKTUBHOCTH MPABHIIBHO TOIOOpaHHONW MOHOTEparuu
BO3MO>KHA nonutepanus. Kak npasuio, noauTtepanus 1enecoo0pa3Ha mocjae He MEHEe YeM ABYX
MOCJIEIOBATEIbHBIX MOMBITOK MPUMEHEHHS IIPEMapaToOB B PEKMME MOHOTEPAIIUH.

B cooTBercTBUU C OOMIEIPUHSITHIM MHEHHEM, MPU MPOBEICHUH IMOJUTEPANHH CIETYeT
koMOuHUpoBaTh [IDIl ¢ pa3nuuHbIMH MeEXaHW3MaMM JCHCTBHSA, 4YTO OBl TOBBICHUTH
3¢ pexTUBHOCTD U N30€XkKaTh YBEIMUEHHS pUCKAa BOSHUKHOBEHUS OIPEICIICHHBIX HeXKelaTeIbHbIX
siBiieHnid. Mexanu3mel aerictBus 1211 MoryT ObITh 60J1€€ CIIOKHBIMU Y€M ATO MPECTABIIACTCS HA
CETOAHSIIIHUN JIeHb, TMO3BOJISISI JICKAPCTBEHHBIM TMperapaTaM MOJ00HBIX KJIaCCOB YCHIIMBATH
neicTBus apyr Apyra. B cBs3u ¢ 601b1I1MM BEIOOPOM MpenapaToB MpH MEPexo1e Ha MOTUTEPAITIUIO
HEOOXOAMMO YYMTHIBaTh (papMakOKWHETHYECKHEe W (apMaKoJUHAMHUYECKHE OCOOCHHOCTH
HazHadaembix [1OI1.

3.1.1.2.1. Jleyenue papmakope3sucTeHTHON GokanbHON nuiIencuu (¢ GoxajJbHbIMHU

NPUCTYIAMH ¢/0e3 HapyHIeHUs] CO3HAHHS, OMjJaTepaJbHLIMH TOHHKO-KJIOHHUYECKHMH C

hokaJLHLIM 1€0I0TOM).

o Pexomenayercst Ha3HA4YaTh B KaueCTBE JOIMOJIHUTEIHHOIO CPEJICTBA Y B3POCIBIX
MAaIMEeHTOB C (papMaKOPE3UCTEHTHOHN (PoKanbHOM Amuiencueit (poKaIbHBIMUA ATUICTTHYCCKUMU
OpUcCTynamu ¢/6e3 HapyIeHHsI CO3HAHMsI, ¢ OUaTepaJIbHBIMU TOHUKO-KJIOHUYECKUMU C (POKaTb-
HBIM J1e010TOM) OpuBaparneraMm™*, BaabIpOEBYIO KUCIOTY**, ra0ameHTHH, 30HHCAaMUJ, JIAaKO-
caMu**, TaMOTpUKUH, JIeBeTHpaleTaMm™*, okckapOaszenua™*, nperadbaymua™**, Tonupamar** ¢
1enbpo npekpaitenus npuctynos [200,201].

YpoBeHb  Y0eAUTEJBLHOCTH  PpeKOMeHIaluid A, YpOBeHb J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 1.

J PexoMeHayeTcesl Ha3HaYaTh B KAUECTBE JIOTOJIHUTEIBHOTO CPEJCTBA Y B3POCIHBIX

NaIMEeHTOB ¢ (hapMaKOPEe3UCTEHTHOH (hOKaIbHOM snuiencueil (GoKaIbHBIMHU AIHICITUYECKUMU
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MPUCTYIMaMK ¢/0e3 HapyIIeHUs] CO3HAHUs, ¢ OuIaTepaaIbHBIMU TOHMKO-KJIOHHYECKUMU ¢ (poKaITb-
HBIM JICOF0TOM) TiepaMmnaHe™*, scnukapOa3enuH ¢ HeIblo mpekpamieHus npuctymnos [202,203].
YpoBenb  y0eqMTEJBLHOCTH  peKOMeHAamuii A, YpOBeHb OCTOBEPHOCTH

I0KAa3aTeJbCTB — 2.

KommenTapun:

[To pe3ynbpTaram OONBIIOTO0 CHCTEMHOTO 0030p ¢ MeTa-aHau30oM [200] 171s BBISIBICHUS U
cpaBHenus npodwis s dextuBHocTH/IepeHOCcUMocTH 11 TIDII mokazaHo, 4TO BCce JeKapcTBa
OobuTH A dexTrBHEE YeM TuIanedo B KadecTBe jgonoiaHuTenbHoro [1211 Ha 6a30Byr0 Tepamwmio ¢
penykuuei mpuctynoB 6osee 50%. MeTa-aHanu3 mokasal, 4To JieBeTUpaneTaM™*, BambipoeBas
KuAcIoTa**, rabameHTUH HMMEeT JIydllee COYeTaHHE MO KPaTKOCPOUHOH H(PQPEKTUBHOCTH U
nepeHocumocTh. OkckapOaszenua™** X0oTs 1 ObIT CTOJb XKe AP (HEKTUBEH, TEPEHOCHIICS XYKE, YEM
st Tpu IIDI1. Ocrtanbnsie [19I1 - Tommpamar™*, 3oHMCcamMu, mperadanuH**, TaMOTPUIHKHH,
JakocaMHI**  JIeMOHCTPHpPOBAJIM  MEHBIIYI0  KPaTKOBPEMEHHYIO  3((GEKTUBHOCTH H
ePEHOCUMOCTb.

Kap6amazenuu™*, peauronn™*, penobapouTan™* MHOrHE JECATUICTHS UCTIOJIB30BATICH
B kKauecTtBe OCHOBHBIX IIDI1 y GompHBIX ¢ (OKaTbHOW JMIIICTICHEH B BHaEe MOHOTepanuu. He
CMOTpS Ha TO, YTO OTCYTCTBYIOT paHJOMHU3UPOBAHHBIC KIIMHUYECKUE UCCIICIOBAHUE OTPAKAIOIIINE
uX  A(QQPEeKTMBHOCTP B  KauecTBe  JONOJHHUTEIbHOHM  Tepamuu  1pu  (OKAIBHBIX
bapmMakope3uCTeHTHBIX (popmax snuiencuu (PoKaTbHBIMU AMUICITHYCCKUMHU TIPUCTYIIaMu ¢/0e3
HapyIIeHUs CO3HAHMS, ¢ OMIaTepaTbHBIMU TOHHKO-KJIOHUYECKHUMH C (POKAITBHBIM Je0I0TOM) T10
MHEHUIO aBTOPOB MX HA3HAYCHHE SBISETCS 0OOCHOBAHHBIM.

PannoMH3MpOBAaHHBIX  KIMHMYECKUX  HCCICIOBAHUN  OTPAKAIOIUX  KIMHUYECKYIO
3¢ (heKTUBHOCTD U MEPEHOCUMOCTD KJIOHa3emnama B KadecTse fgononautensHoro [1311 y B3pocibix
MaIMeHToB ¢ (hoKaITbHBIMU (hopMamu dmuiencun Het [204].

[TpuMmeHeHne Tpex MPOTUBOIMUIECHTHYECKHUX IPEMapaTOB MOXKET ObITh OCYIIECTBICHO
JUIIb B IUHUYHBIX CIIydasx MPU PE3UCTEHTHHIX (OopMax SMHIICTICHU U JIOJDKHO OBITH CTPOTO
apryMeHTHPOBAHO.

3.1.1.2.2. Jledyenue ¢apMaKope3HCTEHTHOW TIeHEepAJH30BAHHON  JIUJIENCHHU

(reHepajiM30BAHHBIX PHUCTYIIOB).

J PexomeniyeTcsi Ha3HaYaTh B KaYECTBE JIOMOJHHUTEIFHOTO CPEACTBA Y B3POCIBIX
NAIMEeHTOB ¢ (hapMaKOPE3UCTECHTHOW T'€HEPATM30BAHHOM SMHIICTICUEH BaJIbIIPOEBYIO KUCIOTY™*
JaMOTPUKUH, JIeBeTUpalieTaM™*, nepammanen™*, ronupamar®* ¢ 1enpi0 NpeKpanieHus IpucTy-

moB [205].
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YpoBeHb YO0eOMTEJbLHOCTH PpPeKOMEeHJAAauMid A , YpPOBeHb JOCTOBEPHOCTH
I0KAa3aTeJbceTB — 1.

KommenTapun:

[Ipu nosiBneHnn (QapMaKOpe3UCTEHTHOCTH Yy TMAalHUEHTOB C  WIUONATUYECKOM
TeHEPAIM30BAaHHON DJIHMIICTICUEH BO3HUKAIOT OINpeaenéHHble MmpobieMbl ¢ BbeiOopoMm [IDI1.
CymectByeT oyenb Maino 1311, nuueH3upoBaHHBIX Ui JeueHus AaHHBIX Gopm. Bambmpoeas
KHCIOTa**, mokaszaBIlas BHICOKYIO 3()()EeKTHBHOCTh MpPHU BCEX T€HEPATM30BAaHHBIX MPHUCTYIAX,
OCTaeTCs MPEernapaToM NEPBOM oUepeIn ISl NI MY>KCKOTO T0JIa.

B ocHoBe Te3uca-pexoMeHIaIuu JISKUT TIEPBBIA CUCTEMHBIN 0030p u MeTa-aHanu3 PKU
[205], B xoTopbIxX cpaBHuBaiuch [131I1 ¢ mmarebo u apyr ¢ ApyroM npu hapMakope3uCTEHTHOM
reHepalu30BaHHOM »muiencuu.  OueHWBaNU: CHIDKeHHe npuctynoB Ha 50% wu Oonee,
JTOCTH)KCHHE PEMHCCHH TPUCTYNOB M MoOo4HbIe d(PdekThl ncnonbzyembix [I3I1. DtoT Mera-
aHaJIM3 WUTIOCTPUPYET, YTO Bee mpoaHanuzupoBanubie 1911 noka3piBatoT cBor 3 (HEKTUBHOCTD
npu (bapMakope3nCTEeHTHOM TreHEePAIN30BaHHOMN JIUJICIICHUH. [Iepammnanen HE
MPOJEMOHCTPUPOBA CBOIO 3(PPEKTUBHOCTh TMpH ab0CaHCaX M MHUOKJIOHUYECKUX MPHUCTYyMaX.
MoskeT KCIoiab30BaH MPU NEPBUYHO TI'€HEPATU30BAHHBIX TOHHKO-KIOHWYECKHX MPHUCTYIMAX Yy

MalUEHTOB C UIUOMATHYECKON FeHEePaTu30BaHHON SIUIICTICUEH.

3.1.1.3. Jleuenue nNpu HeYTOYHEeHHOI (opme dnuaencun (HeauddepeHMpoBaHHBIX

IMpUCTYyIIax !

[Ipy HEBO3MOXKHOCTH Bpada ONpenenuTbcs (pokalbHas WM TeHepajlu3oBaHHas (opma

SMUJICTICUN Y TIAllMEHTa yCTAaHABJIMBACTCS JUArHO3 - HEYTOUHEHHas snwmiencus. B atom ciydae
pexomeHnnoBaHo Ha3HaueHue 11011 ¢ mupokum criekTpom AeiCTBUS.

o PexoMeHayeTcst Ha3HAYATh y B3POCIIBIX MAIIEHTOB C HEYTOYHEHHOM (OpMOii H1iH-
aencuu (Heau(epeHIUPOBAHHBIX MPHUCTYIIAX ) BaJBIIPOEBYIO KUCIOTY**, TaMOTpUDKUH**, eBe-
TepurietaM™*, Tonupamat** ¢ 1enpro mpekparieHus npuctymnos [196,206].

YpoBeHb  yOeaAMTEJIBLHOCTH  pPeKOMeHJamuii A, ypPOBeHb JOCTOBEPHOCTH
A0KAa3aTeJbCTB — 2.

KomMmeHnTapun: BanmpnpoeBas KuciIoTa** mpeanaraeTcs B KauecTBE IMEpPBOW JHMHUU
JEYCHMs] TALMEHTa YbM NPUCTYNBl TPYAHO KiIaccu(UUUPOBaTh Kak (POKAJIbHbIE WIH
TeHEpATN30BaHHbIE B Hayale JIEUCHHsI ¢ yUETOM MPEAIoIaraéMoro NMPOKOro CIeKTpa JIeHCTBUS
BAJIBIIPOEBOM KHUCIOTHI**. BanbmnpoeBass kuciaoTa**myurie mepeHOCHUTCS, YeM Tomupamar™** u
b6onee s¢ddexTuBHa, uyeM ITaMOTPUKUH. BanbmpoeBas Kuciora** mommkHa OCTaBaThCA
IpenapaToM IepBOro BIOOpa A1l MHOTUX MALIMEHTOB ¢ HEYTOYHEHHOM anmiencuei. OiHako, u3-

3a MOTEHUHUAIbHBIX MOOOYHBIX 3((EKTOB, BHICOKHX TEpPATOTCHHBIX PHCKOB OT Ha3HAuYEHUE
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BaJILIIPOCBOM KHUCIOTHI** BO BpeMsi OEpEMEHHOCTH CIIeIyeT OTKa3aThCs, TaK)Xe ATO KacaeTcs
JIEBOYEK U KEHIIMH JIETOPOJHOTO Bo3pacta [196].

B panpomusupoBanHOoM kinHu4YeckoM wucciaenoBaHun SANAD II npu cpaBHeHHH
BaJILIIPOCBON KUCTOTHI** W JieBeTHpaneramMa** y OOJbHBIX C BIEPBBIC JTUATHOCTHPOBAHHOU
TEHEPAIM30BaHHON W HEKJIACCU(DUIIMPOBAHHOW  JSmujiencueld  ObUTO0  TOKa3aHO,  YTO

JeBeTupaneTam™* ycrymnaer no KIMHU4ecKoi 3¢pekTuBHOCTH BasibipoeBoii kuciote™** [206].

3.1.2.MeaukaMeHTO3HOE JeUYeHue dDMUJICIICUH V AeTel

o PexoMenayercs npuMeHeHne peHobapOuTaia B KauecTBE MOHOTEpAIHH U B Kaue-
CTBE JOMOJHHUTEIHHOTO Mperapara peOCHKY C AIHICHICHEN C Mepruojia HOBOPOXKIACHHOCTH H
cTaplle ¢ 1eiblo JeueHus snuiencuu [207]

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YPOBeHb  /I0CTOBEPHOCTH
JoKa3aTebeTB — 1)

Kommenmapuu. ®Denobapbuman sensemcs npenapamom nepeol ouepeou 6vloopa 8
JIeYeHUU HEeOHAMANbHbIX CYOOpo2 U HEeOHAMANbHelX onunencuti. Eeo npumenenue y
HOBOPOJICOeHHbIX 8 PD cywecmeenno 3ampyOHeHo 6 C83U C OMCYMCmaUuem pecucmpayuu hpopmol
0151 BHYMPUBEHHO20 B6B8e0eHUs, KOMOpAas Heo0Xoouma Oas OO0CMUNCEHUs 003bl HACLIUEeHUs.
Moowcem npumensimvcs u 6 bonee cmapuiem 6o3pacme (Mpu 6cex Munax NPUCMynos, Kpome
abcancos), HO MOAbLKO Npu omcymcmeuu sggexkma om Opyeux npomusocydOPOI’CHbIX
npenapamos. I[locreonee ozpanuueHue c6A3aHO C MeM, YMO HPenapam MOd4Cem 6bi3bl8amb
Heobpamumoe yxyouieHue KOCHUMUBHbIX hyHKYul y demell, OnumenvHo e2o npunumaowux [208].
B cnyuae npumenenus npenapama 6 HeOHAMAIbLHOM NEPUOOE U 8 NEPBble MeCAYbl HCUSHU (Npu
He0bX00UMOCMU NPOOONHCEHUSL JleYeHUs INULENCUl) 8 OalbHeliueM PeKoMeHOYyemcs nepesoo
pebenka Ha Opyeue NPOMUBOCYOOPOIICHbIE NPEenapamsi, He Bbl3bleAOWUe CEPbE3HLIX
KOCHUMUBHBIX NOOOYHBIX I heKmos.

B xombunayus ¢ ocmanvHeimMu npenapamamu He0OX00UMO YYUMBIEAMb B03MONCHOCHIb
CEPbe3H020 CHUIICEHUsSL UX KOHYEHMPAayuu 3a cuem axkmueayuu genobapoumaniom gepmenmos
neueHu.

o PexoMenayercsi mpuMmeHeHne GeHUTOMHA™ peOeHKY ¢ AIUJICTICUEH ¢ HAYaJoM B
NIEPUOJE HOBOPOXKJIEHHOCTHU U CTaplIe ¢ LENbI0 JIeueHus snuencuu [207]

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YPOBeHb  /I0CTOBEPHOCTH
J0Ka3aTebeTB — 1)

Kommenmapuu. Hapsoy c penodbapoumanom penumoun aeusiemcs npenapamom nepeou
ouepeou 6v100pa 6 neveHuU HeOHAMAIbHbIX CYOOPO2 U INULENCULl ¢ HEOHAMANbHbIM HAYATOM.

Ilpumenenue ¢enumouna y HO80pod*COeHHbIX 8 PD cywecmeeHHo 3ampyoHeHO 8 CBA3U C
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omcymemeauem pecucmpayuu Gopmul 0Jisk HYMPUBEHHO20 86€0eHUs, KOMOPAs HeobXoouma 0s
00CMUdICeHUs1 003bl HACLIUEHUS.

B Poccuiickou ®edepayuu y Oemeii 6He HEOHAMAIbHO20 B03pACMA Npenapam
NpUMEHsemcs peoKo, UYMO, B03MOJCHO, CBA3AHO C €20 NOMEHYUATbHbIM HeONa2onpusmHbim
enusiHuem Ha koeHumusHole Qyuxyuu [208)]. Tem ne menee, 6 Opyeux cmpanax (nanpumep, CILLIA)
OH NpUMeHsemcsi 0080bHO WUPOKO.

Jpyaue npomusocyoopodicnvle npenapamvl npu omcymcmeuu d¢gexma om eviute
VKA3aHHbIX (penobapbumana u (eHumouHa makdxice UCNONb3VIOMCA 8 NeUeHUU SNUNeNCUU Y
HOBOPOJMCOEHHbIX, HO OHU HA3HAYAIOMC 6He B803PACMHbIX nokaszanuti («out of labely), u,
COOmMEemMcmeeHHO mpebyemcs peuieHue 8paveOHol KOMUCCUU O UX HAZHAYEHUSL.

. Pexomenayercsi IprMEHEHHE KIIOHa3emama* Kak JOIMOJIHUTENBHOTO MperapaTa
peOEHKY C THIUYHBIMU U aTUMIUYHBIMU abcaHcaMu, aTOHUYECKUMU ¥ MUOKJIOHUYECKUMH TIpH-
CTyINaMu, HHPAHTHWIBHBIMH clla3MaMHt, (OKaIbHBIMU IPUCTYIIAMH, IEPBUYHO- U BTOPUYHO-TEHE-
pATM30BAaHHBIMU TUTIAMU MIPUCTYIIOB C MEPHOJa HOBOPOXKIEHHOCTH M CTapIIe C LETbI0 JICYCHHUS
snusericuu [209].

YpoBeHb  yOeauTelbHOCTH  pekoMeHaanmuii B (ypoBeHb  J10CTOBEpPHOCTH
J10Ka3aTeJILCTB — 2)

Kommenmapuu: B cuny npobnem ¢ nepeHocumMocmvlo Npenapam NpUMeHsemcsi He 8
MOHOMeEpanuu NUNEenculd, a 8 OCHOBHOM y NAYUEHMO8 C PapmMaxKope3sUCmeHmHol dnuiencuell 8
Kauecmee oOonoanumenvhozo [198]. Ilpu npooonscumenvhom npumeneHuu KiOHA3eNnamad 6
neouampu4eckol npakmuke ciedyem OYeHU8amsb PUCK U NOab3y U3-3d B03MONCHOCU NOOOUHO20
HebnazonpuamHno2o  Oelicmeusi Ha @uauyeckoe U Ncuxuyeckoe pasgumue pedenKd, 8
M.4. OMCPOUEHHO20 (MOJICEem He NPOAGIAMbCA 8 MeYeHUe HECKONbKUX Jien).

o Pexomenayercsi TpUMEHEHHE OKCKapOa3enmuHa* B KadyecTBE MEPBOM MOHOTEpa-
MIUH, a TAKXKE B KA4eCTBE JOMOJIHUTEIBHOTO Ipernapara NanueHTy ¢ (poKamTbHBIMH SMUICTITHYE-
CKMMH MPUCTYIIAMU B Bo3pacTte | Mecsiia u ctapuie ¢ ¢ Hebko JieueHus snuiiencuu [210]

YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauuid A  (YpoBeHb JOCTOBEPHOCTH
aoka3zarebeTB — 1)

Kommenmapuu. Y pebenka O00wkonvbHo20 603pacma yenecooopasHo npuMeHeHuu
CneyuanbHoUl 1eKApCmeeHHoU )OpMbl — CYCHEeH3UU, He MOJILKO U3-3a y00Ocmea npuMeHeHusl, Ho
U U3-3a BO3MOINCHOCIU NOOOPA DOJlee MOUHOU 003UPOBKU npenapama.

o Pexomenayercs npuMeHeHne kapbama3enuHa™* B KauecTBE NIEPBOM MOHOTEpaIuH,
a Tak)Ke B KauecTBE JOMOJIHUTEIBLHOrO Mpernapara MaiuueHTy ¢ (OKaJIbHBIMU IPUCTYIIAMU C BTO-
pUYHOHN TeHepaiu3aluei uiam 6e3 Hee, a TakKe C TeHePATM30BaHHBIMH TOHUKO-KIOHUYECKHMHU

IPUCTYIAaMH € BO3pacTa 4-X MECSILEB M CTaplle C C LEebo JIeueHHs snuiencui [ 184].
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YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauuid A  (YpoBeHb JOCTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 1).

Kommenmapuu. Y pebenxa 0owkonvbHo2o o3pacma, ne ymeroue2o 21omams mabiemxu,
yenecoobpasHo NPUMeHeHUU CNeyuarbHoU 1eKApCMEeHHOU opMbl — CUPONA, He MOAbKO U3-3d
y00bcmea npumMeHeHus, HO U U3-3ad 803MOICHOCMU NObOpa bosiee MOYHOU 003UPOBKU Npenapama.
B 6onee cmapuwiem 6o3pacme yenecoobpaser npuem 1ekapCmeeHHulx hopm ¢ NPOIOHSUPOBAHHBIM
8b1C80002HCOCHUEM AKMUBHO20 8eUjeCMBd, NO3BOJAIOWUM OCYWECmENamb npuem 2 paza 6 oeHv. B
KOMOUHUPOBAHHOU mepanuu ciedyem uzbeeamv KOMOUHAYUU C AAMOMPUONCUHOM (U3-3d
NPOMUBOCYOOPOIHCHO20 AHMALOHUIMA U Y8eNUYeHUs YUCIA HeupomoKcudueckux sggexmos). B
KOMOUHAYUSL C OCMANbHBIMU NPENapamamit HeodX00UMOo Y4umuleams 603MONCHOCHb CEPbE3HO20
CHUDICEHUS UX KOHYEHMPAayuu 3a cuem akmueayuu epmenmos neueHu KapoamazenuHom.

H3zonuposannvie  2ceHepanu308anHvle  MOHUKO-KIOHUYECKUe Npucmynsi y  oemeli
ecmpeuaromces peoko, eciu 8Cmpeuaomcs, mo 8 KOMOUHAUUAMU C OpYeuMu munamu
2eHEPANUZ08AHHBIX NPUCMYNOE (MUNUYHBIMU U AMUNUYHBIMU AOCAHCAMY, MUOKTIOHUSAMU).
H36ecmno, umo kxapbamazenun Modxcem azepasuposams meveHue abcancos, nod3momy y oemeli 6
JIeYeHUU 2eHepanu308aHHbIX MOHUKO-KIOHUYECKUX HNPUCMYNO08 Kapbamazenun Jayduie He
UCNONIbL308aAMD.

. PexoMeHayeTcsi nprMEHEHNE BAIBIIPOEBOM KUCIOTHI* y eTel ¢ (hOKaIbHBIMU, Te-
HEPATU30BAaHHBIMHA U HEKJIACCH(PUIIMPOBAHHBIMUA TUIAMH STUJICITHYECKUX TMPUCTYIIOB B Kade-
CTBE MOHOTEpPANUU U JIOTIOJHUTEIBHON Tepanuu B Bo3pacTe ¢ 6 MECSIEB U CTaplle ¢ LENbIo Jie-
yeHus snuiencuu [211]

YpoBenb yOeautenbHoctH  pexkoMenaaumid C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenmapuu. V Oemeii, xomopvle He mocym 2iomams mabiemku yeiecooopasHo
NpUMeHeHUe CHeYUaIbHbIX JNeKaApPCMEEeHHbIX (QOpM 8anbnpoeaotl KUciomel (Kaneiv, cupond,
MuKpoepauyn). ¥ nayuenmos n1106020 603pacma yenecooopazer npuem 8aibnpoesoli KUCI0mbl 6
8ude 1eKapCmeeHHbIX (hopM NPOTOHSUPOBAHHO20 OEUCMBUS, YMO YIyuuaem nepeHocumMocms u
oaem OONOJHUMENbHLIL NPOMUBOCYOOPOJICHbIU 3ghekm. Cnedyem ¢ 0CMOPOICHOCHBIO
Ha3Hauamv npenapam 6 2pynne oemeti, 0COOEHHO paHHe20 O0emcKo20 803pacmd, eciu )y HUX
n0003pesaemcs Haauuue MUMmoXoHOPUAIbHO20 3a001e6anus. /{0 HacmynieHus Noa080U 3pelocmu
HeoOX00UMO NOCMOSHHO PACCMAMPUBAMb  B03MOICHOCMb  NEPEeKNIOUeHUs NAYUEHMOK ¢
8AILNPOEBOL KUCIOMbI HA ANIbIMEPHAMUBHbIE Memoobl JjleuyeHus (noopobHee O HA3HAYEHUU

npenapama y auy HCeHcKo20 noia — CM. UHCMPYKYUIo K npenapamy).

135



o Pexkomenayercsi IpuMEHEHHE JieBETUpalieTaMa® y neTei ¢ (pOKaIbHBIMU M-
TUYECKUMH TIPUCTYIIaMU (C BTOPUYHON TeHepan3anueit wim 0e3 Hee) ¢ Bo3pacra 1 mecsa (pac-
TBOP) U C BO3pacTta 4-x neT (TabJIeTKH) U cTapilie B KaueCTBE AOMOJHUTEIHHOIO Mpernapara C 11e-
JIBIO JIeueHus snuiencuul[212].

YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauuid A  (YpoBeHb  JOCTOBEPHOCTH
J0Ka3aTeJbeTB — 1)

. Pexkomenayercsi mprMEeHEHHUE JIeBeTUpaIleTaMa™ y MOAPOCTKOB 12 neT u crapie
C MHOKJIOHHYECKHMH MPHUCTYIIaMH B CTPYKTYpPE FOHOIIECKOW MUOKJIOHUYECKOW MHIICTICUU H C
MEPBUYHO-TEHEPATU30BAHHBIMU (TOHUKO-KJIIOHHYSCKUMH) TIPUCTYITIAMHA B CTPYKTYPE HIHOIATH-
YECKOU TeHepalin30BaHHON SMWIETICHU B Ka4eCTBE JOIMOJHUTEIBHOIO Mpenapara ¢ 1elblo Jieye-

Hus >nusencun [213].

YpoBeHb  yOeAMTENbHOCTH  pekoMeHAauui A  (YpoBeHb JOCTOBEPHOCTH
A0Ka3aTebeTB — 1)

o PexoMeHnayetcsi npuMeHeHne pypuHamuaa y aeteit crapiie 1 roga ¢ renepain3o-
BAaHHBIMHU SMMUJICTITUICCKUMU ITPUCTYyITaAMU, aCCONUNPOBAHHBIMU C CHHAPOMOM Jlennokca I'acTo B

KaueCTBE JIONIOJIHUTENIBHOTO npenapara [214]

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YpPOBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJbeTB — 1)

o Pexkomenayercsi IpuMeHEHHE ToMHpaMaTa™® y gerel ¢ (GOKaTbHBIMU UITH TIEPBUY-
HBIMH T€HEpaIM30BaHHBIMH TOHUKO-KJIOHUYECKUMU MIPUCTYIaMHU C 2-X JIET U CTaplle B KaUeCTBE
nepBoil MoHOTepanuu [215] W MOMOJHUTEIHLHOTO TpernapaTa B KOMOMHUPOBAHHOW Teparmiu
[216], a Takke ISl JOTIOTHUTENBHOTO JICUEHHUS MPUCTYIOB, aCCOLIMHUPOBAHHBIX C CUHAPOMOM
Jlennokca-I'acto [216]. ¢ Lenblo JIeYeHUs: SNMUICTICUT

YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauuid A  (YpoBeHb  JOCTOBEPHOCTH
J0Ka3aTebeTB — 1)

Kommenmapuu. Hecmomps H Xxopowiyro 3ggekmuenocms npenapama npu e2o
HA3HAYeHUU Oemsam HeoOdX00UMO HAOM00aAmsb 34 6O3MONCHHIM HE2AMUBHLIM — GIUAHUEM HA
BHUMAHUE , NAMAMb U peyesble PYHKYUU, 0COOEHHO 8 KOMOUHUPOBAHHOU Mepanuu U Hd 8bICOKUX
0o3zax [208]

o Pexomenayercs mpuMeHEeHHE JTaMOTPHUIKMHA B KAUECTBE MOHOTEpAN aOCaHCOB
[217] u B nOMOMHUTENBHON Tepanuu (HOKATBHBIX U TeHepan30BaHHbIX [218,219] smunentuye-

CKUX TPHUCTYNOB (BKJIIOYash TOHUKO-KIOHHMYECKUE MPUCTYIBI U MPUCTYIBI IPU cUHApoMme JIeH-
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Hokca-I"acto [220]) neTsMm ¢ snuiencueit crapiie 3-X JeT, a TaKKe B Ka4eCTBE MOHOTEparuu (o-
KQJIbHBIX U T'€HEPAIN30BAHHBIX IPUCTYNOB (BKJIIOYas TOHUKO-KJIOHMYECKHE IMPUCTYNBI U MpU-

CTyIbl pu cuHapomMe JIenHokca-I'acto) y nmoapoctkoB 12 net u crapuie [221] ¢ nenbo jgeueHus.

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YPOBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJbeTB — 1)

Kommenmapuu. Cywecmeyem npumepno 10% puck pazeumus cepbe3HoU cvinu npu
NPUMEHEeHUU AAMOMPUOINCUHA, OH OMYACMU 3A6UCUM OM MeMna mumpayuu npenapama,
HO3MOMY HEe0OX00UMO COON0OAmMb MmeMn MUMpayul, YKa3aHHslli 8 UHCMPYKYUU K npenapamy.
Cywecmeyem npobaema co cmapmogoi 0030l npenapama y MaleHvkux oemeu. Ecmo
cneyuanbHvle mabiemku JxcesamelibHule Oucnepeupyemvie no 5 me (Ho gec peberka 0014ceH bbimo

bonee 17 ke, moeda Hauanvuas 0osa 0,3 me Ha Ke eeca byoem coOOmeemcmao8ams UHCIPYKYULL).

o PexoMeHayeTCsl IPUMEHEHNUE 30HUCAMHU/IA B KAYECTBE JOIOJIHUTEIBHOIO IIpera-
pata eTsiM ¢ GOKaTbHBIMHU AMHICITUYECKIMHU NPUCTYNaMu (C BTOPHYHON FeHepalu3aueil nim

0e3 Hee) ¢ 6 JIeT U cTaplIe C eI JICUeHUs dTuiiercuu [222]

YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauui A  (YpoBeHb  JOCTOBEPHOCTH

J0Ka3aTebeTB — 1)

o Pexomenayercst mpuMeHEeHNE ATOCYKCUMHUAA™ B KaUECTBE MOHOTEPANIUU JIETSAM C
TUMMIHBIMU abcancaMu [223], MUOKIIOHUYECKH-aTOHMYECKUMU TIPUCTyNamMu [224], MUOKIIOHHU-
YECKUMHU MpUcTynamu [225]. 6 neT u craplie, a Takke B KaUeCTBE JOMOIHUTEIBHOTO IIpenapaTa
B KOMOMHHUPOBAHHOM TEparMM TeX K€ SMUICNTHYECKUX MPUCTYIOB C LENbI0 JIEUSHUS dHIICH-
CHUH.

YpoBeHb yOeAuTEJIbHOCTH PeKOMEHAAIUI 1)1 a0caHCOB A (YPOBEHb 10CTOBEPHOCTH
aoka3zareabeTB — 1)

YpoBeHb YOeAUTEJNbHOCTH PEKOMEHJAAUMHA 51 MHUOKJIOHHUYECKH-ATOHMYECKHX
npuctynoB C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4 )

YpoBeHb y0equTeNbHOCTH PEeKOMEHAAU A MHUOKJIOHMYecKHuX mnpucryno C
(YpoBeHBb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4 )

Kommenmapuu. B kauecmse npenapama 0ns ieueHuss munuiyHulx abcancos npu 0emcKou
AbCaHCHOUL SNULENCUU NPOOEMOHCMPUPOBAT C80€ NPEBOCXOOCMB0 HAO 8ANIbLNPOESOU KUCIOMOLL U
aammompuoxcurnom [223]. [lpenapaT 10BOJIBHO MIHPOKO MUCHOJIB3YETCS KaK JAOMOIHUTEIbHBINA B

Je4yeHUH (POKATIBHBIX SMUICTICHH C BBIpAKCHHOH OutaTepaibHON cHHXpoHU3aluei Ha D31, B ToMm
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YUCIie MPU MPOAOKEHHOW CIIaiK-BOJHOBOW aKTUBHOCTH BO CHE. TeM He MEeHee, Ha3HAYECHHE €0

BHE MMOKa3zaHuil TpeOyeT perieHus: BpadeOHOW KOMHCCHH.

o PexoMeHayeTcsl IpUMEHEHHE TIepaMIIaHena™ B KauecTBe JOMOJHUTEIBHON Tepa-
UK peOeHKyY ¢ (OKATBbHBIMU SMUIECNTHYECKUMH IIPUCTYNIaMU C BTOPUYHOM reHepanu3anuei nim
0e3 Hee ¢ 4-x neT u crapie [226], a Takke peOeHKY C MepBUYHO-TEHEPATM30BaHHBIMUA TOHHUKO-
KJIOHUYECKUMH IIPUCTYIAaMU C 7 JIeT U CTaplle ¢ UAUONATUYECKOW IeHEePAIIM30BaHHOM JIIWIICII-

CUel ¢ 1eNblo JeueHus snuiencun [227]

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YpPOBeHb  /I0CTOBEPHOCTH
aoka3zarejbeTB — 1)

Kommenmapuu. Sgpghexmusnocms u 6e30nacHOCMb CHUNCEHUS 803DACMHBIX NOKA3AHULL
K NpUMEHEeHUI0 nepamnanena 00 4-x iem ovliu 00Kazauvl 05 e2o hopmol 6 eude cycnensuu [228],
KOMOpas HaA MOMEHM CO30aHUs KIUHUYECKUX peKoMeHOayull He 3apeaucmpuposana 8 PPD. [[na
CcoOM00enUsl A0eK8AMHOU CMapmosoll 003bl Npenapama OJis 3ape2ucmpuposanHblx maodiemox
ecmb ocpanuyenue no 8ecy - OHU MO2Ym NPUMEHSIMbCSL MOIbKO Y NAYUEHMO8 ¢ 8ecom He meHee 3()

Ke.

o PexoMenayercs IpUMEHEHUE TaKOCaMHJ1a™* B Ka4€CTBE JOMOIHUTENBHOM Tepanun
HOJPOCTKY C (POKAJIBHBIMHU SMUICITUYCCKUMHU TPUCTYIIAMHU C BTOPUYHOW I'eHEepalu3alei min

0e3 Hee ¢ Bo3pacTta 16 et u crapiie ¢ Henblo JIeueHus sruiencun [229]

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YPOBeHb  /I0CTOBEPHOCTH
JoKa3aTejbeTB — 1)

o Pexkomenayercsi mprMeHeHNE TabaneHTHHA™ B KAUECTBE MOHOTEPANTUU PEOCHKY C
(OKaTBbHBIMU MIICTITUHYECKUMH MPUCTYIIAaMU C BTOPUYHOM reHepanm3aiyei win 6e3 Hee ¢ 12
net u crapuie [230] 1 B Ka4ecTBE NOMOJHUTEIIBHOM TEpAuU ¢ TEMH K€ TUIIAMHU MPUCTYIIOB C 3-X
neT u crapiue [231]

YpoBenb  y0eauTelbHOCTH pexkoMeHaaumid A  (YPOBeHb  /I0CTOBEPHOCTH
J0Ka3aTebeTB — 1)

o Pexomenayercsi npuMeHeHHe OpuBapameraMa®™ B KadecTBE OMOTHUTEIHLHOTO
npernapara y HoJIpoCTKOB C (hOKaIbHBIMU MUICHTHYECKUMHU MPUCTYIIaMU C BTOPUYHON TeHepa-

Tu3anuen wim 6e3 Hee ¢ Bo3pacTa 16 JeT u cTapiie ¢ meblo JIeueHus dnuiiencuu [232]

YpoBeHb  yOeAMTENbHOCTH  pekoMeHAauui A  (YpoBeHb  JOCTOBEPHOCTH

aoKa3zarejabeTB — 1)
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. PexoMenayercs npuMeHeHue kiobazama B COCTaBE KOMOMHHUPOBAHHOW Tepanuu
peOeHKy ¢ SMUWISNTHYECKUMH MIpUCTynamMu Jroboro tuna [233] ¢ Bo3pacra 3-X JIeT U cTaplie, B

TOM YHCJIE€ IPUCTYIOB IpU cuHApoMe JIeHHOKca-I"acTo ¢ 1enbto JieueHus anuiencuu [234].

YpoBeHb y0eaIMTEJBHOCTH PeKOMEHAAlMi JJIsi BCeX THIOB JNHJICNTHYECKHX
npucrynoB C (ypoBeHb JOCTOBEPHOCTH A0KAa3aTeIbCTB — 3)

YpoBeHb YO0eIUTEJbLHOCTH PeKOMEHAAUMH JJI TPHUCTYNOB MPH CHHIApPOME
Jlennokca-I'acTo A (YpoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 1)

Kommenmapuu. Hecmompss Ha wupoxkui cnekmp 3ggekmusnocmu npenapam
OMHOCUMCS K Npenapamam mpembeli ouepeou 8blo0pa 6 NedeHuu SNUIencuul (npeumyujecmeeHHo
Gapmaropezucmenmnoti). Jlyuwe nepenocumcs, uem KIOHA3eNam (MeHbule CeOamuHblil
aghghexm), Kk Hemy peoice, uem K KIOHA3ENAMy, pDA36UBAEMCS NPUBbIKAHUE C UCMOUjeHUeM
appexma. Ommena npenapama, maxxice KaxK KIOHA3ENAMA, OOIHCHA OblMb MeOJIeHHOU, Ymoobl
uzbesxcams CUHOPOMA OMMEHDI.

o PexoMeHnayercsi npuMeHeHnEe cuOa30Ha B BUJE PEKTAIBHOTO PAacTBOpA JIETSAM C
IPOJIOHTUPOBaHHBIME (Oosiee 2-3 MUHYT) U CEpUHHBIMU AMUJICNTUYSCKUMHU TpUcTynamu [235]
JUTSE TPO(UIAKTUKY SMUIENTHYECKOTrO CTaTyca, a TakKe KaKk CPeCTBO KyMUPOBAHUS SHUIICITH-
4yecKoro craryca [236]

o YpoBeHnb y0eaquTeIbHOCTH PeKOMEHAAUNH A (YPOBEHb 10CTOBEPHOCTH J0KA-

3aTeJbCcTB — 1)

Kommenmapuu. [lpenapam maxoice ycnewHo npumeHsemcs O NPOQPUIAKMUKU

peyuousos ghedbpunvruvix cyoopoe [237]

o PexoMeHnayeTcsi IpuMeHEHNE MHUJ1a301aMa 3alIEYHOr0 JETSAM C MPOJIOHTUPOBaH-
HbIMH (Oosee 2-3 MUHYT) U CEPUHHBIMU AIWICNITHUYCCKUMU TIpUCcTyraMu [235] mist mpoduiak-
TUKU JUIS TPOGUITAKTHKY SMUIEITUYECKOr0 CTaTyca, a TakKe KaK CPeACTBO KYIHUPOBAHUS AH-
JENTHYECKOTO cTaryca [236]

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YPOBeHb  /I0CTOBEPHOCTH
aoka3zarejabeTB — 1)

Kommenmapuu. Ilpenapam maxoice YcnewHo npumeHsemcs O NPOQPUIAKMUKU
peyuousos gheopunvruvix cyoopoe [238]

o Pexomenayercst mpuMeHeHUe 3BeposinMyca*® manueHTaMm ¢ (apMaKkope3UCTEHT-
HOM 3MUJICTICUEH, aCCOIIMUPOBAHHON ¢ TYOEpPO3HBIM CKJIEpO30M, ¢ Bo3pacTf 2-X JIeT U cTapIiue ¢

LIEJIbIO JICUEHUS dTuiiericuu [239]
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YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauuid A  (YpoBeHb JOCTOBEPHOCTH
A0Ka3aTebeTB — 1)

Kommenmapuu. I[lpumenenue 36eporumyca, maxdsce Kax Opy2ux yYumocmamuicekux
npenapamos, mpeoyem onvlma u MmujamenbHo20 HAONI0OeHUs. 3 B03MONCHbIMU HOOOUHBIMU
aghghexmamu mepanuu, 6KIOUAS HEOOXOOUMOCMbL  NPOPUAAKMUKU U  JeHeHUs  YACMO
Pas3euearoye2ocs Cmomamuma.

o Pexomenayercst npuMeHEeHHE TOPMOHAIBHON Tepanuu (KOPTUKOCTEPOUIOB) Je-
TSAM C SMUIENTUYECKUMH ClIa3MaMH B CTPYKType CuHApoMa BecTta miam BHE ero B KauecTBe Te-
panuu NepBOM JIUHUM JIJIS JIeYEHU dnuiencuu [221]

YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauuid A  (YpoBeHb  JOCTOBEPHOCTH
aoka3zarejabeTB — 1)

Kommenmapuu. B 1euenuu snuienmuyeckux Ccnasmo8 NPUMEHAIOMCA — pPAasHble
KOPMUKOCMEPOUosl, HO MOAbKO ) O08YX Npenapamos 6 UHCMPYKYUU K NPUMEHEeHUI0 ecmb
noKazauue MULEeNCUU, Mo - HAmypaibhvli adpeHokopmuxomponuwviii 2opmon (AKTI) u ezo
cunmemuyeckuti aumanoe — mempaxkozakmuo. Oba npenapama HA MOMEHM HANUCAHUSA
KAUHUYECKUX ~peKoMeHOayull He 3apecucmpuposanvl 6 P®. Jia wuasnavenus oOpyaux
KOPpMUKOCmMepouoos (npeoHu3010Ha, MemuinpeoHu30I0Hd, 0eKcamemaszond, 2u0poKOpmu30na)
mpebyemcs peuieHue 8payedHol Komuccuu. Bvibop konkpemHo2o npenapama, e2o 003bl, CHOcob
86e0eHUs (6HYMPUBEHHDI UNU NEPOPATbHbILL), NPOOONHCUMENbHOCTL MEPANUU CYUeCmB8eHHO
8apbUPYIOM 8 PA3IUYHBIX KIUHUKAX.

Ilpenapamom  6mopoii  oyepedu 6vibOpa  AGNAEMCA  BULADAMPUH,  MAKHCe He
3apecucmpuposannslii. 6 PD. [Ipenapamom mpemoveii ouepeou evibopa — kaobvazam. Takoice
MO2Ym NPUMEHAMbCAL U Opyeue npenapamsl — monupamam, 0enaxkuu u op. Ho d¢gexmusHocms
UX HecConoCcmaguma c. 3QPHeKMuUeHOCMbI0 2OPMOHANLHOU MEPAnUU.

JIrobou eapuanm 20pMOHATLHOU Mepanuu, ecid OHA NPOOOIHCAEMC ONUMENbHO (Mecay
u bonee) mpebyem He MOILKO KOHMPOJS 3a B03MONCHLIMU NOOOUHBIMU Ihhekmamu 60 8pems
Jevenusi (npubasxa seca, 6030yacoenue u op), Ho U MOHUMOPUPOBAHUSL BOIMONCHBIX OMOATEHHBIX
HOOOYHBIX pe3yTbmamos (Ha pocm pebenKa),

Yuumeieas uacmeie peyuouevl uHGAHMUILHLIX CNA3MO8,  NAYUeHmam mpeoyomcs
HOBMOPHbLE KYPCbl 20PMOHAILHOL mepanuu (npu omcymcmseuu npomueonoKa3anul)

J Pexomenayercsi IpUMEHEHHE MPEIHU30JIOHA JETSIM C MHQPAHTHILHBIMH  CIa3-
MaMHU B CTPYKType cuHipoMa Becta uin BHe ero (pu APYrux dMHIESNTHYECKUX dHIe(haTonaTHsIX )

B KQUECTBE TEPANUU MEPBOM JIUHUU IS JIeUeHUSs sniusienicuu [240]
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YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauuid A  (YpoBeHb JOCTOBEPHOCTH
aoka3zareabeTB — 1)

o Pexomenayercsi pUMEeHEHHE METUIIIPETHU30IOHA™ NETsIM ¢ MH(GAHTHUIBHBIMU
crasMaMH B CTPYKType cuHapoMa Becra mim BHe ero (Ipu Jpyrux 3MWISNITHYECKUX SHIEehao-

MaTHAX ) B KAYECTBE TEPANTUU TIEPBOM JIMHUM JIJIS JICUEHUs dnuiiencuu [241]

YpoBenb yOeautenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
J10Ka3aTeJILCTB — 3 )

Kommenmapuu. Cuumaemcs, umo MmemuinpeOHU3oNoH Jydule NepeHoCUmcs, Hem
NPeoHU30JI0H.

o Pexomenayercst mpuMeHeHHE JeKcaMeTa3oHa™* JeTsAM ¢ MH(AHTUIBHBIMU CHa3-
MaMU B CTPYKTYpe CHHIpoMa Becta wiu BHE ero (P APYTUX SIS THYECKUX dHIE(aTonaTHsIX )
JUIS JICYeHUSI dnuiiericun [242]

YpoBenb yOeaurTeabHoCcTH pexkoMeHaanuii C (ypoBeHb [Jd0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 3 )

o Pexomenayercst npuMeHeHHE THIPOKOPTU30HA JIETSAM ¢ MH(PAHTUIBHBIMU CIIa3-
MaMHU B CTPYKTYpe CHHIpoMa Becta win BHE ero (P APYTUX SIS THISCKUX dHIe(aTonaTHsIX )

IS IedeHus anuiencuu [243]

YpoBenb  yOeautenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 3 )

Kommenmapuu. ['uopoxopmuson peodice Opyeux KOpmMuKocmepouoos 6bi3vléden
pasuemue 6 oanvHeuuem HaONOYeyYHUKOBOU HedOCMAmMOYHOCU.

o PexoMeHayeTcsi npUMEHEHNE KOPTUKOCTEPOUIOB ACTAM ¢ 000 hopmoii dap-
MaKOpE3UCTEHTHOMAIHMIICTICUN TIPU OTCYTCTBUHU 3((eKTa OT 0OOBIYHO MPUMEHSIEMBIX TPOTHBOCY-

JIOPOKHBIX CPEJICTB C LIEJIbIO AJIbTEPHATUBHOIO JICUCHUS IIIeTicun [244]

YpoBenb  yOeautenbHocTH  pexkoMmenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 3 )

Kommenmapuu. Kax npasuno, s¢hgexmuenocms maxkoco emewamenpcmea He
npesviuiaem 30%, HO mem He MeHee, OHO NAMO2eHemu4ecku 0OOCHO8AHO, MAK Kak n0odas
ONUMENbHO U MANCEN0 MeKYWas SNULeNncUss CHOCOOHA 3anyCmums Npoyecc aymouMMYHHbIX
U3MeHeHUll 8 20106HOM Mo32e [245].

o Pexomenayercs npUMEHEHUE KOPTUKOCTEPOUIOB AETSAM C AMUIIENITUYECKOM SHIE-

danonaTueit ¢ MpoOMIKEHHON CIIAK-BOTHOBOW aKTUBHOCTHIO BO CHE (CHHOHUM DJIEKTPUUYECKUI
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SMUJIENITUYECKUN CTATyC CHA), a TaKXKe JeTsIM ¢ curapomom Jlannay- Kiedduepa ¢ nenpro kymnu-
pOBaHMS MacCUBHON aKTUBHOCTH Ha DI, mpeKpalleHusl PUCTYIIOB M OCTAHOBKHU perpecca Mcu-
XOpe4eBOro pa3Butus [246]

YpoBenb  yOeaureqabHocTH  pexkoMeHgauuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 3 )

Kommenmapuu. [opmonanvuas mepanua Aensgemcsa Haubonee  dphekmusHvim
cpedcmeom 6OpbObL ¢ NPOOOINCEHHOU CNAUK-80IHO60U akmusHocmbvio Ha D3I, ona cnocobna
OCMAHOBUMb dNULENMUYEcKUe NPUCYNbl, VIVHUUUMb KOSHUMUSHbIE (QYHKYUU, YMEHbUUMb
nosedenyeckue, pevesvle U  O08U2AMENbHbIE — PACCMPOUCMBA,  CEOUCHEEHHbIE — IMUM
snunenmuyeckum SHyeparonamuim. Tem He MeHee, O0080IbHO HACMO QOPMUPYEMCSL
Pe3udyanbHulll HespolocUdecKull dedpuyum, 6 mMom Uucie pedesol u KocHumueHwll. Eciu
cumyayusi npoOOJINHCEHHOU CNAUK-80IHOB0U AKMUBHOCU cywecmeyem OaumenvHo (bonee 1,5
aem), mo makou Oepuyum oOadce npu aoekeamuou mepanuu Heusbedxcen. I opmonanvHas
mepanusi O0JHCHA NPOOOANCAMbCA He MeHee 6 Mec (npu omcymcmeuu npomueonoKa3aHull),
HOSMOMY Upe38bIUAUHO 8AdNCeH KOHMPOIb 3d NobouHbiMu 3ppexkmamu. IHyeparonamus c
NPOOOJIIHCEHHOU CNAlK-80JIHOBOU AKMUBHOCMbIO 80 CHE HOCUM BOJIHOOODA3HBIN Xapakmep,
HO3MOMY y HEKOMOPLIX NAYUEHINO8 He0OX00UMbl NOBMOPHbIE KYPCa KOPMUKOCMEPOUOOS.

o Pexomenayercs mpuMeHeHne kinoba3ama JAETIM C SMHIESNTHYECKON HIedanona-
THEH C MPOJOJKEHHON CHaiK-BOJHOBOW aKTUBHOCTHIO BO CHE (CHHOHUM DJIEKTPHUYECKUUN AIH-
JENTHYECKUN CTAaTyC CHA), a Takke JeTsM ¢ cuaapomoM Jlanmay- Knedduepa ¢ nensro kymupo-
BaHUs MAaCCUBHOW akTHBHOCTU Ha DI, mpekpaiieHus MpUCTYIOB U OCTAHOBKH perpecca mcuxo-
peueBoro pa3putus [246]

YpoBenb yOeaurTeabHOCTH pexkoMeHaanuii C (ypoBeHb [J10CTOBEPHOCTH

J0Ka3aTeIbCTB — 3)

Kommenmapuu.  Ilo  sgpgpexmuenocmu  k106a3am  HECKOAbKO — yCmynaem
KOPMUKOCMEPOUOAM, HO 3aMO He UMeen C8OUCBEHHbIX UM NHODOUHBIX d¢hhekmos.

o Pexkomenayercsi IpUMEHEHHE TMPEIHU30IOHA WM METUJIPETHU30IOHA JIETAM C
ayTOMMMYHHBIMH STWICTICUSAMHU U SIHIJIETICUSMU, IPH KOTOPHIX ayTOUMMYHHBI KOMIIOHEHT WUT-
paeT BakHYIO poJib B maToreHese 0ose3nu (cuuapomamu - FIRES cunonnmer DESK 1 NORSE,
HHE, Pacmyccena) ¢ nenblo aedenus snuiencuu [247].

Kommenrtapun. Kax npasuno, ucnonv3yemcs blcoko003uas nyavcosas mepanus 30 me
Ha K2 eeca 8 cymku 8 meyeHue 3-5 OHell ¢ NOCIeOVIOUWUM Nepexo0oM HA NepopalbHbulll npuem
npenapama (noodepcusarowas 0osa 1-2 me Ha ke eeca 6 CymKu C NOCMENeHHbIM  ee

cHudcenuem). I opmoHanvHas mepanus HoCum OIUMENbHBIU XapaKkmep.
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YpoBeHb yOeaMTEIBLHOCTH peKoMeHaanuii A (YypOBeHb [Jd0CTOBEPHOCTH

A0Ka3aTebCTB — 1)

o Pexomenayercst mpuMeHEHHE BHICOKHX /103 UMMYHOTJIOOYJIMHOB JETSIM C ayTOUM-
MYHHBIMU STUJICTICHSIME U STUJICTICHSIME, TIPU KOTOPBIX ayTOUMMYHHBIN KOMITOHEHT UTPAET BakK-
HyI0 posib B matorene3e Oone3nu (cuaapomamu - FIRES cunonumer DESK u NORSE, HHE,
Pacmyccena) c nienpro siedenus snmiericuu [247].

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YPOBeHb  /I0CTOBEPHOCTH
A0Ka3aTebeTB — 1)

Kommenmapuu. /[o3a ummyHnozenodyiuna, kax npasuno, cocmasnsiem 0, 4 2 Ha ke éeca 8
CYMKU U 8600Uumcsi 8 meyerue 3-5 OHell

o Pexomenayercst npuMeHeHue Tuia3mMadepesa JeTsM ¢ ayTOUMMYHHBIMU JITHJIE-
CUSIMHU U SIHIJIETICUSIMU, TIPU KOTOPHIX ayTOMMMYHHBIN KOMIIOHEHT UTPAeT BaXKHYIO POJIb B MaTO-
rerese 6onesnu (cunapomami - FIRES cunonumer DESK 1 NORSE, HHE, Pacmyccena) ¢ nenbio
JeueHus anuiencuu [247].

o Pexkomenayercsi mpruMeHeHUE pUTYKCHMa0a IeTSIM C ayTOUMMYHHBIMU JITHIICTICH-
SIMH ¥ STHJICTICUSIMU, TIPYU KOTOPBIX ayTOUMMYHHBIH KOMITIOHEHT UTPAeT BAKHYIO POJIb B MATOTe-
Hese 6ose3nu (cunapomamu - FIRES cunonnmer DESK 1 NORSE, HHE, Pacmyccena) npu ot-

cyrcTBUH 3¢ (HeKTa OT TOPMOHOB ¥ UMMYHOTJIOOYJIMHA C IEJIbIO JIeueHUs dnuiencuu [248]

YpoBenb  yOeaureqabHocTH  pexkoMeHgauuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5 )

o Pexomenayercst mpMEeHEHHE KETOT€HHOM AUETHI IETAM C ayTOMMMYHHBIMU 31U~
JETICUSIMA M STIUJIEHICUSAMH, IIPU KOTOPHIX AayTOMMMYHHBI KOMIIOHEHT MIPAaeT BaKHYIO POJb B
narorenese 6osne3nu (cunapomami - FIRES cunonnmel DESK 1 NORSE, HHE, Pacmyccena) mpu

oTcyTcTBHH 3(PdeKTa OT TOPMOHOB U UMMYHOTJIOOYJIMHA C TENbIO0 JICUeHUs drmriericu [249]

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJILCTB — 5 )

° PexoMeHayeTcsl IpUMEHEHHE BBICOKUX J03 UMMYHOTJIOOYJIMHA JETSIM C JII0OOH
dbapmMakope3uCTeHTHON (HOPMOI ATTUIIETICHU TTPH HEI(PPEKTHBHOCTH OOBIYHO MPUMEHSIEMBIX TTPO-

THUBOCYJIOPOKHBIX IIPENAPATOB € LENbIO AIbTEPHATUBHOIO JIeUeHUs nuiencuu [250]

YpoBenb  yOeaureqabHocTH  pexkoMeHgauuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbLCTB — 5 )
Kommenmapuu. /losa, kax npasuno, cocmaeénsem 0,2-0,4 2 na ke 6eca 6 cymku, 4ucio

66e0eHUll U Ux KpamHoCcmb 6Aapbupyron 6 pa3HblX KIUHUKAX U onpe()eﬂﬂiomaz IMAUPpUYECKU.
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Haubonee uacmo wucnonvzyemcsa mpexkpamuoe 66edenue yepes Oenvb. Ocpanuuenuem K
NPUMEHEHUIO SIBNAEMCs 8bICOKASL CIMOUMOCIb mepanuu. HecomHennbim 00cmouncmeom memooa
AGNAEMCS XOPOUAs NePEHOCUMOCTb NO CPABHEHUIO C 20PMOHANbHOU Mmepanuel.

o PexoMeHayeTcs IpUMEHEHHE KETOTEHHOM JHETHI JAETAM ¢ J000# (popmoit dap-
MaKOPE3UCTEHTHON SmuIencul npu Hed()(HEKTHBHOCTH OOBIYHO HMPUMEHSEMBIX HMPOTHUBOCYIO-

POXHBIX MIPenapaToB ¢ UEIbI0 aTbTEPHATUBHOTO JIeUeHus snuiencuu [251].

YpoBeHb  yOeAMTENbHOCTH  pekoMeHAauuid A  (YpoBeHb  JOCTOBEPHOCTH
J0Ka3aTejbeTB — 1)

Kommenmapuu. Kemocennas mepanus ne 00adcHa Ovimb mepanuei «OMYdsHUsY,
0COOEHHO Npu INUNENMUYECKUX dHYedaronamusax, U HnoO B03MONCHOCMU, OOJHCHA ObIMb
ocyujecmenena Kak MO*CHO paHvlue.

o PexkomeHnayeTcst pacCCMOTPEHHE COBMECTHO C HEHPOXUPypramMu BOIpoca o IeJIeco-
00pa3HOCTH UMIUIAHTAIIMU CTUMYJISITOpa OJYy)KIArOIIero HepBa JACTAM ¢ JII000i (hapMakopesn-
CTEHTHOM (hopMOH dMruIeTICHH TTPU HEAP(HEKTUBHOCTH OOBIYHO MPUMEHSIEMBIX TPOTUBOCYAOPOK-

HBIX IIPENapaToB C LEJIbI0 aJbTEPHATUBHOTIO JIEYEHUs dnuiencuu [252].

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YpPOBeHb  /I0CTOBEPHOCTH
A0Ka3aTebeTB — 1)

o Pexomenayercst onpezesieHne BO3MOKHOCTH HEMPOXUPYPTUYECKOTO BMEIIATENb-
CTBa (paJuKaIbHOTO WM NAJUTMATUBHOTO) AETSAM C 110001 papmMakope3sucTeHTHON (HopMoii S1H-
aerncuu npu HEIYPEKTUBHOCTU OOBIYHO MPUMEHSIEMBIX MMPOTUBOCYIOPOKHBIX MPENapaToB ¢ Iie-

JIbIO aIbTEPHATUBHOTO JIeYeHU snuiencuu [253].

YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauuid A  (YpoBeHb  JOCTOBEPHOCTH
A0Ka3aTebeTB — 1)

Kommenmapuu. Pewums 6onpoc o mom, AGNAemcs AU NAYUeHm KAHOUOAMOM Ol
PAOUKATIBHO20 HEUPOXUPYPUYECKO20 BMEeUamenbCmed, Y peOeHKd HYHCHO KAK MOJNCHO PaAHbULe -
KAK MOAbKO ONpeOeisiemcs, 4mo SNULencusi He YY8CMBUMENbHA K HPOMUBOCYOOPOICHHIM
npenapamam, Taxasa «cnewka» 00vACHAEMC meM, Ymo 4acmyle NPUCYnbl MO2YM HeoOpaAmumo
BIUAMb HA KOSHUMUBHbIe (QYHKYUU pebeHKa, a makxdce mem QaKxmom, umo paoukaibHoe
XUpypeuseckoe 6MeuamenbCmeo Molcem NOITHOCIbIO 8blIeUUumb NayueHma u u30aeums e2o om
He0OX00UMOCmuy  OIUMENbHO20 Npuema Npomusocy0opoxcHou mepanuu. Cmpax nepeo
HetpOXUpypeULeckuM 8Meuamenbcmeom 6 0aHHOM cayiae He 000CHO8AH, MAK KAK 8 KaAXCOOM
UHOUBUOYAILHOM CIIyYae NPU COBMECMHOM KOHCUNUYME C Hetpoxupypeamu Oyoym onpeoesieHvl

KOHKpemHble pUCKU eMeulamelbCmeda U e2o uexzecoo6pa3nocmb.
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2.1.1. Oco0eHHOCTH MeIMKAMEHTO3HOW Tepanmuu Yy JSKEHIUIMH BO BpeMd
0epeMEeHHOCTH M TPY/IHOT0 BCKAPMJIMBaHu (pa3aes 1opadaTbiBaercs).

Benenue u jeyeHue KEHIIMH C JMUJIETICUEl BO BpeMsi OEpEeMEHHOCTH TMPEACTaBIISET
CEPbE3HYI0 MEXKIUCIUIUIMHAPHYIO MPobIeMy. DTO 00YCIOBICHO C OJHONW CTOPOHBI, PUCKOM JJIst
MaTepu U peOeHKa B CBSA3H C HEKOHTPOJIUPYEMBIMU AMHIICITHYECKUMH TPUCTYaMH, a C JPYyTrou —
MOTEHIMATbHO HeOnaronpusaTHeIM BiausHUeM [IDOI1 Ha pa3BuTHE TI0/a: TOBBIIICHHBIM PUCKOM
BPOXKACHHBIX Mallb(popMaruii 1 HapylIeHneM KOTHUTHBHOTO pa3BUTH. B CBs3M ¢ 3THM 0c00yI0
BaXHOCTh MPHOOPETAIOT BOMPOCHI IUIAHUPOBAHMSI OEPEMEHHOCTH Y JKEHIIUH C SIUJIETICHEH.
KoHTpoJb npucTtynoB Bo BpeMsi 0epeMEHHOCTH — CTPpaTernyecKH BaskHasi 3agaya. Y 2/3
KEHIMH C SMHUJIETNCUEN YacToTa MPHUCTYIOB BO BpeMsi OepeMeHHOocTH He MeHserca. OnHako,
MAIMEHTKA, UMEIOIasi CyIOPOKHBIN MPUCTYTI 3a | Mecsll 1o HACTYIIIIeHUs] 0epEeMEHHOCTH, UMEET
15-kpaTHBI PUCK TOBTOPEHHUS TMPHUCTYNOB B TeueHHe OepemeHHOCTH [254]. be3 mpuctymos
O6epemeHHOCTh mnpoTekaeT y 80% malnueHTOK, KOTOpbleé Ha MNPOTSHKEHHH OIHOr0 roja o0
HACTYIUICHHUsI OEPEeMEHHOCTH HaXOAWJIHCh B pemuccuu [255]. Tleproa pomoB cOMpoOBOXKIAETCS
npuctynamu B 1-2% ciyuyaeB 6epemenHocTel pu snuiencuu [256]. Hanbomnee onacHbI BO BpeMs
OepeMEHHOCTH TOHHKO-KJIOHUYECKHUE TMPUCTYIbI, Kak C (OKaJbHBIM HAyajJoM, TaK H C
FeHEPAIN30BaHHBIM HadasioM. OHU MPEACTABISIIOT HEMOCPEACTBEHHYIO YIPO3y AJIA 340POBbS U
KHU3HM Marepu U Oyaymero pebenka. CymopoKHble TPUCTYIBI acCOLMHUPOBAHBI  C
TUIOKCHEH/auI030M, acUKCHUed, PUCKOM aHTEHATAbHON THOENu IJ10/1a, BO3MOXHBIMU
KOTHUTUBHBIMU HapyiieHusMu [257]. MaTepuHCKas CMEPTHOCTh BO BpeMsi OCpEeMEHHOCTH W
POJIOB Y KEHILMH C dMUIIENICHel MokeT ObITh B 10 pa3 Bhlllle, YeM B MOMYJISLUHU, YTO 00YCIOBIECHO
SUDEP (BHe3anHOW HEOOBSICHUMON CMEPTHIO OOJNBHBIX SIMWICTICHEH) U HEKOHTPOIUPYEMBIMU
CYJIOPOKHBIMH MPUCTYTIAMU. [[pyrre TUTIBI MPUCTYIIOB MEHEE BPEIHBI, HO MOTYT OBITh CBSI3aHBI C
TPaBMOMH, 3aJIeP’KKON BHYTPUYTPOOHOTO POCTa U MIPEKICBPEMEHHBIMU pojiaMu. [258].

Teparorennbie pucku IIII1. Crexyer mMOMHUTH, YTO HET HU OAHOTO aOCOIIOTHO
oe3omacuHoro I19I1. Bee TIDI1 B Gomnbliei wiiM MEHbIIEH CTENEHU 00JIal0T MOTCHIUATHHBIM
TepaToreHHbIM 3¢ dekrom. [lo manHbIM KpymnHeiimero EBpomeiickoro perucrpa SHuIeNCHH U
OEpEeMEHHOCTH 3a TIOCIICTHUE TO/Ibl, YaCTOTa MMOPOKOB Pa3BUTHsI 1012 HA MOHOTepanuu [1911 B
cpenHeM cocraBuia 4,4 %, Ha nonutepanuu 6,5 % (1o cpaBHEHUIO ¢ 001Iel nomymsiuuei: 2-3%)
[259]. Pucku g miona, BeI3BaHHbIE BO3zAecTBUEM ompeneieHHbIX 11011, BkitoyaroT 3aaepxky
BHYTPUYTPOOHOTO pOCTa, CEphe3HBbIE BPOXKACHHBIC IMOPOKU PA3BUTHSA, HETaTUBHOE BIUSHHE Ha
KOTHUTHUBHbBIE CIIOCOOHOCTHU MOTOMCTBA U MOBBIIIEHHBIA PUCK HAPYHICHUH HEUPOIICUXNYECKOTO
pa3BuTus. Baabnpoar accouunpoBaH ¢ CaMbIM BBICOKMM PUCKOM MHAYLUHUPOBAHUS BPOXKICHHBIX
manbdopmaruii (B cpennem, 6onee 10%); Takke BO3ICHCTBHE BalbIlIpoaTa BHYTPUYTPOOHO

HECET 3HAUMUTEIbHBIH PUCK Ppa3BUTHUsSI KOTHUTHBHBIX paccTpodcTB y nered - go 30-40%
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(HampuMep, pacCTPOUCTB ayTUCTUYECKOTO CIIEKTpa, 3aJep’KKa PEueBOr0 pa3BUTHUS, CHIKEHUE
MHTEIJIEKTA, TTOBEJACHYECKUX PAcCTPOUCTB u Ap.). [260]. TeparorenHsiil 3G heKT BaIbIPOCBO
kucnotsl (BK) umeer n0303aBucUMBIN XapakTep Npu NPUMEHEHUH KaK B MOHOTEpAIUU, TaK U B
koMOuHammu ¢ apyrumu [1911. B cBs3u ¢ atum Poccutickoii TIpotuBosnmnentudeckont Jinroi
IOPUHAT JOKYMEHT 00 orpaHHuYeHuH Ucnoiab30oBaHus BK y neBouek 1 KeHIINH penpoayKTUBHOTO
Bo3pacta. [261]. Cnenan BakHBIA BBIBOA O TOM, YTO Ipemnaparsl, coaepxamue BK, Gonbiie He
JOJDKHBI HMCIIOJIb30BaThCSl JKEHIIMHAMU WIH JEBOYKAMU C JAECTOPOAHBIM IOTEHLMAJIOM 3a
UCKJIIOYEHHEM CJIy4yaeB, KOrjga JApyrue Metoibl Hed(p(EeKTUBHBI WIM MPOTUBONOKA3aHBI.
[Ipennoxena mporpaMMa MpeAyNpekIeHUuss OepeMEeHHOCTH, KOTopas MpeaycMaTpuBaeT
IPOBE/ICHUE MHAMBUIYAIbHON OLIEHKH 0OCTOATENbCTB Ha3HadeHUs mpemnapatoB BK B xaxmom
KOHKpeTHOM citydae. IIporpamma TpeOyeT, yTOOBI MAIMEHTKU IMOAMUCATN O3HAKOMUTEIbHYIO
dbopmy moaTBepKACHHUS pUcKa (MHPOpMHpOBaHHOE corjiacue). MeHodapOuTad U (PeHUTOUH
aCCOLIMMPOBAHBI C TMOBBIIIEHHBIM PUCKOM KapIUOJIOTUYECKUX, YPOTCHUTAIBHBIX U JPYIHX
Malib(hopMaIif, TOMHPAMAT - C MOBBIIIEHHBIM PUCKOM OpO-(alMaIbHBIX PACIICIHH («BOTUbS
nacTh», «3asgubsi ryba»), B TO BpeMs Kak [UIs JIAMOTPWIKHHA, JieBeTHpaueTrama,
OKCcKap0a3zennHa, kKapdama3zennHa 3HAYUMBIX accoUMaluid He BhIsIBICHO [262]. [TomuTepanus
accoIMupoBaHa ¢ 00Jyiee BBICOKMM PUCKOM, yeM MoHoTepamnusl. [ 6onpimmacTBa [1911 oTMeueH
J10303aBUCUMBIN TepaToreHHbIN 3¢ dekT. JIaMOTPUAKUH U JTeBeTHPaLleTaM SBIIIOTCS Hanboee
O6e3onacHbIMU U3 HccienoBaHHbIX [IDI1 Bo BpeMsi GepeMEHHOCTH, TaK KaK OHH HE CBS3aHBI C
MOBBIIICHHBIM PUCKOM BPOXKACHHBIX Malb(popMaliii o CpaBHEHUIO C OOUIETIONYISAUOHHBIMU
puckamu. [loctynmHas uHboOpManus HE TOATBEPXKAACT PHUCKH sl peOCHKa, CBSI3aHHBIE C
KOTHUTHBHBIM Pa3BUTHEM, OJJHAKO HEOOXOIMMO HaibHeiInee McciaeloBaHue JaHHOTO BOMpOca
[263].

IlpearpaBuaapHasi MoAroToOBKAa OCYIIECTBIISICTCA B TCCHOM COTPYAHHUYCCTBE MMALIUCHTKA

U €€ POJCTBEHHUKOB, HEBPOJIOra-3MHIIENTONOra, aKyllepa-TMHEKoJora, reneruka. CoriacHo
COBPEMEHHBIM TPUHIUIAM OHOITHKH, BCE IKCHIIUHBI C OIWJICTICHEH, T[UIAHUPYIOIINUE
OepeMeHHOCTh, UHOOPMHUPYIOTCS JIEHAIIUM BPadyOM O BO3MOXHBIX OCIIOKHEHUSAX OepeMEHHOCTH
Y SIIUJICTICU U, TOBBIIIEHHOM PUCKE BPOKICHHBIX IOPOKOB Pa3BUTHS, BEPOSTHOCTU HACIIETOBAHUS
peOCHKOM SIUJIETICHH, O KOMIUIAGHTHOCTH K JICYCHHIO W JAp., O YeM JIOJDKHA OBITh 3alicCh B
MEJMIIMHCKONW TOKyMeHTaruu (nHpopMupoBaHHoe coriacue) [264]. Ha stame mmaHmpoBaHus
OepeMEeHHOCTH 1eJIeCO00pa3HO KOHCYJIbTUPOBAHHWE CEMEHHOM mapbl T€HETUKOM C ILEJbIo
UCKJTIOYEHHS HACJIEJICTBEHHON MaToJIOTUU. Takyke MPOBOAUTCS COOTBETCTBYIOIIAS MTOATOTOBKA K
OepeMEHHOCTH CO CTOPOHBI aKyllepa-THHEKOJora (HOpMalu3alus MEHCTPYAIbHOTO IIHKIIA,
uccie0BaHue ypoBHell ropmonoB, ¥Y3U opranoB manoro Taza). OCHOBHas 3ajiadya HEBpoOJIOra -

ONTUMU3UPOBATH TEPAINUIO €Il 0 HACTYIUIEHUS OepeMEeHHOCTH, JOOUTHCS CTOMKOW peMHcCHUu
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3a0oneBanus Ha (oHE mnpuemMa MHUHUMAILHO 3(dekTuBHbIX 103 [IDI1 ¢ MHUHHUMaATBHBIM
TepaToreHHbIM 3(pdexkrom. OrneHka U KOPPEeKIHs JIEKapCTBEHHOW TEpamuy >KEHIIWHE,
IUTAaHUPYIOIEH OepeMEeHHOCTh, JOJDKHA IMPOBOAUTHCS HE MO37HEE, 4eM 3a 3-6 MecsleB A0
3adatusi. B ciaydae HeBo3MokHOCTHM OTMeHBI [IDIl cinenyeT Ha3HA4WTH MOHOTEpAIHUIO
WHAUBUAYaAJIbHO NMOA00PaHHBIM MpernapaToM B MUHUMAJIbHOU 103€, mo3BoJistoueil 3hGekTHBHO
KOHTPOJIMPOBATh MPHUCTYIIbI SMUICTICUU. B CBSI3M C HEJOCTATOUYHBIM KOJIMYECTBOM JAHHBIX O
BiustHun HoBednmx IIO0I1 Ha mion u pebenka, Mx HazHaueHUs ciexyer uzberars. C 1enbio
PO UITAKTUKH BPOXKICHHBIX aHOMAJIMNA Pa3BUTHS IOKa3aHO HazHaueHUE (HOIMEBOM KUCIOTHI 3-5
MT/C Ha dTane IIaHUPOBaHUS OepeMeHHOCTH U 110 13 Henenb 6epeMenHocTH [265]. [lokazanus k

BbIHAIIITMBAHUIO 6CDCM€HHOCTI/II CTOMKas MCAUKaMCHTO3Has pEMHUCCHUA 3a60H€BaHI/I$I;

Cy6KOMH€HC3.L[I/I$I 3a00JIeBaHus C PCAKUMHU SMUICOTUUICCKUMU IPUCTYIIaMU. IIpoTuBOIIOKa3aHUS

K _BBIHAIIMBAHHUIO OEpeMEHHOCTH: (hapMakope3ucTeHTHas ¢opMa 3a00eBaHUS C YaCThHIMHU

ONUJICONTUYCCKUMHU TPUCTYIIaMH; CTAaTyCHOC TCUCHHUC OIIMJICIICUHU, HAJIWYUC BBIPAXKCHHBIX

IICUXUUYECKUX PACCTPOMCTB [266].

3.1.3 MeaukaMeHTO3HAS Tepanusi JIHJIeNCHH BO BpeMs 0epeMEeHHOCTH.

Pexomenayercs: JlaMOTpUIKMH ~ JKEHIIMHAM  pEnpoOAYKTHBHOIO  BO3pacTa,

IUTAHUPYIOIIUM OCPEMEHHOCTh, JIJIS JICYeHUsT (OKAIBHBIX M FCHEPATM30BAHHBIX SIHJICIICHN B
MOHOTepanuu [267].

YpoBeHb  yOeAMTENbHOCTH  peKoMeHAauuid A  (YpoBeHb  JOCTOBEPHOCTH
JI0Ka3aTeJbCTB — 1).

KoMmMmenTapum: amompuodicun 00ndiceH HA3HA4amvcs npu OepeMeHHOCmU MOabKO 6
MoM cyuae, eciu 0HCUOAeMas mepanesmuyeckas noib3a Nnpesviulaen NOMmeHYUAIbHbIN PUCK.
DQusuonocuueckue usMeHeHusl, pa3eusaruecs. npu bepemeHHoCmu, MO2yn OKA3bléambs GIUSHUE
Ha YpoGeHb JaMOMPUONCUHA U/Uiu e2o mepanesmuyeckuii 3¢gexm. Hmeromces Oanmuvie o
CHUDICEHUU KOHYEHMPAyuy 1aMOMPUONCUHA, HAYUHAs ¢ KoHya 1 mpumecmpa OepemeHHOCMU
oonee, uem mna 50%, umo mpebyem nposedeHUs MeEPAneBMUYEcKo20 NeKAPCMBEEHHO20
MOHUMOPUH2A U KOPPEKYUU 003 80 8peMst bepeMeHHoCmU. JIaMompuoicuH 6 pasiuyHou cmeneHu
NpoOHUKaem 6 2pyoHoe MOJOKO, OOWull YPOBeHb JAMOMPUONCUHA Y MIAOCHYEE MOdCem
oocmuzams  npumepro 50% om ypoeHs, 3apecucmpupoganHozo y mamepu. Heobxooumo
COOMHOCUMb NOMEHYUATILHYIO NOAb3Y ON KOPMAEHUsL 2DYOHbIM MOJIOKOM U 803MONCHBI PUCK

pazeumusi NOOOUHBIX IPhekmos y maradenya (uHcmpykyus no med.npumerernuro JIT/]).
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Pexomenayercsi: neBeTHpaneTaMm’ JKEHIIIMHAM ~ PENpOAYKTHBHOIO  BO3pacTa,

IUTAHUPYIOIIUM O€pEeMEHHOCTb, JUIS JeueHHs (POKAIBbHBIX SMUICTICUI B MOHOTepanuu [268].

YpoBeHb y0enuTeNIbHOCTH PEeKOMEHIAUM A (YpoBeHb /10CTOBEPHOCTH
JoKa3aTejbCeTB — 1).

KommenTapuu: Jlesemupayemam MoxicHo npumeHams 60 6pems bepemMeHHOCmu, eciu
nocie MujamenvHol OYeHKU e20 NPUMEHeHUue NPU3HAemcs KIUHUYeCKU HeobX0OUMbIM
[Hucmpyxyus  ona meo.npumenenus JIEB]. Bo epems bOepemeHHocmu  HeobX00UMO
KOHMPOIUPOBAMb YPOBEHb KOHYEHMPAyUuu jleeemupayemama 8 Kpoeu, NOCKOIbKY OH MOdcem
cHudcamscs oonee, uem na 50%. Cooeporcanue nesemupayemama 8 2pyOHOM MOJIOKe 00cmueaem
90% om konyenmpayuu 6 kpou mamepu. Heobxo0umo coommocums nNOMeHYuanbHyo noiv3y om
KOPMIEHUSL 2DYOHBIM MOJIOKOM U BO3MOICHBIU PUCK PA3BUMUSL NOOOUHBIX d¢hekmos y maadenya
(uHCMPYKYUsL NO MeO.NPUMEHEHUTO ).

He pexoMeHIyeTcsi: BalbIIpoeBas KHCIOTa  JKEHIIMHAM PENPOIyKTHBHOTO BO3PACTa,
IUTAHUPYIOIIUM O€pEeMEHHOCTb, IS JeueHHs dnunencun [268].

YpoBeHb  yOenuTenbHOCTHM PpeKoMeHZamuili A (YPOBeHb J0CTOBEPHOCTH
JI0KAa3aTeJIbLCTB - 1).
KommeHnTapuu: yuumoleas evicoxuti 00303a8ucumblii mepamozentulii nomenyuan (6onee 10%)
NnO CpasHeHuro ¢ NONYIAYUOHHvIMU 2-3% u Koenumuenvie Hapyuwienusi y 30-40% oemel,
ROIYUUBUIUX 8anbnpoam eHympuympoobHo, BK eécezoa ciedyem usbecams y 0esouex u Moaio0bix
JHCEHWJUH, V  JICeHWUH, NIaHupylowux bepemeHHocmy. Heobxooumo  ucnonvzosamo
anbmepnamusHule «bezonacuvley 11911,

Pexomennayercsi: donmueBas KHUCIOTa >KCHIIUHAM PENpOAYKTHBHOTO BO3pacTa,
IUTAHUPYIOIIUM OEepeMEHHOCTb, I MPOPHIAKTUKY TTOPOKOB pa3BUTHS 1o [263].

YpoBenb yOeauTeabHOCTH pexkoMenpamuii C (YpPOBeHb /10CTOBEPHOCTH
J10Ka3aTeJILCTB — 5).

Kommenmapuu: Muenus uccredosameneii.  OMHOCUMENbHO — NPOPUIAKIMUYECKO2O
HasHavyeHus (hoauesol KUciomvl 60 6pems 0OepeMeHHOCMU JHCeHWUHAaM C dnuiencuel,
npunumarowux 11311, npomusopeuusvi.  [IpocnekmusHvle ucciedoganus He NOOMEepPOUNU
npogurakmuueckoe  Oeticmeue  onamos,  HANPAGIeHHOe  HA ~ CHUJCeHUe  pucka
manvpopmayuii.[269,270].  Omoenvuvie ucciedoganus ommeyaom NOUMUBHYIO — DOJIb
npoguiaxmuyeckoeo npuema Goauesou KUCI0muvl Ha KocHUMueHy1o cghepy pebenxa [271].

s npochunaxmuxu mepamozcenuvix 3Qphexkmos, ce3anHHbIX ¢ deuyumom honamos, Ha
amane NIAHUPOBAHUS OepeMeHHOCmU U 00 OKOHYAHUS Nep8o2o mpumecmpa OepemenHOCmu

pexomeHOyemcs npuem honuesol KUCiomsl 8 Cymounou 0oze 3-5 me/c [265].
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3.1.4. dnuaenTuyeckuii craryc (pa3aea B 10padoTKe).

[IpuHsATHE peleHns 0 rOCIUTAIU3ALUN.

YTouHeHue GpakToB, CONPOBOXKIAIOUINX CYIOPOKHBIA CHHAPOM MOXKET IIOMOYb B BEIOOpE
CTalloHapa sl rocnurtanu3aiuu. Eciu ycTaHoBiIeHO, 4TO cTaTyc pa3BWUiCS Yy OOIBHOrO,
JUIUTENIFHO CTPAAAIOLIETro SMUICTICHEN, TO 00Jiee BEPOATHO, YTO B CTAllMOHAPE HE MOTpedyeTcs
CIIOXKHBIX  JUArHOCTMYECKHUX  MpoLenyp Ul  HOATBEpXkKAeHUd  aumarHo3a.  OpHako,
TeHEPAIM30BAaHHBIN OOIINK CYJOPOKHBIA TPHUITAJOK W JUITMTEIBbHBIA MAPOKCU3M CYMEPEYHOTO
COCTOSTHUSI CO3HAHUs TPeOYIOT TOCIHUTANN3alU U KOHCY/IbTallUM HEBpoOJIora JJisd BhIOOpa MecTa
TOCHUTAIBHOTO JieueHus. llapiuanbHBIl CyJOpOXHBIM MNpHUIAIOK ©Oe3 yTpaThl CO3HAHUS,
IPOSIBIISIOLIUICS KPATKOBPEMEHHBIMU KJIOHUYECKUMU WJIM TOHUYECKUMH CyIOpPOraMH B TaK K€
TpeOyeT CTallOHAapHOro HAOJIOJCHMs, TaK Kak TeHepalu3alus MpuUIlajka HEe MOXET ObITh

HCKJIFOYCHA.

[Tpu moto3peHuN Ha OCTPOE OTPABICHHUE JOJDKEH OBITH MPOU3BEIEH OCMOTP IMOMELICHHUS,
I7Ie HaxoIuTCsl OOJBHOM, M €ro OEKAbl C LEJIbI0 BO3MOXKHOTO OOHAapyKEHHs B KapMaHax
COOTBETCTBYIOIIMX IIpenapaToB, peuentoB u T1.4. Criexyer WMeTh B BHIY BO3MOXKHOCTb
OTpaBJIeHUS OOJBHBIX BCICACTBUE MTEPEAO3UPOBKH ITPOTHBOCYIOPOKHBIX cpeaCTB. [Ipu Hammanu
JOCTAaTOYHO YOEOUTENIbHBIX JAHHBIX 00 OTpaBIIEHUM MEIUIMHCKUNA pPaOOTHUK CKOPOM
MEIUIIUHCKON TIOMOIIIH J0JKEH OATOTOBUTHCS K MIPOBEJICHUIO CPOUHBIX JIE€3MHTOKCHUKAIIMOHHBIX
MEpONPUATHIA U UIMETh B BUIY HEOOXOJMMOCTh FTOCIUTAIN3AIMN OOJIHHOTO B TOKCHKOJIOTHYECKOE
otaeneHue. Bce modydyeHHBIE Ha JIOTOCHHMTAIBHOM JTame CBEACHHS 00 0OCTOSTENbCTBAX,
IPEIIECTBOBABIINX PA3BUTHIO CTAaTyCa, a TAKXKE JaHHBIE 00 OKa3aHHOW IMOMOIIX JOJKHBI OBITh
TIIATEIIHO JOKYMEHTHUPOBAHBI U IEpelaHbl B CTAllMOHAp, KyJda AocTaBieH OonbHOM. ITocie
KYITUPOBAHUS CTAaTyca WIN YPEKECHUS CYIOPOKHBIX IMPHUIAAKOB OOIbHBIC TOCTIMTATM3UPYIOTCS B

OKalIIui cTaloHap.
HOKaSaHI/I}I K I'OCIIMTAJIN3alliu B CHGI_II/Ia.HI/I?)I/IpOBaHHBIe OTOCIICHUA CTaI_[I/IOHapa:

* C BIICPBBIC BO3HUKIIWM JSIMUICIITUYCCKHUM IIPUITAAKOM HESCHOM STHOJIOTHMH MOKa3aHa

SKCTpPEHHAasi TOCTIUTAIN3AIHUs B OTJIEJICHUE HEBPOJIOTHH WM HEUPOXUPYPTHUU.

«C KYIMUPOBAHHBIM SMUAJICHTUYCCKUM CTATYCOM ITOKa3aHa 3KCTPCHHAA TOCIIUTAIU3alUs B

OT/IeJIeHHEe 001Iel peaHuMaIluy UM HeHpopeaHUMaIluH.

 Ilpu cepunm nNpUNAAKOB WM OSHWICNTUYECKOM CTAaTyce IIOKa3aHa >SKCTPEHHas

rocunuranu3anusa B OTACIICHUC HGﬁpOpGaHHMaHI/IH.

* bonpHbIx ¢ UMT rocnutaiu3upyroT B HEHPOXUPYPTUUECKOE OTIAEIEHHUE.
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» bepeMeHHbBIE ¢ CyTIOPOKHBIMHU MPUITAIKOM TOJIEKAT HEMEJICHHOW TOCTIMTAIN3aIiHU B

aKYH_IepCKO-I‘I/IHGKOHOI‘I/I‘-IGCKI/Iﬁ cTalymoHap.
JleueHue FSNMUJIENTHIECKOT0 cratryca

OO0mme MmeponpusATHSA.
* [Ipu ocTaHOBKE ABIXaHUS W/WIM KPOBOOOPAIIEHUSI HEOOXOMMO MPOBOAUTH CEPACUHO-

JETOYHYIO PEAHUMAITHIO.

* Bo BpeMs mpucTyna HEOOXOIUMO CIEIUTh 33 MPOXOJUMOCTBIO JBIXATEJIbHBIX MyTEH.
[Ipu HapymeHNH TPOXOIUMOCTH - OOJBIINM M yKa3aTeIbHBIM MalbllaMU WUJIH JIaJOHBIO TIPaBOM
PYKH HaXaTh Ha MOJOOPOAOK, OTTSHYTh HUKHIOIO YEINIIOCTh, TOCTATh 3alaBLIMNA S3bIK, U3BJICUb

ChEMHBIC 3yOHBIE TTPOTE3BI (ITPH UX HATMYHMH), OYUCTHTH POT OT CIU3U U KPOBH.

 Bo Bpems mpuctyma HeoOXoauMO O00ECIEeYUTh IOJOXKEHHE OOJNLHOTO Ha OOKY,
peIoTBpaliarIee caMoTpaBMaru3anuio. llepcoHan ynepkuBaer OONBHOTO, yoOeperas OT
JOTIOJTHUTEIBHBIX ~YIIUOOB W TOBPEXKICHHA, TOJOBY TMAallMCHTa [OBOPAYMBAIOT HAOOK,
MOJKJIA/IBIBAIOT TIOJ[ TOJIOBY MSTKHH IPEIMET; MICI0 M TAJIUI0 OCBOOOXKIAIOT OT CTECHEHHS

BOPOTHHUKOM, I'aJICTYKOM.

« Bo BpeMs TpaHCIOPTUPOBKH HEOOXOIUMO MPOBOAUTH MOBTOPHYIO CaHAIHIO
JbIXaTE€IbHBIX TYT€d - AaCHUpPALMI0 COAEPKUMOrO TJIOTKH, TOpTaHH, Tpaxeu. g
NpEeAYNPEXKICHHS 3anaJaHus 3bIKa U NOEPKAHUS POXOIUMOCTH JIbIXaTEJIbHBIX ITyTE BBECTU

BO3/yXOBO/I.
* Bo Bpems TpaHCIOPTUPOBKH HEOOXOIMMO NMPOBOJUTH OKCUTE€HOTEPAIIHIO.

* Ilpu oxazanum nomouw oueHuBaroT AJl m cocrosHue cepaeuyHoro purma. I[lpu
IPOIOJDKAIOIIMXCA CyJ0pOrax JTH MapaMeTpbl MOHHUTOPUPYIOTCS M TPH HEOOXOAMMOCTHU
Koppurupytorcs. Ilpy  Hanmuuum  OPOMEXKYTKOB  MEXIYy  NAapOKCHU3MaMH  MAlUEHTY
YCTaHaBJIMBAETCSl HA30-TaCTPaJIbHBIA 30H], MOYEBOM KaTeTep, BHYTPUBEHHBIN MOPT (KaTrerep) B

KYOUTAIBHYIO WJIH IIEHTPAIBHYIO BEHY (SIPEMHYIO, IOIKIIOUNYHYIO, OCIPEHHYIO).
Cnoco0 npuMeHeHus H 103bI JIEKAPCTBEHHBIX CPEICTB

KynupoBanue »3nujenTH4YecKOro Craryca OCYHIECTBJsIETCH MO0 CJeAylieMy

AJITOPUTMY:

I. Ecnu Ha MOMEHT OKa3aHUsI MIOMOILIN UMEETCS KIIMHUYECKasi KapTUHA Pa3BEPHYTOTrO
NpUIaaKa, HEOOXOIUMO B/B MEIUIGHHO BBECTH IMpENaparhl «IIEPBOM OYepenn» U3 TPYIIIBI
OCH30/IMa3eMMHOB — JMa3enaM (CemIyKCeH, penaHuyMm, cubazoH) mo 24 ma Ha 10 M

HN30TOHUYCCKOTO paCTBOpaA. Cne;[yeT INOMHHUTB, 4YTO IIPU 6I>ICTpOM B/B BBCACHUHU MOXKCT BO3HUKATDH
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yrHETeHHE AbIXaHWsd W 3amamanue s3bika (!). s KynmupoBaHHMS CyJOPOXKHOTO HpHUIaIKa
BO3MOYKHO HCIIOJIb30BAaHHE MPENAapaToB BaIbIIPOECBOM KUCIOTHI JJIsi BHYTPUBEHHOT'O BBEACHUS -
KOHBYJIEKC Il B/B MEJUICHHOTO OOJIOCHOTO BBEIEHHS WM I B/B HH(Y3UN peKOMEHAYeTCs B

nmo3e 0,5-1,0 Mr/kr macchl Tenna/d.

2. Ecnn yepe3 10 MuH nocie BBEAEHHS IPOTUBOCYAOPOXKHBIX IIPENAapaToB CyA0POrH

HE MPEKPaIIaloTCs, YHOMSHYThIE MIPENapaThl B TEX K€ J03aX BBOATCS B/B TOBTOPHO.

3. BOJBHBIM MOXUIOT0 W CTapYECKOro Bo3pacTa Il NMpOdUIAKTUKU HAPYIICHHH
CepACYHOr0 pUTMa IOTOIHUTENBHO B/B BBoAUTCs 10 Mit 10% pacTBopa kanust xiaopuna win 10 mi

naHanruHa Ha 10 MJI H30TOHMYECKOTO pacTBOpa HATPHsI XJIOPUIA.

4. Ecnu craryc He kymupyeTrcss cnycTss 15 MHH mocie Ha3HAue€HUsl MpernapaToB
«BTOPOM OYepean» MPUXOTUTCS MPUOEraTh K UCIIOIb30BAaHUIO MEPONPUATUI «TPEThEN oUepeany,

K KOTOPBIM OTHOCATCA MHTAJIIITUOHHOC BBCACHUC KUCJIOPOJa U HATPHUA TUOIICHTAJIA.
5. Hpyrue HeoOX0AMMBbIC MEPOTIPHUATHSI.

OnHOBPEMEHHO ¢ JEeKapCcTBaMM M MpUEMaMU, HEOOXOAUMBIMU Ul HEMOCPEICTBEHHOTIO
Ky[IUPOBaHUS CTaTyca, B psAAE CIydyaeB MPHUXOTUTCS NpUOeraTb K Ha3HAYCHUIO IPEnapaTos,
KOPPUTHPYIOIUX WM JIMKBUAUPYIOLIUX COIIYTCTBYIOIIUE IIATOJOTMYECKUE IIPOLECCHl WIIH

COCTOSTHUSI O0YCIIOBJIEHHBIE CTATyCOM:

* [IpU COJICPXKAHUU TIFOKO3BI B KPOBU MeHee 5 MMOJIb/1 (uim exjuvantibus) — 50 mi 40%
pacTBopa rIrOK03bI B/B (He Oosiee 120 Mt u3-3a yrpo3sl OTEKA TOJIOBHOTO MO3ra, MeTsM 1 r/Kr).
[IpenBaputensHo HeoOxoaumo BBectH 2 Mi 5% pactBopa TuamuHa (100 wmr) ans

MIpEeAYNPEXKACHHS TTOTCHIIMAIIBHO CMEPTEIIBHON OCTpoi dHIedamonaTuu [ alie—

Bepauke, koropas pa3BuBaeTcs BcleAcTBHE Aeuiura BuTamMuHa Bl (THamuHa),
ycyryossronierocss Ha (OHe TMOCTYIUICHUST OOBIIKMX 03 TJIFOKO3bl, 0COOCHHO TPH AJTKOTOJIHLHOM

OIIbSIHEHWHU U NJIMTCIIBPHOM I'OJIOAaAHWUU.

* IIpU apTEpUATIBHOM TUIIEPTEH3UH, COIPOBOXKAAIOLICHCA TaXMKapAMEW, Ha3HA4aeTcs
aHanpwinH (063unaH) — mo 10-30 mr B 3aBucumoctu ot ypoBHSI AJl m UCC; Tabnerku
pa3Menp4yaloT U ¢ HEOOJBIIMM KOJMYECTBOM BOABI BBOJAT B 30HJ (POTOBYIO IOJIOCTH) B

MIPOMEKYTKE MEXAY CyOpOTaMu;

* IpU apTEepPHAIBHON THIEPTEH3HMHU, CONPOBOXKIAIOIICHCS Opaaukapauel, Ha3HavyaeTCs
kopuHpap mo 2040 mr B 3aBucumoctu oT A/l u UCC; TabneTku pa3Menb4aroT ¢ HEOOJbIIUM

KOJIMYECTBOM BOJBI;

* ipu Opaaukapauu meree 50 yn/mun B/M BBogutes 0,5 mi 0,1% pactBopa arponuHa;
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* [IpHU TUnepTepmMun B/M BBoautcs 2—4 mi 50% pacTBopa aHAJIBIUHA;

* IIpU PE3KOM TOJIOBHOM 00JM, BOZHUKAIOUIEH TIOCIIEe KYIIMPOBAHUS CY0POT, Ha3HAYAOTCS

pa3InYHbIC aHAIBIeTUKH; HanboJsee 3¢ (HEeKTUBEH TpamMaaoi (Tpaman);

* IPEIOTBPAIIEHUE OTEKA TOJIOBHOTO MO3Ta, TPOTHO3UPYEMOT0 TIPH JUTUTETHHOM TCUCHUHU
CYIIOPO’KHOTO DMHU30/a, MPENAINoJiaraeT IeNblii KOMIUIEKC MEPOINPHUSITHI - BO3BBIIICHHOE
noyioxxeHue TojoBel (>300), mocrarouHas CBOOOJA ABMXKEHHUs auadparmpl, ONTHMAIbHBIC
napameTpbl apTepuaIbHOTO AaBiieHus u cepaeunoi aestenbHoctd (UCC u put™m), moctatouHas
okcureHanuss KpoBu (mo mokazaremo SpO2 95-99%), ycrpaneHue OONEBBIX OIIYLICHHIA,

HOpMaJTU3aIsl TeMIepaTyphl Tela, HOpMaIu3alys ITMKeMuH B ripeaenax 3-10 Mmons/i.

OkazaHue MOMOIIM B CTallMOHAPHOM OTIEJIEHUH CKOPOMl MEIUIMHCKOW MOMOIIH
npernoiaraeT NpoAOHKEHUE MEPONpPUSTHUN, HANpaBiICHHBIX Ha KYNMUPOBaHUE CYAOPOKHOIO
CHHJIpOMA U MPOPHUIAKTHKY OCIOXKHEHUNH. OJHOBPEMEHHO C OKa3aHUEM ITOMOIIX BBIMTOJIHACTCS
JTMarHOCTUYECKUN KOMILJIEKC, IO3BOJISIONINA YTOYHUTh NPUYHMHBI PA3BUTHUS CYAOPOKHOTO
cugapoma. Hawubonee Tsbkenble ManUMEHThl C TMpPU3HAKAMH  HAPYIIEHHOTO  CO3HAHUS
TOCMUTAIM3UPYIOTCS B MEIULMHCKHE OpTraHU3alKd, OKa3bIBAIOLINE KPYIJIOCYTOUHYIO
MEIUIUHCKYI0O TOMOIIb. [IpyM MOCTyIJIEHMM OHM OCMAaTPUBAIOTCS JIEKYPHBIM BpauOM-
HEBPOJIOTOM, KOTOPBI COBMECTHO C BPayOM-aHECTE3UOJOTOM-PEAHMMATOJIIOTOM OLIEHUBAET
COCTOSIHME XKWU3HCHHO BAKHBIX (PYHKIIMHA OpraHm3Ma OOJpHOT0, 00Iiee cocTossHue OONBHOTO,
HEBPOJIOTHYECKHI cTaryc (0OIIEMO3rOBbIE M OYaroBble CHUMIITOMBI, MPU3HAKU pa3IpakeHus
MO3TOBBIX 000JI0YEK), pe3yabTaThl eKTpokapanorpaduu, ananus kposu (OAK, TpomOonuTsl,
IUII0K03a, MEXAYHapoAHOe HopMain3oBaHHoe oTHoueHue (MHO), akTHBUPOBaHHOE YaCTHUYHOE
TpomboractuHoBoe Bpems (AUTB). JITaGoparopHas quarHocTUKa MO3BOJISET MOJTYIUTh JaHHBIC
0  METal0OJIMYECKHX  pPAaCCTPOMCTBAX, COMPOBOXKIAIONIUECS  KIMHUYECKOW  KapTHHOU
NapOKCU3MaJIbHOTO HapyUIeHHWs CO3HAHUS M cyaoporamu (B IjIa3Me KpPOBH: 3JIEKTPOJIHMTHBIC
HApyLICHUs, THUIEPIIMKEMHUs, TUIOTIMKEMHUs, TUIIONPOTEHHEMHUs, aHEMHUs, IOJIHLIUTEMHUS,
BOCTIAJIUTENbHBIE U3MEHEHUsI KpPOBU U Jp.; B MOYe — O€NOK, INII0K03a, alleTOH, SPUTPOLIUTHL,
OaxkTepuu, maroyioruyeckue npumecu). J1jis yrounenus nepedpanbHbIX TPUIHH STHICHTHYECKOTO
CHHJIpOMa (TpaBMa, OIYXOJb U JIp.) OCYIIECTBIISIETCS MPOBEACHHE KOMITBIOTEPHON TOMOTpaduu
(KT) mim marautHO-pe3onancHoi Tomorpadun (MPT) romoBaoro mosra. B octanbHBIX ciaydasx
MPOBOAMTCS YTOUYHEHHE AMarHo3a snwiencuu. JlaHHble aHaMHe3a HMEIOT TJIaBEHCTBYIOIEE
3HaYEHUE, SMUIICTICUIO CIIEAYET 3al1003PUTh NP MOBTOPSIOUINXCS OTHOCUTEIBHO CTEPEOTUITHBIX

nmpunajakax ¢ HCIMpPOU3BOJIbHBIMU MOTOPHBIMH, CCHCOPHBIMU HUJIM MICUXUYCCKUMU IPOSABJICHUAMMU.

Pexomenmanuu oo neuenuro JOC.
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Ta0numa 8.

npemnapar

Knacc/ypoBenb

J0Ka3aTCIbHOCTHU

HUCTOYHHUKHU

Heotnoxunas tepanus

Munazoinam

Knacc I, ypoBens A

Silbergleit R. et al. 2012;

McMullan J. et al., 2010;

Nakken K.O., Lossius M.1., 2011;

Baysun S. et al., 2005;

Lahat E. et al., 2000;

Mclntyre J. et al., 2005;

Scott R.C., Besag F.M., Neville B.G., 1999;
Mahmoudian T., Zadeh M.M., 2004;
Yoshikawa H. et al., 2000;

Brevoord J.C. et al., 2005;

Koul R.L. et al., 1997

Jnazenam

Kiacc Ila, ypoBenbp A

Treiman D.M., 2007;

Treiman D.M., Walker M.C., 2006;
Cock H.R., Schapira A.H., 2000;
Giang D.W., McBride M.C., 1988;
Sreenath T.G. et al., 2010;

Qureshi A. et al., 2002

McMullan J. et al., 2010;

Nakken K.O., Lossius M.I., 2011;
Baysun S. et al., 2005;

Lahat E. et al., 2000;
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Mclntyre J. et al., 2005;

Scott R.C., Besag F.M., Neville B.G., 1999;
Mahmoudian T., Zadeh M.M., 2004;
Brevoord J.C. et al., 2005;

Cock H.R., Schapira A.H., 2002;

Giang D.W., McBride M.C., 1988;

Nicol C.F., Tutton J.C., Smith B.H., 1969;
Parsonage M.J., Norris J.W., 1967;
Dieckmann R.A., 1994;

McMorris S., McWilliam P.K., 1969;
Lombroso C.T., 1966;

Shaner D.M. et al., 1988

denobapOuTan

Knacc IIb, ypoBenb A

Treiman D.M. et al.1998;
Treiman D.M., Walker M.C., 2006;

Shaner D.M. et al., 1988

Banbnpoar

HaTpUs

Knacc IIb, ypoBenb A

Gilad R. et al., 2008;

Misra U.K., Kalita J., Patel R., 2006;
Limdi N.A. et al., 2005;

Giroud M., 1993;

Peters C.N., Pohlmann-Eden B., 2005

JleButupaneram

Kiacc IIb, ypoBens C

Swisher C.B., 2011;

Berning S. et al., 2012;

Eue S. et al., 2009;

Beyenburg S., Reuber M., Maraite N., 2009;

Ruegg S. et al., 2008;
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Rupprecht S. et al., 2007;
Fattouch J. et al., 2010;
Abend N.S. et al., 2009;

Uges J.W., 2009

CpouHoe nedenue™

Banbnpoar

HaTpUs

Kiacc Ila, ypoBens A

Misra U K., Kalita J., Patel R., 2006; Limdi
N.A. et al., 2005; Giroud M., 1993; Peters
CN,,

Pohlmann-Eden B., 2005; Yu K.T. et al., 2003;
Agarwal P. etal., 2007; Alvarez V. etal., 2011;
Chen

L. etal. 2009; Olsen K.B., Tauboll E., Gjerstad
L.,

2007; Sinha S., Naritoku D.K., 2000

Munazomam

(HenpepbIBHAS

uHy3Us)

Knacc IIb,
ypoBeHb B

Yoshikawa H. et al., 2000

JleBuTHpan

cTaM

Knacc IIb,
ypoBeHb C

Swisher C.B. et al., 2011; Berning S. et al.,
2009; Beyenburg S., Reuber M., Maraite N.,
2009;

Ruegg S. et al., 2008; Rupprecht S. et al., 2007;
Abend N.S. et al., 2009; Alvarez Vetal., 2011;
Moddel G. et al., 2009; Gamez-Leyva G. et al.,
2009

PedpaxrepHoe neueHue

Mungazonam

Knacc Ila,

ypoBeHb B

Claassen J. et al., 2001; Yoshikawa H. et al.,
2000; Brevoord J.C. et al., 2005; Koul R.L. et

al.,
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1997; Singhi S. et al., 2000; Ozdemir D. et al.,
2005;

Prasad A. et al., 2001; Ulvi H. et al., 2002;
Rivera R.

etal., 1993; Kumar A., Bleck T.P., 1992; Koul
R. et

al., 2002; Igartua J. et al., 1999; Morrison G.,
Gibbons

E., Whitehouse W.P., 2006

[Tpomodon

Kiacc IIb, ypoBens B

Rossetti A.O. et al., 2004; Claassen J. et al.,
2002; Stecker M.M. et al., 1998; Rossetti A.O.,
Logroscino G., Bromfield E.B., 2005; Rossetti
A.O. et

al.,2011; Prasad A.et al., 2001; Cornfield D.N.
et al.,

2002; Fong J.J. et al., 2008; Parviainen L. et al.,
2006;

van Gestel J.P. et al., 2005; Iyer V.N., Hoel R.,
Rabinstein A.A., 2009

THUOIICHTAJI

HaTpus

Knacc IIb,
ypoBeHb B

Rossetti A.O. et al., 2004; Krishnamurthy
K.B., Drislane F.W. et al., 1999; Rashkin
M.C.,

Youngs C., Penovich P., 1987; Van Ness P.C.,
1990;

Yaffe K., Lowenstein D.H., 1993; Stecker
M.M. et

al., 1998; Claassen J. et al., 2002; Rossetti
A.O.,

Logroscino G., Bromfield E.B., 2005; Rossetti
A.O.et

al., 2011;. Brevoord J.C. et al., 2005; Sugai K.,
2007;
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Lowenstein D.H., Aminoff M.J., Simon R.P.,
1988;

van Gestel J.P. et al., 2005; Krishnamurthy
K.B.,

Drislane F.W., 1996; ter Maaten J.C. et al.,
1998;

Partinen M., Kovanen J., Nilsson E., 1981

Banwsmpoar Knacc Ila, Limdi N.A. et al., 2005; Giroud M., 1993; Yu
HaTpUs ypoBeHb B K.T. et al., 2003; Sinha S., Naritoku D.K.,
2000;
Tripathi M. et al., 2010; Mehta V., Singhi P.,
Singhi
S., 2007; Uberall M. A. et al., 2000;
JleButupart Knacc IIb, Rossetti A.O. et al., 2006; Rossetti A.O.,
eram ypoBeHs C Logroscino G., Bromfield E.B., 2005;
Beyenburg S.,
Reuber M., Maraite N., 2009; Ruegg S. et al.,
2008;
Rupprecht S. et al., 2007; Abend N.S. et al.,
2009;
Moddel G. et al., 2009; Gamez-Leyva G. et al.,
2009;
Tripathi M. et al., 2010; Knake S. et al., 2008;
Patel
N.C. et al., 2006; Gallentine W.B., Hunnicutt
AS.,
Husain A.M., 2009
Jlakozammn Kacc IIb, Albers J.M. et al., 2011; Goodwin H. et al.,
ypoBeHb C 2011; Kellinghaus C. et al., 2011
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*Cpo4Hoe J1IeyeHue npeciaenyer ABe Lenu. /g manueHToB, KOTOpble OTBETUIIN Ha NIEPBYIO
CTyHeHb Tepanmuu H Yy KoTopeix OC paspemmics, Ledb — OBICTPOE JOCTHKCHHE
TepaneBTHuecKoro yposHs [I911 u nponomxeHre qo3upoBaHus AJis NOIEPKUBAIOLIEH Tepanyy.
Jlii nanueHToB, KOTOPbIe HE OTBETHIIM HA SKCTPEHHYIO Tepanuio (1epBas JIUHUSA), LelIb CPOUHOM

Tepanuu (BTopas TuHUsA) — KynupoBaTh JC.

Cnncok JuTeparypbl OTCYyTCTBYeT. J[0JI2KHBI PUCIATD.

3.2. Heiipoxupypruueckoe jJedeHue

Peseknnonnoe xupypruueckoe yedeHne MPT mo3UTHUBHBIX OJTHOCTOPOHHUX BHCOYHBIX
SMUJIENTOTEHHBIX TOopakeHWi ((okanbHas KOpPTHUKAJIbHAs AWCIUIA3UsA, CKJIEpO3 THIIOKaMIIa,
apTepruo-BeHO3Hass Mayib(hopMalysi, KaBepHO3Has Mayib(opMallisi, BHYTPUMO3TOBas OIYXOJIb
TOJIOBHOTO MO3Ta) (PYHKIIMOHAJIbHO HE 3HAYMMBIX 30H TOJIOBHOI'O MO3ra, MPU OTCYTCTBUU
MOKa3aHUM K MPOBEIACHUIO MHBA3MBHOTO BUI€0-O3I" MOHMTOpHHIA WM MHTPAONEPALIUOHHOTO
HEHPOPHU3HOIOrHIECKOr0 MOHUTOPUHTA, HE TPEOYIOIINE MPOBEACHUS «XUPYPTUU B CO3HAHUNY,
HE00XO0IMMO MPOBOAMUTH B HEHPOXUPYPTUUECKUX YUPEKICHUSAX C OTBITOM ITPOBEACHHUS ONepaIii
Ha T'OJIOBHOM MO3I€. O6H3&TGHBHBIM YCIOBUEM MTPOBCACHUSA XHUPYPIrUUCCKHUX BMCHIATCIILCTB
nanueHTam ¢ (apMakope3UCTEHTHBIMU (pOpMaMH SMUIIENICUN B HEHPOXUPYPTrHUYECKUX LIEHTpax
ABJISIETCS IPUMEHEHHE cKoObl Melduinaa, Xupyprudeckoro MUKpOCKOIa, MUKPOXUPYpPruiecKon

TCXHHUKU.

PesexkuiionHoe  XUpypruueckoe JIeYeHHWE  OJHOCTOPOHHUX U JBYXCTOPOHHHX,
MyJIbTH(GOKATBHBIX, BUCOYHBIX W BHe-BUCOYHBIX MPT mnosutuBHeix m MPT HeratuBHBIX
SMUJIENITOTEHHBIX MNopakeHUuW ((okanmpHas KopTHKalbHAsl IUCIUIA3Us, CKJIEPO3 THUIIOKamIa,
apTepuo-BeHO3Has Malb(opmanus, KaBepHO3Has Manb(hopMallvs, BHYTPHUMO3TOBas OIMyXOJb
TOJIOBHOT'O MO3Ta, TeTePOTONNH ) (HYHKIIMOHAIEHO 3HAYUMBIX 30H TOJIOBHOTO MO3Ta, IPU HATMIHH
MOKa3aHU K MPOBEICHUI0 MHBA3MBHOTO BUAC0-O] MOHUTOPHHIA WM MHTPAONEPAIMOHHOMY
HENpOo(U3HOIOrHUeCKOMY MOHUTOPUHTY, MPU HEOOXOJUMOCTH TPOBENEHUS «XUPYPIHH B
CO3HAaHWM» HEOOXOJAMMO TMPOBOJUTH B  CHEIUAIM3HPOBAHHBIX  HEHPOXUPYPrHUECKHUX
yupexneHusx (penepanbHbie HeHTPhI). OOS3aTENBHBIM YCIOBUEM MPOBEACHUS XUPYPTUISCKUX
BMEIIATENILCTB ~ MalMeHTaM ¢ (apMakOpe3UCTEHTHBIMH  (GopMamMH  SMWJIENCUH B
HEHPOXUPYPrUUECKUX IEHTpax SBISIETCA MpUMEHEeHHe cKoObl Melduina, XUpypruueckoro
MHUKPOCKOIIa, MHUKPOXUPYPTUYECKOM TEXHUKH, HEHPO(PU3HOIOTHUECKOTO 000pyHA0BaHUs,

0e3paMHOI HABUTAI[MOHHON YCTaHOBKH.
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YcTaHOBKY — cTUMynATOpa  OJYyXAAloIIero HepBa HEOOXOIMMO  TMPOBOJUTH B
CHEUAIN3UPOBAHHBIX HEUPOXUPYPIUUECKUX OTACIEHUSAX C ONBITOM IPOBEACHUS ONEpalui Ha
TOJOBHOM MO3r€ M LICHHOM OT/AEeJe MO3BOHOYHMKA. OOs3aTEIBHBIM YCIOBUEM IPOBEICHHUS
IpOLEAYPhl YCTAHOBKH CTUMYJIATOPA OYXKIAIOIIEr0 HEpBa B HEHPOXUPYPTrUUECKUX OTAETICHHIX

ABJISIETCS IPUMEHEHNE MUKPOXUPYPTrUUECKON TEXHUKH.

YCTaHOBKY TIIYOMHHOTO CTUMYJISITOpAa TOJOBHOTO  MO3ra, CTEPEOTAKCUYECKYIO
TEPMOJECTPYKIUIO HEOOXOAMMO MPOBOJUTH B CIELUATM3UPOBAHHBIX HEUPOXUPYPTUUECKUX
OTJEJICHUAX C OIBITOM MPOBEJIEHUS CTEPEOTAKCHMYECKUX OIepaluii Ha TOJOBHOM MO3TeE.
OO0s3aTenbHBIM  YCIOBUEM TIPOBEJICHHS TMPOLEAYPHl YCTAaHOBKH TIJIIYOMHHOTO CTUMYJISTOpA
TOJIOBHOI'O MO3ra, CTEPEOTAKCUUECKOW TEPMOAECTPYKLUN B HEHPOXUPYPrUUECKUX OTAEICHUIX
ABJISIETCS] IPUMEHEHHE CTEPEOTAKCUYECKOM paMbl, HABUTALIMOHHON YCTaHOBKH, PaJAIOYaCTOTHOTO
JECTPYKTOpA.

I'emucdeporomuio, KaaIo30TOMUIO HEOOXOIMMO MPOBOIUTH B CIELHATM3UPOBAHHBIX
HEUPOXUPYPrUUECKUX OTHEJIEHUSAX C ONBITOM IPOBENEHHUS ONEpanuil Ha T'OJOBHOM MO3TE.
OO0s3aTeNnbHBIM  YCIIOBUEM MPOBEIEHUS MpOIeaypbl TreMuchepoTOMHUM, KaUIO30TOMHHU B
HEHPOXUPYPrUUECKUX OTHAEICHUSX SIBISETCS MpUMEHeHHe cKoObl Meiiduina, Xupypruueckoro
MHUKPOCKOTIIa, 6e3paMHOI HaBUTALIMOHHOM YCTaHOBKH, MUKPOXHPYPTUUECKON TEXHHUKH.

IlokazaHueM K XHUPYPTUUYECKOMY JICUEHMIO SBJIAETCA HAJIWYME SIWICHTUYECKUX
MPUCTYIOB BCJIEICTBUE SIUJICNTOICHHBIX MOpPaKEHUN (IMMOPOKU Pa3BUTHSA TOJIOBHOTO MO3ra,
BHYTPUMO3TOBBIE OMYyXOJIU, T€TePOTONHHU, (HOKATbHbIE KOPTUKAJIbHBIE AUCIIIA3UH, TOCIEICTBUS
UMT), npu neueHn KOTOPhIX HE BOZHUKHET HEBPOJIOIMUYECKON CUMITOMATHKH [272].

YpoBens yOeauteabHocTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 3).

XUpypruyeckoe Je4eHHEe MOKET ObITh MPOBEACHO MalMeHTaM ¢ (OKaIbHBIM HadajJoM
MPUCTYNOB, MPUHUMAIOIIAX JIBa WIH 0o0Jiee MPOTHBOCYIOPOXKHBIX Ipenapara B TEUCHUHU
MUHUMYM 2-X JIeT, WIM TAlUeHTaM C BBIPAXEHHBIMH MOOOYHBIMU 3(pdexTamu OoT mpuema
MPOTUBOCYAOPOXKHBIX IPENapaToB, MPU TOM, YTO IPOJOJIKAIOIIMECS MPUCTYIBl BIMSIOT WIA
OTPaHUYMBAIOT MTOBCEIHEBHYIO JKM3Hb U €€ KauecTBo [273].

YpoBens yOeauteabHocTH pekoMeHganuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 3).

[Ipu Xxupyprudyeckom JiIeYeHHH BHUCOYHBIX (OPM AMHIIIECTICUU KOHTPOJIb HaJl IPUCTYIIaMU
nocruraercs y 53—84% mauuenTos [274,275]. Uepe3 6 Mecs1eB OCIIE XUPYPrUYECKOr0 JICUEHUS

KaueCTBO JKM3HU TNAlMEHTOB 3aMETHO yJydllaeTcs, a uyepe3 2-3 roja IOcie OIepauuu y
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NalMeHTOB 0e3 MPHUCTYIMOB, KAa4€CTBO JKM3HU JOCTUTAET YPOBHS, CXOAHOTO CO 30POBBIM
HacenieHueM [276].

YpoBenb yOeauteabHOoCcTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJbLCTB — 3).

Cxema mpenonepaloHHOro OOCIeIOBaHUs MalUeHTOB ¢ (¢apMaKope3nCTEHTHON

CUMITOMAaTUYECKOW SIMIIEIICUEN TIPECTAaBIIEHA Ha puC. 4.

dazal
,ﬂ,ﬂnﬂ.ﬂHHTe.ﬂbele HccnenoBaHMA ,ﬂ,ﬂnﬂ.ﬂHMTe.ﬂbele HccnejoeaHAA oana
4NnA nokanusauumu Ob6asaTenbHble nccnegosaHMA onAa | oUueHKHM pMCKa nocneonepaumMoHHOro
3MMNENTOreHHOoMW 30HbI BCEX NAUMEHTOB ,ﬂ,edJI‘II.I,I‘ITE
[lETaNLHOE HIYUEHHE CTPYRTYPHBIX
nopaxeHua Ha MPT BepuduKayMa [OMHUHAHTHOTD NONYLIAPHA
Boicokopaspewarowee MPT ronosHoro
MP-mopdomeTpna Mo3ra no nporpamme "snunencua” $MPT, Tect Baga, M3l
BLIABNEHHE HCTOUHHMKOE MHTEPHKTANBHOH Mpordo3MpoBaHMe NOCNE0NEPALMOHHOTO
AHTMBHOCTH HapYLEHHA NaMATH
M3, 33M-¢MPT, BbicOROpazpewatowes 337 Buaeo-337 MOHWTOPKHT (cHanbnoebld)  [@MPT, Tect Baga
BLIABNEHME 20HEI PYHKLMOHANEHOTO
AeduumMTa B MKTaNsHOM Nepuoge CHHMIEHHME PUCKA TEMHEHONCHK
N3T, SPECT MP-TpakTorpagma netnu Meiepa
BLIABNEHHE 30HEI TMNe prepdy3umn
TONOBHOTO MO3Ta B MKTANEHOM Nepuoge HelponcMxonormieckan oleHKa CHMMEHHWE PUCKA HEBpONOTMYEecKoro geduymTa
MKTanbHOE W MHTEpUKTanbHoe SPECT (SISCOM) SMPT, MP-TparTorpagua nMpaMMoHoro TpaKTa

30Ha Hauyana NPUCTYNa U YeTHHE TPaHULLbl JIoHaAW3auMA 2NWAENTOrEHHON 30HEI HE YCTaHOBNEHE,

AHEIIHBI'IO)’I\-"—IEHH!JI)( pesynbTaToe M -
33 He YCTaHOBAEHBI BEICOKMI PUCK NOCNECNEPELUMOHHOMC geduuMTE.
BOIMOMHOCTH XMPYDIMUeCKoro NeyeHuAa

®aza 2.

MHBa3nBHbIA BMaE 0-331 é Xupyprudeckoe neyeHme KoHcepeaTuBHOE NeueHue
MOHUTOPUHT

| A

JloHaNMsaLMA 3NUAENTOreHHOW 30HbI He YCTaHOBMEHa, BBICOKMIA PUCK NoCcneonepauuoHHoro ,D,EdJIALI,MTE

Puc. 4. Cxema npenonepaninoHHOT0 00CIeI0BaHUS MMAIMEHTOB ¢ (hapMaKOPE3UCTEHTHON
CHMITOMATHYECKOM ammiencuei [277].

YpoBenb yOeauteabHocTH pekoMeHganuii — C  (ypoBeHb [10CTOBEPHOCTH
J10Ka3aTeJILCTB — 5).

Pe3ekumoHHOE XUPYpPruyeckoe JeyeHue He MOKA3aHo nmanuedTam npu [273]:

o MPOrPECCUPYIOLINX COMATUYECKUX 3a00JI€BaHMIX WM TSAXKEJIOM COMyTCTBYIOIIEH
NaToJOTUH (OCTpasi MoYedHas HeIOCTAaTOYHOCTh, HEKOHTPOJIUPYEMbIH caxapHblid 1uadeT, abIxa-
TeJbHAas HEIOCTAaTOYHOCTh U T.I1.);

o TSDKEJBIX TICUXHYECKUX 3a00JICBaHUSX.

L4 30Ha SIHIJICIITOTCHHOMN 30HBI HE YCTaHOBJICHA.
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YpoBenb yOeaurTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 3).

Xupypruueckoe JieueHue siBisiercss Hauobosee 3(p(GEeKTUBHBIM CIOCOOOM MpEeKpaleHHs
OpuUCTYnoB y 26-72% [278] mauueHTOB € CHUMOTOMAaTUYECKUMHU (apMaKope3uCTEHTHBIMU

dbopmMamMu SUTIETICUH, a TAKXKE MTO3BOJISIET 3HAYUTEIBHO YAYUIIUTh UX Ka4ecTBO xu3HM [279,280].

YpoBenb yOeauteabHocTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 3).

Buabl onepauyuu npu 3MuJIeNCHH:

1) Pe3eknimoHHbIE BMENIATEILCTBA:

a) VY nanenue natoaoruyeckoro ouara (ABM, kaBepHO3HON Masib(opMaIim, omyxoiu

TrOJIOBHOTO MO3Ta U T.I1.);

b) CeJleKTUBHAS aMUTIATOTUIIIOKAMIIDKTOMHSI,

C) Pesexmun xopsr;

d) YacTuvHas JIOO3KTOMHUS;

e) JloG3kTOMMS;

f) I'emuchepakromus;

2) [TannmmaTuBHAS XUPYPTHUS:

a) Kannozoromusi;

b) MHoXecTBEHHbIE CyONHanbHbIe HACCUKH;

3) AJbTepHAaTUBHbIE METOABl (JAOKHBI MPUMEHATHCS IMPH HEBO3MOXKHOCTU TPHU

Hed(D(PEKTUBHOCTH PE3EKIIMOHHOTO BMEIIATEIHCTBA):

a) Crumymsinus 6myxxaaromiero Hepsa (VNS);

b) DBS;
C) Pannoxupyprus;
d) CrpeoTtakcuueckas TEpMOJECTPYKITHUS, JTa3epHast aOJIsIus.

Haubonee »>ddexTuBHbIM crocoboM seyeHus (PapMaKOpe3UCTEHTHON AIHICTICUU

SIBJISIETCS] PE3EKIIUS AMUICITOreHHOM 30HbI [273,275,281].

YpoBenb yOeauTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

J10Ka3aTeJbLCTB — 3).

IlepenHioro MeanaabHYI0 BUCOYHYIO JIOO3KTOMHIO IIPOBOJAT NALlUEHTaM C BUCOUYHBIMU
U COYCTAaHWEM BHCOYHOM W BHE BHCOYHBIX (HapMaKOPE3UCTEHTHBIX (OPM SIUIICTICUH.

Cy1iecTByeT HECKOJIbKO METOIUK BBITTOJTHEHHS MEPEAHEH MeIuaaIbHON BUCOYHOM JTOOAPKTOMUH -
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yIaJICHHE TepeHEMeIUaTIbHON YacTH BHUCOYHOW JONIM «eAWMHBIM Ojokom» [282], pasnenbHOE
yAaJIeHUs] HEOKOPTUKAIBHBIX U MEAUAIBHBIX OTJIEIOB BUCOUHOM monu [283,284]. ['panumamu
HEOKOPTUKAIBHON PE3EKLUMU SIBISIOTCS 4,5 CM OT BEpPXYIIKM IOJIIOCA 110 BEPXHEW BHCOYHOM

M3BWJIMHE HA IOMUHAHTHOM CTOPOHE M 6 ¢cM Ha cyOoMuHaHTHOM [281-285].

YpoBenb yOeaurTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 3).

CTumyJsiuI0 0JIyKIAI0IIEero HepBa MPOBOIIT NAallMEHTaM ¢ (papMaKOpe3UCTCHTHBIMU
dbopMamu SIUIIETICHH, KOTOPHIM PE3EKIIMOHHOE BMEIIATEIHCTBO HE MOXKET OBITh MIPOBEACHO WU
NalUMEHTaM C COXPAaHSIOIIUMUCS SMIICNTUYECKUMH MPUCTYNIaMU TI0CJIE paHee MPOBEACHHOIO

XUpypruueckoro jeueHus [286].

YpoBenb yOeauteabHOCcTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 4).

CHU3UTDH 4acTOTY NPUCTYTOB >50% mocie ycTaHOBKH CTUMYJISITOpa 01y K/1alo1ero HepBa
ynaercss B cpegHeM y 50,9% (18,4-67%) mamueHTOB, a AOOUTHCS TOTHOTO KOHTPOJIS Hal

npucTynamu yaaercs 1ooutees y 14% (9-27%) [287].

YpoBenb yOeaurTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

Crumynsauus OnyXJAroIIero HepBa, yJIydllaeT HAaCTPOCHHE Y B3POCIHbIX TMAIUEHTOB C
(apMaKOpe3UCTEHTHOM S3IUJICTICUEH, YTO MOXET NMPOBOAMTH K YIYYIIEHHIO KauecTBa >KU3HU

[288].

YpoBenb yOeaurTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 4).

[TporpammupoBaHue CTUMYIISTOpa Oy IAIOLIETr0 HepBa HAUMHAIOT Yepes3 2 HeAeIH MocIIe

onepauuu [289].

YpoBenb yOeaurTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

CesleKTHBHAsI aMUTAAJTOTHIINIOKAMIIIKTOMHUS.

TepMuH  «cenmeKkTHBHAasT ~ aMHUTIAIOTUIIIOKAMIIDKTOMUS»  OTHOCHUTCA K  TpYyIIe
XUPYPrU4eCKUX BMEUIATENbCTB HANPABIECHHBIX HAa PE3EKIMI0 MEIUaJIbHBIX CTPYKTYP BHCOYHOMU

N0H 0e3 pe3eKIUN HEOKOPTHUKAIbHBIX.
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CymecTByeT  HECKOJIBKO  JOCTYNOB K  THUIIIOKaMITy:  TPaHCKOPTUKAJIbHBIN-
TPaHCBEHTPUKYJIISIPHBIN, TPAHCCUJIbBUEBBIN, TPaHCUJIbBUEBBIA-TPAaHCUUCTEPHAIbHBIN,
CyOTeMITOpaNbHBIA U TPAaHCTEHTOPHAIBHBII-CYyTIpanepeOeIIpHbIA JOCTYII.

B Hacrosimee Bpemst HanboJiee pacpoCTpaHEHBI TPAHCCHIIBBUEBBIN M TPACKOPTUKAIBHBIN
JOCTYIIBI.

IToxazaHUAMHU K CEJIEKTMBHON aMUIIAJOTUNIIOKAMIIKTOMUU SBJISIOTCS M30JMPOBAaHHBIE
NOpa)KeHUs] MEAUAIBHBIX OT/AEJIOB BUCOYHOM O O€3 BOBJICUCHUS HEOKOPTHUKAIBHBIX OT/EIOB
BHCOYHOM JI0JIM (TaK Ha3bIBAEMbIM «ME3UATbHBIN BUCOUYHBIN CKJIEPO3»). JlaHHBIE METOTUKH MOTYT

MPUMEHSTHCS TOJIBKO TIPH JIOKAIBHBIX AMUJIECNTOTC€HHBIX MOPaXXEHUAX runmnokammna [290].

YpoBenb yOenuteabHocTH pekoMeHganuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 3).

MHo:xecTBeHHbIE CyONUAIbHbIE HACCUKH.

JlaHHass MeTOauKa NAJJIMaTUBHOW XUPYPIMM NPUMEHSETCd B TeX ClydasX, KOrnaa
SMWICNITOTEHHAs 30HAa HAaXOMUTCS B (YHKIIMOHAJIHHO 3HAYMMOW 30HE U HE MOXKET OBITh
pesenupoBana. JlaHHas KOHIENIMS OCHOBaHAa Ha TOM, YTO HApYIIEHHUE TOPU3OHTAILHOMN
KOPTUKAJIBHON B3aMMOCBSI3M IPEAOTBPALIACT PACIPOCTPAaHEHNE MAPOKCU3MAIBHOTO pa3ps/a, a
COXPAaHEHHE BEPTUKAJIBHO OPUEHTUPOBAHHBIX BOJOKOH - MPEJOTBPAILAECT PA3BUTHE
¢ynkunonaigpHOro nedummra [291].

YpoBens yOeauteabHocTH pekoMeHganuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

[Tocne mpoBeneHus JaHHOM MPOLIEAYPhl CHUKEHHE YaCTOTHI MPUCTYNOB Oosiee yeM Ha 50%
ynaercss JoOuThCs y 55-65% manumentoB [291-293], mpm codYeTaHWM MHOXXECTBEHHBIX
CyOnMaIbHBIX HACEUEK C JIOTOJHUTENLHONW pe3eKiueil oyara - y 56% MmanueHToB JOCTHraeTcs
KOHTPOJIb HaJl IPUCTYNaMHu, a 'y 75 — 85% MalnueHToB CHIKAETCsl 4acTOTa MPUCTYIOB Oojiee yeM
Ha 95% [292,293].

YpoBenb yOeauteabHocTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 4).

Kasiozoromus.

Kannmo3zoromus peako npuMeHsieTcst y B3pocibix. Kamio30ToMuio BEINOIHAOT NallUeHTaM
C TCHEpPaTU30BaHHON CHUMNTOMATUYECKOH  (PapMakOpe3UCTEHTHOW SMWIENCHe u ¢
MHOTOYHUCJICHHBIMH THUIIAMH TPUCTYIOB: TOHMYECKUMH, aTOHMYECKUMH, T'€HEpPaTN30BaHHBIMU
TOHHUKO-KJIOHMYECKUMHU, abcaHCaMU U, MEHee 4acTo, (hoKanbHbIMU npucTynamu. Hanbomnee yacto

KaJUIO30TOMMIO MPOBOJIAT MAaIlMEHTaM ¢ cMHApoMoM JlenHokca ["acto [286].
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YpoBenb yOeaurTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 4).

[lenpr0 XUPYPrUYECKOro BMEIIATEIbCTBA SBJIACTCS NMPENOTBPALLEHUE PACIPOCTPAHCHUS
MPUCTYIIA U3 OAHOTO MOJIyIapus B Ipyroe. TOHUYECKHe U aTOHUYECKUE MPUCTYIIbL, TPUBOISIINE
K TpaBMaMm, JIy4Ille BCErO MOJMAITCS KOPPEKIUH, YEM IPYTUE TUIIBI TPUCTYIIOB [294].

YpoBenb yOeauteabHocTH pekoMeHganuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4).

Kannozoromuio mpoBOAsT B ABa ATama A MPEAOTBPAIICHUS Pa3BUTHS «CHHIPOMA
JAUCKOHHCKIMKU»: TICPCAHUC IBC TpU PA3BCAUHAIOTCSA IICPBBIM 3TAllOM, CCJIM KOHTPOJA Ha
MPUCTYINIAaMH OOCTUYb HC YAACTCsA, TO BBIIIOJHACTCA BTOpOfI 9Tall — paCcCCUCHUC 3az[Heﬁ TPETU
[295].

YpoBenb yOeauTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 4).
I'emucgepikromus.

OyHKIMOHANbHAST TeMUCHEPIKTOMHUS 3aKJII0YaeTcss B PE3EKLUUHM BHCOYHON J0IH HU
LEHTPaJIbHOW KOPBI C MOCIEIYIOIMIUM pa3/ieJeHHeM TEMEHHON U 3aTbUIOYHON KOPBI FOJIOBHOTO
MO3ra OT IOAKOPKOBBIX CTPYKTYp M MO30JMCTOrO Teja. JIaHHBIA THUII XUPYPTHYECKUX
BMCHIATCIIBCTB BBITIOJIHACTCA B OCHOBHOM B HeﬂﬂanH‘IeCKOﬁ MPAKTUKC MALUCHTAM C TAKCIIbIM
HEBPOJIOTHYECKUM JepUIIUTOM B BHUJE TeMUIIape3a W OOIIMPHBIM MOpPAKEHHEM IOTyIIapus
TOJIOBHOTO MO3Ta KOPTHUKAJIbHOW Manb(opManuei, sHuedamuroM Pacmyccena, CHHAPOMOM

HITypre-Bebepa nnu nociaeCTBUSIMHA HApyILIEHHS] MO3TOBOr0 KpoBooOpamieHus [296—298].

YpoBenb yOeaurTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).
Xupypruueckoe JiedeHrue BHEBUCOUYHBIX GOPM MUJIENICHH.

BueBucounass ¢opMa SHUIENCHH BKIOYAeT B ce0sS MHOXKECTBO SIUJICITOICHHBIX
CHHJIPOMOB, BO3HUKAIOIIUX U3 JIFOOOH 00JIaCTH KOPHI TOJIOBHOTO MO3Ta 3a MpeeiaMi BUCOYHOU
nonu [299].

[Ipn BHEBUCOYHBIX (opMax OHHWICIICUU Hamboyiee pPacIpOCTPAaHCHHAS ONepalus —
KopTukdkToMus. CyOnuanbHasi pe3eKIus JICKHUT B OCHOBE KOPTUKIKTOMHUH, TOJBKO TIATENbHAs
JUCCEKITUST PE3CIUPYEeMON 30HBI OT OKPYKAIOIIMX TKAHEH IT03BOJIAET YMEHBIIUTh PHUCK

MOBPEXKACHUSI OKpY)Kaloled KOpbl ToJOBHOrO Mo3ra. OCHOBHBIMH  XHUPYPTUYECKUMU
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MPUHLIMIIAMUA KOPTUKIKTOMUHU SBIISIOTCS MaKCHMAaJlbHOE COXPaHEHHUE COCYNIOB U MOJKOPKOBOTO
0enoro BemecTBa ro1oBHOro Mo3ra. Cocy/pl, MUTAOIINE YAAISIEMYIO KOPY TOJOBHOT'O MO3Ta HIIN
CJIETIO 3aKaHYMBAIOIIMECS B MPEIO0JIaracMoil 30He Pe3eKIUU, BO3MOXKHO KOAryJIupoBaTh, OJJHAKO
COCYZbl, UIYIIUE «TPAH3UTOPHOY», CIEAYyEeT MaKCUMAalbHO COXPAaHATh MJs MPEeAOTBpallleHUs
Pa3BUTHS BO3MOXKHOT'O HEBposiorudeckoro aeduiura [300].

YpoBenb yOeauteabHocTH pekoMeHganuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4).

B coueranuu ¢ KOPTUKIKTOMHEH UM OTAEIBHO MPUMEHSIOT GPOHTAIBHYIO JTOO3KTOMHUIO.
JloGHbIe pe3eKIIUK BO3MOXKHO pa3AeauTh Ha 3 Tumna: 1-i — GppoHTONOIsApHAs T0OIKTOMHUSI, KOTOpast
BKIIIOUAET yIaJICHHUE IEPBBIX 5 CM OT MOJFOCa JTOOHOU 10MH; 2-i — palKaIbHAs TIepeIHss T0OHas
J009KTOMHSI, BKIIFOYAOIIAsl yIajJeHUe BCEW JIOOHOHM 10JH, 32 MCKIIOUYEeHHEM (PYHKIIMOHAIBHO
3HaYUMBIX 30H; 3-i1 — nepeanss GpoHTaIbHAS JTOOIKTOMHUS, BKIIOYAIOIIAsk PE3EKIINI0 KOPBI MEXKIY
(GpOoHTOMONSIPHOM TOOIKTOMUEH U paauKanbHOM T00skToMuei [300,301].

YpoBenb yOeauteabHocTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

[Ipu Xxupypruv BHEBHCOYHBIX (OPM SOWIENCUU HEOOXOJUMO  HCIIONb30BATh

uHTpaonepaunonHyro DKol nis perucrpanum MHTEpUKTaNbHOM akTuBHOCTH [302].

YpoBenb yOeauTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

I'nyOnHHyl0 cTuMyasuui rogoBHoro Mosra (DBS) nposoastr mnauuenram c
dapmakope3ucTeHTHBIMU (OpPMaMHU SMHIIECTICUU, KOTOPBIM PE3eKIMOHHOE BMEIIATENIbCTBO HE
MOKET OBITh MPOBENEHO. A TaKXe TMalheHTaM C COXPAHSIOUMMUCS SHUIENTHYECKUMU
IPUCTYIIAMH TIOCIIE paHee MPOBEACHHOTO0 XHPYPrudecKoro yieueHus win Headdexkrunoit VNS
Tepanuu. VMmeercst Heckosbko MueHen as crumyssinun: ANT (nepennee sapo tanamyca), HP
(runmmokamm), CN (tieHTpoMenuannoe sapo tamamyca), STN (cyOTamamMudeckoe siapo), OTHAKO
HanOoJiee TePCIEKTUBHOM MHIIICHBIO NIPU3HAHKI nepeanue sapa tamamyca (ANT), ctumyssius
npoBojutcs ¢ 18 1o 65 ner [303]. CHusuth yactoty npuctyno >50% nociae DBS ANT ynaercs
B cpenHeM y 56% (40,4 — 66%) mauueHToB, a JOOUTHCS MOJHOTO KOHTPOJIS HAJ MPUCTYIAMU
ynaercs 106uThes y 29% (14 —40%) [304].

YpoBenb yOeaurTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 5).
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Hpyrue mumienn 11t DBS siBiisieTcss MeHee M3y4E€HHBIMHM, UMEIOTCSI HEMHOTOYMCIIEHHbBIE
nyOJIMKauy ¢ HeOONBIIMM KosindecTBOM manueHToB. DBS HP - mo3Bossier cHU3UTH 4acToTy
npuctynoB Ha 30-90% y namueHTtoB ¢ BucouHod snuiuencueit [278], DBS CN -noka3zaino
3¢ (HEeKTUBHOCTD TOIHKO B OTHOILIEHUH F€HEPATN30BAHHBIX TPUCTYIIOB — CHU)KEHHE MPUCTYIIOB HA
30-98% [305], DBS STN B cpenHeM mo3BoJII€T CHU3UTH NpucTynbl Ha 50% [306].

YpoBenb yOenuteabHocTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

Crepeorakcuueckasi paauodactorHas jgectpykuusi (SRT) snuiaentoreHHbIX
MOPaKeHUI.

SRT - nokaibHOE MAaJOMHBA3WBHOE pa3pylIeHUE, NPUMEHSEMOE B JICUCHHH
(bapMaKoOpe3UCTEHTHOW JMHICTICHU, ACCOIMHPOBAHHOW C TIYOMHHBIMH OTPAaHUYCHHBIMHU
SMUJIENTOT€HHBIMU MOPAXKEHHUSIMU TOJIOBHOTO MO3ra, TAKUMH KaK TMITOTaIaMUYecKas ramapToMa
u ysnoBas rereporonus. SRT mpoBomuTcs mamueHTaM C (papMakope3UCTEHTHBIMH (opMaMu
AMWICTICUU, KOTOPBIM PE3EKIIMOHHOE BMEIIATEIIbCTBO HE MOXKET OBITh IMPOBEACHO BBUAY
OOJBIIIOrO pHCKA TMOCICOTICPAIMOHHBIX HEBPOJIOTUYECKUX OCIIOKHEHUM, O0YyCIOBIEHHBIX
JOKAJIM3alME AMUIENTOreHHbIX o4aroB. SRT mpoBoAWTCS 37IE€KTPOIOM i paaro4acTOTHON
TEPMOJECTPYKLIUA  JIOCTAaBISEMBIM K OJHWICNTOTEHHOMY IOPAaXEHUI0 MpPHU  IOMOULIU
CTEPEOTAKCUYECKON paMbl, 9TO 00ECIIEYNBAET BHICOKYIO TOYHOCTh IECTPYKIIMH CAMOT0 o4ara mpu
MUHUMAIBHOM DPHCKE TMOBPEKICHUS OKpPYKAIOIIEeH TKaHW MO3ra. JTO IMO3BOJSET 0e30MmacHo
MIPOBOJIUTH JECTPYKIIHIO JOKATBHBIX TIIYOMHHO PACIOJIOKEHHBIX AMUJICNTOreHHbIX 049aros [307].
SRT runoranaMu4yecKux ramapToM MO3BOJSET JTOCTHYb KOHTpOJIA Haja npuctynamu y 71-80%
nanrenToB [308]. SRT y310BbIX reTepoTONuid MPUBOIUT K CHUXKEHUIO YaCTOTHI TPUCTYTOB > 50%
y 48,7% 60mpHBIX [309].

YpoBenb yOeaurTeabHOCTH pekoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

B 3aBucumoctH OT 00BbEMa SIUICNTOTCHHOTO OYara M SIWICNTOICHHON 30HBI, UX

JIOKaJIu3auu, GopM U pa3MepOB BHIOMPAIOT TOT WIIM MHOM THUIT XUPYPTUYECKOTO BMELIATEIbCTBA

(puc. 5).
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Puc. 5. Cxema paznudHbix (HOpPM XUPYPrUIECKOTO JICUCHHS B 3aBUCUMOCTH OT STUOJIOTHUH
SMUJIETICUHU, 00beMa U JIOKATU3ALUU TIOPAKEHUS, pa3Mepa AMHICITOreHHON 30HbI [277].

YpoBenb yOeauteabHocTH pekoMeHganuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

Hcnonb30BaHue MHTPAONEPANMOHHOTO HEeHPOPU3H0J0THYeCKOr0 MOHUTOPUHIA BO
BpeMsl XUPYPru4ecKoro Jedenusi GpapMakope3ucTeHTHOM dNMUJIeNICHH.

Pexomenayercsi ~ TPOBEIACHHE  HMHTPAOIEPAIMIOHHOTO  HEUPOPHU3UOIOTHIECKOTO
MOHHTOPHHTA C KAPTUPOBAHUEM (PYHKIIHI pe3erupyeMoii KOpPbl TOJIOBHOTO MO3Ta y OONBHBIX C
(bapMakope3UCTEeHTHOW (POKATBHOM SMWJICTICUEH TPH PaACHOJIOKCHUU SIUJICITOTCHHONH 30HBI
BOIM3M (DYHKITMOHAIBHO 3HAYMMOMN KOPBI WJTU TIOJIKOPKOBBIX MPOBOAAIINX myTei [310].

YpoBenb yOeaurenbHocTH  pexkoMmenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJIbLCTB — 4)

KommenTapmii:  [IpumeHenune  MHTpaomepaliMOHHOTO  HEHPO(HU3NOIOTHIECKOTO
MoHuTopupoBanus (MOM) u kapTUpoBaHHS KOPHI BO BpeMs PE3EKIIUU SIHUJICTITOTCHHONW 30HBI
MO3BOJIET JIOKATM30BaTh (DYHKIMOHAIBHBIE 30HBI C MOMOIIBIO MPSIMOU 3IEKTPOCTUMYIISIIUN
Kopel. lIpu pacmonoKeHuM OSHUICHTOTEHHOM 30HBI BO3JI€ MOTOPHOM KOpBI, IIPOBEICHHE
3JIEKTPOCTUMYJISILIUA BO3MOKHO BO BpEMsI HApKO3a, a JUIsl MPOBEICHUSI KAPTUPOBAHMS PEUYEBBIX
30H HEOOXOAMMO MPOOYXKACHUE TalueHTa. Y JeTel JOKAIM3alui0 IEHTPATbHONH OOpO3/IbI
BO3MOKHO MPOBOJAUTH METOJOM COMATOCEHCOPHBIX BBI3BAHHBIX MOTEHIIMAIOB C aHAJIU30M

peBepcun (aszwl Hax PonanmoBoit 60po3 0.
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3.3. IlcuxodapmakoTrepanus KOMOPOWIHBIX NCHXHXHYECKUX PACCTPOICTB _MpH

MMUJIENICHH.

J PexoMeHyeTcst Ha3HAUYCHUE AaHTUICTIPECCAHTOB U3 TPYIIIHI CENIEKTHBHBIX MHTHOU-
TOpoB oOparHoro 3axBata cepoTonnHa (CHMO3C) mist meyeHus: AeNpecCUBHOTO PacCTPOMCTBA Y
o [311,312].

YpoBens yOeautenbHoctH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
J10Ka3aTeJILCTB — 5)

KommenTtapuii: Odwue nooxoowt x newenuro denpeccuil y 119 ananoeuunvt maxoswvim y
nayuenmos c¢ Oenpeccuell 0e3 snunencuu. Pezyremamul npocnekmusHo2o OMKpbIMO20
uccnedosanus nokasanu, umo Ha ¢pone npuema CHO3C 7 uz 8 nayuenmos ¢ snuiencueil u
Odenpeccuei x 12 wnedene mepanuu oocmuearom pemuccuu [312]. Ilpu nedocmamounoi
agppexmuenocmu  CHO3C  yenecoobpazno  paccmompems  60NPOC O  HA3HAYEHUU
aHmuoenpeccanmos u3 Opy2ux epynm.

o PexoMeH0BaHO manueHTaM ¢ SMUIIENICUel pU HAJTMYUHU JIePecCuy Ha3HavaTh na-
pokcetur** [313].

YpoBenb  yOeautelbHOCTH pexkoMeHaanuii B (ypoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJIbCTB — 3)

KommenTapuu: Pe3ynvmamel panoomMuposanHo20 KOHMPOIUPYEMOo20 CPAGHUMENbHO20
uccnedosanusi napoxcemuna 6 0ose 20-40 me 6 cymku u Opyeux ammuoenpeccammos,
npogedennozo na 67 11D u oenpeccueii nokasanu, umo 6 meyenuu 8 Hederv mepanuu, 82%
docmuenu nepeuurnoz2o omeema Ha nevenue [313]. Ilpu smom u3z epynnol napoxcemuna He 6blObl1
HU OOUH 4eN0BeK.

o PekoMeH70BaHO ManyMeHTaM ¢ JMHIENICUE NMPU HaJUYUU JETPECCUM Ha3HayaTh
nuTtanonpam™** [314-316].

YpoBenb  yOeautelbHOCTH pexkoMeHaanuii B (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 3)

KommenTtapuii: B omkpvimom npocnexmugrnom uccaedosanuu 43 113 u oenpeccueti 6wi10
NOKA3aHO, 4mo Ha npuem yumanonpama 6 oosuposke 10-40 me 6 cymku 6 meuenuu 8 Heoelw
omeemuno 65% I10 u oenpeccueti [314]. B 16-nedenvHom uccredosanuu 45 15 u doenpeccueii
noxXoxce20 OU3auHa ypoeenb omeema Ha mepanuto yumanonpamom cocmasun 86%. [315]. B
NPOCNEKMUBHOM OMKPBIMOM UCCIe008AHUY YUMALONPAMA, NPOBEOEHHO20 HA NAYUEHMAX C

BUCOYHOIL dnunencueli u ()enpeccueﬁ, nokasajiu, umo ypoe6€eHb omeema Ha mepanuro cocmaeu
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53.3%, a 21.2% nayuenmos oocmuenu pemuccuu Kk 20-30 nedene mepanuu [316]. Hu 6 o0Onom u3
NPUBEOEHHBIX Bblule UCCAeO008AHULL NpUeM YUMALONpAMA He CONPOBONCOANCA Y8eaUyeHUeM
4acmomul NPUCMYNOS.

o PexomenoBaHO ManMeHTaM C SMUICTICUEH MPH HAJUYUHU JEMPECCUU HA3HAYUTh
ceprpamun** [317,318]

YpoBeHb  yOeauTeIbHOCTH  pekoMeHaanmuii B (ypoBeHb  J10CTOBEpPHOCTH
JI0KA3aTeJIbCTB — 3)

KomMmenTapuu: B panoomusuposannom uccie0os8anuu cepmpaiuna u KOSHUMUBHO-
nogedeHyecKoll ncuxomepanuu ObL10 NOKA3AHO, YUMo Ha one npuema cepmpanuna 6 0oze 50-200
me 6 cymku (N=75) k 16 nedene mepanuu pemuccuu oocmuenu 53% nayuenmos [317]. Hu y
00HO20 nayueHma npuem Cepmpanuna He COnPO8OHCOANCs YuaueHueM npucmynos. B meuenuu
12 mecayes nabnrooenus 3a 100 nayuenmamu ¢ snunencuetl ¢ 0enpeccusHbIMU/00ceccusHbIMU
paccmpoticmeamu (97/3) na ¢pone npuema cepmpanruna auwb y 6 NAYUEHMO8 OMMEUANOCD
yuaujeHue npucmynos, npu 3mMom NPULYUHHYIO C853b MeAHCOY NPUEeMOM CEPMPATUHA U YualeHuem
NPUCMYNO8 ABMOPbL CMO2U BbIAGUMb UL Y 00H020 nayuenma [318].

o Pexomennyercs HazHaueHUe BeHadakcHHA** Isl IeYeHUsT JEMPECCUBHOTO pac-
ctpoiicta y I1D [319].

YpoBenb  yOeautelbHOCTH  pexkoMeHaanuii B (ypoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJILCTB — 3)

KommMmenTapuii: B pesyrvmame paHOOMUu3upo8aHno20 KOHMPOIUPYEeMO20 UCCLeO008aHUS
ObLI0 yecmanosieno, umo 6 meyeHuu 8 Hedelb mepanuu 3HAYUMO Oolbulee YUCIO NAYUEHMO8,
noxyuaswiux eennagpaxkcut (25-75 me 6 cymku) oocmuenu nepeutiHo20 omeema Ha mepanuro no
CPAaBHeHUIo ¢ memu, Kmo He NONYYal Kako2o-1ubo neyenus oenpeccuu (69% vs 19%). Ilpu smom
asmopamu He npo8OOUNLACH OYEHKA IUAHUS 8eHAApakcuHa Ha dnuienmuyeckue npucmynul [319].

o PexoMenayeTcst Ha3HaYeHNE MUPTA3aNKHa JJIsl JISYSHUsI IETTPECCUBHOTO PAaCCTPOii-
ctBay [ID [316].

YpoBenb  yOeauteqbHOCTH  pexkoMeHaanuii B (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)

KommenTapuii: 1o oanubim npocnekmugHo20 OMKpbIMO20 UCCIe008aAHUS HA3HAYeHUe
Mupmazanuna 6 cpeowueti 0oze 32.2 (6.8) me 6 cymKu npugeno K yMeHbULeHUI0 CUMIMOMO8
denpeccuu y 51.9%, a oxono 15% oocmuenu pemuccuu x 20-30 nedene mepanuu [316]. Ilpuem
MUPMA3ANUHA HE CONPOBOANCOANCS YUAUWEHUEM NPUCYNOE.

o He pexkomenmyercs HazHaueHHUE aAMUTPUNTIIMHA** u KiomunpamuHa** s

JIe4eHus AepeccuBHOro paccrpoiicrsa y 113 [320,321].
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YpoBeHb  yOeauTeIbHOCTH  pekoMeHaanmuii B (ypoBeHb  J10CTOBEpPHOCTH
JI0KA3aTeJIbCTB — 3)

Kommenrapuit:  pesyromamur  memananuza [321] nokazanu, uymo KiomMunpamum
aAccoyuUpoB8an ¢ NOBLIULEHHbIM PUCKOM SNULENMUYECKUX NPUCMYNOo8 ) Ntooel He 0oleiouux
anunencuell, co CmManoapmu3uUpoOSaHHbvIM noxkazamenem sabonesaemocmu 4 (95%CI 2.6-6.0). B
pesyavmame 080UHO20 C1eN020 NAAYeOO KOHMPOIUPYEMO20 UCCIe008aHUsA K 6 Hedelle mepanuu
He OblI0 8bIABIEHO 3HAYUMbIX PA3TUYULL NO YPOBHIO OMEema Ha 25 M2 aMUmpunmuiura u niayebo
[320].

o PexoMeH10BaHO TIpH HA3HAYEHUU aHTUACTIPECCAHTOB MALMEHTAM C ITHICTICUEH 1
Jenpeccuell yuuTbIBaTh WX JIEKAPCTBEHHBIE B3aUMOJICHCTBUS C MPOTUBOSMUIECHTHUYECKUMHU
npenapatamu [311]

YpoBenb  yOeautenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJILCTB — 5)

KommenTapun: kapboamazenun, gpenumoun u gpeHobapouman CHUNICAOm KOHYeHmpayuu
CHO3C npumepno na 25% [322], a npenapamvl 8anbnpoesol KUCI0mvl HE3HAYUMETbHO
no8vlulaenm KOHYeHMpayuo akmusHo2o memaboauma eenaagarxcuna - O-oecmemunseHiaghakcum
[323]. Daysokcamun, pryokcemun u 6 MeHvbuiell CMeNneHu  CepMmpPaluH He3HAYUMENbHO
nO8bILUAIOM KOHYeHmpayuro eanvnpoesou kuciomol [324,325]. Hekomopwim nayuenmam moxcem
NOHAO0OUMBCS USMEHEHUE PeNCUMA 003UPOBAHUS

o PexkoMenayercs manueHTaM C SOWIETICHed U CUMITOMAMU TPEBOTH MPOEBEICHUE
KOTHUTUBHO-TIOBEACHUECKOM nicuxorepanuu [326,327]

YpoBenb  yOeautenbHocTH  pexkoMmenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 2).

° PexoMeHayeTcst manueHTaM ¢ SMUICTICHeN U JIFOOBIM U3 TPEBOKHBIX PACCTPONCTB
HazHaueHue antuaenpeccanToB u3 rpymnmnbsl CO3C (cepTpanus, mapokceTrH, GyBOKCAaMUH, 1TH-
Tajomnpam, dcIuTagonpam, GIyoKCEeTHH) B KAUECTBE IIpenapaToB MepBoi tuHuM [328].

YpoBenb  yOeautenbHoctu  pexkoMenaaumid  C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

Kommenrapun: Tepanus ammuoenpeccanmamu uz epynnot CHO3C 6e3onacua 0ns
nayueHmos ¢ dnunencueti, max KaK oHu He IusIOm HAd 4acmomy SNUNeNnMU4ecKux npucmynos.
Tem ne menee, cmoum y4umvléams GO3MOJICHbIE JeKapcmeeHnHvle e3aumooeticmeus ¢ 11911,
xomopuie cpedu CHUO3C naubonee svipasiceHvl y napokcemuna **,

Pexomenoyeman cymounos Oosuposka cepmparuna** — 50-150 wme 6 cymku,

yumanonpama** u napoxcemuna®* — 20-60 me 6 cymku, scyumanonpama™* — 10-20 me 6 cymxu,
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¢ayoxcemuna** — 20-40 me 6 cymku, ¢haysoxcamuna** — 100-300. Obviuno nauunarom c
MUHUMATIbHBIX MEPANE8mMuUYecKUx 003, NOOHUMAS UX NPU OMCYymcmeuu 3¢ gpexma.

o PexoMenayeTcs nmanyeHTam ¢ SnuiIencrueil 1 reHepain30BaHHbIM TPEBOXKHBIM pac-
CTpOICTBOM Ha3HaueHUe nperabdanuna [329]

YpoBenb  yOeaureqabHocTH  pexkoMeHgauuii C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJILCTB — 5).

KommeHTapuu: mexanusm oelicmsus npenapama 3aKuo4aemcs 8 CéA3bl8anul ¢ anvbga-2-
0enbma-cyoveouHuyel NoOmeHYuan3asUCUMbIX Kalbyuesblx KaHaios, 4mo OloKupyem nepeoaiy
Oonesvix UMNYIbCO8 U  CHUJCAEM 8EePOAMHOCMb  CYOOPOJICHBIX NPUCMYNOS8,  C8A3bleaem
npecunanmuyeckue N u P/Q kanvyuesvie KaHAbl, YMEHbWAA UX YPEIMEPHYIO AKMUBHOCHIDb,
MaxKum o6pazoM CHUNCASL NPOAGTIEHUS MPEBONCHOU cUMImMOMamuru. Pexxcum dosuposanus ons
nevenusn I'TP: navanvuas 0oza — 150 me/cym. B 3asucumocmu om docmucHymozo s¢hghekma u
nepesocumocmu, uepez 3—7 OHell 003y MOXNCHO yeeauyumsb 0o 300 me/cym. [numenvHoe
npumeneHue npenapama 6ezonacno oas nayuenma. lIlobounvimu s¢pexmamu npecabaruna
ABNAIOMCA MaAKUe A6J1eHUs, KaK: ceoayus, 201080KPYI’CeHUe, mpemop, Ou3apmpus, napecmesuu,
HapyweHue namamu, Hapyuienue KooOpoOuHayuu, HapyueHue HUMAaHUs, CLymanHOCmb CO3HAHUS,
auhopus, pazoparicumenbHOCmy, CYXOCMb 60 pmYy, 3anop, yeeiuueHue 6ecd, NOGbIUEHHDII
annemum, Memeopusm, NOMYMHeHUe 3peHusl, OUNIonus, nepughepuyeckue OmeKu, CHUNMCEHUE

JUOUOO, IPEKMUTbHASL OUCHYHKYUSL.

3.4. HanauaTuBHAS MEeIUIIMHCKAS IOMOIIL

[MannuaTuBHAsg MOMONIL — TMOJXOJ, LEJNbI0 KOTOPOIO SIBIISIETCS YJY4ILIEHHE KadecTBa
J)KA3HA TAIMEHTOB M YIECHOB MX CEMEW, OKa3aBIIMXCS MEpel JUIOM YIPOKAIOUIETO >KU3HU
3a0oneBaHus. OJTa 1edb JAOCTUTAETCS MYTEM TMPEAYNPEKICHUS W OOJErdeHusl CTpajaHuid
Onaromapss paHHEMY BBISBIICHUIO, TIIATEIHHONH OILIGHKE W KYNMUPOBAHHWIO OONM W JIPYTHX
TATOCTHBIX (U3UYECKUX CHUMIITOMOB, a TakKe OKa3aHUIO0 TICUXOCOLUATBHOW M JyXOBHOM
nogaepxxkku [330]. I'maBHas 3amada NAJUNITMATUBHOW TOMOIIM — JOCTHKEHHE, MOMJIEPKKa,
COXpAaHEHHWE U TOBBIIICHHE, HACKOJIbKO 3TO BO3MOXKHO, KayecTBa >KU3HM marueHta. OmHako
ONPENIETUTh, UYTO TAKOE «KAYECTBO >KM3HUY», MOXET TOJBKO CaM MaIllMeHT, HYXIAIOUIUNCS B
najiuaTuBHOM oMoty [331].

° Pexomenayercss oOka3aHue NaJIMaTUBHOM MEAUUMHCKON NOMOIIM JIETSAM C
dbopMamMu SMUIETICUH, OTHOCSIIIMMHUCS K 3a00JIEBaHUSIM, OTPAHHYHBAIOIIUM TPOIO0KATETHHOCTh
xu3Hu (kogel MKB G 40.4, G 40.5, G 40.9) [332-334] u gersm ¢ (papMakope3UCTEHTHOM
SMWJICTICUEH, KOTOPHIM BBINOJHEHbl MAJJIMATUBHBIE HEUPOXUPYPrUYECKUE BMENIATEIbCTBA

(kayut030TOMHSL M CcyOmMaibHble TpaHccekiuu) [335,336], ocymiecTBisieMol COTpyIHUKaMU
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MEIUIMHCKUX OpraHu3aluid M HX NOAPA3JENICHUN, OKa3bIBAIOIIMX CHEHUATU3UPOBAHHYIO
NAUTHATUBHYIO MEIUIIMHCKYIO TTIOMOIIb ICTSM, I 00ecredeHusl MOoTpeOHOCTe! MalMeHTa U ero
3aKOHHBIX IIPEACTABUTENICH.

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJILCTB S).

o Pekomennyercs BBEIEHHME 3alIEYHOTO pacTBOpa MujaszojamMa JeTsAM IpHU
AIUJIENTUYECKOM CTaTyce JUIsl KYUPOBaHUs Npuctyna cyaopor [337].

YpoBenb  y0eauTelbHOCTH pexkoMeHaauuid A  (YPOBeHb  /I0CTOBEPHOCTH
JoKa3arejbCeTB 1).

o Pexomenayercs BBelIEHHME PEKTaIbHOTO pacTBOpa JAMa3enaMa JeTsaM IpHu
SMWJICNTUYECKOM CTaTyCe Ui KyIUpOBaHUs puctyna cygopor [337].

YpoBeHb  yOeAMTENbHOCTH  pekoMeHAauuid A  (YpoBeHb JOCTOBEPHOCTH
JI0Ka3aTeJIbCTB 1).

K nabmrogenuo 3a AeTbMH ¢ (OpMaMH SMHIIETICHH, OTHOCSIIUMUCS K 3a00JICBaHUSIM,
OTPAaHUYHUBAIOIINM MPOIOJDKUTENbHOCTD ku3HU (Kol MKB G 40.4, G 40.5, G 40.9) u getsm ¢
(bapmMakope3nCTEeHTHOM SIUJIETICUEH, KOTOPBIM BBIITOJIHEHBI MaJuUIMaTUBHBIE
HEHPOXHPYPrHUECKUE BMEIIATENLCTBA (KAUTO30TOMUS U CyONMUANbHBIE TPAHCCEKIUH), TOJIKHBI
MPUBJIEKATHCS COTPYIHUKU MEIUIMHCKUX OpPraHM3aluid U WX TMOJApa3/IeeHUN, OKa3bIBAIOIINX
CHEUNATU3UPOBAHHYIO MAJUTMATUBHYIO MEIULIUHCKYIO TIOMOIb JETSIM.

[lannuatuBHasgs mnoMomib JAETSIM € DOWIENCUEH  OKa3blBa€TCsI HA  OCHOBaHUU

COOTBETCTBYIOIIMX HOPMATUBHBIX IOKYMEHTOB (cM. [Ipunoxkenune «CBs3aHHbBIE TOKYMEHTBI»).

4. MeaunyMHCKasg peacHJUTAIMS U CAHATOPHO-KYPOPTHOE JiedeHHe, MeaHINHCKHE

NNOKa3aHus u IPOTHUBOINOKA3AHUSA K INPUMCECHECHHU IO METOA0B MeIUIMHCKOi

pPeadHINTALIMN, B TOM YHCJI€ OCHOBAHHLIX HA MCIOJb30BAHMH NPHPOAHLIX JIeUeOHbIX

!I!aKTOQOB

PexoMeHnayeTces crienuagicTaM M0 peabWIMTalUK y OOJBHBIX SMUJICTICHEH YYUTHIBATh
CHI)KCHHYIO KapAHOPECIHPATOPYIO TOJEPAHTHOCTh, C IIENIbI0 OIEHKH MOAU(DHUIMPYESMBIX
(daxTopoB pa3sBUTHs (QU3NYECKUX U ICHUXWYECKUX XPOHUYECKHUX COCTOSIHUH U
MpexIeBpeMEeHHON cMepTHOCTH [338,339].

YpoBeHb  10CTOBEPHOCTH  [0KAa3aTeJbCTB 2, YpoBeHb y0eIMTeJbLHOCTH

pexomenaanuii C.
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Pexomenayercss TpoBelEeHHE AaKYNMYHKTYpbl B COYETAaHMM C OCHOBHOM Tepamuen s
MAlKUEeHTOB C AMUJIETICUEN I CHUXKEHHUS YaCTOThI MpUCTY1oB [340].

YpoBeHb  10CTOBEPHOCTH  /0Ka3aTeJbCTB S, ypOBeHb  YOeAUTEIbHOCTH
pexomenpanuii C.

Pexomenayercsi TpPOBEICHHE «IIKOJBI SIUJICICUM» C 0030pOM OTHENbHBIX TEM,
CBSA3aHHBIX C OIWJIENCHENW, TAKUX KaK TUIbl INPUINAIKOB, YIPABIECHUE CTPECCOM, MEpPBI
npopMIaKTUKA TpaBM, JIeKapcTBEHHbIE dJ(PQexTsl U 1o0ouHble 3((GEKTh, YIeHaAMU
MEXIUCUUIUTMHAPHOM KOMaHbl Ui TMalMEeHTOB C JIWIENCHEed U MX POJCTBEHHUKOB IS

YIYUIIECHHS KaueCTBA KU3HU MALMEHTOB ¢ anuiiencuen [341].

YpoBeHb  10CTOBEPHOCTH  /0Ka3aTeJbCTB S, ypOBeHb  YOeAUTEIbHOCTH
pexomenpanuii C.
Pexomenayercst  opranuzanusi  HaOMIOACHMS,  BKIIOYAIOLIETO  CTPYKTYPHUPOBAHHOE
MHTEpPAKTHBHOE oOOydarollee NpPUIOKEHHUE, OPraHW30BaHHOE OOYUYEeHHOW MeICecTpod 1o
ANWIETICUY, JJIS NALMEHTOB C SIWIETICUEN, Ui YIydIlEHUsI KauecTBa )KU3HU, CBSI3aHHOT'O CO
3I0POBbEM, YMEHBIICHUS TUCTPECca, CBA3AHHOIO C 3MUJIENICHEH, OECTIOKONCTBA B CBSI3U C
GU3MYECKUMU W TICUXWYECKUMH d(]PdekTamu JieKkapcTBa, a Takke (PYHKIIMM B CBSI3U C
bu3HYECKOI aKTUBHOCTHIO U paboToi [342,343].
YpoBeHb  10CTOBEPHOCTH  /0Ka3aTeJbCTB 2, YPOBEeHb  YOeAUTEIbHOCTH
pexoMenaanuii B.
Pexomenayercst UCIOJIb30BaHUE HaBbIK-OPUEHTHUPOBAHHBIX MICUXOJIOTHYECKHUX
BMeEIIATEIbCTB (KOTHUTUBHO-TTOBeAeHUYecKyto Tepamnuto (KIIT), skmtouas metoast KIIT, Takue
KaK JIbIXaTeJIbHbIE TPUEMBbI, PACCYKIEHUE WM BU3YyalIU3allMsl; KOHCYJIbTUPOBAHHUE; U
yIpa)XHEHUs] HA OCO3HAHHOCTH) Y B3POCHBIX M MOJPOCTKOB C SMUJICTICHEN IS YIyUIIeHUs
kadectBa xku3HM (HRQOL). JlonomHuTENbHOE MCTOIB30BaHUE TICMXOJIOTHYECKUX METOJIOB
JIeYeHUsl, OCHOBAHHBIX HA HAaBBIKAX, JUISI B3POCIBIX M IMOAPOCTKOB C JMUJIEIICUEH MOXKET
o0ecreunTh JOTOJHUTENIbHBIC MpeumymiecTBa B kadectBe ku3Hu (HRQOL), xorma onm
BKJIIOYEHBI B MAIIMEHT-OPUEHTUPOBAHHYIO NTporpaMmy peadbunutanuu [344].
YpoBeHb  JI0CTOBEPHOCTH  [0KA3aTeJbCTB 2, YPOBEeHb  YO0eAUTEJIbHOCTH
pexomenpanuii C.
PexoMenayeTcsl cienMaicTaM o peabuINTaluy BKIIIOYUTD IIOBEACHYECKIE METO/IbI B BHJIE
IporpamMM CaMOyIpPaBJICHUS B JOMOJHEHUH K CTAHIAPTHOM TEpanuy B KOMILJIEKCHYIO TTOMOIIb
HalUeHTaM C MUJIETICHEN C eNbl0 YIy4IIeHUH KauecTBa KU3HU, KOTHUTUBHBIX (QYHKIHUH U
MIPUBEPKEHHOCTH K JIeueHHIO [345]
YpoBeHb  10CTOBEPHOCTH  /0Ka3aTeJbCTB S, ypOBeHb  YOeAUTEIbHOCTH

pexomenaanuii C
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KommenTapuii: J[Ba HemaBHHMX KpYIMHBIX PaHAOMH3MPOBAHHBIX KOHTPOJIHPYEMBIX
UCCeIoBaHus (OCO3HAHHOCTh M TPOTPECCUPYIOIIasi MBIIIEUHAs peJaKcalus) cooouum oo
yAYYIIEHUH YacTOThl MPUCTYNOB MpPHU MOBEICHYECKOM JeueHHH. B o0oux wuccienoBaHusxX
YJaCTHUKHM KaK B aKTUBHOM, TaK M B aKTMBHOM KOHTPOJIE BHUMAaHHUS MOKA3aIHM 3HAYUTEIHFHOE
CHIDKCHHUE TIPHCTYNOB, B TO BPeMsS KaK KadyecTBO >KU3HU M CHIDKEHHE CTpecca ObLIM JIydiie
OTMEYEHBI B AKTUBHOM KOHTpOJIE. J{OTOIHUTENbHBIE TOBEICHYECKHE MOAATILHOCTH COOOLTHIIN 00
yIAYYIIEHUU KOHTPOJISI MPUIIAIKOB, BKIIOUYas Hory, Ono/Hedpodua0sK u My3bIKAIbHYIO TEPAIHIO

[ccpika??].

5. IIpoduaakTuka M JAUCHAHCEPHOE HAOJIOAEeHHE, MEINIMHCKHE MNOKAa3aHudg |

IPOTHBONOKA3aHUS K NPUMEHEHHIO MeTO10B NPOPHUIAKTHKH (pa3aes TpedyeT 10padoTKH)

Ilo onenkam, no 25% ciydaeB pa3BUTHUS SIUJIENICUM MOKHO IPENOTBPATUTH IYTEM
MEePBUYHON NPOGUIAKTUKK 3a00JICBAHUN M COCTOSHUM, KOTOPHIE MOTYT OBITh TPUYHHOU
SMUJIETICUU.

[Ipenynpexxaenue TpaBM TOJOBBI  SIBISIETCS  caMbIM  3(PQEKTHBHBIM  CIIOCOOOM
IIPEIOTBPALIEHHS IOCTTPAaBMAaTUYECKOM SIUIIETICHU.

Haanexamas mnepuHaTanbHass MOMOIIb CIOCOOCTBYET YMEHBIICHHMIO YHCIIAa HOBBIX
CIIy4aeB SIUJICTICHH, 00YCIIOBICHHBIX POJIOBBIMU TPABMAaMH.

IIpumeHeHMe JIeKapCTBEHHBIX CPEACTB U IPYIMX METOJ0B CHI)KEHUS TEMIIEPATyphl TeENa y
JeTel C TMXOPAJAKONH MOXKET CHU3UTh BEPOSATHOCTH (PEOPUIIBHBIX MTPUTIAIKOB.

[Ipodunaktrka snuaencuu, BOSHUKAIOLIEH MOCIe WHCYIbTa, HAlpaBlieHa HA CHUKCHHE
pUCKa pa3BUTHUA CEPACUYHO-COCYIUCTBIX 3a00JIEBaHUM, YTO OCYIIECTBIAETCS IOCPEICTBOM
OPUHATHS MEp MO NPOPHIAKTHKE HIM KOHTPOJIO TOBBIIIEHHOTO apTEPHAIbHOIO IaBIICHHS,
caxapHOro auadeTa M OXKMPEHHUs, a TAKKE OTKa3a OT KypEeHHUS M Ype3MEpHOro ymnoTpeOiaeHus
AJIKOTOJIA.

Nudexunn 1ieHTpaibHOW HEPBHOM CHUCTEMBI SIBJISIFOTCS OOIIEH MPUYWHOM SIUJIETICHU B
TPOIIMYECKUX palOHaX, TJ€ HAXOAATCS MHOTME pa3BUBAIOLIUECS CTpPaHbl. YHUYTOXXEHUE
[apa3uTOB B 3TUX YCIOBUSX M MPOCBETUTENbCKAas paboTa B OTHOUICHUH MNPO(UIAKTUKH
UHGEKIUN SBIAIOTCS JEWCTBEHHBIMH CIIOCOOAMU YMEHbILIEHUS OpeMEHH SIUIIETICHH BO BCEM
MUpE.

YpoBeHb  10CTOBEPHOCTH  /0Ka3aTeJbCTB S, ypOBeHb  YOeAUTEIbHOCTH
pexomenaanuii C.

[51]

Jlis BTOpUYHOIN NpO(UIAKTUKY KCIIOJIb30BAHME METOJIOB JICUEHHs Ha paHHUX 3Tarax

MocCJIC TpaBMbl [JIA OIpaHUYCHUA CTCIICHU TpPaBMbl T'OJIOBHOI'O MO3ra HWJIH MNOPCPbIBAHUSA
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SMIJICNTOT€HE3a, XOTSI U SBIISICTCS MPUBJICKATEIBHBIM B TIPUHIIAIIE, HE HMEET TIOATBEPIKIAIOIINX
AOKAa3aTCJIbCTB - HC B MOCICAHIOIO O4YCPCAb IMMOTOMY, YTO MCXAHHWU3MbI SIHJICTITOICHC3a IOCIIC
TaKux HOBpe)KI[eHI/II\/'I CJIOKHBI U TINIOXO U3YUCHBI.

UToOBI aKTUBH3UPOBATh TJOOANBHBIE YCHUJIUSA IO TPOPIIAKTHKE, PEKOMEHIYIOTCS
MIOCJIEIOBATENBHBIC M CKOOPAWHUPOBAHHBIC YCHIIHS CO CTOPOHBI MOJUTHKOB, HCCIIE0OBATENCH 1
MOCTABIIMKOB MCIHUIUHCKUX YCIYyr' IO COBCPIICHCTBOBAHWIO W BHCAPCHHUIO IMOAXOJA0B K
NepBUYHON mnpoduiiakTuke. TpaHCISAIMOHHBIE WCCIEIOBAaHUS TaKkKe HEOOXOIUMBI st
MOHMMaHHUsST MEXaHW3MOB, JIGKAIIMX B OCHOBE SIWJICNITOTEHE3a, W IS BBISIBICHUS HOBBIX
POTHBOAITHIIETITOT €HHBIX BMEIIATEIIHCTB c MOCTCIYIOMUM  TECTUPOBAaHHEM B
PaHIOMHU3HPOBAHHBIX KOHTPOJIUPYEMBIX HccienoBaHusX. [IpodunakTuka SMUIencun - BakHas
npobsieMa OOIIECTBEHHOTO 3apaBooxpaHeHus. K cokaneHuro, MpoQUIaKTHKA SMUIETICHHA 10
HE/IaBHETO BPEMEHHU HE MpPHUBJIEKaJla 0COO0T0 BHUMAHHS W TO-TIPEKHEMY MPEICTABISIET COOOU

HEOTJIOKHYIO HEYJOBIETBOPEHHYIO KIMHUUYECKYIO TOTPEOHOCTD.

YpoBeHB JOCTOBEPHOCTH JI0KA3aTEILCTB 5, YPOBEHb yOeAUTEIbHOCTH pekoMeHnanuii C.

[346]

6. Oprasu3anusg OKa3aHusg MeINIUHCKOW MOMOIIM (pa3ae A0padaTbIBAETCH)

MeaunuHcKas TOMOIIb IO MPOQUITIO «IMUTIETTONIOTHS OCYIIECTBIISIETCS B BUIE:

- IEPBUYHON MEIMKO-CAHUTAPHOU MMOMOIIIH;

- CKOpPOl MEIUIIMHCKOW MOMOIIH;

- CHEUHUATU3UPOBAHHON MEAULIMHCKON TOMOIIH,

- BEICOKOTEXHOJIOTUYHOM MEIUITMHCKOM ITOMOIILIH.

MenuirHcKasi TOMOIIb OKa3bIBACTCS B CICAYIONMIUX YCIOBUSX:

- BHE MEIUIIMHCKON OpraHu3aruu (1o MECTy BbI30Ba OpHUTaibl CKOPOM MEAUITMHCKON I10-
MOIITH );

- aMOynaTopHO (B YCJIOBHSIX, HE MPEIyCMATPUBAIONIUX KPYIIOCYTOYHOE MEIMIIMHCKOE
HaOJIIOZICHUE U JICUEHHUE);

- CTaIlMOHAPHO (B YCIOBUSAX, 00ECIIEYMBAIOIINX KPYTJIOCYTOUYHOE METUIIMHCKOE HAOI01e-
HUE U JICUCHHUE).

[TepBu4Has MeAMKO-CAaHUTAPHAS TIOMOIIIHh BKIIFOYAET: MIEPBUYHYIO BpaueOHYIO METUKO-Ca-
HUTAPHYIO TTOMOIIb, TEPBUYHYIO CHIEITUATU3UPOBAHHYIO MEIUKO-CAHUTAPHYIO TTIOMOIITb.

[TepBuunas BpaueOHasi MEIUKO-CAHUTAPHAS ITOMOIIb MPH SIHJICTICUA B COOTBETCTBHH C

[Ipukazom Munzapasa Poccun ot 24.12.2012 Ne 1404n [347] u [Ipukazom Munszapasa Poccun
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0T 24.12.2012 Ne 14391 [348] oka3bIBaeTCsi BpauOM-KapAr0JIOrOM, BpadOM-HEBPOJIOTOM, Bpa4OM-
MICUXUATPOM, BPAuOM-TE€PANEBTOM, BPauOM-aKyIIEPOM-THHEKOJIOTOM, BPauOM-HEHPOXUPYPIOM,
BpaduoM-0()TaIbMOJIOTOM, Bpa4OM-3HIOKPHUHOJIOTOM, Bpa4OM-T€HETUKOM, BpaduoM OOIIeH mpak-
TUKU (CEMEMHOro Bpaya), BpauoM-TepaneBTOM Y4aCTKOBBIM, BPaUOM-3HIOKPUHOJIOTOM B MEIH-
UHCKUX OpPTraHu3alusX.

[lepBuuHas cnenuaaIu3upoBaHHAs MEIUKO-CAHUTApHAsI TOMOIb TP SMUIIETICUU B COOT-
BercTBHM ¢ [Ipukazom Munsapasa Poccuu ot 24.12.2012 Ne 15141 [349] oka3biBaeTcsi BpauoM-
aKyIIEpOM-THHEKOJIOTOM, BpadyOM-T€HETUKOM, BpauOM-KapIn0JIOTOM, BpauOM-HEBPOJIOTOM, Bpa-
YOM-HEHPOXUPYpProM, BpauoM-o(hTaIbMOIOrOM, BPauOM-IICUXUATPOM, BpauOM-TepaneBTOM, Bpa-
YOM-3HJIOKPUHOJIOTOM B MEIUILIMHCKUX OPraHU3alusiX, OKa3bIBAIOUIUX CIIEHUATM3UPOBAHHYIO, B
TOM YHCJI€ BHICOKOTEXHOJIOTUYHYIO, MEAUIIUHCKYIO TIOMOIIIb.

Ckopast MeIMLIMHCKAas TOMOIIb OKa3bIBA€TCS BBIE3IHBIMU OpHUragaMu CKOpPOW MEIUIIMH-
CKOM oMoty B cooTBeTcTBUU [Iprkazom Munsapasa Poccun ot 05.07.2016 N 4681 [350]. O06s-
3aTeJIbHOW TOCIHUTAIM3AIMY TOJIEKAT MALMEHTHl C SMIICNTUYECKUM CTaTyCcOM, B COCTOSIHUH
KOMBI U B COCTOSIHUM C HapyLIEHHWEM CO3HAaHUS B MEAUIMHCKUE OpPraHMU3allid, OKa3bIBAIOIINE
KPYTJIOCYTOYHYIO ITOMOILb U UMEIOIIHE B CBOEM COCTABE OTAENIEHUS HEOTI0KHON MEAUIIMHCKON
MTOMOIIIH.

BricokoTexHOMOTMYHAsT MEIUIMHCKAs IOMOIIb OCYIIECTBISETCS B COOTBETCTBUU C
[Ipukazom MunuctepcrBa 3apaBooxpanenus P or 10 mekabps 2013 r. Ne 916n "O nepeune

BHUJIOB BBICOKOTEXHOJOTHYHON MeAUIMHCKOM momormu" [351].

ITpu oOpamieHny nanyeHTa ¢ MUJIeTcueil K Bpauy oOLIeH MpakTHKH, Bpauy TEpamneBTy,
KapJIMOJIOTy OH HAIpaBIII€TCsl HA KOHCYJIbTAIMIO K Bpayy HEBPOJIOTY ISl ONpeAeNieHUs TUIaHa
oOcrenoBaHUsl U Ha3HAYCHUs JIedeHHsI. BOJIbIIMHCTBO MAIIMEHTOB € AMIJIETICUEN MOTYT MPOXO-
TUTH 00cieIoBaHUE U JIeUeHUE y Bpaya HeBposiora. [laiuenTs! ¢ anuiencueii cocTosT o1 Haduo-
JICHHEM y Bpadeil HEBPOJIOTOB.

B mexpaiionHbIe (pailoHHBIE) CTIeUaTN3UPOBAHHBIC KAOMHETHI OKa3aHUs MTOMOIIU 0OJIb-
HBIM C STIICTICUEH U IPYTUMU MAPOKCU3MATBHBIMU COCTOSIHUSIMU M/MITA TOPOICKHUE STHIICTITOIIO-
TUYECKHE IICHTPHl W/ WM OOJACTHBIC SMHJICTITOJIOTMYECKUE IIEHTPHI (KaOWHETHhI) HAIPaBIISIOTCS
00JIbHBIE 1J1 YTOUHEHUS JUArHo3a, Ha3HAUeHUs JIeUeHUS! U €T0 KOPPEKIIUH.

OT60p OONBHBIX TSl MPOBEICHUS KOHCYIbTAIMHI B MEXXpaliOHHbBIE (PAlOHHBIC) CTICIIHATTU3U-
pOBaHHBIC KAOMHETHI OKa3aHUS TIOMOIIH OOTBHBIM C MMHICTICUEH U IPYTHUMH MaPOKCU3MAIbHBIMU
COCTOSTHUSIMHU, TOPOJICKHE SMUJIENTOJIOTMYECKHE LIEHTPBI, 00JIaCTHBIE SMUJICNTOIOTMUYECKHE 1IeH-
TpbI (KAOMHETHI) OCYIIECTBIISET Bpau-HEBPOJIOT WU 3aBEAYIONINI HEBPOJIOTHYECKOTO OTIEICHUS

MEJIULIMHCKON OpraHu3aluH.
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HampaBnenuto B MexpailoHHbBIE (pallOHHBIC) CIICIHMAIM3UPOBAHHBIC KAOMHETHI OKa3aHUs
MIOMOILIY OOJIBHBIM C SMUJICTICUEH U IPYTUMHU NapOKCU3MAIbHBIMU COCTOSIHUSIMU W/UIIHA TOPOJICKHE
SMUJIEITOJIOTUYECKUE IIEHTPBI, 00JACTHBIC AMHJICHTOIOTMYECKHIE HEHTPHI (KaOWHETHI) MOoJIexar
MAIMEHTHI: C BIIEPBbIC BBISIBJICHHOMN SMUJICTICUEN; C paHee YCTAHOBJICHHBIM JUATHO30M SIUIIECTICUU
JUTSL KOPPEKILIMHY JISYEHUS; IPU COXPAaHEHHUH MTPUCTYIIOB Ha MPOTSHKEHUH Ooliee 3 MecsieB Ha oHe
Ha3Ha4YeHHOU Tepanuu [352]; ¢ yCTaHOBIEHHOMN PE3UCTEHTHOCTHIO K MPOBOIUMOM TE€paIuu; C 11e-
1610 AU (hepeHInaIbHOr0 JUAarHo3a MUIETICUM C APYTUMHU HapOKCU3MAJIbHBIMU COCTOSTHUSIMU;
JIa MPU3BIBHOTO BO3pacTa, UMEIOIIME B aHAMHE3€ MapOKCHU3MalIbHbIE COCTOSTHUS; JKEHIIUHBI C
MapOKCU3MAIbHBIMU COCTOSIHUSIMU, TUTAHUPYIOIIE OEpEMEHHOCTb.

[Tpu coxpaHeHUH MUIETITUYECKUX MPUCTYIIOB, Pa3BUTHU MOOOYHBIX 3(PdekToB, papma-
KOPE3UCTEHTHBIX (popMax 3ab0iieBaHuUs MAIMEHT MOXKET OBITh HANpaBJCH B HEBPOJIOIMYECKHMA
CTallMOHAap; IO MOKAa3aHUsIM B HEHPOXHPYPTHUUECKHI CTallMOHAp. B HEBPOIOrHUECKOM CTaIuo-
Hape MPOBOUTCS MOUCK BO3ZMOXKHBIX PUYHMH «TICEBIOPE3UCTEHTHOCTUY, MPOBOAUTCS TuddhepeH-
[UAJBHBIA TUAarHo3 C TMCEeBIO3MUICITUYECKUMHU MPUCTYNIaMH, TapOKCU3MaIbHBIMU HapyIICHH-
SIMM CO3HAHHUS IPYroi 3TUOJIOTUH, C IIPUBJICYEHUEM Bpadyel CIIEUaINCTOB IPYIUX CIIELUAIbHO-
CTeH, YTOUHSIOTCS THUIIBI SIS THYECKUX MPUCTYIOB, (popMa SMUIIETICUH, OCYIIECTBIISETCS KOp-
pEeKLUs Tepanuu, periaeTcs BOIPOC O MPOBEICHUH «KETOTEHHOM TUETBD), MPEXUPYPrudecKoit
HOJTrOTOBKH (110 IOKa3aHUsAM). B cTtanonape nomkHa ObITh BO3MOXKHOCTB ITPOBEACHUS HEHpohu-
3MOJIOTUYECKUX MeTO/10B obcnenoBanus (I31, Buneo-33] MOHUTOpUHTA), HEUPOIICHXOIOTHYE-
CKOT'0 TECTHUPOBAHUS, METOJIOB CTPYKTypHOU HelpoBusyanm3anuu (MPT-romosaoro mosra, KT
TOJIOBBI), KOHCYJIbTAIIUH Bpavyel CIENHAINCTOB (TICHXUATPa, KapaAuoyora, HEMpoXupypra u Jp).
TonpKo B yCIOBHUSAX CTallMOHAapa BO3MOKHO IIPOBEEHUS BUE0-OO] MOHUTOPUHTA CO CHHXKEHUEM
7103 JINOO OTMEHOM MPOTUBOCYIOPOKHBIX IPENAPATOB € LIEIbIO PETUCTPALMY TPUCTYTA (TIPUCTYTI-
HOT'O COOBITHS) B Cllydae MPOBEICHUS IPEXUPYPTrUUECKON MOATOTOBKH MMallMEHTOB ¢ (papmakope-
3UCTeHTHBIMU (popmamu snumnencud. [Ipu cHukeHHHM 103 MPOTHUBOCYAOPOXKHBIX IpPErnapaToB
JIOJKHA OBITH BO3MOXKHOCTH OKa3aHMS MEIUIIMHCKOMN MOMOIIM B CIy4ae pa3BUTHUs SIUJICTITHYC-
CKOro craryca. B HelpoXxupypruiyeckuil CTallMoOHap HAIPABISIOTCS MAlMEHTHI ¢ (hapMaKopes3u-
CTEHTHBIMHU (pOpMaMH SMUJIETICUU JJISl IPOBEACHUS IPEXUPYPTUUECKON MOITOTOBKU, B TOM YHUCIIE
C MPUMEHEHHEM HHBA3UBHBIX 3JIEKTPOIHBIX CUCTEM, M PELLIEHUS BOIIPOCA O HEHPOXUPYPrHUECKOM
JeyeHUH (ITOCTAHOBKE CTUMYJSTOpa BaryCHOTO HEpPBAa, PE3CKTHBHBIX OINEPAaTHUBHBIX BMeIla-
TENbCTB U Jp.), IPOBEAECHNN BBICOKOTEXHOJIOITMYHON MEUIIMHCKOM ITOMOIIH.

[TarueHT Cc BHEpBbIE BBISIBICHHBIM SMHJICOTHYECKUM TMPUCTYIIOM M MapOKCU3MaIbHBIM
HapyIICHUEM CO3HAHUS MOJIIEKUT 00CIIEIOBAHUIO U JICYUEHUIO B YCIOBUAX cTannoHapa. C yuétom
KOHKPETHBIX KIIMHUKO-aHAMHECTUYECKHX U JJAHHBIX PYTHHHBIX J1a00paTOpHO-MHCTPYMEHTAIBHBIX

UCCIIEI0BAaHUM Bpayy IIPUEMHOI0 OTACIICHHUS CIIEYET ONPEACIIUTh JAIBHEUIIYIO0 MAPLIPYTU3ALUIO
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nanueHTa. [Ipu BBIIBICHUM NPU3HAKOB SMHJIENTHYECKOTO IMPHUCTYMA, APYrol OpraHudeckon
IaToJIOTNu I_[eHTpaJII:HOI\/'I HepBHOfI CUCTCMBI ITOKA3aHO MPOAOJIKCHHUC O6CJICI[OBaHI/I$I U JICHCHHS B
YCIIOBUAX OTHACJICHHUA HCBPOJIOTUH. HpI/I BBISABJICHUW TIPHU3HAKOB JSIUJICIITUYCCKOIO CTaTyCa
cleyeT MPOJOJIKHUTH JE€YeHHE B YCIOBMSIX OTACNCHUS peaHMMAllMi U MHTEHCHUBHOHN Teparuu.
[TpennonoxkeHre TCUXOTEHHOW OCHOBBI COCTOSIBILIETOCS 3IH30/a, HMHUTHUPYIOLIETO yTpary
CO3HAaHus, Tp66y€T OCMOTpa Icuxuarpa. HpI/I BCCKUX HOBOOAX B IIOJIB3Y CHHKOIIAJIBHOI'O
COCTOSIHUS TIAIUEHT OCMAaTpPUBAETCS BpPAuOM TEpareBTOM (KapJHOJIOrOM) W HampaBisieTCs Ha
JeyeHus B TepaleBTUYEeCKoe (KapAuosioruueckoe) otaeneHue. [lpm Hamuuuu y nanueHTta
YIPOXKAIOMIMX HapyIIEHUN CEepAEYHOr0 pUTMA, FeMOAMHAMUYECKOW HECTAOMIBHOCTH CJeIyeT
MMPOAOJIKUTL JICUCHUC B YCJIOBUAX OTACICHUSA HHTEHCHUBHON TCpaIruu. I1o IIOKa3aHUsAM,
OCYILIECTBIIIETCS. KOHCYJIBTAIMS CEPIIeUHO-COCYAUCTOro Xupypra. [lpu Hanu4uuu o0TypHpyrOmux
WHTpaKapAHaIbHBIX 00pa30BaHUM, OCTPOI CEPAECYHO-COCYIUCTON MATOJIOTHHU TAIlUEHTa CIICTyeT

HAIpPaBUTh B OTJEJICHNE KapIUOXUPYPTUHU HIIM PEHTTEH-3HAO0BACKYISPHBIX METOJIOB JICUECHUS.

7. JomoanurteabHas HHbopMamusa (B ToM 4ucie ¢akTopbl, BJIHAIOIMNE HAa HCXOI

3200J1€BAHNUS UJIN COCTOSTHHS)

Kputepun oneHkn kayecTBa MeAULMHCKOM TOMOIIHT

Beimoaneno/He

Kpurtepun xauecrBa
BBINOJIHEHO

JTan NOCTAHOBKM JHATHO3A

1. |5 moarBep:kaeHus: fMarHo3a BCeM MarueHTam crtapuie 18 ser
C MOJA03PEHUEM Ha ONHIEIICUIO HCITOJIb30BaHUE
Knaccupukanuu >MuIeTCHi ¥ SMUJICITHYECKUX MPUCTYIIOB B
penakiuu 2017 roga

2. |Bcem mnanMeHTaM C  IOJO3PEHMEM Ha  ONWIENCHIO
pekomenayetcs nposenenue MPT roigosHoro mosra

3. |[Bcem nmamumeHTaM C  I[OAO3pPEHHEM Ha  OMHWIEHCHUIO
PEKOMEHAyeTCs  Ha3HayaTb  CleAyolie  J1abopaTOpHbIE
QHAJIU3bl: KIMHAYECKMM aHalIW3 KPOBU  Pa3BEPHYTHIN;
OMOXMMHYECKUI aHAIU3 KPOBH (MapKepbl (PYHKIIMU TIEYCHHU U
[OYEK, BOCHAJIECHHS, YPOBEHb KaJlbLlUs, IJIIOKO3bl); aHAJIN3
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Kpurepun xauecrBa

Beinmoaneno/He
BBIIOJIHEHO

kpoBu Ha ypoBeHb TTI, cBoGomubii T4, aHTHUTENA K
TUPEOTIEPOKCUIA3€e U TUPEOTIIO0YINHY; OO aHAIN3 MOYH C
MHUKPOCKOINHUEN OcCajka; aHajln3 KpoBU Ha aHTuTena k BUY,
rerniatuty B u C, 61egHoil Tpenoneme

BceM namueHTaM ¢ MOAO3PEHHEM Ha  DNWIEICHUIO
PEKOMEHIIyeTCSI TPOBEACHHE OIIEKTpodHIIedamorpaMMel ¢
MpUMEHEHUEM (PYHKIIMOHAIBHBIX TIPO0 ((hOTOCTUMYIIAIHA,
TUIIEPBEHTUIISIINSA), P HEOOXOAMMOCTH TIOCIE JACTIPHBAIINY]
CHa.

B ciydae ycTaHOBICHHMS IuarHo3a OIWIENICHU NalueHTaM|
HE00X0IMMO HAa3HAYUThH MPOTUBOSMMICIITHUECKYIO TEPAIHIO B
PEeKMME MOHOTEPAITUK COOTBETCTBUH ¢ (POPMOH SIMIICTICHH U
TUIIOM MPHUCTYNA C Y4ETOM KOMOPOMAHBIX 3a00jieBaHUM U]
PUHIMAEMBIX COITYTCTBYIOLIMX MPENapaToB

JTan JedyeHue
(IucnaHcepHoe HA0JI01eHe)

[Ipu coxpaHEeHHH MPUCTYNOB y MAlMEHTOB , MPUHUMAIOIINX]
MPOTUBOAMUIICITHYECKHE TIPenaparbl, HEOOXOIUMO TIPOBECTH]
KOPPEKIMIO TEpauu U MEPEUTH Ha PEKUM aIbTEPHATHUBHOM
MOHOTEPAIIUY UM PAHHEN TYOTEpPaIlUH.

B ciyuae coxpaHeHHUs SMUIENTUYECKUX MPUCTYIIOB HE CMOTPS]
Ha  QJEKBAaTHO TOJOOpPaHHYIO IMPOTHUBOSMMICITHYECKYIO
Tepanuid W YCTaHOBJIEHUH  (hapMaKoOpe3UCTEHTHOCTH
HEOOXO/MMO HaIpaBJICHUE MAIMEHTAa Ha KOHCYJIbTALMIO K
HEHPOXUPYPry AJIsl pELICHHs] JOTIOJIHUTEIBLHOTO 00CIIEeIOBaHMS]
B paMKax IPeI0NepaluOHHOI0 IPOTOKOJIA.
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HEBPOJIOTrOB, WieH POCCUIICKON ITPOTUBOIUIIEITUYECKOM JINTH.

JlutBunenko MHrops BsuecnaBoBu4, a.M.H., mpodeccop, TIABHBI HEBPOJIOT
MunucrepctBa o6oponbl Poccuiickoit deneparuu, HadaabHUK Kadeapbl HEPBHBIX O0JIE3HEH UM.
M.U. ActBaniatypoBa Boenno-meauimackoi akajgemun uM. C.M. Kupoga.

MaprteiHoB Muxaun IOpbeBu4, a.M.H., wieH-KoppecnoHaeHT PAH, rnaBHbIH

BHEIITATHBIM CHEHHUAINCT IO HEBPOJOTMM MuHHCTEpCTBA 31paBooxpaHeHuss Poccuiickoit
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Oenepanun, npodeccop kKadeapsl HEBPOJIOTHH, HEHPOXUPYPTHHM U METUIIMHCKOW TEHETHKHU
OI'AOY BO «Poccuiickuii HallMOHAJIBHBIM HCCIIEIOBATEIBCKUM MEAUIIMHCKUM YHUBEPCUTET
umenu H.U. ITuporosa» MuHucrepcrBa 3apaBooxpanenust Pocculickonn ®denepanuu, yd4EHbIN
cekperapb Bcepoccuiickoro o001mecTBa HEBPOJOroB, 4YieH TpaBieHUs HarmoHanpHON
accoIraiuy mo 60pr0e ¢ UHCYITBTOM.

MeabnukoBa Ejgena BajieHTUHOBHA, J.M.H., 3aMECTUTE]b TIJIABHOIO Bpada -
PYKOBOJIUTEINb PETHOHAIBHOTO COCYAUCTOrO 1eHTpa CaHKT- meTepOyprcKoro rocyaapcTBEHHOTO
OI0/KETHOTO yupexaeHus 3apaBooxpanenus "I"opoackas 6ompHuIa Ne 26", mpodeccop kadeaps
¢u3nyecCKuX METOJOB JIEYEHUS U CIOPTUBHOM MEOUIMHBI (aKyabTeTa MOCIEBY30BCKOTO
oOpa3oBaHus (eAepaTbHOr0 TOCYAAPCTBEHHOTO OIOHKETHOTO 0Opa30BaTENBHOTO YUPEKICHUS
Beicuiero oOpazoBanus «llepBeiii Cankt-llerepOyprckuii rocynapcTBEHHBIH MeEIUITUHCKHMA
yHuUBepcuTeT uMeHH akanemuka I.II. TlaBnoma», 3aBemyromias kadeapoid KIMHUYECKON
MEAMLMHBI U MEIUIUHCKON peabunurannn YacTHOro o6pa3oBaTelbHOIO YUPEKACHUS BHICILIETO
oOpa3zoBanus «Cankr-IlerepOyprckuii MeAUKO-COIUATBHBIA HHCTUTYT», TJIABHBIA BHEILITATHBIN
cneruanuct C300 PD mo mMenumuHCcKoi peadmnmuranuu wieH [Ipesunuyma obmepoccuiickon
OOIIIECTBEHHOW OPTaHM3allUd COJCHCTBUS PA3BUTHUIO MEIUITMHCKOW peabunurosorun «Coro3
peadbunuTosoroB Poccum»

MuxaiinoB Baagumup AjexkceeBuY, 1.M.H., Ipodeccop, TIaBHbINA HAYUYHBIH COTPYAHUK,
HAYYHBIA PYKOBOJUTENH OTACIICHUS HMHTETPATUBHON Tepanuu OOJIbHBIX ICUXOHEBPOIOTHIECKOTO
npouiasi W OTAENEHUS JK30T€HHO-OPraHMYEeCKUX paccTpoiictB W snwiencun  DOI'BY
HannoHanpHOTO MEIUIIMHCKOTO MCCIIE0BATENBCKOIO LIEHTPA NMCUXUATPUU U HEBPOJOTUHU WM.
B.M. bextepesa Munucrepcersa 3apaBooxpanenus Pocecuiickon @enepannn

Mummaa HWpuHa AJlekceeBHa, K.M.H., CTapliMid HayuyHbld coTpyaHuk HayuHo-
KOHCyNnbTaTUBHOTO oTneseHnuss ®I'bHY  «Menuko-reHeTuuecKuidi Hay4YHbId IEHTP HWMEHH
akanemuka H.I1.boukosay

Mo:xeiiko Enena FOpbeBHa, 1.M.H., npodeccop, TIaBHBIN CIIEIUAINCT M0 MEAUIUHCKON
peabunurau KpacHosipcka, 3aB. kadenpoit MmequuHckoi peadbunuramuu Kpac IMY

MyxuHn Koncrantun FOpbeBuy, 1.M.H., mpodeccop, pykoBoautenb MucTuTyTa JleTtckoit
Hesposornu u Onunencun um. CBT. Jlyku n Uactutyra [derckoit u Bipocnoit Hesposnoruu n
Onunencuu uM. Cst. JIyku.

Hes3oposa /Inana BragumupoBHa, k.M.H., rinaBHbelid Bpau ['KVY3 «Xocnue Ne 1 um.
B.B.MwnuonmukoBoi» JlemaprameHta 3ApaBoOXpaHeHHsi Topoaa MOCKBBI, TJIaBHBIN
BHEIITATHBIN CIEHUAIKNCT MO NaJUIMaTUBHOM nmomoinu Mun3apasa Poccun

Oaunak MupociaaB MuxailinoBuy, 1.M.H., 4ieH- KoppecnoHaeHT PAH, 3aBenyromuii

kadenpoii HepBHBIX Oone3Hel Boenno-mMequmuHckoii akagemuu um C.M. Kuposay
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Oxpum UHna BiaagumMupoBHa, K.M.H, TOIIEHT KadeIpbl HEBPOJIOTUH, HEUPOXUPYPTUH U
menunuHckod — reHetukn  ®I'BOY  BO  Cankr-llerepOyprckuii  rocyaapCTBEHHBIN
NEeJUAaTPUYECKUN MEIULMHCKUN YHHMBEPCUTET MHUHHUCTEpCTBA 34paBOOXpaHeHUs Poccuiickon
denepannn

IIaBnoB Hukousaii AnekcaHapoBHY, K.M.H., BEAYIIUNA HAY4IHBIH COTPYAHHUK Kadeapbl
HEBPOJIOTUH, HeWpoxupypruu U MeauuuHckoil reHetuku @OI'AOY BO  «Poccuiickuit
HallMOHAJIbHBI HCCIENOBATENbCKUM MEAUUMHCKUM yHuBepcuTeT umenn H.M. Iluporosax»
MunucrtepcTBa 3npaBooxpanenns Poccuiickoit denepanunu, wieH npesuanyma Beepoccuiickoro
00111ecTBa HEBPOJIOTOB.

IMammmun EBrenmii BsauyecaaBoBuy, ncuxuatp, HayuHbslii cotpyaHuk I'bY3 «Hayuno-
IPAKTUYECKU TcuxoHeBposornyeckuii 1neHtp wumeHu 3.1. ConoBeeBa» J[lemaprameHra
3/IpaBOOXpaHeHus ropoaa MoCKBBI

Ilerpyxun Amnapeii CepreeBu4, 1.M.H., npodeccop Kadpeapbl HEBPOJOTHH,
HEHPOXHUPYPIHH U METUIIMHCKOM reHeTuku nededHoro dakynbrera ®IAOY BO «Poccuiickuit
HallMOHAJIbHBI HCCIENOBATENbCKUM MEAUUHUHCKUM yHuBepcuteT umenn H.U. Iluporosax»
MunuctepcTsa 3apaBooxpanenust Poccuiickoit ®enepannu, wieH [Ipesnanyma Beepoccuiickoro
oOmiecTBa HEBPOJIOTOB, Mpe3ueHT OO0beIMHEHNS Bpauel-3IIIICNITOJIOTOB U MAllUeHTOB

IHoseBuuenko Enena BiagumupoBHa, 1.M.H., npodeccop Kadeapbl OHKOJIOTHH,
rematosioruu U sydeBoil Tepanuu DPIAOY BO  «Poccuiickuii  HalMOHAJIbHBIN
HCCIIEIOBATENIbCKU MeauUMHCKUM yHuBepcuTeT uMeHu H.M. IluporoBa» MunHucrepcrba
3napaBooxpaHenusi Poccuiickoit denepanuu, TIIaBHBIA BHEIITATHBIA JETCKUN CHEUATUCTIIO
najuiMaTuBHOM nomou Munsapasa Poccun

IIpokonenko Cemen BiaanmmupoBuY, a.M.H., mpodeccop, 3aBenyrommii kadeapoii
HepBHBIX Oonesnelr KpacI'MYVY, rnaBubiii Helipopeabunutosor COO, HaydHBIH PYKOBOJMTEIb
cimy»0b1 HeBposioruu u Helpopeadbunutanuu @I'bBY ®@CHKI] ®MBA Poccun

IIpoxkyaun Muxana IOpbeBn4, K.M.H., HEBPOJIOT

Pupnep ®uaopa KupunioBHa, K.M.H., BeAymuidl HayuHblii cotpyaHuk I'bY3 «HayuHno-
MpakTUYeCKnil mncuxoHeBposiornyeckuii 1eHtp wumenu 3.I1. ConoBseBa» JlemaprameHnrta
3/IpaBOOXpaHeHus ropoaa MoCKBBI

PynaxoBa Upuna I'ennaabeBHa, 1.M.H., npodeccop kadeapsl HeBpoiorun ®YB I'bY3
MO MOHUKMU um. M.®.BragumMupckoro

CuBakoBa Haranus AJieKCaHAPOBHA - KaHIWJAT MEAMIMHCKUX HAyK, CTapLINl
HAay4yHBId  COTPYOHUK  OTHEJIEHUS JIeYeHUS OOJNbHBIX C  HK30I€HHO-OPraHMYECKUMU

paccrporictBamu 1 amriienicueid ®I'bY HanmoHanbHbI MEAUIMHCKHUI UCCIIEI0BATEIbCKUI LIEHTP
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NCUXUATpu W HeBpoJoruu uMeHn B.M. bextepeBa MuHucTEepcTBa 31paBOOXPaHEHUS
Poccuiickoit denepanuu

Cuakun Muxana BaagumMupoBMY, K.M.H., CTapliuii Hay4YHbId COTpPYIHUK,
pykoBoauTenb Tpymmbl Herpoduzuonorun HUU ckopoit momomu um. H.B.CxmmdocoBckoro,
3aBeAyIOIMUA JabopaTopueil HMHBa3uBHBIX HelpouHtepdeiicos ®I'bOY BO MI'MCY um.
A.N.EBnokumoBa MunucrepcTBa 3apaBooxpanenus Poccuiickoit denepannn

CynoneBa Haranbsi AjiekcaHApPOBHA, 1.M.H., mpodeccop PAH, uneH-koppecnoHAeHT
PAH, 3aBenyromias otnenenneM Heripopeadunutanuu u ¢pusnorepanuu GI'BHY HIIH PAH PO

TanpinoB AJiekcaHap JPHECTOBMY, Bpady-HEHPOXHUPYPT, A.M.H., BEAYIIUHA HAy4HBIU
corpyanuk HUU ckopoit momouu um. H.B.Cxingocockoro

Tpudgonos Urops CepreeBnd, K.M.H., Bpauy-HEUPOXUPYPr Y HUBEPCUTETCKON KIMHUKU
®OI'bOY BO MI'MCY um. A.MN.EBnoknmoBa MunucTepcTBa 3apaBooxpaneHus Poccuiickoit
®denepannn, Ao1UEHT Kadenpsl Helpoxupypruu u Heiipopeanumannu GI'BOY BO MI'MCYVY um.
A.N.EBnokumoBa MunucrepcTBa 3apaBooxpanenust Poccuiickoit denepannn

®enepmeccep AnHa KoHcranTmHOBHa, pykoBoautens [BY3  «MockoBckuii
MHOTONPOUIBHBIA IIEHTP MaUTMaTHBHON oMoty J[3M»

XatbkoBa CgeriiaHa EBrenbeBHa, 1.M.H., Tpodeccop, TJIAaBHBIM BHEMITATHBIN
CTHELMATNCT-HEBPOJIOT, 3aBEAYIOIIAs OTAEICHUEM MEAWLMHCKONW peadWIMTalMi B3pOCIBIX C
HapylmeHUIMUA (QYHKIUHU HEHTpaIbHOW U niepudepudeckoil HepHO# cucrembl HMUL] JIPL] M3
P®

XoauH AJjekceii AjleKCaHAPOBHY, M.M.H., Tpodeccop Kkabeapsl HEBPOJOTHH,
HENUPOXUPYPrUM U MEAULIMHCKON F€HETUKU UMEHM akazemuka banansua JI.O. neanarpudeckoro
dakynerera ®T'AOY BO «Poccuiickuii HallMOHANBHBIA HCCIEIOBATENICKUN METUITTHCKUN
ynusepcuteT umenu H.U. [Tuporosa» Munucrepctna 3apaBooxpanenus Poccuiickoit deneparuu

HlapkoB Aprem AJiekceeBHY, BpAUY-HEBPOJOr, HAy4HbId coTpyaHuUk «HaydHo-
MCCJIE0BATEIBCKOI0 KJIMHUYECKOIO0 MHCTUTYTA NeauaTpun nuMenu akagaemuka 0. E. BenpTuiue
Ba» O®I'AOY BO «Poccuiickuii HallMOHAJIbHBINA UCCIIEI0BATENbCKUN MEAUIIMHCKUI YHUBEPCUTET
nmenu H.U. [Tuporosa» MunuctepcTa 3apaBooxpanenus Poccuiickoit @eaepanuu

Hlenepkuna HWuna OuieroBHa, K.M.H., pykoBoautelb LleHTpa 1o JedeHuro
1epeOpoBacKyIsIpHON nmaronoruu y nereit u moapoctkoB I'bY3 «Mockosckas JIT'Kb JI3M»

Axynnna Oabra HukonaeBHa — KaHIUJAT ICUXOJIOTUYECKUX HAYK, CTAPIINN HAayYHBIN
COTPYIHUK OTHAEJCHHS JICUeHUS OOJBHBIX C SK30T€HHO-OPraHMYEeCKHMMH pacCTpOMCTBAMU U
snwiencued ®I'BY HarumonanbHbli MEAMIMHCKAN MCCIEAOBATEILCKUNA IIEHTP MCUXHATPUU U

HeBpousioruu umenu B.M. bexrepeBa Munucrepcrsa 3npaBooxpanenus Poccuniickoit denepanuu
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https://ru.wikipedia.org/wiki/%D0%94%D0%BE%D0%BA%D1%82%D0%BE%D1%80_%D0%BD%D0%B0%D1%83%D0%BA
https://ru.wikipedia.org/wiki/%D0%9F%D1%80%D0%BE%D1%84%D0%B5%D1%81%D1%81%D0%BE%D1%80_%D0%A0%D0%90%D0%9D
https://ru.wikipedia.org/wiki/%D0%A7%D0%BB%D0%B5%D0%BD%D1%8B-%D0%BA%D0%BE%D1%80%D1%80%D0%B5%D1%81%D0%BF%D0%BE%D0%BD%D0%B4%D0%B5%D0%BD%D1%82%D1%8B_%D0%A0%D0%90%D0%9D
https://ru.wikipedia.org/wiki/%D0%A7%D0%BB%D0%B5%D0%BD%D1%8B-%D0%BA%D0%BE%D1%80%D1%80%D0%B5%D1%81%D0%BF%D0%BE%D0%BD%D0%B4%D0%B5%D0%BD%D1%82%D1%8B_%D0%A0%D0%90%D0%9D
https://ru.wikipedia.org/wiki/%D0%9D%D0%B0%D1%83%D1%87%D0%BD%D1%8B%D0%B9_%D1%86%D0%B5%D0%BD%D1%82%D1%80_%D0%BD%D0%B5%D0%B2%D1%80%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D0%B8

Bce unennr pabodeit rpyniibl 3assBUIM 00 OTCYTCTBUU (DMHAHCOBOM MJIM HEMATEPUATIbHON
3aMHTEPECOBAHHOCTH 10 TeMe pa3paboTaHHOW KIMHUYECKON pekomeHmanuu. YieH(bl) padoueit
TpyMNIibl, cCOOOMMBIINE 00 OOCTOSATENBCTBA, KOTOPHIE MOTYT TOBJEYb 3a COOOM KOHQIMKT
WHTEPECOB, OBUI(H) UCKITIOUEH(BI) U3 OOCYKICHHSI Pa3/eiiOB, CBSI3aHHBIX C 00JACThI0 KOH(MIUKTA

UHTEPECOB.
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IIpuniaoxenue A2. MeToa0J10rusi pa3padoTKy KIHHUYECKUX PeKOMeH AN

LlesieBasi ayANTOPHUS TAHHBIX KJIMHUYECKUX PeKOMeHIaALMii:

1.
2.
3....

Tadauma II1. Hlkana oreHku ypoBHEW JocToBepHOCTH HokazarenbcTtB (Y M) s

METOAOB JTUMAarHOCTUKHU (,Z[I/IaFHOCTI/I‘-IGCKI/IX BMGI_HaTeJ'H:CTB)

Pacumgposka

Cuctematuueckue 0030pbl HCCIEOBAaHUH C KOHTPOJEM pedepeHCHBIM
METOZOM MM CHUCTEeMAaTHYEeCKUH 0030p paHJAOMH3UPOBAHHBIX KIMHUYECKHUX
UCCIIEIOBaHUM ¢ IPUMEHEHUEM METa-aHaIn3a

OTnenbHbIE UCCIENOBAaHUS C KOHTPOJEM pEePEpeHCHBIM METOJIOM WU
OTJeNbHbIE  PAaHJOMHU3UPOBAHHBIE  KIMHUYECKHE  MCCIEJAOBaHUA U
cucTeMaTtuyeckue o030pbl UCCIIEOBaHMI J1I000T0 AM3aiiHa, 3a UCKIIOYEHHEM
PaHJIOMU3HPOBAHHBIX KIMHUYECKHX HCCICIOBAaHUN, C MPUMEHEHHEM MeETa-
aHanm3a

HccnenoBanus 6e3 mociae10BaTeIbHOr0 KOHTPOJIS peepeHCHBIM METOIOM HITH
UCCIIEIOBaHMs C peepEeHCHBIM METOJIOM, HE SIBJISIOIIMMCS HE3aBUCUMBIM OT
HCCIEAYEMOIO0  METOJa WM  HEPaHJAOMU3UPOBAHHBIE  CPAaBHUTEIBLHBIE
HCCIEA0BAHMA, B TOM YUCII€ KOTOPTHBIE HCCIIEA0BaHUS

HeCpaBHI/ITeJ'II)HI)Ie HCCIICO0BAaHMs, OITMCAHNEC KIIMHUYCCKOI'O CiIy4das

Hmeercst auip 000CHOBaHNE MEXaHU3Ma ,Z[GI>'ICTBI/I$I HJIM MHCHUC DKCIICPTOB

Tadoauma I12. [lkama oreHKH ypoBHEHW IoCTOBepHOCTH nokaszatenbcetB (Y M) st

METOI0B

NpopUIAKTAKK, JICYCHUS M peaduiauTanuu (MpodUIaKTUUECKUX, JeUYeOHBIX,

peabUIUTAIIMOHHBIX BMEIIATEIHCTR)

Pacmu¢poBka

Cucremarnueckuit 0630p PKU ¢ mpumenennem mera-aHanmnsa

Otnensubie PKU 1 cuctemarnueckue 0030phl HCCIEAOBaHUN THO00TO TU3aliHa,
3a uckimoyenueMm PKU, ¢ npuMeHenneM Mera-aHaiausa

HepaHI[OMI/I3I/IpOBaHHBI€ CPaBHUTCJIBHBIC HCCICAOBAaHHA, B T.4. KOTOPTHBLIC
HCCICIOBaHUA

HecpaBuutenbHble HCCIIEOBAaHUSA, ONUCAHUE KIIMHUYECKOTO Cllydasi U CepUu
CIIy4aeB, UCCIIEIOBAHUS «CIy4ail-KOHTPOJIbY

Nmeercs numb 000CHOBaHHME MeXaHHW3Ma JCWCTBHS ~ BMeEMIATENILCTBA
(TOKIMHUYECKHE UCCIIEJOBAHMSI) MJIM MHEHHUE YKCIIEPTOB
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Taboauna I13. Illkana oneHku ypoBHeW yoOemautenbHOCTH pekoMeHmanui (YVYP) ms
METOMOB MNpPOGWIAKTUKU, AMATHOCTHKH, JeUyeHHss M peaOuwnurtaimu (IpoQpHIaKTHUYECKUX,

JUArHOCTUYCCKUX, HG‘IGGHBIX, pea6I/IJII/ITaI_II/IOHHBIX BMGH_IaTe.HBCTB)

Yy Pacuu¢poska

P

A CunpHas  pekoMeHJanus  (Bce  paccMaTpUBacMble  KpUTEpUU
3 pexTuBHOCTH (MCXOJBI) SBISIOTCS BAXKHBIMH, BCE MCCIICIOBAHUS
UMEIOT BBICOKOE MITU YIOBIIETBOPUTEITHHOE METOJOJIOTHIECKOE KaYeCTRBO,
UX BBIBOJIbI IO MHTEPECYIOIIMM UCXO0JIaM SIBJISIFOTCS] COTJIACOBAaHHBIMU)

B VYcioBHass pekoMeHnmanus (HE BCE paccMaTpUBaeMble KPHUTEPHH
3 dexTuBHOCTH (MCXOBI) SBISIFOTCS BaKHBIMH, HE BCE HCCIICIOBAHMS
UMEIOT BBICOKOE HIIM YIOBIETBOPUTEIHHOE METOIOIOTUYECKOE Ka4eCTBO
W/WIM WX BBIBOABI MO HWHTEPECYIOIIMM HCXOJaM HE SBISIOTCA
COTJIACOBAHHBIMU)

C Cnabast pexomeHmaius (OTCYTCTBHE JOKa3aTeNbCTB HAAJEXKAIIETO
KadecTBa (Bce paccMarpuBaeMble KpuUTepun 3(G(HEKTUBHOCTH (HMCXOJIbI)
ABIIIOTCS ~ HEBAXHBIMU, BCE  MCCIENOBAaHUS  MMEIOT  HU3KOE
METOJIOJIOTUYECKOE KAYeCTBO U WX BBIBOJIBI [0 MHTEPECYIOIIUM HCXO01aM
HE SIBJISIFOTCS COTJIACOBAaHHBIMU )

Iopsiaok 00HOBIEHHS KIMHUYECKHX PEeKOMEH/IaIuid.

MexaHnu3M  OOHOBJIGHHS ~ KIMHUYECKHMX  PEKOMEHJIAIMKA  MpelycMaTpuBaeT  MX
CHUCTEMAaTHUYECKYIO aKTYyaJU3aIMI0 — HE PEKE YeM OJIMH pa3 B TPH I'0J1a WK IIPH MOSBICHUHA HOBOU
nH(pOpMaIK 0 TAKTHKE BEACHUS MAIMEHTOB C JaHHBIM 3a0oJieBanreM. Pemenne 06 00HOBIEHUN
npuHuMaer M3 PO Ha ocHOBe MpeIOKEHUM, NPEACTABICHHBIX MEIUIMHCKUMU
HEKOMMEpPUYECKUMHU TPOdeCcCHOHATbHBIMU OpraHu3anusMu. ChOpMUPOBAHHBIE MPEITOKEHUS
JIOJDKHBI ~ YYUTBHIBaTh  PE3yJbTAaThl KOMIUICKCHOMW OIICHKH JICKAPCTBEHHBIX Ipenaparos,

MEUIIMHCKUX U3CIIUN, a TAK)KE PE3yJIbTaThl KIIMHUYECKOW arpoOarnu.
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IIpunaoxenne A3. CopaBoyHble MaTepHAJbLI, BKJIIOYAS COOTBETCTBHE IOKA3aHHI K

NPUMEHEHHI0 M _MNPOTHBONOKA3AHMIA, CHOCO00B NPHMEHEHHMSI M _J103 JIEKAPCTBEHHBIX

npenaparoB, MHCTPYKIHMMU 1O IPUMCECHCHHUIO JICKADCTBCHHOI'0 IIpennapara

1. OcHOBHbIE HOPMATHBHO-NIPABOBbIC AaKThl, peryJupylime OKa3aHHe
NaJJIHATUBHONA MeINIUHCKOM MOMOIIIH:

° Oenepanbubiii 3ak0H "O BHeceHun u3MmeHeHudd B DenepanbHbiii 3akoH "OO
OCHOBaxX OXpaHbl 370pOBbs rpaxnaan B Poccuiickoit ®denepanuu" mo BompocaM OKa3aHUsA
naumatTuBHON MeauuuHckoi nomoiu" ot 06.03.2019 Ne 18-@3.

o [Ipuka3 Munzapasa Poccun Ne 3451, Muntpyna Poccun ot 31.05.2019 Ne 3721
«O0 yTBEpXKICHUHM TIOJOXKEHUS 00 OpraHu3alid OKa3aHWs MMaJUTMATUBHON MEIUIIMHCKON
MOMOIIIMA, BKJIIOYAs TMOPSAAOK B3aUMOJECHCTBUS MEIUUMHCKUX OpraHu3aluil, OpraHu3alui
COLIMATILHOTO OOCTY)XMBaHUSI W OOIECTBEHHBIX OOBEAMHEHHMH, WHBIX HEKOMMEPUYECKHX
OpTaHMU3aIHi, OCYIIECTBIISIONIUX CBOIO JIEATEIHHOCT B C)epe OXPaHbI 3OPOBHS».

o [Ipuka3z MunznpaBa Poccun Ne 348n ot 31 mas 2019 roma «O06 yTBepkIaeHHH
NepevHsl MEIUWLMHCKUX W3ICNHUM, MpeAHa3HAYEHHBIX I MOAJAEpXKAHUS OpPraHOB U CHUCTEM
OpraHu3Ma 4eJI0BeKa, MPEAOCTABIAEMbIX JJI UCTIOIb30BAHMS HA IOMYY.

o [Ipuxa3z Munznpasa Poccun Ne 5051 ot 10 utons 2019 roga «O0 yTBepkIeHUN
[Mopsinka mepenaun OT MEIUIIMHCKON OpPraHU3alliy MAUEHTY (€r0 3aKOHHOMY TPECTaBUTEIIO)
MEAMIMHCKUX H3JEINi, MpeAHa3HaueHHBIX I MOAJep:KaHus (DYHKUMNA OpraHOB M CHUCTEM
OpraHu3Ma 4eJIoBeKa, JJIs MCIIOJIb30BAaHUs HA IOMY IIPU OKa3aHUU MaJUIMATUBHON MEIULIMHCKON
MTOMOILIN.

o [Tpuka3z M3 PD Ne 831 ot 3 okTs16pst 2019 roga «O06 yTBep>KIeHUN BETOMCTBEHHOM

LeJIEBOM mporpaMMbl «Pa3BUTHE CUCTEMBI OKa3aHUS MAJJIMATUBHON MEIULIMHCKON MOMOLLIK.

2. UHCcTpyKIMs O MPUMEHEHUIO MUAa30J1ama.

3. MHCTpyKIIUS IO MPUMEHEHHIO cHOa30Ha.

4. OcHOBHBIE MEXaHHU3MBI HeﬁCTBHH U CIIOCOOBI IMPUMEHCHUS NTPOTUBOIIMUICIITHYCCKUX

IIPEnapaTobl y B3pOCIbIX.

Cnez[yeT YUYUTBIBATH, YTO Y HOBBIX U HOBeUINX MPOTHUBOSMWICIITUICCKUX MPCIapaToB
WHCTPYKIIUU K MIPUMEHEHHUIO MOTYT OOHOBIISATHCS IO MOKa3aHUsAM, TOOOYHBIM 3 deKTam, 103aM

¥ BO3PACTHBIM MEPHOJIAM.

BbpuBapaneram

Mexanu3m jgeidcTBUsl. OOpaTHUMBIA M CEJIEKTUBHBIA JUTAHA 11 CHHANTHYCCKUX

my3bIpbKOB 2A (SV2A) B ro10BHOM MO3Te. XOTS TOUHAs POJIb JAHHOTO OeJIKa HEM3BECTHA, OBLIO
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MOKa3aHo, YTO OH MOJIYJIMPYET IK30IIUTO3 HEUPOTPaHCMHUTTEPOB. MimeeT B 25 pa3 0osiee BEICOKYIO
apPUHHOCTD, YEM JICBUTEPALICTAM.

Cnoco0 npuMeHeHue U 103bl. BHYTph, HE pa3keBbIBasi, 3aMUBasi BOJIOH, HE3ABUCHUMO OT
npuema nuim. PekoMeHnmyemas HauainbHas fo03a cocrasisieT S0 mr/cytku uinu 100 Mr/cyTku mo
pelIeHuI0 JIeUallero Bpaya, HCXOIsd H3 TpeOdyeMoro MpOTUBOCYIOPOKHOTO dpdekra u
MOTEHIUATBHOTO MOO0YHOTO NAeiicTBus. CyTodHast 103a JENUTCS MOPOBHY HA JIBA IIpHEMa YTPOM
U BeuepoM. B 3aBHCHMOCTH OT MHIUBUIYaIbHOTO OTBETA U MEPEHOCHUMOCTH, /1032 MOXKET OBITh
n3MeHeHa B nipeaenax ot 50 mr/cytku 10 200 Mr/cyTKH.

BajabnpoeBasi KHCJI0TA

Mexanu3sm jeiicTBusi. BanbnpoeBas KHCIOTa HMHTHOMPYET BOJIbTAX-3aBHCHMBIC
HaTpHUEBBIC KaHAIIBI, OJIOKUPYET KallblIueBble KaHanbl T-THma, a Takke BoszaeiictByer Ha TAMK-
epruueckyro cuctemy. [lonararot, uro BanmbnpoeBas kucinora naruoupyer 'AMK-tpancamunasy
(pepment, pacmermstomuii TAMK) u moBbsiaeT akTUBHOCTH JIeKapOOKCHIIAa3hbl TITyTAMUHOBON
KucnoThl ((epmeHt, yuacTByomuid B cuHTede ['AMK). BanbnpoeBas KuClIOTa yBEIHMYHUBAET
Bb13BaHHOe ['AMK mocTcnHanTH4eckoe MHruOupoBaHue.

Cnoco6 npumeHeHnue u 103bl. BHyTps Haunnas ¢ 300-500 mr/cyTku (B IBa mpuemMa) C
MOCTENIEHHBIM yBenuueHreM Ha 250-300 mr/Heaento 10 JOCTHKEHUS TOICPKUBAIOIICH 03B
600 - 3000 mr/cyrku. TepameBTHueckas KOHLEHTparus B Iuiazme KpoBu — 50-150 Mkr/mur
Yacrora npuema — 3 pasa B cyTku. LlenecooOpa3Ho nmpuMeHeHne perapansix ¢popm — 1-2 pasza
B CyTKHU. BanbmpoeBas Kuca0Ta MHTHOMPYET MUKPOCOMAJIbHBIE (PePMEHTHI (ITMTOXPOMBI) TICUCHH,
MO3TOMY €€ TPUMEHEHHE BbI3bIBACT YBEJIMUYEHUE KOHIEHTPAMM B KPOBH JIPYIHX
IPOTHBOAMIICNITUYECKUX MpenapatoB ((henoOapOuTana, TaMOTPUIKIHA, KapOamMa3enuHa).

I'abaneHTHH

Mexanu3m aeiictBusi. MHrHOupyer mnoOTeHIIMAN-3aBUCUMbIC  KaJIBIIMEBBIC KaHAJIbI
CBSI3BIBASACH C anb(a-2-neiabTa CyObeUHUIICH TaHHOTO KaHalla, BhI3bIBAIOSI CHIKEHUE BhIOpOCa
HEHUPOTPAHCMUTTEPA.

Cnocod npumenenme M A03bl. BHyrppr mo 300 mr 3 pa3a B cyTku B l-€ CyTKH.
DddexTuBHas cpeaHeTepaneBTudeckas 103a 900-3600 mMr/cyTku.

3onucamug

Mexanu3m faeiictBusl. bIoKarop INOTEHIUAN-3aBUCHMBIX HATPUEBBIX KAaHAJIOB,
MHTUOUTOP KalbLIMEBBIX KaHaIoB T-Tuma, 6JI0KupyeT KapOoaHTHIpasy.

Cnoco6 npuMeHeHnue u 103bl. HavanpHas no3upoBka npu MoHotepanuu 100 mr/cyTku
(1-2 mem), 200 mr/cyt (3-4 Hen), 300 mr/cyT (4-5 HEn) 10 MAKCUMAIIBHOU CYyTOYHOH 70361 S00 Mr
py HE0OXOAUMOCTHU IIPU 2-KpaTHOM MpueMe. B kauecTBe JOMOIHUTENBFHOTO CPECTBA TEPAUIO

HAYMHAIOT ¢ 50 MI/CyTKH.
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Kapoamazenun

MexaHu3M aelcTBHA. biokaTOp NOTEHIMAI3aBUCUMBIX HATPUEBBIX KAHAJIOB.

Cnocod npumeHenue u 103bl. [lepopanbno HauunHast ¢ 200 mr/cytku B 1-2 mpuema c
MOCTENIEHHBIM yBennueHneM Ha 200 Mr/Heaeno 10 JOCTHKEHHS ToaaepkuBatomen 10361 600-
1200 mr/cytku. MakcumanbsHas go3a — 1600 mr/cytku. TepameBThueckass KOHIICHTpAlUs B
ia3Me KpoBu — 4-12 mxr/mi. Yactorta npuema — 3 pasa B cyTku. LlenecooOpazHo npuMeHeHune
perapanbix ¢opm 1-2 pasa B CyTKH.

Kionasenam

Mexanusm aeiictBus. YcuimBaeT nHruoupymomiee nericrsue ' AMK.

Cnoco0 npumeHenne u 103bl. [lepopansno HaunHas ¢ 1 mr (0,5 Mr moXUITbIM) 0OBIYHO
Ha HOYb B T€UeHUE 4 JHEU, 3aTeM MOCTENEHHO YBEJIIUYUTh J0 MOIEPKUBAIOLIEH 10361 2-6 MT B
teueHue 2-4 Hen. MakcumanbHas go3a — 20 mr/cyT. TepaneBTudeckass KOHIIEHTpAIUS B IJIa3Me
kpoBu — 110 0,02-0,08 mxr/mi1. YactoTa mpriema — 3 pa3a B CYTKH.

Jlakocamug

Mexanu3sm feiictBusi. V30uparenbHO  yCWIMBAaE€T  MEUICHHYIO  MHAKTHBALIUIO
MOTEHILIMAI3aBUCUMBIX HAaTPUEBBIX KaHAJOB, YTO BeAET K CTaOWIM3alUU THUIEPBO30YIMMBIX
MeMOpaH HEHPOHOB.

Cnoco0 npuMeHeHnue 1 103bl. BHyTph B 2 nprieMa — yTpOM U BEUEpPOM, BHE 3aBUCUMOCTHU
OT BpeMeHH npuema numu. Craprosas no3a cocrasiseT 50 mr 2 pasa B neHb. Uepes 1 Hen no3y
yBenuuuBaoT g0 100 mr 2 paza B nmeHb. C yderoM 3(PGEKTHBHOCTH W TMEPEHOCUMOCTH
MOJAEP>KUBAIOIIYIO 103y MOXKHO yBeIMUUTh 10 150 Mr 2 pasza B AeHb Ha 3-U HeJene npuema 0
MakcUManbHOU cyTouHOM 10361 400 Mr/mens (200 Mr 2 pasa B JIeHb) ¢ 4-if HeJleNu.

JlaMoTpMIKNH

Mexanu3m aeiictBusi. Bo3nelicTByeT Ha BOJIbTaX-3aBUCHUMbIE HATPUEBBIE KaHAIbl U
0JI0KHpYeT BBIOPOC HEHPOTPAHCMUTTEPOB, B IIEPBYIO OUEpe/lb IIIyTamMara

Cnoco0 npumeHenue u 103bl. HauanbHas 103a 1pyu MOHOTEPAINIUN COCTABIIAET 25 M OIMH
pa3 B JiIeHb, B T€UEHUE 2 He/elb;, B mocieayoomue 2 Heaenu — no 50 Mr oauH pa3 B JeHb. B
JaNbHENIEM, KaXK/Ible OJTHY-/[BE HEJIeIH MOKHO MOBBIIIATh CYTOUHYIO 103y Ha 50 Mr 10 TeX mop,
Mmoka He OyleT JOCTUTHYT ONTHUMabHBIN 3 dexT. OOBIMHO CyTOYHAas IMOJACpKUBAIOIIAs 1032
coctaBisier  100-200 wmr. IIpu 3TOM NOJMOKHUTENBHBIA 3((EKT MOXKET OBITh JTOCTUTHYT B
HEKOTOPBIX ClydasiX W Ha OOJBIIMX JO3MPOBKaX, BIUIOTH 70 500 Mr/cyTku. Y NalMeHTOB,
MPUHUMAIOIIKX BaJIbIIPOEBYIO KUCIOTY HaYalbHAasi CYTOYHAs 71032 JIAMOTPUIKIHA B TEUEHUE JBYX
HEZIeNb JIOJKHA COCTABIIATh 25 MT uepe3 JIeHb; B TeUEeHUE CIEAYIOUINX JABYX HEAENb €KEAHEBHO
IPUHUMAET 1O 25 MI' OAMH pa3 B JAeHb. B mocnenyromiem, kaxaele 1-2 Henenu 103y MOXKHO

yBEIUYMBATh Ha 25-50 MT, 10 TeX 1Op, MTOKa He Oy/IeT JOCTUTHYT ONTUMaNIbHBIN 3¢ dekT. OObIYHO
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nojAep>kuBaronas cyrounas go3a cocrasiser 100-200 mr. YV B3pocnbix, npuHuMaronmx 11911,
UHAYIUpYIoIme epMEHTHI MMEeYeHH, JeueHne HauuHaoT ¢ 50 Mr B TeueHue JBYX Henenb. B
TEUYEHUE TMocheaAyomux aByx Henenb 100 Mr/cyTku pacmpesneieHHble Ha JBa npuema. B
JanpHEHIeM, Kaxaple 1-2 Hemenu MOXKHO TOBBIIIATH 103y He Oosiee, uem Ha 100 Mr mo
MOJIYYCHHST ONITUMATBHOTO 3 deKTa.

JleBeTupaneram

Mexanu3sm aeiicrBusl. CBs3bIBaeTCs ¢ OCJIKOM CHHANTUYECKUX IMTy3BIPHKOB 2A (synaptic
vesicle 2A, SV2A). OmnocpenoBanHas MOAYJSIHS BBIICJICHUS HEHPOTPAHCMHUTTEpA depes
MoaudUKaIMIO OeTKa CHHANITHYECKUX Be3UKYN (SV2A).

Cnoco0 npumeHeHue u 103bl. BHyTps no 250 Mr nBa pas3a B CyTKHM C yBEJIIMYEHHEM Ha
250 mr 1 pa3 B Henenro. Cpennsisi TepaneBTudeckas n1o3a cocrasisger 1000 — 3000 mr/cytku B 2
npuema.

Okckap0asenu

Mexanusm JeiicTBus. bBilokaga moTeHIMan3aBUCUMBbIX Na' - KaHaloB, a TakKxke
moxyisiust K u Ca* -kananos.

Cnocod npuMeHenue u 103bl. HauanpHas no3a cocrasmsier 600 Mr/cyTku B 2 mpuema.
Jo3y npu HeoOxomuMocTu yBenuwduBaroT Ha 600 mMr ¢ wHTepBasiamu B 1 Hememro. CpemHsist
TepaneBTHUecKas 103a — 600-2400 mr/cyTku.

Ilepamnanena

Mexanuzm jaeiicTBusi. CeNeKTUBHBIM HEKOHKYPEHTHBIM AHTAarOHUCT HOHOTPOITHBIX
AMITA-rnyramaTHbIX PELENTOPOB HA MOCTCHHANTUYECKUX HEHPOHAX.

Cnoco6 npumeHneHue u 103bl. [lepamnanen npuHUMaOT BHYTPh | pa3 B CyTKHU mepen
CHOM HE33aBHCHMO OT TpueMa NHINU. Ta0NeTKy MporjaThiBalOT IEIUKOM (HENb3sl IEHTh,
pasxeBbiBaTh). CTapTOBas J103a COCTABISET 2 MI/CyT. ExxeHenenpHOe yBETHYCHHUE J03BI — 2 MT
(MOXHO yBenWuMBaTh MeieHHee — 1 pa3 B 2 Hem). CpenHssi TepameBTHYecKas mo3a 4-8
Mr/cyTku. MakcumanbHast 103a — 12 Mr/cyTku.

IIpera6aaun

Mexanusm aeiictBusi. OnocpeioBan 4epe3 AOMOTHUTENbHYI0 CyOheAMHUITY (02-1eTbTa-
npoTenH) BobTax-3aBucuMbIX Ca'-kananos B [[HC.

Cnocod npumeHenue M 103bl. HauanpHas no3a 150 mr/cytku ¢ yBenuueHueMm Ha 150
Mr/cyTku Kaxable 7 nueil. Cpennss TepaneBruyeckas qo3a 150-600 mr/cyTku B 2-3 npuema.

IIpumuaoH

Mexanuzm aeiictBus. [lo xumudyeckomy cTpoeHHIo Onm30Kk K (erHobGapOuramy, HO
oTnuYaercs Ooliee CHUJIBHBIM TMPOTHBOCYIOPOXKHBIM JEHCTBUE, HE OKa3bIBas O0OIIEro

YTHETAIOWIETO JEHCTBUS Ha LIEHTPAIbHYIO HEPBHYIO CUCTEMY.
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Cnoco0 npumenenue u 103bl. [lepopanbHo ¢ 125 Mr B BeuepHee BpeMs, 3aTeM KaxK/ble
3 IHA CYTOYHYIO /03y YBEIMYMBAIOT Ha 125 mMr mo moaaepxuBaromieit mo3b1 500 Mr/cyTku.
Cpenusis tepaneruueckas n1o3a 750-1000 mr.

Tonupamar

Mexanu3m jaeiictBusa. Moaynmsanus AaKTUBHOCTH BOJIBTaX-3aBUCHMBIX HAaTPHUEBBIX
KaHaJoB, TOTeHIMpoBaHue BbI3BaHHOrO ['AMK-moToka WOHOB XJOpa, WHTHOMpPOBaHUE
KaTbI[MEBBIX KAHAJOB, OJIOKaJa KaWHATHBIX pELENTOPOB TIyTamara, WHTHOMPOBaHUE
n30(pepMeHTOB KapOOaHTHAPA3HI.

Cnoco0 npumeHnenue u A03bl. HaunHatoT ¢ 25 Mr Ha HOYb B T€UeHUE |-i Hemenu, 3aTeM
7103y MOCTENEHHO YBEIMYMBAIOT Ha 25-50 Mr B 2 mpueMa; Kak MPaBUIIO, YBEIMUYEHUE O3Bl
MPOU3BOJUTCS MEMJIEHHO, C MHTEpBaJIOM [-2 Hemenmto. Y B3pOCIHBIX CpEAHssl CYyTOYHAsl 103a
coctassieT 200-600 mr B 2 mpuema. MakcumanbHas 103a — 1600 mr/cyT.

DeHUTOUH

Mexanu3m fgeiictBus. B OCHOBHOM CBfi3aH C BIIMSIHUEM Ha BOJBTAXK-3aBUCUMBIE
HATPUEBbIC KAHAJIBI.

Cnocod npumeHenue u 103bl. [lepopansao cHauana 100-200 mr/cyT B 2 mpuema, 3aTeM C
MOCTENEHHBIM MEIJICHHBIM yBenueHueM Ha 100 Mr B HeZIEI 10 10 TOCTHXKEHUS MO1IePKUBAIOIIECH
no3e1 300-500 mr/cyTku B 3 mpuema. MakcumanbHas 103a — 600 MT CyTKH.

denodoapoura (benszodoapourali).

MexaHu3m JeiicTBHS. YCHUIMBAET TOPMO3HBIE I'AMK-eprudeckue BIUSHHS B
[EHTPAITHHOM HEPBHOW CHCTEME, OCOOEHHO B TallaMycCe, BOCXOMSIICH aKTUBUPYIOMIEH
PETUKYISIPHON (popMaIiK CTBOJIA TOJIOBHOTO MO3ra Ha ypOBHE BCTABOYHBIX HEWpPOHOB. brokama
HATPUEBBIX KaHAJIOB MeMOpaHbl HEPBHBIX BOJIOKOH.

Cnoco0 npumeHenue u 103bl. [lepopanbHo HaurHas ¢ 100 Mr B BeuepHee BpeMs WiH 2
pasa B IeHb. Y BeJIMYEHUE J03bI BO3MOKHO yepe3 3 aHs Ha 100 Mr 10 JOCTUKEHUS KIIMHUYECKOTO
addekra. Cpennsist cyrouHas no3a cocrapisieT — 300 - 600 mr B cyTku B 3 prema.

Jcaukapoazenuy

Mexanusm aefcTBuA. WnakTuBanus MOTEHIINAI-3aBUCUMBIX Na'-kaHanos,
JIOTIONHUTENBHBIA aHTHAMHIENTHYEeCKUH 2 deKT cBsa3aH ¢ BausHueM Ha Ca’ -KkaHambl.

Cnocod mpuMeHeHue M [103bl. [[pUHUMAIOT BHYTpb HE3aBHCHUMO OT IMpUEMa MHUIIH.
TabneTKky MOXKHO JIEUTH HA IBE paBHBIC YacTH. PekoMeHj0BaHHAs HavanbHas no3a — 400 mr 1
pa3 B CyTKH, 4yepe3 1-2 Hen no3y nosbimaroT 10 800 Mr 1 pa3 B CyTKH, MaKCUMaJIbHas 1032 MOKET

ObITH moBBITIIEHA 10 1200 Mr 1 pa3 B CyTKH.

ITOCYKCUMHU
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Mexanu3m aeiictBusi. BiusHue Ha BOJIBTaXK-3aBUCUMBIC KaybllMeBble KaHaibl (T-
KaHaJIbI).

Cnocod npumenenue u 103bl. [lepopansrno HaunHas ¢ 250-500 Mr/cyT ¢ OCTENIEHHBIM
yBenaudeHueM Ha 250 Mr/Henemnto 10 JoCTKeHus moaaepkuBaromieit 10361 1000-1500 mr/cyT B 2

uiu 3 mpueMa. Y Jerei J103a paccuu
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IIpuiao:xenue B. Undopmanus 1Jis nanueHTa (pasae 1opadarbLIiBaeTcs)

PexomeHnaanum mo pe:xxumy JHs

bonbHOMY € snmitencuei He0OOXOAMMO CIATh JOCTATOYHOE KOJIMYECTBO YacOB B CYTKH, U30€raTh
HapylLICHUH pUTMa CHA, PaHHUX WIH pe3Kux npoOyxaeHuil. HeoOxomumo BbIOpaTh pekuM
paboThI, COOTBETCTBYIOIIUI 3TOMY TPeOOBAaHUIO, TaK KaK y MHOTHX OOJIbHBIX OIpaHHMYCHHE CHA
IPOBOLIMPYET BO3ZHUKHOBEHHME MpUCTYNOB. HeoOxomumo u3beratb pU3MUECKUX U MICUXUYECKUX
Heperpy3okK, paBUIbHO YepeaoBaTh paboTy U OTABIX. bojee noapoOHbIe peKOMEH UK JAt0TCs

CTpPOIro HHAMBUAYAJIbHO C yqéTOM XapaKTepa NpUCTYIIOB IMMalUCHTA.
Hy:xHo 11 c00.1101aTh ONIPe/IeJIEHHY IO TUeTy?

[Tutanne OOJNIBHBIX MHIIICTICUCH HE OTJIMYACTCS OT MUTAHUS 3I0POBBIX JIIOJICH; OHO JIOJDKHO OBITh
MOJTHOIIEHHBIM M COJIEP)KaTh JOCTATOYHOE KOJWYECTBO BHUTAMHUHOB M MHHEpajoB. Her maHHBIX
0 TOM, YTO OIpEACTCHHBIC MPOMYKTHI MUTAHUS MPOTUBOMOKA3aHBI OOJNBHBIM, TaK KaK MOTYT

CIIPOBOLIMPOBATH IIPUCTYIIBIL.

Pa3paborana crienuanbHas «KeTOreHHasi AUEeTa», KaK METOJl JICYEHUS PE3UCTEHTHBIX U TSKEJbIX
dbopM snmnenicun (Hanpumep, pu cuaapome Jlennokca-I'acto). Eme B CpenHue Beka SIMUIencuio
OBITATUCh JICYUTh METOAOM TonofaHus (B bubmuu coaepKuTCs YHNOMHHAHHE O JICUCHUU
«MOJMTBON U mocToM»). [lo3aHee yueHble yCTaHOBHIIM, YTO NEpecTpoiika 0OMeHa BEIECTB MpU
JUTUTEIIBHOM FOJIOJJAHUY MOXKET ITPUBECTH K YMEHBIIEHUIO YaCTOThI NPUCTYNOB. OHAKO, JI€UEHUE
SOUJICTICUU TOJIOAAHHEM HE MOJIYYWIO pacHpoCTPAaHEHHUs, TaK Kak 3TOT METOJ TSXKEI0
NEPEHOCUTCSI M OMaceH, OCOOCHHO y JieTeld. B CBS3M € 3TUM y4yeHble NBITAIUCh HAWTH Apyrue
METO/IbI AUETUYECKOTO BO3ICHCTBUS (KPOME TOJIOAAHHUS ), KOTOPbIE MPUBOIUIN ObI K U3BMEHEHUSIM
oOMeHa BEIIECTB B OpraHu3Me, MOJOOHBIM M3MEHEHHSIM, BO3HHMKAIOUIMM IPU TOJIOJAAHUU.
Kerorennas nuera 6puta m3o0perena B 20-x rr XX Beka B CIIIA. Jluera He TpeOyeT ATUTEIHHOTO
TOJIOJIaHUs, a 3aKIF0YaeTCsl B OTPAHMUYCHUHM YIICBOJHOW NHUINM | OSIKOB U MpeodiIagaHus
B palMOHE MUTaHUs KUPpoB. [Ipu mepeBapruBaHUY UM KUPBI IPEBPAIIAIOTCS B crienu(rueckue
MPOAYKTHl 0OMEHa — KETOHOBBIE TeJla, KOTOphIE MOMAaaloT B FOJOBHOM MO3T M 00€CIeYrBaIOT
MIPOTUBOCYAOPOXKHBIN 2P (dekT. B Hamiel cTpaHe 3TOT METOT JICUEHUS €IIe He TTOTYYHII IIIUPOKOTO
pactipoctpanenus. Kak wu apyrue MeToibl JI€YEHHs, KETOT€HHAs JIMe€Ta HMEET CEpbEe3HbIE
no0ouHble dPPEKTH U MPOTUBOMOKA3aHUS, U JOJDKHA MPUMEHSTHCS TOJBKO IO KOHTPOJIEM
Bpaua B CINEHUANIM3UPOBAHHBIX MEeHTpax. Jliasd Kaxaoro OOJBHOTO pAlMOH IHUTaHUS

PaCCUUTBIBACTCA NHANBUAYAJIbHO.

Kakue Mepbl 0€30aCHOCTH HY’KHO OO IH0AATH?
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Jlronu, cTpagaroniyue SMUIIETICHEH, TOJDKHBI CTapaThCs BECTH OOBIYHBIN aKTHBHBIN 00pa3 )KU3HU;
OAHAaKoO, ¢€CJ/H, HQCMOTpH Ha JICUYCHUC, COXpaH}IIOTCH HpI/ICTyHbI C HapymeHHeM CO3HaHu4,
HE00X0IUMO COOITI0IaTh MPOCTHIE MpaBuiIa 0€30MaCHOCTH, YMEHBIIAIOIINE BEPOSITHOCTh TPABMBI
BO BpeMsi TpHUCTyna. BoapHON HE MOKEH HaXOAWThCS 0€3 CTPaxOBKH Ha BBICOTE, Y Kpas

1aT(HOPM KEJIE3HOAOPOKHBIX CTAHIUM, OKOJIO OrHsI U BOJIM3U BOJIOEMOB!
Komy 001bHOM 10/17KEeH paccKa3aTh 0 cBOeM 3a00JieBaHuu?

[TarineHnTamM OOBIYHO COBETYIOT paccka3aTh O CBOEM 3a00JIEBaHUH KOJIJIETaM 10 paboTe, yUuTeIsIM
B IIKOJIE, OCOOEHHO NpH IUIOXO KOHTPOJUPYEMBIX NPUCTYHAax, ISl TOTO, YTOOBI B CiIydae
IPUCTYIa MOTJIa OBITh OKa3aHa CBOEBPEMEHHas moMoIllb. L{enecoobpa3Ho HolIeHNEe CriennalbHOM
KapTO4KH, Opaciera wWiId MedanboHa C uHpopmarumerd o 3aboneBanun. HWHopmanus
0 3a00JIEBaHUH YaCTO TpeOyeTcs MPU MpreMe Ha padoTy U €€ HE PEKOMEHIYETCSl CKPBIBATh, 1aXKe
IIPY BO3MOXKHBIX MPEMATCTBUSAX B TIOIY4eHUHU paboThl (0COOEHHO, €CITH CYIIECTBYET BEPOSITHOCTD
pa3BUTHS TpHUCTyNa Ha paboTe, €Clii HEOOXOOUMBI OCOOBIE YCIOBHS pPalOOTHI, CBSI3aHHBIC
¢ 0OJIE3HBIO, €CIIM CYHIECTBYET OMACHOCTH JUISl 370POBbs OOJBHOIO M OKPYXAIOIIUX JIIOJCH

B Cllyyae pa3BUTHS NIPUCTYIIA).
Komnbrorep u TesieBu3op

VY HeKOoTOpbIX OONBbHBIX Bmnuiencuerd (mpuoausuTenbHo B 5—15% ciydyaeB) NPUCTYIBI MOTYT
IIPOBOLIMPOBATHCSI PUTMUYHBIM METbKAaHHEM CBETa. DTO SIBJICHUE Ha3BaHO ()OTOCEHCHUTUBHOCTHIO
(OoTOUYBCTBUTENHHOCTHIO) | BBISBISICTCS 1O Bpemsi uccienoBanuss D3I, korma OonbHOMN

CMOTPUT Ha JaMIIOYKY, MEIbKAIOIIYIO C Pa3HOM YaCTOTOM.

DOTOCEHCUTUBHOCTh B 2,5 pa3a dYalle BCTPEYAETCS Yy KEHIIMH, 4YeM Yy MyXuuH. HMeHHO
y OOJIbHBIX € ()OTOCEHCUTHBHOCTBIO MPHUCTYNBI MOTYT  IPOBOIMPOBATHCS  MPOCMOTPOM
TEJIEBU30PA, KOMIIBIOTEPHBIMH HWIPaMH, LIBETOMY3BIKOW Ha AUCKOTEKOH. VIMEHHO OOJbHBIM
¢ OTOCEHCUTHUBHOCTBIO (HO HE BCeM OOJBHBIM SHWIENCHEH) ClIeqyeT OrpaHuYUTh WM
MOJIHOCTBIO UCKJIIOUUTH IPOCMOTP TeNIeBU30pa U paboTy Ha KOMIIbIOTEPE.

OnHakoO MCTOYHHMKOM CBETOBBIX MEJIbKaHUN MOTYT CIYXKHUTb HE TOJBKO TEJIEBU30PBI
U KOMITBIOTEPBI, HO M IPUPOJHBIC SBJICHUA (SIpKUE ONUKM Ha BOJE, MCKPAIIMNACA CHeET
B COJIHEYHBIH JIEHb, YEPELOBAHUE CBETA U TEHU U 1. )

Jaxe nerelt ¢ (OTOUYBCTBUTEIBHOCTHIO HE PEKOMEHIIYETCSI COBCEM JIMINATh MPOCMOTpa
TEJIEeBU30pa, TaK KaK d3TO CHIDKAeT KauyecTBO JKM3HU peOeHKa, CTAaHOBUTCS NPUYUHOMN
NepPEKUBAHUN.

[IpaBuma, koTOpele HEOOXOaUMO COOMIOAaTh PEOCHKY C SMUJIETNICHEH TMPH  MPOCMOTPE

Tenenepeaay:
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PeGenok He mo/mKeH CMOTpeTh TeneBu3op oonee 1-1,5 gaca.

Paccrostaue oT peGeHKa 10 TeneBu30pa AOKHO OBITh MaKCHMaJIbHBIM, HACKOJIBKO IMO3BOJISIET
KOMHATa (HO MEHee 2X METPOB).

O06s13aTeNbHO AOMOIHUTEIBHOE OCBELIEHIE KOMHATHI JIJIsl YMEHBIIIEHHUSI CBETOBOTO KOHTpACTA.
[Ipenmourenue oTaaeTcs TEIEBU30paM C MEHBILIUM Pa3MEPOM SKpaHa.

TeneBu30p AOKEH OBITH IBETHBIM C HEPE3KO OTPETYJIMPOBAHHBIM KOHTPACTOM U BHICOKOHM 4Ya-
crotoit pazsepctku (100 I'm).

Jlnis ynpaBieHus: TeIEBU30POM HYKHO MOJIb30BATHCS IUCTAHIIMOHHBIM ITYJIHTOM.

Yto6bl yMEHBIIUTH 3PGEKT MEpLAaHUs NMPU IPOCMOTPE MEIbKAIOIMINUX KapTHHOK, BCIIBIIIEK, Ka-
JEHTOCKOMMYECKUX ChEMOK HY>KHO 3aKPBITh OJIUH TJIa3.

He cnenyer cmoTperh TeneBU30p, ecii peOEHOK HE BhICTIANCS, YTOMJIEH MM YyBCTBYET ceOs
HE JIOCTaTOYHO XOPOUIO.

PaGoTa Ha KOMMBIOTEPE — TaK)KE BO3MOXKHBIM MPOBOMMUPYIOMNN (HaKTOp MPHUCTYIOB Y JIOIEH
¢ (OTOCEHCUTHBHOM SMUIIETICUEH, OHAKO, MOJHBINH OTKa3 OT KOMIIbIOTEpa B HACTOAIIEE BpEMs
BBI30BET LIEJBIN PsAJl HEOIArOMPUATHBIX TICUXOJIOTUYECKUX U COLMATBHBIX MOCIEICTBUN B CBSI3U
C TeM, YTO:

HaBpiku paboThl Ha KOMITBIOTEPE HYXKHBI IIPU YCTPOKUCTBE HA pabOTy B pa3IudHBIX cdepax.

B tex ciydasix, koraa mpeanouTuTelbHa paboTa B JOMAITHUX YCIOBUSX (HAIpUMEp, y OOTBHBIX
C COITYTCTBYIOIUMHU JIBUTATEIILHBIMU HAPYIICHUSMU ), KOMITBIOTEP — 3TO BO3MOXKHOCTH Tpodec-
CHOHAIFHOM peaTi3aliiu JTsl JTF0JIei MHOTHX Tipodeccuii (TBopUueckue mpodeccun, NepeBOTUNKH,
CIIEIUATIUCTHI B 001acTH MH(POPMAITMOHHBIX TEXHOJIOTUHN | JIp.). Bo3M0oKHOCTh paboOThl Ha KOM-
MBIOTEPE MOXKET OMPEACTUThH BEIOOP MPOPECCHH Y MHOTUX OOJBHBIX, UMEIOIIUX JAPYrUe OTPaHU-
YCHMSI.

Jlnig nereit cyliecTByeT MHOKECTBO Pa3BUBAIOIINX U 00YYaIONINX KOMITBIOTEPHBIX IPOTPAMM, KO-
TOpBIE TO3BOJIAT OoJiee 3 (HEKTUBHO YCBOUTH yUeOHBIN MaTepual; UCIOJIb30BaHIE KOMITBIOTEP-
HBIX TIPOTPAMM MOXET ObITh OCOOEHHO IMOJIE3HO ACTSM, HAXOISIIUMCS Ha JIOMAITHEM 00 y4eHUU.
KomMrmiproTep 3HaUMTENBHO pACIIUPSET BO3ZMOKHOCTH OOINEHHUSI KaK y ACTEW, TaK Uy B3POCIBIX
C DMUJIETICUEN.

Takum obOpazom, nuiIeHHe OOJIBLHOTO KOMIBIOTEpAa MOXKET O3HauaTh HE TOJbKO OTrpaHHuYEHUs
BO3MOXHOCTEN JUIsl OTIbIXa M Pa3BICYEHUM, HO TAKXKE OrPAaHUUYEHHUE COLMAIBHOW aKTUBHOCTH,
BO3MOYKHOCTEH JJ1s1 TBOPUYECKOH U PpOo(ecCHOHATBHOMN peanu3auy 1 00yueHus. s Toro 4roOsl

HE JINIIaTh 0OJILHOTO BO3MOXKHOCTH PaOOThl HAa KOMITbIOTEpPE, HYKHO COOMIOAATh Psijl MPaBuI.

IIpaBuia, koTopbie He00X0AMMO c00JII0IATH PedeHKY € INuUJIencHeil BO BpemMsi padoThl HIH

HI'PbI HA KOMIILIOTEPE:
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[TpoomKUTETHHOCTS PAOOTHI/UTPHl HA KOMITBIOTEPE HE TOJDKHA MpeBbimaTh 1-1,5 yaca ¢ 06s13a-
TEJILHBIM TepepbIBOM depe3 Kaxkabie 30 munyt Ha 10—15 MUHYT, KOTOpble HEOOXOIUMBI IS OT-
JIbIXA TTIa3.

PaccTtosnue ot peGenka 10 MoHuTOpa coctasisieT 70 cM (BBITSHYTask pyKa B3pOCJIOrO C BHITSHY-
THIMU TIAJIBIIAMHU )); PACCTOSTHUE OT TJ1a3 10 MOHUTOPA AOKHO OBITH HEe MeHee 35 cM s 14-m1oii-
MOBBIX 3KPaHOB.

O0s3aTenbHO TOTIOTHUTEIBHOE OCBEIICHNE KOMHATHI JJI YMEHBILIEHHUS] CBETOBOT'O KOHTpACTa.
Ha MoHUTOp HE TOJKHBI TONaAaTh OJIMKU OT OKOH M IPYTMX UCTOYHUKOB CBETA.

MoOHUTOp IPEANOYTHTEIIEHO BEIOUPATH KUAKOKPUCTALTHYECKUM, UM ¢ OOJIBINON pa3peraromei
CIOCOOHOCTBIO; OTJAaBaTh MpeanoyTenne cranaapty SVGA ¢ yactoToit pa3BepcTku He MeHee 60
I

DKpaH MOHUTOPA JOJKEH OBITh YUCTHIM, NTApaMETPhl H300paKEHUs CIeNyeT MPAaBUILHO OTPETY-
JUPOBATh.

Henb3s paccMaTprBaTh METKUE IE€TAU H300paXKEHUs ¢ OJIM3KOTO PACCTOSHUS.

Heo6xoaumo yOpath U3 1oJIst 3peHUs Ipyrue MOHUTOPHI U TEJIEBU30PHI.

He cnenyer paborarh/urpaTh Ha KOMIBIOTEPE, €CIIU PeOCHOK HE BHICTIAJICS, YTOMJICH MJIU TUIOXO
ce0s1 9yBCTBYET.

[TepeuncnenHble PEKOMEHIAIUN TOIXOAAT KaK JUIsl IeTeH, TaK U JIJIsl B3POCIBIX C AMHIICTICUEH,
U OyIyT TaKKe MOJIe3HbI 3/J0POBBIM JIO/ISM.

OnacHo JH 115 00JBbHEIX dDNIHJIENICHEH MoceleHue TUCKOTeK?

DTOT BOIMpPOC, BEPOSITHO, HanboJiee aKTyalieH I MOJAPOCTKOB M OOJBHBIX MOJIOJIOTO BO3pacTa.
W3BecTHO, 4YTO  CBETOMY3bIKaJbHBIE  A(PQEKTH  MOTYT  CHPOBOLUPOBATH  MPHUCTYII
y (DOTOUYBCTBUTEIBHBIX OOJBHBIX; OJJHAKO, OMACHBI HE BCE DJIEMEHTHI CBETOMY3BIKH, a TOJIBKO
CTPOOOCKONMYECKHE (YacToO MepIaronue) sSpKue OJMKKA B TEMHOM TIOMEIICHHH. SIPKOCTh
¥ YaCTOTa MEJbKaHUs — Ba)KHBIC (PaKTOPHI, BIUSIONINE HA BEPOSITHOCTh PA3BUTHS IIPUCTYTIA.
BaxxHO OTMETHTB, YTO C MMOCEIIEHNEM JTUCKOTEK CBS3aHBI U IPYTrHe (HaKTOPBI, MPOBOLHUPYIOIINE
PAa3BUTUC MTPUCTYIIOB — HCAOCBIITAHUEC, YCTAJIOCTh U IPHUEM AJIKOTOJIA.

Br16op npodeccun

OrpanuyeHus B BIOOpE npodeccuut y 60IbHOTO AHUIIETICUEH CBA3aHBI C CYIECTBYIOIIUM PUCKOM
BO3HUKHOBEHHUSI CYJIOPOXKHBIX MPHUCTYIOB B CUTYallMsIX, KOTJla OHM MOTYT MPUYUHUTH BpE.
00JPHOMY WJIM TMOJBEPTHYTHh OMACHOCTH KH3Hb OpYrux mojeil. JlioasMm ¢ snuiaenTuyecKuMu
INPUCTYNaMH HENb3s YIPaBISITh TPAHCIIOPTOM (IIPaBUJIa, CBSI3aHHBIE C BOXKICHUEM aBTOMOOMIIA,
3aBUCAT OT 3aKOHOATENbHBIX HOPM CTpaHbl; Oojee XKECTKHE OrPaHUYEHHUS YCTAHOBJICHBI

B OTHOLICHUM TACCAXUPCKOTO TPAHCIOPTa), paldoTaTh Y HE3AUIMIIECHHBIX MEXaHHU3MOB,
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Ha BBICOTE, BOIM3M BOJOEMOB, CIIY’)KUThb B apMHHM W Ha BOEHHO-MOPCKOM (UIOTE, B MMJIUIHH,
MOXKapHBIX YacTsAX, B TIOpbMax, OXpaHe, Ha CKopoi momomiu. Takxke 11 OOJBHOTO 3MUIIETICUEH
IPECTaBIsIeT MOTEHIIMAIBHYIO OMACHOCTh padoTa ¢ IBHKYIIMMHUCS MEXaHU3MaMH, C IICHHBIMU
XPYNKUMH 0O0BEKTAMHU, C XUMUKATaAMHU.

B nennoMm, Ha cnocoOHOCTh 4eJIOBEKAa K BBHIMOJIHEHUIO KaKOW-INOO NEATENbHOCTH BIMSIOT THII
SMMJIETICUU,  TSOKECTh  3a00JICBaHMS,  HAJMYUME  CONMYTCTBYIOIIUMX  (U3WYECKUX  WIH
MHTEJUICKTYaJIbHBIX HAPYIIEHUH U CTeNIeHb KOHTPOJIS IPUCTYIIOB.

PaGoTa B cMEHHOM pekuMe 0OBIYHO He BpeAHa AJisi O0JIBHOTO, €CIIU CYIECTBYET BO3MOKHOCTh
MIOJTHOLIEHHOT'O CHA M PETYJISIPHOrO MPHEMa JIEKApCTB B COOTBETCTBUY C HA3HAUYEHUSMH Bpaya.
BaxHO TOMHUTB, YTO TUATHO3 «3MUJICTICUS» HE TOJDKEH CIIY>KUTh MPEMSATCTBUEM JUIS ITOJTyYSHHS
00pa30BaHUs M YCIIEIIHOM peanu3anuy B BEIOpaHHOU mpodeccuoHanbHol cdepe. Kak u mo0oii
JIPYro dYenoBeK, OOJBHOM SIUIIENCHel CMOXKET BBIOpaTh cepy NeATeTbHOCTH, B KOTOPOM
OH CMOXET pean30BaTh CBOM CLIOCOOHOCTH HAMITYy4IIUM 00pa30oM U CTATh OJIHOLIEHHBIM YWIEHOM

oO1ecTna.

Ipuaoxenue I'1-I'N. IIIkaJnl onieHKH, BOIPOCHUKH H JAPVIrHe OEHOYHLIE HHCTPYMEHTDI

COCTOAHMA NAIMCHTA, IPUBCJACHHbIC B KIIMHUYCCKHUX PCKOMCHIALINAX

Ipuaoxenne I'1

AJITOPUTM MOCTAHOBKH AUATHO3a JenpeccuBHOro 3nu3ona no MKb-10

B MKB-10 nuarHo3 aenpeccMBHOTO 3MU30/la YCTAHABIMBAECTCS HA OCHOBAHWU HAIMYMS
KaK MUHHUMYM ,Z[BYX OCHOBHBIX U AOOIIOJHUTCIIBHBIX CHMIITOMOB. CI/IMHTOMBI JOJIDKHBI
IPUCYTCTBOBATH €KEAHEBHO OOJIBIIYI0 YaCTh BPEMEHM Ha IMPOTSHKEHUH, KaK MUHUMYM, JIBYX
HeZenb noapsia. JlempeccuBHBIC MU30bI PA3JSISAIOT MO CTEMEHU TSKECTH B 3aBUCHMOCTH OT
KOJMYECTBA OCHOBHBIX M  JIONMOJHHUTEIBHBIX  CHMIITOMOB, a TaKXe  HapyIIeHUs
¢ynkunonuposanus. [Ipu snu30/1ax JIerkol U cpeHel CTerneHn HeOOXOMMO YTOUHSTh HAJTMYKe
nJjm OTCyTCTBI/Ie COMATHYCCKUX CUMIITOMOB, a TH)I(GHOﬁ CTCIICHU IICUXOTHUYCCKUX. HpI/I HaJIN4YUU

JIBYX M 0ojiee JETPECCUBHBIX SIMU30/0B, YCTAaHABIMBACTCA /3 PEKYPPEHTHOIO JEMPECCUBHOIO

paccTpoicTBa.
OcHOBHBIE JonoanureabHbie | ComaTnyeckue IlcuxoTnueckue
CHUMIITOMBI CHMIITOMBI CHMIITOMBI CHUMIITOMBI
CHIDKEHHOE CHU)KEHHAA CHU)KEHHE open
HacCTpOeHHUE CIIOCOOHOCTh K | HHTEpPECOB WIH
YIIOBOJIbCTBHUS OT | TAJTIOLMHAIIUN
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CHMXXCHUC OHCPIrunu M
IIOBBIIIICHHAA
YTOMITSICMOCTD

A€W BUHOBHOCTU U
YHUUMKEHUS (J1aXKe
npu JIETKUX

JIETIPECCUSX )

MpagvyHOE 51
[IECCUMHUCTHYECKOE
BUJICHUE OyIyIIeTo

npoOyKIeHne yTpoM
3a ABa uind Ooee
yaca 0 OOBIYHOIO
BPCMCHH

JeTIpeccust  TsDKeJIee
10 yTpam

00BEKTUBHBIE
uaeu WM | CBUJICTEIHCTBA
JEUCTBUS, 3aMETHOM
Kacarouecs MICUXOMOTOPHOM
CaMOIIOBPEXJEHUS | 3aTOPMOKEHHOCTHU
WM caMOyOHiicTBa | WU QXKUTALUN
(OTMEUEHHBIE WA
HApYIICHHBII COH | ONMUCaHHbIE JPYTUMHU
JIAIIaMu )
HapyILIECHHbIN
anmeTuT 3aMETHOE CHUXKEHUE
anmeTuTa
CHU)KEHHE Beca
(mate  wumm Gosee

IMPOLCHTOB OT BECa
TC¢JlIa B  MPOIIOM

MecsIIe)

3aMETHOE CHIDKEHUE
MO0

OTUCTIINBOC CHHIKXCHHC COCpeI[OTO‘IeHI/IIO n | ACATCIBbHOCTH,
HHTEPECOB WIN | BHUMaHUIO OOBIYHO  TIPHUATHOH | AETPECCUBHBINA CTYIIOP
y,Z[OBOJ'IBCTBI/IH oT JUIA 6OJ'II>HOFO
ACATCIIBbHOCTH, OGBI‘IHO CHUNIKXCHUC
CBSI3aHHOM C | CAMOOILIEHKH U | OTCYTCTBHE
MTOJI0KUTEIBLHBIMA YyBCTBO OOBIYHON  peaknuu
SMOLMSIMH HCYBCPEHHOCTH B | HA COOBITHS WM
cebe NEeATEILHOCTD

Onu3o0[ JNErKOM CTENEHUW: MHHUMYM 2 OCHOBHBIX CHUMIOTOMAa W MHUHUMYyM 2
JIOTIOJIHUTEIBHBIX CUMIITOMA;
Onu301 CcpeaHed CTENeHW: MHUHUMYM 2 OCHOBHBIX CHUMIITOMAa U MHUHUMYM 3

JIOTIOJTHUTEILHBIX CHMIITOMA; 3HAYNTEIbHBIC 3aTPYTHCHHS B TPYI0BOM M COIIMAIBHON a1l TalluH;
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ONU30/l TAKEIOW CTENEHU: 3 OCHOBHBIX CHMITOMa U MHUHUMYM 4 JOMOJHHUTEIBHBIX
CHUMIITOMA, HaJIU4Hne HaHpH)KeHHOCTI/I NN aAXUTaluu, JII/I6O OCO6€HHO Bblpa)KeHHOﬁ

3aTOPMOKCHHOCTH.

IIpuaoxenue 1'2

«HeBpoJsioruyeckuii ONMPOCHUK JEeNPECCUBHOrO PACCTPOIiCTBA NPH JSMUJIEIICUN»
(Neurological Disorders Depression Inventory for Epilepsy —- NDDI-E)
OUO:

Jlara:

JIisi KaXZIoro W3 CIEAYIOIHUX YTBEPKIACHUN OOBEIUTE YHMCIIO, KOTOPOE JIYYIlle BCETO

onuceiBacT Bac Ha MPOTAKCHUU MMOCIICAHUX ABYX HCACIIb, BKIIIOUAsa CCrOdHs.

Bce Bpems nim Hnuoraa | Penko | Hukorma
4acTo

Bcé naerca ¢ tpygom 4 3 2 1

51 Bce nenaro He Tak 4 3 2 1

51 4yBCTBYIO BUHY 4 3 2 1

Msue ny4iie Ob110 OB YMEpETh 4 3 2 1

S uyBcTByl0  paszouapoBaHue U | 4 3 2 1

OIMYCTOIIEHHOCTD

MHe TpyAaHO MOJIYyYuTh YI0BOJILCTBUE | 4 3 2 1

IIpuiaoxenue 1'3.

HIxkana I'enepanu3oBaHHOI0 TPEeBOKHOIO paccrpoiicra (I'TP-7)

Omnpocuuk I'TP -7

Kak wacro 3a mocinemuue 2 | Hukorama Heckoabko boJee ITouTn
Heneau Bac OECITOKOMITH aHen I10JIOBUHBI KaKIbIA
crenyromue mpooaemMbl? aHen J1€eHb

1. IloBbiieHHAst ~ HEpBHAas 0 1 2 3

BO30yIUMOCTh, OECIIOKOHCTBO

WM pa3IpakuTENbHOCTh

2.HecrocoOHOCTh CIPaBUTHCS C 0 1 2 3

BOJIHCHUEM
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3.UpesmepHoe OECTIOKOKUCTBO TIO 2 3
pazHOMY MTOBOJLY

4.Hecrioco6HOCTH 2 3
paccinabusaTbes

5.Kpaiinss CTENEHb 2 3
0eCIOKONCTBA: «HE MOTY HaWTH

cebe mecTa»

6.Jlerko monpmarch  YYyBCTBY 2 3
OecrokoiicTBa Win

pa3apaKUTEIbHOCTH

7. OnaceHue 4ero-To CTpaIrHoro 2 3

Cymma 6annos:

0—4: MunumanvHulil ypo8eHb mpesorHcHOCU
5-9: Vmepennviii yposenv mpesoscnocmu
10—14: Cpeonuii ypoeernb mpesoricHOCHU

15-21: Bvicokuu ypogeHns mpesodcnocmu

Ipuiaoxenue 1'4

I'ocnuranbHast mkaaa Tpesoru u aenpeccuu (HADS)

Hpouumaﬁme BHUMAMENbHO KANCO0e ymeepafcdenue u ommemsvme omeem, Komopbn? 8

Haubonbwel cmeneHu coomeemcmeyem nomy, Kak Bbui cebs uyecmeosailu Ha I’lpOLMJZOI:Z Heoere.

He pazoymsisatime cauwurom 00120 HAO Kaxcobim ymeepicoenuem. Bawa nepsas peaxyus 6ce2oa

b6yoem 6onee 8epHOIl.

Ji| T

A HCNBITHLIBAIO Mue Kkaxkercsl, 4YTO A
HanpsizkeHue, MHe He CTaJ Bce JeJIaTh 0YeHb
no cede MeIJIEHHO

3 | Bce Bpemst MPAKTHYECKH BCE BPEMS

2 | 4acto 4acTo

1 |BpeMss OT BpeMEHH, HMHOI'ZA
HHOT A

0 | coBcem HE COBCEM HET
HCIIEITEIBAIO

222



To, 4Tr0 NMpUHOCHJIO
MHe 0oJib1IOE
YI0BOJILCTBHE, "
ceifyac BbI3bIBAET Y
MeHsl  TakKoe  iKe

4yBCTBO

h! | HCNBITLIBAK)
BHYTpPEeHHee
HanpsKeHue WJIH
APOXKb

OMMpECACIICHHO, 3TO TaK

COBCEM HE HUCIIBITBIBAIO

HaBCPHOC, 3TO TaK

HHOTIa

JIMIIIL B OYEHHb MaJIOU

CTCIICHU OTO TaK

qacTo

9TO COBCEM HE TaK

OYCHBb 4acCTO

Mmue CTPALUHO.
Kaxercs, 6yaTo 4ro-
TO Y/AKACHOE MOKET

BOT-BOT CJIYYUTHCH

S He caexy 3a cBoeit

BHCIIHOCTBIO

ONPEAEIEHHO ATO TaK,
u cTpax OYEHb

CWJILHBIN

OIMPCACIICHHO 2TO TaK

Jla, 3TO TaK, HO CTpax

HE OYEHb CUJILHBIN

s HE YAEISAI0 J3TOMY
CTOJIBKO BPEMEHH,

CKOJIBKO HY>KHO

HHOoraga, HO 3TO MCHA

He OECIOKOUT

MOXET OBITh, 5 CTal

MCHBIIC YACIATH 3TOMY

BHUMAHUA
COBCEM He s CIISXKY 32 COOOM TaK ke,
HCIIBITHIBAIO KaK ¥ paHbIIe
A cnocooden A HCNBITHIBAIO
paccMesiThbCs " HEYCHIYHUBOCTD,

YBUIETb B TOM WJIH
HHOM COOLITHH

CMeEIIHOC

CJIOBHO MH€ MOCTOSAHHO

HYKHO IBUTI'aTbCHA

OMMpECACIICHHO, 3TO TaK

OIMPEACIICHHO, 3TO TaK

HaBCPHOC, 3TO TaK

HaBCPHOC, 3TO TaK
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2 JIUIIL B OYEHb MaJION JIUITL B OYE€Hb MaJION
CTENEHU ATO TaK CTENEHU ATO TaK
3 COBCEM HE CIIOCOOeH COBCEM HE UCIBITHIBAIO
Bbecnokoiinbie S cuuTalw, 4YTO0 MOM
MBICJIN KPYTATCH Yy aeJsa (3aHaTHA,
MeEHS B r0Ji0Be YBJICYEHM ) MOTYT
NPUHECTH MHE YYBCTBO
YIOBJICTBOPEHUSA
MOCTOSIHHO TOYHO TaK, KaK U 0OBIYHO
00JIbIIIYIO 4acTh 71a, HO HE B TOM CTEIEHHU,
BPEMEHHU KaK paHblIe
BpeMsi OT BpeMEHU 3HAQUUTENIbHO  MEHBIIIE,
YEeM paHbIIIe
TOJIBKO MHOT A COBCEM TaK HE CUUTAIO
S uyBcTBYIO cedsn Yy MeHs ObIBaeT
0oapBbIM BHeE3aIHoe 4YYBCTBO
NAHUKHU
3 COBCEM HE YYBCTBYIO JNEUCTBUTEIBHO, OYEHb
4acTo
2 OYEHb PEIKO JIOBOJIBHO 4acTO
1 HHOTIa HE TaK yX 4acTo
0 MPaKTUYECKU BCE COBCEM He ObIBaeT
BpeMs
$1 ierko Mory cectb M S  mory moay4uTh
pacciaduTbes YI0BOJIbCTBHE oT
xopouuei KHUTIH,
¢punabma, pagmo- uaH
TeJeNnporpaMmMbl
ONPENIETEHHO, 3TO TaK 4acTo
HaBEpPHOE, 3TO TaK WHOT/1a
JUIIb U3PEAKA ITO TaK penko
COBCEM HE MOTY OUYEHb PEAKO

JIyist MHTEepIpeTai HeOOXOAMMO CYMMHUPOBATh Oaiuibl 1o Kaxaon mommkane (I u T) B

OTACIBbHOCTH:

224



0-7 OGamioB HOpMa (OTCYTCTBHE JOCTOBEPHO BBIPRKEHHBIX CHMIITOMOB TPEBOTH U
JIETIPECCHH )
8- 10 6amnoB CyOKJIMHUYECKH BhIpaKEHHAsi TPEBOTa /Ienpeccus

11 6anyoB 1 BbIlIe KIMHUYECKH BBHIpAXKEHHAs TPEBOTa / JETPECcCcHs
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