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Yeasicaemuoie Konnezu, oopozue opy3sa u uuma-
menu Pyccxozo scyprana oemcxoti neeponozun!

Ilepen BaMu TpeTHH BBIITYCK HAIIETO KypHAIA 34
2013 rog. JKypHajl OTKPBIBAET IIEPESOBAA CTAThA IIPO-
¢deccopa Angpes Cepreesuua Ilerpyxuna «byngymiee
JETCKOM HEBPOJIOrUHU B Poccum», IOCBAIEHHAA CyIlle-
CTBYIOIIMM IPOOGJIEMaM H IIEPCIEKTUBAM PAa3BUTHS
OJHOTI'O U3 IVIABHBIX HAIIPABJIECHUIM MEJUIIMHBI B HA-
IIE€U CTPAHE.

TpafuIIMOHHO, B HAIIIEM JXypHAJI€ IPEICTABICHBI
MAaTE€PUAJIbI, MOCBAIIEHHbIE PA3IUYHBIM ACIEKTAM
smuaencur. Crarbs, NPEICTABICHHASA KOJUIEKTHBOM
asropos MIHO mm. Cearurena Jlykm (Myxun KIO.,,
MuponHoB M.B.), IOCBALIIEHA PEAKOMY U OUEHb BAXKHO-
MYy U1 JUATHOCTUKU TUITY IIPUCTYIIOB — HHTHOUTOP-
HBIM 3MWIENTUYECKUM npucrynam. IlogpobHo pac-
CMATPHUBAETCA CEMHOJIOIHUA U JUATHOCTHKA MHIHNOU-
TOPHBIX IPUCTYIOB, 4 TAKXKE IIPUHIUNBI JCYCHUS.
IToguepKUBAETCA, YTO ITH NPUCTYIILI BCTPEYAIOTCS 3HA-
YUTENBHO Yallle, YeM JUATHOCTUPYIOTCA, U OHU IIPUHIIM-
MHUAIBHO OTJIMYAIOTCS OT napannded Toaga. Jpyras cra-
ThsA KOJUIEKTHBA aBTOPOB NIHD (I'myxosa JLIO. 1 coaBT.)
MIPOJIODKAET UK IyOIMKAIIUH, IOCBSIIICHHBIX KIIH-
HHUYECKOH dieKTpoaHIiedanorpacdun. ITonpobHo pac-
CMATPHUBAETCA POJIb IIEKTPOIHIEDATOrpaPUIECKUX
AKTUBHUPYIONIUX METOAOB (THIIEPBECHTWIANMA, (pOTO-
CTUMY/ISILIIUS U [IP.) B JUATHOCTUKE U AU dEpeHIn-
AJIbHOM JUATHOCTHKE 3IMWIENITUYECKUX IIPUCTYIOB, 4
TAKKE MHTEPIIPETAlMA U 3HA4YECHHUE ITUX METOJOB B
KJIMHUYECKOM IIPAKTHUKE HEBPOJIOTA.

M.IO. bo6suioBa (MAHD) n HJIL. IledyaTHHKOBA
(POKB) mpeacraBiiav OOAPOOHBIN 0030p 3apyOek-
HOH JINTEPATYPDI, OCBAIIEHHBIN I€HETHYECKUM OC-
HOBAM AyTUCTHYECKOI'O PACCTPOUCTBA.

C 1IIyGOKO¥ TPYCTBIO U 6JIAaTOAAPHOCTBIO MBI BCIIO-
muHaeM Anekcangpa IOpbeBrnda EpmMakoBa — U3BeECT-
HOI'O Y4Y€HOI'O, ONBITHOI'O BPAa4a-3MWIJIEIITONOIrA, Ta-
JIAHTJIMBOT'O, TBOPYECKOI'O 4eJoBeKa. Asiekcanap Ep-
MAaKOB ylIea U3 »ku3Hu 14 asrycra 2013 roga. OH nipo-
JKHAJI KOPOTKYIO, HO APKYIO M HACBIIICHHYIO JKM3Hb y4de-
HOTO, OCTaBUB IIOCJIE C€0s1 MHOXKECTBO HAYYHBIX TPY-
JIOB, IAMSITh U 6JIaTOJAPHOCTD KOJUIET U AITUEHTOB.

TpagULIMOHHO I BAC IOJATOTOBJIEHBI TECTOBBIE
3aJaHUsA, C IIOMOIIBIO KOTOPBIX BBl MOXKETE IIPOBE-
PHUTHb CBOM 3HAHMS I10 PA3HBIM Pa3JI€1aM HEBPOJIOTHH.

YBaxkaemple Kosuteru! Mbl IIPHUIJIANIAEM BaC K CO-
TPYAHUYECTBY, OOCYKIECHUIO AKTYAJIBHBIX BOIIPOCOB
JETCKON HEBPOJIOTUH, JUCKYCCHUAM HA CTpaHUIIaxX Pyc-
CKOT'O JKYpH/Ia JETCKON HEBPOJOTHH. IIpucheuianrte
HAaM CTaTbH, 0030pBI, PEHEH3UH, KPUTUYECKHE 3aMe-
JaHUS, HAOGIIOACHUS U3 IIPAKTHUKH, OUYEPKU II0 HUCTO-
pyuun MmegunuHbL. MHMOPMALIHIO O HAIIEM KypPHAJIE BbI
MOJKETe MOJIYYHUTh Ha canTe www.epileptologist.ru, a
HAIIPABJISATh CTATBU — 110 a/ipecy RJCN@epileptology.ru.
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PYCCKUM KYPHAJI JETCKOW HEBPOJIOT'TU

BYIVIIIEE TETCKOM HEBPOJIOT'U B POCCUU

A.C. Ilempyxun

A FUTURE OF CHILD NEUROLOGY IN RUSSIA

A.S. Petrukbin

IIpogpeccop Kagpeoput Heeponozuu, Heipoxupypun u MeOUyUHCKOL 2eHemuKu
aeuebrnoz2o parxyremema I'OY BIIO PHHMY um. HH. ITupozoea, Mockéa;
IIpesuoenm HII «O0Beourenue 6paueri-anuienimoniozo8 u nayuenmos», Mockeda;

I'nasnwiii peoaxmop PyccKkozo scyprana 0emckoii Heeponozuu

C/1 OBI g TACAI OB 3Ty CTAThIO 50 JIeT Ha-
E 341, TO Ha4aJs Obl ee cioBamu: ...biaarogaps

3a6otaMm ITaptun u I[IpaBUTEIbCTBA... JCT-
CKasi HEBPOJIOTHSI B HAIIEH CTPaHE MOTyJdWIa
OoJIBITlIOE pa3BUTHE... OJHAKO, HECMOTPS Ha TO,
YTO Yy HAC €CTh U IAPTHS U IIPABUTEIBCTBO, CKA-
3aTh O TOM, YTO B HAIIIEH CTPAaHE Pa3BHUBACTCS
JIETCKAasA HEBPOJIOTHsA, OyieT OOJIBIIIHUM IIPEyBe-
JudyeHueM. bosee Toro, ciaemyer KOHCTATHPO-
BaTh, YTO CIEIHUATHU3NPOBAHHBIC OTACICHUS
JUIA OKA3aHMWA HEBPOJIOTMYECKOM ITOMOIIU Jie-
TSM OCHAIIICHBI XYK€, YEM KaKHE-THOO0 APyTrue
OTZICJICHUS B JICTCKUX OOJIbHUIIAX, 34 O4YE€Hb
PEAKUM HUCKTIOUEHHEM. CUTyalusl OCIOKHSICT-
Cs €IIE U TEM, YTO M CaMa CIIEITUATIBHOCTD «/I€T-
CKHI1 HEBPOJIOT» UCK/IIOYEHA U3 IIEPEYH MENU-
IIMHCKUX crerraabHocren! IIpeamerom uccie-
JOBAHUSA JIETCKOT'O HEBPOJIOTA SIBJLIETCS MO3T
YeJI0BEKA, 2 MO3T YEJIOBEKA — 3TO HE TOJIBKO Op-
I'aH, YIPAaBIAIONMNHI ABIDKEHUSAMH, HO U UCTOY-
HUK IICUXUYECKUX [IPOLIECCOB, T.€. THTEJUICKTA
U ncuxuku! B 3aBHCHMOCTH OT TOI'O, KAKOM
YAEIbHBINA BEC B HONYJISIITUU COCTABIISIIOT IETU C
HAPYHICHUAMH UHTE/UIEKTA U IIOBEJCHUS, U OIl-
peaesaeTcss UHTE/UIEKTYAIbHBIE ITIOTEHITUAT 00-
mecTsa. /I Toro, 4To6nI MPOOETIbI B OKA3aHHUH
CHUCTEMATU3UPOBAHHON M CIIEITUATU3HUPOBAH-
HOH IOMOIIU JETSIM C HEBPOJIOTUYECKOM TATO-
JIOTUEN HE CTAIU OIIYTUMBIMU JIJIs1 OOIIECTBA (A
3TO 4YPEBATO HE TOJBKO I'YMAaHHCTHYECKHUMH
IIPOGIEMAMHU, HO U CYTYOO MaTEpPHUAIbHBIMU, T.K.
PEGEHOK C MAPATUYOM, OTCTABAHUEM B PA3BHU-
THUH, HAPYLIICHUEM IIOBEJCHMS TpeOyeT yXoaa 1
OOJIBIINX MATEPHUAIBHBIX 3aTPAT), HEOOXOUMO
OPUHITHE CPOYHBIX MEP JIs1 BO3POXKICHUA
3TOHU MEIUIIMHCKOM CHEIHAJIBHOCTU. JleTcKas
HEBPOJIOTUS, KaK Pasfiesl MEUITMTHCKON HAYKHU
U KaK BpayeOHas CHEIUAIBHOCTD, CTAJIA Pa3BU-
BaTbCAd B POocCcMU HapaBHE C IPYrUMH HEPETO-
BBIMU B HAYYHOM OTHOIIEHUU CTPAHAMH, YTO
CBA3AaHO C JEATEIBbHOCTBIO TAKHUX YYE€HBIX KaK
B.M. bexrtepes u MH. ap. OOHAKO, HECMOTPA HA

© Iempyxun A.C,, 2013.
Byoyuyee oemckoti nesponozuu 6 Poccun
Pyc. acyp. oem. neep.: m. VIII, evuin. 3, 2013.

310, B Poccumn 0 CUX IOP HET UHCTUTYTA JIET-
CKOI HEBPOJIOrUU. MccieqoBaHue MO3ra 4eyio-
BeKa TpebyeT IPUMEHEHMS 1EIOTO PsAJla BBICO-
KOTEXHOJIOTHYHBIX U JJOPOTOCTOAIINX METOIOB
(KaK C HAYyYHOM, TAK U C IIPAKTUYECKOMH IIE/IBIO).
K HUM OTHOCATCA U METOBI BBICOKOPA3PEIIAIO-
e HEHPOBU3YUTU3AIUH, OMOXUMUYECKUE U
MMMYHOJIOTUYECKHE UCCIETOBAHUA, MOP(POIIO-
T'MYECKHE METO/BI, BKIIOYAsI THCTOXUMHYECKUE
U YJIBTPACTPYKTYPHBIE NCCIETOBAHMS 1, KOHEY-
HO K€, MOJIEKY/IIPHO-TeHeTnYeCKHUe. OIIOHEH-
TBI MOT'YT BO3Pa3UTh, YTO BCE 3TH METO/IbI IIPU-
MEHAIOTCA B Ha1Ien crpaHe. OJHAKO, HA CAMOM
JieJie, 3TU HUCCIEJOBAHUA IIPOBOAMUTCI O4YEHDb
dpparmeHTapHO, POPMATIBHO U B OOJBITUHCTBE
CJIy4a€B HEKAYECTBEHHO, IIPHU UX BBICOKOM CTO-
uMocTy. Haripumep, MOKHO JIM IIPOBECTU OHO-
IICUIO MBIIILL, OOJIBHOMY C MBIIIEYHOH THCTPO-
duen B mo060M ropojge Poccurickoit denepa-
Uy, Kpome Mocksbl 1 CaHkr-IlerepOypra? A
HCUIEAOBATh TAKYIO PYTHUHHYIO (DYHKIIMIO, KaK
(PYHKIMSA BHENIHEIO JBbIXAHMS, WIN IIPOBECTH
TAKOE 00A3aTE/IbHOE UCCIECAOBAHNUE KAK JJIEKT-
poMuorpadus? A BeJib TAKOH OnbIT ObUlL Enie B
1975 r. akagemukom J1.O. baganstHOM O6bUT Opra-
HH30BaH BCcepoCCUUCKNIT HEPBHO-MBIIIEYHBIN
IleHTp, B KOTOPOM HOPOBOJUIOCH H3y4E€HHE
3THUX 3200JIEBAHUI MU OKA3bIBAJIACh IPAKTHYEC-
Kast noMomib 601bHBIM. C paciajom COBETCKOTO
Coro3a niepecran (pyHKIIMOHHUPOBATDb U JJAHHBIN
LIEHTP, U CerYac 3TOH nNpo61eMoii B MOCKBeE 3a-
HUMAIOTCS JIMIIb OT/IC/IbHbBIC SHTY3UACTHI (J.M.H.
C.A. Manem6epr u Hamanmu EJI).

B nociiegame rogpl NOTyYHIN OOJIBIIIOE Pa3-
BUTHE OMOXMMUYECKUE U MOJICKY/ISIPHO-TE€HE-
THYECKHE UCCIECAOBAHNA, OCYILIECTB/IAEMBIE BO
Bcepoccuiickom MeauKO-TEHETHYECKOM 1leHT-
pe, 1 MHH3APAaBOM OBbLIO IIPHUHATO PELICHUE O
CO3/JaHHH CIIETUATU3UPOBAHHOIO OTAEJIEHUA B
Poccuiickor JeTCKOM KIMHHYECKOM OOJIbHUIIE.
OJHAKO 3TO TOJBKO OJHO OTJEJIEHHE HA BCIO
Poccuro! Mexxy TeM, TeHETHYECKHUE UCCIIEI0Ba-
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HUS CBU/ICTEILCTBYIOT O TOM, YTO KAK/IBII IBYX-
COTBII YEJIOBEK B ITONYJIIIIMU  SIBJISIETCSI HOCUTE-
JIEM MHUTOXOHJIPHAJIBHOIO I'€HA U COBOKYITHAS
4acToTa META00INYECKUX 320071€BaHUN HEHa-
MHOI'O OTCTa€T OT TAKUX PACIPOCTPAHEHHBIX
0OO0JIE€3HEH, KAK CAXAPHBII JUAGET U OPOHXUAIIb-
Hasg acrMa. KoHeYHO Ke, cpeay HUX €CTb U T.H.
«op(hanHbIe» (PEJIKO BCTPEUAIOITHECS ) OOIE3HU,
HO, T€M 00JI€€, 11 UX BbIABJICHMS HYKHO 3244C-
TYIO IIPOBECTU BECh CHEKTP OMOXMMUYECKUX U
MOJIEKYJIIPHO-TEHETUYECKUX HCCIEAOBAHU,
4TOOBI YCTAHOBUTH TOYHBIN IMArHO3. B cooTBET-
CTBHUM C 3TUYECKUMH TPpeOOBaHMAMH XXI Beka,
TOYHBIN JUATHO3, KAKUM OBl TPYJHBIM OH HE
ObLI, JJOJLKEH OBITh YCTAHOBJICH IIPH KU3HU
60spHOTO. Tem OoJjiee, 3TO KACAeTcsl HACIEICT-
BEHHBIX O0JIE3HE, TAK KAK TOYHBI JUATHO3 HE-
OOXO/IMM HE TOJIBKO JIISI BBIOOpAa METO/IA JIeye-
HMA (KOIZIA 3TO BO3MOXKHO), HO Y I YTOYHEHMA
PHCKA ITIOBTOPHOI'O POXKIEHMA PEOEHKA C ITOU
IIATOJIOTUEH B CEMBE U IPOBEJCHUS MEJUKO-TE-
HETHYECKOT'O KOHCY/IBTUPOBAHUSL.

3HAYUTEIBHO JIy4Ill€ B IIOC/IETHEE AECATUIC-
THE OOCTOUT JIEJI0 C JUATHOCTUKOM SMTHJICTICUH.
He 110 ykazaHuAM CBBIIIE, 4 IO COOCTBEHHOM
UHUITUATUBE HA MECTAX OPTraHU30BaHBbI CIIEIU-
AIN3UPOBAHHBIE JTUATHOCTHYECKUE IIEeHTPBHI.
Pe3ynpTaT OYEBU/ICH — BBl HE YBUIUTE OOJIbIIIE
Ha YJIUIIE 1eTEH, ObIOIIUXCS B IMIJICIITHYECKOM
IIPUCTYIIE, IIOTOMY YTO CE€HMYAC €CTh BCE BO3-
MOSKHOCTH YIS YCTAHOBJICHHUSI TOYHOTIO /IHa-
THO3 3MMWIETICUU U TIPABWIBHOI'O IIOJ00pa Te-
panuu. D10 OBUIO JOCTUTHYTO B PE3Y/IbTATE HE-
IIPEPBIBHON OOPA30BATEIBHON U OPraHHU3AIIH-
OHHOM Pa0OTHI KOJUIEKTHBA YUCHBIX B TEUCHUE
IOJTyTOPA JAECATIWIECTUN. MOXKHO Ha3BaTh U (pa-
MWJINH CIENHATHUCTOB-HEBPOJIOI'OB, PAa3BUB-
X B HAIIECH CTPAaHE SMWIEIITOJIOTHIO O MU-
POBOTO YPOBH:. X XOPOIIO 3HAIOT IIPAKTHYEC-
KH€E Bpa4yH B HAIIIEH CTPAHE U 32 PyOEKOM, TEM
HE MEHee, XOTEJIOCh ObI 1€ pa3 YIIOMAHYTb UX
uMmeHa: npod. Myxun KlIO. Boponkosa K.B,
XomuH A.A u ip. Tem 6051€ee, 9TO KO/UIEKTHUB 3TOT
pacoOpMHPOBAH, U 3TO YK€ UCTOPHUA, K COXKA-
JIEHUIO, TUIIMYHASA IS HalIeHr cTpaHbl. HO u B
00JIaCTH ANWIENTOJIOTUH COXPAHAETCS IIOTEH-
LA I Pa3BUTHS: HEOOXOJMMO COBEPIIECHCT-
BOBATb 3JIEKTPOPUHOIOTHIO, IS ITOTO CIIETY-
€T BBECTHU OT/ACIBHYIO CHEIUAIBHOCTD, Pa3pa-
0aThIBATh IPEXUPYPTUUECKYIO JUATHOCTHUKY U
XHPYPruoo anwiercuu. Heo6xogumo cosep-
HIEHCTBOBATh OOPA30BaHNE BPpAUYECH 1 BHEIPATD
MEXKIYHAPOJHBIIN OIIBIT.

Crnenyromass BaKHAs U HE MEHEE 3HAYNMAsA
IpooaeMa: JUArHOCTHKA U JIedeHUE NH(EKI-

OHHBIX U JIECMHUETUHU3UPYIONUX 3200/I€BAHUH
HepPBHOM cucTteMbl. Haunnasg ¢ 30 rr. XX-10 CTO-
JIeTus ObUTH JJOCTUTHYTBI 3HAUUTEIbHBIE YCIIe-
XH B U3Y4EHUH HEHPOUHPEKIINII, CBI3aHHBIE C
MMEHAMH TAKHX OT€YECTBEHHBIX YUYCHBIX, KaK
JLA. 3unb6ep, M.C. Mapryauc, M.II. YyMakoB u
MHorue gpyrue. OqHaKO B IOCIEHUE TO/IbI 3a-
METHBI IPOOJIEMBIL, KAK U B O0JIACTH OIIpE/Iee-
HUS BO30OYIUTENA, TAK U B cPepe UMMYHOJIOTH-
YECKUX HUCUIEIOBAHUMI. BO-TIEPBBIX, 3TH UCCIIE-
JTOBAHUSL HE BCET/IA BO3MOXKHBI U B OOJIBIIIHCT-
BE CJIy44€B HEIOCTYIHBI; BO-BTOPBIX, KAYECTBO
3TUX HUCCIECAOBAHUI HE JOCTATOYHO BBICOKO.
[Toy4eHO OYE€EHb MHOI'O JIOKHOIOJIOKUTEb-
HBIX PE3YJIbTATOB, 4 BE/Ib OT HJICHTU(PUKAIINHU
BO30Y/IUTENS 3aBUCUT >KHU3Hb nartueHTa! B o6-
JIACTU J€EMUETUHU3UPYIOMNX 3200/IEBAHUIN U
XPOHHUYECKNX HWH(QPEKIHOHHBIX O0JIe3HeNn
HEPBHOM CHUCTEMBI TAKXE HEOOXOJUMO COBEP-
IMIEHCTBOBAHHE JTAOOPATOPHOU CIIYKOBIL, HO, U B
IIEPBYIO OYEPEb, TPEOYETCs IIOBBIIICHUE KBA-
JTA(PUKATNUN METUIIUTHCKOIO MEPCOHAIA. DTO
MOKET OBITh JOCTHZKMMO TOJBKO IIPH HEIpe-
PBIBHO ITPOJOJIKAIOMIEMCS OOpPa30BaHUU Bpa-
4Jeii. B 310 cpepe MeAUIIMHBI TAKKE HEOOXO-
JUMO CO3[AHHE PETHOHATBHBIX CIEITHATU3U-
POBaHHBIX HEHTPOB. OTHAKO HE CIEAyeT 3a0bI-
BaTh, UTO B IIEPBYIO OYEPEIH JOJLKHA OBITH OCY-
IIECTBICHA ITOATOTOBKA KBATU(PHUITUPOBAHHBIX
KaJIpOB, U YK€ 11 HUX — CPOPMHPOBAHA CTPYK-
Typa u IOJOOPaHO 060pyAoBaHuE. I1o IIpuHITHU-
ITy: HE JIIO/ICH K IIPUOOPAM U 3JaHUSAM, A K JIIO-
JISIM — U 3[IaHUA U 000pyioBaHue!

Taxk, JJI 9ero ke Hy>KEH HAyYHO-HUCCIEIOBA-
TEAbCKUN HHCTUTYT IOETCKONM HEBPOJIOTUU?
IIpexae Bcero, i pa3padOTKU CTPATETUU Ha-
YYHBIX HCCIEJOBAHUH B 00/IACTU U3Y4EHHS MO3-
ra pebeHKa, JyIs1 KOOPJAUHALIMH HCCIIEJOBATEb-
CKHUX paboT, IPOBOAUMBIX KOJUIEKTUBAMH Ka-
denp megumHCKX BY30B (€ ygeTom Toro, 4ro
KaeAphl PEMIAIOT YACTHBIE 33/1a4N), 1A IIPOBE-
JI€HUA NOITYJIALMOHHbBIX UCC/IEJOBAHUII 10 pac-
MIPOCTPAHEHHOCTH 3200IEBAHNUIT HEPBHOU CHUC-
TEMBL. B IPaKTHYECKOM OTHONIIEHUH, UMEHHO
HAy4YHO-HCCJIEJOBATEILCKUIT HTHCTUTYT JOJDKEH
pa3pabaTbiBaTh JUATHOCTUYECCKHUE MIKAJIBI U
IIPOTOKOJIBI JIEYCHUA U IIPOBOAUTD JIOHTUTYIH-
HaJIbHBIEC UCCIIEJOBAHUA 3(PPEKTUBHOCTH JI€Ue-
HHS1 HEBPOJIOTMUECKUX OOJIBHBIX. MephI 1O pe-
(POPMHUPOBAHUIO 3APABOOXPAHEHUA HAAO IIPH-
HHMAaTb cefyac, nHaue OyzaeT no3aHo! Heo6xo-
JUMO HE 3a0bIBATh, YTO MHTE/UIEKT HAILMU CO-
CTABJISIET KAKABIN OTAECIbHbBIH WIEH OOIIECTBA U
HAPOAOB, HACEJLIIONINX HAIITy CTPaHy!

Byoyuee oemckoit negponozuu 8 Poccuu
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MHIMBUTOPHDBIE ITPUCTVYIIDBI:
CEMUOJIOI'VA U TEPAITUA
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INHIBITORY MOTOR SEIZURES:
SEMIOLOGY AND THERAPY
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Cmambs noceauena PeoKxomy 1 YHUKAAGHOM) MUny 3NUIenmudeckux npucmynos — <uHzUOUmopHoim npu-
Cmynam», Xapaxmepusyrouumcst He60IMONCHOCIBIO BbINONIHUNL NPOUIBOSIbHOE 08UNICCHUE NPU COXPARHOCMU CO-
3nanusa. Tounasn pacnpocmpanenHocms BPUCYnoe 3Mmozo Mmuna He U36eCcmua, Ho MHozZUe CLY4au OCIaronics He-
PACno3HanHbIMU UU HENPABUILHO OUAZHOCUDPOBANDL, KaK napaauy Tooda. Dmo nooueprusaem axmyairsHOCms
80npoca u HeoOXO0OUMOCHIL SHAMb KIUHUKO-INeKmpPodnyedarozpagpureckue npusHaKy nPuUcmynos 0anHozo miu-
na u yuumaosl8ams ux npu npoeeoerun oup@depernyuaibHoz0 OuazHo3a. A8moput npeocmasuii NOOPOOHbLLL 0030D
Jaumepamypoi, 6KI0UARL UCIOPUIO U3YUEHUS, IMMUONOUIO, NAINOEHE3 U NPeOnoNazaemble Mexanudmovl popmupo-
BAHUA UHLUOUIMOPHBIX NPUCIYNOE, KIUHUYECKUe U ANeKmpoanyedanozpagduueckue oarnnvie, mepanesmusecKue
n00X000bL. B ieuenun uHzubumopHsIx nPucmynos 6 xawecmee npenapamoes nepeozo 6bi00Pa NPUMEHAIOM npena-
pamur eansnpoeeoii kucromet. Ilpeonoumumenstee OPUUHANLHBILL npenapant nporoH2UPOEAHH020 0etiCmeus 6
Mmuxpozpanynax (oenaxun xpornocgpepa).

AemopbL mardce nPeocmasuiie COOCMEeHHble HAO00eHUA NAUUCHINOE C UHZUOUIMOPHBIMU NPUCITLYNAMUL.

Kn1oueguwte cnro6a: 3nunencus, UH2UOUMOPHbIe INUAENINUYEeCKUe NPUCITYNbL, IMUOA02US, NANO02eHe3, K-
nuueckue nposanenus, d9I, oupdepenyuanvnolii Ouaznos, newenue.

The article is devoted to rare and unique type of epileptic seizures — inhibitory motor seizures, characterized by
the inability to execute a voluntary movement with preserved consciousness. The exact prevalence of this type of
seizures is not known, but many cases are unrecognized or non-correctly diagnosed as Todd's paralysis. Therefore
practical doctors should know the clinical and electroencephalograpbic characteristics of this type of seizures and
take them into account in the differential diagnoses . The authors presented a detailed review of the literature,
including the bistorical data, etiology, pathogenesis and proposed mechanisms of formation of inbibitory motor
seizures, clinical and EEG characteristics, therapeutic approaches. Antiepileptic drugs of choice used in the treatment
of inhibitory motor seizures are valproic acid (preferably depakine chronosphere — original prolonged form of val-
Dproate).

The authors also presented their observations of patients with inbibitory motor seizures.

Key words: epilepsy, inbibitory motor seizures, etiology, pathogenesis, clinical manifestations, EEG, differential
diagnosis, treatment.

HIHUOUTOPHBIC AIUWICIITUYECKUE MPHU-
HC’I‘YHI)I (MII) xapakTepus3yroTcsa HEBO3-

MOSKHOCTBIO BBIIIOJIHUTHh HPOU3BOJIb-
HO€ JABWIKEHUE NPU COXPAHHOCTH CO3HAHUS
[18]. dpyrue Ha3BaHUA IPUCTYIIOB 3TOTO TUIIA:
AKWHETUYECKHE IIPHUCTYIIbI, HETATUBHBIE MO-
TOPHBIE IIPUCTYIIBI, TEMHUIIAPETUYECKIE TIPU-
CTYIIBI, IIAPETUYECKHUE NPUCTYIIbI, UKTAJTbHBIN
napes.

Hcropua m3ydeHHusa Bompoca. GOvers B
1885 roay (uuT. 1O pyccKoMy u3maHuio 1896
I.) OIIMCAJT 5 MAIUEHTOB, Y KOTOPHIX BO BpEMs
AMWIENITUYECKNX IIPUCTYIIOB BO3HHUKAJIA IIA-
panusanus. Tak, y OqHOIro U3 IarueHTOB IPHU-
CTYII IIPOSBJ/ISICSI BHE3AITHBIM OOPMOTAHUEM B
COYETAHUU CO CIA00CTHIO MIPABOM PYKH; CYAO-
POXHBIE IIOJAEPIUBAHUS  OTCYTCTBOBAJIU.
Govers BIIEPBbIE IIPEAIIOIOXKUIL, YTO «IIHJIETI-

© Myxun K¥O., Mupornoe M.b., 2013.
Hrnzubumoprvle npucmynsi: CemMuoIo2us i mepanus
Pyc. acyp. oem. neep.: m. VIII, evuin. 3, 2013.

TUYECKAs AKTUBALIUA MO3I'd>» MOKET BBI3bIBATh
KIMHHUYECKH KaK <«IIOJIOKUTEJbHBIE», TAK U
«OTPHULIATEIbHBIC> IBUTATE/IbHBIEC (DEHOMEHBL.
H. Jackson B 1890 roay onmucaj NpUCTYII, BO
BpeMs KOTOPOTO Y ITAIIMEHTA «PYKa I1aJaja 3a-
MEPTBO» U OTMEYAIOCH HAIIPSKEHUE TN EBOM
MYCKYJIATypBl Ha 3TOH e cropoHe. H. Higer
(1897) ommcan manyeHTa C IIPOJSOJLKUTENb-
HBIM UKTA/JIbHBIM I'€MHUIIAPE30M, U I1I03KE BBEJI
TEpMHH <«status hemiparaliticus», moguepku-
Bas, YTO 3TO CBOCOOPA3HBIH AMWICTITUIECKUH
IIPUCTYII, KOTOPBIH HE MNPOABIAECTCA HU KJIO-
HHUYE€CKHMMH, HU TOHUYECKUMHU CyJOPOIraMHU.
BeposaTno, B. Ilenpuag u T. DpuUKCOH
(1949) O6pLIM NEPBBIMH HCCIEJOBATEISIMU,
IIPOJAEMOHCTPHUPOBIINMH, YTO SMHJIECIITHYEC-
KU€ IIPUCTYIIBI, UCXOAINE U3 JOOHOH KOPBI,
MOTYT HPOABIATHCA HE TOJBKO CyJOPOIaMH,
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HO U MTHTUOUTOPHBIMH (PEHOMEHAMH — C1a60-
CTBIO B KOHEYHOCTSX, BIUIOTH /10 HEBO3MOXK-
HOCTH IIPOM3BECTU JBMDKEHHE. Taxke Hera-
TUBHBIMH (DEHOMEHAMH OHH CYHUTAIH IIPOAB-
JIEHWE€ UKTAJIbHOU a(Pa3UH U UKTAJIBHOTO aMa-
Bpo3a. B nocaenyromem Penfield W. u Jasper
H. (1954) onucanu 601bHOIO, Y KOTOPOI'O Ha-
OJIIO/IATTNCh ANMMWJIECITUYECKHE ITPUCTYIIBI C I10-
JepruBaHHEM JINIIEBOU MYCKYJIATyPhI CJIEBA, C
OJHOBPEMEHHOM ITapAIN3ALHUEN JIEBOH PYKU
M C1a060CTBIO JIEBOM HOT'U. ABTOPBI YCTAHOBH-
JIM JIOKAJIM3AIIUI0O O4Yara B MOTOPHOM KOpe
CIpasa.

Lennox W.G., Lennox M.A. (1960) moguep-
KHBAJIN OOJIBIIIHE CIOKHOCTU AuddepeHIu-
a1bHOU guarHocTuku UII U noCTipucTynHo-
ro napesa Toaaa. o IpUMEHEHN METOA BU-
1€0-O9I' MOHUTOPUHIA ONHCAHUE OOJIBIINH-
crBa ciay4daeB UIT 6a3upoBaIOCh HA OIIMCAHU-
SIX COOCTBEHHBIX OIIYIICHUH IAaIlUEHTOB B
MOMEHT IIPUCTYIIA.

Kraccnduxanua. THTMOUTOPHBIE TIPU-
CTYIIBI OTCYTCTBOBAIH B KJIIACCU(PUKAITUH ITTH-
JIEIITUYECKUX NPUCTYHOB 1981 roxa, u Brep-
BbI€ IpeacTaBiaeHbl B IIpoekre xkiaccuduka-
nuu 2001 roaa B pazaene PoKaIbHbIE MOTOP-
Hble IIpUCTYyNbL. CormacHo IIpoekry KiaccH-
dpukanuy, (POKAIbHBIE MOTOPHBIE IIPHUCTYIIHI
MOJAPA3AEIAIOTCA Ha KJIOHUYECKUE, ACHMMET-
pHUYHBIE TOHHUYECKHE (CBS3aHHBIE C pa3gpa-
JKEHHEM JOIIOJTHUTEIBHOM MOTOPHOM 30HBI),
C TUIIMYHBIMH AaBTOMATHU3MAaMH, C TUIIEPKHUHE-
TUYECKHUMHU ABTOMATU3MAMH, C (POKAJIBHBIM
HETATUBHBIM MHOKJIOHYCOM 1 HHTHOUTOPHBIE
[8]. Takum 06pa30OM, HHTHUOUTOPHBIE IIPUCTY-
bl — TEPMUH, O(PUIIHATIBHO IIPUHATHIN Mex-
ayHapogHou IIporuBoanuientuyeckon Jiu-
roi (ILAE). Bmecre ¢ tem, H.-O. Luders u S.
Noachtar (1999, 2000, 2001), ogHH U3 THOHE-
POB HM3y4E€HUA JAHHOI'O THUIIA IIPHUCTYIIOB, UC-
MOJIB3YIOT TEPMHH <«AKHHETHYECKHUE IIPUCTY-
Ibl»>. B MIMPOKO HM3BECTHOM KIACCH(PUKALIUU
anwienTudeckux npucrynos Luders H.-O. u S.
Noachtar (2001) aKkMHETHYECKHE IIPUCTYIILI
OTHOCATCS K PYOPHKE «OCOOBIE TUIIBI IIPUCTY-
noB». Takke B MUPOBOH JIUTEPATYPE MIHMPOKO
IIPUMECHACTCS TEPMHH <«HETAaTUBHBIE MOTOP-
HbI€E IIPUCTYIILD [30].

C Hale TOYKHU 3PEHUA, IIPEIIIOYTUTEID-
HEE TEPMUH «UHZUOUMOPHBIe» UIIN «HETATHUB-
HBbIE MOTOPHBIE» IIPUCTYNBL. MBI CYUTAEM, UYTO
TEPMUH <«aKHHETUYECKHE IIPHUCTYIIbI>, IIPEJ-
snoxkeHHbIN H.-O. Luders u S. Noachtar (2001),

BHOCHUT OOJIBIIYIO IIyTAHUIY B TEPMHHOJIO-
ruro. Ha nporsskeHuu COBPpEMEHHON HCTOPUH
SAMUIEIITOJIOTUH TEPMHUHOM <«AKMHETHYECKHE
IIPUCTYIBl> OOO3HAYAJIN COBEPHIEHHO Pa3-
Jan4gHble TOHATHUA. Lennox W.G. n Lennox ML.A.
(1960) o1 TEpPMUHOM «AKUHETUYECKHUE TIPHU-
CTYIIbI» OMUCHIBAJIM IIPUCTYIIBI BHE3AITHOTO
I1a/ICHUA C BBIKJIIOUEHUEM CO3HAHUS, IIPOJOJI-
JKUTEJIBHOCTBIO Oosee 1 muH. H. Gastaut u co-
aBT. (1961) 106aBWIN K OMUCAHUIO ATUX IIPHU-
CTYIIOB «O0II€€ CHHYKEHHUE MBIIIIEYHOI'O TOHY-
Ca» M CYUTAIN UX XAPAKTEPHBbIMU IS «CHUH/I-
poma JIeHHOKca». MHTEpeCHO, YTO B TEPMHHO-
JIOTMYECKOM c10Bape no anwiencuu I'. I'acro
(1975) ykasplBaeT, 4TO <«IIPUIIAJJOK HUHIHUOU-
TOPHBIN SMHWIECNITHYECKUI — TEPMUH HEPEKO-
MEH/IyEMBI, TAK KaK OH CEMHOJIOTUYECKU HE
TOYEH. MHOTIa ynoTpEeOaseTcs IIs1 0003HAYE-
HUSA ATOHUYECKUX SMWICTITUYECCKUX IIPUIIA]-
koB». Luders H.-O. u S. Noachtar (2001) nipu-
BHECJIM B IIOHATHE «AKMHETHYECKHE IIPHUCTY-
Ibl> COBEPIIEHHO HOBOE 3HAYEHUE — IIPUCTY-
Ibl, XaPAKTEPUIYIOLIUECI HEBO3MOXKHOCTBIO
BBIIIOJIHUTH IIPOU3BOJIbHBIC JBHKEHHUS IIPU
COXpPaHHOM CO3HaHHUHU. Takum oOpa3oMm, B
TepmuHosnaoruu B.I. JlenHokca u I'. T'acto Her
YIIOMHWHAHUSA O «BHE3AIIHOM IIaJJCHUH C BbI-
KJIIOYEHHUEM CO3HAHMA, OOIEM CHHXEHUU
MBILIEYHOI'O TOHYCA, NPOAO/LKHUTEIBHOCTH
o6onee 1 MmuH». B CBA3U C 3TUM, TEDMHUH «aKH-
HETUYECKHE IPUCTYIIBI» BHOCHUT OOJIBLIYIO ITy-
TAaHUIY B KJIACCU(PUKAIIHIO, U MBI IIPEJIIOYHU-
TA€EM HCHOJIb30BATh HA3BAHHUE <«UHTHOUTOP-
HbI€ IIPUCTYIIBD>.

COIJIACHO IIPOEKTY KIACCU(PUKAIUU SIIU-
Jernrrndyeckux npucrynos 2001 ropa, UII or-
HOCATCSI K (POKAWIBHBIM MOTOPHBIM IIPHUCTY-
naM [8]. Bmecre ¢ TeM, HEKOTOPbIE ABTOPDI BbI-
JEJAIT Cpead UHI'MOUTOPHBIX IIPHUCTYIIOB
doxanpHbIe U reHepanmu3oBanubie UII [6, 22].
®oxkanpHble UII BCcerna umMerOT (POKAIbHBIN
MEXAaHM3M BO3HHUKHOBEHHU:A (I'€HEPHUPYIOTCS
M3 Oo4ara B IIpejiesax OJHON remucgepsnr). I'e-
He3 reHepanus3oBaHHbIX HII crnoxHee. Bepo-
SITHO, OHU MOT'YT UMETb KaK (DOKAJIbHBIH, TAK U
I€HEPATM30BAHHBIN MEXAHU3M BO3HHKHOBE-
HUsA, HO B OOJIBITINHCTBE CIy4a€B 110 MEXAHU3-
MY SIBJISIFOTCSL (POKATBHBIMH [O].

IIaTorene3. Bnepsoie H.-O. Luders u co-
aBT. B 1987 rogy Ha OCHOBAHHH 3KCIIEPUMEH-
TAJIbHBIX U KIMHUYECKUX (BO BpEMs IIPEXU-
PYPrUYECKON OUATHOCTUKH) HCCIAETOBAHUN
MIPOAEMOHCTPHUPOBAIN, YTO HHIUOUTOPHBIE
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IPUCTYIIbI BO3HUKAIOT IIPU PA3APAKEHUH, TAK
HAa3bIBA€EMOM, HETATUBHON MOTOPHOI 30HBI
KOpBI JIOOHOU KOpbIL. HeratrusHasg MOTOpHas
30HA BKJIIOYAET B C€0A 33THIOIO YACTb HIDKHEN
JIOOHOY U3BHJIMHBI, OJIMIKE K IIEPBUYHON MO-
TOPHOM 30HE auna: nouad 44,45 no bpoagman-
HY U MEAUAJBHYIO 4aCTh 110JIA 8. B 2008 roxy
H.-O. Luders KOHKpETU3UPOBAI IOKATUZAITHIO
HETrATUBHOU MOTOPHOH 30HBI BO (PPOHTAIIb-
HOM KOpE€, BBIEINB 2 IIEHTPA: IEPBUYHAA HE-
raTUBHAA MOTOPHAsA 30HA U JOIIOJHUTEIbHAS
HEraTUBHAA MOTOpPHasA 30HA. K nepBUYHON
HETaTUBHOM MOTOPHOM 30HE OT OTHEC 3a[-
HIOIO YaCTh HUKHEH JJOOHOU U3BWIUHBI, pacC-
IIOJIOJKEHHYIO HEIIOCPEJACTBEHHO KIIEpEAU OT
MOTOPHOI'O LIEHTPA JIMIA U IPUMBIKAIOIIYIO
BIUIOTHYIO K MOTOPHOMY LIEHTPY peun bpoka
HA JOMHUHAHTHOMH 10 PEYU CTOPOHE (4 NHOI'LA
U YACTUYHO €ro IEPEKPBIBAIONIYIO). [JOI110JI-
HUTEJIbHAA HEraTUBHAsI MOTOPHAsA 30HA pac-
IIOJIO’KEHA B MEIUATIBHOM YaCTH BEPXHEH JIOO-
HOY H3BWIHHBI, OJIDKE K JOMOJHHUTEIbHOMN
CEHCOMOTOPHOM 30HE, KIIEpeau OT IIpeacTa-
BUTEJILCTBA JIMIIA B JOIIOJHUTEJIbHON CEHCO-
MOTOPHOM 30HE [19].

H.-O. Luders u S. Noachtar (2001) npeario-
JIararoT, 4YTO BHYTPHU HETATHUBHOU MOTOPHOM
30HBI CYILIECTBYET COMATOTOIIMYECKOE pasje-
JIEHHE, KAK B IEPBUYHOM CEHCOMOTOPHOM KO-
pe. Diaexkrpudeckas CTUMY/ANHNA 3THUX OT[e-
JIOB KOPBI JIOOHOM [JOJU IIPUBOJUT K HEBO3-
MOKHOCTH BBIIIOJIHUTH IIPOU3BOJIBHBIE [JIBH-
JKEHUA WIHU YAEPXKAaTb KOHEYHOCTh B ITOJHS-
TOM IOJIOKEHHUU (IIPOTUB I'PASUEHTA CHUJIbI TA-
JKeCTH). IIpMHIIMIINAIBHO BAKHO, YTO 3TH HeE-
raTUBHBIE MOTOPHBIE (DEHOMEHBI BOZHUKAIOT,
IIPEUMYILILECTBEHHO, B CETMEHTAX TEJIA HA KOH-
TPpaIaTEPAJbHON O4Yary pa3fgpakeHus CTOpPO-
HE, OJJTHAKO, HEPEJAKO 3aJCHCTBOBAHA U HUIICHU-
JlarepanbHas CTOpoHa. ITociie Havalia CTUMY-
JIALIAY HETATUBHOU MOTOPHOM 30HBI BO BpEMA
NPeAONEPALTMOHHOIO MOHHUTOPHUHIA 3JIEKT-
pomMuorpa@uyeckass akKTUBHOCTb MBIIIIL Ha
IIPOTHUBOIIOJIO)KHON CTOPOHE CHWKAETCA, U
HEMEIJIEHHO BOCCTAHABINBAETCS I1IOCJIE OKOH-
YaHUSL CTUMYISIUU [16]. DKCIIEpUMEHTATb-
HbIE€ UCCIEAOBAHUA HA IIPUMATAX IIPOAEMOH-
CTPUPOBAIN BO3MOKHOCTD CYILIECTBOBAHUA B
KQXJOM IIOJYIIAPUU JBYCTOPOHHEIO IIPEN-
CTaBHUTEIbCTBA HETATUBHON MOTOPHON 30HBI
JJIS1 KKIOU CTOPOHBI Tesla (CBOEH U IIPOTUBO-
IIOJIO>KHOM), TO €CTh OTBET HA PA3APAKECHUEC
MOJKET OBITh IBYCTOPOHHHUM! [17].
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ITosiBJIEHNE HETATUBHBIX MOTOPHBIX (PEHO-
MEHOB OIIMCAHO TAKXKE IIPU Pa3JpaKE€HUU
IEPBUYHON MOTOPHOH KOPBI U JOIIOTHUTENID-
HOM CEHCOMOTOPHO¥ 30HbI [12, 26]. OmHAKO B
3TOM CJIy4a€ KIMHUYECKUH OTBET (MHIMOU-
TOPHBIN IIPUCTYII) BO3HUKAET UCKIIOYUTE/Ib-
HO Ha KOHTPAJIATEPAJIbHON CTOpPOHE. ITy6nu-
KallUH, ITOCBAILICHHBIE MEXAHHU3MaM I'€Hepa-
I[N UHI'MOUTOPHBIX IIPUCTYIIOB, IIPAKTHYEC-
KU OTCYTCTBYIOT. R. Matsumoto u COaBT.
(2000) mpoaHAIMU3UPOBAIN PEIYIAbTATHI HUK-
TAJIBHOU 3J1E€KTPOKOPTHUKOI'PAMMBI, CHATOU B
YCJIOBUAX JJIUTEIbHON MMIUIAHTAIIMHM CyOqy-
PANBbHBIX IEKTPOLOB y 30-JI€THEN KEHIITUHBI
C CUMIITOMATHYE€CKON (POKAJIBHOU SIUJIEIICH-
€M1, IIPOABIAIOMICHCI HUHI'MOUTOPHBIMU IIPH-
CTyIIaMH. ABTOPBI YCTAHOBWIH, YTO MHI'MOH-
TOPHBIE IIPHUCTYIBI BO3HUKAIOT IIPHU pa3apa-
JKEHUHU IIEPBUYHON MOTOPHOM KOPBI HA KOH-
TPAIATEPATIBHON CTOPOHE U IIPEAIIONOKUIIH,
41O B OCHOBE UII 1€XKUT MEXAHNU3M OGJIOKHUPO-
BaHMA MWIENTH(HPOPMHON AKTUBHOCTBIO ITy-
JIa MOTOHEMPOHOB IIEPEJHUX POI'OB CIIMHHO-
'O MO3ra 4yepe3 KOPTUKOCIIMHAIbHBIH Iy Th.

KimHu4yecKkHue npoaBIeHua. TOYHas 9ac-
ToTa UIT B NONY/IAIIUH OONIBHBIX SITWIECIICHEH
He yCcTaHoBiaeHa. C OOHOM CTOPOHBI, KJINHU-
MCTBI 3HAIOT, YTO 3TO BECbMA PEAKUHN THII
IPUCTYIIOB, C APYI'OHX — OYEBUIHO, YTO MHOI'HE
CJIy4au OCTAIOTCA HEPACIIO3ZHAHHBIMU WJIH He-
MPABWIBHO JUATHOCTUPOBAHBI KAK IAPpaAJINY
Tonna.

N.K. S0 (1995) BCce IPUCTYIILI C «IIPEKpAILe-
HHEM JIBIDKEHNA> (AKMHETUYECKIE) PA3IETIIII
HA 3 IPYIIILL:

1-a rpymra: BO BpeMs IIPUCTYIIA BOZHHUKA-
€T HEBO3MOXXHOCTb BBIIIOJIHHUTH IIPOU3BOJIb-
HOE€ JBMJKEHHE B OIIPEAEJICHHON 4aCTH TYJIO-
BUIIA WIN KOHEYHOCTU («MKTAJbHBIN IIape3»)
IPU COXPAHHOM CO3HAHUU;

2-A IpyIIa: KOPOTKHE ATOHUYECKHUE IIPHU-
CTYIbI («<HETATUBHBIM MUOKJIOHYC») — IIPUCTY-
IIbI, BO BpEMA KOTOPBIX B OIIPEAEJIECHHON Yac-
TU TYJOBHIA WIH KOHEYHOCTH BO3HHUKAET
KPATKOBPEMEHHAA ATOHUA.

3-a rpy1ia: COOpHas; K 3TON I'PYIIIE aBTOP
OTHEC BCE «IIPUCTYIIBI IIAIEHULT>.

S. Noachtar u H.-O. Luders (2000) k uc-
TUHHBIM HHTHOUTOPHBIM IIPUCTYIIAM IIPE/IIA-
ral0T OTHOCHUTB TOJIBKO IAITMEHTOB IIEPBOM
rpynmsl. IIpy KOPOTKHUX IIPUCTYIIAX ATOHUHU
4ABTOPBI HCIIOJIB3YIOT TEPMHUH «aTOHHYECKUE
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OPUCTYObl>» WIN «HETATUBHBIN MHOKJIOHYC>.
J1s1 BCEX IPUCTYIIOB, COIIPOBOXKJAIOUIHEC
I1aICHUEM, HE3aBHUCHMO OT MEXAaHH3Ma BO3-
HUKHOBCHUS U XAPAKTEPA MBIIIECYHOI'O TOHY-
€4, aBTOPHI IIPEIATAIOT BBIOPATD TEPMHUH «AC-
TATHUYECKHUE ITPUCTYIIBI>.

NHIUOUTOPHBIE IIPUCTYIBI IIPOSBISIOTCS
HEBO3MOKHOCTBIO HAYATh WIH NPOJOJLKUTH
JBIDKEHHE, a4 TAKXKE YAEPXKATh KOHEYHOCTh
WJIH TYJIOBHUIIE IPOTUB I'PAJHUEHTA CHJIBI TSLKE-
CTH B BEPTUKAJIBHOM II0JOXXE€HUH. [losasisaer-
Cs1 BHE3AIIHAsI HEBO3MOXKHOCTDH BBIIIOTHEHUS
JBIDKEHUU B KOHEYHOCTH WIHU €€ YaCTH IIPU
COXPaHHOM CO3HaHUU. OCHOBHAs Ka71006a po-
JUTENEH HAa TO, YTO y peGEHKa BHE3AIIHO HA
KOPOTKOE BpeMsi 0Caa6/1a HOXKKA WU «IIOBUC-
Ja» pyuka. 1 MOryr BOBJIEKATH BCE TYJIOBHU-
e, KOHTPAIATEPAIBbHYIO IIOJOBUHY TYJI0BU-
1a, OTAEJIbHBIE CETMEHTHI TYJIOBUIA, KOHEY-
HOCTH WIHW Y4CTH KOHEYHOCTH. MBIIIIEYHBIHN
TOHYC B KOHEYHOCTH, BOBJICYEHHOH B IIPpH-
CTYII, KaK IIPABUJIO, CHHIKEH, HO MOYKET ObITh U
B HOpMe [22]. CreneHp BBIPAXKEHHOCTH I1apa-
JIN49a MOKET (PIIYKTYHPOBATh IO MEPE Pa3BU-
THUSI 1 OKOHYAHU IpUucTyna. IIpogoLKUuTeNnb-
HOCTBh UII HEBETUKA U OOBIYHO COCTABJISIET OT
HECKOJIBKUX JIECATKOB CEKYH/J] O HECKOJIBKUX
MHUHYT. B €IUHHUYHBIX CAy4dassX IIPUCTYIIBI
IIPOAOJDKUTENbHBIE, C (POPMUPOBAHUE CTATY-
Ca MTHT'MOUTOPHBIX IIPUCTYNOB [30].

B.A. Kapios (2010) ormeuaer, 4TO HeEra-
TUBHBIE MOTOPHBIE IIPUCTYIBI HEPEAKO OBIBA-
IOT JE€OIOTHBIM THUIIOM IIPUCTYNIOB IIPU CUMII-
TOMATHYECKOH JIOOHOM 3NWIeIcCuu. Bmecre ¢
TeMm, UI1 pegko OBIBAIOT €IUHCTBEHHBIM TH-
IOM IIPUCTYNOB. IM MOMKET IIPEeSIIeCTBOBATD
(POKATBHON CEHCOPHBIH IIPUCTYII B BOBJICUYECH-
HOHM 4YaCTH TEJa WIN KOHEYHOCTHU. [lanueHT
HUCIIBITBIBAET OIIYyIIEHUE OHEMEHUS, ITIOKAJIbI-
BaHUS, FOKECHUS, JABJICHU, HAIIPUMED, B PYKE,
C IOCJIEAYIONIUM IIOSBJIECHHUEM B HEN I1aPAIN-
3aIIH, TO €CTh HEBO3MO>KHOCTH BBIIIOJIHUTH
IIPOU3BOJILHOE ABHKEHUE. B ucciaegosanuu B.
Abou-Khalil u coasrt. (1995), n3 8 naijueHTOB
(6 B3pOCIBIX U 2 peOGEHKA) Y BCEX BOZHUKAIU
¢doKaIbHBbIE CECHCOPHBIE IPUCTYIILI IIEPE]] PA3-
BUTHEM «UKTAJIBHOIO I1ape3a». OIMCAHO I10AB-
JIECHHE HECIIEITU(PHUIECKON aypPBhl, 4 TAKKE Bep-
CHUBHBIX MNPUCTYHOB, IIPEIIIECTBYIOIINX Pa3-
Butuio UII.

HNHIru6UTOpPHBIE IIPUCTYIIBI OOJIBIIE BOBJIEC-
KAaIOT JUCTAJIbHBIE OTIEbI KOHEYHOCTEN. Kak
YKa3bIBAJIOCHh BBIIIE, IIEPBUYHASI HETATHBHAA

MOTOPHAA 30HA PACHOJIOXKEHA HEIOCPEICT-
BE€HHO KIIEpEAN OT MOTOPHOM 30HBI JuIld. B
CBA3U C 3TUM, UI1 B KOHEYHOCTAX HEPELKO CO-
4eTaeTCqa ¢ KJIOHUYECKUMHU ITOAEPTUBAHUAMHU
SI3BPIKA U MBIIII] JINIIA HA TOH K€ CTOPOHE [21].
JanHbIr rnpusHak (coueranue HII ¢ urcuia-
TEePaNbHBIMH TeMU(pATUATBHBIMUA ITPUCTYIIA-
MH) ABTOPBI CYUTAIOT OYEHBb BAKHBIM KaK C
TOYKH 3peHuA JuarHoctuku HII, tak u jare-
panu3anmu.

IIpyn BOBI€YEHHUH MBIIIL, YYACTBYIOIIHUX B
pEeYEeBON NPOAYKIIUHU (A3BIK, I'YObI, TOPTAHb U
T.J.) BO BpEMA IIPUCTYIIA MOXKET BO3HUKATD HA-
pyuieHue pedyu. OctaHOBKa peuyu («speech
arrest») B 3TOM CJIy4ae€ HE OTHOCUTCA K IIPOSAB-
JIEHHUSIM MOTOPHOM a(pa3uu, TaK KaK HE 3aJ€H-
CTBOBaHA 30HA bpoka. MexXaHU3M B 3TOM CJIy-
yae OOPATHBIN HAPYIICHUIO PEYU ITPU TUITNY-
HBIX IIPUCTYNAX POJAHANYECKON SMUIEIICUU.
B cyyae pomaHgnyeCcKOn 3MWIENCHU BO3HU-
KAIOT CyJOPOTH peUEIBUIATEIbHON MYCKYyJ/Ia-
TYPBI, 4 IIPU PATPAKEHUN HETATUBHON MO-
TOPHOM 30HBI — HA000POT, HHT'HOUPOBAHUE
(mapanuzanyg) JAHHOU MyCKynarypbl. H.-O.
Luders u S. Noachtar (2000) npearionararor,
qro HII C BOBIEYEHUEM PEUYEIBUTATEIBHON
MYCKYJIATypPBbl MOI'YT YKAa3bIBATh HA HaJIU4UE
oyara B JOMNOJHUTEJIbHON HETaTHBHON MO-
TOPHOH 30HE.

OrnrcaHbl ”THTUOUTOPHBIE IPUCTYIIBI C HE-
BO3MOXKHOCTBIO BBIIIOJHUTh BEPTHUKAIBHOE
JBIDKCHHE IVIA3HBIX 610K [16]. Pegkum mpo-
asiaeHreM UII ABnageTca mapes3 MBI, HIEU C
HEBO3MOXXHOCTBIO VIEPKAHHUA T'OJOBBL IIPU
COXpPaHHOM CO3HaHuU [22]. Hepenxoe BO3-
HUKHOBEHHE IBYCTOPOHHEN KIMHUYECKOM
CHUMIITOMATUKHA MOXKET 3HAYHUTEIbHO 3aTPY/I-
HUTBD JIATEPAIIU3ALIUIO OYara.

I'enepanm3osanubie UII IpoaBIAOTCA HeE-
BO3MOXKHOCTBIO BBIIIOJHUTDH KAKOE-JINOO JIBU-
JKEHUE IIPHU COXPAHHOCTU CO3HAHUA U ITO3BL
BoJibHBIE OITMCBIBAIOT CBOE COCTOAHUE KaK 00-
Iasi «CKOBAHHOCTDb», «9yBCTBYIO KAaK 3aMOpPO-
KeHHBbII». R. Toledano u coasr. (2010) onuca-
au 10 manueHToB (U3 HUX 9 MYy>K4YHUH) B BO3pa-
CTE OT 5 10 73 JIET C TCHEPATTU30BAHHBIMU AKU-
HETUYECKMMHU (MHT'HMOUTOPHBIMH) IIPHUCTYIIA-
Mu. B 4 cnygasx UIT 6bUtH €IUHCTBEHHBIM TH-
OOM HOPHUCTYHNOB. IIpuUCTynbl NPOSBIASINCH
BHE3AITHBIM IIPEKPAIIEHHUEM CIIOCOOHOCTH I'0-
BOPUTL U HEBO3MOYKHOCTBIO BBIIIOJHUTH Ka-
KO€-TH00 JBrKeHHE. IIpOoJo/IKUTENbHOCTD
IIPUCTYIIOB Y OOJIBIIMHCTBA HAIIMEHTOB HE
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npesbiana 30 CEKyHI, OQHAKO, Y HEKOTOPBIX
OAIMEHTOB NPUCTYIIbI BOBHUKAIU B BUJIE CE-
puii. B ABYyX ciiyyasgx ODPUCTYIIBI IIPOBOLIPO-
BAJIMCh HA4YAJIOM XOJbObI U B YETHIPEX — BHE-
3AITHBIM 3BYKOBBIM PA3JPAKUTEIIEM.

S. Noachtar u H.-O. Luders (2000) mpen-
CTABWJIN ONIHUCAHUE «I'€HEPATN3OBAHHBIX AKU-
HETUYECKUX MPUCTYIIOB> Y HECKOJIBKUX OOJIb-
HBIX HOUOINATUYECKOM I'€HEPATHU3OBAHHOU
3ANWIENncruen. JJanHble NPUCTYIIBI IIPOABIIA-
JIUCh BHE3AITHOW HEBO3MOXXHOCTBIO BBIIIOJI-
HUTb KaKHE-INOO ABMIKECHUS IIPU COXPAHHOM
CcOo3HaHuU. Tak, HarTpuMep, IMAITUEHTKA, YYBCT-
BYSl HAYAJIO MPUCTYyN4, HE CMOIJIA HAXKATh HA
CUTHAJIBHYIO KHOIIKY BO BpeM:A IPOBEACHUSA
BUAeO0-ODI' MmoHuTOpUuHra. IIponomkuTenb-
HOCTb TaKUX IIPUCTYIOB, II0 HAOIIOIECHUAM
aBTOPOB, cocrassiia ot 20 1o 60 cexyHz. Bo
BCEX CIYYasIX IMPU OJO3PEHUU HA IT'€HEPAIU-
30BaHHbIe HII HEOOXOAMMO TIIATEIBHO TEC-
TUPOBATb CO3HAHUE IMALIUEHTA, U TOJIBKO B
CJIy4ae €ero COXpaHHOCTHU, MOXKHO JUATHOCTHU-
posarb UII. B GOMBIIMHCTBE CIy4a€B HEBO3-
MOKHOCTD BBIIIOJTHUTH JBMJKEHUE IIPU HAPY-
IIEHUHN YPOBHS CO3HAHUS CBUIETEIBCTBYET O
HAJIUYUHU Yy OOJBHOTO JHUATEIITHYECKUX
(CIIOXHBIX TAPIUATIBHBIX) IPUCTYIIOB.

MHorue aBTropbl ormMeuaroT, yTo Ul Hepen-
KO TPAaHC(HOPMHUPYIOTCA B (POKAIBHBIF KJIOHH-
YECKUW, TOHUYECKHUN WIHN TOHHUKO-KIOHUYEC-
KM IIPUCTYII (HEPEIKO — TEMUKIOHUYECKU),
pexe — BTOPUYHO-TEHEPATIU30BAHHBIN TOHHU-
KO-KJIOHUYECKHUI NPUCTYIL. OIHUCAHO ITOABJIE-
HHE HUIICHIATEPAIbHBIX IIape3y KUCTEBBIX AB-
TOMAaTU3MOB 0€3 KOHTPAIATECPAIBbHON JHUCTO-
HUYECKOMN YCTAHOBKHU KUCTHU B KOHIIE UII [22].
B. Abou-Khalil u coasrt. (2006) KOHCTATHPOBA-
U (POKATBbHBIE KJIOHHYECKUE ITPUCTYIIBI ITOCIIE
UKTAJIbHOTO Iape3a y 50% o6caenoBaHHbIX
OOJIBHBIX C THTHOUTOPHBIMHU IIPUCTYIIAMM.

Inexrpornnedanorpadpmaeckan xapak-
Tepucruka. lcciaegopanue HDOI u Buaeo-00T
MOHHUTOPHHT UTPAIOT BAXKHYIO POJIb B JUATHO-
cruke UIT u npu nposeaeHun guddepeHnm-
AJIBHOI'O JHarHo3a ¢ napesom Toaga. Haubo-
Jiee IIOJTHOE€ HCCIENOBAHHE BAPHUAHTOB HK-
TaIbHOU aKTUBHOCTH Iipyu HII nposeneHo u
0060061meHo S. Noachtar i H.-O. Luders (2000).
B 60spIIMHCTBE CciIydyaeB Hadano UII xapakre-
PHU30BaIOCh NOABIEHHUEM Ha DOI' peruoHasib-
HOI'O YIUIOUIEHUA U 3aMEIJIEHUA, KOTOPOE 10
Mepe Pa3BUTHUSA IIPUCTYIIA TPAHCHPOPMHUPOBA-
JIOCh B DETYJSAPHYIO ITHK-BOJHOBYIO 4KTHB-
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OPUTMTHAJIBHBIE CTATbH

HOCTb MJIH OBICTPOBOJHOBYIO AKTHUBHOCTH
0K0s10 10 I'ts. BO3MOXKHO IOABJIEHUE BO BpEMS
IIPUCTYIIA PErYJSAPHBIX PUTMHYHBIX MEJJICH-
HBIX BOJH. MHTEpECHO, uTO Jumb v 3 u3 11
OOJIbHBIX PETMOHAJBHOE 3aMEAJICHHUE HJIN
MHUK-BOJHOBAA AKTUBHOCTD JIOKA/IM30BAJIACH B
JIOOHBIX OTBEJECHUAX. B OCTAJIBHBIX CIIydasx
UKTAJIbHAS AKTUBHOCTD IOABJIAIACH IKCTPad-
POHTAIBHO (B BUCOYHBIX, TEMEHHBIX WJIH 1I€H-
TPaJIbHBIX OTBEJCHUAX) Uau Judp@PysHo [22].

B apyrux ucciegoBaHuAaX y OOJIbIINHCTBA
nanueHToB OOI' Bo Bpema UII neMOHCTPUPO-
BaJIO NOSBJICHHUE 3MWJICNTU(MOPMHON aKTHB-
HOCTH B PA3/IMYHBIX OTBEJEHUAX B IIpEJEIax
JIOOHBIX JOjeH [29], yalie — Me3uOo(PPOHTAIb-
HbIX [O'Donovan u coasT., 2007].

B. Abou-Khalil 1 coasr. (1995) nnpu npose-
JEHUH CcTepeo-DDI ucciegoBaHusa OOJIbHBIM
HII BBIABMIN UKTAJIBHYIO AKTUBHOCTDb, BO3HHU-
KAaIOIIYIO B LIEHTPAJIbHO-TEMEHHBIX OTBEICHU-
SIX, 9YTO KOPPEIHUPOBAIO C pedyabraraMu I1O0T,
IIOKA3bIBAIOIIEH THIIOMETA00IU3M UMEHHO B
atoii 3oue. F. Villani 1 coasr. (2006) KOHCTATH-
pPOBAJIN UKTAJIbHYIO AKTUBHOCTb B IIEPUPO-
JIAaH/TOBOM 0OJs1acTu y nanueHTa ¢ U1, BO3HUK-
IIMMH IIOCJI€ XUPYPIrUUECKOTO JPEHAXKA CYyO-
JyPaTbHOHN I'€MaTOMBI JIOOHO-TEMEHHOH O0-
gactu. RF. Smith u coasrt. (1997) nokann3osa-
JI1 MKTAJbHYIO AKTUBHOCTb B MeAU00a3a/1b-
HBIX OTJI€J1aX BHCOYHON KOPBI Y psijia OOJIb-
HbIX ¢ UII. ABTOpBI OTMETHJIH, YTO UHI'NOU-
TOPHBIE IIPUCTYIIBI C UKTAJIBHOU AKTHBHOC-
THIO B JIOOHO-TEMEHHBIX OTBEJCHUAX OBLIU
oosee gnureabHbIMU, yeMm UII, ucxogsiiye u3
BHCOYHOI KOPBI.

ITHOIOrHA H HO30JMOTHICCKAA NMPHHANX-
JE€KHOCTB. B OOIBIINMHCTBE CJIydaeB HHIHOU-
TOPHBIE IIPUCTYIIBI — IIPOABJIEHHUE CUMIITOMA-
TUYECKUX UIN KPUIITOI'€HHBIX (OpM (POKaAIb-
"o anwencuu. RFE. Smith u coasr. (1997)
0600IIWIN ATHOJOTHYECKHE (PAKTOPHI U JIO-
K/IU3AHIO CTPYKTYPHBIX U3MEHEHUI B MO3-
re y B3pOocabIX U aerer, crpagaomux HUII. ITo
JAHHBIM HEHMPOBUIYAIU3ALUU, U3 22 B3POC-
JIBIX GOMBHBIX Y 14 (64%) CTPYKTypHBIE U3MeE-
HEHHA B MO3I€ JIOKAJIM30BAIHCh B IOOHO-TE-
MEHHBIX OTAeNAX (B 7 CIy4asaX — OIIyXOJIH U B
7 — OPUYHUHON 3MWIEIICUU OBUI IlepeOpaib-
HBIN UHCYIBT). Y 5 OOJbHBIX BBIABJISICS ME3H-
QJIbHBIA BHCOYHBIN CKJIEPO3, U B 3 Cay4dadx
3THOJIOTHA OCTAIACh HE U3BECTHOM. MIHTEpeC-
HO OTMETHTbD, YTO Y BCEX 4 NAITUEHTOB JETCKO-
I'o BO3pacTa, pe3yabrarsl MPT ObUIH HOPMAJIb-
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HBIMH, U 3OWIENCHUA ObLIa PACIEHEHA KakK
KPUIITOT€HHAs. BBICOKAasg 4acTOTa ONyXOJeH
I'OJIOBHOI'O MO3ra (B Y4aCTHOCTH — IJIHOM) U CO-
CYIHCTBIX HAPYIIEHUN (MHCY/IBTBI, I€MATOMBI,
KaBepHOMBI) B reHese Il noguyepKuBaeTcs BO
MHOT'UX yOIUKAUAX [20, 22].
BOABINIMHCTBO MAIIMEHTOB C UHITHOUTOP-
HBIMU IPUCTYIIAMU OTBEYAIOT KIUHUKO-3JIEK-
TPO-HEUPOBUIYATNUZALMOHHBIM XaPAKTEPUC-
THUKaM JIOOHOM anwiencuu [22]. Bmecre ¢ Tem,
JAHHBIA THII IPUCTYIIOB ONHCAH Y OOJIbHBIX
BHCOYHOI U TEMEHHOM (POKAJIBHOM SITHJIEII-
cuen [27, 29]. OgHako, o MHeHHUIO H.-O.
Luders (2008), BO Bcex Ciydassx MHTUOUTOP-
HBIX [IPHUCTYIIOB BOBJIEKAETCS IOOHAS KOPA.
ITosgsBneHre MHI'UOUTOPHBIX IIPHUCTYIIOB Y
OONBHBIX UJHUONATHYECKON (I'€HEPATN3OBAH-
HOHN M (POKAJIBHOM) 3MUJIECIICUEH OMHUCAHO B
JIUTEPATYPE JUIIb B €AUHUYHBIX CIydasx, U
IO HAIMIEMY MHEHHUIO, JOCTATOYHO CIIOPHO
[22]. P.A. Hanson u R. Chodos (1978) onucanu
12-1eTHEro manyueHTa C IPEAIIOJIOXKHUTENb-
HBIM /JUATHO30M HJHUOIIATHYECKOHN (POKAIb-
HOM 3TTHJIEIICUH. Y TAHHOTI'O OOJIBLHOT'O HAOJTIO-
JAIUCh TIPUCTYNIBI CO PBOTOM, I'OJIOBHOM 060-
JIBIO U JUIUTEJIbHBIM I'€MUIIAPE3OM, IIPOBOIIU-
pyeMBbI€ ruIepTeEPMHUEH.
IuddepeHmuarbabIi gHarHo3. Hre-
PECHO, UTO B IIOJIOBUHE BCEX CJIYy4A€B BO3HUK-
HOBEHUSI UHT'HOUTOPHBIX IIPHUCTYIIOB B Ha-
omogeHuu R. Toledano u coast. (2010) nep-
BOHAY4JIbHO ObLI YCTAHOBJICH HEIIPABUJIbHBIN
JHUATHO3, 4YTO CBHJIETEIBCTBYET O 3HAYUTEIIb-
HOMH CJIOXKHOCTH PACIIO3HABAHUA JAHHOI'O THU-
na IIPpUCTYIIOB. MHIHUOUTOpPHBIE MNPUCTYIIbI
cJIeyeT OTANYATh OT TPAH3UTOPHBIX UIIIEMHU-
YECKUX aATAK, T€MHUIJIETUYECKON MUTPEHU,
IICUXOT'€HHBIX ITPUCTYIOB. B paMKax anuien-
cun UIT nuddepeHupyoT ¢ JUaJIenTHYIEC-
KHMMH, ATOHHYECKHUMHU IIPUCTYIIAMH, U IJIAB-
HO€ — C IOCTIPHUCTYIITHBIM n1apesom Toaaa.
JuajienrtTudecKue IIPUCTYIbI OTINYAIOTCSI
ot UII HapyiieHrueM CO3HAHH BO BpeMsI IIPU-
CTyIla, U BCJIEJCTBUE ITOI'O — HEBO3MOXKHOC-
THIO BBIIIOJTHEHUA AEVCTBUI. OT aTOHUYECKHUX
npucrtynos HII oTiin4yaer:
® OTCYTCTBHUE BBIPAKEHHOU ATOHUH B MO-
MEHT IIPUCTYIIA.

® 3HAYUTEIBHO OOJBIIASA IJIUTEIBHOCTh
npucryma. [Ipy HEeraTUBHOM MHOKJIOHY-
Cé NPOAOLKHUTEIBHOCTb IPUCTYIIA HE
IIPEBBIIAECT HECKOJIBKHUX CEKYHJ, IIPH
HII — jecATKU CEKYH U MUHYTHL.

10

ITo muenuro H.-O. Luders (2008), B cirydae
BBIPA’KEHHOM aTOHHH BO BPEMS SNHJICIITUYE-
CKOT'O IIPUCTYIIA CJIEAYET TOBOPUTD OO «aTOHU-
YECKOM IIPUCTYIIE», 4 B CJIy4ae MaJeHUd — 00
«aCTATHYECKOM IIPUCTYIIE».
Han6onbpmye CI0KHOCTH BO3HUKAIOT IIPU
auddepeHnuanbHon guarHocruke HII ¢
MOCTIPUCTYIITHBIM ITape3oM Toapa. Huke Mbl
CYMMHMPOBAIN KJIUHHUYECKHUE OTIUYHA HUHIH-
OUTOPHBIX IPUCTYIIOB OT napesa Toxaa.
® [Ipy HKTAaJIbHOM Nape3e (MHIHOUTOP-
HBIX IIPUCTYIAX) MAPE3 HACTYIIAET BCe-
I7a 10 INOSIBJICHUA KIOHHUYECKHUX MBbI-
IICYHBIX NOAEPrUBaHUM. IIOCTHKTAIb-
HOMYy 1ape3y Toama Bceraa npeauecTBy-
€T KJIOHUYECKUH IPUCTYII B TEX JKE YaAC-
TAX TENA, B KOTOPBIX BO3HHUKAET IAPE3.
IIpo61ema 3aKII09AETCA B TOM, UTO €1Ba
3aMETHbBIEC KJIOHUUYECKHE TOICPTUBAHUA
MOTYT OBITh IIPOCMOTPEHBI BPAUOM, HJIA
IMAITUEHT MOXET HE€ OOpaTUTh Ha HHUX
BHUMAaHHE.

® [Ipy BO3ZHHMKHOBEHHH HAPATUIALUU Y
MAIlMEHTOB, UMEBIINX B aHaMHe3e (po-
KaJIbHBI€ KJIOHHUYECKHE HJIHA TOHHKO-
KJIOHHUYECKHE IIPUCTYIIBI, CJIEAYET, B
IIEPBYIO OYepeEnb, AyMaTh O napese Tox-
na. Hamm4gue y 60/IbHBIX B AaHAMHE3E CO-
MAaTOCEHCOPHOM aypbl WJIH ACHMMET-
PHUYHBIX TOHHYECKHUX MPHUCTYNOB (Xa-
PAaKTEPHBIX JJIs1 TOOHOM SMMJIEIICUH J1O-
HOJTHUTEJIbHOU MOTOPHOM 30HBI) OOJIb-
1€ CBUAETENbCTBYET B IOJIL3y UIL.
® MHIuOUTOPHBIM IIPUCTYIIAM MOXKET
IPEAIIECTBOBATE COMATOCEHCOPHAs Ay-
pa, a napedy Togga — POKaIbHBINA KO-
HUYECKUH ITPUCTYII.
® OO0 UII ciexyer nymaTh, €CJIA IApe3 BO3-
HUKA€T HA OJHOM CTOPOHE, a (POKAJIb-
HBIM KJIOHMYECKHUH IIPHUCTYII — HA IIPO-
THUBOIIOJIOKHOM [22].

® Kak npasuio, UI1 nmeroT 60jiee KOpoT-
KyI0 IPOJOJKUTEIBHOCTb, YEM IIape3
Toppa. BocCTaHOBIEHUE ABYKEHUH ITPH
HIT npouCXOIUT OOBIYHO MTHOBEHHO, a4
npu napese Togga — 60osee NOCTEIIEHHO.

Tepanua. /leueHue (POKAIbHBIX UHIHOU-
TOPHBIX IIPUCTYIIOB OCYHIECTBJISIETCS IO O0-
UM IIPUHIUIAM J€YECHUSA CUMIITOMATHYEC-
KUX (KpUIITOTE€HHBIX) (DOKAIBHBIX (POPM 311U-
jgencuu [4]. Ilpenaparamu BIOOpPA SABJIAIOTCA
IIPOU3BOJHBIE BAJILIIPOEBOM KHUCIOTHI, KapOa-
Ma3ennuHa WIN OKCKapo6asennHa [22]. Crapro-
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BYIO TEPAIIHMIO Mbl PEKOMEHJYEM OCYIIECTB-
JIITh C IPENapaToOB BAJIBIIPOEBOH KHUCIOTHI.
PexoMeHyeTCca NPUMEHEHUE OPHUTI'MHATIbHO-
IO IPOJIOHIHPOBAHHOTO IIPENapaTa B MUKPO-
rpaHyJIax — JEeIaKuHa XpoHocpepa. Jo3upos-
KU JICIAaKUHA XPOHOC(HEPA BAPbUPYIOT B IIH-
POKOM AUAIIA30HE U COCTABJSIIOT B JICUCHUU
HUHTHOUTOPHBIX HNPUCTYHOB OT 30 go 70
mr/kr/cyT (600-2000 mr/cyT) B 2 npuema. Jluc-
KyTHPYETCS BO3MOXHOCTb OJHOKPATHOTO
IIpHUEeMa Ipenapara.

IIpn HEZOCTATOYHOH 3(P(PEKTUBHOCTHU Jie-
IIAaKMHA XpPOHOC(pepa MPUMEHAETCA MOHOTE-
panus OKCKapOa3eNMHOM WM KOMOWHAIMS
JENaKkruHa C OKCKapb6azenuHoMm. Tpuienrtan
Ha3Ha4daeTcsa B cpeaHer nose 20-40 mMr/Kr/cyr
y zerer, 900-1800 Mr/cyT y B3pOC/IBIX B 2 IIPH-
eMa. JJaHHBIX IUTEPATYPHI 110 arrpasanuu HUII
IIPY HA3HAYECHUU KapOaMa3€eIinHa MBI HE 00-
HapyXwin. BMecre ¢ TeM, y OJHOTO U3 HAIIUX
MMAIUEHTOB 6 JIET C IMATHO30M CUMITTOMATH-
4eCKOM (POKAJIBHOM 3MUJICIICHH, Kapbamase-
IIUH BBI3BAJI YPEKEHUE I'€MHUKIOHHYECKHX
IIPUCTYIIOB U AITPABAIIHIO C BOSBHUKHOBEHHUEM
de novo THIIMOUTOPHBIX IPUCTYIIOB.

Pe3epBHBIMHU IIpENapaTaMu MOTYT OBITH
TONUPAMAT (TOIAMAKC), JIEBETUPALIETAM (KEII-
pa), JakocaMuy (BuUMIIAT). Bummnar npume-
HSIETCS Y B3POUIBIX (C 16 j1eT), ONTUMAIBHO B
KOMOHWHAIINH C BaJIbIIPOATAMH (JEIIAKHH XPO-
HOoc(epa), B 1o3e 200-400 Mr/CcyT B ABA IIPU-
eMa.

ITpu Hanmuuu pe3ucreHTHBIX UIT 1 CTpyK-
TYypHOI'oO Je(deKra Mo3ra, KOTOPbIX MOXKET
OBITH ya/IeH O0€3 NIPUYHHEHUA OOJTbHOMY HE-
IIPHUEMJIEMBIX CUMIITOMOB BBIIIAJICHUS, C yCIIE-
XOM IIPUMEHSETCS XHUPYPIrUYECKOE JICYCHHUE

[26].

Ilenpro HALIEro UCCIENOBAHUA ObUIO HU3Y-
4YEHHUE YACTOTBI BCTPEYAEMOCTH, KINMHHKO-
3JIEKTPO3HIE(PATOrPAPHUIECKUX, HEUPOBUIY-
AJIM3AIJMOHHBIX OCOOEHHOCTEN U 3(P(PEKTUB-
HOoCTH ADII y NallMeHTOB C UHTMOUTOPHBIMU
npucrynamu (MIT).

OBBEKTbBbI H METObI

B uccnenosanune BKIo4deH 1261 manueHT ¢
pa3audHbBIMU (POPMAMU AIMWIEIICUHU C Je0I0-
TOM IIPUCTYIIOB OT IIEPBBIX CYTOK JKU3HU 10 18
aet. TTanmueHTbl HAOMIOZAIHNCH ¢ 1999 1. 1o
2013 rrT.

HccnepoBaHne NpOBOAUIOCH HA KIIMHAYE-
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CKOM 0a3e MHCTHUTYTA IETCKON HEBPOJIOTUH U
anuaencun um. Cesrurens JIyku.

JUAarHOCTHUKA 3MUIENTHYECKUX IIPUCTY-
OB U 3MNUWIENTHYECKUX CHHJPOMOB OCYIIE-
CTBJISIACHh COIVIACHO KPHUTEPHUAM MEXKIYHA-
POAHOI KIACCU(PUKAUU SMHUICITUIECKUX
npuctynoB (1981 r); anwierncui, 3IMUIenTU-
YEeCKUX CUHJPOMOB U CXOXXHUX 3200JIEBAHUH
(1989 r), a Taxke HAa OCHOBAHUU JJOKJIA/1A KO-
muccuu ILAE no ki1accudukanuy 1 TEPMUHO-
goruu (2001 r) [8].

Bce manmeHTBI ObUIH OOC/IEIOBAHBI KJIMHHU-
YECKH HEBPOJOIOM; IIPOBEIEHO PYTHUHHOE
DOI-UCCaegOBaAHUE; TAKKE BO BCEX CIy4asax
IPOBOAWICA IPOAO/DKEHHBIN BUAEO-DIOI' MO-
HUTOPHHI C BKJIIOYEHUEM CHA (AIIIIapaT 3JIEKT-
poaurtiedanorpad-anamuszarop DIrA-21/26
«OHIE®AJIAH-131-03», moguduramus 11,
Menukom MT/; Bueo-091 MOHUTOPUHT «Her-
pockort 6.1.508», Brosa). Bcem 60/ IbHBIM GbUIO
nposeaeHo MPT wucciegoBaHye (MarHUTHO-
pe3oHaHcHad cucrema Sigma Infinity GE ¢ na-
MPsDKEHUEM MAarHUTHOTO 1o 1,5 Tecna).

PE3VJIBTATHBI

NHIruouTOpHBbIE MPUCTYIBI OBUIU BBISIBIIC-
HBl ¥ 6 MAIIUEHTOB, YTO cOCTaBWIO 0,5% OT
BCEX CIy4Ya€B AIIJIEIICUH C JeOI0TOM IIPUCTY-
1oB /10 18 sietr. Cpeau 06C1e0BaHHbBIX HAMU 6
OOJIBHBIX OTMEYAJIOCh PABHOE pacIIpejesie-
HHE NAITUEHTOB I10 IOJIOBOMY IPU3HAKY.

HNHIruouTOpHBIE NPUCTYIIBI HAOIIONATUCH
B CTPYKTYPE YETBIPEX I'PYIII AIMHIECIITUYECKUX
CUHAPOMOB (Ta6s. 1). HanboJsiee vyacro y mna-
1eHTOB ¢ I KOHCTAaTUPOBAJIUCH CUMIITOMA-
TUYECKas (pOKAIbHASA IMMWIEIICUS — 3 caydas
(50%). B oCTaNbHBIX CJIy4asaX BbIABJICHBI BEPO-
ATHO CHUMIITOMATH4YECKasA (KPUIITOTE€HHAA)
dokanpHas snwiaencus (1 manueHT), CUH/-
poMm niceBao-JIeHHokca (1 manueHr), poKaib-
HAasl SIMWIETICHSA JETCTBA CO CTPYKTYPHBIMH H3-
MEHEHHUSIMH B MO3I'€ U JOOPOKAYECTBEHHBIMU
ANWIECTTUPOPMHBIMU HATTEPHAMH JAETCTBA
(POOCUM-IDITO) (1 manueHT).

Bospact ne6iora anwnencuu ¢ UI1 Bapbu-
POBa B MIMPOKOM BO3PACTHOM HHTEPBAJIE —
oT 10 mecAanes *KU3HU 40 14 1eT 1 B CpegHeEM
cocTraBuia 5,7 naer * 5,28 ner. XapaKTepHBIM
OBLIO paHHEE Ha4yaJIo 3a601€BaHud B 3 CIy4a-
ax (50%) — snuiiencusa, aCCOLMUPOBAHHAA C
HI1, ne6rotTuposana A0 3-x jet: B 10 Mecsiien
JKU3HU — 1 marueHT, B 1 rog — 1 manueHT, B 3
roga — 1 mammeHT.
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ITpy n3y4eHUH AaHAMHECTHUYECKUX JAHHBIX
OTMEYEHO, YTO UHI'HOUTOPHBIE TPUCTYIIBI KAK
IIEPBBIM THUII IPHUCTYIIOB B /1€010TE 3206071€Ba-
HUS HE HAOIIOLA/IUCh HU Y OJJHOT'O NAIIUEHTA.
Bo Bcex ciydasax UII mpucoejuHsINCh K IPy-
TUM THIIAM IIPUCTYIOB IIO3JHEE B IIPOIIECCe
pa3BUTHA 3200JI€EBAHUA. DIIMWIECIICHS, ACCOLH-
upoBaHHas ¢ UI1, 1e6ioTupoBaia C OAUHAKO-
BOM 4YaCTOTOH C HOABJIECHUA B KINHHUYECKON
KapTHUHE I'€MUKJIOHUYECKUX, BTOPUYHO-TEHE-
PaJIM30BAHHBIX CYJJOPOXKHBIX U (peOPHUIBHBIX
IIPHUCTYIIOB — IIO 2 C/Iy4as.

N301UpPOBAHHO UHTUOUTOPHBIE ITPUCTY-
Obl, KAK €IUHCTBEHHBIH THUI IIPUCTYIIOB, B
KJIMHUYECKON KAPTHHE HE OTMEYaIHuCh. Bo
Bcex ciayyasax HUII couerannucsy ¢ JpyruMu BU-
JaMH MNPUCTYHOB. /IBa THIIA IIPHUCTYIIOB Ha-
OJIIOJAIUCH ¥ 2 manueHToB. Tpu u 6osee TH-
IIOB IIPUCTYIIOB 32 BECh IIEPUO/L 3200JICBAHUS
BBIABJICHBI Y 4 marnueHToB (66,7% ciydaes).

VYV manueHTOB HAIllEN I'PYHIILI B AKTUBHOM
IEPHOJE IMUICIICUU KPOME HHI'MOUTOPHBIX
IIPUCTYIIOB MOIJIA BCTPEYATHCA 4 Pa3/INIHBIX
TUIIA IpUCTYNIOB. Hanbosee 94acTo y namyueH-
TOB ¢ MII KOHCTATHPOBAINCH I'€MUKIOHHNYEC-

Curnan

KHe IPUCTYIIBI — B 4 cay4danx (66,7%). C oau-
HAKOBOW 4aCTOTOH — 110 3 manpeHTa (50,0%) —
Ha06II0JATUCh BTOPUYHO-T€HEPATIN30BAHHbBIC
CYZOPOKHBIE IAPOKCHU3MBI MU SMHJICIITHYCC-
KN HETATUBHBIN MHOKJIOHYC. B 0OfHOM Cirydae
B XO7i€ BUACO-DOI' MOHUTOPHUHI'A ObUIU BBISB-
JICHBI ATUITUYHBIE A0CAHCHI.
Inexrpornuedanorpacdpmaeckoe uccie-
moBaHHe. BO BCcex Ciydasix B XO/€ HPOJOJI-
JKEHHOTI'O BU1€0-DOI' MOHUTOPHUHIA y HATUEH-
TOB C MHTHOUTOPHBIMU IIPUCTYIIAMH BBISIBIIS-
JIACh PETUOHAIBbHAA AMWIENTUMOPMHAS aAK-
TUBHOCTB. Hanboiee 4acTo onpeaesiach jio-
KaIU3aIHUs ITUK-BOTHOBON AKTUBHOCTH B JIOO-
HO-IIEHTPAJIBHO-TEMEHHBIX oOTaeaax (50%
cJIy4aeB). Y IBYX ITAIIUEHTOB PETrHOHAJIBHbBIC
CIIa¥iKH BBIAB/SIJIUCH B JIOOHO-LIEHTPAJIBHO-
BHCOYHBIX OT/AE/NaX. B omHOM ciryyae anuiern-
TUPOPMHAS AKTUBHOCTh OTMEYAIACH B TEMEH-
HOM o6nactu. Hapsay ¢ peruoOHaJIbHBIMU U3-
MEHEHUSIMH Y 3 HAIUEHTOB HAOII0/IATI0Ch
PacIpOCTpaHEHUE PA3PALOB HA BCE IJIEKTPO-
Jbl OJTHOTO MOJymapus ¢ (POPMHPOBAHUEM
JIATEPAIU30BAHHBIX PA3PAA0B. Y ABYX MHAIU-
€HTOB 3JJIEKTPO3HIIEePaTOrpadPUIECKOE HC-

330 OHY =70 Mu | ®8Y=0. 5 My, | PexexTc

| Fo1-F3 |
| Fri2-F4 I
[ Fac3|i
| Faca |
| C3P3 I:
| capPa I’\’\J\/‘-kk/\',vq—'\/\rn‘/\}\[/\m
| P31 | ; ;

[ Pagz |}
| 0178 |
| 0276 |
[ 1573 |
[ TeT4 |}
| T3F7 |
| TaF8 |
| F7Fpt |

[ FaFp2 |}

| F2C2 |; £ j
v y {
| czPz |2 | f s

i

o
R R R

.\ w W

Puc. 1. ITaumenr KK, 6 ner. luaruos: Cumrrromarudeckas GOKaIbHAS AMWICIICUsL. JIeGI0T SIUICIICUM C 3 JIET C IIOsBJIe-
HUSA TEMHUKIOHUYECKUX IPUCTYIIOB. [Tocne Ha3HauYeHUs Kap6aMa3elnHa OTMEYEHO CHHPKEHHE YACTOTHI JAHHOI'O THUIIA
TIAPOKCHU3MOB, OJJHAKO, IIOSIBWIHCH JPYI'HE IIPHUCTYIIBI, BOZHUKAIONIUE B 6OJPCTBOBAHNUH B IIEPBYIO IIOJIOBUHY JHA: «00-
MSKaHHE» JIEBOH IIOJIOBHUHBI TeIa (OIyCKAaHUE JIEBOI'O YVIJIA PTA; PyKa U HOTA BUCAT «KaK IUIETH»), TUIIEPCATUBALIYS, TH-
3apTpus. CO3HAHHE IIPHU 3TOM COXPAHHO. [UIUTEIBHOCTD — 10 10 MHUHYT, 4acToTa 2-3 pa3a B HeZenro. Ha (¢poHe BBeeHUA
BTOPBIM IIPENIAPATOM JICITAKHHA XPOHOC(hEPHI B 103€: 750 MI'/CyT — peMuccus 6oJee AByx jget. Ha 93T 3aperucrpupoBaH
aTTEPH UHI'MOUTOPHOTIO IIPUCTYIIA B JIEBOH TEMEHHO-LIEHTPAIbHO-BUCOYHOIH 00JIACTH.
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CJIeJOBaHUE onpenensio Au@@y3Hble MHUK-
BOJIHOBBIE Pa3ps/ibl B paMKaxX ()€HOMEHA BTO-
PUYHOI OWIATEPATBPHON CHHXPOHU3AIUHN. B
100% cnydaeB YyCTAHOBJIEHO HAPACTAHUE HUH-
JIEKCa 3MWIECNTUPOPMHBIX U3MEHEHHU BO
cHe. ITo cBouM MOP(POTOTHIECKUM OCOOEHHO-
CTSIM KOMIUJIEKCHI OCTPAsI-MEJIEHHASA BOJHA Y
JBYX IAITMEHTOB COOTBETCTBOBAJIN JOOPOKaA-
4YECTBEHHBIM 3MMWIECNITU(POPMHBIM ITATTEPHAM
JeTcTBa (IAHMEHTHI C CHMHAPOMOM IICEBAO-
Jlennokca u ®BICUM-DII).

B xoae Buaeo-99I' MOHUTOPUHIA B OJHOM
cydae ObLT 3apPETUCTPUPOBAH MHTHOUTOP-
HbIA npucrtyi. Ha DOI' B Hauasie mapoOKCHU3Ma
Ha0JIIOAI0Ch IIOABJIEHHUE PUTMHUYHOI'O PETH-
OHAJIBHOI'O 3aMEJIEHUS B JIEBOM LIEHTPAIBLHO-
TEMEHHO-BHCOYHOHN OO0JIACTH C BKJIIOYECHHUEM
PUTMHUYHBIX CHAaMKOB, KOMIIJIEKCOB IHK-,
AOGIMUK-BOJIHA C PACIIPOCTPAHEHHUEM HA BCE
OT/IE€/IBI JIEBOT'O TOJYIIAPUS, a4 TAKKE OUPPOH-
TaJIbHO W HA BEPTEKCHBIE OTAEIbI U Jajiee
Iuddy3Ho (puc. 1). 3aTemM OTMEYAIOCh 3aMe-
IIEHHE PUTMHUYHBIX [TUK-BOJHOBBIX KOMIUICK-
COB PUTMHUYHBIMU OCTPBIMH BOJHAMH, CIIAH-
KaMU C IIPeO0O6IaTaHUEM B JIEBOH IIEHTPATIBHO-
TE€MEHHO-BUCOYHOMH 001aCTH. /lajiee BHOBB OT-
MEUYaEeTCs IOSABJIEHHE PUTMHYHOI'O PETHO-
HAJIBHOT'O 3aMEJIEHUS TETA-, NEIbTA-AUANA30-
HA B JIEBOU LIEHTPAIBHO-TEMEHHO-BUCOYHOU
00671aCTH C BKJIIOYEHUEM PUTMUYHBIX CIIAH-
KOB, KOMILUIEKCOB IHK-, JAOJMNHK-BOJIHA C paC-
OPOCTPAHEHUEM HA BCE OT/IEIBI JIEBOTO IOJY-
mIapus, a TAKKe OM(PPOHTAIBHO U HA BEPTEKC-
HBIE OT/IEJIbI, C IOCTEIICHHBIM YPEKEHUEM YaC-
TOTBI ITUK-BOJHOBBIX PA3pPAA0B K KOHILY IIPH-
CTyIIa.

Meroasl HelipoBHU3yanu3auun. [ Ipu npo-
BeneHuu MPT uccienoBaHus OTCYTCTBUE Ma-
TOJIOTUYECKUX U3MEHEHUI B TOJIOBHOM MO3Ie
KOHCTATUPOBAJIUCH V 2 NAHUEHTOB (CHUHAPOM
nceBao-JIECHHOKCAa U KPHUIITOTE€HHAs (POKAIb-
Has 3MWIEIICHUA). B OCTAIBHBIX C/Iydadax ObLIN
OOHAPYKEHBI JIOKAJIbHBIE CTPYKTYPHBIE HAPY-
EeHUs. BeIssiBa€HbL: TOpAHIIE(pATHIECKAS KHC-
Ta JOOGHOW 0OJIACTH, IOKATIbHAs aTPO(dHsI 106-
HO-BHCOYHOH 00/1ACTH, ACUMMETPUYHAS BEH-
TPHUKYJIOMETAINA, (POKATIbHASI KOPKOBAs JUC-
IUIA3Us TIOOHO-TEMEHHOM JOJIU — 110 1 maIfu-

EHTY.
Tepanmua. HazHayeHne aHTUANIWICIITHYE-

CKO¥ Tepanuu KAk B MOHOTepanuu (B 1 ciuy-
4ae), TaK U B IoauTepanuu (B 5 CIy4dasix) B
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Pa3/JIMYHBIX KOMOMHAIIMAX IIPUBEIO K JOCTH-
SKEHMIO IIOJITHOM PEMUCCHUU U1 B 50,0% ciy-
4aeB 3MNUWIECNICHUH, ACCOIUHUPOBAHHON ¢ UIL
CHIKEHHE YaCTOTHI IIPUCTYNIOB HA 50% U 60-
snee Ha poHe ADIT Ha6mr01a/10Ch Takke y 50,0%
nanqueHToB. OTcyrcTBUE 3(d(deKTa HEe ObUIO
OTMEUYEHO HU B OJJTHOM CJIy4ae.

ITpu cuMIITOMAaTUYECKOM (POKATIBHOM JITU-
JICTICUH PEMUCCUs] ObLIA JOCTUTHYTA B 66,7%
CJIy4a€B, CHH)KEHHE YaCTOTHI IPUCTYIIOB B
33,3%. Ha ¢one ADII B ciaydae cCHHIpPOMA
OOACUM-ADIT tOCTUTHYTA PEMHUCCHS. Y I1a-
IIUEHTOB C BEPOSITHO CUMIITOMATHYECKOH (PO-
KAJIBHOM 3MWIETICUEH U CUHJIPOMOM IICEB/IO-
JIEHHOKCA yJaJI0Ch JOOUTBCS CHIDKEHHS 4ac-
TOTBI IIPUCTYIIOB HA 50%.

Han6onbpmui TepaneBTu4ecKuii a(pdexr B
HAIlIEM HCCIEJOBAHUH OTMEYEH IIPU IIPHUMeE-
HEHHUH BAJIBIIPOATOB. [IPON3BOAHBIE BAIBIIPO-
€BOM KHCJIOTHI HA3HAYAIUCH B 4 cirydaax. [le-
IIAaKUH HPUMEHSICA B (pOopMe IIPOJIOHTUPO-
BAaHHOI'O IIPENAPATa B MUKPOIpaHyaax (Jera-
KUH XpoHoc@depa) B 103e 600-2000 MT B CyTKHU
(30-75 mr/kr/cyr). Ha ¢poHe nnpuema 1enaku-
Ha XpoHocdepa B MOHOTEPAITUU U B KOMOU-
HAIIUU C APYTHMH IIPENapaTaMy yaajlocCh /10-
OUTbCA PEMUCCUM B 75% Ciay4daeB (M3 4UCIA
IIPUHHUMABIINX OAaHHBIX IIperiapar). CHIKe-
HHE YaCTOTHI IIPUCTYNIOB Ha 50% u 60J1€€ KOH-
CTATUPOBAIOCH B 25%.

Taxoke B 3 CJIy4asix B JICYCHUH SITHJICIICUU B
HaIIEM HCCIEJOBAHUM IIPUMEHSINCH IIpPEIa-
paTtbl rpynnsl kap6amazenuHa. lo3bl Kapoa-
Ma3eIuHa BapbUpPoBAIUCH OT 200 10 900 Mr B
cytku (10-25 mr/kr/cyr). TOIbKO B OHOM CITy-
qae HaOII0[a1aCh KIMHUYECKAsT PEMHUCCHUS
(33,%). B 2 ocTanpHbIX crydasx (66,7%) orme-
4YEHO CHIKEHHE 4ACTOTHI NPUCTYHOB Ha 50%
U 6osiee. BAXXHO OTMETUTD, 4TO y 1 nmanueHra
Ha3Ha4Y€HHE KapOaMa3elnHa IIPUBEJIO K ype-
JKEHUIO I'€MHUKJIOHHYECKHUX NPHUCTYIOB, HO
BBI3BAJIO AITPABAIIUIO C MOSABJICHUEM de novo
MHTUOUTOPHBIX IIPHUCTYIIOB.

V 2 manueHTOB A00aBJIE€HHE K 0a30BBIM
npenaparam Tonupamara B 03e 100-150 mr B
CYTKH (3-7 MI'/KI'/CyT) B 2 IpyueMa IIPUBEJIO K
pemuccuu B 1 cjlydae U CHHPKEHUIO YaCTOTHI
IIPHUCTYIIOB y BTOPOTO MAIIUEHTA. DTOCYKCH-
MW/i, HA3HAYEHHBIN MAIIUEHTY C CUHAPOMOM
IICEB/IO-/IEHHOKCA B KAYECTBE JJOIOJIHUTE/Ib-
HOTO Ipenapara K JelakKuHy XpoHocdepa, B
Jo3e 750 MI' B CYyTKH, IIPUBEJ K 3HAYUTEIbHO-
MY CHMZKEHHIO YACTOTHI IIPUCTYIIOB.
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PYCCKUM KYPHAJI JETCKOW HEBPOJIOT'TU

OPUTMTHAJIBHBIE CTATbH

3HAYEHUE DJIEKTPOSHIIEDATTOTPAONTYECKHUX
AKTUBUPYIOIINX METO/IOB B KJIMHUYECKOU
[TPAKTUKE HEBPOJIOTA

JLIO. I'nyxoea, KIO. Myxun, MA. Huxumuna, EH. bapaemosa, EA. Tynuxoea

THE IMPORTANCE OF ELECTROENCEPHALOGRAPHIC
ACTIVATING METHODS IN CLINICAL PRACTICE OF
NEUROLOGIST

LYu. Glukbova, KYu. Mukhin, M.A. NiRkitina, E.I. Barletova, EA. TupikRova

Hncmumym oemckoit Heeponozuu u snunencuu um. Ceamumenalyxu (HAHD), 2. Mockea

Dnexmpoanyepanozpagpuueckue aKmueupyIoujue memoosl UPOKO NPUMEHAIOMCA npu nposederun I ¢ ye-
JI610 ONPeoeneHus PeaxmusHoCmu HOPMAIbHO OUOINEKMPUHECKOLE AKIMUBHOCIIU 20106H020 MO324 U NPOBOKAUUL
namonozuueckoii (ocooenHo anunrenmugbopmmoti) axmusnocmu. Hauoonee pacnpocmpanennoimi akmusupyroui-
MU nPOUEOypamiL AGNAIOMC POMOCMUMYAAUUS, 2UNEDBEHMUNAUUS, OMKDPBIBAHUE-3AKPBIBANHUE 2143, 0eNnDUBALUS
CHa U COH. Yem Oonble PaIUHbIX MEM0008 AKmMUBAUUL NPUMEHAEICA 6 NPOYEcce UCCIe008AHUS, MEeM Bbille UH-
gpopmamuerocms DI 8 duaznocmuke PAIMUMHBIX NAMONOZUHLECKUX COCIMOAHUL, OCOOEHHO INUNENCUL, MAK KAK
munenmugpopmHble UIMEHEeHUS, KAK NPABUIO, NOAGIAIOMCA NPU ONPeOeNeHHbIX YCNo8usax. B npakmuveckoti oes-
MENLHOCU, JHCENAMENBHO NPUMEHAMb AKIMUSUDYIOUUE NPouedypol, KOMopPsie J1e2KO 8biNOHUMbBL C OOCHLYNHbIM
000pydo8arUuem u 0e3 BOIMOICHBIX HENCEAMENbHBIX NOOOUHbIX dPgermos s navuenmos. [Ipumenenie aKmueu-
Dyrouux npo6 e DI nomozaem 60nee MmouHO YCMAHABGIUBAMb OUAZHO3 U CHOCOOCMBYem NPABUILHOMY HA3HAYe-
HU0 mepanuu. ABmopul nPpeoocmasuii OOPOOHbILE 0030D, NOCEAUCHHBILL KIUHUYECKUM ACNeKmMam OaHHbiX npoye-
0yp, 8 couemanuu ¢ COOCMEEHHbIMU UAIOCMPaUUAMU DO -0meemoes Ha paznuutsle aKmueupyrouue npoosit.

Knioueewte cnoga: S9I, akmusupyroujue npoosl, cunepeermuniyis, Gomocmumynayus, 0enpusamis CHa,
COHM.

The electroencepbalographic activating methods are widely used during the EEG investigation to detect the reac-
tivity of normal electric activity of the brain and for provocation of pathological (especially epileptiform) activity.
The most common activating procedures are intermittent photic stimulation, byperventilation, the probe "opening —
closing" of the eyes, sleep deprivation and sleep. The more different activation methods are used during EEG inves-
tigation the more information EEG-method can propose in diagnostics of various pathological conditions , espe-
cially epilepsy, since epileptiform activity typically occur under certain conditions. In practice it is desirable to apply
the activating procedures that are easily achievable with the available equipment and without possible adverse
effects for the patients. The use of activating methods during EEG belps to establish correct diagnosis and to improve
the efficacy of the treatment. The authors proposed a detailed review, devoted to the clinical aspects of these activat-
ing methods, combined with their own illustrations of EEG- responses to a variety of activating procedures.

Key words: EEG, activating methods, byperventilation, intermittent pboftic stimulation, sleep deprivation, sleep.

€JIBbI0 METOJA 3JIEKTPO3HIEe(darorpa-

duu (OOI) ABIAETCA KOHCTATALUA HOP-

MaJIBHOM 3JE€KTPHUUYECKON AKTUBHOCTU
U BBIABJICHUS NATOJIOTMYECKUX ITOTCHIIUATIOB
I'OJIOBHOI'O MO3Ia C OIPENEIEHUEM HUX 3HA4Ye-
HU4 [24].

OcHOBHas 06/1aCTh IIPUMEHEHUs DDI" — nu-
ArHOCTHUKA 3nwiencum, nuddepernuanbHas
JUATHOCTHKA 3MWIECNTHYECKHUX IIPUCTYIIOB U
HE3NWICNITHYECKUX ITAPOKCU3MAIBHBIX CO-
CTOAHUN. BMecTe ¢ 3TUM, 371EKTPOIHIIEPAIO-
rpagus ABISIETCI HEMAJTOBAKHBIM METO/IOM B
OIIPEAECHUU JPYTUX PA3IUYHBIX I1ATOJIOTH-
YECKUX COCTOSAHUH, KOTOPBIE UMEIOT JOBOJIb-
HO XaPaKTEPHYIO, HO HE BCEI/a IIATOTHOMO-

© I'nyxoea JLIO., Myxun KIO., Huxumuna MA., bapremosa EH.,
Tynuxoea EA., 2013.
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Pyc. acyp. oem. neep.: m. VIII, evin. 3, 2013.

HUYHYIO OJI-KapTuHy — 3HIE(aJIONATHH,
OIIpEJIEJIEHHUE IIPOTHO3a KOMBI, IOJTBEPIK/E-
HHE CMEPTH MO3I'a, JTUATHOCTHUKA PACCTPOYICTB
cHa u ap. [18].

DOT IPUHAJIEKUT OCOOASL POJIb — ATOT ME-
TOJ, IIOMOTA€T BPAa4yy B YCTAHOBJIEHUH TOYHOI'O
Juar"Hos3a. OgqHaxko 607b11asA YaCcTh HHPOpPMa-
MUY, IIOJyYaeMad IIpU 3aIUcu DOI' — 1maccus-
HasdA: perucrpanus SOI Ipu OTCYyTCTBUH 3HA-
YUMBIX PA3JPAKAIOMUX (PAKTOPOB HE I1I03BO-
JIIET ONPEAEJUTh PEAKTHBHOCTb TEX WU
WHBIX HOPMJIBHBIX PUTMOB HWJIH IIOJTY4YUTH
JIOCTOBEPHYIO MHPOPMAIHIO O HAIUYHHU Ia-
TOJIOTUYECKON AKTUBHOCTU. CyIlECTBYET P
METO/JOB, IPUMEHSIEMBIX JIJI BJIUAHUS HA OHO-



PYCCKUM >KYPHAJI JETCKOW HEBPOJIOTUU

TOM VIII BBIIIYCK 3 2013

JIEKTPUYECKYIO AKTHUBHOCTH I'OJIOBHOT'O MO3-
ra. Takue MeTO/IbI MOTYT BBISIBUTH PA3/INYHbBIC
U3MEHEHU, KOTOPBIE OTCYTCTBYIOT HAa DOT
BHE JOEHCTBUA JAHHOI'O AKTHUBATOPA, YTO CY-
IIECTBEHHO IMOBBIIAET HUHEOPMATHBHOCTD
ANEKTPO3HIIEPATOrPaAPUIECKOTO 0O6CIEIOBA-
HUA. Bpau nonygaer 6osiee NOaHyI0 UHEPOP-
MalyIio JJjisi NPaBUIBHOH IIOCTAHOBKH /IHa-
IrHO34, OIpPEAE/ISAET IPOTHO3 320071€BaAHUSA U
Ha3Ha4aeT KOPpPEKTHoe JiedeHue. Iloaromy
HEKOTOPBIE U3 AaKTUBHPYIONIUX IIPOLIEAYP AB-
JISIIOTCST  00SI3aTEJIBHBIMHU JIJIs1 IIPOBEJICHUS
O3I' B GOJIBIIMHCTBE CIY4aEB.

dnexkrpoaHnedanorpadpuueckass aKTuBa-
UL — 3TO METOJ, BBI3bIBAHUS WIN YCHICHUS
HOPMAJIBHOM WJIH ITIATOJOTHYECKON (OCOOEH-
HO 3MWIENTU(MOPMHON) aKTUBHOCTH HA DOT
[19]. Hanb6onee yacTo NpUMEHSAEMBbIE AKTUBU-
pyomye IIpoueaypbl — 3TO THIEPBEHTHIISA-
oy, (pOTOCTUMYIIANNSA, OTKPbIBAHHUE-3AKPbI-
BaHME I71a3, JETIPUBAIINS CHA U COH.

TunepBeHTHIANTHMOHHAA NPOUEIypa —
3TO Npo6a, IPU KOTOPOH OOCIENyEMBIN IIPO-
HU3BOJUT INTyOOKOE (POPCUPOBAHHOE JABIXAHUE,
C 4aCTOTOM [JBIXATEJIbHBIX JBIKEHHUU OKOJIO
20 B MUHYTY. [UNIEpBEHTUIALIUA IIPOBOSUTCH,
II0 KpanHe Mepe, B TEUEHHE 3 MUHYT, OJHA-
KO, UINTEJIBHOCTb MOXET OBITh COKpPAICHA
IPpU YXYJIMICHUU CAMOYYBCTBHUS NAIIUEHTA BO
BpeMs NMPOOBL. BO3MOXXKHO IPOJJIEHHUE TECTA
IO 5 munyT. ITocie 5 MUHYT I'HII€pPBEHTUIIA-
MY UMEETCSI PUCK PA3BUTHS BSLUIOCTH, C/1a00-
CTH U jAaxe o6Mopoka. I[Tocie OKOHUYaAHUA
IPpOOBI HEOOXOAMMO NPOJOJLKATL PETHUCTPA-
nuio OV B TEYeHHue elle HECKOJIbKHUX MUHYT
[19]. et B BO3pacTe 3-4 JeT Ajis1 NIPOBESECHUA
THUIIEPBEHTWISIIIUU MOIYT OyTh B TPYOOUKH
WM HAyBaTh BO3JYIIHBIE IAPHI, 4 B MJIAJICH-
4EeCKOM BO3PACTE IUIa4 PeOCHKA MOXKET UMH-
TUPOBATH THIIEPBEHTUISIHIO.

B MexaHn3Me runepBEHTWISAIIUN YIaCTBY-
IOT CJIO’KHBIE (PU3UOTOTHYECKHUE PEAKIIUH, KO-
TOPBIE MOI'YT HAXOOUTbH OTpaXeHue Ha ODIT.
VBeJIM4EeHHUE MUHYTHOTO /IBIXATEJIBHOI'O OO'be-
Ma ucromaer 3anacel CO2, npuBOAg K I'MIIO-
KAITHUH, B PE3YJIBTATE PA3BUBACTCS JbIXATE/Ib-
HBIN AJIKAJIO3, Cy;KEHHE LIepeOPaIbHBIX COCY-
JIOB, YTO B CBOIO O4Y€PEAb IIPUBOJUT K CHIKE-
HHIO MO3I'OBOI'O KpPOBOTOKAa. Kpome 3roro,
YKa3bIBA€TCS, YTO YPOBEHbD ITIIOKO3BI B KDOBU
UT'PAET BAXKHYIO POJIb B OIIPEJEICHUM CTEIe-
HHU 3aME/UICHUS JJICKTPUYECKON aKTUBHOCTH
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FOJIOBHOT'O MO3Ta IIPH NPETbIBICHUUN TUNEpP-
BEHTHUWIANNU. HU3KUI YPOBEHD ITIIOKO3BI KPO-
BU (<80 mr/100 mi1) Ipyu TUNEPBEHTHWIAILIUNA
CIIOCOOCTBYET IOSBIECHUIO AUPPYy3HOro 3a-
MEJUICHHS, B OTINYHE OT COJECPKAHUS ITTIOKO-
3bl BbImie 120mr/100 mut [14].

YauteiBasgs (PU3NOTOTHIECKUE MEXAHU3MBI,
3AITyCKAIOIIUECA TPU TUIIEPBEHTHWISITMOHHOM
1po6e, HEOOXOAUMO IIOMHHUTH O BO3MOKHOM
pHCKe Cra3Ma COCyLOB I'OJIOBHOI'O MO3Ia, UTO
MOKET YCYI'YOJISITh MMEIOIUECS COCYIHCTBIC
3a60J1eBaHMs. B CBA3HM C 3TUM UMEIOTCA IPOTH-
BONOKA3aHUS K IPOBEICHUIO THNEPBEHTHIA-
I[TUH: OCTPBIF UHCYJIBT, HEJABHO IIEPEHECEHHOE
Cy0apaxXHOUJATbHOE KPOBOUIIHSHHUE, TSIKE-
JIasg MUT'PEHb, BHYTpUUYEPEIIHASA TUIICPTEH3UA,
CEPIIOBH/IHO-KJIECTOYHAS AHEMHS, IIOATBEPK-
JIEHHAs1 O0JIE3Hb MOMS-MOM, TSLKETbIE CEPAcY-
HO-COCYAUCTBIE 3200I€BAHUS, CEP/ICUHAS U JbI-
XaTEeJIbHASI HEAOCTATOYHOCTD, IMOKWIOU BO3-
pacT, 6epEMEHHOCTD, OTKA3 AIIHEHTOB OT IIPO-
BEJACHUS runepBeHTwInMu 12, 18].

Beigensror gBa orBera Ha OOI pu npose-
JEHUHN THIEPBEHTWIAIINU — HOPMAJIbBHBIA U
narojorundyeckut [19].

HopMasibHasi peakiiys Ha THUIIEPBEHTUIIS-
IIMIO MOKET BBIIVIAAETh Ha DOl 10CTATOUYHO
JpPaMaTH4YHO, OCOOEHHO Yy jeTei. YacTo yxe
yepe3 30-60 CeKyH/ OT Ha4a/1a IIPOGHI MOSBIIS-
ercsa qud@PysHasa noaumMopdHas TETa-aKTHUB-
HOCTb, KOTOPAasi MOKET PE3KO BO3PACTAThH 11O
AMIUTUTYIE 10 COTEH MKB m 3amMeIsaThCsa 10
Jenpra-guana3oHa (puc. 1). Takoe mHAYIIUPO-
BaHHOE (POPCUPOBAHHBIM JbIXAaHHUEM BBICOKO-
aMIuIuTYygHOE TUPPY3HOE 3aMEIJICHHUE, HA3bI-
BA€TCA TUIEPBEHTUIAIMOHHON TUIIEPCUH-
XPOHHUEHN, YTO PACCMATPHUBAECTCI B paAMKaX
HOPMBI BO BCEX BO3PACTHBIX I'pymmax [19, 24].
Heo6xonumoe ycaoBue KOHCTATauu (hu3no-
JIOTUYECKOH PEAKIIUH HA TUIIEPBEHTUIISIITUIO —
OBICTPOE BOCCTAHOBJIEHHE (DOHOBOI PUTMH-
KU, KOTOPOE y 30OPOBBIX OOCIEYyEMBIX IIPO-
UCXOJUT B TE€UYeHHE 1 MUHYTHI HOC/IE OKOHYA-
HUsA 1poO6s! [1, 19]. HEOOBIYHO IMTEIBHOE
MNOCTTUIIEPBEHTWIALIMOHHOE  3aMEJICHHUE
OIIMCAHO Y JIMI C CUHKONAJIbHBIMH ATAKAMH
Pa3In4IHOM dTHONIOrNH [17].

¥V B3pOCIBIX JINL, B PAMKAaX T'HIIE€PBEHTHIISA-
IIMOHHOM I'UIIEPCUHXPOHUH, HANOO0JIe€E 4aCTO
OTMEYAETCd JOMHUHUPOBAHUE J€IbTA-, TETA-
AKTHUBHOCTH B IIEPEJHUX OTHEIAX, TOIAA KAK Y
JeTE€H BBICOKOAMIUIUTYAHBIC BOJIHBI MEJJICH-
HBIX (POPM AKTHBHOCTH [JI€IbTA-, T€TA-TAIIA-

3Hauenue aneKmpoIHUeNI0ZDAPUUECKUX AKMUSUPYIOUUX
Memo006 6 KNUHUHECKOL npaKmuKe HeePoo2a
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Puc. 1. [TanimenTka O.M., 4 roaa, »)keH. [lnaraos: Hesporudeckue peakuuu. O0I: Ha 2-i1 MUHYTE TNNIEPBEHTIWIALIUHA
perucrpupyercsa gudpysHas 6MIaTepaIbHO-CHHXPOHHAS BBICOKOAMIUIUTY/AHAS JE€/IbTA-aKTHBHOCTD —
TUNEPBEHTWIAIIMOHHAS THIIEPCUHXPOHUSA (BAPHUAHT HOPMBI).

30HA NPeoOIaTAI0T KAK B IIEPEJHUX, TAK U B
3aJHUX OTHEaxX IOJAyIIapur Mo3ra (puc. 2).
bonee yem y 70% pereil OrMedaeTrcs I0sABIIe-
HHE THIIEPBEHTWIAIIMOHHON T'HIIEPCHHXPO-
HUH, TOTJA KAK Y 3/JOPOBBIX B3POCJIBIX 3AME/I-
JIEHWI€ HA TUIIEPBEHTHWIAIHIO BCTPEYAETCA JO-
CTOBEPHO PEXE H OTMEUYAECTCA MEHEE UEM B
10% ciygaes [22]. MAKCHUMAJIBHO BBIPAXKEHHAA
peaKkya HAa TUIIEPBEHTUWIALIUIO IIPEACTABIIE-

100
581\91&402%;14

" 3KT 500 wiB/mm

07/9/2013 16:54:29.371, - 30 mm/cex, I3 10 mkB/mm, 1.6-30 'y,

Ha B Bo3pacre 8-12jer u Bcrpevaercay 85%
JleTeH 3TOoro Bo3pacra [22]. Ocobbie TpyaHOC-
TH B [IPABWIBHON HUHTEPIPETALUUN IIPEACTAB-
JsieT nosipyieHue Ha 99T nuddysnoit meaneH-
HOU aKTHUBHOCTH, HNEPEMEKAIONICHCI 3a0CT-
PEHHBIMH BOJHAMHU aibda-, 6eTa-quana3oHa,
KOTOPast MOXKET OBITh TIOXO03KA HA TEHEPATU30-
BAHHBIC KOMIIJICKCHI ITHNK-MEAJICHHAA BOJ/JIHA.

BbIpaskeHHOCTb TMITEPBEHTIWIALIMOHHOI'O OT-
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Puc. 2. ITatueHT AJL, 4 roga, Myx. /InarHo3: ITapacOMHHU U3 I'PYHIIBI PACCTPOHCTB B (pa3y OBICTPOro CHA (HOYHBIE KOIIMAPBHI).
D3I Ha 3-11 MUHyTE THIIEPBEHTWIALIMU B 32TBUIOYHO-TEMEHHBIX OT/IE/IAX B CTPYKTYPE AIb(pa-pUTMa PETHCTPUPYETCA
OnIaTepaTbHO-CHHXPOHHAS BBICOKOAMILIUTY/IHAS HU3KOYACTOTHASA TETA-AKTHBHOCTD, JIE/IbTA-KOJEOAHNA —
TUIIEPBEHTWIALIMOHHAS THIIEPCUHXPOHUA (BAPUAHT HOPMBI).

3Hauenue 31eKmPOIHUENIOZPAPULECKUX AKMUSUPYIOUIUX
Memo006 6 KIUHUHeCKOL npaKmuKe Heepoo2a
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Puc. 3. [Tanuent JL.T., 7 1et, myx. JJuarunos: ITocieacTBHUA NEPUHATAIBHOTIO THIIOKCHYECKU-UIIIEMHUYECKOTO nopakenus ITHC.

Cumnrromaruyeckas (pokanbpHas (BUCOUYHAS) snwiencus ciesa. 33Tk IIpeabsapieHne THIEPBEHTHISIIIUN B KOHIIE 1-11 MUHYTBI

IIPOOGDI BBI3BIBAET MOABJICHUE IIPEXOIAIIEIO PETHOHAIBHOIO aPUTMHUYHOIO 3AMEJICHUA B PUTME J€/IbTA B JIEBOM MOTYIIAPUH
C AKIIEHTOM B IIEHTPAJIbHO-BUCOYHON-TEMEHHOMH O0/IACTH (ITATOJIOTUYECKHU OTBET HA TUIIEPBEHTHIISIIINIO).

BETA 3aBHUCUT OT HECKOJIBKUX (PAKTOPOB [9, 19]:

1. JpIxaTenpHOE yCHWINE — 4€M OOJIblI€ HH-
TEHCUBHOCTDb JbIXATEJbHBIX [IBUKCHHUM,
TEeM OO0Jie€ BBIPA’KEHA PEAKIIUA HA THUIIEP-
BEHTWIAIHIO;

2. Bozpacr — auddysHoe aeapra-zamesiie-
HHE 60JI€€ BBIPAXKEHO B IETCKOM BO3PACTE;

3. YpOBEHB IVIIOKO3bl KPOBHU — YEM HHIKE CO-
J€pKaHHE ITIIOKO3bl B KPOBH, TE€EM OoJjiee
BBIPAXKEHO 3aMeyieHue Ha DO

4. BepTHKAJIBHOE IOJIOKEHHUE CIIOCOOCTBYET
YCUJIEHUIO TUOEPBEHTUWISITUOHHOIO 3(-
¢dekra Ha DIT.

HeuzmeHsronmasacsi 6MO3JIEKTPUIECKAS aAK-
TUBHOCTB Ha OOl IIpuU IIPOBEAEHHUN THIIEP-
BEHTWIAIINU TAKKE AB/IETCA (PU3HOIOTUYeC-
KO peakiuei [18].

Kpome nzmenenuii Ha OOl nipu nposeje-
HHUH THIEPBEHTWIALIUU Y OOC/IEyEMBIX BO3-
MO>KHBI PAa3/JIMYHBbIE CYOBEKTHBHBIC OIIYyIIE-
HUsl. O4eHb BA’KHO 3HAHHE U IIOHHUMAaHHE
3TUX (PEHOMEHOB, UTO MHO3BOJIIET U30€XKATh
UX OIIMOOYHOU TPAKTOBKHU. B psijie cirygaes BO
BpeMs (puznoaorudeckoro n1ud@ysHoro 3a-
MemieHusa Ha OOl npU Ir'MIepBEHTHIALIUN B
HOPME MOXET OTMEYATHCA 3AMEJIEHHE OTBE-
T4 HA 33JaHHBIE BOIIPOCHI, HAPYIIEHHUE BEP-
OanpHOM MmaMiaTH. OTTUCAHO ITOSIBJICHUE TAKUX
CHUMIITOMOB, KaK (DJIIOKTYaI[UsI KOHIIEHTPAIIUHU
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BHUMAHUSA U HAPYIUICHHE IIOHUMAHHUA PEYH,
HaJbLEBAsA U NEPUOYKKAJIbHAA I1APECTE3HH,
pPa3BUTHE MAHHUYECKUX ATAK, I'OJIOBOKPYXKeE-
HUsI, TPAH3UTOPHOI'O HAPYIIECHUsS 3PEHUA,
3BOHA B YIIAX, KOTOPbIE MOI'YT BO3HUKATD /-
K€ IIPU OTCYTCTBUM 3aMemjaeHusa Ha OOI.
IIpepnonaraercsa, 4ro 3TH CUMIITOMBI — pe-
3yJIbTAT YBEJIUYEHUA BET€TATUBHON AKTUBHO-
cTH [32].

Ilamonozuueckuii omeem Ha 2unepeeHmi-
JAYU10. TUNIEPBEHTUWIALINAA BbI3BIBAET TPHU OC-
HOBHBIX IIATOJOTUYECKUX THUIIA DDI-nu3mene-
HUH [19]:

— YcuneHue Wik IPOBOKALUA PETMOHAIb-
HOI'O0 WIH JIATEPATHUIOBAHHOIO 3aMEIJIEHUA
IIPU CTPYKTYPHOM IOBPEXKIEHHUH KOPBI I'OJIO-
BHOT'O MO3ra (puc. 3).

— OTCpOYEHHOE CUMMETPHUYHOE WU JIATE-
PAIN30BAHHOE 3AME/JIEHUE — YHWIATEPA/b-
HO€ WIH OWIaTepabHOE 3aMEJICHHUE, KOTO-
pO€ BOZHHUKAET YePE3 HECKOIBKO MUHYT I1OC/IE
OKOHYAHUSA I'MIIEPBEHTWIAIIMN U UMEET OCO-
OEHHOE JUATHOCTUYECKOE 3HAYEHUE IIpU 60-
JI€3HU MOMsA-MOTs [26]. OnMCaHO HEOOBIYHO
JUIATEIbHOE ITOCTTUIIEPBEHTWIALIMOHHOE 3a-
MEJUIEHUE Y IMAIMEHTOB C CHHKOIIAJIbHBIMU
ATAKaAMH PA3JINYHONI 3THOoI0THHA [17]. UMeroT-
Csl JJAHHBIE, UYTO BBIPpAKEHHBbIE AUPPy3HBIE
JI€IbTA-BOJIHBI, UHAYIIHPOBAHHBIE THUIICPBECH-
TWIALMEN U JJIUTEIBHO IIE€PCHUCTUPYIOIIHE

3Hauenue aneKmpoIHUeNI0ZDAPUUECKUX AKMUSUPYIOUUX
Memo006 6 KNUHUHECKOL npaKmuKe HeePoo2a
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Puc. 4. ITantuenTka A, 9 nerT, skeH. [Juarnos: FOnomeckas abcancHas anunencus. O3I: IIpebsaBieHHE THIIEPBEHTUISALINN B
KOHIIE 2-Y MUHYTBI IPOOBI BBI3BIBAET NOABICHUE JU(DPY3HOIO OUIATEPAIBHO-CHHXPOHHOTO SNWIENTH(POPMHOIO pa3pasa B
BH/IE€ KOMILJIEKCOB ITHUK-, TA0IIUK-MEJIEHHAS] BOJIHA, C YACTOTOH 3,5 I'll, IPOAO/KUTENBHOCTBIO 5,5 CEKYH/T, KTMHUYECKH
COIPOBOK/AAIOMIETOCS OCTAHOBKOM B30pa C OTCYTCTBUEM PEAKTHBHOCTH — IIPOCTOMN TUIINYHBIH a6CaHC
(I1aTOJIOTUYECKHH OTBET HA TMIIEPBEHTUIALIMIO).

IIOCJIE€ MPEKPALIEHUs IIPOOHI, HUHOIZIA MOTYT
OBITh IIEPBBIM IIPU3HAKOM IATOJOTHYECKOH
TUIIOIVINKEMHUH, BCJIEACTBUE OITYyXOJIHU OCTPOB-
Ka IOJKETYIOYHOM XKee3nl [7].

— OnuiaenTu@OopMHas aKTUBHOCTDb B BH-
J€ HHTEPUKTAIbHBIX (MEXIIPUCTYIIHBIX) U
UKTAJIbHBIX (IIPUCTYIIHBLIX) IIATTEPHOB. M3
UHTEPUKTATIBHON 30WIenTH(POPMHON AKTHUB-
HOCTH THUHIEPBEHTWIALINA HAubOOJIEE 4acTo
BBI3BIBAE€T AKTUBAIMIO T'€HEPAJIU30BAHHBIX
KOMILJIEKCOB NHK-MEJJIEHHAaA BOJIHA, IIOJIH-
NUK-MEJIEHHAA BOJIHA, IIOJMIIMKOB. Peruo-
HAJIBHBIE 3MWIETITU()OPMHBIC U3MECHCHUS AK-
TUBHUPYIOTCA T'HIIEPBEHTHWIALINEH 3HAYUTEb-
HO peKe — JUIIb y 6% NaIrueHToB C (POKaIb-
HBbIMU snwienicuamu [30]. M3 srmiennTuyecKux
NPHUCTYIIOB TUIIEPBEHTIIIALINA, KAK AKTUBHPY-
omas npooda, Hanboee YyBCTBUTEIbHA [UIA
TUITUYHBIX A0CAHCOB: boee uemy 80% eTer ¢
a6CcaHCHBIMH (POPMAMH SMUIEIICUH, HE TIOTY-
YAIOUIUX JICYEHHUS, A0CAHCHI IIPOBOILIUPYIOTCS
runepseHTWIINUEN [13] (puC. 4); TOrma Kak
(pOKaJIbHBIE ANMHUICNTUYECKHUE IPHUCTYIBI Y
OOJIbHBIX 3NWJICIICHEH THUIIEPBEHTHWIALUEH
IPOBOLIMPYIOTCA JUIIb B 4% cirydaes [30].

Putmuaeckan porocrumynauusn (PDC) —
3TO mIponeaypa C IPeAbABICHUEM IEpe]
IJIa3aMH  PUTMUYECKHUX BCIIBIIIEK CBETA
Pa31U4YHON 4YaCTOTHI, BBIIIOJHAEMAsA OPHU

3Hauenue 31eKmPOIHUENIOZPAPULECKUX AKMUSUPYIOUIUX
Memo006 6 KIUHUHeCKOL npaKmuKe Heepoo2a

nposegeHuu OII ¢ 1enpl0 OOHAPYKEHUS
AHOMAJIbHOM YYBCTBHUTEJIBHOCTH K CBETOBBIM

Bapuanrsl Bauaaua P®C ua 99T
1. OrcyrcrBue nameHeHumn Ha 99T
2. Peaxkuusa yCBO€HUA PUTMA;

3. POTOMUOKIOHHNYECKASA PEAKIIUS;
4. ®OTONAPOKCU3MATBHAA PECAKITHSL.

crumynam (POTOYYBCTBUTEIBHOCTD), 0b6€eC-
II€YMBasA TEM CAMBIM HH(POPMAIIUIO O IATO-
JIOTUYECKON BOCHPHUHUMYUBOCTH TI'OJOBHOI'O
MO3ra 4ejJOBE€Ka K IIPEPBIBUCTOM CBETOBOM
crumyssinuu [37]. POC — BaxkHenmas npooda
JUI BBISIBJICHUS ITATOJIOTUYECKON aKTHBHOC-
TH IIPU (POTOCEHCUTHUBHBIX (pOPMaAX SITHIIEII-
cuu. Binepssoie Biuanue POC na 9T yenose-
ka n3dyumiau E.D. Adrian u B.H.C. Matthews B
1934 rony [5].

Haub6osee yacto BapuaHTsl 1-3 paccMmar-
PHUBAIOTCA B CTPYKTYPE (PU3UOTOTHIECKUX OT-
BETOB HA (POTOCTUMYJ/IALUIO. JINib 4-1 BapH-
AHT PAaCCMATPUBAETCA KAK A0COTIOTHO IATO-
JIOTUYECKUI.

Pearxuyus yceoenus (HABA3bIBAHUA) PUMMA —
3TO (PU3HUOJIOTUYECKHUH OTBET, COIIPOBOXKIAIO-
IIUHCA TTIOABJIEHUEM PUTMHUYHOMN AKTUBHOCTU
Ha DO’ B TEeMEHHO-3aThIIOYHBIX OTAEIAX CO-
OTBETCTBEHHO YAaCTOTAM BCIHBIIIEK UCKIIOYH-
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Puc. 5. [TanuenT B.IL, 12 net, myx. Jnarnos: Kpunrorennas (pokaibHasA (3aTbUIOYHAA CIeBa?) anwencus. O9I: pu
npenbsasiaeHud POC Ha gacrore 21 'y perucTpupyeTcss CAMMETPHUYHAA PEAKIMA YCBOEHHA PUTMA B 3ATbUIOYHBIX
orzaenax o6eux remucdep (BaApuaHT HOPMBI).

TEJIbHO TOJIBKO IIPU NpeabsasieHuu POC (puc.
5,6). YCBOEHHE pUTMA TUITUYHO BO3HUKAET HA
gacrorax mexnay 5 u 30 I'm. PacipocrpaneHn-
HOCTBb YCBOE€HUS pPUTMA BAPBHUPYET OT BO3PAC-
T4, I MOXKET OIIPEAECTIATHCA Y JETEHN YKE 9epes
HECKOJIBKO 4aCOB Mocie poxkaeHnus [16]. Ho
HauboJIee TUIUYHO PEAKIINA YCBOCHUS PUT-
Ma IPEICTaBACHA Y JAeTel B Bo3pacre ot 6 10
13-14 ner. YacTOoTa BBIABIECHUS PEAKIIUH YCBO-

CHUS YMCHI)IJ.IZ[CTCH Y B3pOCJIbIX 1 BHOBb YBC-
R T T R RN R
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JIMYUBACTCA Y OXKWJIBIX. AMIUTUTYZA PEAKIITUH
YCBOEHUS pUTMa OOBIYHO BHIIIE Y IETEH, YEM Y
B3POCIBIX, © BHOBb UMEET TEHAECHIIHIO K yBeE-
JIMYEHUIO Y IIOKUJIBIX JIIOJen. OTCyTCTBHE pe-
AKIIUH YCBOEHUS PUTMA HE UMEET JUATHOCTU-
4YeCKOro 3HaueHus [27].

Peakniuss yCBO€HUsI pUTMa B HOpPME IIpe-
UMYIIECTBEHHO CHMMETPHYHAs. JJHarHoCTH-
YECKYIO 3HAYUMOCTb UMEET YCTOM4YUBAA OfI-
HOCTOPOHHSISI PEAKIUN YCBOEHHA PUTMA, KO-

ANV AN

27812013 222150.173
e A e A

Puc. 6. ITartuent B.IL, 12 net, myx. [luarao3: KpunrorenHas (pokanpHast (3aTBUIOYHAsSI C/IEBA?) SMIVIETICHS (CM. pHC. 5). DII:
IIpekpamenue (POTOCTUMY/IALMH 9aCTOTOH 21 I'l IpUBOAUT K HEMEAJIEHHOMY IIPEKPAIIECHUIO PEAKIIUN YCBOCHUA PUTMA
(BapHaHT HOPMBI).
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Puc. 7. [TantmenTtka JLJL, )KeH., 55 aeT. JuarHos: [010BHbIE 6071 HAIIPSLKEHYS, PEJIKUE CHHKOIIATIBHBIE COCTOSTHUSA HEACHOTO
resesa. D3I [Ipexpasaenne POC 3 I'r. OTMedaeTcs HOSIBICHUE apTe(aKTa MOPTraHUA U MBIIIEYHBIX apTe(PAKTOB B TOOHBIX
OTBEICHMSX, BU3YAJIbHO OTMEYAETCA MHUOKJIOHYC BEK. DNMIIENTH(MOPMHAS AKTHBHOCTh HE OOHAPYKUBAETCST —
(POTOMHOKIOHHUYECKASI PEAKITUSA (BAPHUAHT HOPMBI).

TOpPasA PACCMATPUBAETCA KAK I1ATOJOTHYECKAA
U, KaK I[IPABHJIO, UMEET MECTO y MAIUEHTOB C
HOBPEXKAEHUEM TI'OJIOBHOI'O MO3ra WIH IIPH
anmnerncuu [12]. OaHaxko uHTEpPIIpETALA 11a-
TOJIOTUYECKON pPEAKIIUU YCBOEHHU DPUTMA
JOJDKHA IIPOBOJAUTBCA C OCTOPOKHOCTBIO, TAK
KaK JIETKast HECTAOWIbHASA ACHUMMETPUS UMEET
MECTO U Yy 3AO0POBBIX JIOfeHn. Kpome 3TOro,
U30JIMPOBAHHAA, 0€3 JPYIUX ITATOJTOTHIECKHUX
OOI' maTrepHOB, AMIUIMTYJHAs ACHUMMETPUA
peakuuu yCBOEHUA pUTMa Ha DIOI He JO/KHA
paccMaTpUBaATLCA KaK ITaTOJOrudecka [11].

B oTmenpHBIX CJIy4asx HA HU3KHUX 4aCTO-
TaX IOTEHLMAIbl B OTBET HA (POTOCTHUMYIIA-
IIUIO MOT'YT IPEBBIIIATH AMILIUTYAY (POHOBOM
PUTMHKU, HAIIOMHHASA I[TMKH, 1 UX OCHOBHOE
OTJIMYHE OT MCTHHHOM 3MWIECHTH(OPMHON
AKTUBHOCTH — JIOKAJIU3AIM JAHHBIX KOJIeOa-
HHUH MCKIIOYUTEIBHO B IIPEJENaX TEMEHHO-
3aTBUIOYHBIX OTJEJIOB B TEUEHUE BCETO BpEME-
HHU pasapakeHus. Ecm npoucxoguT pacnpo-
CTpaHEHME Ha IIEPEJHUE OTAEIIBI, 110 BCEH Be-
POSITHOCTH, UMEET MECTO AMUICNTU(POPMHAS
AKTUBHOCTD [18]. OmnmcaHa peaxknusa ycBoe-
HUA pUTMAa B 001aCTH HU3KUX dacToT (0,5-3
I'tt) npu HENPOJETE€HEPATUBHBIX 3200JIEBAHU-
X, TAKUX KaK MELAS-cuHApOM, IpU NO3THEH
HMH(PAHTWIBHOU (POpME HEHPOHAIBHOIO Iie-
pounaHOoro TMnodycuuHo3a [27].

DOomMOMUOKNOHUYUECKULL Oeen — PUTMUY-

3Hauenue 31eKmPOIHUENIOZPAPULECKUX AKMUSUPYIOUIUX
Memo006 6 KIUHUHeCKOL npaKmuKe Heepoo2a

HBI€ B3/IPATrUBAHMSI MBIIIIL JIUIA, ITTA3HOH MYyC-
KyJIATypbI, HTHOI7IA BEPXHUX KOHEYHOCTEU U
IIEM B OTBET HA PUTMUYHBIEC BCIIBIIIKHA CTPO-
0oCkora, 6€3 BO3HHUKHOBEHUS >SITHJICHTH-
(OPMHOM aKTUBHOCTHU Ha DII; perucrpupy-
IOTCS JIMIIb MBIIIEYHBIEC APTE(AKTHI B IOOHBIX
otBefeHUAX [24] (puc.7). Haubosee yacto ¢do-
TOMHOKJIOHHUYECKUH OTBET BO3HUKAET HA YaC-
TOTax OT 12 10 18 I'tl. Y OO/JIBHBIX AITHJICIICHEH
OH HMMEET MECTO B 1% ciy4yaeB, y 3JO0POBBIX
aogen — 0,1-0,3% [21]. POTOMHUOKIOHHUYEC-
KU OTBET OIHCAH Y OOJBbHBIX C IOBPEXK/ICHU-
€M CTBOJIA TOJIOBHOTO MO3T4, Y JIUI] C IICUXHUAT-
PUYECKUMH PACCTPOVICTBAMH, Y IOXKHIBIX, Y
OOJIbHBIX XPOHHUYECKHUM aJIKOTI'OJHU3MOM, a
TAKXKE KAK PEAKIIHA HA OTMEHY AJIKOI'0JIs, 6ap-
ouTyparToB, 6eH3011a3enuHOB [40]. OgHaKo,
HECMOTPSI Ha 3TO, KIMHHYECKOE 3HAYCHHE
(POTOMHUOKIOHHUYECKON PEAKIIUHU YETKO HE
OIIPEJIETIEHO, U ITOTOMY OHA 4aCTO PacCMaT-
pHUBaeTCs KAaK HOPMaJIbHBIY BapuaHT [12].
DomonaporcuamanvHsiil omeem (Pomo-
NAapoOKCUIMANbHAA PeaKyyisa) — 3TO ATONOTHU-
JecKas peakuusa Ha POTOCTUMYJISIIUIO B BU/IE
MOSIBJICHUS ANWJIECNTU(POPMHON aKTUBHOCTHU
10 TUITy KOMIUIEKCOB ITHK, ITOJHIINK-ME/IJICH-
Has BOJIHA IpU nipeabsaBiacHUu POC (puc. 8).
I[IpuMmeHsseMbIiI TEPMHUH (POTOKOHBYJIbCHUB-
HBIN OTBET HEYAA4€H, ITIOCKOJIbKY OH IIPEAIO-
JIaraeT KJIMHUYECKH BBIPAXKEHHBIE CYJJOPOTH, 4
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Puc. 8. [Tanmuenr 3.E., 14 get, myx. Juarnos: Uauonatudeckas rFeHEPATU30BAHHAA SIMWICIICUA C U30JITMPOBAHHBIMH
T'€HEPATU30BAHHBIMHU CYJOPOXKHBIMU NIpUCTyIIamMu. DOI: [Ipegbsasinenne POC Ha gyactoTax 10 u 14 I'y BBIZBIBAET NOSIBJIEHUE
CTPYHIIPOBAHHBIX TU(PPY3HBIX OMIATEPATIBHBIX PA3PSIJ0B KOMILJIEKCOB TUK-, IIOJIUIINUK-MEJICHHASI BOJIHA,
IIPOJO/DKATEIBHOCTBIO 1-2 CeKyHbI — (POTONAPOKCU3MAIbHAA PEAKIMS (IIATOJTOTHYECKUI BAPUAHT peakuuu Ha PDC).

He uzMeHeHusa Ha DOTI [18]. 'enepann3oBaH-
HBIN (POTOIMAPOKCU3MATBHBIN OTBET HAUOO-
JIE€ 9aCTO BO3HHUKAET HAa YaCTOTaX OT 15 g0 20
I'n. MakCHMyM BBIPAXKEHHOCTH (POTOCEHCH-
TUBHOCTH HAOIIOa€eTCsa B Bo3pacre or 10 1o
25 net. B Bo3pacre crapuie 30 et poTonapox-
CHU3MAJIbHASI PEAKIIUSI BO3HUKAET PEXKE.
Yacrora (poTONapOKCU3MATIBHOM PEAKITUH
(®PIIP) gocruraer 1,8% B MOIYJIALIUU JIIOLEN
0€3 AMWIENITUYECKUX IIPUCTYIIOB [25]. OKOIO
4% BCEX OOJBHBIX C INWICHCHEN UMEIOT (PO-
TOIIAPOKCHU3MAJIbHBIA OTBET. IIpu 3TOM 4acro-
Ta (POTOMAPOKCUZMAIBHOI'O OTBETA 3aBUCHUT
OT AMWIENTHYECKOIO CHUHJApoMa. Tak, nmpu
IOHOIIECKOM MHOKJIOHHYECKOHN 3MHUIECIICHH
(POTONMAPOKCU3MAJIBHBIN OTBET BO3HHKAET B
38% ciydaes, IIPU IOHOMIECKOM a0CaHC 3IU-
gencuu — B 20%, a IpU AETCKOHN a0CaAHC 3IU-
Jericuu — auib B 10%. ®OTONapOKCU3IMaAIIb-
HBII OTBET PETUCTPUPYETCA Y 2,8% OOTBHBIX C
dokanbHBIMU (popMamu snniencuu [8]. Bos-
HHUKHOBEHUE PETHOHAJIbHBIX IMWICIITH(POPM-
HBbIX U3MEHEHWH B 3ATbUIOYHBIX OTJEIAX 4aC-
TO ACCOLIMUPYETCA C IMOBPEXKAECHUIMH B KOPE
32TBUIOYHOM, TEMEHHOH W 3aJHEBUCOYHOU
nonen. PernoHanpbHasg anmuwienTu@opmMHas ak-
TUBHOCTB B 3ATBUIOYHBIX OTAE/IAX B CTPYKTY-
pe (POTONMAPOKCU3MATBHOI'O OTBETA TAKXKE
OIIpEJENAETCS MPHU HUIHUOMNATHYECKON (POTO-
CEHCUTUBHOMU 3AThUIOYHOMU 31iwiencuu [19].

20

Hawunbonee 9acTo (poTonapoKCu3MaaibHBIN
OTBET BO3HHUKAET IPU UIUONATHIECKOH reHe-
panmusoBanHoOM 3nuinencuu (UI'D). MexaHusm
pa3BUTHA (POTONAPOKCU3MAIBHON PEAKIINH
HE JJOCTATOYHO sICEH, HO OYEBHUJHO SIBJISICTCS
OTPAXKEHHEM AaHOMAJIBHO ITOBBIIIIEHHOU BO3-
OyAUMOCTHU KOPBI 3aTbUIOYHBIX J1071€H [19]. B
41% ciaydaeB anmienTUOPMHAS AKTUBHOCTD
npyu POC cHagana MOABIAETCA B 3ATBLIOYHBIX
OTBEJCHUAX C MNOCACAYIOIUM JTUPPY3HBIM
pacipocrpanenueM [8] (puc. 9).

O6HapykeHa CBA3b (POTONAPOKCHU3IMAJIb-
HOM PEAKIHH C XPOMOCOMO¥ 6 p21.2 B ceMbsax
6e3 UI'D u ¢ xpomocomor 13q31.3 B ceMbsIX C
Hro [24].

Boiaensior 3 OCHOBHBIX Tomorpadpuuec-
KUX THUIIA PACOPEACICHUS 3NWIEITH(HOPM-
HOI aKTUBHOCTHU B OTBET HA POC [19]:

— I€HEPaTIN30BaAHHAsA OWJIATEPATIBbHO-CHH-
XPOHHASA AMWIENTUPOPMHAST AKTUBHOCTH B
BH/I€ ITMKOB, KOMIUIEKCOB IIOJHUIINK-ME/JICH-
Has1 BOJIHA WIH ITHUK-MEIJIEHHAs BOJIHA (COOCT-
BEHHO (POTONIAPOKCU3MAIBHBIN OTBET);

— GrIaTepaIbHO-CUHXPOHHAS, IIPEUMYyIIE-
CTBEHHO CHMMETPUYHASA AMWIEITU(HOPMHAN
AKTUBHOCTB B BHUJIE€ IIHKOB, IIOJHUIIMKOB, KOM-
IUIEKCOB ITHUK-MEJJICHHAs BOJHA B 3aTBLIOY-
HBIX OTAeaax (PoToaNWICHTUPOPMHBIN OT-
BET).

— pEeruoHanbHAd ANMWIENTUMOPMHAS aAK-

3Hauenue aneKmpoIHUeNI0ZDAPUUECKUX AKMUSUPYIOUUX
Memo006 6 KNUHUHECKOL npaKmuKe HeePoo2a
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Puc. 9. [TanuenTka A.M., 18 ner, >xeH. [luarnos: lOHomeckas MHOKJIOHHUYECKas1 anwiencus. Knuauueckas pemuccus 6onee 5
set. OOTI: IIpenbasnenue POC Ha gyactore 21 I'l BRI3BIBAECT HOABJICHUE I'PYINBI AU(D@Y3HBIX OCTPBIX BOJIH C AMIUIUTYAHBIM
AKIIEHTOM B 3aThUIOYHO-TEMEHHBIX OT/AENAX — (POTONAPOKCUZMAIBbHAS peaKIs (ITATOJIOIMYECKUH BApUAHT peakiuu Ha POC).

THBHOCTD B 3aTBIJIOYHBIX OT/JE/JIaX HJIH JaTe-
paJIM30BaHHAS AIWICHITH(MOPMHAS AKTHB-
HOCTbB C IIPE0OIaJaHNEM B 3aTbUIOYHOM 00J1a-
¢ty ((poTo3aNTMIEITU(POPMHBIN OTBET).

POC Moxer nmpoBOLUPOBATL TPU OCHOB-
HBIX B4 SITWJICIITUYCCKUX ITPUCTYITIOB: T€HEC-
PaIN30BAHHBIE TOHUKO-KJIOHHYECKHE IIPU-

CTYIIbI, SHI/IJICHTI/I‘ICCKI/II/I MHUOKIIOHYC 1 abcan-
mjmumm 1 Mu’m)lwu
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Puc. 10. [TarmuenTka 1B, 9 sier, ;kenH. Iluarnos: FOHomeckasn
yacrore 16 Ty BhI3BIBAET MOsIBICHUE TUDY3HBIX CIPYIITUPO

Laro11 230400 74 30 mmicar 30T 20 BN 630 T, crema “doutE!

Col (puc. 10). 3HaAUYUTEIBLHO peEXe IPH IIPOBE-
geHnn POC pa3BuBaroTcs (POKAIBHBIC SIIU-
JIEITUYECKHE IIPUCTYIIBL. CaeayeT OCTAaHOBUTD
(POTOCTUMYJIALIUIO HA TOM 4aCTOTE, HA KOTO-
pOM OTMEYAETCI OYEBHIHOE HAPACTAHHUE IIIU-
JIENTH(POPMHOI AKTUBHOCTH, OTMEYAETCA I1O-
ABJICHUE SMUICIITHYECKOIO MUOK/IIOHYCA, TAK
KAaK UMEETCA BEPOATHOCTb IIPOBOKAILIUHU I'€HE-
PATM30BAHHOI'O CYIOPOKHOTO IpucTyna. HMc-
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MHOKJIOHHNYecKasa sanunerncus. OOI: [IpegbsasiaeHue POC Ha
BAHHBIX PA3PAJ0B KOMIUICKCOB ITOJUIINK-ME/JICHHAs BOJIHA,

MIPOJOJBKUTEIBHOCTBIO 3,5 CEKYH/IbI, KIMHUYECKHA COITPOBOK/IABIIMXCS AMWICITHYECKUM MUOKIOHYCOM B PyKax —
¢oronapokcusamanpHast peakiust. [Ipooa POC GpICTPO OCTAHOBICHA.
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KJIFOYEHHS MOT'YT OBITH CJI€JIaHBI B IIEPHUOJ, NH-
TEHCUBHOI'O BUAECO-DOI" MOHUTOpPUHIA C 1Ie-
JIBIO PETUCTPALIUN SNMMIEIITUYECKOT'O IIPUCTY-
a4 11 OONBIIEH MOJTHOTBI KJIMHHUKO-3JIEKTPO-
3H1Ee(danorpapuIecKor KapTuHsl [18].

I[TpHIMNHAIBHO BA’KHO BBIJEJATH /1BA Ba-
puanTta OIIP: IpOJIOHTIUPOBAHHAA U JIMMHUTH-
posanHai [4, 7]. IIpu npororzuposarnnoii go-
MONAPOKCUIMANBHOL pearxtui, HAa3bIBAEMOM
TaKxKe xpumepuem burxgopoa, reHepannso-
BaHHAs 3MWIENTU(POPMHA AKTUBHOCTD IIPO-
JOJDKAETCA IOC/I€ OKOHYAHHA PUTMHYECKOM
dortocTumynauu B reueHue 100 mc u 6oiiee.
HmeHHO kputepuil Bukdopaa ciayXur Bax-
HEWIIHUM JUATHOCTHYECKUM CHMIITOMOM, KO-
TOPBIH B 90-95% cCiiy4aeB acCOLMUPYETCA C
dorocencutuBHON 3nunencuen (PCH). Ilpu
JAUMUMUPOBAHHOU POMONAPOKCUSMANLHOLU
peaxyuu paspAnbl MUK-, MOJUIIUK-BOTHOBOM
AKTUBHOCTHU BO3HHKAIOT TOJBKO B MOMEHT
®ITP 1 npeKpamaroTca Cpa3y nocjae OKOH4YA-
Hug POC. O6HapyxeHHEe JUMHTUPOBAHHOU
(POTONMAPOKCU3MAIBHOM PEAKIIUU IIPH OTCYT-
CTBUH 3NWIECNITUYECKNX IPUCTYIIOB B KJIMHU-
YECKOU KAPTHUHE HE JOLKHO OBITh OCHOBAHU-
€M VI JUATHOCTHUKH SIIWJIEIICUH, TOIJA KaK
OOGHapYKEHHE ITPOJOHTHPOBAHHOMN (POTOIIA-
POKCHU3MAJIBHOU pEeaKIuU HA DDI ToBOpUT B
IOJIB3Y A1rrencuu [12].

IIpoGa «OTKPBIBAHME-3AKPHIBAHHE»
rma3. Eme I'anc Beprep (1929) o6HapyRmI

SN

AN LS
01.02
120131253,

" BKT 500 s

3 dexT 610OKMPOBAHUA ATbPA-PUTMA ITPHU OT-
KpbIBaHUH 17143 [6]. U B HAacTOsIIIIEe BpeMsI 3Ta
Ipo6a ABJIAETCA OYEHDb BAXKHOM /IS OIIpeeie-
HUA PEAKTUBHOCTH PUTMOB, 4YTO JA€T BO3-
MOKHOCTB OIIPENEIECHUs UX IPHUHAIEKHOC-
TH K HOPMQJBHBIM HWJIH HNATOJOTHYECKHUM
dopmam akTuBHOCTHU. Hampumep, y aereut
PUTMUYHAS MEJJICHHAs1 aKTUBHOCTb B 3aThI-
JIOYHBIX OTJeNaX, OJIOKUPYIOMASACA IPHU OT-
KPBIBAHUH IJIa3, MOXKET ObITb HOPMAJIbHBIM
PHUTMOM JUIs1 PEOEHKA, TOIZA KAK TaKas XK€ I10
MOP(@OJIOTHHA AKTUBHOCTb, HO YK€ HE OJIOKH-
pYIOIIASACA IIPU OTKPBIBAHUU IJ1a3, OyeT pac-
CMaTPHUBATBHCA KAK IIATOJIOTHYECKAS.

IIpob6a «OTKpBbIBAHHE-3aKPBIBAHHUE» IJIa3
(OI'-3I') mMeeT BaXKHOE 3HAYEHUE B JTUATHOC-
THKE (POTOCEHCUTHUBHBIX dnuiencuii. Hauo6o-
snee 3(P@PEKTUBHBIN METOJ, IIPOBOKAITUH SITU-
JenTU(OPMHON AKTUBHOCTH — 3aKPBIBAHUE
a3 [40]. B 1994 r. C.P. Panayiotopoulos onu-
cas1 PEHOMEH CKOTOCEHCUTUBHOCTHU (OT Iped.
skotos — TEMHOTA, T.€. YyBCTBUTEIbHOCTb K
TEMHOTE), KOTOPBIH NPEACTABIAET COOOM IO-
SIBJICHHE IIOJIMIINUK-BOJIHOBBIX PA3pPAIOB Cpa3y
MOCJIE 3aKPBIBAHUA I71a3 (WIHU B TEYEHUE 3 Ce-
KyYHJI) B XOPOIIIO OCBEIIEHHOM IIOMENIEHUH (B
32TEMHEHHOU KOMHATE HE BO3HUKAET). PEHO-
MEH CKOTOCEHCHUTHBHOCTHU CBA3aH C IIOTEPEN
3pureabHON pukcanuu (fixation — of photo-
sensitivity) 1Ipu IepexoAe U3 OCBELIEHHOI'O
IIOMENICHUA B TEMHOTY U XaPAKTEPEH I Psi-

N

-
04/9/2013 12:53:59.982, ' 30 Mu/cek, D3I 10 mkB/mm, 1.6-30 [, ‘cxema "Bunonsipas”

Puc. 11. [TannuenTka U.H.,12 ner, >)keH. JuarHo3: MauonaTuyecKkast FTeHepaJIN30BaAHHAsI SIMWIETICHUS C SITHJIECITUYECKUM
MHOKJIOHYCOM B€K. DII': cpa3y Mocie 3aKpbIBAHHUS 17143 PETUCTPHUPYETCS TEHEPATM3OBAHHBIN SNTHJIECNITU(DOPMHBIH Pa3psij,
MHO>KECTBEHHBIX ITMKOB (4aCTOTA OKOJIO 14 I'ly), IPOAO/KUTEIBHOCTBIO OKOJIO 1 CEKYH/IBI.
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Puc. 12. ITartuenTka 3.1, 24 ropaa, xxeH. Iluarnos: UauonaTudeckas TeHEPaJIu30BaHHAs SIWIECIICUS C PEIKUMU
HU30JIMPOBAHHBIMU CYAOPOXKHBIMU IpUCTynaMu. IToBTopHas OOT Ha (pOHE AECIPUBALIUU CHA, IIOC/IE HETATUBHBIX PE3Y/IbTATOB
HECKOJIbKUX DOT BHE JeNIPUBALIUU CHA. 3aPETUCTPUPOBAH CIIOHTAHHBIN SNICTITU(OPMHBII pa3psi] KOMIUIEKCOB ITHK,
TIOJIUIINK-MEJJICHHAA BOJIHA, IIPOJO/LKUTEIBHOCTBIO OKOJIO 1,5 CEKYH/,.

12 POTOCEHCUTUBHBIX (DOPM AMMUIETICUH [33].
CornacHo kpurepusm C.P. Panayiotopoulos
(1994), reHepaJIn30BAHHBIN Pa3pPs] PErUCT-
pHUpYyeTCsa HE O3AHEE 3 CEKYH/ II0CJIE 3AKPbI-
BaHUA IJIa3 U €ro NPOJOJIKUTEIBbHOCTb HE
IPEBBIIIAET 3 CEKYH], 3ATEM OH JOJDKEH IIpe-
KpaIaTbCs, JaXKe €C/IU I71a3a IIPOJOJLKAIOT OC-
TABATHCA 3aKPBITBIMU (pUC. 11). Peakiius cko-
TOCEHCUTUBHOCTH OCOOEHHO 3aMETHA B Ca-
MOM Hayvajie 3a1ncy D91 11pyu KoOMaHie orepa-
TOPA: «3aAKPBITD I/1a32>.

OTKpBIBAHHUE I71a3 TAKXKE MOXET HMEThb
3HAYEHHE B JUATHOCTHUKE SMHWIENCHUU. [
UJUONATUYECKON 3aTBIJIOYHON 3IMMJIECIICUU
XAPAKTEPHO MOJABJICHHE SIUIEITU(POPMHON
AKTUBHOCTH IIPU OTKPBIBAHUMU I71a3 [35].

JdenpuBamma cHa — OJUH U3 3(P(PEeKTUB-
HBIX METOJOB AKTUBAITUU STUIEITU(HOPMHOH
AKTUBHOCTH Y OOJIBIIMHCTBA OOJIBHBIX 3IIH-
gericuen [15, 19]. Jenpusanus CHA 3aKII04Ya-
€TCsl B YMEHBIIEHUH IIPOJO/LKUTEIBHOCTHA CHA
110 CPABHEHUIO C (PU3HUOJIOTUYECKON (depri-
vation aHril. — jguuieHue). [Jenpusanus CHa
MOKET OBITh TOJTHOU (OTCYTCTBHE CHA B T€4YE-
HHE 24 49) WiIN 4aCTUYHOU (HOYHOM COH CO-
Kpamiaercs 70 2-4 4 mnepej 00CIeIlOBAHUEM)
[31]. Onsa pereit 1 OAPOCTKOB HET HEOOXOAU -
MOCTH B IIOJJHOM HCKJIIOYEHHUHU HOYHOTO CHA
nepen OOI' uccnenosanueM [35]. [Io HameMy

3Hauenue 31eKmPOIHUENIOZPAPULECKUX AKMUSUPYIOUIUX
Memo006 6 KIUHUHeCKOL npaKmuKe Heepoo2a

MHEHUIO, B OOJIBIIMHCTBE C/IY4a€B y JETEH
IIKOJIBHOI'O BO3PAaCTa NPO6a ABIAETCA JOCTA-
TOYHOM IIPH OTXO/E KO CHY B 1-2 4 HOUM U IPHU
MPOOY:KIeHUH B 5-6 4 yrpa. Hauboapmas a¢-
(PEKTUBHOCTD JIEMPUBAIUU CHA JOCTUTACTCH,
€CJIM IIO3JHUU OTXO/I KO CHY COYETAETC C PE3-
KUM HAaCWIbCTBEHHBIM IIPOOYK/ICHUEM B HEO-
OBIYHO paHHEE JIsI OOCIElyeMOro MalueHTa
BpeMs.

HJenipuBanusa CHA NPUMEHAETCA IJIA IIPO-
BOKAIIUX MHTEPHUKTAJIBHON 3MHIECONTH(HOPM-
HOM AKTHUBHOCTHU WIH HEIIOCPEACTBEHHO Ca-
MUX SMWIECNITUYECKUX IIPUCTYIIOB, KOTOPbIE
BO3HUKAIOT BCJIEACTBUE YBEINYEHUA HEUPO-
HAJIBHON BO30YyJHUMOCTH IIPU HEJOCHIITAHUU
[39] (puc. 12). N. Fountain u coasrt. (1998) no-
Ka3aJIy, 4TO Y 52% MalUEeHTOB C ANHUJIEIICUEH,
HE€ HMMEBIIUX HA PaHHUX OO snuaenTtu-
(POPMHBIX U3BMEHEHHUH, IIPU IIPOBEAEHUU DDT
Ha (poHE AENPUBALIMHA CHA OTMEYAIOCH ITOSAB-
JIEHHE 3MWIENTU(MOPMHOM AKTUBHOCTH BHE
3aBHCHUMOCTH OT aKTHBUpYyIOIeEro aggdexra
CHA.

Ha ¢pone npensapuTebHO MPOBEICHHOM
JENpPUBAIIMU CHA UMH(POPMATHUBHOCTH IIPO-
JIOHTHUPOBAHHOIO BHUAECO-DOI' MOHUTOPHUHIA
CYIIECTBEHHO yBEIUYHUBaeTCa [3, 31].

Jenpusanus cHa Haubosnee 3PPEKTUBHA
JUISL BBISIBJICHUS SITUICITU(POPMHON AaKTUBHO-
CTH IIPU HUJUONATHYECKUX I'€HEPATU3OBAH-
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Puc. 13. [TanuenTka 1A, 8 nert, >keH. lnarno3: UauonaTuyeckas 3aTbUIOYHAS ANHJIEIICHUS C PAHHUM /1€010TOM (THUIT
ITaHaHOTOIY/I0CA), ATUIIMYHOE TEYECHHE C IATTEPHOM IIPOJO/LKEHHON SNMWIEIITH(OPMHOI aKTUBHOCTH BO CHe. DOI-KapTHHA
MOTrPYKEHHA U3 ITACCUBHOT'O 60APCTBOBAHUA B I CTaIHIO CHA. B COCTOAHMU TACCUBHOI'O 60IPCTBOBAHUSA PETUCTPUPYETCA
anbda-puTm 9yacToTo! 10 I'11; HOrPy’KEHHUE B COH BBI3BIBAECT HEMEJICHHOE IOABICHHUE AU(P(Y3HBIX BBICOKOAMILUIUTYHBIX
OHIATEPAIbHO-ACUHXPOHHBIX KOMIUIEKCOB ITMK-MEVIEHHAs BOIHA (MOP(}OJIOrHsa JOOGPOKAYECTBEHHBIX SHUIEITU(DOPMHBIX
HaTTEPHOB JeTCTBA, [IDI1/]) C pErHOHAIBHBIM aKIIEHTOM B JIEBOH LIEHTPAIBbHO-33/THEBUCOYHO-TEMEHHOM O0/IACTH.

HBIX (popMax snuaencuu. K genpupariuu cHa
0CO0O0 «YyBCTBUTE/IbHBI> MUOKJIOHHYECKHE
IIPUCTYIIBI, A0CAHCHI U T€HEPATN3OBAHHBIC CY-
noposksbie mpuctynsl (I'CIT). Oco60 ys13BUMBI
K JEIPUBAILIUU CHA ITAIIUEHTHI C IOHOMIECKOH
MHUOKJIOHUYECKOHN SIIUJIEIICUEH, ¥ KOTOPBIX
OPHUCTYIIBI MOTYT BO3HHKATB BCKOPE IIOCIIE
OpOOYKIEHUs, 3TO CJAeAyeT INOMHHUTh NPHU
nposeAeHnU DDI-00Cne10BaHUs B YCIOBUAX
JeInpuBanum cHa [35].

CoH CJIYKUT BBICOKO3(P(PEKTHUBHBIM METO-
JIOM IIPOBOKAIIUH SMHJICITU(OPMHON aKTHB-
HOCTH (puC. 13). Yxe B 40-x rogax XX croJse-
Ty F.Gibbs u E. Gibbs (1947) coobmuin, 94To
AMWIENTH(POPMHBIE PA3PAAbl YBEIUUHUBAIOT-
Csl C HACTYIUIEHUEM CH4, U COH MUMEET OOJIb-
IIYIO IIEHHOCTDb B TUATHOCTHKE IMWICIICUU. Y
OOJBIIMHCTBA MAIIMEHTOB 3ANWIENTH(HOPM-
Has AKTUBHOCTb BO3HHKA€T BO CHE B T€YEHHE
15-30 munyr mociae Ha4dana cHa. Ha cero-
JHAITHUMI JE€Hb COH ABJIAETCA PyTUHHOU AKTH-
BUPYIOWICH NPOLEAYPOH B 3JIEKTPO3HIEdA-
JIOrpaUUIECKUX J1A00PATOPUSIX.

IIpeacraBjieHHOCTh AUUWIENTUHOPMHON
AKTUBHOCTHU BO CHE 3aBHCHUT OT (Pa3 CHA, KOTO-
pBI€ OTIINYAIOTCA MEXAY COOOM PA3TMYHBIMU
(PU3HNOTOTHUECKNMHU MEXaHU3MaMHu [38].

B ¢paze megnennoro caa (®PMC) (ocobeH-

26

HO I-1I CT.) IPOUCXOAUT NOABJIEHUE WX HAPA-
CTaHue Kak JU@P@Py3HBIX, TAK U PETHOHAIb-
HBIX 3MUICHTH(MOPMHBIX U3MEHECHUU, Ja’Ke
IIPHU OTCYTCTBUU KIMHHUYECKON MaHH(pecTa-
OUU  SNWIENTUYECKHUX IPUCTYIIOB [38]
(puc.14). Hapacranue snwiIenTu(@OPMHON
AKTUBHOCTH B @PMC CBA3BIBAIOT C YpeE3MEP-
HOM AU(PPYy3HOH KOPTHKAIBHON CUHXPOHH-
3anuen, u3-3a KOTOPOX M YBEJIUYUBAECTCA
KOPKOBas1 BO30yJUMOCTDb BO CHE IIPH SITHJIEII-
TOreHese. Pa3zBuTue aNMJIENTUYECKUX IIPH-
CTYIOB 3aBHCUT OT «KPUTHYECKOH MaCChI»
CUHXPOHU3UPOBAHHBIX KOPKOBBIX HEHPOHOB
[39]. W. Penfield u H. Jasper (1954) noguepku-
BaJIM: «COH BJIMSET HAa BO3MOXKHOCTb OPI'aHU-
3aIlMM HEHPOHOB B CHHXPOHU3HUPOBAHHOM
3MWIENTUYECKOM Pa3pse», Korna oobeIuHA-
IOTCA AHOMAJIBHOE BO30OYXKIECHHE CHUHXPOHHU-
3UPOBAHHBIX HEHPOHOB B 3NWJIECNTOI€HHOH
30HE ¢ CHHXpOHU3anue B PMC, 4To B ITOoCIe-
JYIOIIEM MOKET IIOBJIHSTDH HA MMOSIBJICHUE HH-
TEPUKTATBHOU AMWIENTH(POPMHON aKTUBHO-
CTH U ANWJICNITUYECKUX IIPUCTYIOB.

B ¢dase 6picTporo cHa (PBC) quddysHbie
AMUWIENTU(GOPMHBIE Pa3Psabl HA0O00OPOT 6J10-
KUPYIOTCA, 4 PETHOHAIBHBIE AITWIETITU(POPM-
HbIE€ U3MEHEHMS CTAHOBATCSA O0JI€€E JIOKAIHU30-
BAaHHBIMH, UTO CBSI3AHO C YMEHbIIECHUEM TaJIa-
MOKOPTHKAJIBHBIX CUHXPOHHU3UPYIOIIUX MeE-

3Hauenue aneKmpoIHUeNI0ZDAPUUECKUX AKMUSUPYIOUUX
Memo006 6 KNUHUHECKOL npaKmuKe HeePoo2a
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Puc. 14. [TannenTka ILA., 8 sieT, »keH. Juartos: Uanonatruyeckast 3aTbUIOYHASI SIUIEIICHS C PAHHUM JIE0I0TOM (THUIT
ITaHAaHOTOIIY/I0CA), ATUIIMYHOE TEYEHUE C ATTEPHOM ITPOJIO/LKEHHON ANHIENTH(POPMHON aKTUBHOCTHU BO CHE (CM. pUC. 13).
Buneo-99TI nonucomuorpadpus (Buaeo-D3T-IICT). OOI: II cragust cHa, HA (POHE «COHHBIX BEPETEH» PETUCTPUPYETCSI
muddy3Has BBICOKOAMIUVIMTYAHASA OWIATEPAIbHO-ACHHXPOHHAA SIWICITH(OPMHAA AKTUBHOCTb THIIA DI ¢
AMIUTUTY/IHBIM aKIIEHTOM B IIEPETHUX OT/AEIAX, C PETHOHAIBHOH aKIEHTYaIlMEN KOMIUIEKCOB B JIEBOH JTIOOHO-IIEHTPATIBHO-
BHCOYHOM 00JIACTH, HHAEKCOM OoJjiee 85% Ha 3MOXE 3AITUCH.

XaHU3MOB M JECHHXPOHHU3ALUEN KOPKOBBIX IPEXUPYPIrUIECKOM ITOATOTOBKH, PEKOMEH/TY-

HEHUPOHOB [39] (puc.15). B CBA3U C TAKOM OCO- ercsa Takke u oueHka OPLC 1 onpeneneHus
6eHHoCThIO PBC, manueHTaMm, KOTOPBIM IPO- MAaKCUMAJIBHOUN JIOKAJIMNU3AIUHU SIHUJIEIITH-
BOIAT BUAEO-DOI MOHUTOPHUHI B KAa4eCTBE (POPMHBIX U3MEHEHU [29, 39].
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Puc. 15. [TanuenTka 1L.A., 8 sieT, >)keH. IuarHo3: auonatuyeckas 3aTbUIOYHAS MHJIECIICHUS C PAHHUM /1I€0I0TOM (THUIT
ITaHAMOTOIIY/IOCA), ATUITMYHOE TEYEHUE C TATTEPHOM IPOJIOJLKEHHOM SIWIEITTH(POPMHOM aKTUBHOCTH BO CHE (CM. pHuc. 13, 14).
Buneo-d39T nonucomHorpadus (Buaeo-d3I-TICT). D3I ®BC, orMeuaeTcs NoaHas peayKuud quddy3Hoi snmwienTudopMHOM

AKTUBHOCTH C PETUCTPALUEH €JUHUYHBIX PETMOHATIBHBIX AMMIENITU(DOPMHBIX U3MEHEHHUH B BUJI€ HU3KOAMILUTUTY/THBIX
KOMIUIEKCOB ITUK-ME/IJIEHHAS BOJIHA B JIEBOM 33/THEBUCOYHO-TEMEHHOM O0IACTH C BOBJIEYEHHUEM BEPTEKCHOTO pervuoHa Pz. Ha
KaHanax DOI npoCaeKUBAETCI AKTUBHOCTD, OTPAXKAIONIAS OBICTPHIE IBHKEHUS ITIA3HBIX SI0JIOK.
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CoH pgocTtaraercsa mnpu mnposegeHun DOT
HCCAEAOBAHUS IIPU CIEAYIOIINX BO3MOKHBIX
YCIOBUAX: €CTECTBEHHBINM COH (HOYHOHU WIH
JHEBHOI); AenpuBalysa CHA (YACTUYHASA WIH
IOJIHASA PEAYKIIMA HOYHOI'O CHA HAKAHYHE 00-
CIEJOBAHUSA); MEAUKAMEHTO3HBIN COH [35].

IIpennoyTuTeIbHEE IIPOU3BOJUTDH 3AITHCH
B3I BO CHE B CHUTyallMH, KaK MOXHO Oosee
NPUOIUKEHHON K €CTECTBEHHOMY COCTOS-
HHUIO U IIPUBBIUKAM IALTUEHTA, I JOCTIDKE-
HHA HAWIYYIINX PE3yJIbTATOB, IIPU MHHHU-
MaJIBHOM PHCKE IS IIAIJMEHTA 1 MUHUMAJIb-
HOM JHUCKOM@OPTE KaK I MAIUEHTA, TaK U
JUIsL €ro ceMbH. [Jake yacTU4Has AETPUBAITHUS
CHA CITOCOOCTBYET 3achlIaHUIo 90% o6cnenye-
MBIX IIpU IpoBeneHuu HIOI [35].

B penxux ciaydasax ¢ LOenbl0 JOCTHXKEHUS
CHA PEKOMEHAYVIOT IIPHUMEHATH CEJATHBHBIEC
IIpenaparbsl KOPOTKOro aercrsud [19]. Orama-
€TCs MIPENIIOYTEHUE XJIOPAITHIPATY, 4 B IO-
clenHee BpeMAa — MeJdaToHuHY [18, 19, 35].
OJHAKO HA3HAYEHUE ITHUX IIPEMAPATOB MOXKET
OBITh COIIPSDKEHO C PA3BUTHEM MEJIHUKAMEH-
TO3HBIX NOOGOYHBIX 3((deKToB (Hanpumep,
UHAUBUAYAJIbHAS HENEPEHOCHUMOCTb) WIH C
BO3PACTHBIMU OTPAHUYEHHUSIMU. B CBA3HU C
3THUM, B3BEIINBAA BO3MOXHBIE PUCKH, B CBOEH
IPAKTUKE C LEJIBI0 JOCTYDKEHUSA CHA MBI IIPU-
MEHSIEM JEIPUBALIMIO CHA WIW HEIIOCPENCT-
BEHHO CAM €CTECTBEHHBINM COH (OIITHUMAIBLHO
HOYHOW).

COCTOsIHHE CHA SABJSETCA OJHUM U3 HAHU-
6osnee THPOPMATHBHBIX IIEPUO/IOB /IS OIIpe-
JEJICHUA MATOJOTNYECKHUX H3MEHEHUM HA DT
[18]. Ho BMecTE € 3TUM, BO CHE MOKHO HA0JIIO-
JaThb Ppas3/jIM4Hble HOPMaJIbHBIE DIOI-1m1arTep-
HBI, KOTOPBIE€ CIIOCOOHBI MACKUPOBATHCA MO/,
ANWIEITH(POPMHYIO AKTUBHOCTb, TAKHE KAK
TUIIHATOTUYECKAsA THIEPCUHXPOHU3ALNA,
BEPTEKC-MMOTEHIUAIBI, K-KOMILIEKCBI, JOOPO-
Ka4eCTBEHHBbIC 3NWIECNTU(QPOPMHBIE TPAH3HU-
TBI CHA, «14-6 T'11» TO3UTHUBHBIE TUKH U JIP., ITO
€lI€e Pa3 MNOKA3BIBAET 3HAUYHMMOCTb 3HAHUU U
OIBITA CHEIHATUCTA, PACHIN(PPOBBIBAIOIIETO
CC)
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3axaroueHue. DJICKTPO3HIEedarorpadu-
YeCKHE aKTUBHPYIOIIHE IIPOOBI UMEIOT OOIb-
LIO€ 3HAYEHME B JUATHOCTHUKE PA3IMYHBIX I1a-
TOJIOTUYECKUX COCTOSIHHUM, OCOOEHHO 3IIH-
Jerncuy. Peakuusa Ha T'UIIEPBEHTHIALIUIO W
POTOCTUMYIALIUIO B OGOJBIIMHCTBE CIy4aeB
OIIPENENAIOTCA KAaK IIATOJOTHMYECKasA JIUIIb
IIPHU TOABJIECHUU SMWIENTU(POPMHON AKTHUB-
HOCTH WU BO3HHUKHOBEHHUH BBIPA’KEHHOM 4Ya-
CTOTHOM ACHMMETPHUHN IOTEHIUAIOB Ha DOI.
MOIIHBIM TPOBOLIUPYIOMHM (PAKTOPOM MEXK-
IIPUCTYITHOM 3NMWJIECNTH(MOPMHON aKTHBHOC-
TH SIBISIETCS COH, OCOOEHHO €T0 IIOBEPXHOCT-
Hele craauu (I-1I craguu ®MCO). Jenpusanusa
CHA OKAa3bIBA€T CWIbHOE BJIMAHHE HA BO30OYIH-
MOCTb HEUPOHOB KOPbI I'OJIOBHOI'O MO3I'd, YTO
CIIOCOOCTBYET IIOABJIECHHIO HE TOJBKO 3IIH-
1enTU(OPMHON AKTUBHOCTH Ha IIDI, HO U
PA3BUTHUIO SNWIENITUYECKUX IIPUCTYIIOB Yy
OPEAPACIONOKEHHBIX TUIl. [Ipo6a «OI'-31» na-
€T BO3MOKHOCTb HE TOJIBKO BbISIBUTH SITHJICII-
THU(POPMHYIO AKTUBHOCTD Y IPEAPACIIOIOKEH-
HBIX JIMILI, HO TAKXKE UI'PAET BAXKHYIO POJIb B OII-
peaeeHu PEAKTUBHOCTU OCHOBHBIX PHUT-
MOB. 3Has1 HM3BECTHBIE MEXAHU3MbI TOH HWJIH
HMHOU AKTHUBUPYIOUIEN METOAUKH, CIENYET
OBITh BHHMATE/JIbHBIMHA U IIOMHHUTh 00 UMEIO-
IIHXCS IPOTUBOIIOKA3aHUAX. Y OOJIbHBIX C HE-
KOTOPBIMH CEPAECYHO-COCYJUCTBIMU 3a060J1e-
BaHHSIMU, OOJIE3HAMH JbIXATEIbHON CUCTEMBI,
IIpu 6EPEMEHHOCTH U JIP. CJIEAYET OTKA3AThCS
OT IIPOBEECHUA I'HIIepBEHTWIALNN. POTOCTH-
MyJaAUsA OOBIYHO Oe3onacHa. OJHAKO IpH
O4YEBUJHOM HAPACTAHHUHU NWIECTITU(POPMHON
AKTUBHOCTHU CJIEAYET OCTAHOBUTH (POTOCTH-
MYJIALAIO HA TOH 4aCTOTE, HA KOTOPOM OTMeE-
4aeTCd JaHHAs PEeaKIUsd, TaK KaK UMEETCs Be-
POSATHOCTB IIPOBOKAIIUU I'€HEPATUZOBAHHOI'O
CyZOPOXKXHOIO npucryna. IllpuMmenenue axkru-
BHPYIOIIHX IIPOO IPH IIPOBeAECHUHN DI ITOMO-
raer 60Jjiee TOYHO YCTAHABJIUBATh JUATHO3 U
CIIOCOOCTBYET NPABUJIBHOMY HA3HAUYEHHUIO TE-
panuu.
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(OB30OP 3APYBEKHOMU JIUTEPATYPBI)
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GENETICS OF AUTISTIC DISORDER
(REVIEW OF FOREIGN LITERATURE)

M.Yu. Bobylova', H.L. Petchatnikova?

1 _ dncmumym demcxori nesponozuu u snunencuu um. Césmumens JIyxu, Mockea;

— Poccutickan 0emcKkan KIuHuueckasn 6onsHuya; kagheopa neepoiozuu, Hetpoxupypaun u MeouyuHCKoLl 2eHemuKu
neouampuueckozo paxyremema PHHMY, Mockea

Aymuam moosicem 6Cmpenamaoscs nPpu XPOMOCOMHbBIX U 2EHEINUHECKUX CUHOPOMAX, NOPOKAX PA3EUMUS 20/I06HO-
20 mo32a, 601e3HAX 00MeHa U OP. B C6A31 C IMuUM 6 HACMOAUee 8PeMA NPUHAIN MEePMUH «AMUNUUHBILL UL «CUHO-
DOMAnGHBLL> Aymu3m — aymuam, AGAAIOUUILCS OOHUM U3 CUMNINOMOS 02020 3abonesanus. I enemuueckue u xpo-
MOCOMHbBIE NPUUUHBL cOocmaenaom 25-50% cryuaes aymuima. A6moput npeocmasuii noOOPOOHbLLL 0030p aumepa-
MYPot, NOCEAUICHHDBLLL 2EHeMUHCCKUM ACNEKMAM aymuama. B cmambe paccmampusaromcs u36ecmmvle Hacieocni-
8eHHBLe 3A001e8AHUS, NPOAGNAIOUUEC AYIMUIMOM, KAACCUPUKAUUL 2eHOE-KAHOUOAMOE aymuUIma, meopuu namo-
2eHe3a aymuama, n00X00bL K OUAZHOCIIUKE, A TAKice NPOOIeMbl, C6A3ARHBIE C 2eHeMUMEeCKUM KOHC)IbIMUPOSAHL-
em npu ouazrnocmuKe aymuama.

Knioueewte cnoea: aymiucmuneckoe paccmpoiicmeo, dmuonozus, namozeHes, HacieocmeenHoie 3a001e6a-
HUs, 2CHeMUYecKoe KOHCYIbMUposaHue.

Autism can occur in combination with chromosomal and genetic syndromes, malformations of the brain, meta-
bolic diseases, etc. In this regard, currently adopted the term «atypical» or «syndromic» autism — autism, which is a
symptom of anotber disease. Genetic and chromosomal causes account for 25-50% of cases of autism. The authors
Dpresented a detailed review of the literature devoted to the genetic aspects of autism. The article discusses Rnown
bereditary diseases, manifested as autistic disorder, classification of genes-candidates of autism, the theory of autism
pathogenesis, approaches to the diagnosis, as well as the problems associated with genetic counseling for patients

with autism.

Key words: autistic disorder, etiology, pathogenesis, genetic diseases, genetic counseling.

TOYKH 3PEHHS] IMCUXHUYECKOTO JU3OH-
TOT€HE34, TO €CTh HAPYIUICHUSI CTAHOB-
JIEHUS IICUXOJIOTUYECKUX (PYHKITHIT — O0111e-
HUsA, dIMOIIUU, BOCHIPUATHSA, MbIIUIEHU. B
HACTOSIIIEE BPEMS BBIJCSIOT AyTU3M IIPO-
IECCYaJIbHOI'O U HEIIPOLECCYATbHOI'O I'€HE-
3a. [Ipu ayru3smMe mponeccyajbHOIO I'€He3a
pEe6GEHOK Pa3BUBAETCS HOPMAIBHO /10 6-36
Mec. (cpegHuit BO3pacT ne6iora — 16-18
MeC.), KOIZla IIPOUCXOAUT IICUXOTHYECKUH
3MHU30/I, COIIPOBOXKAAIONIUICI PErPECCOM
HAaBBIKOB OOIIEHUS U PEYH, IOC/IE YETO Pa3-
BUTHUE MIPOUCXOTUT HA (POoHE CPOPMHUPOBAB-
merocsa aedexra. HempoiieccyaabHBIR ay-
THU3M — 3TO BPOXKIECHHOE HAPYIIECHUE XaPaAK-
Tepa, CBA3aHHOE C HEJOPa3BUTHEM NE€pPBA-
3UBHOU C(pepBHIL.
3a npouregmmue AECATUIETUS U3Y4YE€HUS
AyTH3Ma HAKOIWINUCH (PAKTBI, CBUJETEIbCT-
BYIOIIIHIE O TOM, UTO AyTHU3M — 3TO HE TOJIBKO
IICUXOJIOTHYECKOE PACCTPOMCTBO. Y HEKOTO-

Konuenuml ayrusma c(pOpMHpPOBAHA C

© Boowbiosa M.IO., ITeuamnuxosa HJI., 201 3.
Tenemuxa aymuima (0030p 3apybexcroit iumepamypot)
Pyc. acyp. oem. neep.: m. VIII, evuin. 3, 2013.

PBIX JIETEH KpOME ayTU3Ma BBIABISIIOT XPO-
MOCOMHBIE U TE€HETHUYECKUE CHHAPOMBI,
AHOMAJIMH I'OJIOBHOT'O MO3T'd, CHMIITOMBI CO-
€IUHUTEIbHO-TKAHHON JHUCIUIA3UH, (PYyHK-
IIUOHAJIbHBIE HAPYIICHUS >KEIyJOYHO-KHU-
IIEYHOTO TPaKTa, 6071€3HU oOMeHa. [Jonroe
BpEMS COYETAHHUIO AyTU3Ma C APYTUMH KIU-
HUYECKUMH CHUMIITOMAMU HE NPUABAIU
0CO060T0 3HAYEHU S, HO BBICOKAS YACTOTA I10-
JTOOHBIX CIy4a€B 3aCTABUJIA 33yMAThCS 00
UX «HECIIY4arHOCTH». B pe3yibraTe BO3HHUK
TEPMHH <«ATUIHYHBIN> WIA <«CHHIPOMATb-
HBII» AyTU3M — ayTH3M, SBJSIOIIUICA Of-
HHM U3 CUMIITOMOB JIPYI'OTO 32001€BAHUSL.

ITHONOrNsA, MATOTE€HE3 M PACHPOCTPA-
HEHHOCTH AYTH3MAa. DTHOJIOTHIO AyTHU3MaA
yaaeTcs yCTaHOBUTD B 40% CiIy4aes, IPpUYH-
Ha OCTaabHBIX 60% — HeusBecTHa [79]. I1o
JAHHBIM MHOTHX aBTOPOB, PUCK AyTHU3Ma Y
pebGeHKa MMOBBIIAETCA C YBEJIMYEHHUEM BO3-
pacra ormra Ha MOMeEHT 3avaruia [20, 25, 58,
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64, 78]. BbIIEIAIOT 3K30T€HHbBIC U AH/IOTCH-
Hbl€ (PAKTOPBI BO3HUKHOBEHHS ayTu3ma. K
3K30I'€HHBIM (DAKTOPAM OTHOCST TEPATOI'€H-
HbI€ BO3JE€MCTBUA (BUPYCHI, paAHalIUs, TPAB-
Ma, OCTpasg aC(pPpUKCUsA, UHTOKCHUKAIIUS) HA
IUIOJI, BO BPEMA BHYTPHUYTPOOHOI'O PA3BUTHA
[22]. K 3HAOT€HHBIM (PAKTOpPAM OTHOCSTCS
HACJIEJCTBEHHbIC IPUYHUHBI U BIUSHUE OJIN-
JKANIIETO OKPYKEHUA (HAIIpUMeEDP, XapaKrep
BOCIIMTAHHUA peOEHKA, CTENIEHb €TI0 JICIPU-
BallHN).

I'eHeTHYEeCKHE U XPOMOCOMHBIE IIPUYU-
Hbl COCTABJIAIOT 25-50% cCiy4daeB ayTu3Ma,
IIPUYEM, YEM TSDKEJIEE AyTU3M, TEM OoJiee Be-
POAATHA €ro reHeTnudecKas npupoga [51, 79].
Tak, ayTU3MOM CTPAfaIoT 25-47% OONbHBIX
CHUHAPOMOM X-(pparujibHON XPOMOCOMBI, 5-
10% GoapHBIX cuHApPOMOM [layHa, 16-48%
OOJIBHBIX TYOEpPO3HBIM CKIEpPO30M. Taroke
AyTHU3M XaPAKTEPEH /JJIs1 CUHJPOMOB AH-
renbMaHa, Kyoepa, Kosna, anmientuyec-
KUX 3HIIe(aronaTuii, OCOOEHHO, CHH/IPOMA
Becra [89].

Y OgHOANIOBBIX GJINU3HEIOB AYTU3M IIO-
BrOpsieTca B 70-95% ciydaes, a y JU3UTOT-
HBIX — B 10-24%. YepTsl ayru3dma NpHUCYTCT-
BYIOT Y POJICTBEHHHKOB OOJIBHOTO B 90% [5,
19]. IIo paHHBIM Pa3HBIX HCCIELOBATE/Nb-
CKHX I'DYIIIIL, IIPOBOJUBIINX KPYIIHBIE IIOITY-
JIIIUOHHBIE HMCCJIENOBAHUA, PACIPOCTPA-
HEHHOCTD ayTu3Ma cocrasiszer 1 Ha 100 pge-
TEH [8, 53]. ¥V MAJIbYUHMKOB ayTU3M PA3BUBAET-
cs1 B4 pazagame (m::x=4:1) [95].

PDenoTnnuIecKkHe ocodGennocTu. IIpu
OCMOTPE MHOKECTBEHHBIE CTUIMBI TU33MO-
pHUOreHe3a, YKa3blBAIONIME HA HAPYIIECHHE
BHYTPHUYTPOOHOTO PA3BUTHS U CHH/IPOMAJIb-
HBIN XapaKTep ayru3ma, OrMevdaror y 15-20%
marueHToB [66]. Kak 1mpaBuiIo, OIleHUBACTCS
12 xpurepueB: BeC, Xapakrep pocra BOJIOC,
dopMa u pasMmep yxa, pasMep HOca U J0a,
pa3mep u (popMa JInILa, HOCOI'yOHBIN (PUIBTP,
pOT u TyOBlI, 3yObl, Pa3Mep PYKH, HAIBIIEB,
HOI'TEH U CTOIL IToKa3aTesnb OKPYKHOCTH TO-
JIOBBI TAKKE YACTO BBIXOJUT 34 I'PAHUIIBI HOP-
MblL. MuKponedanusa BCTpedaerca y 5 -15%
JIETEH C ayTU3MOM U KOPpPEIHUPYET C HeOIaro-
IIPUSITHBIM [IPOTHO30M [67]. Makpouedatus
BCTpeuaercsa y 30% aerert ¢ ayruamom [65].

Hemposu3dyarusamusa 1 mopdororuie-
CKME HCCIEAOBAHNA NPH ayru3me. Ha maxk-

POYPOBHE OTMEYAETCA YBEIUUYEHUE OObEMA
mo3ra [77], yBesinueHue Beca mo3ra [6], ru-
norpodus Mo3zxkedka [9]. MUKpOCKOIITHYEC-
KM BBIABJIAIOT YMEHBIIEHHE IEHIPUTHYEC-
KOT'O BETBJIEHUA B CTPYKTypax JUMOHYEC-
KON CUCTEMBI — MHUHJAJIEBUJIHOM TeEJIE€ U
runmoxkamiiax [80], Tam K€ — yMEHbIIEHUE
06b€Ma HEHPOHOB, BBICOKYIO IIJIOTHOCTb
JEHAPUTHUYECKUX IIUINHUKOB, (POKaJIbHBIEC
KOPTHUKAJbHBIE JUCIUIA3UHU, HAPYIIEHUE
KOPTHKAJIBHOM OpraHusanuu (48], cHIKe-
HHE YHCJIa KIETOK IIypKHHBE B MO3MXKEUKE
[9], HEpPEAKO B COYETAHUU C ITIMO30M (IIPO-
mudepaiys aCTpOITUTOB).

HccnegqoBaHue 60JIbIION BBIOOPKHU ITAITH-
€HTOB C ayTU3MOM C npuMeHeHueM MPT BbI-
SABWIO BBICOKYIO CTE€NE€Hb dHOMAJIHUM I'OJIO-
BHOI'O MO3ra (48%), B TOM 4YHCJIE€ HAPYIIEHUE
cepo-6€e0  JAeMapKaluu, pacHiupeHUe
IIPOCTPAHCTB Bupxosa-PobuHa, aHOMAINH
BHUCOYHOM 10U [14], aHOMa/IMU MO30JIUCTO-
r'o Teaa, HOJIUMHUKPOTrupuIo [87]. OgHaKo 10
cux nop MPT He BKIIOUYEHA B CTAHJAPTHI UC-
CJIEJOBAHUA IIPU AYTU3ME.

HTaK, ayTu3M SIBHO UM€EET HAC/IE/ICTBEH-
HYIO IIPEAPACIIOIOXKEHHOCTh. Ha mepsbIii
B3IJISJL BCE CTOJIb OYEBUIHO, YTO BO3HUKAET
BOIIPOC: nOouemy 00 Cux nop He Haitoen 2en
aymuama?

H3BecTHBIEC MyTALlHH,
CONMPOBOKAAIOIHMECA PAZBHTHEM AYTH3MA

Cunopom dpazunsnoii X-xpomoco-
Masi, BliepBbie omrcad Lubs (1969).

Imuonozua. 'unepmMeTuIMpoBaHUE WIN
YBEJIMYEHUE TPUHYKICOTUIHBIX ITOBTOPOB
(CGG) B nokyce FMR1 (Xq27.3). B Hopme
40 CGG nNOBTOPOB — 5-45, CTAOUJIBHO I1e-
peaamuxcsa CJIeQyIOIEeMy IMOKOJIEHUIO. B
cJIlydyae IpemMyTaliiy KOJIU4eCTBO MOBTOPOB
YBEJIMYUBAETCA 40 55-200, a U1 KIIMHUYEC-
KOTO IposBaeHUs X-(pparwibHON XpPOMOCO-
MBI HEOOXOAUMO 60s1ee 200 ToBTOPOB. IIpo-
JYKT T€Ha — O€JIOK, Y4aCTBYIOIINI B CHHAII-
coobOpazoBaHun. Myraniuu B jJokyce FMR1
HAXOJAT B 7-8% ClIydyaeB HUJHUOIIATHYECKOTO
ayrusma [70].

Ilamozenes. Hapyuienue (pOpMHUPOBAHUS
JEHIPUTOB U CHHAIICOB [33, 60].

Pacnpocmpanennocms. Bcrpeyaerca y 1
Ha 4000 HOBOPOXAEHHBIX MAJIbYHUKOB.
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Knunuuecxue nposenenus. 111 60JIbHBIX
MY>KCKOT'O I10JIA XaAPAKTEPHA PA3/TUYHAS CTE-
E€Hb 33JCPKKU PA3BUTUSA, HAPYUICHUSA TIO-
BEJICHUSI U JIUIEBON Au3Mop(pusM (y3koe
JUIMHHOE U0, OoJbllue yiun). [pyrue
CHUMIITOMBI X-fra BKJIIOYAIOT 3aJI€PKKY /IBU-
raTeJbHOTO Pa3BUTHSA, TPEBOIY, OOCECCUB-
HO-KOMIIYJIbCUBHOE IIOBE€JECHHE, THIICPAK-
TUBHOCTbD, ATPECCUBHOCTbh. BBIABIIAIOTCA HA-
pyLUIEHUS BHUMAHUS, IaMATH, (PYHKIIUU
IUVIAHUPOBAHUSA, CHYDKEHBI MATEMATHYECKHUE
Ccrtoco6HOCTU. C O0JIBIION YACTOTOM BCTPE-
yaercsa anuiaencusa. OCHOBHBIM CUMIITOMOM
326071€BaHUA SABISIETCSA AYTU3M, KOTOPBIN
HPOSIBJISIETCA CTPAXOM OOIIEHUS, CTEPEOTHU-
IIUAMH, IIEPCEBEPALIUAMHU, BBICOKON YYBCT-
BUTEJIBHOCTBIO K PA3IPAKUTEIAM, HECTOM-
KHM 3PUTEIBbHBIM KOHTAKTOM [34, 42]. Cre-
II€Hb UHTEJUIEKTYAJIbHON HENOCTATOYHOCTH
U TSOKECTh ayTH3Ma 3aBUCHT OT JJIMHBI 1IO-
BTOPOB. Y HOCUTEJIBbHUIL IIOJTHOH MYTAIUH
(>200 mOBTOPOB) KEHCKOIO IIOJIA HHTEJI-
JIEKT HE CTPAJAET, OJHAKO TUIINYHBI IAOMIIb-
HOCTb HACTPOEHU:A, TPEBOXKHBIE U NIN30TH-
IIUYECKHUE PACCTPOUCTBA [34]. ¥V MAJIBYUKOB
c upemyranuen (50-200 moBTOpPOB) OTMEYA-
€TCSI ACCOLUUPOBAHHBIN ¢ X-fra CHHIPOM
Tpemopa-atakcuu (FXTAS). On xapakrepu-
3yeTcs IMO3JHUM JEOI0TOM H IIPOI'PECCHUPY-
IOIUM TE€YEHHEM: HHTEHIIMOHHBIN TPEMOD,
HIATKAsl IOXOJKa, MAPKUHCOHMN3M, KOTHH-
TUBHBIE HApymeHus [16, 91].

Heiposusyanrusayus. KT /MPT BbIaBiseT
Ppa3JInYHbIE CTPYKTYPHBIE aHOMAJIUHU B 00JI1a-
CTH THUIINOKAMIIA, MUHJAJIEBUJHOIO TEJAa,
XBOCTATOI'O AApPa, TAJAMYCa; HEPEAKAsA Ha-
XO/IKA — TMIIOTE€HE3Us YePBs MO3KeUKa [45].
DTH aHOMAJIMU SBJISAIOTCA CJIEJICTBHEM HeE-
MPABWIBHOI'O JECHAPUTHYECKOI'O BETBICHUS
U HAPYUIEHUA HEVMPOHAJIbHBIX CBA3EU, ABJISA-
FOITUXCSI OCHOBOM OOYUYEHHUS U ITAMSITU.

Cunppom Perra. 3200/I€BAaHHE OIMUCAI
A. Rett B 1966 rogy.

Amuonozun. Myranus B TeHE CTPOUTENb-
Horo Oenka (MECP2), (Xq28). Hacnenosa-
HHE, CLIEIVIEHHOE C Tos10M. Myrannu MECP2
0e3 KIMHUKU CHHApoMa Perra accomuupo-
BaHBI C ayTU3MOM [21].

Ilamozenes. I'eH y4aCTBYET B HEHPOHAJIb-
HOM CO3PEBAHUU: IKCIIPECCUPYET I'€HBI, KO-
JUpyIOIe Heuporpodpudeckuii paxrop,
KOTOPBIH BJIMSET HA CO3PEBAHUE U IVIACTHY-
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HOCTb MO3I4, 4 TAK)KE Ha CUHAIITOreHes [12,
61].

Pacnpocmpanennocms.  Bcrpevaercsa
IIPEUMYILIECTBEHHO Y JIUL] YKEHCKOI'O 1101 C
gacrorou 1/10.000-1/20.000. ITpu My>KCKOM
I€HOTHUIIE HAPYUICHUs JIETAJIbHBI, HHOIAA ¥
OOJBHBIX MYKCKOTI'O IT10JIA BBISIBJISIIOT MO34H-
IIM3M WJIN MYTAIUIO, PACIIOJIOKEHHYIO HE HA
X-xpomocome. B 80-90% ciygaeB myranusa
BO3HUKAET de novo.

Khunuuecxkan xkapmuna. Pannee pas3Bu-
THE B HOpMeE 10 6-8 MeC., B ITOM BO3PACTE HA-
YHHAIOT YIPAYHUBATHCA HABBIKH, 3AME/IJIACT-
CsI IPUPOCT T'OJOBbL. CHUMIITOMBI IIOJIHOP-
TaHHBI, HO B OCHOBHOM 34aTPAaruBaoT KOTHU-
THUBHYIO U JBUT'ATEJIbHYIO C(Pephl. XapaKrep-
HBbI MOIOIIIYE OBMKEHUA pyKaMU. YacTo pas-
BHUBAETCS SNMJICIICHUS.

TyOGepo3usiin ckaepo3s. 3a60/ieBaHUE
orcan Bourneville B 1880 ronay.

Dmuonozusn. IlonucucreMHoe 3a601€Ba-
HHE C AayTOCOMHO-JJOMHHAHTHBIM THIIOM Ha-
cinegoBanus. ONMCAHBI JBE€ MYTAIlUN: B T€HE
TSC1 (9q34.3), KOGUPYIOLIEM I'AaMAPTHUH, U B
reme TSC2 (16p13.3), KOAUPYIOIIEM TyOe-
PpUH.

ITamozene3. T'aMapTHUH U TYyOEPHUH MOJY-
JIUPYIOT (PYHKIIHIO KJIETOK U UI'PAIOT POJIb B
HEVPOHAJIBHOU MHUIPAMH, JUddepeHina-
U U Pa3BUTHUHU [4]. MyTranuu IIpUBOJAT K
ATOJOTHYECKOMY POCTY U HAPYUIEHUIO
muddepeHuanuyu KJIETOK B Pa3INYHBIX
opraax. PopmMHUPYIOTCI KOPTHUKAIbHBIE TY-
Oepchl, CYOKOPTUKAJIbHBIE T'aMapPTOMBI B
MO3r€, IOJIUKHUCTO3 IIOYEK, aHTHO(PHUOPOMBI
Ha Julle, pabOMHOMA CEP/IIA.

Pacnpocmpanenrnocms. Berpedaercsa ¢
gacrorori 1 Ha 6.000-10.000 HOBOPOK/IECH-
HBIX.

Knunuueckas wapmuna. XapaKTE€pPHO
Pa3BUTHE SMWIENICUN (Pa3IUYHbIE (POPMBI
320071€BaHNA U THUIIBI IIPHUCTYIIOB), KOTHU-
TUBHBIC HAPYLICHHUS U aAyTHU3M. BbIpakeHa
KJINHHAYECKAA HEOJHOPOJHOCTh CTEIEHU
HApYIIEHUH, JaXKe Y IMAIJMEHTOB U3 OJHOM
CeMbH. AyTHU3M BCTpedaeTcs y 25-60% 6Gob-
HBIX C TYOE€PO3HBIM CKJIEpO30M. OCOOEHHOC-
TH AyTU3Ma IPU TYOEPO3HOM CKJIEPO3E: IETU
JOCTYIIHBI KOHTAKTYy, HESIPKO BBIPAKCHHBIEC
CTEPEOTUNINH, CHUMIITOMBI OJHUHAKOBBI Y
MaJIBYHUKOB U 1eBo4dekK [100].
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Cunppom genenuu 22qll, Beroxapamuo-

dbanmuarsHBIA CHHAPOM, ONUCAH
Shprintzen (1978).
Omuonozun u namozenes. Jenenusa

22q11 3arparuBaer HECKOJILKO I'€HOB, B TOM
qncie, T-box1 (TBX1). 1ot reH Kogupyer
O€JIOK, y4acTBYIONUU B (POPMHPOBAHUU
MO3ra, CEPALA, TNUIA U KOHEYHOCTEH [75].

Pacnpocmpanennocms peneuun 22q11
cocrasiszer 1:4.000. CooTHOLIEHUE 110 IOy
— mok=1:1.

Khwunuuecxkana xkapmuna. BpOoXXIEeHHBINA
IIOPOK CEP/ALA, BEBICOKOE HEOO, TMIIOIIAPATH-
peos, muneBoi gusmopdusm. Ilcuxuueckue
HAPYIIEHHUA BKIIOYAIOT IICUXO03bI [94], Tpe-
BOKHOCTB, PACCTPOMCTBA HACTPOEHUS, OO-
CECCUBHO-KOMITYJIbCUBHBIE PACCTPOUCTBA
[86]. ¥ 15-30% mariueHTOB UMEIOTCSA YEePThI
AyTHU3Ma — AyTOArPECCUs, HApylICHHUE O011e-
HUs, O€THAS MUMUKA, IIEPCEBEPAITNH, BO30Y-
IUMOCTD [3, 72, 96]. OTIHYUTETBHOM OCO-
OEHHOCTBIO SIBJISICTCS HEIIOHUMaHHE (POHEM
SI3BIKA I AMOIIUIT [86].

Bposkaennsie gedexrsr meradonuzma,
COMPOBOKAAIOMIMECcA ayru3mMoM [99]. Ilep-
BBIMHU U3 3200I€BAHUN 3TOM I'PYIIIbI ObLINA
OTKPBITBI HAPYIIECHUA OOMEHA aMHHOKMC-
J10T ((peHuwIKeToOHypus, CHHApPOM Jlenta-Hu-
XaHa), IOo3Xe — cuHigpom Cmwura-Jlemiau-
Onuria (HapyluieHHue CHUHTE3ad XOJIEeCTEPU-
HA), PaCCTPOMCTBA LIUK/IA MOYEBUHBI U MU-
TOXOH/IPHUAJIbHBIE 60JIe3HH [59, 101].

Cunppom pedpumTa KpearmHHMHA — HaA-
CJIEICTBEHHBIN Je(PEKT CHHTE3a X TPAHCIIOPTA
KpeaTuHHHA. ONIMCAaHO 2 BapuaHTa (PepMEH-
TONATHI: AePUIUT L-apruHUH-TJIMITMTHAMHH-
auHoTpaHcdepassl (AGAT) u gepuint ryanu-
auHoanerar Merwirpancgepasdsl (GAMT).
Tpernii BapuaHT — HAPYLIEHHE TPAHCIIOPTA
KPEATUHHHA — X-CHEIVICHHBIN CHHAPOM, KO-
TOPBI¥ BriIepBblc onyrcaH B 2001 [84].

Omuonozusa. Myranus reHa TPAaHCIIOPTA
kpearuHuHa SLC6AS (Xq28).

Hamozenes. Ten SLCOA8 aKcCHpecCHPO-
BaH BO MHOI'MX TKaHAX (KOCTH, MBIIIIIHI,
IIOYKH, I'OJIOBHOM MO3I, CEPALIE), ITOITOMY
3a2601€BaHUE HOCHUT IIOJHUCHUCTEMHBIN Xa-
pakrep. B HauGoabIIEH CTENIEHU ITOPAXKAECT-
cs1 ITHC: rpy6as 3aeprkka pa3BUTHA B pPaH-
HEM JIETCTBE CMEHSIETCS ITTyOOKOH YMCTBEH-
HOH OTCTAJIOCTBIO, MWIEIICUEN, MOTOPHOM

U CEHCOPHOM aJIAJIMEN, AyTM3MOM, AyTOar-
peccueti [10, 84].

Pacnpocmpanennocms. Cocrasusaer 2%
cnydaeB X-CHEIVIEHHOM YMCTBEHHOM OTCTa-
JOCTU. Y ManueHToB C aedpunurom GAMT
nin AGAT paHHee Ha3HAaY€HHE KPEATUHHHA
MOKET CTaTh 3(P(PEKTUBHBIM METOJIOM Jiede-
HUSI HEBPOJIOTUYECKUX OCIOKHEHUH. Y Ma-
1IUeHTOB ¢ MyTariuert SLC6A8 Haznauenmue L-
apruHuHa He 3p@PEKTUBHO [71].

XpOoMOCOMHEBIE€ AHOMAIMM BBISIBISIIOTCS
y 3-7% MalMEeHTOB C AayTU3MOM U 3aJEPKKOH
pazBuTusa. Hambosiee yacreie BAPUAHTBI —
oynauxauua roxyca (15q11-q13) Ha mare-
PHHCKO¥M XpoMocoMe [33, 46]. Mymauuu s10-
Kyca 16pI11.2 npu ayTU3Me€ COCTABISIOT
0,76%, ipudem Jeerusi BCTPEYACTCS BIBOE
yaie, 4eMm AyIUTUKAIUU [33], Jeaenus JjauH-
HOTI'O I1e4ya xpomocomsl 2 (q37) [30], xpo-
MOCOMBI 7 (22 1 q31) [1] 1 XxpoMOCOMBI 22
(qll) [72] u (q13) [54]. Yeeruuenue uucra
noemopos8 y MalueHTOB C ayTU3MOM BBISIB-
JSIETCA B PETMOHAX, CBA3AHHBIX C JPYIUMHU
JeNenusaMu WIN AyluiukanuaMmu: 1q21.1,
22q11.21, 22q13.33, 2p16.3, 3p26.3, 6q20,
7q11.22, 15q13.3. Hexoropble U3 ITHUX «I'O-
PAYHX TOYEK> KOOUPYIOT TAKHE U3BECTHLIE B
naroreHese ayruama Oenku, kKak NRXN1
(2p16.3), PARK2 (6q26), u AUTS2 (7q11.22).
VYBEINUYEHHE YUCIA TIOBTOPOB MOYKET BO3HHU-
KaTb de novo NIu HACIENOBAThCSI OT MATEPU
wiau otua. [Ipeamnonaaraercs, 9To pUCK ayTHU3-
Ma BBIIIE IIPHU MYTALUSIX de 10v0, 9TO OObC-
HsET IIOABJIEHUE IETEN C ayTU3MOM B 3I0PO-
BBIX CEMBAX [85]. A. Bremer et al. (2011) yc-
TAHOBWJIH, YTO YPOBE€Hb HACJIEAYEMBIX IIO-
BTOPOB BBIIIE IIPHU CEMEMHBIX CYYaAIX, YEM
NpU criopagudyeckux [18]. Oro 3HauuT, 9TO
MYTalluHd de novo OTBEYAIOT 32 Pa3BUTHE
CIIOPAJUYECKHUX CIy4a€B, KOTOPbIE KIHNHH-
4ECKU ITPOTEKAIOT TsDKEJIeE, 4 HACIEyEMBbIE
MYTAaIllUX OTBEYAIOT 34 CEMEUHBIEC CIIy4aH,
KJINHHUYECKH Oosiee jierkue. BaxxkHoe 3Hayge-
HHUE HMEET PACHOJOKEHUE MyTanuu. Tak,
AyTU3M JOCTOBEPHO PA3BHUBAETCA IIPH AYII-
JIMKAIIUU MATEPUHCKOIo JOKyca 15q13.3
[64] u menertuu 16p11.2 [33]. MyTamnuu B JIO-
Kycax 1q21.1, 2p16.3 u 22q11.21. He Bcerga
ACCOLMUPYIOTCA C AYTU3MOM.

I'ennoie cunopomsr. I'en Engrailed 2
(EN2) perynupyerT MOpP(QOTreHe3 CPEIHEro
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MO3ra ¥ MOo3keuka. Myranuu EN2 npusogar
K aHOMAJHSAM MO3KEYK4, KOTOPBIE 4aCTO
BBIABJIAIOTCA IIpU ayTu3dMe [23]. OnKozeH
MET y49aCcTBye€T B OOpPa30BAHHUU CHHAIICOB
KOPTHUKAJIbHBIX HENUPOHOB [28]. NRXNI1 u
UBE3A [39]: ipu ayru3me BBIABJIECHBI MyTa-
IIMH 4YETBIPEX OCHOBHBIX I'€HOB YOUKBUTH-
HoBon cempu (UBE3A, PARK2, RFWD2,
FBXO040). YOUKBUTUHOBAA I'PyIIIa IIPHUCOE-
JUHSETCI K JgedekTHoOMy O€Ky [ocie
TPAHCIANH, TAKOU OEJIOK pa3pylIaeT MHU-
IIE€EHHU, OOpPa3yeT CBA3U C IIPOTEACOMAMHU.
YOUKBUTHH-IIPOTEACOMBI (PYHKIITMOHUPYIOT
B IIp€- U NOCTCUHAIITUYECKUX MEMOpPAHAX,
YYACTKH KOTOPBIX OTBEYAIOT 34 PETY/IALIUIO
BBICBOOOXK/ICHHUSI HEMPOMEIUATPOB, UX O06-
PATHOTO 3aXBaTa, 4 TAKXE MOAYIALHIO B
JEHJPUTUYECKUX MIUITNUKAX.

TI'envt NRXN1, CNTN4, NLGN1,ASTNZ2 oTBe-
4aroT 34 IMPOLECCHI HEMPOHATIBHOU KJIETOY-
HOH a/re€3uH, pOCT aAKCOHOB, (popMHpPOBa-
HHE CHUHAIICOB M HEUPOIIMAIbHBIX CBA3EH.
NRXN1 acconuupyerca ¢ HECTAOHUIbHOC-
THIO XPOMOCOMBI 2p16.3 [76].

X-cyennennsie mymavuu HeupoIULUHO8
NLGN3, NLGN4 u SHANK3 — pegKue reHeru4e-
CKHE€ CHHIPOMBI, IPOABIAIOINNECA 3aLEPK-
KOM YMCTBEHHOI'O PA3BUTHA U SMMJIEIICUEI.
OpHAKO B CyMM€E OHHU COCTABJIAIOT >40% [15]
u ~40% [26] KpUIITOreHHbIX (POpPM ayTH3MA C
sawrencueti [68]. [Ipu Ty6epo3HOM CKIIePO3e,
HENPoPUOpOMaTO3€ U YOMKBUTHHOBOI HeE-
JOCTATOYHOCTH TAKKE HAPYIIEH CUHTE3 HE-
pomurnHoB. ®yHKIMA reHa SHANK3J, ygacrt-
BYIOIIETO B IIPOLIECCAX CHHAIITOI'€HE3a, HAPY-
LI€HA IIPpU curopome oeneyuu 22q13.3. Jan-
HBIN CHUH/JIPOM XaPAKTE€PHU3YETCSI HEOHATAJIb-
HOM I'MIIOTOHUEMN, yMCTBEHHOM OTCTAIOCTBIO,
IrpyooOi 3aJ€P>KKOU Pa3BUTHUS PEYU U AyTU3-
MoM. IIpu 3TOM (pU3HYECKOE PA3BUTHE JE€TEHN
HE OT/IMYAETCS OT HOPMBL [27, 69].

Mymauyuu 6 2erne HenenmuoH020 OKCUMOo-
yuna (OXT) [55]. OKCUTOIHH BIUSIET HA MO-
BEJICHHE U OOIIEHUE YepPe3 COITUAIBHYIO M1a-
MATb, BKJIIOYasA OTBET U IOHUMAaHUE dMOLINIA
[40, 50]. CormacHO THIIOTE€3€ OKCUTOITUH
3MUICHETUYECKU PEryJIupyeT pa3BUTHE
3MOIIMOHAJIBHOU Cc(peprl [41].

BbIsiB/IeHO 6 T€HETHYECKUX MAPKEPOB B
JIOKyce 5p14.1. xpomocomst 5, TA€ PACIIOJIO-
skeHo aBa rena CDH9 u CDH10, kogupyro-
IIHUX KaJI€pPUHbI — TPAHCMEMOpPAaHHBIE O€I-
KM, OTBE€YAIOIIHE 32 KJIETOYHYIO a/Ir€3HI0
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KAJIbIIUH-3ABUCHMBIX KJIE€TOK [97] u (popmu-
pOBaHHE CHUHANTHYECKHUX CBA3CH Pa3BHUBA-
IOIEerocs Mo3ra [81].

Mymauvyuu 2era CNTNAP2 KOppeIupyroT C
paccrporicTrBaMu pedu. IIpoayKkroM reHa
CNTNAP2 (7q35) aBnsgercs: 6€JIOK CEMECT-
B4 HEHUPEKCHUHOB, OCYIIECTB/IAIOINX CHHAII-
TOreHes [2, 93].

Mymavyuu 2ena NRXN1 BeoyT K PESKUM
¢dopMmam ayrusmMa u mm3oppeHuu [52, 83,
HO OTMEYEHBl U IIPU JAPYruX OOJIE3HAX
[102], Hartpumep, ARX nipu  X-CIEIUIEHHOH
JIUCCIHIE(ATUH, ATEHE3UHU MO3O0JHUCTOTO
T€JIa B COYETAHUHU C IIOPOKAMHU PA3BUTHUSA T'e-
HUTAJINHN, YMCTBEHHOMN OTCTAJIOCTBIO, C IIU-
JIETICUEY I 6€3 Hee, TUCTOHHEH; reH LMNA,
KOTOPBIY IPUBOJUT K HECKOJIBKUM 3a00J1€-
BaHUAM, B YACTHOCTH MBIIIIEYHON JTHUCTPO-
$uu Dmepu-Jperigyca 2 TUIra, aAKCOHATIBHOM
Hepponatuu Ilapko-Mapu-Tyra 1B Tumna,
CHUH/IPOMY IPOrepuu XaTUYMHCOHA U IPYTUX.

HccnenqoBaHuss GONBIION BBIOOPKU BBI-
SIBIJTH MYTAITUU B JIOKycax 6g27 u 20p13 [98],
IIPOAYKT ITHUX I'€HOB IIOKA HE YCTAHOBJICH.

Takum 006pa3OM, MATOJOTUUYECKUE TEHBI
HAUJE€Hbl B PA3JIMYHBIX JIOKYCaX, YTO MOJA-
TBEPXKIAET HEOJHOPOAHOCTh ayrusma. Heri-
pOaHATOMHUYECKHE U (PU3NOJIOTHYECKHUE HA-
pYyHIE€HUA IPU MYTAIMAX I'€HOB 3aBHCAT OT
BJIMSTHUSI T€HETUYECKUX MOJHUPUKATOPOB,
POJIN 3TUX I'€HOB B MO3I'€ Y€JIOBEKA U BJIMSI-
HUS BHEITHUX (PAKTOPOB HA UX IKCIIPECCHUIO.
Pasznuyusd B TUIIAX MyTAalU (HAIIpUMED, TO-
4eyHas MyTalus 110 CPABHEHHUIO C OOJIbIIH-
MH HAPYLUICHUSMH), 0€3YCIOBHO, TAKXKE BIIU-
SIFOT HAa (PEHOTHUITNYECKYIO U3MEHYHBOCTD.

OAHAKO HETPYAHO 3AMETUTD, YTO BCE KAH-
JUIATHBIE T€HBI B KAKOH-TNOO0 CTETIEHU B/IHSI-
IOT HA IIPOLECCHI CHHAIITUYECKOH IIEPEIadU.

T'eneTnxka ayrmzmMma

KanguaaTHble TeHbl QyTU3Ma MOXKHO Pa3-
JeJUTh Ha 4 BUaA:

1. Peoxue: mpu MOHOI'€HHBIX (popMmax,
KOI'ZJa MyTAITUH OJHOTI'O I'€HA BBI3bIBAIOT AYy-
TUu3M (Hanpumep, NRXN1, SHANK?).

2. CunopomanvHsie: TEHBI IPU CUHIPO-
Max C ayTUCTUYECKHUMH CHUMITOMaMHU (Ha-
npumep, FMR1 (¢pparmwibHoi  X-XpOMOCO-
mbl), MECP2 (cunapom Perra)).

3. Accoyuuposarrsie: TEHBI C IIOJIUMOP-
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($PHU3MOM 1 MAJIBIM PUCKOM Pa3BUTHSA AYTHU3-
Ma, «UAUONATUYECKHE» (POpPMBI ayTHU3MaA
(manpumep, MET, GABRB1).

4. OyHKUUOHANbHbLe: TEHDBL AYTU3MA Y
JKUBOTHBIX, HE BCTPEYAIOIUECH IIPHU JPY-
rux HapymeHusax. IIpumepsr: CADSP2
BbI3bIBA€T AyTU3M Yy MBIIIEN; Y JIIOAEH pe-

Ta6numa 1 [29, 39].

3yJABTAT MYTAITUU HE U3BECTCH.

M3 31X KaTeropui, peakue u CUHAPO-
MaJIbHBIE KAaHJUJATHBIE T'€HBbI, OYEBH/JHO,
COOTBETCTBYIOT ayTU3My. B Hay4YHOM Jmre-
parype u3BecTHO 60s1ee 200 reHOB-KaH/ u/1a-
TOB /i1 ayTu3Ma (Tadu. 1).

TeHeTHYECKAA KIACCH(DMKAIIMSA I'€HOB-KAHIHAATOB

Penxue (81)

CunapomanbHbie (21)

AcconnupoBaHHBIE (84)

DOYHKIITMOHAJIbHBIE (23)

ANKRD11, A2BP1,
APC, ASTN2, AUTS2,
BZRAP1,

C30r/58, CAG,
CACNA1H, CADM],
CENTG2, CNTN4,
CNTNAP2, CNTNAPS,
CXCR3,

DIAPH3, DLGAP2,
DPP10, DPP6, DPYD,
EIF4E,

FABP5, FABP?7,
FBX040, FHIT,
FRMPD4,
GALNT13, GLRA2,
GRPR,

HNRNPH?2,
IL1RAPL1, IMMP2L,

® /uDIC,

KCNMA1, KIAA1586,
MBD1, MBD3, MBD4,
MCPH1, MDGA2,
MEF2C,

NBEA, NLGNT1,
NLGN3, NLGN4X,
NOS1AP, NRXN1,
ODF3L2, OPHNI,
ORICI,

PARK2, PCDHO,
PCDH10, PCDH19,
PDZD4, PLN, PPP1R3F,
PSMD 10, PTCHD1,
RAB39B, RAPGEF4,
RBICCI, REEP3,
RFWD2, RIMS3, RPL10,
RPSGKA2,

SCN1A, SCN2A,
SEZ6L2, SH3KBP1,
SHANK2, SHANK3,
SLC4A10, SLCOAO,
ST7, SUCLG2,
TMEM195, TSPAN7,
UBE34,

WNK3

@ ADSI, AGTR2, AHII,
ALDH5A1, ARX,

CDKLS5,

DHCR7, DMD, DMPK,
FMRI,

MECP2,
NF1,NTNGI,

PTEN,

SLC6AS, SLCOAG,
TSC1, TSC2,

XPC

CACNA1C, CACNALF,

ABAT, ADA, ADORA2A,
ADRB2, AR, ARNT2,
ASMT, ATP10A,
AVPRIA,

C4B, CACNA1G,
CCDC64, CDH10,
CDH22, CDHO,
CTNNA3, CYP11Bl1,
DISCI, DLX1, DLX2,
DRD3,

EN2, ESR1, ESRRB,
FBXO033, FEZF2,
FOXP2, FRK,

GABRA4, GABRBI,
GABRB3, GLO1,
GPX1, GRIK2,
GRIN2A, GRMS,
GSTM1,

HIA-A, HLIA-DRBI,
HOXA1, HRAS, HS3ST5,
HSD11B1, HTRI1B,
HTR3A, HTR3C, INPP1,
ITGA4, ITGB3,

IAMBI, LREN5, LRRC1,
LZTS2,

MACROD2, MARK1,
MET, MTF1, MYO16,
NOS2A, NPAS2, NRCAM,
NRP2, NTRK1, NTRK3,
OXTR,

PER1, PIK3CG, PITX1,
PONI, PRKCBI,
PTGS2, RELN,
RHOXF1,

SLCIAI, SLC25A12,
SLC6A4, STK39, SYT17,
TDO2, TPH2,

UBE2H,

VASH]1,

WNT2

@ ALOX5AP, ASS,

@ CACNA1D, CADPS2,
CBS, CD44, CNR1,
DAB1, DAPK1,
DCUN1D1,DDX11,
EGR2,

FI13A1, FLTI,
ITGB7,

MAOA, MAP2, OPRM1,
RAI1, ROBOI,
SDC2, SEMASA,
TSN

T'enemuxa aymuama (0030p 3apy6exrcHoti rumepamypoL)
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KanauaaTHbI€ I'€HbI ayTH3MA

2p16.3 NRXN1 — (popMHUPOBAHHE CUHATICOB
2q12.3-q14.2 DPP10 penenrop godaMrHa
3p24-26 OXTr perenTop OKCUTOITNHA

3p26-p25 CNTN4 popMHUpOBaHUE CUHATICOB
4p14-q21.1 GABRG/GABRA peuentop T'AMK

6q26 PARK?2

7q11.22 AUTS2

7q31.1 ST7 nnojaBI€HUE POCTA OITyXOJIEBBIX KIETOK
7935-q36 CNTNAP2 (hopMHUPOBAHUE CHUHATICOB
8p23 DLGAP2 peuerrrop NMDA-ri1yramara
15q11-q13 UBE3A, GABRB3,GABRA5, GABRG3
15q11-q14 GABRA/GABRB/GABRG penentop T'AMK
15q13.3 CHRNA7Y

15q13 APBA2 HeripomMeuanusa

16p11.2 DOC2A HerpOMe AT

22q11 PRODH HeipOMOIy/IALAS

22q13 SHANK3 ¢popMHupOBaHHE CHHAIICOB
Xp22.3 NLGN4 ¢popMupOBaHHE CHHAIICOB

Xp11.4 TSPAN7 pOCT 1 CO3PEBAHUE HEHPOHOB
Xp22.1-p21.3 ILIRAPL1 penentop UHTEPIEUKHUHA

MonexynapHaas (pyHKIIHA I€HOB-KAHAHAATOB AyTH3Ma:

1. KiteTrouHas aare3us: MOJIEKYJIbI KJIETOYHOM a/Ir€3UH, HAIIPABJIEHHOI'O POCTA AKCOHA,
BHEKJIETOYHOI'O MATPHUKCA, CEKPELA BHEKJIECTOUYHBIX OCJIKOB;

2. O6pa3oBaHUE AKCOHAJIBHBIX CBA3€H: HAIIPABJIECHHUE POCTA AKCOHA, MUTPAIINS KIETOK,
IJIMKOIIPOTEHUH KJIETOYHON IIOBEPXHOCTH, PEMOACTUPOBAHUE IITUTOCKEIETA, MOP(POJIOTHUs
BETBJICHUSA ICHIPUTOB;

3. Heiripomeguanyst: aganrep 6enka, G-6€e10K-ClIapeHHBIE PELEITOPDI, JTUT'AH/Ibl HOHHBIX
KAaHAJIOB, PELIEIITOPBI HEHPOMOAY/ISITOPOB, HEHPOMOAY/IATOPHBIN PELEIITOP-
ACCOIIMHNPOBAHHBIN GEIOK, CHHTE3 HEUPOMOAYIITOPOB, PELICIITOP HEMPOMEAUATOPA,
CHUHTE3 MEINATOPA, IPECHHANITUYECKOE BBICBOOOXK/ICHHUE, CTPOUTEIBHBIC OC/IKY,
CEHCOPHBIE PELIEIITOPDI, IEPEHOCYHUK, BOJIBTAK-3ABUCHUMBbIE HOHHBIE KAHAJIbI, MOJYJISITOPD
BOJIBTAK-3aBHCHUMBIX HOHHBIX KAHAJIOB;

4. CUrHajapHbI€ O€JIKH: TNIMKO3WINPOBAHHUE, KWHA3BI, CYOCTPATHI KNHA3bI, PocdaTrasa,
IIPOTEOITTMKAHBI, G-O€JIOK WX MOAY/ISITOP, THPO3UHOBBIIN PELIEIITOP KUHA3DIL, JPYTHE
CUT'HAJIbHBIE MOJIEKYJIBI;

5. lerpaganys: IpOTEACOM-CBA3aHHBIN O€JIOK, yOMKBUTUH-IUTA34;

6. TPAHCKPUIIIHS: IIUPKATHBIE GEJIKH, KO(PaKTOPHI, cBs3biBaHue THK, 6eKu oTBEeTa HA
nospexaenue JTHK, merunupoanue JTHK, perienTop acTporeHa, 6ejaKku
JIEMETWINPOBAHUS IT'HCTOHOB, TOMEOJOMEHOBBIE OE/IKHU, TYPUHOBBIY OOMEH, (paKTOP
TPAHCKPUIIITUH;

7. Tpaucasanusa: pubocomHusble 6enky, csa3piBanue PHK, meta6onusm PHK, crpykrypa PHK;

8. Ipyrue: aHTHOKCHUIAHTBI, PETYJIATOP AApbIKa, ATD, (pepMEHTHI JKUPHBIX KHCIOT, OCIKHA
HMMMYHHO¥ CUCTEMBI, ONOCUHTE3 MEMOPAHBI, OEJIOK-IIEPEHOCYNK MUTOXOHAPUH, 6€JIOK
MHUIIEHb MUTOXOH/IPUI, OKMCJICHUE, IPOCTAITIAHANHBI, HEU3BECTHAA (DYHKITHSL.

Taxkum 06pa3oM, OOIBIIMHCTBO MyTAITUH CTPYKTYpPbl CHHAIICOB, HEMPOMEAUATOPHI,
IIPU AYTU3ME KACAETCSA T€HOB HEUPEKCHUHOB peryaaTropsl Murpanuu u audgdgepeHima-
U HEHPOJUINHOB, KOTOPBIE KOIUPYIOT IIUH KJIETOK [35, 62].

Tenemuxa aymuama (0030p 3apyoexncroit iumepamypot)
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IT'umore3sl NATOrE€HE3A AYTHM3MA

o 2006 roma, xorga ObLIO OTKPBITO
OOJBIIMHCTBO T'€HOB, CYUTAIH, YTO aAy-
TU3M — DPACCTPOMCTBO HENPOMEAUATOP-
HOTO OOMEH4, B YaCTHOCTH, HAPYIICHUA
obmeHa cepoToHUHA. Ceryac id OObsC-
HEHUS ayTHU3Ma IIPEIJIOKEHO JIBE OCHOB-
HBI€ TUIIOTE3bL:

(1) moBelIEHUE BO30OYJIHUMOCTU TI'OJIO-
BHOI'O MO3ra H3-32 HAPYHIEHUS IIPOIEC-
COB BO30YX/JICHHUA/TOPMOKEHUS B CUHAII-
ce [82],

(2) BTOpAA rumnoresa Ha IIEPBOE MECTO
CTaBUT AaHOMAJIBHOE Pa3BUTHE HEHPOHA U
OCOOGEHHO — AaHOMAJIbHOE (POPMUPOBAHUE
cuHamnca [17].

O6e runoTe3bl OObEIUHACT I'OCIO/ICT-
BYIOIIAsl B HACTOSIIEE BPEMS KOPMUKAND-
HO-OUCKOHHEKMUBHAA MOOeNb AYMUIMA
[37], B COOTBETCTBUHM C KOTOPOM aAyTU3M
BO3HUKAECT NU3-32 CHUKCHUS WIH ITOBBIIIIC-
HUSI AKTUBHOCTH (PYHKIITMOHAJIBHBIX CBSI-
3€ U HEUPOHAJIBHON CUHXPOHU3AUU
HEPBHBIX ITyTE€H. DTA AKTUBHOCTb KOppe-
JIUPYET C COIUAIBHBIMH, KOMMYHUKATHUB-
HBIMH, KOTHUTUBHBIMU Y CECHCOMOTOPHBI-
MU HAPYUICHUSIMU.

TI'enemuuecras OCHOBA KOPMUKAILHO-
OUCKOHHEeKMUGHOI mooeau aymuma. B
rnepuoze npoaru@epanumu aKTUBHO (PyHK-
MUOHUPYET KOMILIEKC reHOB mMTOR, koTO-
PBIN PETYIMPYET POCT KIETKH IIPU MHUTO3€
U CUHAIITOreHe3 [17], 94To 1mo3BossieT n3oe-
»KaTh U30BITOYHOI'O POCTA HEHPOHOB U HO-
BOOOpa3oBaHUM. AKTUBHOCTh MTOR mo-
BBILIICHA TPU HEHpopuobpomaTose u Tyde-
po3HoM ckiepose (aeaenuu B NF1, TSC1 u
TSC2). Myraiuu B rene PTEN, KOTOPBIH s1B-
jsieTcss nHakTuBaropom mMTOR, npuBogAT
K CHHAPOMY IraMapTOM-OIIyXOJIU. YKAa3aH-
HBI€ MYTAITUH TAKKE OOHAPYKUBAIOT Y 3/10-
POBBIX IPOOAHOB C ayTU3MoM. CiegoBa-
TeabHO, reH PTEN o6iafgaer pa3Hoi IeHeT-
PaHTHOCTHIO [63].

I'ensr SHANK (SHANK2, SHANK3) ko-
JUPYIOT OCJIKH, IPEICTABICHHBIC HA ITOCT-
CHHAIITUYECKON MEMOpAHE U JCHAPUTAX.
OHHu (OPMHUPYIOT MOHHBIE KAHAJBI, pe-
HENITOPBl HEHPOMEIUATOPOB U JAPYyrue
aneMeHTbl MeMOpansbl [44]. Ha nocrcu-

HAIITUYECKON MEMOPAHE TAKKE PACIIOJIO-
JKE€HBbI IIPOJYKTbI I'€HOB, MyTAallUU KOTO-
PBIX OOHAPYKHUBAIOTCA ITIPpU ayTu3Me: SYN-
GAP1, SHANK?2, SHANK3, NLGN4, NLGN3,
NRXN1, u IL1RAPLI1.

C ayru3MOM U YMCTBEHHOM OTCTAJIOC-
ThIO CBS3aHBI MYTAIIUU B I'€HAX PELEIITO-
pa 'AMK - 171aBHOrO TOPMO3HOTI'O HEM-
poMmenuaTropa B MO3re 4dejnoBeka. Tak,
JoKyCc 15ql11.2-q13 copepXuT TIe€HbI
GABRo5, GABRB3, GABRY3; tokyc 4p14 —
reusl GABRa2, GABRB1, GABRyl,
GABRo4.

I'myramarepruyeckyue CHHAIIChI COAEP-
KaT NMDA, AMPA 1 KauHAaTHBIE PELEITO-
pBL.
SYNGAP1 - ren, Mmyraiguu KOTOPOTO
HEPEIKHU IIPU JOMHUHAHTHON YMCTBEHHOMN
OTCTAJIOCTU  [43] U HEHACIEJCTBEHHOM
aytusme [76]. IIpoaykr SYNGAP1 — Gesox,
axkrusupyromum I'Td-azy, koropas ABJIA-
erca 4acreio penenropa NMDA. NMDA
OCYIIECTBAAET IJIyTraMaT-OIIOCPESOBAH-
HO€ BO30YyXXJIEHHE NOCTCUHANTUYECHCKUX
HEMPOHOB, (POPMHUpPYET MAMATh U ILIAC-
TUYHOCTb CHHAIICOB. SynGAP — Herarus-
HbIHN peryaaTop NMDA. IToBbIIIeHHAs SKC-
npeccust SynGAP yMeHbIIaeT aKTUBHOCTD
GLuR1, cyowpegqununiel AMPA-penerrropa
(AMPAR), BO30YK/IAI0IIETO HOHOTPOIIHO-
I'O pelenTopa rIyramara.

Ha ¢pyskimio NMDA-penenropa Takxke
BiausAeT red IL1IRAPL1. Myranuu B 3TOM re-
HE IIPUBOJAT K HAPYIIEHUIO JIOKATU3AIINH
MAGUK-6€/IKOB, TPOU3BOAHBIX I'eHa PSD-
95 (DLG4), COCTaBJIAIOIIUX PEIEINTOP
NMDA, HOHHBIX KAaHAJIOB U JPYIUX CHI-
HAJIbHBIX OEJIKOB B IIOCTCHHAIITHYECKOM
mem6pane [36, 74]. Beaok IL1RAPL1 6J10-
kupyer PSD-95, cHmxass aKTHBHOCTb
IIOCTCUHAIITUYECKOM MEMOpPAHBI B BO3-
Oyxparomux cuHaricax. PSD-95 B3anmo-
JENCTBYET C HECKOJIBKMMU H3BECTHBIMU
o6enkamu: CASK, SynGAP, GLuRG6 u Hepo-
JIUTUHBI.

Myrauyu GRIK2 BBIABIAIOT IIPU YMCT-
BEHHOM OTCTAJIOCTU U ayru3Me. I'en GRIK?2
konupyer 6e10k GLuRG — cyOobequHHITY
KanHaTHOrO peuentopa (KAR). KAR — uo-
HOTPOIIHBIM pELENnTop IJIyraMara, BO3-
OYKIAIOWIETO HEMPOMENUATOPA, CXOAHBIN
¢ peuerrropamu NMDA 1 AMPA. OH pacrio-
JIOJKE€H B MIIUCTBIX BOJIOKHAX I'MIIITOKAMIIA

T'enemuxa aymuama (0030p 3apy6exrcHoti rumepamypoL)



U yYACTBYET B MEXAHU3MAaX ITIAMATHU U O0Y-
qyeHus [32].

beirok FMRP, xoaupyeMblll TI'€HOM
FMR1, KOTOPBIX HOBPEXKAECH IIPU CUHAPO-
Me X-PparwibHOM XPOMOCOMBI U Y4aCT-
BYET B TPAHUIALMH 6€esika [42]. OH CcTpour,
a 3areM TpaHcrnoprupyer MPHK u3 aapa k
MHUIIEHAM B LIATOIUIa3ME. DTU MHIIEHU
SIBJSIIOTCSL O€JIKaMH, ITOBPEXKIEHHUE KOTO-
PBIX TUIIMYHO JJIS1 AyTU3Ma U YMCTBEHHOM
orcramoctu — PSD-95, DLG1, SHANKI,
DLGAP1-4, Grinl, Grin2b, GluR1, u GluR2
[7]. DTOT 6EM0K TAKAKE YIACTBYET B CUHTE-
3€ JPYTUX OCIKOB, (DyHKIIHA KOTOPBIX HA-
pyiieHa npu ayrusme — SEMA3F, CamKII,
GABRD, ARC, MAP1B, APP.

Cyopeagnauna F'AMK KOaupyeTcs JIOKY-
camu 4p U 15Q, KOTOpPBIE YACTO IIOBPEXKIE-
HBI IpU ayTU3Me. JyIUIMKaysa JJIMHHOTO
wieya 15 xpomocomsl (15q11-q13) Bcrpe-
yaercs y 0,5-3,0% 6OIbHBIX ayTH3MOM [46].
Jenenys U JyIUIMKALA OJHOI'O U3 JIOKYCOB
B 3TOM PETHOHE OTBEYAET 32 PA3BUTHE CHUH-
JpomoB AHresibMaHa U Ilpaaepa-Buwuin —
0062 CUHJpOMA KJIMHUYECKU HPOSBISIOTCA
AYyTU3MOM M YMCTBE€EHHOM OTCTAJIOCTBIO.
DTOT YU4aCTOK COAEPKUT reHbl Tpex 'AMK-
peuenrropoB: GABRa5, GABRB3, GABRY3.
Taroke Ipu ayTu3Me HANJIEHbI MyTAalluU B
peuenropax GABRa2, GABRB1, GABRyl,
GABRo4 B 10Kyce 4p14. B iesiom, 1o gaH-
HbIM S.H. Fatemi 1 cOaBT., KOHIIEHTPAIIUA
MPHK T'AMK-penenropos (GABRo4,
GABRo5 and GABRB1) B roJloBHOM MO3re
OOJIBHBIX AyTU3MOM OBbLIa 3HAYHUTEIBHO
HIDKE, Y€M B KOHTPOJIBHOM rpymnie [31].

Heripomurun NLGN4 u HeEMpEeKCHUH
NRXN1 - O6€eJKku IIOCTCHUHAIITHYECKON
MEMOpPaHBbI, KOTOPBbIE OCYLIECTBIIAIOT CH-
HAIITOI'€HE3 U KJIETOYHYIO aaresuio [38].
IF'enamMu KJIETOYHOM aAre€3uy SBJIAIOTCA
NLGN3 u CNTNAP?2 (2], Kagre pyuHBbI U IIPO-
Tokaarepunsl CDH9 u CDH10 [97]. MyTa-
U IIOCJAEJHUX BbIAB/LUIACH IIPH CUHAPO-
M€ YMCTBEHHO! OTCTAJIOCTU U SIWIEIICUU Y
skeH1inuH (EFMR) [49]. Ten CDH15 kogupyer
OCJIOK Ka/IT€PHH, PACIIOJIOXKEHHBIIN B I'OJIO-
BHOM MO3I'€ Y CKEJIETHBIX MBIIIIAX. Y ITAIIH-
€HTOB C MyTall€H 3TOI'O I'€eHa KIMHUYECKN
OTMEYAECTCSI YMCTBEHHAsI OTCTAJIOCTbh, IIPU
3TOM aJre3uis B TOJIOBHOM MO3T'€ HAPYIIECHA
o6onee yem HA 80% [13].

Hapymenue KOHTPOJIA TPAHCKPHUIIITUU

Tenemuxa aymuama (0030p 3apyoexncroit iumepamypot)
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IIPOUCXOAUT, HAIIPUMEDP, IIPHU CUHIPOME
Perra. 'en MECP2 koaupyeT 6€10K, KOTO-
PBIN ABIAETCA MOAYJIATOPOM TPAHCKPHUII-
MU, IIOJABJIAA WIH aKTUBHUPYA redbl JHK.
AHanorndHou (PyHKIIMEN OO0JIaIaroT Oe-
JOK JARID1C, reH KOTOPOIro pacnojIOXKeH
Ha X-xpomocoMme, 1 AUTS2, ren KoTroporo
pacrioyoxkeH Ha 7 Xpomocome. Boigene-
HHE I'€HOB TPAHCKPUIIIMH — €II€ OTHO Ha-
Y4YHOE HAIIPABJICHUE U3Y4YECHUS ITATOTC€HE-
3a ayru3ma. Oco60€ 3HAYEHHE TAKHE I'€HbI
MIPHUOOPETAIOT B IEPHUOJ CO3PEBAHUS KO-
pbI OOJIBIIOTO MO3ra U MO3Kedka [11]. B
CJIydasax MyTaluil JaHHBIX I'€HOB ayTU3M
COYETAETCA C AMUIENICUEN U YMCTBEHHOM
OTCTAJIOCTBIO.

Myranusa rena PTCHD1 asasercs npu-
49UHOM 3a00j1€BaHuA y 1% IIAIIUEHTOB C
AyTU3MOM. DTOT I'€H KOJHUPYET PELEIITOP
JJIs1 CATHAJIBHBIX MOJIEKYII [73].

COrJ1aCHO KOPTHUKAJIbHO-JUCKOHHEK-
TUBHOM T'HUIIOTE3€, [IPU AyTU3ME HapYIIEe-
HA UHTETPAIMA U PACIIPOCTPAHEHUE dJIe-
KTPUYECKUX CHTHAJIOB U3-32 HENPABUIIb-
HOU (DYHKITUU CJIEIYIONIUX CTPYKTYP:

1. IpecuHanTU4YEeCKUE HEPBHBIE OKOHYA-
HUS — CIHEIHATIN3UPOBAHHBIE B OTHO-
HIEHUHU HEUPOMEIUATOPA;

2. IPECUHAIITUYECKAsA MEMOpaHa — COoAep-
SKUT OBICTPBIE BOJIBTA’K-3ABUCUMBIC HOH-
HbI€ KAHAJIbl U HEMPOMENUATOPHBIE PeE-
HENTOPBI, TPAHCIIOPTEPHI U G-OEIKOBbIE
PELEnTOPhI, MOAYJIUPYIOIIUE HEVMPOME-
JTUATTHIO;

3. CHHAIITU4YEeCKasaA Meab — 0oOpasyercs
[JIUAJTBHBIMHU KJIETKAMU U COJIEPKHUT
a/IT€3UBHBIC MOJICKY/JIbI;

4. aAre3uBHBIE MOJIEKY/Ibl — MOJACPKUBA-
IOT COHEIUATU3AIUIO0 [IPECUHANITHYEC-
KUX OKOHYaHUH B COOTBETCTBHH CO CIIe-
MUATU3AIUEN  ITOCTCHHAIITUYECKUX
OKOHYAHU;

5. CUHAICHI — (POPMUPYIOTCSA Y IMOPHUOHA
B PE3y/IbTATE TCHETUYECKHU JETEPMUPO-
BAaHHBIX MEXAHHU3MOB; B IOCTHATAJIb-
HOM [EPUOJE ITPOUCXOAUT 3aAKpeEIIC-
HUE CHUHAIITUYECKUX CBA3€EU, UX yTOY-
HEHUE U CTA0OMTHU3AIIHS;

6. OCTCHHAIITUYECKAs MeMOpaHa — CO-
CTOUT U3 CTPYKTYPHBIX OCJIKOB U CHUI-
HAJIBHBIX MOJIEKYJI (TUPO3UHKUHA3bl U
¢docdarasml).
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JanpHeuIee HU3y4EeHHE ITUX OEJIKOB
OY€Hb BAKHO C TOYKHU 3pEHUS (PAPMAKOJIO-
I'MM: B3AUMO/ICHICTBYSI C HAPYKHOU MEMOpPa-
HOM KJIETKH, OHHU MOI'YT CTaTh OTIMYHbIMU
MMIIEHAMH /UL JEHUCTBUSA JIEKAPCTBEHHBIX
IIPENapaToB.

CneacTBUEM HAPYHIEHUS UHTETPAITUHU
HEHMPOHOB MU PACHPOCTPAHEHUS UMITYJIb-
COB ABJISIETCS BBICOKAas BO30YIHMOCTH
HEUPOHOB. B pesynbrare HApymaeTcs 06-
padoOTKa CIO0XHOM HMH(pOpPMALMH, CTPA-
JaeT IoBeAeHHE (Pa3BHUBAETCA TPEBOTAQ,
HAPYUIEHO COIIMAJbHOE B3aUMOJEHCT-
BUE).

AyTH3M H 3NWIENICHA

IToBpIIIEHHE BO30YyAUMOCTH HEHPO-
HOB I'OJIOBHOI'O MO3ra SBJISIETCSI CBOECOO-
PAa3HBIM MATOT€HETUYECKUM II€PEKPECT-
KOM MEX/Jy ayTU3MOM M ujIencuen. Ya-
CTOTA IMUJIEIICUU Y OOJIbHBIX ayTU3MOM B
cpegem pgocruraer 30% [24, 88]. Ilpu
3TOM NO MeEpE€ B3POCIAECHUA OOJbHBIX
PHCK 31mrIericuu gocruraer 46% [47]. Cy-
IIECTBYET U OOpaTHAsI B3aUMOCBS3b —
IICUXOJIOTUYECKOE COCTOAHHE YV 32%
OOJIBHBIX C JIMHJIEIICHEH COOTBETCTBYET
JUATHOCTHYECKUM KPHUTEPHAM ayTHU3Ma
[24]. Dnnencusa yanie BCTPEYAeTCA y a-
IMUEHTOB CO CPETHEH WIH TIXKEI0U Pop-
MOM ayTHU3Ma U IBUT'ATEJIbHBIMU HApYIIIE-
HUAMHU [90]. CoyeraHue ayrusmMa U SIIU-
JIETICHUU O4Y€Hb HEOIArONpHUATHO BIHACT
HAa UHTEJUIEKTYaJIbHOE PAa3BUTHE U IMO-
IIMOHAJIBHOE COCTOSIHUE.

PexOMEHIAAIIMM IO I'€HETHIECKOM
JTHATHOCTHKE

IIpu ayTusMme 1eJIeCOOOPa3HO IIPOBO-
IUTb CKPUHUHZ HA HACIe0CMEeHHble 00-
ae3nu oomena (HBO), ipuyeM, IPOBOJUTD
3TO HCCJIEJOBAHUE PEKOMEH/YETCS He-
CKOJIBKO Pa3 IO MEpE B3POCICHUS MAIU-
€HTA, [IOTOMY YTO OTPHUIIATEJbHBIN pe-
3yJIbTAT HE BCEI/la HCKII0YaeT 3200JIeBa-
Hue [92].

I'enemuueckuii ananu3 NOKA3aH MaIU-
€HTAM C ayTU3MOM, OCOOEHHO B Ciy4ae
€ro COYETaAHUs C IIMIIEIICHEN [50].

Junxuposarnue 1O3BOJSIET OOHAPY-
JKUTh U3MEHEHHBIE YUACTKH XPOMOCOMBI Y

OONBHBIX YWIECHOB CEMbBHU IIO CPABHEHHIO
CO 3/IOPOBBIMU POJICTBEHHHUKAMH, Y KOTO-
PBIX TAKUX U3MEHEHUU HET.

Memoo FISH (¢pmoopecuyenmmuan 2uo-
puousayus in situ) UCIOJIB3YETCS 1A 110-
HMCKa OIIPE/EICHHBIX MUKpOaenenui. 13-
32 TPYAOEMKOCTH METOJHUKH MOXKHO HC-
CJIEJOBATh TOJBKO OJHY XPOMOCOMY HWJIH
ee 4yactb. IToaTOMy OONBIIYIO HONYIAP-
HOCTB CEHYAC IPUOOPETAET TEXHHUKA AHA-
JIN3a BCETO I'€HOMA, IIPH KOTOPOH MOKHO
JUATHOCTUPOBATb MUKPOJEJICIINH U JYII-
JIMKAIIUY C BBICOKUM Pa3pPEUICHHUEM U BBI-
SABUTb U3MEHEHU YHUCIa KONUM [57]. Cek-
BEHHUPOBAHUE 1IEJIOTO I'€HOMA IIO-TIIPEXK-
HEMY OCTA€TCs JOBOJBHO JOPOI'OM IIpoILie-
AypO¥, IMO3TOMY MHOIHE I'PYIIIBI CEKBE-
HUPYIOT «<EXOME» (T. €. pa3nu4HbIie OEIOK-
KOJJUPYIOIIHE OOJIACTH T€HOMA) YEJIOBEKA,
COCTABJIAIONIYE MEHee 3% OT BCETO I'€HO-
Ma. [TpuMEHAIOT METOAbl THOPUIN3AIUH
OJIMI'OHYKJIEOTUJ OB, KOTOPBIE IIO3BOJIAIOT
BBIJIEJIUTH U YCUJINUTD IIPAKTHYECKH BCE Ue-
JIOBEYECKHE IK30HBI Cpa3y («<EXOME»).

Kapuomunuposarue — ncciegoBaHue
XPOMOCOM IIOJI MUKPOCKOIIOM — IIOCTE-
IIECHHO YCTYHA4€T MECTO 00JIe€ TOYHBIM
METOJHUKAM, T.K. BBIAB/IAET JIUIIb HEOOJIb-
IIO€ YHCJIO 3200J€BaHUMN. [lake IIPU BbI-
COKOM pa3pemieHUuH MyTalluu MEHee 5
Mb HeIb351 OOHAPYKUTD IPHU KAPUOTHUIIN-
POBaHUM.

Pe3ynbTarbl KapUOTUIHUPOBAHUA U
FISH He uCK/II0YaIoT APYyrue TUIIbl T€HETH-
YECKUX U3MEHEHUI.

IIpoOaeMBbI AMATHOCTHKH AYTH3IMA

I'eHeTHYECKH [JUATHOCTUPOBATH Ay-
THU3M HA IPAKTHUKE CJIOKHO, HECMOTPSA HA
TO, YTO Y2KE€ U3BECTHBI I'€HbI, KOTOPBIE ETO
BBI3BIBAIOT, U IIUPOKO JOCTYIIHBI METO/bI
I'€HETHYECKOU JUATHOCTHUKHU. CylecTByeT
HECKOJIbKO IPUYHH:
1. MHOXECTBO I'€HETHUYECKHUX CUH/PO-
MOB,

2. ITomureHHbIN TUII HACJIECTOBAHUS,

3. BzauMoaercTBue I'¢HOB U BIHUAHUA
OKPYKAIOIIENH CpeAbl HA PA3BUTHUE
MO3ra.

WHBIMHU CJIOBAMH, PA3BUTHE AYTUCTU-
4eCKOoro (peHoTumna 3aBHCUT OT MHOTIHUX

T'enemuxa aymuama (0030p 3apy6exrcHoti rumepamypoL)



I'€HOB, IKCIIPECCUPOBAHHBIX B IIEHTPAJIb-
HOM HepBHOU cucreMme. Ci1egoBaATEIbHO,
4TOOBI MOATBEPAUTh T€HETUYECKYIO IIPH-
poay ayru3Ma y IIallMEHTa HEOOXOJAUMO
JBA yCJIOBUs: 1) Bpad JOJ/DKEH OBITh 3Ha-
KOM C BApHUAHTAMH I'€HETHYECKHUX MYTa-
UM IIPU AyTU3ME, 2) T€HEeTU4eCKasA Jua-
THOCTHUKA IS BBIABJIEHUS ITHUX TI'€HOB
JO/DKHA OBITh MAaTEPUATBHO JOCTYITHOM
JUIA CEMbU I1AITUEHTA.

7151 TOTO, 9TOOBI Bpa4d OPUEHTHPOBAJICH
B '€HETHKE ayTHU3Ma4, HEOOXOJHUMO CO3aTh
JUATHOCTUYECKUN AJITOPUTM, IIPU KOTO-
POM OIIpeIETI€HHbIE OCOOEHHOCTH (PEHO-
THIIA KOPPETUPOBAIN OBl CO crienudpuyec-
KHUMH I'eHaMu. Takoro ajaropurMa roka He
CYILIECTBYET.

B ¢BA3U C 9TUM MHTEPECHO HAIIPABJIE-
HHE B COBPEMEHHBIX UCCJIEJOBAHUAX — CO-
OTHECEHHE I'€HOTUIIA U (DEHOTHUIIA AYTU3-
Ma, CO3jaHNE (PEHOTHUITMNYECKUX I'PYIIII 3a-

buomuorpadus
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o6oneBaHusA. O4E€Hb CJIOKHO OIPEAECINUTh
3HAO0(PEHOTUIIBI AYTU3MA, IOTOMY YTO /I
3TOT'O HYKHA YE€TKAA KIACCU(PUKAIUA T10-
BE€ACHHUSA U MBIIUICHUS, a4 TAKXKE yYeT
BHEIIHUX (PAKTOPOB, HAIIPUMEDP, MOJIEIb
BocnuTaHuA. [Toka He pa3paboTaHbI Kaye-
CTBEHHBIE OHOJOTHYECKHE MAPKEPHI, KO-
TOpPBIE MOTYT HA/ICKHO KJIACCUPUITUPO-
BaTh '€HETUYECKHU OJJHOPOJHBIE TUIIBI Ay-
TU3MA.

Takke, B HACTOSAIIEE BpEMS HE CYIIECT-
BYET T€HETUUYECKOI'O aHaIN3a, KOTOPBII
JIOCTOBEPHO MOT ObI JUATHOCTUPOBATH AY-
THU3M.

TakuM 00pa3oM, FEHETUYECKAsI IPUPO-
Jla ayTu3Ma SIBJSIETCA JOKA3aHHBIM (PaK-
TOM. OJJHAKO HEOOXOJAHUMBI JTAJTIbHEHUNIINE
HUCCJIEIOBAHUSA, KOTOPBIE IIO3BOJIST COEIU-
HUTDH HAIITH OOTaThI€ TEOPETUUYECKUE 3HA-
HUSI 110 TEHETHKE ayTU3Ma C KJIMHUYECKON
MPAKTUKOU U OITUMU3HUPYIOT JUATHOCTU-

KY.
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Anexcanap IOpsesnmua Epmaxkos

14 asrycra 2013 roga ymena M3 XKHU3HU
Anekcanjap IOpweBudy EpMakoB — U3BECTHBIN
JETCKUH HEBPOJIOT, 3MMWJIENTOJIOr, KaHAuIaT
MEJUIIMHCKUX HAYK, BEAYIIWUI HAY4YHBIA CO-
TPYAHUK OTHENA INCUXOHEBPOJOIUHU U SIIU-
JenToaoruu Mockosckoro HMM neguaTpuu v
JIETCKON XUPYPTrUH, COTPYTHUK METUITUHCKO-
ro uenrtpa «Hespo-men».

Anexkcanap EpmaxkoB okoHuma II MOCKOB-
CKMI OopjeHa JIeHnHA roCyJapCTBEHHbBINA MEIH-
OUHCKUIN UHCTUTYT uMeHu H.H. Iluporosa B
1987 rogy. IIpouien opaguHATYPY IO HEBPOJIO-
rud B JIKB Ne 1 r. MockBbl (MOPO30BCKOH 60J1b-
HU11e). Pa6oTan BpadyoM-HEBPOJIOTOM B PAYIOH-
HOH IMOJHUK/INHHKE B TEYEHUE 3 JIET, 3ATEM CTA
HAy4YHBIM COTPYIHUKOM B MHHH ntegpaTpyuu u
JETCKON XMPYPIrun. 3aIMUTHI KaHIHUJATCKYIO
JHCCEPTAIMIO IO TIpobaeme nuddepeHIain-
HOU JIMATHOCTUKHU CUHJpoMa Becra (uH(paH-
TWIBHBIX Cl1a3MOB). A.JO. EpMakoB — aBTOp 60-
smee 60 meyaTHbIX PaGoT, PYyKOBOJUTEIb 5 3a-
IUIEHHBIX KAHAUAATCKUX JUCCEPTALIUN B O0-
JIACTU SIWIEIITOJOTNU. JIEKTOp M AKTHUBHBIN
YVYACTHUK MHOTHUX KPYIIHBIX POCCHUHCKHUX H
MEXKTYHAPOJHBIX CHUMIIO3UYMOB, KOH(EPEH-
M, KOHI'PECCOB U ChE3N0B, YYACTHUK MEXKIY-
HAPOAHBIX UCCJIEAOBAHUM B COTPYIHUYECTBE C
BEAYIIHNMH €EBPOIIEUCKUMH KIMHUKAMH I10 Pa3-
JIMYHBIM ACIIEKTAM SITHICIICUH.

bonee 25 ner A.JO. EpMaKoOB IOCBATWI Bpa-
4eOHOM, HAYYHOH U IE€IAarOTHYeCKOH padboTe, U
OCHOBHBIM HAIIPABJIECHUEM €r0 HAy4YHOH H
IIPAKTHYECKOM PaOGOTHI OBLIO JIECYEHUE SITHJICII-
cuny geren. OH CTajl OJHHUM K3 JIYYIINX CIIEIH-
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AJIMCTOB B 001ACTH JETCKOM AIMJIEITOJTOTHUH.

Korer Bcerya nopakajv €ro ryoboKue 3Ha-
HUS HE TOJBKO B CBOEH CIIEITUAIBHOCTH, HO B
Pa3/IMYHBIX OOIACTAX UICTOPHUH, TUTEPATYPBL OH
006121271 IIPEKPACHOH, PEAKOM MTAMSITBIO, PA3HO-
CTOPOHHUMM 3HAHUSIMH, ObLT UHTEPECHBIM CO-
oeceqHUKOM. Astekcasip FOpbeBUY ObUT BETUKO-
JIETIHBIM, OJIMCTATEIBHBIM BPA4yOM, BCEITIA YMEIO-
UM TI0A0OPATh TOOPHIE CIOBA 11 CBOMX Ma-
JICHBKHX ITAIIUEHTOB U X POAUTEICH; HUKOITIA 1
HUKOMY HE OTKA3bIBAIOIINM B [IOMOIIIH.

B Teuenune muorux et Anexkcanap IOpbe-
BUY ObUI HAYYHBIM PEAAKTOPOM U HOCTOSIH-
HBIM aBTOPOM JKypHa/Ia «BEeCTHUK AIHIENTO-
Jorun». Kak HAy4HOI'oO peJaKTopa €ro OTinda-
JIM SHIUKJIONEAUYECKUE 3HAHUSA, TOYHOCTh U
ITYHKTYaJIbHOCTb.

OH Bceraa oaxoauI K paboTe OTBETCTBEH-
HO, HE(POPMATBHO; BO BCEM CTPEMUJICA [1O-
CTHYb SICHOCTH, COBEPIICHCTBA, HAUTH €JUH-
CTBEHHO BEPHOE PEMICHHE — 3TO KACATIOCh KaK
HAy4YHOM, TaK U IIPAKTUYECKOHN €A TETbHOCTHU.

Anexkcanap Epmakos He JoOXWI 10 49 Jer.
OH ODPOKUI KOPOTKYIO, HO IPKYIO U HACBIIICH-
HYIO >KH3Hb YYEHOTO, OCTABHB IIOCJIE CEOs
MHO’KECTBO HAYYHBIX TPYAOB, IIaMATh U OJa-
IrOJAPHOCTD KOJUIET U ITAIIEHTOB.

Bce merckue HEBPOIIOTH 3HAINU AJIEKCAH/I-
pa FOpwseBuya. TpygHO IIpEACTaBUTD CEOE, UTO
YK€ HE YBUJMIIb KOJUIETY U Jpyra Ha KOHQe-
PEHIMAX, KIMHUYECKUX Pa3dopax, B KOMaH-
JUPOBKax. CBeT/Iad €My IaMATh!

Peoxonnezusn Pycckoz0 scypHana
0emcKol Heeporozuu

Cmpanunbl namsamu



PYCCKUM KYPHAJI JETCKOW HEBPOJIOT'TU

TIOBBIINEHUE KBAJTM®UKAIIM

VYBAKAEMBIE KOJUIETH!

MsI 61aroJapuUM BCEX, KTO IIPHC/IAI OTBETHI Ha BOIIPOCHI TECTOBOI'O KOHTPOJIS, OIyGIMKOBAHHBIC B IIPEABIAYIIEM HOMEPE HAIIero xypHaia. Te,
KTO OTBETHJI IIPABIJIBHO HA GOJIBIIYIO YACTh BOIIPOCOB, CMOTYT PETY/ISIPHO MOIYYATh HAII KypPHAI 6ECIUIATHO.

IIpaBUIBHBIE OTBETHI HA BOIIPOCHI TECTOBOT'O KOHTPOJIS, OITYOJIMKOBAHHBIC B IIPOIIIOM HOMEpeE >KypHaIa (PyCCKHI )KypHaI JETCKOIH HEBPO-

gorum: T. VIIL BeIIL 2, 2013, cTp. 47):
1b1ii BOompoc — OTBeT4; 20 BOHmpPOC — OTBET 1;

5b1i1 BOompoc — OTBET 1;  6o¥ Bompoc — OTBeET 1;

3mii BOIPOC — OTBET 5; 4bIf BOIPOC — OTBET 5;

7oi Bompoc — OTBeT 4; 8o0M BOMpPOC — OTBET 3.

CCI‘OILHH MbI BHOBbB IIPpE€yIAara€M BaM IIPOBEPHUTH CBOU 3HAHUA U OTBETUTD HA IIPEAIOKEHHBIEC BOIIPOCHI. OTBETHI npncmnaﬁTe B PE€JAKIIHIO 11O

noure win E-mail: RICN@epileptologist.ru, center@epileptologist.ru.

HCpBbIe IIATH Bpaqeﬂ, IIPUC/TIABHINX IIPABUIBHBIC OTBCTHI, II0JIy9aT BO3MOKHOCTb O(bOpMI/ITb GCCHHQTHYIO IIOAITHUCKY Ha <<PYCCKI/Iﬁ JKypHaJI

JIETCKOH HEBPOJIOTHM>.

HpaBI/IJIbeIC OTBETBIL 6YHYT OHY6JII/IKOB9.H])I B CJIEAYIOEM HOMEPE XKypHaJIa.

TECTOBBIN KOHTPOJIb

Bei0epure OOUH NMPABWILHBINA OTBET

1. IIpM reHETHYECKOM AHAIHM3E BBIABICHA
TpHcoMHA 21 XpOoMOCOMBI. YKAXKHTE XapaKIep-
HBIC H3MCHCHMA I'OJIOBHOI'O MO3I'da MAIMCHTOB C
THM CHHAPOMOM:

1. Mukpouedanusa

2. Makpouedanusa

3. Ckadouedanus

4. T'uapounedanus

5. YMEHBIIECHUE KOJINYECTBA U3BUINH

6. YMeHbIIleHHE pPa3dMepa JIOOHBIX JOIek

7. YBeIMueHue KOJINYEeCTBA U3BUINH

(TIOTUMUKPOTUPHUA)
8. BO3MOXXHO YILIOIIEHUE 3ATBIOYHBIX J1OJIEH
9. BepHo: 1,5,6,8
10. BepHo: 2,3,4,7

2. Kaxue M3MEHEHHA I'OJIOBHOIO0 MO3ra He
XApPaAKTEPHBI JIfA NMAIMEHTOB C Tpucomuen 21
XPOMOCOMBI:

1. Mukpouedanusa

2. Makpouedanusa

3. VMEeHBIIEHUE KOJINYECTBA U3BUINH

4. VMEeHbIIIEHUE pa3MepPa JIOOHBIX T0JIEH

5. VBemmuyeHue KOJIM4YeCTBa U3BUINH

(TIOTUMUKPOTUPHUA)

6. BO3MOKHO YIUIOIIEHUE 3AThIIOYHBIX TOJICH

7. BepHo: 2,5

8. Bepno: 1,3

3.Ha3zoBHUTE CHHAPOM, B OCHOBE KOTOPOIO —
TprucomMusa 21 XxpomMocoMBI:

1. Cungpom TepHepa.

2. Cunapowm Kisitngenvrepa

3. Cungpom JayHa

4. CHHAPOM JIOMKOH X-XpOMOCOMBI

5. Cunapom Perie

6. TyGepO3HBIIt CKIEPO3

4. Kax Ha3bIBA€TCA BAPHAHT KpaHHO-

CTE€HO03a, HPH KOTOPOM NPOHMCXOAHUT PAHHEE
3AKPBITHE CATHTTAIBHOI'O IIBA:

TecTOBBII KOHTPOJIbL

1. Ckadouedanus

2. Bpaxuniedanus

3. Ilnaruonedanus
4. Tpuronouedanius

5. Kakoi BapMaHT KPAHHMOCTEHO3A BCTIpE-
gaerca HamGonee Iacro?

1. Ckadoriedanus

2. bpaxunedanus

3. ITnarnouedanus

4. Tpuronouedanius

6. Kax Ha3BIBAETCA BAPHAHT KPAHHO-
CT€HO032a, MPH KOTOPOM IPOMCXOITHT MPeEKAe-
BPEMEHHOE 3AKPHITHE METONMMIECKOro (JIOOHOI0)
mBa. JaHHBIA THII KPAHHOCTEHO3A BCTPEIACTCA
npumepHo B 10% cayuaeB M3 BCceX BapHaAHTOB
KpaHuocTeHo3a. B mepeBoje C rpedeckoro,
OyKBAIBHO <«IPEYrOJIbHAsA roJIOBa» (roIoBa B
dopme xamau wiv Kuis)?

1. Ckadouedanus

2. Bpaxunedanus

3. Ilnaruonedanus

4. Tpuronouedanius

7. Kak Ha3bIBA€TCA CHHOCTO3 KOPOHAPHOI'O
mBa? 10 BTOPOH IO YACTOTE THII KPAHHOCTEHO3A:

1. Ckadoriedanus

2. bpaxunedanus

3. JIo6Has 11aruoueanns

4. 3aTpUIOYHAs IUIaruoLeaIna

5. Tpuronouedanus

8. Kax Ha3BIBA€TCA PA3HOBHIHOCTH KPAHHO-
CTEHO032a, OTINYAIOIIAACA BHICOKMM OTHOILIEHHEM
IMOKA3ATENA HAUOOABUIEH IMIMPHHBI FOJIOBBI K
HAMOCOAbINEM JINHE:

1. Ckadouedanus

2. Bpaxunedanus

3. JJo6Has iaruoledarus

4. 3aTpUIOYHAs TUTATHOIIEe(PATHA

5. Tpuronouedanus
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TPEBOBAHUA 1)1 ABTOPOB

CraThy JO/DKHBI IMETh BU3Y HAYYHOT'O PYKOBOJUTE/ISI M COIIPOBOAUTEIBHOE ITICHMO PYKOBOJICTBA YUPEKACHIUS B PEJAKIIHIO SKyPHAIA.

CraThs JOKHA OBITH pACIIedaTaHa Ha OHOM CTOPOHeE HcTa 6ymaru mpudrom tamna Times kersrem 14 yepes 1,5 uHTEpBaa, MIHUPH-
Ha N0JIA CIeBa — 4 cM, cupasa — 1 cm, cBepxy — 1,5 cm, cHu3y — 1 cm.

O6513aTETBHO MPUCHUIATD JIEKTPOHHYIO BEPCHUIO CTATHH, IIOATOTOBICHHYIO B pegakrope WinWord (dpopmat daitra — *.doc, *.rtf),
HOCHUTEIb — CM. II. 12. Pacnieyarka JO/DKHA GbITh UJEHTUYHA JIEKTPOHHOMY BAPHUAHTY. DJICKTPOHHASI BEPCHS MOKET OBITH IIepea-
Ha Ha HOCHTEJIE — KOMHakKT-gucku CD-R, CD-RW, a Takke BbIcaaHa 1o E-mail:epineuro@ya.ru; neurokafedra@mtu-net.ru; cen-
ter@epileptologist.ru.

O6bEM OPUTHHAJIBHBIX CTATEH M JIEKIIMH, BKIIOYAs TAGIUIbI, PUCYHKH, OMGIHOTrpadpUIeCcKUIi CIIUCOK U PE3IOME, HE JIOJIKEH IIPEBbI-
marsp 15 cTp., 0630pHBIX cTaTeil — 20 cTp. Bce cTaThul M PUCYHKH JOJIKHBI ObITH IIPEACTABICHBI B IBYX dK3eMIULIpax. O0beM OTHECIb-
HBIX COOOIIEHUH U 3aMETOK He JIOJDKEH IIPEBBIMATD 7 CTP.

B Hauase 1-¥1 CTpaHUIBI HOCIEAOBATEIBHO YKA3bIBAIOT MHUINAIB! H (PAMIUINY ABTOPOB, HA3BAHHE CTATHHY, YIPEKACHUE, TOPO.

OpUTHHAIBHAS CTATDS JOJDKHA COCTOSITh U3 KPATKOI'O BBEJICHUS, XaPAKTEPHUCTUKHA COGCTBEHHOI'O MATEPHAJIA U METOJUK HCCIIEIO-
BaHUsI, PE3Y/IBTATOB, UX OOCYKICHHSI, BBIBOAOB, GNOIHOrpaMueCcKoro cnucka. bubanorpagudeckue CCbUIKU B TEKCTE CTAThU IIPU-
BOJSIT B KBIPATHBIX CKOOKAX C HOMEPAMH B COOTBETCTBHH C 6UOINOTPA(PUIECKHUM CIICKOM.

Bu6imorpadudecKuil CIUCOK IPUBOAUTCS B KOHIIE CTAThH, OH JIOJDKEH OBITh IPEJCTABICH B COOTBETCTBUH C AeicTBYonum 'OC-
Tom U pacriedaTaH Ha OTAEAbHOM JIMCTE. ICTOYHUKY IPUBOIAT C YKa3aHUEM B AI(PaBUTHOM NOPsAKE (DaMIINI ¥ HHUITUAJIOB BCEX
ABTOPOB, CHAYAJIA OT€UYECTBEHHBIX, 3AT€M HHOCTPAHHBIX, IIOJTHOTO HA3BAHUS CTATHU, HA3BAHUS HCTOYHHKA, IJI€ HATIEYATAHA CTATHS,
TOM, HOMEp, CTPaHUIIBI (OT U JJO) WIH IIOJIHOE Ha3BaHHE KHUTH, MECTO, 'O/l U3JAHUA U YUCIO CTPpaHULl. PaMIUINN HHOCTPAHHBIX aB-
TOPOB, HA3BAHHUE U BBIXOJHBIC JAHHBIE UX PA0OT MPHUBOAIT B OPUTHHAIBHOM TPaHCKpUNIUN. OIHCAHHAE KAKJIOTO HUCTOYHHKA
JOJDKHO HAYUHATHCS C HOBOH CTPOKH.

K KaKJ011 CTaThE NIPHIATaIOT pe3IoMe 06beMOM 10 1/2 crpaHulisl (15 CTPOK), HAIIEYATAHHOE HA OT/IE/IBHOM JIMCTE, B KOTOPOM JIO-
CTATOYHO MOJIHO JOJDKHA OBITh OTPAKEHA CYTh U371ara€MOI'0 BOIIPOCA, METO/IMKA UCC/IEIOBAHUS, MaTEPHUa PAOOTHI U €€ PE3yIbTa-
TBI C YKa3aHUEM Ha3BaHUS PAGOTHI, (PaMIINK U UHUIIUAIOB aBTOPOB. [Tocyie pe3ioMe YKa3bIBAIOTCA KII0UYeBbIe ¢10Ba (70 10 c/10B 1
CJIOBOCOYETAHU).

CraThbsl JO/DKHA OBITH HOAIIMCAHA BCEMU aBTOPAMH C yKazaHueM (haMUINH, UMEHH U OTYECTBA, HOMepa TesiehOHa, IIOYTOBOTO aJpe-
€a 1, B 00SI32TE/IBHOM IOPSIZIKE, A/IPECa JIEKTPOHHOM OYTHI KAJKIOTO aBTOPA.

CraThsl JOJDKHA OBITH TIIATEIBHO BBIBEPEHA aBTOPOM. COKpAIEHHUE CJIOB, UMEH, HA3BAHU (KPOME OOIICTIPUHATHIX COKPAIECHUI
0603HaYEHU (PU3NIECKUX, XUMHYECKUX U MATEMATHYECKUX BEJIMYUH U TEPMUHOB) HE IONTYCKAETCA. B CTaThAX ClIelyeT HCIIOIb30-
BaThb €JMHULIBI MeKyHapoaHOM cucteMmbl (CH). CrieuagabHbIE TEPMUHBI CJI€IyEeT IPUBOJAUTD B PyCCKOM TPAHCKPHUIIITUH.

I'paduky, pUCYHKH ¥ AUATPAMMBI JOJLKHBI OBITh YETKUMH, (poTOorpapmm — KOHTPACTHBIMU. Pa3zmMep puCyHKOB — He MeHee 9 X 12
CcM U He 6071€ee 13 x 18 cM.

IToApPHUCYHOYHBIE TOAIINCH HEOOGXOUMO MPETOCTABISITh OOA3aTE/IbHO HA OTJEIBbHOM JIMCTE. B HUX yKa3bIBAIOT HOMEP PHCYHKA,
00O'BSICHEHHE 3HAYEHHUS BCEX OCEI, KPUBBIX, OYKB, IM(P U APYTUX YCIOBHBIX 0603HA4YEHHUI. B mogmcax kK MUKpodoTorpadusam yKa-
3BIBAIOT YBEJIMYECHHE OKYJIIPA U OOBEKTHBA, METO/T OKPACKU (MJIX UMIIPETHAIIMH) CPE30B.

MecTo, I7Ie B TEKCTE JJO/DKEH GBITh IIOMEIIEH PUCYHOK WIH Ta6INUIA, CJIEAYET OTMETHUTH IIPSIMOYT'OJIBHHUKOM B JIEBOM I10JIE; B HEM CTa-
BSIT HOMEP PHUCYHKA WIH TAGIUIBI. B 3JIEKTPOHHOM BEPCHH TAKXKE HEOOXOIMMO YKa3aTh MECTO, KyZla B TEKCTE JIOJDKEH OBbITh IIOMe-
I[€H PUCYHOK WX TAGIHIA (BBIJEJIECHUEM CCBUIKH Ha COOTBETCTBYIONHUI PUCYHOK WIIM TAOIUITY JKHPHBIM IPUEPTOM).

TpeOoBaHUS K PUCYHKAM, IPEJOCTABICHHBIM HA MATHUTHBIX HOCUTEIIIX.

dopmMmar ¢arina pucynka — TIFF (*.tif). Pazpemenue — He meHee 300 dpi. Ucnnonb3oBanue cxatus JPEG 1O0IIyCTUMO B OTAETBHBIX
CITydasix (110 COTJIACOBAHUIO C PEJAKIINEI). PUCYHOK TO/KEH GBITh OOpE3aH IO KPasiM U300Pa’KEHUS U HE UMETh ITyCTHIX mosieil. Ha-
3BaHMeE (pariia JO/HKHO COOTBETCTBOBATh HOMEPY U HA3BAHUIO PUCYHKA.

BrrroueHne pucyHKa B (parin JokymeHTa Word JOTyCTHUMO B OT/JIEC/IBHBIX CIYYasX, TOJIBKO IIPH YCIOBUHU IIPWIOKEHUS OTAEIBHOIO
¢ariia 3TOro pUCyHKa WIM €r0 OPUTHHAIA.

PeaKifist OCTaB/sieT 32 COO0I MPABO COKPAIATH U PEAAKTHPOBATD CTATHY M W/UTIOCTPATUBHBIN MaTeprasL. CTATbH HE BO3BPAIIAIOTCS.

Ilnara ¢ aCIUPAHTOB 32 ITYGIMKALIMIO PYKOIIHCEI HE B3UMAETCSL.

Tpe6oBaHUs JIIs1 AaBTOPOB



OnutenbHas
cTtabunbHaa pemMmuccusa
Ha BceX 3Tanax Xu3Hu'

AdchekTMBHOCTL NpU BCex chopmax anunencum
y B3pOC/bIX, MOAPOCTKOB U geTen3

YHuKanbHas popma B rpaHynax*

Ypo6HbIK npuem — 1 pa3 B AeHb*

HenakuH® XpoHoccpepa™ 1000
BasibnpoeBas Kucnota

rpaHysbl MPOSIOHTMPOBAHHOIO ﬂel?lCTBMH
ONA Npuema BHYTpb

HenakuH® XpoHoctepa™ 750 My
BasibnpoeBaA KucnoTa
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250 mr
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Vol Henakun® XpoHocdepa™
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'
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1
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EMAKWUH® XPOHOC®EPA™.
paTKas MHCTPYKLMSA N0 NPUMEHEHWIO

JENAKWH® XPOHOC®EPA™. MEXYHAPOJHOE HEMATEHTOBAHHOE HA3BAHUE: sanbnpoesas kycnora. JEMCTBYHOLLEE BELECTBO: sansnpoat Hatpus, Banbnpoesas kucnota. IEKAPCTBEHHASAL ®OPMA: rpatynbl
MPONOHrMpoBanHoro aeiicTans 100 mr, 250 mr, 500 mr, 750 mr, 1000 mr. PAPMAKOAUHAMWYECKWE CBOWUCTBA: npotBoanunentuyecknit npenapar. Mpossnser ﬂpomaoenmnenmuecx#m aKTUBHOCTb NPY PA3ANYHbIX TUNAX 3NUNENCHIA.
(OCHOBHOI MexaH3m eicTBIS, N0-BUAUMOMY, CBA3aH C BO3AENCTBIEM BanbnpoeBoit Kucnotel Ha TAMK-3pru4eckyto cucTemy: NoBbILIAETCS COAepXaHne ramma-aMuHomacnsHoi kncnotel (TAMK) B ueHTpansHoit HepsHoit cucteme (LHC) n
akTusupyetcs FAMK-aprudeckas nepesaya. MOKA3AHUSA K IPUMEHEHUHD. Y B3pocnbix: B ka4eCTBE MOHOTEPANWYM UV B KOMOUHALMY C APYTVMIA NPOTMBO3NMAENTUYECKIMI CPEACTBAMY AN IEYEHINS TEHEPANN30BAHHBIX 1 NApLMANbHbIX
INUNENTUYECKIX NPUCTYNOB. JleueHne 1 npodunakTka 6unonsipHbix adexTUBHbIX PacCTPOMCTB. Y TPyAHbIX AeTeil (Ha4nHas ¢ 6-ro Mecsia Xn3Hu) 1 eTeit: B ka4eCTBE MOHOTEPANUY Uin B KOMOMHALMIA C APYTAMIA POTUBO3NNAENTNYECKUMM
CpeACTBaMI ANS NEYeHNs reHepani3oBaHHbIX 1 NapuuanbHbIX 3MANENTYECKUX NpUcTynoB. MpotunakTuka cyaopor npu BbICOKoI Temnepatype B cny4ae HeobxogumocTv. MPOTUBOMOKA3AHUSA: noBbileHHas 4yBCTBUTENLHOCTD K
BaNbNpoary Ui k KakoMy-nn6o U3 KOMNOHEHTOB NeKAPCTBEHHOrO Npenapara; AETCKMiA BO3pacT 0 6 MeCSUEB; OCTPbIA renaTuT; XPOHUYECKIN TenaTuT; Cnyyau TSHKENOrO renatuta y nauneHTa Uan B ero cemMeiiHoM aHamHe3e, 0C00eHHO
BbI3BaHHbIE NEKaPCTBEHHbIMU NPENapaTami, a Takxke THXenble Hap%LI.IeHVIﬂ EbﬁHKLLVW\ MeYeHI N NOLXKENYA04HON XeNne3bl; NophUpUs; reMopparu4eckuil Auares, TPOMOOLNTONERIS; KOMOUHALWS C MeDOXNHOM, KOMBUHALNS CO 3BEPOBOEM;
He PeKOMeHYeTCs NPUMEHATL B KOMOUHaLWN ¢ namoTpumxuHom. GNOCOB MPUMEHEHNSA U A03bl. HavanbHas cyTo4Has jo3a cocTasnser 06bi4Ho 10—15 Mr/kr Maccel Tena, 3aTeM ee NoBbilatoT Ha 5—10 Mr/kr B HeZento 40 AOCTUXKEHNS
ONTUMANbHOM A03bl. CpeaHas cyTo4Han f03a cocTasnfet 20—30 Mr/kr maccel Tena. CpeaHas CyTouHas 403a: ANA TPYAHbLIX AeTeit (Ha4uHas ¢ 6-ro Mecaua xustu) n Aeteit — 30 Mr/Kr Macchl Tena B CyTKu; NS NOAPOCTKOB — 25 MI/KT Maccl
Tena; ANs B3pocnbix — 20 Mr/Kr Maccl Tena. CyTouHYI0 103y PEKOMEHAYETCS NPUHUMATh B 1 WA 2 nprema, NPeAN0HTUTENbHO BO BPEMS npuema nuii. MNpenapat [enakui® XpoHocdepa™ AoKeH HACkINATbCS Ha NOBEPXHOCTL MATKO NULLM
AW HANWTKA XONOLHOM WA KOMHATHOI TEMNeparypsl (MOrypT, anenbCUHoBbIN COK, (hpykToBOE Mope 1 T.4.). Mpenapat [enaknk® XpoHochepa™ Henb3s NPUMEHSTb C ropsHeil NILLel Nn HanuTKamu (TakinmMu Kak cynbl, Kode, Hait 1 1.4.).
Mpenapat [enakinH® XpoHocdepa™ Henb3s HackinaTb B 6yTbIN0YKY C COCKON, Tak Kak rpaHynbl MoryT 3a6ute oteepcTye cocki. NOBOYHBIE AEUCTBUSA: atakcus; COCTOSHISA CNYTaHHOCTY CO3HAHNA U KOHBYALCII; U30AMPOBAHHbIE CyYall
00paTMMOro NapkHCOHN3Ma; roN0BHAA 60Mb, IETKII NOCTYPanbHbIi TPEMOP ¥ COHNNBOCTb; CNYyYan NAaHKPeaT!Ta; HapyLeHne (YHKLMN NeYeHi, 40303aB1CHMas TPOMOOLNTONEHINS; KOXHAS CbiMb, KPaNUBHULA; TEPATOTEHHBIN PUCK; BbINAZEHNE
BONOC, PeAiKMe COOBLIEHNS O NOTEPe CyXa. Y HEKOTOPbIX NAUMEHTOB B Ha4ane NeyeHns 4acto Pa3BUBAKOTCS raCTPOMHTECTUHANbHbIE HAPYLWEHNS (TOLWHOTA, PBOTA, racTpanrus, Auapes), HO OHW 00bIYHO NPOXOAST 663 OTMEHbI TEpanum
npenapatom B TE4EHNE HECKONbKIX AHel. B 0TAENbHbIX CNly4asx (< 0,01%) Gbinu OnMCaHbl TOKCUHECKHIA 3NWAEPManbHblit HEKPONU, CUHAPOM BTMBEHca—,ﬂMOHCOHa, MynbTudopmHas aputema. @OPMA BbIMYCKA: rpatynbl npoNoHrpoBaxHo-
ro fenctans no 100 mr, 250 mr, 500 mr, 750 mr v 1000 Mr B nakeTkax 3 TpexcnoitHoro komnnekca B konudectae 30 uan 50 wryk. YCJIOBUA XPAHEHUS: xpahuTh B HejoCTynHOM ANs AeTel MecTe Npu TemnepaTtype He Boilwe 25°C, He
oxnaxnarb v He 3amopaxusatb. Cnucok 5. CPOK FOJHOCTW: 2 rona. YCJIOBUA OTNYCKA U3 ANTEK: no peuenty. C nnnpuﬁvuuv'l m@u MaLueil 0 npenapaTe MOXHO 03HAKOMUTbCA B MHCTPYKLMM IO NPUMEHEHHUID.

'A. G. Marson et al. The SANAD study. Lancet 2007;369:1016—26. 2JTe4eHie hokanbHbIx 3nUAENCHii, ponb BaNnbnpoesoil KnenoTel ([enakuta®). 3aknoyeHue akcneptHoro coeta. Meanarpus, 2010/ Tom 89/ Ne2. 3NICE (National Institute of Clinical
Excellence) Clinical guideline 20, 2004 . *[lenakuH® XpoHocdepa™. MHCTpyKumst no npuMeHeHmto. Per.Homep ﬂ8P7005197/087030708.

SA N O F I Mpeactasutensctao AQ «CaHotu-aseHTuc rpyn» (Opaxums). 125009, Mocksa, yn. Teepckas, 22.
J Ten.: (495) 721-14-00. dakc: (495) 721-14-11. www.sanofi-aventis.ru. RU.VPA.12.12.08
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