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IIpeocmaener nOOPOOHBLLL 030D AumepamypoL u COOCMEEHHBEX OAHHBIX, NOCEAUCHHBIIL INUNCNCUL CMUOKTIOHU-
yecKu-acmamuieckumu npucmynamu (curopom ose). A6mopo. paccmampusarom ucmopuro u3yieHus 3aooneea-
HUSA, €20 PACNPOCPAHEHHOCHIb, IMUONOUIO U PO 2eHeMUMEeCKUX PaKmopos, KiuHuweckue npoaaIeHus, 6Kuoudas
OCHOBHbIE MUNBL NPUCHIYNOB, OUAZHOCIMUYECKUe Kpumepuu u HO30102udecKasn cneyuduinocms curnopoma. Ipeo-
cmaenenst ocooenHocmu S3I" u usmeneHus npu Helposusyanruavuu. OnUcarnsl Mmaxdice noo0xXoosl K ougdgheperiyu-
anvHOMY OUAZHO3Y, JleueHue 1 NPoeHO3 3a00Ne6aAHUA.

Kn1oueguwte cnoéa: dnuiencus ¢ MUOKIOHUUECKU-ACMAmMUYecKuUMu npucmynamu, curopom ose, 3muosno-
2Us, KIuHuuecKue npoaeienus, ieueHue.

The authors proposed a detailed review of literature devoted to myoclonic astatic epilepsy (Doose syndrome). The
authors describe the bistory of study of myoclonic astatic epilepsy, its prevalence, etiology and the role of genetic factors,
clinical pictures, including the main type of seizures, diagnostic criteria and nosology. The characteristics of EEG and neu-

roimaging are prescribed, and also differential diagnosis, approaches to treatment and prognosis.
Key words: myoclonic astatic epilepsy, Doose syndrome, etiology, clinical pictures, treatment.

HHUYECKH-ACTATUYECKUMH IIPUCTYINA-
mu (MAD) win cunapom [Joze — ¢pop-
Ma IIEPBUYHO-T€HEPATU30BAHHOMN 3SITUJICII-
CHH, XaPAKTEPUIYIONASICA OOJIUTATHBIM TH-
IIOM IIPUCTYIIOB — MHUOKJIOHHYECKHUMH U
MHUOKJIOHUYECKU-ATOHHUYECKUMHU — C /1€010-
TOM B JJOIIKOJIBHOM BO3pacTe. Hozonoruygec-
Kasi HO3ULUS CUHIPOMA /10 KOHIIA He sICHA. B
k1accupukanuu 1989 roga anunencus ¢
MUOKJIOHUYECKHU-ACTATUYECKUMU ITPUCTY-
naMy O6bUIA OTHECEHA B I'PyNITy KPUIITOI'CH-
HBIX / CAMITOMATHYECKUX (POPM I'€HEPAIH-
30BAHHOM 3NMWIENICUU. B 1mmpoekre cospe-
MEHHON iaccuduranuu MAD npucoenu-
HEHA K HWIUOIIATUYECKUM I'€HEPATNU30BaH-
HbIM 3rmienicusam (UI'D) (Engel J. Jr., 2001).
C OZHOM CTOPOHBI, BBICOKHI YPOBEHD 3IIU-
JIETICUM CPEAU POACTBEHHUKOB IPOOAHAOB U
OTCYTCTBHE CTPYKTYPHBIX HAPYIIECHU I'OJIO-
BHOT'O MO3Ta IO AaHHbIM MPT cGamxkaer
JaHHYI0O POPMY C UIHONATUYECKUMHU I'€HE-
pPaIM30BaHHBIMU ANWIENICUAMU. C IPYIOH —
NOJMUMOP(PU3M IIPUCTYIIOB, HEPEAKO TSKE-
JIOE€ TE€YEHHE C HEOIATONPUATHBIM IIPOTHO-
30M U KOIHUTHUBHBIMHM HapyHICHUAMH, Oe-
3yCJIOBHO, BO3BOJUT BBICOKHIT 6apbep MEXKIY
MAD u Bcemu Apyrumu opmamu UI'D.
HMcropua. [lepsoe coobmeHue o MAD

OHPCIICJICHHC. DIUWIEIICUS C MHOKIIO-
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(crygay anuIencuu 'y 7-JI€THETO PEOEHKA, «y
KOTOPOTO C 2,5 jIeT HA0II0JaTUCh IIPUCTYIIBI
najeHu») ObUIO CHENIAHO, IIO-BUIHMOMY,
Jackson B 1886 romy. B 1970 roay Doose u
COaBT. IIPEJCTABIIN IOJAPOOHOE OIIHCAHUE
CUH/APOMA U BbIAEIWINA MAD 1071 HA3BaHUEM
«yenmpaIHyeparuueckull. MUOKIOHUYEeCKU-
acmamuueckuii petit mal» (puc. 1). Cornac-
HO OPUTHHAJIBHOMY OITMCAHUIO ABTOPA, JAH-
Has (popMa IMUIENCHH XAPAKTEPUIYETCA
BBICOKOHM T'€HETHYECKOM MPEAPACIIONIOKEH-
HOCTBIO, 1€6I0TOM IIPHUCTYHOB B JOIIKOJIb-
HOM BO3pPacCTe€; HOPMAJIbHBIM HHTEJUIEKTY-
AJIBHBIM PAa3BUTHEM /1O HAa4Yaja IPUCTYIIOB;
HPOSABIISAECTCA IIPEUMYIIECTBEHHO MHUOKIIO-
HHUYECKUMH U MHOKJIOHHYECKHU-ACTATUYEC-
KUMH ODPUCTYIIAMU U UMEET BapuaOeIbHbIN
nporuo3 (Doose H., 1992). B pycckosa3bI4-
HOW JINTEPATYPE SMWIEIICUSI C MUOKJIOHHUYE-
CKHMU PUCTYIIAMHU BIIEPBBIE ObLIA OIIMCAHA
HaMH; HOJYEPKUBAIOCH CBOEOOPA3HE IJICKT-
POKIMHUYECKON KapPTHUHBI 3a001€BAHUS, OT-
Ju4us oT cuHapoma JleHHokca-I'acto u Ba-
puabenpHbIii nporuo3d (MyxuH KIO. u co-
aBT., 19906).

ITHOIOTHA, POIBb T€eHEeTHIECKHX (pak-
TopoB. CorinacHo kpurepusam H. Doose
(2003), MAD oTHOCHUTCA K (popmMe HaHOIa-
TUYECKOM I€HEPATTU30BAHHOU SITUIECIICUHU C
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Puc. 1. Hermann Doose BO Bpems IeKiIuu. Seeon, Bavaria, 2005. ®oro K.IO. MyxuHa.

«IIOJIMT€EHHOM MNPEAPACIIOTOKEHHOCTBIO.
ABTOp NOJYEPKHUBAJ, YTO <«I'€HETUYECKAs
IIPEAPACIIONOKEHHOCTh> — E€IUHCTBEHHDBIN
3THOJIOTUYECKUI (pakTOp MAD, B oTIImymne
OT cuHjApoma JIeHHOKCa-I'acTo, KOTOPHIN
MOXKET OBbITh OOYCJIOBJIEH CTPYKTYPHBIM I10-
paX€HHEM T'OJIOBHOI'O MO3ra. Takum obpa-
30M, <«KJIACCHYECKHI», OIIHCAHHBIE Doose
BapuUaHT MAD, ABIAETCI HUCKIIOYHUTEIbHO
UJHUOIIATHYECKON (POPMOI 3SMHUJIEIICHH.
Doose H., Baier W.K. (1987) nnokazanu, 4ro
Cpeu POACTBEHHHUKOB ITPOOAHAOB OOJIb-
HBIX MAD ¢ HauboOabIIENH 4YaCTOTONU BCTpPE-
4aroTca pasaudHele ciaydaun HMID, a Taxke
¢$e6puIbHBIX NPUCTYNOB. Cpeau cCubCOB
MIPOOAH/IOB ABTOPHI ONUCAIU €UHUYHBIC
CJIy4ay UJEHTUYHOTO 3a6osneBanus (MAD),
JOOPOKAYECTBEHHYIO MHMOKJIOHHUYECKYIO
3MUJIENICUIO MJIAJEHYECTBA, 4 TAKKE PA3HO-
O6pa3Hble ANMWIECNTTU(POPMHBIE IATTECPHBI
Ha OOI' 6e3 npuctynos. CeMerHbIE CIydau
ANMWIEIICUU WIN (PEOPWIBHBIX IIPUCTYIIOB
Cpeau POJICTBEHHUKOB HPOOAHAOB ¢ MAD
KOHCTATUPOBAIUCH B 42,5% ciydaes, IO
JaHHbIM J. Deng u coast. (2011) [8]; B 32%
ciy4daes, 1o JaHHbeIM H. Doose (1992) [10], a
nmo HaomwozeHusam A. Kaminska u coasrt.
(1999) (rereporeHHas rpynna OOJbHBIX
MAD) — 15% [24]. Ot 68 10 80% pPOICTBEHHH-
KOB IPOOAHJ0B, O0IBbHBIX MAD, UMEIOT Ia-
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TOJIOTUYECKHE U3MEHEHMUS
Ha O3T [9].

Haunbonee monnoe me-
JHUKO-TEHETUYECKOE HCCIIe-
JIOBAHHE CEMEN ITPOOAH/IOB,
crpagaromux MAD (159 na-
ITUEHTOB), ObLIO IIPOBEJICHO
G. Beck-Mannagetta u co-
aBt. (1994) [6]. Y 15,7% tipo-
0aHJOB OBUIM BBISIBJICHBI
POACTBEHHUKH, OOJIbHBIC
pa3nuYHBIMU  (popMaMU
sanwiencuu. Ipeoo6magann
pPa3/JIU4YHBIE  CUH/IPOMBI
UJIUOIIATUYECKON U KPHII-
TOT'€HHOM I'€HEPATTU30BAH-
HOM 3MWICIICHU, BKIIOYAs
UHQPAHTUIBHBIEC CIIA3MBIL.
ITopasxkeHsbl OBLIH, IIPEUMY-
IIECTBEHHO, POJCTBEHHU-
KM IIEPBOU CTEIIEHU POJICT-
B4, U Yalie CUOCHI, YeM poauTend. B rpynme
OOJIBHBIX C OTCYTCTBHEM CEMEHHBIX C/Iy4a€B
3MWIETICUU C BBICOKOM YaCTOTOM KOHCTATU-
POBAIOCHh THIIOKCUYECKU-UIIEMUYECKOE T10-
PpaKE€HHE TOJIOBHOI'O MO3T'd B AHAMHE3E.

Hccinegosanue R. Singh u coast. (1999)
[37] IpOZEMOHCTPHUPOBAIO I'€HETUUYECKOE
poacTBO MAD ¢ HOBBIM cUHApPOMOM UTID —
3MIENICUEN C (PEOPUIBHBIMU ITPUCTYIIAMHA
wnioc (MI's-oII+). B qaHHOM HUCCIej0BaHUU
10 u3 88 60mpHBIX UTD-DIT+ umenu ¢peHo-
THUI SMWIETICUH C MUOKJIOHUYECKHU-ACTATH-
4YEeCKUMH npucrynamMu. OJHAKO MyTanus B
reHe SCN1A (me@deKT HATPUEBBIX KAHAJIOB),
xapakrepHasa iua1 UPO-PII+ u cunapoma
Jpase, IpyU 3MWIEIICHN C MUOKIOHUYECKH-
ACTATUYECKHUMU MPUCTYIAMH HAOIIOAACTCA
JIUIIb B €JUHUYHBIX Cay4dasax [38]. MoJieky-
JSIPHO-TEHETHUYECKHUE HCCJIEJOBAHMS, IIPO-
BE/ICHHBIE B IMOCJEAHHE TOJbI, TOKA3aJIH,
4TO OKOJIO 5% O6O0JBHBIX MAD UMEIOT MyTa-
nuio B reHe SLC2A1 ¢ GLUT-1 gedunmurom
(HapyumeHue TpaHCIoOpPTa IVIIOKO3bI) U IIO-
JIO)KUTEJIPHO OTBEYAIOT Ha JIEYEHUE KETO-
reHHOU aueTou [32]. 'eHeTnyeckue uccie-
JTOBAHUSI OYE€Hb BAKHBI JJISI «BBIWICHCHUS»
MAD u3 GOJIBLION I'PYHIIBI MUOKIOHHUYEC-
KU MWIEIICUM MJIaJ€HUYECTBA U ICTCTBA, 4
TaKKe cuHapoma Jlennokca-I'acro [40].

PacnpocrpaHeHHOCTb. MAD OTHOCUTCA
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K peaxkuM Gpopmam IMWIENICHH, U 9aCTOTA
ee, 1o JaHHBIM Doose u coasrt. (1992), co-
crasisieT 1-2% cpenu Bcex (pOpM IMUJIEI-
CHUH B JETCKOM BO3pacTte. COITIaCHO PE3yilb-
TATAM COOCTBEHHBIX HCCIEAOBAHNM, 4ACTO-
Ta MAD gocruraer 5,3% cpeayu NarueHTOB C
HI'D; npeo61agaroT IO MOy MAJIbYUKH B CO-
orHouteHuu 7:4 (Myxun K.IO., 2000). B uc-
cnenoBanuu M. Trivisano u coasr. (2011)
cpenu 327 peren B Bo3pacre or 1 1o 9 ner ¢
I'€HEPATN30BAHHBIMU (POPMAMHU SMHJICII-
cuu auarHo3 MAD ObUI YyCTaHOBJIEH y 18
(5,5%) maueHTOB; 3HAYUTEIBHO IIPeobiIa-
JAJIH 110 IOy MAJIBYUKU — 88,9% [42]. Cpenu
TOCHUTAIU3UPOBAHHBIX JIETEH C JAEOIOTOM
3NWIEINICUU B Bo3pacre or 1 roga no 10 ner
4acToTa BCTpEYaeMoCTH MAD cocraBuia
2,2% [24].

Knunangeckue nmpoasiaeHusa. COIIacHO
Komuccuu o k1accu@uKayuy 1 TEPMHUHO-
aorun ILAE, pe6ror MAD HAOJIIOHA€TCA B
BO3PACTHBIX PAMKaX OT 7 Mec. 10 6 jieT. B uc-
cnepoBanuu H. Doose u coaBrt. (1992) npak-
TUYECKU Y BCEX OOIBHBIX (94%) Hayano 3a-
0Os€eBaHNA KOHCTATHPOBAJIOCH B IIEPBHIE 5
JIET )KM3HH, A B 24% CJIy4aeB — K KOHILy 11ep-
BOTO rozga ;ku3Hu [10]. [Tuk 3a601€eBaeMOCTH
NPUXOAUTCA HA BO3paACT 2-4 roja; mociue 7
JIET HA4ajI0 3200JI€BaHUs HEXAPAKTEPHO. B
HabmogeHnuu A. Kaminska u coasrt. (1999)
IIE€PBBIC IIPUCTYIIBI Y OOJIBHBIX MAD BO3HU-
Ka/Id B BO3PACTHOM HHTEpPBaIE OT 18 10 60
MEC. KMU3HU [24]. Je6IoT NpUCTyIIOB B Ha-
IIEM HMCCJIEJOBAHUMN BaAPbHUPOBATI OT 8 MeC.
10 5 JIeT, COCTaBIAA B cpegHeMm 2,3+/-1,9 ner.
B 82% cirygyaeB Ha4ya10 320071€BaHUS IPUXO-
JUJIOCHh HA BO3PACTHOM UHTEPBaI 1-3 roaa.

XapakKTepHO, YTO IIPU AAHHOHN Qopme
SMUWJIEIICHH, T1eOI0T HAOII0JAETCsI OOBIYHO C
I'€HEPATU3OBAHHBIX CYJOPOKHBIX IIPUCTY-
noB (10 80% ciayuyaes) [10]. Pexxe 3a607€Ba-
HHE HAYNHAETCA C TUITNYHBIX (peOPHIbHBIX
npuctynos (11-28% manueHToB), B TOM
qucie, JeOITHPYIOIUX Ha IEPBOM TOAY
JKU3HU, U B €IUHUYHBIX CIy4asax — C abCaH-
COB WIN MUOKJIOHYCA [18]. B uccaegoBanuu
J. Deng u coasr. (2011) y 53% nmanueHTOB
3200/IEBAHUE HAYNHAJIOCh C (PEOPUIbHBIX
npuctynos [8]. CorjmacHO KpUTEPUAM
H. Doose u coasr. (1992), ICUXOMOTOPHOE
pPa3BUTHE JETEN HE CTPAZAET JO MOMEHTA
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ne6rora npuctynos [10]. B Hamem Habaron€-
HHUH 1e610T MAD ¢ (peOpIIBHBIX IIPUCTYIIOB
ormevancs y 28,6% GOJBHBIX; IPHUYEM, BO
BCeX cCay4yasax adeOpuabHBIE IIPUCTYIBI
PUCOEIUHSUINCh B UHTEPBAJIE HE Oosee 1
rojia C MOMEHTA BO3HUKHOBEHUS (peOPUIb-
HBIX.
VYV 1/3 manueHTOB BO3MOXKHO KAaTACTPO-
¢puyeckoe HaApACTAHUE YACTOTBI IPUCTY-
noB, ocooeHHo I'CII, B TedeHHe HECKOJIbKHUX
MecsI1eB IIocjae gebroTa 3a00/1eBaHus C I10-
cienyrouen crabunusamnuei [18].
duarHocruka MAD npeacraBisieT CI0XK-
HOCTH BBH/Ty 3HAYUTEIbHOTI'O IOJIUMOPPHU3-
Ma KJIMHUYECKUX IIPOSBJICHUI U JOCTATOY-
HO <«Pa3MBITBIX» JUATHOCTUYECKUX KpHUTE-
pueB. BO3MOXKHBI CIeAyIOIUe BUIbI IIPU-
CTYIIOB:
« MHOKJIOHHUYECKHE,
« ATOHHYECKHE
« MHOKJIOHHYECKH-ATOHUYECKHE (MHA-
TOHUYECKHE),

o T€HEPAJIHU3OBAHHBIE  CYJOPOXKHBIE
(pebprbHBIE U A(peOPUTBHEBIE),

o aOCaHCHI,

« OECCYHOPOXXHBIF 3SUHWJICIITHUYECKUH
CTATYC,

« TOHUYECKHUE IIPUCTYIIBI (?).

OO6UTraTHBIN TUII IPUCTYIIOB IPpU MAD —
MUOKNIOHUYECKUe U MHOKIOHUYECKH-ATO-
HHUYECKHE IIPUCTYIIBI, C KOTOPBIX, OJHAKO,
PEIKO HAa4YMHAETCs 3a00sieBaHue. MUOKIO-
HHUYECKHE IIPUCTYIIBI XaPAKTEPUIYIOTCA KO-
POTKHMH, MOJTHUEHOCHBIMH, OOBIYHO CHM-
METPHUYHBIMU IIOJEPIUBAHUAMU MAJION
AMIUIMTY/IbI B MBIIIIIAX [IIEH U IUIE€Y, B HOT'aX
U B PYKaX, OOJIbIIE BBIPAKEHBI B IIPOKCH-
MaJIBHBIX OTJ€/aX. B HEKOTOPBIX CIIy4dasix
MHUOKJIOHHUYECKHE IIOAEPIUBAHUA BU3YaJlb-
HO HE 3aAMETHBI 1 OOHAPYKUBAIOTCS JIMIIb
naapnaTopHO. I[IPpOOIKUTETIBHOCTh MHO-
KJIOHUYECKHUX NPUCTYIIOB, BBIABJICHHAA
H. Oguni u coasr. (1992) npu TimareabHOM
HEHPOPU3NOJIOTUIECKOM HCCJIEJOBAHUM,
cocrasisia 0,3-1,0 ¢ [33]. XapaKkrepHO 1o-
SIBJIEHHE MUOKJIOHHUYECKUX «KMBKOB»: ITAITH-
€HTBl COBEPIIAIOT KOPOTKOE KHUBATEIBHOE
JBIDKEHHE, COYETAIONICECs] C JIETKOH IIPO-
OyJbCHEY TyJOBHUINA. MHOKJIOHHYECKHE
«KUBKH» IIPU MAD OTHOCATCA K «AKTHUBHBIM>,
B OT/IM4YHE OT <«YHUCTO» ATOHHUYECKHX <«II1aC-
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CHUBHBIX> KHMBKOB, BBI3BAHHBIX BHE3AITHBIM
IIaJICHUEM TOHYCa B MBIIIIIAX €U U 60JIee
XapaKTEPHBIX 1A CHHAPOMA IICEBAO-JIeH-
HOKCA. O4EeBHUJHO, UYTO B IOJIOKEHUH JIEIKA
XAPAKTEP MHOKJIOHHYECKHUX NAPOKCHU3MOB
HE U3MCHAETCA, 4 ATOHUYECKUE <«KUBKH» —
KJIMHHUYECKHU HE OOHAPYKUBAIOTCA. YacToTa
MHUOKJIOHHUYECKUX ITPUCTYIIOB MOKET OBITh
OY€Hb BBICOKOM; HEPEJAKO IIPHUCTYIIBI BO3HH-
KaIOT MHOT'OKPATHO B TEYEHHUE OJHON MHUHY-
ThI /I JAK€E IIOCTOSIHHO (IIMIENITUYECKUH
CTATyC MUOKJIOHUYECKHUX IIPUCTYIIOB). IIpu-
CTYIIBI MOTYT IIPOBOLIMPOBATHCA (POTOCTH-
MYJIALAEH.

MUOKJIIOHUYECKHE IPUCTYIBI IIpu MAD
OOBIYHO CHUMMETPHUYHO 3aXBATBIBAIOT 00€
CTOPOHBI TYJIOBHUIIA U COYETAIOTCA C OUa-
TEPAIbHO-CUHXPOHHBIMH DOI" marrepHamu,
4TO CBHJETEILCTBYET O IIEPBHUYHO-TEHEPA-
JIM30BAHHOM XapPAaKTE€pPE MHUOKJIOHYCA IPHU
JAHHOM CHHIPOME, B OTJIMYHE OT BTOPHY-
HOU OWIATEPaJTbHON CHUHXPOHHU3AIUU B
ooapmHCTBE caydaes CJIT [5].

Amonuueckue npucmyns, — TAKKE 00JIN-
TraTHBIM BUJ, IIPUCTYIIOB 1A MAD. H. Oguni
U CcOaBT. (2001) BBIIBWIN «4HUCTO ATOHHUYEC-
KHe» IPUCTYIIBL Y 37% O00nbHBIX MAD [34].
ATOHHMYECKHE IIPUCTYIBI XaPAKTEPUIYIOTCA
BHE3AITHBIM KOPOTKHM NaJ€HUEM MBbIIICY-
HOI'O TOHYC4 B KOHEYHOCTAX U AKCHAJIbHOM
MYCKYJIATyp€, YTO BBI3bIBA€T y IIALIHMEHTOB
«IIACCUBHBIE» (110 I'PATUEHTY CHJIbI TAXKEC-
TH ) KMBKH, OITYCKAHHE IUI€Y, HAKJIOHBI TYyJIO-
BHIIA BIIEPE, «<IIOATHOAHHE» HOT' C BO3MOXK-
HBIM IIaJieHUEM. «HUCTO» AaTOHUYECKHE IIPU-
CTYIIBI BBIABJ/ISIIOTCA, KOIJA IAIIMEHT HAXO-
JUTCS B BEPTHUKAJIBHOM IOJOKXEHUU (CTOUT
WJIN CUJMT), IIPH BBITATUBAHUU BIIEPE], PYK.

OJHAKO y OOJIBIINMHCTBA IAIIHEHTOB ATO-
HHUYECKHUE IIPUCTYIBI COYETAIOTCA C MHO-
KJIOHHUYECKNMH. XAPAKTEPHO IMOSIBJICHHE
(deHOMEHA ATOHHUH CPA3y IIOCJIE MUOKIOHH-
gyeckoro npucrymna [20, 41]. IlageHue mbl-
IIEYHOI'0 TOHyCa (ATOHHA) HAOIIOAAETCA
TOTYAC IOCJE MBINIEYHOI'O COKPAIEHUS
(MHOKJIOHYC). MHAaTOHUYECKHE IIPUCTYIIBI
MOT'YT BO3HHUKATh KACKa/THO, OOYCIOBINBASA
«CTYIIEHYATOE» OIIyCKAHHE T'OJIOBHI, IUIEY Yy
MMAIUEHTA WIH CrUOaHNe HOT, IPUBOAIIECE
K <«IIPY’KUHAIIUM»> IIPUCENAHHAM.

ITpucmynor nadenuii — Hanbdoaee APKUM,
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TUIIUYHBIA U JUATHOCTUYECKH 3HAYHMBINA
BH/], IIPUCTYIIOB y 60JbHBIX MAD. CpeaHuit
BO3pacCT Ae6I0Ta MPHUCTYIIOB IIAJICHUH Yy 06-
CJIEJOBAHHBIX HAaMH OOJIBHBIX COCTAaBJISLI
4,0+/-0,4 ner (Myxun K.IO., 2000). ITo-Bugu-
MOMY, IIpYU MAD nMmeeT MEeCTO 3 BO3MOKHBIX
BApUAHTA IPUCTYIIOB IIAJIEHUI: KACKaJHbIE
MHUOKJIOHHYECKUE, «<9UCThIE>» ATOHUYECKHUE U
MHATOHHUYECKHUE (CMEMIAaHHBIE). «YHUCTBhIX»
TOHUYECKUX MNANEHUH, XAPAKTEPHBIX I
CJIT, npu MAD He 6bIBacT. MMaTOHHUYECKUE
(CMenIaHHbIE) IPUCTYIIBI — HAUOO0JIEE XaPaK-
TEPHBII MEXAHHU3M I14/ICHUS Y JAHHBIX I1AIH-
eHTOB [36]. DTH MPUCTYIIBI COCTOST U3 JIBYX
KOMIIOHEHTOB: HA4YaJIbHBI MHWOKJIIOHYC H
IIOCTMHOKJIOHHUYECKAS ATOHUS, B PE3Yy/IbTATE
KOTOPOI O0nbHBIE ITaar0T. MHOTIA (peHOME-
HY ATOHHH IIPEJIIECTBYET HECKOJIbKO MHO-
KJIOHHUYECKUX IogepruBaHuil. Ilpu mmuaro-
HHUYECKHUX IIPUCTYNAX, BO3HUKAIONINX B HO-
rax, 60JbHbIC ONIYIIAIOT KAK-ObI «yIapbl IO,
KOJIEHW>. IIpH 9TOM NALIMEHTHI CJIETKA IIPH-
cenaroT (MHOIZIA HECKOJIBKO pa3) WiIHW BHE-
3aIIHO MaJAaI0T HA KOJEHU WIN Sroguiibl. B
3aBHCHUMOCTH OT PACHOJIOKEHUS 1ICHTPA TH-
JKECTH TYJIOBHILA B MOMEHT IIPUCTYIIA, I1a/€-
HUSI MOT'YT OBITh BEPTUKAJIbHBIMH HA ATOAU-
bl (13 IIOJIOKEHUA CTOS), BIIEPE]L UIN HA34/
(4amme, ecm 60aABbHOU cuauT) (puc. 2). Cuasa
32 CTOJIOM IIPUM BO3HMKHOBEHHH IIPHUCTYIIA
WIH YAAPSACH BO BpeMs MaJicHUs 06 1oJ1, 11a-
IJUEHTBI Yallle BCErO0 TPABMHPYIOT HOC U
HWKHIOIO 4eatoCTh [20]. Co3HaHME IIPU MHUO-
KJIOHHUYECKH-ATOHUYECKUX IIPUCTYIIAX OCTa-
€TCA COXpPaHHBIM (IIPU OTCYICTBHH a0CaH-
COB), U OOJIBHBIE MTHOBEHHO IIOJJTHUMAIOTCSA
nocyiae nageHuy. Yacrora 3TuxX HPUCTYIIOB
mpu MAD OOGBIYHO BBICOKAsI, COCTABIISIA 10 10-
30 IpUCTYIIOB B CYTKH; IPOJOJDKUTEIBHOCTD —
1-3 cek. Y 82% OOJIbHBIX B HAIIIEM HMCCJICIOBA-
HHUHU OTMEYAIACHh YETKASI 3AaBUCUMOCTb MHO-
KJIOHUYECKHU-ATOHUYECKHUX IIPUCTYIIOB OT
pHUTMa COH-OOJPCTBOBAHHE C HAPACTAHHUEM
UX YAaCTOTBHI B YIPEHHHE 4YaChl IIOCJIE IIPO-
OyXaeHYsA. DTH MAIUEHThI MOI'YT B T€UYCHHUE
JECATKOB MHHYT IIOCJIE MPOOYXKICHUA XO-
JUTDh HA IOJTyCOTHYTBIX HOT'aX, YTOOBI U30e-
JKATh TSDKEJBIX NA/ICHUN U YIITHOOB.
TI'enepanusosarnvie MOHUKO-KAOHUYEC-
xue npucmynost (I'CI1) oTMe4ar0TCA, IIO-BUAH-
MOMY, Y BC€X OOJIbHBIX, 1 OOBIYHO 320071€Ba-
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CThI€ A0CAHCBI; PEKE KOH-
CTATUPYIOTCSI A0CAHCHI C
MHOKJIOHUYECKUM KOMIIO-
HEHTOM (MHOKJIOHYC B
MBIIIIAX IIJIEY, JHUIEBOMU
MYCKYJIATyp€) WIU ATOHU-
YECKUM KOMIIOHEHTOM |2,
24, 36]. YacroTra a6CAHCOB
BBICOKASI, C MAKCHMYMOM B
YTPEHHHE YACHL
JUCKYCCUOHHOMN ABJIA-
eTcsA CUCTeMaTHU3anus ao-
ca”HcoB nupu MAD. I1o Ha-
UM JIAHHBIM, V ITAIUEH-
TOB BO3HHKAIOT THUOHY-
HbIE€ A0CAHCHI C TEHEPATH-
30BAHHOU OWIaATEPATBHO-

CUHXPOHHOM ITHK-BOJIHO-

Puc. 2. [Taruenrtka K.H., 6 1eT. MHOKIOHUYECKU-ATOHUYECKUI MPUCTYII C MTAJCHHUEM
Ha3a]] U «BCKUJBIBAHUEM» PYK ((pparMeHT BUe0-DDI MOHUTOPHUHIA).

HHUE HAYMHACTCS UMEHHO C 3TOr0 BU/IA IPU-
CcTynioB (PeOPIIBHBIX WIN A(EOPIIIBHBIX)
[12]. Cpegnuit Bo3pact aedrora I'CII cocras-
JsU1 B Hamiem uccaepoBanuu 2.4+/-04 ner.
IIpucTynbl OIPOTEKAIOT B BH/IC HEIIUTEIIb-
HBIX I'€HEPATUZOBAHHBIX TOHUKO-KJIOHUYEC-
KHX U KJIOHUKO-TOHHUKO-KJIOHUYECKHUX I1APO-
kcu3mMoB. Yactora I'CIT 1oCcTaTOYHO BBICOKA.
VY 36,5% OGOJBHBIX B HAIIEM HMCCIENOBAHUUA
4aCcToTa IIPUCTYIOB JOocTUraaa Oor 1 pasa B
cyTku 10 1 pa3a B Hegemo. B gebrore 3a60i1€e-
BaHusg yacrora I'CII MakcumaibHa, 1 OHU Ya-
e HaomoaaeTcsa B JHEBHOeE Bpemst. [1o mepe
pa3BUTUA 32007I€BAHUS YACTOTA HUX MOXKET
CYILIECTBEHHO CHIDKATHCSA, U OHU IIPEUMYyIIE-
CTBEHHO BO3HUKAIOT B CBA3U CO CHOM, OCO-
O€HHO, B IIEpHOJ, IPOOYXAcHMA. B AByX Ha-
OJIIOIAEMBIX HAMU CIy4asX y IETEU PAHHETO
BO3pPACTa OTMEYAINCH IPHUCTYNBI C AJIbTEP-
HUPYIOIIUMH T'€MUKOHBYJIbCUAMH (MEHAIO-
€ CTOPOHHOCTb OT OJHOI'O IPUCTyHA K
JIpyroMy), BO3HHKAIOIUE HA (POHE IOBHI-
HICHHOM TeMIIEPATYPHI (MYTALIMM B I'eHaX
SCN1A 1 PCDH19 BbIIBJICHBI HE OBLIN).
Abcancol cpegu 0OCIEJOBAHHBIX HAMHU
OOJBHBIX, OTMEYAIUCH Y 73%; 110 JAHHBIM ]J.
Deng u coasr. (2011) — 77% [8]. Bo3pacr ge-
6101a abcaHcoB — 4,0+/-0,6 nmer. IIpu MAD
npeo6aaga0T KOPOTKHUE TUIIUYHBIC IIPO-
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:m BOM AKTHUBHOCTBIO 4aCTO-
Tel 3 I'm; (Mukhin K.Yu. u
COaBT., 1998). Taxxke A.
Kaminska u coasr. (1999),
OTM€YaeT HAJIMYHE THUIINYHBIX A0CAHCOB B
rpynie namueHTOB, HauboJiee YIOBJIETBO-
pAomux Kpurepuam MAD, U ATUIIHNYHBIX
a6caHCcoB — y 60abHBIX CIITI [24]. OgHAKO, ITO
mHeHu1o H. Doose (1992), «Hanbosee vac-
TO» Y 60JIbHBIX MAD BO3HUKAIOT ATUIITUYHBIE
a6CaHCBI CO CHIPKEHHUEM MBIIIIEYHOI'O TOHY-
ca (ATOHUYECKUI KOMIIOHEHT) [12].
beccyoopoxcnuiii anunenmuyueckuil cma-
myc 11ipu MAD BOZHUKAeT IpUMEPHO Y 1/3 11a-
IIUEHTOB [36]. XapaKTepu3yeTcsi CHIZKECHUEM
JBUT'ATEIBHON M IICHXWUYECKOU AKTHBHOCTH,
anaTver, (QIIOKTyallel YPOBHsI CO3HAHUSL.
IIpu 5TOM BO3MOXKHBI MUOKJIOHHUYECKHE (T10-
JEPIruBaHuA IUIEY, PYK, JIMLIEBON MYCKYJ/IATY-
PbI) 1 AaTOHUYECKHE (KUBKH, OITYCKAHUE IUIEY,
HAKJIOHBI TYJIOBUIIA, <IIOJKAIINBAHHUE» HOT)
(pE€HOMEHBI; HEPEIKO BOZHUKAET CIIOHOTEYE-
HUe. CTaTyC OOBIYHO BO3HHKAET BCKOpPE IIO-
cJie IPOOYXKAECHUSA ITAITUEHTOB U MOXKET IIPO-
JOJDKATBCA 4aCaMH, 4 B PEAKUX CIydasax —
JUTITCSA HECKOJIBKO JTHEH WIHU Helenb [24]. Ha
O3I' BO BpeMsI JAHHBIX 3IIU30/10B OOHAPYKU-
BAIOTCA UINTEAbHBbIE IIpo6eru audysHon
MEVIEHHOBOJIHOBOM AKTUBHOCTH WIH ME]-
JIEHHBIX KOMIUIEKCOB OCTpasA-MeJICHHAs
BOJIH4; B PAJIE CJIy4a€B KAPTHHA MOKET HAIIO-
MHHATb rHIICapuTMHIO [20]. YacThle 31130161
OECCYIOPOKHOIO AMWICIITHYECKOTO CTATyCa
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ACCOLIMUPYIOTCA C HEOIArONpPHUATHBIM IIPO-
THO30M U KOTHUTHBHBIMH HAPYHICHUSIMU Yy
060abHBIX MAD [10]. DOWIENITHYECKUH CTATYC
MOYKET BO3HUKHYTH de 1novo Wi ObITh CIIPO-
BOIIMPOBAH HEAJECKBATHOU TEPAIIUEH, OCO-
O€HHO, IPUMEHEHHUEM KapOaMasennHa WId
OKCKapOa3enuHa.

INosiBieHue npu MAD TOHHUYECKUX U PO-
KAJIBbHBIX KIOHHYECKHUX IIPHUCTYIIOB — MPEJ-
MeT JUCKyccHuH. [Tpu «KI1acCu4ecKoM» UIHO-
NATUYECKOM BapuaHTe MAD NaHHBIE IIPU-
crynbl OTCyTCcTBYIOT. ITo MmHeHnuro H. Doose
(1992), ToHNYEeCKHE MPHUCTYIIBI Y OOJTbHBIX
MAD 1IpUCYTCTBYIOT TOJIBKO B CJIy4dasax C He-
OJIaronpHUATHBIM IIPOTHO30M M HE HAaO/II0a-
I0TCA BO BpeMs 6oapcrBoBaHuA [10]. B uc-
cnenoBaHnuu A. Kaminska u coast. (1999) B
reTepOreHHOH I'pymie 00abHBIX MAD TOHU-
4eCKUE MMPUCTYIbI HAOIIOAAIUCH B 38% CIIy-
4yaeB [24]. B oTnenpHBIX ITyOJIUKAITUIX OIMU-
CBIBAETCSI OSIBJICHHUE TOHUKO-BUOPATOPHBIX
IIPUCTYIIOB, KOTOPBIE CYUTAIOTCA IIpEpora-
TUBOU cuHApoMa JleHHOkca-I'acro [24, 35].
BOABMIMHCTBO aBTOPOB CYMTAET, YTO IIOAB-
JIEHE TOHUYECKUX IIPUCTYIIOB KOPPEIUPY-
€T C HEOJIArONIPUATHBIM IIPOTHO30M, YTO, OJI-
HAKO, HE IIOATBEPAUIOCH B UCCIIEAOBAHNH A.
Kaminska u coasr. (1999) [24]. Hanu4gue TO-
HHUYECKUX IIPUCTYNIOB Tpebyer nuddepen-
UANbHOTO AuarHos3a ¢ CII, a (pokanbHBIX
KJIOHHUYECKUX — C (pOKAIBHBIMH (popmMaMu
3IIIETICUH.

IIposoyupyroujue paxmopst. Y HEKOTO-
PBIX MAIIMEHTOB IIPOBOILIMPYET BO3HHUKHO-
BE€HHE WM y4allleHHE IIPUCTYIIOB JeIpPHUBa-
IIMsI CHA M BHE3AITHOE HACHJIbCTBEHHOE IIPO-
oyxzaeHue. Y 18% OOMbHBIX BO3MOKHA IIPO-
BOKAaIlsd MHUOKJIOHHYECKHUX IPUCTYIIOB U
ANMUJIECNTH(MOPMHON AKTHUBHOCTH Ha IDI
IIPU PUTMUYECKOH (poTOCTUMYISAINH [28]. Y
OJTHOT'O HAIIEro manueHTa (MaJIbYuK 6 JIeT)
HA0/II0AJIACh IIPOBOKAIIMS MHUOKJIOHHYEC-
KUX IIPUCTYIIOB TAKTHWJIBHBIMH CTHMYJIAMH
(moTparuBaHHUEM 1O KOHEYHOCTEN).

Hesponoruueckoe odciexoBanme. [1pu
«KJIACCUYECKUX cHHApomax»> UI'D y maryeH-
TOB OTCYTCTBYIOT U3MEHEHHA B HEBPOJIOTH-
YECKOM CTATyCE€ U HET HAPYLICHUM HWHTE-
saekra. IIpu ob6cienoBaHuu OOMBHBIX MAD,
HEPEJKO BBIAB/IAIOTCS HEBPOJOTHYECKHE U
UHTEJUIEKTYAIbHbIE HapylieHus (88% B Ha-
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mieM HuccaenoBaHun). Hesposorumyeckue
PacCTPONICTBA, KAK IIPABIJIO, BOZHUKAIOT I10-
cJie 1e0r0Ta IPHUCTYIIOB; PEIKO — O Ha4daaa
3a6oneBaHusA. OTMEYAECTCA MTUPAMU/THAS HeE-
JOCTATOYHOCTD (AHHU30pERIEKCHA, AaHU30TO-
HUA B COYETAHUM C ITOSIBJICHHUEM ITATOJIOTH-
4eCKUX PeduIEKCOB); KOOPAUHATOPHBIE Ha-
pylieHusa (HEyCTOMYHUBOCTD B 03¢ Pombep-
Ira, JIErKasi ATAKCHsA, UHTEHITMOHHBIN U CTATHU-
YEeCKMH TPEMOP, MUMOIIONAJAHUE, JU3IHA-
JOXOKHHE3); PEYEBbIE PACCTPOHCTBA. B 110-
JIOBHHE ciay4daeB (54,5% cpeau o6Ce10BaH-
HBIX HAMU OOJIBHBIX) HAOIIOAAETCA CHIDKE-
HUE uHTe/UIeKTA. B uccnenosanmu H. Oguni u
COaBT. (2002), HOpMAJIbHBIX UHTEJUIEKT UMeE-
M 58% OGOIbHBIX MAD; JIETKUI UHTEIEKTY-
aIbHBIA JePUIIUT KOHCTATUPOBAWICA B 20%
CJIY4a€B U TsDKENbINA — B 22% [35]. B pannen
nyosmmkanyy H. Doose u coast. (1970), muiib
26% OOJPHBIX UMEIN HOPMAIbHBIN WHTEJI-
JekT [9]. OagHako o JaHHbIM M. Trivisano u
coasr. (2011), B 67% ciryaaeB MAD mariieHThbI
MIMEJIM HOPMAJIBHBIN HHTE/UIEKT IIPU HAOIIIO-
JEHUHU B KaTtamHese [42]. BeposarHo, pasiu-
4 pe3yabTATOB OOYCIOBIEHBI HEOJHOPO-
HOCTBIO I'PYIII ¥ PA3JIMYHBIMU KPUTEPUAMU
BK/IIOUEHMS ITAIIUEHTOB B rpymury MAD. MH-
TEJUIEKTYAJIbHBIN Je(UIIUT HE HOCUT IIPO-
IPECCUPYIOLIETO XAPAKTEPA, OOBIYHO HE
CTOJIb BBIPAXKEH, KAK, HAIIPUMED, IIPU CUHJ-
pome JIeHHOKcCa-1'aCTO, 1 4aCTO COYETACTCS C
IrUIIEPAaKTUBHBIM IIOBEICHHUEM. BmecTe ¢ Tem,
OOJIBIIIUHCTBO JICTCH, CTPAAAIONNX MAD, BbI-
HYK/IEHBI O0Oy4aTbCsl BO BCIIOMOTIATEJIBHOM
miKojie. B nepuoj y4yaieHuss HPHCTYIIOB,
OCOOEHHO IIPH HEA/ICKBATHOM JICUECHHUH (HA-
IIPHUMeEP, IPEnapaTaMu KapoaMa3enuHa), He-
BPOJIOTHYECKHUE U KOTHUTHBHBIE ITPOOIEMBI
Yy A€Ter MOI'yT 3HAYHUTEIbHO HapacTarh [20].
Inexrpornnedanorpadpmaecxkoe mc-
caepoBanue. OCHOBHAsI AKTUBHOCTh (pOHA
OOGBIYHO HOPMAJIbHA JJO HA4Ya/Ia IIPUCTYIIOB,
C IOCJIEAYIONIUM BO3MOXKHBIM 3aMEJIEHH-
eM. B nepuo; nosiBieHUs NEPBBIX (peOpUIb-
HBbIX WIN a(deOpPUIbHBIX I'€HEPATU3OBAH-
HBbIX TOHHUKO-KJIOHUYECKHUX IIPUCTYIIOB B
UHTEPUKTATIBHON DDI" 4aCTO HE BBIABIACTCA
u3MeHeHUI [36]. B 3TOT 1epuo; BO3MOKHBI
CYOKJIMHHNYECKHNE KOPOTKHE I'€HEPAIU30-
BaHHBbIE ITHK-BOJIHOBBIE DA3PsAAbl, HEPEAKO
BO3HUKAIOIIUE TOJbKO BO CHE [19].
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IIpu 1oABIEHNH B KJIMHUYECKON KAPTHU-
HE€ MUOKJIOHHYECKHUX WIN MUOKIOHUYECKU-
ATOHUYECKHUX IIPHUCTYIIOB BO BCEX CIy4asaxX
MAD Ha OOI HAUUHAIOT PETUCTPUPOBATHCH
3MIENITU(POPMHBIE N3MEHEHMA. NHTEPHK-
TaJIbHbIE U3MEHEHHA HA DOI, XapakrepHble
o MAD, nipeacraBieHbl I'€HEPAJTU30BaAH-
HBIMH Pa3psagaMU KOMIUIEKCOB ITHK-, IIOJIN-
IMK-BOJIHA 4YacTtoToy 2-4 Tty [13, 20]. Ilpn
3TOM PA3PAIbl PETUCTPHUPYIOTCA KAK B 601p-
CTBOBAHUMH, TAK U BO CHe (puc. 3). Hacrora
Pa3pAg0B, KaK IIPABUJIO, 3aBUCUT OT KJIMHU-
4YeCKOM KapTUHbL. IIpu peaKux MHUOKIOHHU-
YECKUX WIN MUOKIOHHUYECKH-ATOHUYECKUX
IIPUCTYIIAX [TOJUITNK-BOJTHOBBIE KOMILIEKCHI
MOTYT PETUCTPUPOBATHCA B BUJE KOPOTKHUX,
HHU3KOI'0 MHJEKCA MIPEICTABICHHOCTH, Pa3-
PSAOB MIPOJO/LKUTETHBHOCTBIO OT 0,5 110 6 C.
IIpy BO3HUKHOBEHHU OECCYIOPOKHOIO
3MIWIEIITUYECKOTO CTATYCA PETUCTPUPYIOTCA
4acCThl€, IPOJO/DKEHHBIE UPPETYJISIPHBIE Te-
HEPAJIU3OBAHHBIE pa3pAAbl HA DOT, 3aHnMa-
ommye 60abIIyIO YacTh 3anucyu. Heripodu-
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3HOJIOTUYECKU aHAJIU3 3NHUIENTU(HOPM-
HOM aKTUBHOCTH, MUOKJIOHUYECKUX U MHUO-
KJIOHUYECKH-ATOHUYECKUX IIPUCTYIIOB Y
OOJBLHBIX MAD IMOKAa3aJI, YTO MHUK-BOTHOBBIE
pa3paabpl OWaaTepaIbHbl U CUHXPOHHBI (C
MEKIIOYIIAPHOM JIATEHTHOCTBIO HE Oosee
2-4 M) [5, 19]. JaHHBIE NCCIIEAOBAHUA JOKA-
3bIBAIOT, YTO MAD OTHOCHUTCA K IIEPBUYHO-
I'€HEPATU30BAHHBIM 3MUJIECIICHAM C TAJIAMO-
KOPTHUKAJIBbHBIM PACIIPOCTPAHEHUEM DPaA3PA-
JIOB.

Y nanuenToB ¢ MAD HaApALy C T€HEPaIH-
30BAHHOH 3MWIECNTH(POPMHON AKTHBHOC-
TBIO MOI'YT PETHCTPUPOBATHCA PETrHOHAIIb-
HbIE WIN MYJIbTUPETUOHAIBHBIE KOMILIEKCHI
ocCTpasA-MenjIeHHaA BoaHaA. IIpu 3TOM He Xa-
PaKkTepHO (POPMHUPOBAHUE YCTOMYUBBIX peE-
TMOHAJIBHBIX (POKYCOB IIMIJIECIITUYECKOM aK-
TUBHOCTH, YTO NPHUHIUIIMAIBHO OTIHYAET
MAD OT CHMMIOTOMATHYECKUX (POKAIBHBIX
3MWIETICUY C (PEHOMEHOM BTOPUYHON GHJIa-
TEPAIbHOU CUHXPOHU3aIUH Ha DOI [13].

MHOKJIOHHUYECKHUE IIPUCTYIIBI COIIPOBOXK-

\WMM\M,/\MM-—MM—»A SN

«,-//\-'\A, E‘\é\j‘/\f\ /\/\W.A) s’U’U\’\‘ i \{‘ | |’ ! \ /l ,,/‘. v\‘\/‘/\[‘ V’/ \\l/v'\,f\’\/\/\/"‘w/\/w\ ~~ //‘V\/J“’\f—v’ v~ “/\/‘E J & f
e S | o

memwwwmww kaﬁbkamwwvw%mwwwmwvmﬂ.%

Wﬁ@’w«/\wv\«/"\/’ - ’\f"‘“ e :Lljll a1 / . o I il N & ( \

3Kr 200 MKBIHM
141102008 17.44 47.22¢" .

Ws Y Mu'\»’“’"“\/

iwm'ms 174453204"

L N
_ ﬂ/@u

1411012008 47 44 49.22¢"
| y TR

;v 3: OMr 30 MKBIMM
i 14/1012008 17:44:47. 224 30 mlcex, 3302

wiBM, 0,570 M. cxena "Bul

w frannuizdse xnm 224"

S 42008 17 4485
Tt

v TR 3L

Puc. 3. [TanuenTt JLA., 7 1eT. Juarios: SIUjencus ¢ MUOKIOHUYECKH-ACTATHYECKUMHU IIPHUCTYITAMM.
DT cHa. Ha (poHe (DM3HNOIOTHYECKHX NATTEPHOB CHA («COHHBIE BEPETEHA») PETUCTPHUPYIOTCA BBICOKOAMILTUTY/THBIE

auddysHbIE pa3pAABI KOMIIJIEKCOB ITHUK-, TOTUITHK-BOTHA.
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Jarorca Ha OO reHepaIM30BAHHBIMU Pa3ps-
JlaMU KOMIUIEKCOB ITIOJIMIIUK-BOJIHA, KAK KO-
POTKHMMH U30JIMPOBAHHBIMY, TAK U IIOBTOPSI-
IOIMMHUCA C 94aCTOTOU 2-4 I'ly, C IIPOJODKU-
TETBHOCTBIO paspsiia 2-6 ¢ [20]. MHOKIOHH-
4EeCKHE B3APATUBAHUSA COBHAJAIOT C IIOIU-
CIIAVIKOBBIM KOMIIOHEHTOM B CTPYKTYPE ITHK-
BOJIHOBOI'O KOMIUIEKCA. IIpn 3TOM BEpOAT-
HOCTh KJIMHHYECKOT'O IPOSIBJICHHUSI MUOKJIO-
HyCa TEM BBIIIE, YEM OOJIbIIC IOJIHCHANKOB
perucrpupyercs B paspsazge [13]. I1lpu rpose-
JEHUU IIPOJOJDKEHHOI'O BUI€0-OJI" MOHHUTO-
PpHHIA 3MWIENTHYECKUY MUOKJIOHYC MOKHO
3aPErUCTPUPOBATH HE TOJIBKO B OOJIPCTBOBA-
HUH, HO U BO CHE.

MHOKJIOHUYECKU-ATOHUYECKHUE TIPUCTY-
IIbI COOTBETCTBYIOT NOSIBJIECHHUIO T'€HEPAIH-
30BAHHBIX Pa3psag0B CIIANK/IIOJHUCIIANK-
MeJIeHHAsI BOJTHA C 4aCTOTOM OT 2 10 4 I'l1 HA
OOI. B peanmm3ann KIMHUYECKUX IIPOsIBIIE-
HHUH YKA3aHHBIX IIPHUCTYIIOB 33J€NUCTBOBAHDI
CJIeayIoUe MeXaHU3Mbl. MUOKJIOHUYECKHUH
KOMIIOHEHT BO3HHKAET B [IEPHUO/I ITOABICHUA
IIOJIMCHANUKOB Ha DDI. DMI-Koppendar MUuo-
KJIOHUYECKOTO B3/IparuBanus — qnu@ppysnasn
BCITBINIKA JJIUTEJIbHOCTBIO OKOJI0 100 Mc. [1a-
JIee caeayeTr 0oJsee UIUTENbHBI IOCT-MHO-
KJIOHUYECKUH JIATEHTHBIN <«Silent» niepuop,
(200-500 MC), KaKk IPABHUIO, COOTBETCTBYIO-
IIUHA MEJJIEHHOH BOJIHE B CTPYKIYpE KOM-
IUIEKCA ITHMK-BOJIHA MU COIIPOBOXKAAIOLIUHCA
¢dpenomenom aronuu [20]. CoueTaHue BbIpa-
JKEHHOTO MHOKJIOHHUYECKOTO B3APATUBAHUSA
U IIOCT-MHOKJIOHUYECKOI'O JIATEHTHOIO IIe-
pHuoOJa BBI3BIBAET IIPHUCTYII nafeHud («drop
attacks»). JlaHHasi KIUHUYECKAA OCOOEH-
HOCTB OTPA’KAET CAM TEPMHUH «MHOKJIOHHYE-
CKH-ATOHHUYECKHUE IIPUCTYIBI», TUIIUYHbIE
st MAD. ATOHMS, BBI3BAHHASA JIATEHTHBIM
IEPUOIOM HA DMI, MOXKET TAKXKE BOZHUKATD
U 6€3 KIMHUYECKUX ITPOABICHNUN IIPEIIECT-
BYIOIIETO MUOKJIOHUYECKOI'O B3IPAruBaHUA
¢ (popMHUpPOBAHHEM KAPTHHBI ATOHHUYECKUX
IIPHUCTYIIOB.

Cornacno uccaenosanuio H. Oguni u co-
aBT. (1992), y yactu 601bHBIX MAD BO3MOXK-
HO IIOABJICHHUE «9UCTBIX» ATOHUYECKUX IIPHU-
CTYNnos [33]. U3ydyeHue JaHHBbIX IIPHUCTYIIOB
P NOMUTPAPHUUECKON 3AITNCH ITOKA34JIO,
4TO IPUCTYIIOOOPA3ZHOE CHILKEHHE TOHYCA B
MBIIIIAX-aHTATOHUCTAX BO3HHUKAJIO HA DMTI
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BO BpEMs JIATEHTHOT'O Ilepuoaa 6e3 npejiie-
CTBYIOILEI'O MHOKJIOHHUYECKOIO KOMIIOHEH-
TAa. ATOHHYECKHUE IPHUCTYIbl BO3HUKAIOT
CHUHXPOHHO C I'€HE€PATN30BAHHBIMHU PaA3PA-
JJAMH KOMIUIEKCOB OCTpPasI-MEIJICHHAsA BOJI-
Ha B 11epuoj, GOPMHUPOBAHUS BBICOKOAMII-
JIMTYTHOM MEJIJICHHO¥M BOJIHHI [33, 35].

IIprt BOBHMKHOBEHUH MUOKIOHHYECKOI'O
CTATyCa PETHUCTPUPYIOTCA YACTbIE HEPETy-
JIIPHBIE T€EHEPATU3OBAHHDIE ITUK-, ITIOJTUIIHNK-
BOJIHOBBIE PA3pAAbl B COYETAHUU C MYJIBTH-
PETrHOHAJIBHBIMHA HE3aBUCHUMBIMU CHAHK-
BOJIHOBBIMH KOMIUIEKCAMH U ME/JIEHHOBOJI-
HOBOI aKTHUBHOCTBIO, MHOIJJA HAIIOMHHAA
KapTuHy rurcapurmMui 10, 20].

AOCaHCBI IIPOABIAIOTCSA CHHXKEHHEM
YPOBHSI CO3HAHUS, IIPUOCTAHABINUBAHUEM
JBUT'ATEJIbHON aKTUBHOCTH ITAIIUEHTOB, 00-
LIEH «3aTOPMOKEHHOCTBIO>. IIpH 3TOM BO3-
MO>KHBI MUHUMAJIbHBIE ATOHUYECKHUE Y MUO-
KJIOHUYeCKre PEHOMEHBL. AGCAHCHI COIIPO-
BOXJAI0TCA HAa ODI' reHepasn3oBaAaHHBIMU
PUTMUYHBIMHA IPOJOJLKEHHBIMH (60JIEE 5 C)
MU K-, IIOJIMITHK-BOJTHOBBIMH PA3PASAMH YaC-
TOTOU 2,5-4 I'lt. IIpH 3TOM MUOKJIOHHUYECKUH
KOMIIOHEHT B CTPYKTYpE€ a0CaHCa COBIIAJA€T
CO CHaviKaM, IOJHCIIAauKaMH, ATOHHSA Ha-
OJIIOAETCSI B TIEPUO/], MEIJIECHHOM BOJIHBI B
CTPYKTYypE ITUK-BOJHOBOTO KOMILIEKCA. Yac-
TOTa A6CAHCOB MOXKET 3HAYUTEIbHO Hapac-
TaTh C BOSHUKHOBEHHUEM KIMHUYECKOM Kap-
TUHBI OECCYAOPOKHOI'O SMUICIITUYECKOTO
craryca (IIMK-BOJIHOBOM CTynIop»). Hepeako
MUOKJIOHHUYECKHUI CTATYC ACCOLTMHUPYETC CO
CTATyCOM aTHIMNYHBIX a6caHCcoB [20]. B ciy-
4Jyae BO3ZHHUKHOBCHHS Y OOJIBHBIX MAD 1po-
JOJDKEHHBIX PUTMHYHBIX I'€HEPAJIU30BAH-
HBIX PA3pAAOB KOMIUIEKCOB CIIAUK-, IIOJIH-
cHarik-MeaJIeHHAs BOJIHA Ha DI, gaxke 6e3
yO6eIUTEIbHBIX /JOKA3ATE/IbCTB CHUKCHUSA
YPOBHSI CO3HAHUS, BPAYH JJOJLKHBI OBITh Ha-
CTOPO’KEHBI B OTHOIIEHUH PA3BUTHS OECCY-
JOPOKHOTO CTATYCA.

TOHHUYECKHE WIN TOHUKO-BUOPATOPHBIC
IIPUCTYIBI, BBISABISACMBIC PSJIOM aABTOPOB
npu MAD, conpoOBOXIAIOTCA HA DDI' mOoAB-
seHueM au@@Py3HON HU3KOAMILIUTYTHOU
PUTMHUYHONM OBICTPOBOJIHOBOM AKTHUBHOCTH
qgacrorou 10-15 I'u, igmencsa BeCb Nepuo/y,
PETrUCTPALIUN TOHHUYECKOI'O HAIPSIKEHUA
Ha OMI [19].
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XapaKTEepHbIM HE3INWIENTU(HOPMHBIM
narrepHom Ha D3I, BBIABIAEMBIM Y MHOTHUX
MAIJUEHTOB C MHUOKJIOHHUYECKU-ACTATHYEC-
KOH 3MWIeNCUuen, asugercsa rtera-purm [10].
MoHOMOp(HAsT PUTMHUYECKASI TE€TA-AKTHB-
HOCTb 4aCTOTOM OT 4 10 7 I'ly JIOKaIMu3yeTcs
IIPEUMYIIECTBEHHO B TEMEHHBIX OTBEJCHUAX
OUCHUHXPOHHO (TEMEHHOM TeTa-putM Jlose),
HEPEAKO CO CBOMCTBOM K Ju(Py3HOMY pac-
IPOCTPAHEHUIO. YKA3aHHBbIN DOI-nmarrepH
MOJKET PETHCTPUPOBATHCSA B TEYEHHE BCETO
nepuoaa 3a6onesanus. H. Doose (2003) or-
METWJI CJIEAYIONTYIO 3aKOHOMEPHOCTH: B «Pa3-
rap» IPUCTYIIOB TETA-PUTM, KAK IIPABHIIO,
UPPETY/IPEH U MAKCUMAJIBHO 3aMEJICHEH, B
IIEPUOJ, PEMHUCCHUN HAOGIIOJACTCA €r0o OOJIb-
[Iasi PEry/BIPHOCTb C HAPACTAHHUEM YaACTOT-
HbBIX XaPAKTEPUCTUK [13].

ITo muenuro H. Doose (2003), coxpaHs-
IOIUNCA TE€TA-PUTM B MNOAPOCTKOBOM U B
MOJIOJIOM B3POCJIOM BO3PACTE HEHU3MEHHO
CBsA3aH C 60j1e€ BBICOKUM PHUCKOM Pa3BUTUA
B IIOCJIEACTBUU I'€HEPAIM3OBAHHBIX TOHH-
KO-KJIOHUYECKUX NPpUCTyIos [13]. 1 Hao60-
poT, nosiBneHue anb@da-purma Ha POHE pe-
JYKIIUH T€TA-aKTUBHOCTH B IIEPHUO/ ITyOep-
TATA ABIAETCA XOPOIIHUM IIPOTHOCTHYECKUM
3HAKOM, J AK€ €CJIH B 3TOT Nepuoj, OyayT pe-
THCTPUPOBATHCS HU30JIHPOBAHHBIE CIAMK-
BOJIHOBBIE€ KOMIUIEKCHL.

HewpoBusyanrusanua. I3MeHeHus, 110-
JIyd€EHHBIE TP HEMPOBU3YAIN3ALIH, HECIIE-
mu@uuHbl. COITTACHO KPUTEPHAM JUATHO34,
O0osIbHBbIEe MAD He JOJLKHBI UMETbh H3MEHEHU
IPpU HEUPOBU3YAIN3ALIUU. OJTHAKO HEPEIKO,
OCOOEHHO NPH /UIUTEIBbHOM aHAMHE3€ 3IIU-
aencuy, npu MPT uccneioBaHUY BBISIBIISIETCS
yMepeHHasa 1Udy3Hass KOPTUKAIbHASA ATPO-
¢us. B o11ebHBIX TyOIHUKAITUAX YKA3bIBACT-
Csl HAa BO3MOXKHOCTb OOHAPYKEHUS JIOKAIb-
HBIX CTPYKTYPHBIX U3MEHEHUU B MO3I€, BbI-
3BAaHHBIX [IEPUHATAIBHOM HIIE(PATIONIATHE],
BPO’KJICHHBIMH WIH IIPUOOPETEHHBIMU COCY-
JHCTBIMH HAPYIIEHUAMH, OJHAKO, OTHECEHHE
JAHHBIX CIy4aeB K MAD BeCbMa JMCKYCCHUOH-
Hoe (MyxuH KIO. u coasrt., 1996; P. Jiruska u
COaBT., 2011).

Ho03010IMI€CKAA CAMOCTOATEIHbHOCTD.
Kpurepuu suarno3a u suddepeHnuannb-
HBIN AHarHo3. B xaccudukanum 3nuien-
TUYECKUX CUHJIPOMOB MAD 3aHUMAET OCO-
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00€ 1 HEOAHO3HAYHOE ITON0XKeHue. OTHECe-
HHE 3MWIEIICUN C MUOKJIOHUYECKH-ACTATH-
YE€CKHUMH IIPUCTYIIAMH K I'PYIIIE UIUOIIATH-
YECKUX TI'€HEPATHU30BAHHBIX 3SMNHWIECIICHU
OJPA3YMEBAET OTCYTCTBHE B 3THOJIOIUH
3200y1€eBaHUA JPYTUX IPUYHH, KPOME «I'€He-
THUYECKOI MPEAPACIIONIOKECHHOCTH> [16, 34,
39]. BmecTe ¢ TeMm, GOJBIIOE KOJIHUYECTBO
OyoIHUKAIUI COOOIAeT O BO3MOXKHOCTHU
Pa3BUTHUA CHUMIITOMOKOMIUIEKCA AITUJIEIICUH
C MUOKJIOHUY€ECKH-ACTATUYECKUMHU IIPUCTY-
NaMy IIPU JPYTIUX 3a00JI€BAHUAX, COIIPO-
BOXK/JAIOMIUXCS MOPAKEHHUEM T'OJIOBHOI'O
mogra: 6osne3ns lItypre-Bebepa [22], Hell-
POHAJNBHBIN IIEPOUJHBIN JUNOPYCIUHO3
[18], cummroMaruyeckas («CTPYKTypHas»)
JOOHasa 3nuiencus [21], TMIOKCHYECKHU-
HUIIEMHUYECKasl MEPUHATAIbHAA 3dHIE(dATIO-
matust (Myxus KIO. u coasr., 1996).

C nguonaTu4yeCcKuMu (popMaMu IIHIEII-
cuu MAD COMIKAIOT CIEAyIonHe OCOOEeH-
HOCTH: BBICOKAs 4aCTOTA CEMEVHBIX C/Iy4a€B
3MIWIEIICUU U (PEOPWIBHBIX IPUCTYIOB, I'e-
HEPAJTIU30BAHHBIM XapaKTep IIPHUCTYIIOB
(I'CI1, MUOKJIOHUYECKHE, ATOHUYECKHUE, A0-
CaHCBI), OOHApyXeHHueE Ha DII reHepananso-
BAaHHOM ITUK- U IIOJIMIIHUK-BOJHOBOM AKTUB-
HOCTH C 4acToToM 3 I'll, OTCYyTCTBHE CTPYK-
TYPHBIX HAPYIIEHHUN [IPHU HEUPOBU3YAIN3A-
IIUH, ITO3UTHUBHBIN TEPANEBTUYECKUI 3]-
eKT npU IIPUMEHEHHUU BAJIBIIPOATOB. Of-
HAKO 3IWIENCHA C MHOKJIOHHYECKHU-ACTA-
TUYECKUMH IIPUCTYIIAMH, OE3yCIOBHO, BBI-
JessieTcss U3 Beero psaga UI'D, umes obmue
4epThl C CUMIITOMATUYECKUMH IIHJIEIICUS-
MH. DTO KACAETCSI BO3MOXHOCTH IIPUCOEIH-
HEHUSI TOHUYECKUX NPUCTYIIOB U ATHUIINY-
HBIX Aa0CaHCOB, BO3BHUKHOBEHU SITHWICIITH-
YeCKOT'O CTATyCa, OOHAPYKEHUSA HEBPOJIOTHU-
4YE€CKOU CUMIITOMATUKHN Y CHWKEHUS UHTEI-
JIEKTA y ITAITMEHTOB, HEPEAKOU TEPATICBTHYCC-
KOH PE3UCTEHTHOCTH C IEPCUCTUPOBAHUEM
IIPUCTYIIOB.

C Hamen TOYKU 3PEHHA, BCE-TAKU IIpa-
BUJIbHEE OTHOCUTb MAD B Ipymniny 31uiaeI-
TUYECKUX dHIEPATONATUI, YTO U OBLIO
IPENIOKEHO B IOCAeAHUE TOoAbI [18, 25].
HopmanbHOE pa3BUTHE JETEHM JO MOMEHTA
HAa4aJIa IPUCTYIIOB U OTYETIHUBOEC CHILKE-
HHE KOTHUTHUBHBIX (DYHKIIUI IIOC/IE HUX J€-
O0I0TA IIO3BOJISIET OTHECTH MAD B rpynmy
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AMWJIEONTUYECKUX 3HIEedanonatul. Boi-
MOZKHO, IIOCJIEAYIONIUE UCCIEJOBAHUS JOKA-
JKYT '€ HETUYECKYIO I'€TEPOI€HHOCTD JAHHO-
ro CHHAPOMA, YTO U OIPEAEIAeT INPOTHO3
3200J1€BaHU.

Ciaegyer NPpUHOUNHUAIBHO pPa3/JIUYaATh
3MUJIENICUIO C MUOKJIOHUYECKH-ACTATUYEC-
KHMU IIpUCTYyHNaMu (WId cuHapom Jlose) u
«(pEeHOTUNINYECKUH CUMIITOMOKOMILIEKC> C
MHOKJIOHHUYECKHU-ACTATUIECKUMHU TIPUCTY-
IIaMU NPHU JPYyrux 3a00JI€EBAHUAX, B TOM
quciae, Ipu CUMITOMATHYECKON JTOOHOM
3MUJIEIICUHU W HACJIEJACTBEHHO-JIEreHepa-
TUBHBIX 3a6o0neBaHuAX. «Kimaccuueckuri»
dpenorun MAD Brao4daer Haauyue I'CII,
MHOKJIOHHYECKUX, MHOKJIOHHYECKHU-ATO-
HHUYECKUX HAPOKCHU3MOB U a0CAHCOB IIPHU
MHUHHMJIBHON BBIPAKEHHOCTH OYaroBBIX
HEBPOJOTUYECKUX CHUMIITOMOB U HHTEJI-
JIEKTYAJIbHBIX HapymeHuu. Kpurepuamu
UCKJIIOUEHHUSA CIIYKAT: HAUINYNUE YACTBIX TO-
HHUYECKHUX IIPHUCTYIIOB B OOJPCTBOBAHHUU;
IOSIBJIEHUE (POKAIBHBIX ITPUCTYIIOB U MYJIb-
TUPETHUOHAIBHBIX U3MEHEHUN Ha DI J10-
KaJbHbIE€ HAPYIICHUS, BBISIBJIECHHBIC IIPU
HEUPOBU3YAJINU3AIIUH; IIPOTPECCUPYIOIIEE
Te€4YeHHE 32007I€BAHUA C HAPACTAHUEM HeE-
BPOJIOTMYECKHUX HAPYIIEHUH.

HecMOTps Ha 3HAYUTEIBHYIO KIMHUYEC-
KYI0O T'€TEPOTr€HHOCTb MAD 1pencrasiaser
CcO0O0M OTHEJbHBIN AMWICHTUYECKHUH CHUH]I-
poM, ornyHbI OT CJII' M apyrux ¢opm
anwiencuu. Kpurepuamu guarHosa MAD
SBJISAIOTCS [2, 10, 30]:

« BBICOKAs 4YAaCTOTA CEMEMHBIX CIy4a€B

AMIIENICUY, (PEeOPUIBHBIX IIPUCTYIIOB
U AaHOMAJIbHBIX DOI-IaTTEPHOB Cpean
POJCTBEHHUKOB IPOOAH/IA;

« HOPMaJIBHOE IICUXOMOTOPHOE Pa3BU-
THE JIETEH IO HaYa/1a 3200 I€BAHHS;

« J€6IOT IIPUCTYIIOB B BO3PACTE 7 MEC —
6 et (Makcumym 2-6 J1er);

« IIEPBUYHO-T€HEPATHU3OBAHHBIN THII
IIPUCTYIIOB: I'€HEPATU3OBAHHBIE TO-
HHUKO-KJIOHUYECKHE NPUCTYIIBL, C KO-
TOPBIX OOBIYHO JEOIOTHPYET 3a001€-
BaHHE; MUOKJIOHYC, ATOHUYECKHUE, MU-
OKJIOHUYECKH-ATOHUYECKHUE IIPUCTY-
IbI, A0CAHCHI; BO3MOKHOCTD IOSIBJIE-
HHUs TOHUYECKUX IIPUCTYIIOB BO Bpe-
Ms CHA B OTJIEJIbHBIX CIy4asiX;
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o T'€HEPAJIN3O0BAHHAA MUK- U IOJUIIHK-
BOJIHOBAasI AKTUBHOCTb B COYETAHHHU C
npo6eramMm OUIIAPUETATIBHOTIO TETA-
purma (4-7 I'mn);

« OTCYTCTBHE CTPYKTYPHBIX HapylIe-
HHUU B MO3I€ IIPHU HEVPOBU3YAIHU3A-
LM,

« BO3MOXHOCTb IOSABJIEHHSA HEBPOJIO-
TMYECKUX HAPYUICHUH U CHHKCHUSA
HHTEJUIEKTA 110 Mepe pa3BUTUA 3200-
JIEBAHUS;

« (papMaKOPE3UCTEHTHOCTh C BO3MOXK-
HOCTBIO NEPCUCTHUPOBAHUA IIPUCTY-
OB B 50% ciry4yaes.

Juddepenmposatb MAD HEOOXOAUMO C

LEJIBIM PAAOM SMWIECIITHYECKUX CHUHIPOMOB,
U IPEXKIE BCEro, C CMHHAPOMAaMHU JIEeHHOKCA-
I'acro, ncesngo-JIeHHOKCA, [IpaBe, Iporpeccu-
PYIOIIMMH SIWIEIICUAMH C MUOKJIOHYCOM, 4
TAKKE CUMIITOMATHYECKOM (DOKAITBHOMN 3I1H-
JEIICUEN C IICEBJOI€HEPATU3OBAHHBIMU
npucrynamy. TouHasa quarHoctuka MAD aB-
JIIETCA IIPUHIUIINAIBHO BAXKHON B OTHOIIIE-
HHUH TAKTHUKH JICYCHUA U IIPOTHO3A.
Hau6onpmue CI0KHOCTU MOTYT BO3HU-
KaTb npu guddepeHimanibHON JTHUATHOCTH-
Ke MAD ¢ cungpomom JlenHokca-I'acro. Ya-
CTBIE PE3UCTEHTHBIE K TEPAITHUHU TOHUYECKHUE
AKCHAJIBHBIE IIPUCTYIIBI, BO3HUKAIOIINE, KAK
B ITHEBHOE BPEMs, TAK U OCOOEHHO — HOYBIO,
COIIPOBOKAAIOIIMEC recruiting rhythm Ha
DT, BXOIAT B KIACCUYECKYIO TPHUALy IIPU-
crynos CJIT, m HabmaogaroTcsa npu MAD
JIMIIb B €IUHHUYHBIX TSDKEJIBIX CIydasax (Tak
Ha3bIBA€MBbI€, IIEpeEXOAHbIE (POPMBI OT MAD
Kk CJIII) [3, 13, 39]. i1 MAD HexXapaKTrepHbI
(OKaIBbHBIE NIPUCTYNBI U CTPYKTYPHBIEC H3-
MEHEHUSA IIPU HEHPOBUIYATHUIAHUHU, UTO
BO3MO:KHO y 601bpHBIX CJIT'. C 1pyro# cropo-
HBbI, MUOKJIOHUYeCKUI BapuaHT CJII' (<apo-
MEXKYTOYHBIN» WIN «OOJOHCKUI» BAPUAHT)
C npeobialaHUuEM MHOKJIOHHYECKHUX IIPHU-
CTYIIOB U OTHOCHUTEIBHO «MATI'KUM» T€YCHU-
€M, IOXO0K HAa KINHHYECKOE TedeHHne MAD
[29]. Ogaako B ucciaegoBanuu P. Bonanni u
coaBT. (2002) mOKa3aHO 3JIEKTPOPUINOIO-
IMYECKOE PA3IUYHE IMHUIECIITUYECKOI'O MH-
oxstoHyca npu MAD u CJIT [5]. IIpu MAD BO3-
HHUKAE€T NEPBUYHO-TCHECPAIN3OBAHHBIN Ta-
JIAMO-KOPTHUKAJIbHBII MHUOKJIOHYC, 4 IIPH
CJIT' — gamie 110 MEXaHU3My BTOPUYHOH OU-
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JATEPAIbHONM CUHXPOHU3AIIUHU U3 JIOOHOM
kopbl. H. Doose (1992) ormernn npu CIT
OTCYTCTBHUE NIPSIMOM CBSI3U MEXIY BO3HHUK-
HOBEHHUEM 3nuaenTu@opmueix III nar-
TEPHOB U NOSIBJICHUEM KIMHUYECKUX MAPO-
KCHU3MOB, 34 HCKJIIOYEHHUEM TOHHYECKUX
npuctynos [10]. IIpu MAD B 60IbIINHCTBE
CJIy4a€B UMEETCS YETKAsI 3aBUCHUMOCTDb MEXK-
JIy TIOSIBJIEHUEM ITHK- U [IOJIUITHK-BOTHOBBIX
KOMIUIEKCOB C BO3HMKHOBEHHEM a0CAHCOB
1 MHOKJIOHUYECKHUX ITAPOKCHU3MOB.
JIewenme. BBU1y 4aCTBIX I1aJ€HUN, TAITH-
€HTAM PEKOMEH/JOBAHO HOIIECHUE CIIEITUAIb-
HBIX [IUIEMOB C 3aIIUTON NOAOOPOJKA U CO-
OTBETCTBYIONIEE OOOPYJOBAHHE HX KHUION
KOMHATBI C IEJIbI0O YMEHBIICHUS TPAaBMaTHU-
3auu. JledeHne HAYMHAETCA C MOHOTEpa-
MUY IIPENapaTaMu — IIPOU3BOJHBIMHU BaJlb-
POEBOU KHUCJIOTBIL. CpeaHUE JO3BI BAJILIIPO-
aToB B jedeHuu MAD cocrasmsior 30-60
MI'/KI'/CyT. B OONBIIMHCTBE CIIy4a€B BBIPA-
SKEHHBIN T€paneBTU4YECKUM 3(p ekt nocru-
raercss TOJABbKO IIpH noaurepanuu. OnrTu-
Ma/JIbHbI€ KOMOHWHAIIMH: COYETAHHUE BaJb-
IIPOATOB C JAMOTPHUIKUHOM (2-5
MI'/KI'/CYyT), CYKOUHUMHZAMHU (OKoao 30
MTI/KI'/CyT) WIH O€H304UA3E€ITNHAMU (KI100a-
3aM — OKoJ10 1 mr/kr/cyr) [17, 18]. I1o Hamte-
My MHEHHIO, IIPH HEJOCTATOYHON 3(p@ek-
TUBHOCTH MOHOTEPAIIMH BaJIbIIPOATAMH,
CJIEAYET IEPEXOAUTH K UX KOMOWHAIIHH C JIa-
MOTPUKUHOM (Mukhin K.Yu. m coasr,,
1998). B ormiinyue OoT HEPEAKOU arrpaBarviu
MHUOKJIOHUYECKHUX IIPUCTYIIOB IIPHU CUH/PO-
Me JIpaBe, a MTHOTIA U IIPU IOHOIIECKON MHO-
KJIOHUYECKON 3MNWIEIICUH, JAMOTPUIKUH,
OYEBHTHO «padoTraer> npu MAD [14]. B ciy-
qae npeob6aagaHua Aa6CaHCOB, 4 TAKXKE IPU
OECCYAOPOKHOM ANHICIITUYECKOM CTATyCE
3 dPeKTUBHA KOMOUHAIUS BAJIBIIPOATOB C
cykuyuHuMugamu. H. Oguni u coasrt. (2002)
orMedanu 3PPEKTUBHOCTh CYKIIMHUMH/IOB
B 64% ciayuaeB MAD [35]. YV mereit paHHEro
Bo3pacra 1npu 4actbix I'CII BO3MOXHO 1IpU-
MeHeHHE (peHoOapOuTAIA B CpESHEN JO3€ 2-
5 mr/kr/cyr [18]. EquHnyHbBIE COOOIEHUS
IIOKA3bIBAIOT 3(P(PEKTUBHOCTh TOIIHpaMaTa
U pypuHaAMHAa IIPU ATOHUYECKUX IIPHUCTY-
nax majicHuM, a Takke 3(pEOEKTUBHOCTD Jie-
BETHpalleTaMa, 30HHUCAMH/IA, CyJbTHAMA U
6pOMHIOB y 60JbHBIX MAD [23, 26, 36, 43].
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Bmecre ¢ TeMm, J. Kroll-Seger u coast. (2006)
COOOIIMIM O PE3KOM aITpPaBallMy MHUOKJIO-
HYCA Yy 3-JIETHETO MaJIbYHUKa, OOJTbHOTO MAD,
IIPA 3aME€HE BAJBIIPOATOB Ha JIEBETHpPAILlE-
Tam [26]. B OTHAEIbHBIX IMyOJUKAIUASIX [PU
PE3UCTEHTHOM TEYEHHUH OTMEYAETCA 3P-
(PEKTUBHOCTH CTEPOUJHBIX TOPMOHOB (JICK-
caMeTasoH, peaHu30s10H, AKTT) [9, 35].

Kelley S.A., Kossoff E.H. (2010) cuuraror,
4TO MOJU(PUIIMPOBAHHAA JHUETA ATKHHCA
SABJISIETCS BECbMA IIEPCIIEKTUBHOHN B JI€4ye-
HUU MAD U JO/DKHA IPUMEHATBCA HE TOJIb-
KO B PE3UCTEHTHBIX CIy4asiX, HO U Cpa3y No-
cne Hea(pEeKTUBHOCTH 6a30BOM TEepanuu
[25]. Ocob6asa 3(PpPeKTUBHOCTD KETOI€HHOM
JUETbl KOHCTATUPYETCA Yy OONbHBIX MAD ¢
myranuenn B reHe SLC2A1 ¢ mapymeHueMm
TPAHCIIOPTA IVIIOKO3HI [32].

ITpOTHBOIOKA3aHBI K IIPUMEHEHUIO IIpe-
aparTel, KOTOPbIE MOTIYT arrpaBHPOBATH
3AMWJIENITUYECKUE IIPUCTYIIBI U BBI3BIBATH
SIMWIECIITUYECKUH CTATyC IIpu MAD: KapoOa-
Ma3€eInH/OKCKapOa3enuH, PEeHUTOUH, BUT'a-
OaTpuH, rabalieHTUH, TUArabuH. Bmecre C
T€M, IO HAIIUM JJAHHBIM, JOOABJICHUE HE-
OOnMBIINX 03 KapbaMa3enuHa/OKCKapoOase-
IIMHA K IIPENapaTaM BAJBIIPOEBON KHUCIOTBI
MOJKET OBITh 3(PPEKTUBHO IIPU PE3UCTEHT-
HbIX K Tepanuu 4dacteiX I'CIT (MyxuH KIO.,
2000).

IIporuo3. TeueHue MAD «BapuabeIbHO
U Henpeackazyemo» [20], 9To, 6e3yCcI0BHO,
CBH/ICTEIBCTBYET O I'€TEPOTC€HHOCTHU CHH/I-
poMa H «Ppa3dMBITOCTH» JHUATHOCTUYECKHUX
Kpurepues [15]. laHHbIE O JOCTUXKEHUH Pe-
MHCCHUH IIPpU CUHAPOME MAD TaKXKe OYEHDb
pa3nuyHbl. CHIDKEHUE YaCTOTHI IIPHUCTYIIOB
OCYIIECTBUMO B OOJIBIIIMHCTBE CJIy4a€B, OJI-
HAKO, IIOJIHAA PEMHUCCHUS JOCTUIAETCHA, B
cpenHeM, y 50-75% OonbHBIX. B HameMm uc-
CI€JOBAHUHN TEPANEBTHUYECKASI PEMHUCCHUA
ObUIA JOCTUTHYTA Yy 70% OOJIBHBIX, IIPEUMY-
IIECTBEHHO, HA KOMOHWHAIINN BAJIBIIPOATOB
U jgamorpupknHa (Myxun KIO., 2000). B
ucciaenoBanuu M. Trivisano u coasr. (2011)
pemMuccus 6bUIa JOCTUTHYTA B 89% CcirydaeB
MAD, B OCHOBHOM, B T€YE€HHUE IEPBBIX 3,5
JIEeT C MOMEHTA Je0I0Ta IIPUCTYHOB [42].
JInmb y 2 OONBbHBIX IMPOAOJLKAINUCH PE3UC-
TEHTHBIE K TEPAITUH TOHUYECKHE IIPUCTYIIDL.
B rpynne 601pHBIX MAD, 06Ce10BaHHBIX H.
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Oguni u coasrt. (2002), moaHasA peMUCCUA
IIPUCTYIIOB ObLIA JOCTUTHYTA JUIIb B 68%
CJIy4aeB. Y OCTAJIbHBIX OOJIBHBIX ITPOJOJLKA-
juchk I'CI1 1 TOHU4YEeCKHUE IIPUCTYIILI [35].

OTe1pHOrO0 BHUMAHUA 34CTY>KUBAET BO-
IIPOC O BO3MOKHOCTH CAMOJIMMUTHUPYIOIIE-
ro TeYEHHUs IMUWIENCcuu 1npu MAD. Cymmu-
pyAa AaHHble auTeparypsl, R. Guerrini u co-
aBT. (2012) cooO6HmIAIOT O BO3MOKHOCTHU
CIIOHTAHHOTI'O IIPEKPAIIEHUA IPUCTYIIOB Yy
50-89% 601pHBIX MAD B T€UECHUE NIEPBHIX 3
jger 3abosieBanHusa [20]. JaHHas rumores3a
HYK/JA€TCA B JaJbHEHIIEN IIPOBEPKE. B Ha-
IIEM HUCCJIEJOBAHUM JIUIIB Y 1 rTanuenTa o6-
HAPYKWJIACh CIIOHTAHHAs PEMUCCHUA IIPU-
CTynos. B asropurerHom ucciaegosanuu H.
Oguni u coasr. (2002), AEeCTBUTEIBHO, Y
89% 60sbHBIX MAD HAGIIOAATOCH KyIIHUPO-
BAHHE MHOKJIOHHYECKHUX U ATOHHUYECKUX
IIPUCTYIIOB B Te4eHUue 1-3 jieT ¢ Hayana 3a-
0os€eBaHUsA, HO JAPYTHE€ THUIIBI IPUCTYIIOB,
Briouasa I'CII, nmepcucruposanu [35]. I1Io
KpanHeN Mepe, CO30A€TCA BIIEYATIECHHUE, YTO
IIPUCTYIIBI y 60JIBbHBIX MAD HauboJjiee pe3u-
CTEHTHBI K JICUEHHIO B TEYEHUE IIEPBBIX MeE-
CsAIIEB C MOMEHTA Ae6IoTa 3a00JeBaHUA, 4 C
BO3pPaCTOM Yy OOJIBIIMHCTBA MAIITHEHTOB OHU
CTAHOBSATCS 00JI€€ «dyBCTBUTE/IBHBI» K TEPA-
nuu ADII [20]. He UCKII0OYEHO, YTO 4aCTb
cirydaeB MAD OOyC/IOB/IEHA KOMOWHAIIHEH
JBYX (pAaKTOPOB: TEHETUYECKOH IIPEAPACIIO-
JIO)KEHHOCTH U BPOXKJEHHOI'O HAPYIIECHUSA
co3peBaHusg mo3ra [15].

Bomnpoc 0 BO3MOKHOCTH TpaHC(hOpMa-
nuu MAD B cuHapoM JIeHHOKca-I'acTto niau
Ipyrue (popmMbl 3NHUIENICHHU OCTAETCA OT-
KPBITBIM. B psge nmybaukanuii coobmaercs,
4TO C TEYEHHUEM BPEMEHH Y HEKOTOPBIX
OOJIBHBIX IOSABJIAIOTCSA PE3UCTEHTHHIE K TE-
panuy TOHU4YECKUE NPUCTYIBI B OOJPCTBO-
BaHUH, (DOKAJIbHBIE IPUCTYIIBI, JOOPOKaye-
CTBEHHBIEC 3MHWIECNTU(MPOPMHBIE NATTEPHDBI
percrea (UDILI) Ha OOI u gpyrue npusHa-
KH, HE YKJIAJbIBAIOIIUECS B «KJIACCHYECKYIO»
KapTUHY 3a60neBaHus [24, 35, 42]. Becbma
BEPOSITHO, UTO B ATUX CJIy4asiX pedb UAET O
Ipyrux (popmax 3MUICIICUHA H3HAYAIBHO,
(PEHOTUIINYECKH, HAIIOMHHAIOMMNUX MAD.
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HmeeTcss cOOOIEHUE O EAUHUYHOM CJIydae
TpaHc(hpopMaIu JOOPOKAYECTBEHHON MHU-
OKJIOHHUYECKOH AIMWICIICUY MJIAJICHYECTBA B
MAD [4]. ABTOpPBI COOOIIAIOT O MAITUEHTE, Y
KOTOPOro ObUIA JUATHOCTUPOBAHA TOOPO-
KA4eCTBEHHAs1 MHUOKJIOHHYECKAs SMHJIEII-
CUs MJIAJIEHYECTBA C IIOCJIEAYIOIEN ITOTHOM
pemuccueit. Yepes 2 roga pemuccuu 6e3 te-
panuu ADII, B BO3pacre 4 jier, y IaiueHTa
Pa3BHJIACH TUIIMYHASA JIEKTPOKIMHHUYECKASA
KaptuHa MAD. B HECKOIBKHX UCCIEJOBAHU-
AX MIOAYEPKUBAETCA, YTO KIMHUKA MAD MO-
JK€T BO3HHUKATB Y JIeTeH ¢ (p€HOTUIIOM H/IUO-
MATUYECKON 3MWIENICUU C (PeOPHMIbHBIMU
IIPUCTYIIAMH ILIIOC [37].

CyMMUpys, K HEOIATONIPUATHBIM (PAKTO-
paM TedeHHs 3200J€BAHUA MOI'YT OBITb OT-
HECEHBI CIEAYIOIHE:

« 4acCThI€ 3OHU30Jbl OECCYIOPOKHOTO

AMIIETITUYECKOI'O CTATYyCa;

o 4YacCTbl€ T'€HEPAJTU30BAHHBIE CY/0-
PO>KHBIE IPUCTYIIDI;

o YaCTbl€ TOHUYECKHUE U TOHUKO-BHU-
OpaTopHBbIE€ IIPUCTYIBI, OCOOEHHO,
BO3HHUKAIOIINE B O0PCTBOBAHUU;

o YaCTbl€ NPUCTYIBI NAJEHUH U aATH-
MUYHbIE A0CAHCHI;

« BBIPAKEHHBIN UHTEJUIEKTYAIbHBIN Ji€-
$pUIUT y DAITUEHTOB.

OJHaKO HE BCE aABTOPHI IOJJICPKHUBAIOT
JJaHHBbIE KPUTEPHUH HEOIATONPHUATHOTO IIPO-
rHo3a npu MAD. ITo mHeHuro A. Kaminska u
COasBT. (1999), HE cylmeCTBYET JOCTOBEPHBIX
KPHUTEPHUEB, HA OCHOBAHHUH KOTOPBIX MBI MOT'-
JI OBI YETKO IIPOTHO3UPOBATHh TCYCHUE JIAH-
HOTO 3200s1eBaHus [24].

BosbImMHCTBO AeTen, crpaganmmux MAD,
HMEIOT, XOTsI ObI MUHHUMAJIbHBbIE KOI'HUTHUB-
HbIE€ HAPYIICHHUA, HEPEJIKO B COYECTAHUH C I'"-
IIEPAKTUBHBIM IOBE/ICHUEM, YTO 3HAYUTEb-
HO 32TPyAHAET UX OOydeHHE B 001Ie00pa3o-
BATEJIbHOM WIKOJIE, JAXKE B CJIy4ae IIOJTHOTO
KyIIUPOBAaHUS NPUCTYNOB. JJaHHBIN (PAKT
eme 60b1Ie COMKaeT MAD € rpyImnor anu-
JIENTUYECKUX 3HIe(panonatui. [Ipomosrka-
IOIIUECA NPUCTYNIbI U KOTHUTHUBHBIE HAPY-
LICHUS — JIBAa OCHOBHBIX (DAKTOPA CHUKECHUSA
KAa4€CTBA JKU3HU OOJIBHBIX MAD [15].
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