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Knunuko-3anekmpo3xuedanorpadiuyeckue U3MeHeHus npu IOHOWecKoil
MUOKJIOHUYECKOI anunencuu (nexkyus)

K.JIO. Myxun, M.Bb. Muponos, JI.1O. ['myxoBa

000 «Hucmumym demckoii Heéponoeuu u snurencuu um. Cesmumens Jlyku», Mockea

Konmarxmeot: Koncmanmun FOpvesuu Myxun center@epileptologist.ru

FOnoweckas muoxnonuueckasn snunencus (FOMD) — gopma uduonamuueckoil eeHeparu308aHHOU INUNENCUU, XAPAKMEPUIYIOUAAC
0e61omom 6 nodpOCMK08OM 803pacme ¢ NOSIBACHUEM MACCUBHBIX MUOKAOHUMECKUX NPUCTIYNOB U 8 OONbUUHCIMEE CAYYAeE 2eHEPANU308AHHBIX
CYOOPOICHBIX NPUCIYNOB8, BOZHUKAIOWUX NPeUMYULeCINBEHHO 8 Nepuod nocae npooyxcdenus nayuenmos. Ilo Ilpoexmy kaaccuguxayuu
2001 2. FOM3 omuocumes k epynne uouonamu4eckoil 2eHepalu306aHHOL INUACNCUL C 8APUADENbHBIM heHOMmUNOM. ABmopbL npedcmaesasom
2eHemu1eckue 0CHOBb! 3a001e6anUsl, NOOPOOHO ONUCAHA KAUHUMECKAs Kapmuta, 8KkAo4as amunuynoe meuenue FOMD, paccmampusaromes
duazHocmuueckue Kpumepuu u no0xoobl K 6e0eHuo 60AbHbIX, A MAKice NPuHYUny. Meduxamenmosnoil mepanuu. C yuemom naubonee 4acmoix
npogouUPYOWUX GaKmopos, Hapsady ¢ MeOuKAMeHMO3HOU mepanueil NAUUeHMAM Heo0X00UMO CMpo2o Cco0A00ams pelcuM CHA
u 60dpcmeosanust, uzbecamo ghaxmopos pomocmumyasyuu 8 6vimy. Iloanas meduxamenmosnas pemuccus docmueaemces: npumepro y 90 %
601bHbIX (NPU NPABUALHO NOOOBPAHHOU mepanuu), npuyem 8 6oabuuHcmee cayyaes na movomepanuu. OOHaKo npobaema 3aKauaemcs
8 8bICOKOI Hacmome peyous08 nocae OmmeHsl aHmMUdINUAenmu1eckux npenapamos. Paccmompenst ocHosHbie npeduKmopsi NOGbIUEHH020
pucka peyudusa nocie OmmeHvl mepanuu.

Karoueenle caosa: oHoweckas MmuokaoHuveckas anunencus, KAuHu4ecKue npoAaeieHus, 0uaeHocmwca, Jnevernue

CLINICAL AND ELECTROENCEPHALOGRAPHIC CHANGES IN JUVENILE
MYOCLONIC EPILEPSY (A LECTURE)

K. Yu. Mukhin, M.B. Mironov, L. Yu. Glukhova
Svt. Luka’s Institute of Child Neurology and Epilepsy, Moscow

Juvenile myoclonic epilepsy (JME) is a form of idiopathic generalized epilepsy characterized by adolescent onset with massive myoclonic
seizures and, in most cases, convulsive seizures occurring mainly on awakening. According to the Proposed Diagnostic Schema for People
with Epileptic Seizures and with Epilepsy (2001), JME is classified into a group of idiopathic generalized epilepsy with a variable phenotype.
The authors give the genetic bases of the disease, describe its clinical picture in detail, including the atypical course of JME, and consider
diagnostic criteria, approaches to patient management, and principles of medical therapy. By taking into account the most common precipitat-
ing factors, along with drug therapy, the sleep and wake regimen must be strictly adhered to and household photo stimulation be avoided.
Complete medical remission is achieved in about 90 % of patients (on correctly chosen therapy), in most cases on monotherapy. However, the
problem resides in high recurrence rates after withdrawal of antiepileptic drugs. The major predictors of increased risk for a recurrence after
therapy discontinuation are considered.

Key words: juvenile myoclonic epilepsy, clinical manifestations, diagnosis, treatment

FOHowmeckas MuokinoHunueckas anuierncus (FOMD)
(cunapom AHi1a) — dopma UAUONATUYECKON TeHEPaTU30-
BaHHo¥ arunencun (UI'D), xapakTepusyroniasics A6010TOM
B MOIPOCTKOBOM BO3PACTE C MOSIBIEHUEM MACCUBHBIX MUOK-
JIOHUYECKUX MPUCTYTIOB U B OOJIBLIMHCTBE CITy4aeB reHepa-
JIN30BaHHBIX cynopoxHbIx npuctynoB (I'CIT), Bo3HuKaro-
IIKMX TPEUMYIIECTBEHHO B MEPUO[ MOCe MPOOyKACHUS
nanueHToB. [To TTpoekty knaccudukanuu 2001 . OMD
otHocutcd K rpynne MI'D ¢ BapuabenbHbiM (peHoTrrom [10].

ITpennosnaraercs ABYXJIOKYCHAsl MOJEb HACIEN0BA-
Husg FOMD — 1oMUHAHTHO-PELIECCUBHAS, IPUYEM TOMMU-
HAHTHBIN TeH JIOKAJIU30BaH HA KOPOTKOM ITJieue XpOMO-
CcOMBI 6. MOJIeKYISIpHO-TeHEeTUUECKHUE UCCeTOBaHUS,
BBITIOJIHEHHBIE B MOCJIEIHUE TO/Ibl, YCTAHOBWIU HATU4YUe
10 KpaiHel Mepe ABYX JJOKYCOB, OTBETCTBEHHBIX 32 pa3-

putue KOMD: 6p11—-12 (EJM1) u 15q14 (EJM2) ¢ nedek-
TOM OJTHOTO M3 TeHOB, Ha3bIBAEMOTO MUOKJIOHWHOM |25,
28, 29]. Puck BO3HUKHOBEHMS MUJIETICUM Y IeTeil B ce-
Mbe, TAe OAUH U3 poauteneit 6onen FOM3, cocrasnser
okoJo 7 %. [eHepan3oBaHHas! MUK/ TIOJIUITUK-BOJHOBASI
aKTUBHOCTb Ha 3JieKTposHledanorpamme (D3T) BbIsB-
nsercs y 18 % KIMHUYEeCKH 30POBBIX POJCTBEHHUKOB
npodaHaa, crpagatouero KOM3 [12].

Rnunuyeckue npodasnexus

OO0NUTaTHBIM TUIT TPUCTYTIOB — MUOKJIOHUYECKUE
MPUCTYIIBI, MIpeodiafalolie B pykax. ¥ 00JbIINHCTBA
nauueHToB npucoeauHsitorcs I'CII.

IOMD gBnasieTcst onHol U3 HauboJjee YacTeiX GopM
anuiencuun, B Tom ynciae MT'D. Yactora ee cocraBiser
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ot 5 10 11 % cpenu Bcex popM SMUIENICUN, C HEKOTOPBIM
npeobyianaHueM y XXeHIuH [3, 23, 25, 29].

He6or FOMD otMeuaetcst B Bo3pacte oT 7 10 21 rona
¢ MaKCMMyMOM B BO3pacTHOM MHTepBaje ot 11 1o 15 ner [6,
15]. B oTaenbHbIX ciayvasix 3a007eBaHe MOXET HayaThCs
B 0OoJiee paHHEeM BO3pacTe C MUKHOJIENITUUECKUX aOCaHCOB
(0OBIYHO C MUMOKJIOHMYECKUM KoMmItoHeHToM) wiu ¢ I'CI1,
C MOCTIEAYIOIITUM TTPUCOEINMHEHNEM MUOKIIOHUUECKUX TIPY -
CTYIOB B IyOepTaTHOM repuoje [6]. 3aboeBaHue MOXET
MPOSIBJISATECS TPUAAO MPUCTYIOB: Muokiionyc, I'CII, a6-
CaHCHI. DMWIENTUIECKUIT MUOKIIOHYC — OOJIMTATHBIN TUTI
TPUCTYTIOB, OJTHAKO OH PEIKO BCTPEUAETCsI M30JIMPOBAHHO.
Coueranuie muokiionyca ¢ ['CIT — Haubosee yacTblil (heHo-
TUT 6OJIE3HU, KOTOPBIN HabIoaeTcs He MeHee ueM y 85 %
6osibHBIX FOMD [29]. 1o HammMM n1aHHBIM, MUOKJIOHUYE-
CKME TIPUCTYIIbI, BKITIOYasi MUOKJIOHWYECKM-acTaThye-
ckre — 19 %, I'CIT — 88 % un abcancel — 57 %, KOHCTaTUPY-
FOTCS1 y BCEX MALIMEHTOB [6].

MuOKIIOHUYECKUE TIPUCTYITHI XapaKTePU3YIOTCSI MOJI-
HUEHOCHBIMU TTOJICPTUBAHUSIMU PA3IMIHBIX TPYTITT MBbIIIILL;
OHM Yallle IBYCTOPOHHME, CUMMETPUYHBIE, eIUHUIHbIE
W MHOXECTBEHHBIE, MEHSIOIIUECS TI0 aMTUIUTYIE, He-
penKo BO3HUKAIOIIUE B BUJIE CEPUM 3aJITIOB. JIOKAIU3YIOT-
¢Sl TJIaBHBIM 00pa3oM B IUIEYEBOM TIOSICE M pyKax, Tpe-
WMYIIECTBEHHO B pa3ruOaTelbHBIX TPYIIaX MBIIIIII.
¥ 20 % nanmeHTOB MUOKJIOHUUYECKIE TTPUCTYIIbI 3aXBaThl-
BAIOT MBIIIIIIBI HOT, IPY 3TOM OOJILHOM OLIyIIaeT BHE3all -
HBII yap Mo/ KOJIEHU U cJieTKa MpucenaeT Wi nagaeT
(MUOKJIOHMYeCKU-acTaTuieckue mpucTymnol). Co3HaHue
BO BPEMSI TIPUCTYIIOB COXpaHEHO. MUOKIIOHNYECKUE TTPU -
CTYTbl BO3HUKAIOT WJIM yYalllaloTCs B MEPBbie MUHYTHI
U 4Yachl mocje MmpoOyxneHus manueHToB. CHUXKeHUE
YPOBHSI 0OJIPCTBOBAHMUSI, COHJIMBOCTD, 36BOTA, 3aKphIBa-
HUE TJ1a3 HePEJKO TOBHIIIAIOT BEPOSTHOCTD TTOSIBICHUS
TPUCTYTIOB B YTPEHHUE YaChl.

B 85—95 % cinyyaeB MUOKIOHUYECKHE TTPUCTYIIBI CO-
yetatotcs ¢ ['CIT. T'CIT oObIYHO BO3HMKAIOT Cpa3y Mocje
MPOOYKIEHUS TIAIIMEHTOB, PEXe MPU 3aChITTAHUY, KpaitHe
peako B nepuoj naccuBHoro 6oapctsoBaHus. I'CIT moxer
MPEIIIEeCTBOBAThH CEPUSI MUOKIIOHUYECKUX TTaPOKCU3MOB.
OHM TOTYYWJIN Ha3BaHUE «KJIOHMKO-TOHUKO-KJIOHUYE-
CKU€ TIPUCTYTIBI».

Y 20—50 % mauueHTOB MPUCOEIUHSIIOTCS KOPOTKUE
abcaHChI IOBEHWJIBHOTO TUTIA. B e IMHUYHBIX CITydasiX K-
HOJIENITUYeCKKe abCaHChl, BO3HUKAIOIINE B JIETCTBE, B TOHO-
1IeCKOM BO3pacTe MOryT TpaHchopMupoBatbes B FOMD.
BbipaxkeHHBIT MUOKIIOHUYECKUIT KOMITOHEHT B CTPYKTYpPe
abcaHCOB (TakKe CMHIIPOM BITUJIETITUIECKOTO MUOKIIOHYCA
Bek ¢ abcaHcamu ), HATM4Ke (POTOCEHCUTUBHOCTHU U HAYaJTb-
Hast pe3VCTEeHTHOCTh K MOHOTEPAITMU BAILITPOATAMU B CPEJI-
HUX J103aX — OCHOBHBIE MPEIMKTOPBI TPaHC(HOPMALINK JIET-
ckoil abcaHcHo#l snunerncuu (JJAD) wiu oHOmECKOn
adcancHoi srnencuu (KOAD) B OMD [6].

BaxxHeilmmmu nmpoBOLMPYOIIUMY TPUCTYTIBI (haKTO-
pamu ripu FOMD gBnsitotcs nenpuBaiys CHa U BHE3aITHOE

HACUJIbCTBEHHOE MPOOYKIeHUE. Y HEKOTOPBIX MAllMeHTOB
MMOKJIOHUYECKKE MTPUCTYIbI BOBHUKAIOT UCKTIOUUTETBHO
ripu Hepockimanuu. [TpumepHo 1/3 6onbHbIx KOMD (ua-
11I€ )XEHCKOTO ToJ1a) SABIS0TCS (POTOCEHCUTUBHBIMU [32].
Bosmoxno yyamenue I'CIT 1 MMOKJIOHMYECKUX TTPUCTY-
OB B MEPUMEHCTPYAIbHOM TIEPUOJIE.

B HeBposornyeckom cratyce y 60abpHbIX IOMO,
KaK MpaBUJO, U3MEHEHHUS OTCYTCTBYIOT. BmecTte
c teM B.A. Kapnos u H.B. ®peiinkosa (2010) momquepku-
BAIOT, YTO MOYTH Y MOJIOBUHbBI MALIMEHTOB HAOJIIOIAaeTCs
«MSITKasi» MO3XEUKOBasi CUMIITOMATUKA: MbIILIEYHAS TU-
MOTOHUSI, HEYBEPEHHOCTh B 1o3e PoMbepra, cumnrom
Crroapra—XoJmMca, a Takke B HEKOTOPBIX CIydasix mpu-
3HaKM aTpodur MO3XKeUKa Mpu HelpoBU3yain3amuu [2].
YV 60onpHBIX FOMBD HekoTOpble aBTOPBI OTMEYAIOT CBOE-
00pasue MoBeIeHUs: COUMATbHYIO HE3PEIOCTh, ATOLIEHT-
PUYHOCTD, CTPEMJIEHUE K MOTYYEHUIO YIOBOJIBCTBUS [2,
15, 31]. Hamu onucaHsb! onpeneneHHble (heHOTUMTNYECKE
0COOEHHOCTH, BCTPEYAIOLINECs y MOJABISIONIETO O0b-
LIMHCTBA MALMEHTOB: MPABUJIbHOE TEJIOCI0XEHUE, BBICO-
KOPOCJOCTh, OTCYTCTBUE NUCILIACTAUYECKUX yepT. Poct
BBIIIE CPEJHUX MOKa3aTeJeill B ILEJIOM XapakKTepeH
s Beeil rpynnbl UT'O ¢ BapuabenbHbIM (DEHOTUTIOM
U MOXET OBITh Pe3yJbTaTOM MJIEHOTPOMHOTO NEeUCTBUS
MaTOJOTMYECKOro reHa.

HuarHoz KOMD 00bIYHO HE BBI3BIBAET 3aTPYyIHEHUN
U3-3a «SIpPKO» KIMHUYECKOU KapTuUHBI. BmecTte
C TeM KJIMHUYecKasl MPaKTUKa CBUAETEIbCTBYET O TOM,
YTO MpaBWIbHA8 JUArHOCTUKA JAHHOTO 3a00JeBaHUS
CWJIbHO 3ana3apiBaet [2, 15, 24]. UntepecHo HabI0AeHUE
P. Genton et al. (2000), B KOTOpOM aBTOPbI YCTAHOBUJIY,
yTto nuarHo3 KOMD He Obl1 MpaBUJIbLHO YCTaHOBJEH
HU B OTHOM CJIy4yae 10 MOCTYIJIEHUS MallUeHTOB B CIIELIU-
anmm3upoBaHHbIi 1IeHTp uM. I. Tacto B Mapcene (Ppan-
1uwus) [11]. OcHoBHas omMbKa — OTCYTCTBUE TIIATEIBHO
COOpPaHHOTO aHaMHe3a U HelOy4YeT HATuYusi MUOKJIOHU-
YECKUX MTPUCTYTIOB Y MAallMEHTOB, HA KOTOPBIX CaMU O0JIb-
HbIE PEIKO aKLIEHTUPYIOT BHUMaHue. JuddepeHunanb-
HBI TWarHO3 PoBOAUTCS ¢ npyrumu popmamn UT'D,
a TakXe ¢ HEBPOTUYECKMMU TUTepKUHE3aMU, 00JIE3HbIO
Typetta, xopeeii, pa3iMuHbIMU HOpMaMU TPOTPECCUPY-
FOILIUX STTUJIETICUIA C MUOKJIOHYCOM.

ITo muenwuto P. Thomas et al. (2012), npu AMarHocTu-
ke FOMD cnenyet yuuThiBaTh 3 aTUIIMYHBIX BApUaHTa Te-
YyeHus 3a00/1eBaHUS: HAJIMYUE Y TTALIMEHTOB TOJBbKO MUO-
KJIOHUYECKUX MPUCTYMOB C BO3MOXHOCTbIO Pa3BUTUS
UX SMWIENTUYECKOTO CTaTyca; BO3MOXHOCTh BOBHUKHO-
BeHUs pedIeKTOPHbBIX MpuUcTynoB mpu FOMD; a Takxke
BbIpAXXEHHAs! ACUMMETPUS B KITIMHUYECKOU KapTUHE MUO-
knoHuuveckux npuctymnos u I'CIT [29].

Jleuenue

Hapsiny ¢ MenukaMeHTO3HON Tepanueil maiueHTaM
HEOO0XOIMMO CTPOTO COOJTIOAATh PEXUM CHA U OOAPCTBO-
BaHUs, u3deratb GakTopoB (HOTOCTUMYJSLIUU B OBITY.
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B Hacrosiiee BpeMsi IMPOKO TUCKYTUPYETCST BOIPOC
0 TMpenaparax rnepBoro Beioopa B jedyeHun KOMO.

TpanuiimoHHO 6a30BBIMY TIpeMapaTaMu ISl JIUeHUST
JAaHHOTO CUHJpOMa OB TTPOU3BOIHBIE BAIBITPOEBOIA
KUCJIOTHI (JIeTakuH XPOHO, IEMaKuH XpoHocdepa, KOH-
ByJekc petapa). CpenHsisi CyTouHasi 103MPpOBKa BaIbIIPO-
aToB coctanisieT okosio 30 Mr/kr (750—2000 mr/cyT) B 2
npuema. BanbnpoaTsl, 6e3yCIOBHO, BBICOKOA(DHOEKTUBHBI
npu FOMD, HO UX MpUMeHEHUEe OTPAaHUYUBAIOT HE-
penkuve nodouHble 3¢ GEeKThl (KOCMETUYECKUE, HEUPO-
9HIOKPUHHBIE), a TAKXKE TMOTEHIIMATbHO TePaTOTeHHOE
BozaeicTBue. JlaHHbIe MTOOOUYHbIE 3 HEKTHI OCOOEHHO
OIMTaCHBI U HETPUSITHBI [IJIST XXEHITUH JIETOPOJTHOTO BO3-
pacra. B cBsI3u ¢ 3TUM IIMPOKO AUCKYTUPYETCSI BO3MOXK-
HOCTb puMeHeHus npu KOMD (mpexne Bcero y xeH-
MWH) aJlbTEePHATUBHBIX AHTUDBMMJIENTUYECKUX
npenaparoB (ADII). Takumu npenapatamMu SIBJISIIOTCS
JeBetupatieram v tonupamar. [To kputepusim apdexTrs-
HOCTh/TIEPEHOCUMOCTh MBI PEKOMEHIyeM TTPUMEHEHME
JIeBeTHpaleTaMa B Ka4eCTBe CTApTOBOW MOHOTEpAuu
IOMD. Cpennsis cyrouHast 103MpOBKa JieBETUpalleTaMa
B neueHun FOMD coctasisier 30—40mr/xr (1500—
2500 Mr/cyT) B 2 mpuema. BricokoaddpeKTuBHa MOHO-
Tepanus TOMUpamMaToM B cpeiHeii no3e 3—4 Mr/Kr/cyT
(100—200 mMr/cyT) B 2 mpuema. OOHaIeXMBaOIINE pe-
3yJIBTAThl MOJYYeHbI TIpU JeueHUuu 60abHbIX FOMD 30-
Hucamuaom B MoHoTepanuu [20]. CpenHue 1036l 30HU-
camuga coctaBistior 3—4 mr/kr/cyT (100—200 M1/ cyT)
B 1—2 npuema.

BeH3onmazenuHbl, CYKIIMHUMUABI U JTAMOTPUIXKUH
MPUMEHSIOTCS TJIaBHBIM 00pa3oM B KOMOMHAIIMU ¢ 0a30-
BbiMU ADII.

ITpu FOMD cyliiiecTByeT 1OCTATOYHO OOJIbLIAS TPYITIA
ABII, KoTopble MOTYT arrpaBUPOBATh MPUCTYIIbI, IPEXKIIE
BCEro MUOKJIOHMYecKkre. He peKoMeHI0BaHO MpUMeHe-
Hue KapbamasernuHa, okckapbasenuHa, (GeHUTOMHA U BU-
rabarpuHa. MHTEepecHO, YTO JIAMOTPUIKUH y OOJbHBIX
IOMD moxeT ObITh KaK BBICOKOI(P(PeKTUBEH (0OBIYHO
B KOMOWHAIIMU C BaJILIPOATAMU), TaK U BbI3bIBATH arrpa-
BaLMIO MUOKJIOHUYecKuX nipuctynosB u gaxe ['CIT [9, 29].
OrnucaHbl eMHUYHBIE ciTydan 3G (MeKTUBHOCTH MUpalie-
TaMa B JICYEHUN MUOKJIOHUYECKUX TTPUCTYTIOB Y OOJbHBIX
FOMD kak B MOHOTepanuu, Tak 1 B KoMOuHauuu ¢ ADII
[17]. CpenHsis cyTouHas qo3a mupaunerama COCTaBIsIeT
okoJio 3000 mr.

IMonHast MeIMKaMEHTO3HAs! PEMUCCUS JTOCTUTACTCS
npuMepHO Y 90 % GOJIbHBIX, MPUYEM B GOJIBIIMHCTBE CITy-
yaeB Ha MOHOTepanuu. [Ipobiema 3aKTouaeTcs B BbICO-
KOl yactote peuuanuBoB mociie oTMeHbl ADII. OTMeHa
MperapaToB Jaxe CIycTst 4—35 JIET MOJTHOMN 3JIEKTPO-KITU -
HUYECKOW PEMMCCUU BBI3BIBAET PEUMJAUB MPUCTYIOB
He MeHee yeM y 80 % 6GoabHbIX [3, 29]. [To maHHBIM
I.E. Martinez-Juares et al. (2006), nuiiub 5 % 00JbHBIX
IOMD ormenunu ADII 6e3 peuuaruBa NpUcTymnos [21];
cornacHo HabmoaeHusM B. Baykan et al. (2008), ata tud-

pa cocraBiuseT okono 10 % [8]. PekomeHayeTcsl OYeHb
nocTeneHHas (MpuMepHo B TeueHue 1 roga) otmeHa ADII
CIyCcTs1 HE MeHee 4eM 4 roja OTCYTCTBUS MPUCTYIIOB
u HopManu3auuu DOT. Hanuuue reHepann3oBaHHOU
MK,/ TIOJIUTIMK-BOJIHOBOI akTUBHOCTU Ha DT mepen Ha-
YaJIOM WJIY B MPOLIECCE OTMEHBI Tepanuu — (pakTop BbICO-
KOTO pUCKa pellUanBa NpUcTymos |3, 6, 25]. DddexkTrn-
HOCTb JIeUeHUsI, OCOOEHHO Mepel pelIeHrueM BOIpoca
o nocreneHHoi otMeHe ADI, 00s13aTeTbHO KOHTPOIUPY-
€TCsI METOAOM BUAEC0-DDT -MOHUTOPUHTA B LIEJISIX UCKITIO-
yeHus (peHOMEeHa «IceBaopemMuccun» [5].

dnexmpo3nuedanorpaguyeckue usMeHeHus

npu OHOWECKOoI MUOKNOHUYECKoi 3nunencuu

OcHoBHOI DBT'-MaTTepH — KOPOTKUE pa3psiabl FeHe-
PaIM30BAaHHOM OBICTPOI MOAUMUK-BOJIHOBOM aKTUBHO-
CTU. DnuaenTudopMHasi akTUBHOCTb Ha DT BbISIBIISIET-
cs1y 80—95 % GONBHBIX B MEXIIPUCTYITHOM IIEPUOJIE.

OcHognas akmusHocms (hOHA BCETria COXpaHEeHa U XO-
poiio moayaupoBaHa. T. Tsuboi (1977) oTMmeTus y psiaa
MalMeHTOB YBeJUUYEeHNE aMIUIUTY/Ibl 1 PETUOHATBHOTO
pacnpocTpaHeHUs Knepeau ajlbda-puTma (TUIEePCUH-
XpPOHHBIN anbga-putm) [30].

IAnunenmugpopmuasn akmuernocmo. [Tpu FKOMD Bo3MOXK-
HO TIOSIBJIEHUE CJIEAYIONINX F'eHepaTu30BaHHbIX ITMUJIETI-
TU(hOPMHBIX NATTepHOB Ha DT} pa3psiabpl NOJUCTARKOB;
ObICTpast MUK-BOJTHOBASI aKTUBHOCTD; TIOJTUTTUK-BOJIHOBAsI
AKTUBHOCTB; ObICTpast TIOJIMTTUK-BOJTHOBAsI aKTUBHOCTD;
MUK-BOJHOBAsI akTUBHOCTb 3 Ti1 [31].

HawuGoree TummyHa reHepar3oBaHHAsT TOJIMTTAK-BOJI-
HOBast aKTUBHOCTb C aMTUTUTYIHBIM MPEO0JIaIaHNeM B T1e-
penHux otaenax (puc. 1) [13]. YacTtora KOMIUIEKCOB MOXET
cocTaBsITh 3—6 [11 1 Beile. UTHTEpecHO, 4To YacToTa KOM-
TJIEKCOB BHYTPU pa3psiia OOBIYHO BapbUPYeET, U YPOBEHb
CUHXPOHU3ALIMY Pa3psiia MOXET ObITh HEBBICOKUM (bpar-
MeHTalMs1), ocobeHHO Ha (hoHe Tepanuu [25]. [Tepen men-

Puc. 1. IMayuenmxa /1., 14 nem. Juaenos: OMD.B xooe eudeo-3II-monu-
MOpUHea 8 COCMOSHUU 000PCMBOB8AHUS NPU 3AKPbIGAHUU 21a3 3aPeLUcmpu-
POBAH MUOKAOHUMECKULI NPUCMYN, CONPOBONCOABUIULICS KOPOMKUM OUDDy3-
HbIM paspsoom KOMNAEKCO8 NOAUNUK—B0AHA amnaumydoi do 350 mkB
Ha 99T
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JIEHHOU BOJTHOW TTOSIBJISIIOTCS pa3psiibl BBICOKOAMIUIUTYI-
HbIx (150—300 MkB) mMOBEpXHOCTHO-OTPULIATEIbHBIX
noJiucnankoB (1adJi-, TpU-, TETpa- U T.11.) C 00pa3oBaHUEM
MaTTepHa MOJUTNK-BOJIHOBOI aKTUBHOCTU. XapaKTepHO
BO3HMKHOBEHUE TAHHOI aKTUBHOCTHU B BUJIE KOPOTKUX He-
PEryJIsIpHBIX TeHEPATM30BAaHHBIX Pa3psIOB MHOTOKPATHO
B choHe, ipu putMudeckoit (poroctumysisitiuu (POC) u 3a-
KpbiBaHUM m1a3. s KOMD 6osiee xapakTepHbl KOPOTKUE
reHepan30BaHHbBIC MMOJTUTINK-BOJHOBBIE pa3psiabl (0,5—
1,5 ¢), yem npoposekuTeabHbIE (3 ¢ 1 6onee) [6].

HecmoTtps Ha To, uTo KOMD — «knaccuyeckasi» ¢hop-
ma UT'D, aMminTyaHass aCuMMETpPUsI MUK-BOJHOBBIX KOM-
MJEKCOB ¢ mpeobiagaHueM B OJHOW U3 reMucdep
Wi Ou(GPOHTAIILHO OTMeYaeTcss He MeHee yeM y 1/5
00JIbHBIX [26], a HaYaIbHAS ACMHXPOHUS KOMILJIEKCOB
B paspsizie — y OOJIbIIMHCTBA MAlMeHTOB [2, 6, 29]. [To Ha-
UM HAOJIOJEHUSIM, aCUHXPOHUS TTOJIUTTUK-BOJTHOBBIX
KOMIUJIEKCOB B Havaje pa3psija yalille BCero 3aryThiBaeT
Bpavyeil 1 TPUBOAUT K OMIMOOYHOI quarHoctTuke KOMO
Kak (GhoKanbHOU (opmbl anuencur ¢ GeHOMEHOM BTO-
pUYHON OMJIaTepaTbHON CUHXPOHU3AIIUM.

Paspsinpl MOTUNUK-BOJTHOBOW aKTUBHOCTU MOTYT
OBbITh KaK MHTEPUKTAJIbHBIMU (Yalle), TaK U COMPOBO-
KJIaThCsl MUOKJIIOHMYECKMMU rapokcuzMamu. [To MHeHMTIO
J. Aicardi (1996), Hanuuue 6osiee 4 MOJUCTIANKOB B CTPYK-
Type maTTepHa CBUJIETETLCTBYET C BHICOKOI BEPOSITHOCTBIO
0 €ro UKTaJbHOM XapakTepe, a 1a0Ji- U TPUCTIANKU —
yallle 00 MHTepUKTaJbHOM paspsiae [7].

[Mpu HanMuMK B KIIMHUYECKON KapTHHE abCaHCOB Ya-
croTta oOHapyxeHust Ha DI mosKncnainkoBoil akTUBHOCTU
yMeHblIaeTcs. B 3ToM ciiyyae JOMUHUPYIOT TPOIOIXKEH -
HbIE pa3psiibl TeHePaTM30BaHHON OBICTPOI TTUK-BOJHO-
BOIl aKTMBHOCTU (MAEHTUYHOUN TakoBoi npu HOAD)
WJIM aKTUBHOCTHU ¢ yacToToit 3 11 (xapakrepHoii mist JIAD)
(puc. 2). Takum o6pazoM, nosiBieHre Ha DDT MUK-BOJI-
HOBOI1 (a He TOJUMNK-BOJHOBOI) aKTUBHOCTU B BUIE

Puc. 2. [Tayuenm C., 15 nem. Juaenos: OMD. Tunwt npucmynog: muokao-
nuyeckue, ICII, kopomkue abcancol. B xo0e uccaedosanus pecucmpupyon-
¢ Qughghy3Hvle 8bicOKOI cmeneHu OUAamepanbHoli CUHXPOHU3AUUU PaA3PAObL
KOMNAEKCO8 NUK—B0AHA U NOAUNUK—60AHa yacmomotl 3—3,5 Ty u amnau-
myadoii do 500 mx B. Yacmb ykazauHwix pazpsooe conpogoicoanracs Kpam-
KOBPEMEHHbIM CHUNCEHUEM YPOBHS COHAHUS — (HAHMOMHble AOCaHCb

pa3psiIoB, MPEBBIIIAIOIINX IO MPOAOJIKUTETBHOCTH 3 C,
C BBICOKOW BEpOSITHOCTbIO CBUAETEIbCTBYET O HATMUUU
B KJIMHUYecKoil kapTuHe KOMD abcaHCHBIX MPUCTYITOB
IOBEHWJIbHOTO WJIM TTMKHOJIENTUYECKOro TUIIA.
Haubonee rimybokoe uccieqoBaHue B 001aCTH dJIEK-
Tpodusuonorun FOM3D 6bu10 BeimoaHeHO T. Tsuboi
B 1977 t. [30]. ABTOp npoBen DB -obcnenoBaHue B AMHA-
muke 381 mauuenta ¢ OMD (B cpenHem 4,1 DOI Ha Kax-
JIOTO MALMEeHTa) U B KOHTPOJILHOM rpyrre 466 mauueHToB
¢ Apyrumu ¢opMaMM MUIENICUU. DnuaenTud@opmHast
aKTUBHOCTh TIpu FOMD Gbljia KoHcTaTUpoBaHa B 93 %
ciyyaes. [1peobagana Moaunuk-BoJIHOBass aKTUBHOCTb —
37 %, nanee cnenoBaja ObICTpasi MMK-BOJHOBAsI aKTHUB-
HocTb — 21,5 %, akTuBHOCTSD ¢ yactotoii 3 Iir — 11 % u He-

peryjisipHasi MUK-BOJHOBass aKTUBHOCTL — 12 %.
YV ocTaJbHBIX MTAIMEHTOB OBUTM KOMOMHMPOBAHHEIC Ha-
pYIICHUS.

B Hairem ucciienoBaHum anuienTudopMHas aKTUB-
HOCTh KOHCTaTupoBaiach y 81 % 6onbHbix KOMD. Tpe-
obJsiajana Takxe reHepajiu30BaHHasl MOJUMUK-BOJTHOBAS
aKTUBHOCTb — 36 %, MUK-BOJIHOBAsI aKTUBHOCTD C YaCTO-
Toii 3 Iix ormeuanach B 29 % ciydaes, a 6picTpast (0T 4 [ir)
AKTMUBHOCTb — JIMIIB B 21 % (Y HEKOTOPBIX U3 3TUX MAllr-
€HTOB ObLTM KOMOMHMPOBAHHBIE HAPYIIIEHUS TUTIA OBICT-
POJi OJUIKUK-BOJTHOBOM aKTUBHOCTH) [6].

TakuM o0Opa3om, MOKa3aHO, YTO KOPOTKUE Pa3psiabl
reHepaJu30BaHHOM ObICTPOI MOJUMUK-BOJIHOBOM aKTUB-
HOCTU — HauboJjiee XapaKTepHBIN AMUIETTUDOPMHBII
narrepH npu KOM3B. OnHako BCTpeyaeTcs OH B CpeTHEM
Jmtib y 1/3 OONBHBIX U HE SBJISIETCS] TATOTHOMOHUYHBIM
(BO3MOXHO €ro MosiBIeHUe MpU IPYrux hopMax SMuiern-
CUU C MUOKJIOHYCOM).

VY 12 % mauMeHTOB B HallleM MCCIeI0BAHUN HapsSILy
C TeHepaIM30BaHHOI 3MWIENTU(HOPMHON aKTUBHOCTHIO
00HApPYXMIUCHh OTYETIMBbIE PETMOHATbHbBIE TTATTePHBI
(pernoHasibHast TMK-BOJIHOBAsI aKTUBHOCTh, OOBIYHO B BU-
COYHBIX WJIH JIOOHBIX OTBENEHUSIX, WJIM PEeTUOHATbHOE
pUuTMHUUYECKOe 3ameieHue B putMe Teta). [1o MHeHUIo
D.Janz (1991), dbokayibHbIi KOMIOHEHT B CTPYKTYPE MPU-
CTyTa, KaK ¥ peruoHaIbHbIE AMUIeNTU(HOPMHEBIE TTaTTep-
Hbl Ha DT, — Hepeaxuii heHoMeH y 601bHBIX FOMD [16],
YTO MOATBEPXKIAETCS pe3yJIbTaTaMU UCCIEIOBAHUS OTeUe-
CTBEHHBIX aBTOPOB [ 1]. Pa3ymeercs, ocTajibHbIe KPUTEPUU
nurarHo3a KOMO noyxHbl ObITh COOMIONEHBI.

ITpu 3anucu DO Bo BpeMsi MUOKJIOHUYECKUX MPU-
CTYTIOB KOHCTaTUPYIOTCSI BCIBIIIIKY T€HEPATN30BaHHBIX
BBICOKOAMILUIUTYTHBIX TOJIUCITAKOB 1 TTOJIMTTNK-BOJTHO-
BBIX KOMIIJIEKCOB C BBICOKOI yacTtoToit — oT 5 g0 20 Tix
(B cpenem 10—16 Iix). Pa3psia 3akaHUMBaeTCs HEPETYJISIP-
HBIMU MeIJIEHHBIMU BOJTHaMU ¢ yactotoit 2—4 Ii1 [14] (cm.
puc. 1). ITponomKuTeIbHOCTb pa3psiia 0ObIYHO COCTABJISI-
eT He OoJjiee 2 ¢ (B cpeaHem okoso 1 c¢). ITo MHeHUIO
J. Aicardi (1996), yactoTa MoJavMcnaiikoB KOppeaupyeT
HE ¢ MPOJOJIKUTEIbHOCTBIO, @ C UHTEHCUBHOCTBIO MUO-
KJIoHYyca [7]. BepossTHOCTb MOSIBIEHUSI MUOKJIOHUYECKUX
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MPUCTYINOB KOPPEIUPYET € YACTOTOM MOJIUCITANKOB B pa3-
psizie, HO He C MPOIOIKUTEIbHOCThIO caMoro paspsiaa [19].

DII-nammepn abcancos npu FOMD otavyaetcs OT Ta-
KOBOTO TIpH Apyrux (popMax abcaHCHBIX anuiencuii. k-
TalbHBINA pa3psa abcaHcoB npu IOMD npeacrasiser
CTPYNIUPOBAHHBIE MOJUCIIANKYN, TIepeMeXalolinecs
¢ MeJIeHHbIMM BOJTHaMU (cM. puc. 2). O6braHO 10 6—10
MMOJTMCITAKOB YepeayloTCsl C MEIJIEHHOM BOJIHOM, 0Opa-
3ysl, o obpazHoMmy BbipaxkeHuto C.P. Panayiotopoulos
(2012), «uepBeoOpa3Hblii» MATTEPH WIK YIJIOLWIEHHYIO
nponucHyto 0ykBy «W» 1 cTpouHyio «S» [25]. B nenom
aMIUIMTYJa UKTaJbHOrO naTTepHa abcaHcoB npu KOMD
MeHblue, yeM npu JJAD u FOAD, a yactota KOMILIEKCOB
B paspsiie 3HaUUTeJIbHO BapbupyeT — oT 2 10 10 B ceKyHy
(B cpenHem — 3—>5 Iix). Takum oOpa3oM, «uepBeodOpa3Hasi»
dopma («Ws-rmatTepH») U hparMeHTalusl YaCTOThI MOJIHU-
IMUK-BOJTHOBBIX KOMILJIEKCOB B pa3psiie — OCHOBHBIE Xa-
paKTepUCTUKU UKTadbHOro DDI-marrepHa abcaHCOB
npu FOMD [25].

OCHOBHBIMU Memodamu nposoKayuy SMUIETTU(POPM-
HOi1 akTUBHOCTU Tipyu FOMD sBisitoTcs nenpuBaius cHa,
BHE3aIlHOE HAaCUJILCTBEHHOE MpodyxaeHue u POC,
HO He runepBeHTWIsALMA. CtaHnaapTHoe DT -uccnenona-
Hue npu FOMD nomkHo 00513aTeIbHO BKJIIOYAThH 3aMUCh
paHO yTPOM TI0oCJie HOYM ¢ nenpuBaiveii cHa. P. Genton et
al. (2000) koHCTaTUPOBATU MAKCUMAJIbHYIO YaCTOTY OOHA-
PYXXeHUS MOJIMCIIAaliKoB y 001bHbIX FOMO mipu 3anucu D30T
BO BpeMsI BHE3AITHOTO HOYHOTO MIPOOYKIEHMSI, a TAKKe Cpa-
3y MocJe YTpeHHero npooyxaeHus. [1pyu 3ToM BHe3armHoe
MPOOYXIEeHKE BO BPEMSI U TTOCJIe IHEBHOTO CHA IaBajio J0-
CTOBEPHO MeHee 3HAUMMbIe pe3yibTaThl. [1oMummK-BoIHO-
Bast aKTUBHOCTb HA0JTIOa1aCh TAK3Ke TTPY 3aChIMTaHuM, TIpH |
u Il cranusax MemieHHOTo cHa, ymeHblnasicb B REM-cHe.
B ry0okux cTagmsix MeUIEHHOTO CHa SMUIenTru(hopMHast
AKTUBHOCTb MTPaKTUYECKU HEe BcTpeyanach [11].

Bo3HUKHOBEHME TeHEPATTM30BAHHBIX AITUIETTU(POPM-
HbIX TaTTepHOB Mpu PDC otmeuaercst y 25—40 % 6oib-
Hbeix FOMD [18]. Cpeau hOTOCEHCUTUBHBIX MALIUEHTOB
nmpeo0JagaloT Juila XXeHCKoro noJsia. B uccnenoBanumn
P. Wolf u R. Goosses (1986) cpeau 115 60abHbIX FOMD
y 40 % XeHIIMH OTMeuasach MOJOXKUTEbHAs peaKilust
Ha PDC. XapakTepHO TOSIBJIICHUE Pa3psIIOB TeHEePaIi30-
BaHHOW TOJIMTTMK-BOJHOBOW aKTUBHOCTU TIPU YaCTOTE
POC okorno 15 Tix [32].

HMHurtepecHbill (hpeHOMEH, XapaKTepHbIN 111 OOTbHBIX
IOMDB, — nosiBneHue sanMMIeNTUGOPMHON aKTUBHOCTHU
B MOMEHT 3aKpbIBaHUsI T71a3 ((peHomeH Panayiotopoulos —
fixation-off photosensitivity). O 3amereH y 7—18 % 6oJib-
Hbeix FOM3, yacTb KOTOPBIX HE SIBJISIOTCS (DOTOCEHCUTUB-
HbIMU [25]. YacTb manmeHToB ¢ heHOMeHOM fixation-off
photosensitivity odHapyxuBaloT TpaHcdopmanuio B KOMD
U3 CUHIpOMA SMUJIeNTUYECKOTO MUOKJIOHYCa BekK (C ad-
caHcamu uiu 6e3) [4].

H. Matsuoka (1989) npuMeHW1 OpUTrMHATBHBINA METO
HeNpoGhU3NOTOTUIECKOM aKTUBAIIMY B 1IEJISIX MIPOBOKaA-

LMY 2NUIenTUuhOpPMHON aKTUBHOCTU Ha DT y mainmeH-
TOB, cTpagatoix FOM3. Bcem 601bHBIM TPOBOIUIOCH
DBI-uccnenoBaHue B MOKOE U B YCIOBUSIX HEpohUu3no-
JIOTUYECKOW aKTUBALUU (CUET, MUCbMO, PElIEHUE 3a1a4
M Ip.). YMCTBEHHas AeSITeIbHOCTD (CUeT, peleHue 3a1ay)
B COUYETAHUM C LieJICHANPABACHHBIM ABUXEHUEM PYKU
(mMMCchMO) MTPOBOLIMPOBAJIa MUK-BOJIHOBYIO aKTUBHOCTb,
a MHOTJa Y MUOKJIOHUYECKHEe TPUCTYTBI (3aUKCUPOBAH-
Hble TIpy Buaeo-DDI-monutopunre) y 80 % mnaLueHTOB.
CraHgapTHble MPOOBI BHISBIISIN SNMUWICOTU(POPMHYIO aK-
TUBHOCTB B 68 % ciyuaeB. [1o MHeHMIO aBTOpa, HEHpOhH-
3U0JI0OTUYECKAS aKTUBALUS MOXET ObITh BAXKHBIM METO-
JIOM TIPOBOKALIMU HE TOJBKO SMUAKTUBHOCTU Ha DT,
HO YU MUOKJIOHMYECKUX MpUCTynoB npu FOMD [22].

Medaennosoanosas akmusrHocms. Y 001bHBIX FOMD
HepeaKO BO3HUKAET MEPUOIUYECKOE PUTMUUECKOE 3aMeI-
JeHue B JOOHBIX OTBeAeHUsIX (OMPPOHTAIbHO).
A. Sundqpyist et al. (1990) cuuratot xapaktepHoit wist KOMD
HEPEeTYJISIPHYIO TeHEpaJu30BaHHYIO ¢ OU(PPOHTATbHBIM
npeobaanaHrueM BBICOKOAMILTATYAHYIO 3a-OCTPEHHYIO Ma-
POKCU3MATbHYIO TeTa-aKTUBHOCTb, BO3ZHUKAIOIILYIO KOPOT-
KUMU pa3psiiaMu, KOTopast OObIYHO MPEIIIECTBYET MUK-
BOJIHOBBIM KOMITJIEKCaM WU CienyeT 3a HUuMu [27].

Hunamuxa II-nammepros. TeHepaan3oBaHHas STU-
snenTudopMHas aKTUBHOCTb Y 00ibHBIX FOMD 06b1vHO
OBICTPO OJIOKMpPYETCS MPU HA3HAYEHU U a[IEKBATHOI Tepa-
nuu ADI1. BmecTe ¢ TeM pu HEAOCTATOYHOI JO3UPOBKE
npenapara NOJUMUK-BOJTHOBAsI aKTUBHOCTb MOXKET TOJI-
HOCTBIO OTCYTCTBOBaTh B MEXXITPUCTYITHOM MEPUOJIE HA PY-
TUHHOI DDI" U BOBHUKATH JIUIIb B MOMEHT MUOKJIOHUYE-
CKUX Mmapokcu3MoB. [Ipu 3ToM B ciayyae HOpMaJabHBIX
pe3ynbsraTtoB D3OIy Bpaua BO3HUKAET JIOKHOE OLLYIIeHUE
onarononyuus (ncesaopemuccust) [5]. Y 6onbHbix OMOD,
KaK U MPU MHOTUX SMWIENTUYECKUX CUHIPOMAX, HEO0XO0-
JUMO KOHTPOJIUPOBATh 3 (MEKTUBHOCTD TEPAITUU TPOBE-
JneHreM Buaeo-OD[-MOHUTOPUHTA C BKIIOYEHUEM CHa
[25]. KKMO TpebyeT 00513aTeIbHOTO JOCTUKEHUS TOJIHOM
KIMHUKO-DDT-peMuccun, nHauYe BEPOSITHOCTb PELUIN-
BOB IMPUCTYIIOB B JaJbHEWIIEM OyneT mpubInKaTbes
k 100 % [3, 5, 29].

IMosiBnenue Ha DD MPOIOIKEHHBIX TTUK / TIOJIUTTUK-
BOJIHOBBIX pa3psiioB (3 ¢ u 6oJiee) CBUAETENbCTBYET O HA-
JINYUU WIN BEPOSITHOCTU MPpUCOeNUHEeHUs abcaHcoB. Ya-
CThle KOPOTKME OBICTPBIE pa3psiabl reHepaaIu30BaHHON
MUK- WIU TMOJUMUK-BOJHOBOW aKTUBHOCTU — (DaKTOp
Bbicokoro pucka npucoeaunenus ['CII. I[Tpu FOMD
OYeHb BbICOKA BEPOSTHOCTb PELIUAMBA MPUCTYIIOB MOCJIE
otMeHbl ADIT naxe npu MHOTOJIeTHEN MEIUKAMEHTO3HOMN
pemuccuu. [To Hammum gaHHbIM, DDI-(akTopamMu pucka
peuunurBa npuctynoB npu FOMD gapisioTcs Hanuuue de-
HOMeHa (hOTOCEHCUTUBHOCTH U fixation-off photosensitiv-
ity, 4acTbIX KOPOTKHMX pa3psaaoB Ha DI, cocTosiux
13 OOJIBIIOTO KOJIMYECTBA MOJUCIIANKOB, MPEAIIECTBYIO-
LIUX MEIJIEHHO BOJIHE, BO30OHOBJIEHUE SMWIENTU(DOPM-
HOU aKTUBHOCTU Ha (hoHe CHUXKeHU S 10361 ADIT.
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