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Pesrome

Herckas abcarcHas anunencus (JA3) OTHOCUTCS K ugnonaTnyeckum reHepann30BaHHbIM 3NUIEencusam, KOTOPYHO Mo fo-
CNEAHUM MPEANIOXEHUAM KOMUCCUN 110 K1acCcugukaymm n TepMUHOSIOrNN MeXAYHapoaHou Jlnrn 60pb0bl ¢ 3nuniencu-
e (2016) npefnoxeHo OTHOCUTL K FeHeTUYeckum gpopmam. [JAS umeer crieynnyeckmne KImHnKo-371eKTpo3HLeqasno-
rpagomnyeckmne XapakTepuctuku. LaHHble O KOTHUTUBHbIX Hapylwewusx y peres ¢ LA3 [o HacToswero BpemMeHu
npPOTUBOPEYNBBI. [TPEANPUHUMAIOTCSA MOMbITKU BbIAENNTb 60166 «CTPOrNe» [UarHOCTUYECKNE KPDUTEPUM, ONPEREessto-
Lne TeYeHne U NPOrHO3 LaHHOW HopMbl 3nuaercun. TakoBbIMU SABJIFAIOTCA NPEATIOXEHHbIe B 2005 TI. kputepumn
Panayiotopoulos C.P. Lesib uccnenoBannss — O4eHNTs 0COBEHHOCTU Te4eHus [JAS ¢ y4eToM COOTBETCTBUSA/HECOOTBET-
cTBus kputepusam Panayiotopoulos C.P. (2005). Matepuasbl u_MeTofbl. PeTPOCHEKTUBHO MPOaHaIn3npoBaHsl 186
ucTopuii 6one3un geten ¢ aumarHo3om [A3. ChopmupoBaHbl rpynmbi 10 APU NPUHLNIY COOTBETCTBUS KPUTEPUU
Panayiotopoulos C.P. (2005). Pesynbrarel. [letw, Bowezline B rpynny, COOTBETCTBYOLYIO Kputepuam Panayio-
topoulos C.P., He umesn reHepaan30BaHHbIX TOHNKO-KJI0HnYeckux (I'TKIT) u muoknoHndeckux npuctynos; B 94,3% ciny-
yaes OblJ1 JOCTUIHYT KOHTPOJIb Hag abcaHcamu,; noqtu 90% [eTevi HaXoAWINCh, HA MOHOTEPANnun u CPELHAs NMpoLoIxu-
Te/IbHOCTh Tepanuu B J[aHHOW rpynne cocrasuna 2,8 roga. BbiBoael. Vicrnonb3oBaHne 607166 YETKUX KPUTEPUEB
anarHoctuku [JA3 MoMoXeT nporHo3npoBate Te4EHNE N UCX0L AaHHOU hOPMbI INUAETCUMN.

KnroueBsbie cnoBa
Jletckasa abcaHcHas anunencus, anarHoctnyeckne kputepumy Panayiotopoulos C. P., KOrTHUTUBHOE pa3BUTHE.

Ctartbs noctynuna: 07.12.2016 r.; B gopabotaHHom suge: 07.01.2017 r.; npuHsaTa Kk nevatu: 06.03.2017 r.

KoHthnuKT nHTepecos
ABTOpbI 3aABNAKOT 06 OTCYTCTBUN HEOOXOAMMOCTI PACKPLITUA (PUHAHCOBOW NMOAAEPXKKM MK KOH(DNINKTA MHTEPECOB B OTHO-
LLUEHNM OaHHON Ny6nnKaunm.

ABTOpbI CAENany 3KBMBANEHTHbIN BKNaa B NOArOTOBKY Ny6nnkauun.
Ans uuTnpoBaHus

Wepnepkuua U.0., lWagposa A.A., 3aBagexko H.H., KontyHos W.E. leTckas abcaHcHas anunencus, oCo6eHHOCTH OLEeHKM Te-
YeHUs 1 UCXO[0B. dnunencus 1 napokcuamanbHble coctosHus. 2017; 9 (1): 69-78. DOI: 10.17749/2077-8333.2017.9.1.069-078.

CHILDHOOD ABSENCE EPILEPSY: SPECIFIC FEATURES OF THE DISEASE COURSE AND OUTCOMES
Schederkina I. 0.2, Shadrova A. A."?, Zavadenko N.N."?, Koltunov I.E.
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2N.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia, Moscow
3 Peoples’ Friendship University of Russia, Moscow

Summary
Childhood absence epilepsy (CAE) is an idiopathic generalized epilepsy, which could be attributed to genetic forms
according to the latest proposals of the Commission on Classification and Terminology of the International League
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Against Epilepsy (2016). CAE has specific clinical and encephalographic characteristics. Data regarding cognitive
impairment in children with CAE is still controversial. There are some attempts to introduce more strict diagnostic
criteria to be able to define the disease course and prognosis of this form of epilepsy. These are the criteria proposed by
Panayiotopoulos C.P. in 2005. QObjective. To asses specific features of CAE taking into account the criteria of
Panayiotopoulos C.P. (2005). Materials and methods. We have retrospectively analyzed 186 cases of CAE in children;
study participants were divided into groups according to Panayiotopoulos’s criteria (2005). Results. Children from the
group allocated in accordance with Panayiotopoulos’s criteria had neither generalized tonic-clonic seizures (GTCS) nor
myoclonic seizures; control of absence seizures was achieved in 94.3% of the cases,; almost 90% of children in this
group received monotherapy with mean treatment duration of 2.8 years. Conclusions. The use of more precise diagnostic

criteria for CAE will help to predict clinical course of this form of epilepsy and its outcome.
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BBeaenue

Miguonatnyeckme reHepanu3oBaHHble 3NUIENCUN —
9TO 3NUNENTUYECKNE CMHOPOMbI, XapakTepuaytoLimecs
reHepann3oBaHHbIMKU npuctynamu (npuctynamu, BO-
BNeKawLWmumn 06a nonyLwapus ronoBHOro Mo3sra), Koto-
pble ABNAIOTCA MANONATUYECKUMU (BEPOSATHO, FreHeTnYe-
CKMMMW) NO CBOEN MpUpoAe, He WUMEKT CTPYKTYPHbIX
HapyLlweHWn B BelLLlecTBe rosiosHoro mosra [1,2,3]. 9T1a
rpynna BK/OYaeT AETCKYI U HOHOLECKYH abCaHCHbIe,
IOHOLLECKYI0 MUWOKJIOHUYECKYIO anuiencuu n anunen-
CUI0 C W30NUPOBAHHBIMM TEHEpPanuM30BaHHbIMU CY[O-
poXHbIMU npuctynamm [4]. CornacHo ony6/MKOBaHHON
B 2016-m rogy KoHuenuun Komuccum no knaccuduka-
uumn n TepmuHonorun MexayHapogHon Jlurm 60pb6bI
C anunencuu, AaHHbie )OPMbl NPEAN0XKEHO OTHOCUTb
K reHetndeckum cpopmam anunencun [3]. [etckas a6-
caHcHas anunencus (OJAJ) aBnaetca 04HMM N3 Hanb6o-
fnee pacnpoCTPaHEeHHbIX 3NUIEeNTUYECKUX CUHAPOMOB
JeTcKoro Bo3pacTa. Ee pacnpocTpaHeHHOCTb COCTaBsA-
et coctasnset oT 1,5 0o 12% nauuneHToOB ¢ anunencuen
[5,6,7,8].

Mo knaccudukaumm MexayHaponHon poTtueoanu-
nentuyeckon Juru (ILAE, 1989), [JA3 oTHOCMTCA K BO3-
pacT-3aBMCUMbIM CUHLPOMAM, BCTPEYaLWMUMCS y feTen
LWKOMbHOro BO3pacTa (MUK maHudectaumm — 6-7 ner),
C fIBHOW TEHEeTWYeCKOM MpenpacrnosioXeHHOCTbo, 6e3
CONyTCTBYIOLWEN HEBPOSiormyeckon natonorum [2,9,10].
JAD 4awe BCTpeyaeTca y AeBOYeK M XapakTepusyercs
YyacTbiMK (OT HECKOJIbKMUX 40 MHOMMX B [ieHb) abcaHca-

mu. Ha 93l BbISBNATCA CUMMETPUYHbIE, Bunatepasib-
HO-CMHXPOHHbIE CMNanK-BOSIHOBbIE Paspsafbl 4acTOTOW,
KakK npasuno, 3 lu, 6e3 HapyweHns (POHOBOW PUTMUKK
[11]. Hepeako B noagpOCTKOBOM BO3pacTe NPMCOEUNHSA-
I0TCS FTEHEePann30BaHHbIe TOHUKO-KMOHUYECKNe NpUcTy-
nol (FTKM).

IOAD paccmatpuaetcs Kak [06pOKa4eCTBEHHbIN
N0 TEYEHMIO CUHAPOM BBUAY COXPAHEHUS| KOFHUTUBHbIX
byHKLMIA 1, KaK NpaBMnO, XOPOLIEro OTBeTa Ha NPOTM-
BOCYAOPOXHYO Tepanuio [1,2,12,13]. OaHaKo puck pas-
BuTKa ['TKII, N0 AaHHbIM PasfinydHbIX PETPOCMNEKTUBHbIX
ncenegoBaHuii [14,12], 6bia OLEHEH AOCTAaTOYHO BbICO-
Ko, 10 30-50%. Y 10-15% nauuneHTOB 6bIJI0 OTMEYEHO
oTaroweHue no debpunbHbimM cygoporam [15]. Ona OAJ
XapakKTepHO Hanuyue Knaccuyeckoro 33M-nartrepHa —
cnank-sonHa 3 fy [11].

TunuyHble a6CaHCbl — KOPOTKME FEHEpPann30BaHHbIe
MPMCTYNbI C BHE3AMHbIM Ha4anom u 3agepluieHnem. OHu
UMEKT [Ba HEOTbeMJIEMbIX KOMMOHEHTA: KIUHUYe-
CKWUI — HapyLUeHMe YPOBHS CO3HAHUS (aBCaHC) M anek-
Tpo3aHuedanorpadduyecknin — reHepann3oBaHHbIe MUK-,
NoNUNUK-BOJSTHOBbLIE pa3psafdbl 4acToTon 3-4 lu. Ana a6-
CaHCOB 3a4aCTyH XapakKTepHbl MOTOPHbIE NPOSABIEHUS,
aBTOMAaTU3Mbl 1 BeretatuBHble HapyweHus [9]. 3 mo-
TOPHbIX CUMNTOMOB BbIAENSAT KIOHUYECKUIA, TOHNYE-
CKUA M ATOHWMYECKWA KOMMOHEHT KakK OTAEeNbHO, Tak
1 B COBOKYMHOCTU; Hanbonee pacnpocTpaHeHbl MUOKIO-
HUW nnueBor Myckynatypbl. IKTanbHbiidi 33M-natTepH
MOXET ObITb KOPOTKUM (0T 2 80 5 CeK.) Uv ANUTEJIbHbIM
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(15-30 cek.), NPOJO/MKEHHbIM MMM (PparMeHTMPOBaH-
HbIM, COlep>kaTb B CBOEN CTPYKTYPE NUK- NN NOSTUNNK-
BOJIHOBbIE pa3psfbl. 4aCTOTHble XapakTepUCTUKN pas-
pAAoB MOryT 6bITb MOCTOSAHHBIMW WKW BapbUPOBaTb
0T 2,5 10 5 [U. TunnyHble abcaHcbl JIerko NPOBOLUPYIOT-
ca runepseHTunaumen npuMmepHo y 90% HeneveHbix na-
LMneHTOB. Kak npaeusio, abCaHCbl BO3HUKAKOT CMOHTAHHO,
01HAKO B peAKMX Cny4asax moryT 6biTb UHULMUPOBAHLI
TakKUMU CTUMYNaMn Kak pUTMUYECKUA CBET, OPHAMEHT,
BMAEOMTPbI, @ TAKXXe NCUXUHECKUMUN NN IMOLMOHASb-
HbIMU (pakTopamun. [e6oT TUNUYHbIX a6CaHCOB MPUXO0-
OWNTCS, Kak NpaBuno, Ha AETCKWUIA UN HOHOLWECKWIA BO3-
pact [12,5,6]. A6caHcbl BCcTpeyatoTcs Takxke y 10-15%
B3POC/bIX NALMEHTOB, 3a4aCTYt0 B acCoLMaLMN C ApYru-
MW reHepann3oBaHHbIMKU npuctynamm [1]. OHM moryT
UMETb PEMUTTUPYIOLLIEE TEHEHME U COXPAHATLCA NO-
)KN3HEHHO. AGCaHCbl MOTyT SIBAATbCA €AWHCTBEHHbIM
TUNOM NpUCTYnoB [6].

IAS [0 HacToALLEro BpeMeHM paccmaTpuBasnach Kak
«A00P0OKAYECTBEHHbIA» CUHAPOM, HO B3rNAAbl HA HEro
CO BPEMEHEM CTanun MeHaTbCA [16].

B paHLOMM3NPOBAHHOM KOHTPONMPYEMOM [BOWHOM-
Ccnenom wuccnegoBaHuyu AOAroCcpoYHbIX ucxomos [OAJ
6bIiM NpoaHanu3npoBaHbl 446 nauMeHTOB M Npeanpu-
HATa NOMbITKAa onNpeenunTb NPorHo3 B oTHoweHuu I'TKI,
a Tak>xe HemponCuUXonorn4yecknx HapyLleHuin B gebrore
3a60neBaHNs 1 nocne HazHavyeHusa Tepanum [17]. B Ka-
4yecTBE WCXOAHON Tepanuu NPUMEHASINCH: STOCYKCUMUL
(3TC), Banbnpoesas kucnota (BK) u namoTpupxuH
(JIT). Yepe3 16 Hen. nocne Ha3Ha4YeHUS UHULMATIBHON
Tepanuun He 6bl1 LOCTUTHYT oxXuaaembln addekT. 3TC
nokasas 60nbLly0 3QEKTUBHOCTL (pemuccus B 53%
cny4aes) no cpasHeHuto ¢ JIT (29%) u cxoaHyo adpdoek-
TUBHOCTb (58%), HO MeHbLUEe KONMYECTBO MO6OYHbIX
3 dekToB No cpaBHeHMO ¢ BK. 3dhdeKTUBHOCTb Ha-
3Ha4YeHHON Tepanuu 4epe3 12 mec. coctaBuna 45% nns
3TC, 44% nna BK n 21% pns J1T. Takum o6pasom, 370-
CyKcumMung aBnsetcs npenapatom Boi6opa npu JAS [18].

B nccneposanmm Shinnar ¢ coast. (2015) 6b1n1a noka-
3aHa 6onee HM3kaa vactota KM npu OAS — 12% (y 53
3 446 nauueHToB), YTO 3HAYMTENIbHO MEHbLUE, 4eMm
npegnonaranocb paHee [19]. ®akTopom pucka BO3HMK-
HoBeHua [TKI y naumeHTOB 06CNeOBaHHON BbIOOPKM
okasasnca 6onee no3gHWA BO3pacT Hadvana Tepanuu.
OueHka npoBoAnnach Yyepes naTb JIeT NOCNe paHAOoMU-
3aummn: y 19% naumeHToB C MHULMALKWEN Tepannun B BO3-
pacte 9 net u ctapwe umenu mecto I'TKI, npotne 6%
y LeTel C HMUMaunen Tepanum 0o 6-neTHero so3pacra.
B cpenHem, npucoeguHeHune I'TKIT oTmevanoch Yepes
4,7 net nocne crapta NpoOTMBOCYLOPOXXHOW Tepanuu,
cpegHun sospact ae6tota FTKIM — 13,1 net, npu 3TOM
y 15 (28%) naumeHTOB NPOTMBOCYAOPOXHAA Tepanus
6bina oTMeHeHa. CTOUT OTMETUTb, HTO U3 UCCNEeA0BaHMS
6bININ MCKNOYEHbI NauneHTsl, y KoTopbix 'TKI pa3su-
nuce ao ge6tota [A3. Puck BosHnkHoBeHUs ' TKI He 3a-
BMCEN OT nHuumnanoHon Tepanuu (TG, J1T, BK), ogHako
y NaUueHTOoB C XyALWUM OTBETOM HA NEPBbIA Ha3HA4YeH-
HbI Npenapar (N0 AaHHbIM OUeHKU Ha 16-1 n 20-i He-
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Jerne) Yaule apyrux passusanuce ['TKIT Bnocnencreum.
Tak>xe He OblSI0 OTMEYEHO 3HAYMMON KOpPPensaunumn Heii-
PONCUX0NOrNYEeCKNX HAPYLUEHWUA N YPOBHA UHTENNEKTa
B 3aBMcuMOCTN OT Hanuums KM [19].

13 446 nayneHTOB B UCCNef0BAHUN HEMPOKOTHUTUB-
HbIX OYHKLMIA NpuHany yqactre 393 nauuneHTta (npoyue
ObI/TN UCKITKOYEHbI MO PA3SINYHbIM NPUYNHAM) B BO3pacC-
Te 0T 4 net. [Insl OUEHKN NPUMEHSNNCH CNeayLne me-
TOAMKW: ONPOCHWK AETCKOro NOBeAeHNA AN poauTenein
(Child Behavior Checklist, CBCL ); oueHka npoBoannacb
[IBaXXAbl — B TeYEHME NepBbIX 7 AHEN 1 Ha 16-20-i He-
Jene nocre paHaomu3aunun; TeCT Ha BHMMaHue; TecT
Ha HenpepbIBHYIO [eaTenbHOCTb (Continious
Performance Test Il, CPT II).

Y 36% pfetein 06¢cnefoBaHHON BbIGOPKU (4TO npu-
MEpPHO B 4 pasa npeBblaeT 06WEnonynsaunoHHbINA
YPOBEHb) OTMeyancs AeduunT BHUMAHUSA, HECMOTPS
Ha OTCYTCTBME APYrnX HEWPOKOrHUTUBHBLIX Hapylue-
HURi. MauymeHTsl, nonyyarowme BK, 3TC n JIT nmenu
aeduunt BHUMaHua B 49%, 32% n 29% cny4aeB co0T-
BETCTBEHHO. Takum o6pa3om, aetu ¢ [JA3 umetot 6onee
BbICOKWUI YPOBEHb Leduunta BHUMAHWA [0 Ha3Ha4e-
HWUA Tepannuu, KOTOPbIA COXPaHAETCA, HECMOTPSA Ha pe-
MMUCCUIO NO NpucTynam, n npeobnagaeT npu Tepanuun
Banbnpoatamu. CTOMT OTMETUTb, YTO POAUTENN 3a4a-
CTYI0 HE NPUAAKT AOJKHOI0 3Ha4YeHUa AedULUTY BHU-
MaHUs y pebeHKa, 4TO HAHOCUT 3HAYUMbIA Yyulepo
LUKONbHOW ycneBaemocTu geten ¢ 1A3 n noaTeepxaa-
€T He0OX0AMMOCTb He TONbKO KOHTPONA Hag npucTyna-
MU, HO W TWATENIbHON OUEHKW KOTHUTWUBHbLIX U NOBE-
LEeHYeCKNX 0CO6eHHOCTEN aTux geten [19].

B  Apyrom  peTpoCneKTUBHOM  UCCReaoBaHUu
S. Grosso, D. Galimberty ¢ coaBT. [6] 6b1J10 NpoOaHaANM3u-
poBaHo 119 uctopuin 60ne3Hn geTenn ¢ abcaHcamm, 06-
paTuUBLUMXCA B NeauMaTpuyeckoe OTAeSleHNe YHUBEPCU-
Teta CueHbl, UTanua, B nepnog meny sivpapem 1982 r.
n nekabpem 2000 .

MI3HavanbHO AMarHo3 JeTcKon abcaHcHoOW anuiencun
Yy OaHHbIX NauneHTOoB 6bl1 YCTAHOBIEH HA OCHOBAHWUMU
ANArHOCTUYECKNX KPUTEPMEB, ONpedesieHHbIX MeXnay-
HapoAHOW npoTueoanunentuyeckon nuron (ILAE, 1989).
3ateM peTpOCNEKTUBHO NaUMeHTbl ObliM NoAesieHsbl
Ha [Be rpynnbl ¢ y4eTOM BO3pacTa, nona, nepuHartasnb-
HOro aHaMHe3a, HEeBPOJIOrMYECKOro cTartyca, Bo3pacTta
[e6loTa abcaHCcoB, HaMM4nUa Apyrux TUMOB MPUCTYNOB,
BO3pacTa MX BO3HUKHOBEHWUS, CEMENHON OTATOLLEHHO-
CTW, Hanuius ebpunbHbIX MPUCTYNOB B aHAMHE3E,
NPOTMBO3NUIENTUYECKO Tepanumn n 0TBETA Ha Hee [6].

Bbinu BbIGpaHbl CreayloLine KPUTEPUU BKIHOYEHUS
n ncknwyveHns NA3:

Kputepun BkNwYeHna: 46T NpUCTYNOB B BO3pacTe
o7 4 0o 10 net (MakcMManbHO B BO3pacTe 5-7 NeT); HOp-
MasibHbIi HEBPOJIOrMYECKMIA CcTaTtyc; KopoTkue (4-10
CeK., pexe 6onee [AnuTeNbHble) U YacTble (LECATKU
B [ieHb) NPUCTYNbl a6CAHCOB C BHE3aAMHbIM HapyLUeHUeMm
(yTpartoi) co3HaHMA; 3a4acTyl0 UMET MeCcTO aBTOMa-
TWU3Mbl, 3HAYUTENbHO HE BAMSOLLME HA MOCTAHOBKY ana-
rHO3a; MKTanbHbIA J3l-nNaTTepH: reHepanuM3oBaHHbIe
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BbICOKOAMNNTYAHbIE Pa3pafbl CNANKOB U KOMMMEKCOB
cnank-mMeaneHHas BOSHa, 4acToTo 3 Iy ¢ nocTeneHHbIM
CHMXXEHMEM M0 OKOHYaHWI0 paspsafa, AJIMTeNbHOCTbIO
o1 4 1o 20 cek.

Kputepuu uckndeHuns: apyrue (He Tunu4YHble abcaH-
cbl) npucTynbl, Takue kak [ TKI, MMOKNoHUK SO 1 BO Bpe-
MS aKTUBHOW cTaauu abcaHCcoB; abCaHCbl C MUOKJIOHY-
COM BEK U NepuopanbHOi MYCKynaTypbl, eAuHUYHbIE
WA MACCUBHbIE MUOKITOHUN KOHEYHOCTEN, rONoBbI, Ty-
nosuwa. OAHAKO Nerkne MUOKNOHMM FNasHbIX A6J0K,
6poBei, BEK He ABMAANINCL WUCKJIOYEHWeM [uarHosa —
B 0COOEHHOCTN BO3HMKAOLLME B TeYEeHNe NepBbIX 3 Cek.
abcaHca; abcaHCbl C KJIMHUYECKN HEYCTaHOBJIEHHbIM
CHMXEeHNeM CO3HaHuA B TeveHune 3-4 Iy pa3psagoB; CTU-
MYNCEHCUTUBHbIE abcaHcbl (POTOCEHCUTUBHbIE, MaT-
TepH-ceHcUTMBHbIE, fixation-off u gp.); dparmeHTauns
paspsnoB (MeHee 1 ceK.) U NOAMCNanku; HeperynspHble,
aPUTMUYHbIE MHOXXECTBEHHble CManknm W MeaJIeHHble
BOJIHbI C MI3MEHYMBOW BHYTPUPA3PAAHOI YaCTOTOW; npe-
obnapaHme KOpOTKMX paspsaaoB 3-4 [u cnaiik-BOJSH
<4 ceK.; NPOJ0MKEHHbIE N3MEHEHNS B TOBGHOM perunoHe
Ha A3r.

N3 119 naumeHTOB 62 YOOBNETBOPANU KPUTEPUAM
Panayiotopoulos (2005) [13] u cocTtasunu rpynny Ne2,
KOoTopas moKas3ana 3Ha4uTeNbHO 60Nee BbICOKWE pe-
3ynbTaTbl (95%) LOCTMXKEHUA KIIMHUYECKOW pemMuccuiu
no cpasHeHuUto ¢ rpynnoii Nel (77%), B KOTOPYIO BOLUK
57 nauneHTOB, He YAOBNETBOPAKOLWNX KPUTEPUAM ana-
rHocTukm [1A3, ycTaHoBNeHHbIX Panayiotopoulos. Takxe
y NaunveHToB BTOPOM rPynnbl N0 CPABHEHMIO C NauneHTa-
MW MepBO rpynmnbl 0OTMEYanuch clefytowme oTKIOHe-
HUSA:

— 6onee BbICOKOW YpPOBEHb [AOCTVXXEHUS MOMHON
KNTMHUKO-3NEKTPOHLUedanorpaguyeckon pemuccumn
(82% npoTuB 51%);

— pepkue I'TKMN (8% npotus 30%);

— pexxe naymeHTbl rpynnbl Ne 2 nonyyanu nonutepa-
nuto (11% npotus 47%);

— YacToTa peunamBOB Nocsie OTMeHbI Tepanumn cocTa-
Buna 0% B rpynne Noe2 oTHocuTeNbHO 22% B nepBoMn
rpynne.

CoxpaHseTcsa BbICOKWA WHTEpPeC uccnegoBaTenei
K M3YYEHUI0 KOTHUTUBHbLIX QOYHKLWIA Npu «manonatnye-
ckux» anunencusx. Cerminara C. ¢ coasT. (2013) noa-
TBEPAMNU, YTO y AeTei ¢ [JAJ no CpaBHEHUIO CO 340pP0-
BbIMW  OTMEYaeTCAd MOBbILWEHNE UMMYJIbCUBHOCTH,
YBEJ/IMYEeHNEe BPEMEHUN peakLuUn Ha CTUMYN, YXYALUeHNe
n36MpaTenbHOro BHUMaHUS, yXyaweHne Menkon MoTo-
puku (aktusauus) [20].

Caplan R. ¢ coaBt. B 2009 r. oueHunu rpynny u3 69
petent ¢ [JA3 no CpaBHEHUIO C KOHTPOJIbHOW TPYNnoi
[21] peTelt TOW »Ke BO3PACTHOWM rpynnbl HA OCHOBE MONy-
CTPYKTYPUPOBAHHOIO  MCUXUATPUYECKOr0  WUHTEPBbIO
N TeCTUPOBAHUA KOTHUTUBHBIX U A3bIKOBbIX HAaBbIKOB,
a TakXXe MHAYOpMaL KM OT poLuTenei, No JaHHbIM NONy-
CTPYKTYPUPOBAHHOIO  MCUXUATPUYECKOrO  WUHTEPBbIO
n onpocHuka CBCL: y 25% peTell 0TMe4anocb nerkoe
KOTHUTUBHOE PaccTpomncTBO, 43% UCNbITbIBANN A3bIKO-

Bble TPyAHOCTU, ¥ 61% ObIN BbICTABNEH NcuxuaTpuye-
CKWU OWArHo3, a UMEHHO — CMHAPOM Aeduunta BHUMA-
HUA W TUNEePaKTUBHOCTU U TPEBOXXHOE PacCTPOMCTBO,
y 30% O6blnn BbISBMNEHbI MOBEAEHYECKME MPOOMNEMbI.
Tak>xe 6blna BbiABNEHA KOPPENAUUa ANUTEeNbHOCTU 3a-
60neBaHmns, 4acTOTbl NPUCTYNOB K ne4veHnsa A3 OoTHO-
CUTENbHO TSXKECTU KOTHUTUBHBIX, A3bIKOBbIX U MCUXMNA-
TPUYECKMX OTKNOHEHMNA [18].

BONbLWWHCTBO MMEKLWNXCSH HA CEerofHALWHWA AEeHb
B MMPOBOW NuTepaTtype AaHHbIX O Te4eHUU U NPOrHo3e
IA9J, a TakXe LUMPOKWUIA CNEKTP 4acToTbl pemuccun (0T
33 0o 79%), npencTtaBnfalTCcAa Heyb6eAUTESIbHbIMM
[5,7,8,10,13,14,22,23] BBMAY Pa3NMYHbIX KpUTEPUEB MO-
CTAHOBKMW JMarHo3a, a TakXKe pasnnmyHon LJINTENbHOCTM
HabnogeHns [6,9]. Kpome Toro, 60J1bLUNHCTBO UCCNEL0-
BaHWUI OTHOCATCS K nepuoay no 1989 r., korga To4Has
anardocTtuka JAS n apyrux anunenTU4eckux CUHApPO-
MOB, NPOTEKAKLNX C MPUCTYNAMMN TUNUYHBIX a6CaHCOB
N UMEIoLLMX MeHee 61aronpuaTHbIA NPOrHO3, COCTaBA-
na 3HayuTenbHble TpyaHocTy [8]. B nonynsaunmoHHOM mc-
cneposaHum Wirrel E.C. ¢ coasT. (1996) y 65% naumeH-
ToB ¢ [JAD OTMeyeHa nosiHas peMuccus NpUCTynos,
COXpaHsABLUASCSA NOCe OTMeHbI Tepanuu, y 17% — peun-
OWB MPUCTYNOB NOCfie OTMEHbl AHTUKOHBYJIbCAHTOB,
y 11% npucTynbl COXPaHANNCb, HECMOTPA Ha npuem
A3M. B 15% cny4aeB npousowna asonwouus B OMI
[23]. Mo paHHbIM Loiseau P. ¢ coaBT. (1995), npuctynel
abcaHCcoB coxpaHanucb TobkKo y 10% nauneHToB B BO3-
pacte ctapwe 20 net [12]. EanHunyHbie unu peakue ['TKIN
Habnoaanuch B 26% crny4yaeB U KOppenupoBanu ¢ BO3-
pactom Ae6loTa TUNUYHbIX abcaHcoB: B 44% cny4vaes
BCTpPEYanuchb y nauneHToB ¢ gebtotom abcaHcos B 9-10
NeTHEM BO3pacTe, N0 CPABHEHUID C AETbMU, Y KOTOPbIX
abCcaHCHble NpUCTynbl MaHudecTupoBanu no 9 ner
(16%). B knnHnyeckom nccnegosanumm Trinka E. ¢ coasT.
(2004) pona naynMeHTOB C NOJSTHOW KNTMHUYECKO pemMuc-
cuen no JA3 coctasuna 56% [24]. Kputepuin npeobna-
Jawoulero natrepHa npuctyna B febiTe 3abosieBaHus
B COYETaHMM C nocnejywLwmm npucoesnHeHneM Mno-
KJTOHWMYECKMX WNIN TeHepasin30BaHHbIX TOHMKO-KJIOHM-
YEeCKMX MPUCTYMOB $BMAETCS BaKHbIM MNapaMeTpoMm
B OTHOLUEHWUW NPOrHo3a NoSHOW PEMUCCUUN Y NaLNEHTOB
¢ A3 n HOAS.

Takum o6pasom, ncxon A3 3a4acTyto onpegensercs
INAarHOCTUYECKUMM  KPUTEPUAMU, MWCNONb30BAHHbLIMU
npu otéope nauneHTos. bonee cTporue Kputepun 0T60-
pa no3BoNAT cobpaTb FOMOrEeHHYI0 rpynny nayneHTos
C Iy4LWMUM NPOrHO30M M XOPOLUMM OTBETOM Ha NPOTUBO-
CYOOPOXXHYIO Tepanuio (3a4acTyid MOHOTepanuio),
a TakXe TpebyeT MeHblUeid OJINTENIbHOCTU Jie4eHus
C HU3KMUM PUCKOM peunanBa TUMMYHbIX aBCaHCOB nocie
oTMeHbl AJI.

B MeanunMHCKOW nuTepaType BCTpedarTcs paboThbl,
CBUIETENIbCTBYIOLLME O MUHUMANIBHOM CHUXEHWUW napa-
METPOB KOHUTWBHOIO Pa3BUTUSA, a TaKXe NOBELeHYe-
CKMUX 0cobeHHOCTAX naymeHToB ¢ JAJ [10,22]. Y mono-
Obix ntofei ¢ JA3 B aHaMHe3e 3a4aCTyl0 BCTpeyatoTes
TPYAHOCTW B paboTe M COLMANbHOWN XWU3HW, NPO6/EMbI
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MaTtepuansbi chopyma

KTCS.

B CEMEWHbIX 1 APYXXECKUX OTHOLLEHUSX, & TAKXKE NCUXMN-
4yeckue WU IMOLMOHaNbHble HapyweHus [7,10,23]. 3tu
MOJI0ble NIOAMN Yalle HYXXAAKTCA B creynanbHonW no-
MOLLM BO BpeMsi 06y4YeHUs N UX YpOBEHb Y4eOHON Noj-
rOTOBKW, KaK NpaBuiio, HWXe cpeaHei akageMu4eckon
HOPMbI, BCNELCTBUE YEr0 OHW HacTO BbIHYXAEHbl NO-
BTOPHO NPOX0ANTb HEOOXOANMYHO K YCBOEHMIO NPOrpam-
my [23]. MNoBegeHvyeckne npobrembl UMEKOT ropasgo
XYALWNA NPOrHO3 Yy NALMEHTOB, HE AOCTUTLLNX KOHTPONSA
Haj npucTtynamu, XoTd UMEKT MeCTO U Yy NauueHTOB
C NOJTHOW KIIMHWKO-TepaneBTMYeCKO peMmuccuen [25].
MHorumu aBTopamm npeanpuHMManinCb NONbITKN Bbl-
ABUTb CBA3b O0COOEHHOCTEW 3neKTpoaHuedanorpadu-
Yyeckon kapTuHbl npn A3 ¢ nporHo3om. B oaHoi u3 ta-
Kux pa6ot Mariani E. ¢ coast. (2011) Ha6nwogann 29
getei ¢ A3, nmeBWNX «(IOKaNbHbIE MEXMNPUCTYMHbIE
napokcusmasnbHble  HapyweHus»  (focal interictal
paroxysmal abnormalites, FIPA) B N06GHbIX, LeHTpasb-
HbIX, 3aTbIJIOYHbIX OTAENAX, @ TAKXe MYJIbTUdOKaJIbHbIE
HapyweHuns [26]. Bce getu, Kpome ABYX, XOPOLIO OTBE-
TUAN HA UHWLMATIbHYIO TEPANUIO aHTUKOHBYNbCAHTAMM.
Ha ocHoBaHUM 3TOro aBTOPbI AeNnarT BbIBOA, YTO 0CO-
6eHHocTM O3l He BNMAKOT Ha OTBET HAa NPOTMBOCYHO-
POXKHYIO Tepanuio U Ha NPOrHo3, a Takxe 410 FIPA He sB-
nsetcs pegkocTbio npu OA3. Ho BCTpeyanuchb v gpyrue
MHeHus. Jocic-Jakubi ¢ coaBt. (2009) uccnegosanu 30
neteii ¢ [JAJ, pa3penus nx Ha ABe rpynnbl: 1-9 — ¢ «knac-
cnyecknumu» abcaHcamm; 2-9 — ¢ «(pPoHTaNbHbIMU» a6-
caHcamu [27]. Bo 2-i rpynne 4awie BCTpeYasnucb Cnox-
Hble abcaHcbl W perucTpupoBanace FIPA, TpyaHee
JOCTuranca KOHTpOsb Hag npucTynamu, y HEKOTOPbIX
[leTeil MMennch NoBedeH4YecKne n y4e6Hble Npo6aemsbl.
[leTckas abcaHcHas anunencus 0THOCUTCA K Maunona-
TUYECKUM dhopMam 3MNUencumn, To ecTb C NPeanosioXu-
TeNIbHO FeHeTUYeCKON 3aTUONOrnein, N He noapasymeBaet
HanM4na CTPYKTYPHOI NaTonorMm rofioBHoro moara. 0g-
Hako B uccnegosaHum Caplan R. ¢ coast. B 2009 r. 66110
NPOBELEHO CpaBHEHMEe 06bemMa NOOHO-BMCOYHbIX OTAe-
NOB rONIOBHOr0 mo3ra y aetenn ¢ A3 M KOHTPONbHOM
rpynnbl nauneHToB [28]. B uccnenoBaHuy npuHANmM y4a-
cTue 26 nauneHTos ¢ JAJ (C y4eTOM AMArHOCTUHECKMX
kputepues ILAE, 1989) n cxogHom no nony v so3pacty (0T
7,5 0o 11,8 neT) KOHTPOSIbHOW rpynnbl U3 37 aeTei, 06-
CNnefoBaHHbIX MeToAOM BblcokononsHon MPT (1,5 Tn).
OcHOBHOE BHUMaHWe uccnegosatenei 661710 06paLLEHO
Ha JI06HbIE N BUCOYHbIE OTAEeNbl FTOJIOBHOMO MO3ra no ce-
OyOLWKUM npuynHam: 1 — no AaHHbIM 3NeKTPo3HUedano-
rpacon4ecknx MCcnegoBaHMn NPUCTYNbl aBCAHCOB Ha4n-
HalTCA C PEermoHanbHbIX, 3a4acTyl0 YHWaTepasbHbIX
CNamkos, B AopcosiatepanbHO-I06HbIX UK 0poMTOdPO-
TanbHbIX 06NacTAX U BOBMEKAOT OPOUTOPOHTANbHbIE
1 Me3noppoHTanbHble 061ACTK, a TAKXKE BUCOYHbIE 10K
BO Bpem# paspsaga [1,29]; 2 — pe3ynbTaTbl HEMPOBU3YaATN-
3aUMM YKasblBAlOT HA U3MEHEHUS B [aHHbIX 061acTAX
[0 pa3suTtna [JA3; 3 — HenpepbIBHOE pa3BMTHNE U CO3pe-
BaHMe IOO6HbIX 1 BUCOYHbIX JOJEi B eTCKOM 1 NOApPOCT-
KOBOM BO3pacTe Noj4yepKuBaeT HEOOXOAMMOCTb U3yye-
HUA 06bEMOB [aHHbIX 0651acTell rONOBHOr0 Mo3ra npu

anunencus n Napokcu3mMasbHble COCTOAHUS

[AD3; 4 — yyacte opoMTO-PPOHTASIbHBIX, HUXHE-JPOH-
TaJIbHbIX U JOpcoJiatepanbHbIX NPePOHTaNbHbIX U3BU-
NUH B (POpPMMPOBaHUW MOBEAEHMA/3MOUNIA [6]), KOTHU-
TUBHbIX yHKUMiA [30]), A3bIKOBbIX HaBbIKOB [21]). Bce aTo
FOBOPUT O CBSI3W CTPYKTYPHbIX HAPYLLEHWIA B AaHHbIX 06-
NacTAx rofioBHOrO0 Mo3ra ¢ COOTBETCTBYHOLUMU (DYHK-
LUMOHANbHBIMMN HAPYLLEHNSIMMU.

bbina BbIBNEHa Koppenauus o6bema Ceporo BeLle-
CTBA NIOGHbIX M BUCOYHbIX JONENA C HaNMYMEM MPUCTY-
noB, AemorpauyeckumMu, nepuHaTajsbHbIMW, WUHTEN-
NieKTyanbHbIMU (YpoBeHb 1Q) 1 ncuxonaTonornyeckumm
HapyweHuamu. Y rpynnbl getei ¢ QA3 06beM ceporo
BELlecTBa JIEBOW OpOUTO-(DPOHTANIbHON W3BUIINHBI,
a TaK)xe 06enx BUCOYHbIX A0JIeil 0Ka3anca 3Ha4YnTeNIbHO
MeHbLUEro 06bLema, No CPaBHEHMWIO C KOHTPOJIbHOW rpyn-
MO, 1 3aBUCES OT N0JIa, BO3PACTA, PaChl, a TAKXe Nepu-
HaTanbHOW NAaToNoOrnM, HO He OT KNTMHUYECKOW pemMuc-
cuu, ypoBHA IQ  MAM  NCMXMYECKUX HapyLUEeHWR.
B KOHTpONLHOW rpynne aetei, 0AHaKo, 06bEM rOI0BHO-
ro Mo3ra B 3Ha4YMTENbHOW Mepe KOoppenupoBsan ¢ ypoB-
Hem 1Q.

BoBne4yeHne No6HbIX OTAENI0B KOPbI FOJIOBHOI0 MO3ra
NrpaeT CYLLECTBEHHYIO POJib B KOMOpP6MAHOCTU npu JAJ
[21,20,30] n npnMBOAUT K KOTHUTWUBHbLIM, JIMHTBUCTUYE-
CKUM 1 NOBEAEHYECKU/3MOLMOHANIbHBIM HapyLIEHUAM
[24,29]. Takum 06pa3oM, yKasaHHble I3MEHeHUs 06bemMa
roJSI0BHOr0 MO3ra no3BoJISOT NPeAnosioXnTb BIUAHUE
TeveHus [JAD Ha pa3BuTUe FONIOBHOIO MO3ra, B 0CO6EH-
HOCTU ero OTAeno0B, OTBEYALMX 3a NOBedEHYECKUe,
KOTHUTWUBHbIE N A3bIKOBbLIE HABbIKN.

Llenbto uccnepoBaHus 6bina oLeHKa 0COBEHHOCTEN
Te4yeHMsa AeTCKOW abcaHCOon anunencun y aeTen, pasge-
NEeHHbIX Ha ABEe rpynnbl N0 COOTBETCTBMI/HECOOTBET-
cteuto kputepusam G.P. Panayiotopoulos, 2005; aHanu3
KJTMHUYECKUX MPOSABJIEHUA B 3aBUCUMOCTW OT BO3pacTa
Ha4yana 3abofieBaHUA, xapakTepa M COYeTaHUs TUMNOB
NPUCTYNOB, ANUTEILHOCTU Nnogbéopa NPOTUBOCYLOPOXK-
HOWN Tepanuu; TeCTUPOBAHWE NALMEHTOB B AaHHbIX rpyn-
Max C LeSiblo OLEHKWN HEMPOKOrTHUTUBHBIX OYHKLWIA.

Marepuajibl © METOABL

[ns peTpoCneKTUBHOrO UCCNeA0BaHMs B 3NEKTPOH-
Hoi 6a3e BY3 «Mopo3sosckas [IFKb 3M» (2010-2016)
6b1n10 oTo6paHo 186 nctopuii 6onesHei aeTen ¢ ycra-
HOBJIEHHbIM AMArHO30M «JeTckas abcaHcHas anunen-
cus». Bce getu 6binn pa3aenieHbl Ha ABe Fpynnbl;

1-9  rpynna - yJOBMeTBOPANOLWINE KPUTEPUAM
C.P. Panayiotopoulos, 2005;

2-9 rpynna — He Bowegwue B 1-10 rpynny.

[OnarHocTM4eckme Kputepun, UCKYaroLme naym-
€HTOB M3  MepBOW  rpynnbl (N0 KpUTEpuam
C.P. Panayiotopoulos, 2005) [26], npeacTaB/eHbl B Ta-
6nuue 1. Bropasi rpynna nauMeHToB 6bina cdyopmmpoBa-
Ha HAa OCHOBAHMUW [JaHHbIX KPUTEPUEB.

XapakTepucTuka rpynn npegcraBneHa B Tabnuue 2.

B cBSI3U € HapacTaloWMUM MHTEPECOM K OLIeHKE Helpo-
KOTHUTUBHbIX pyHKUMIA y neten ¢ A3 IbY3 «Mopo3os-
ckas OIKb O3M» coBmMecTHO ¢ Kadeapon HEBPOOruu,
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JlnarHocTmyeckue napameTpbl KonuyecTBo nauneHTos
BoapacTt o 4 net 6
BospacT ctapue 10 net 19
39l-0co6eHHOCTK, aTuUnnUYHble Ana JAJ 21
MunoKnoHMYecKne NoaepruBaHns BoO BpeMs TUMUYHbIX aBCaHCOB (BEK, NepuopasbHble) 19
['TKIT BO BpeMs akTMBHOI0 Te4eHns abCaHCoB 2
abCaHCbl POTOCEHCUTUBHbIE 9

Ta6muna 1. XapakTepucTUKa BTOPOI IPYIIIbL, COOPMUPOBAHHOM HA OCHOBAHUH JIMATHOCTUYECKUX KPUTEPHUEB, UCKIIOUAIONTUX

IIALIUEHTOB U3 IIEPBOY I'DYIIIIBL.

Ipumenanue. JAD — demciasn abcarcnasn snunencus; ITKIT — 2enepanu3o8ariivlie MOoHUKO-KAOHUMECKUE NPUCHIYNbL.

Table 1. Characteristic of the second group.

Note. CAE — childbood absence epilepsy; GTCS — generalized tonic-clonic seizures.

Kputepum Ipynna 1 Ipynna 2
KonnyecTtso 124 62
[leBo4KM 71 (57,2%) 38 (61,2%)
CeMeiHbIN aHaMHe3 Nno anuniencumn / pebpusibHbIM CyLoporam 6 (4,8%) 8 (12,9%)
@ebpusibHbIe CYA0POrn B aHaMHese 5 (4%) 5 (7,6%)

Ta6muna 2. XapakTeprucTUKa IPyI AeTer ¢ JAD.

Ipumeuanue. JAD — 0emckas abCaHCHa INULCNCUS.

Table 2. Characteristics of children with CAE.
Note. CAE — childbood absence epilepsy.

HENPOXMPYPruM N MEeANLMHCKON reHeTMKN neguartpuye-
ckoro dpakynbteta PHUAMY um. H.W. MNuporosa HavaTa
paboTa no OUEeHKe AaHHbIX (PYHKLNIA Y AeTel ¢ aBCaHCHON
anunencuen ¢ MCNONb30BaHWEM LLIKAN OLEHKN UHTENNeK-
TyanoHoro passutus [pudpcguta (Griffiths Mental
Development Scales — extended revised Il, GMDS-ER 1I).
[aHHas meTOAMKa MNO3BONSET OLEHUTb Takue cdoepbl,
KaK: ABMratenbHas akTUBHOCTb, COLManbHasa agantayus,
peyb, 3PUTEIbHO-MOTOPHAA KOOpAMHAUMA, [LEeACTBUSA
C NpeameTaMn Ha OCHOBE 3PUTENIbHO-NPOCTPAHCTBEHHO-
ro socnpusatus (performance), NpakTU4eckoe MbiLIEHME.

OKOH4YaTeNbHas PEMUCCUS OLEHMBANACh KakK MOIHOE
OTCYTCTBME aBCAHCOB NOC/Ie OTMEHbl AHTUKOHBYJIbCaH-
TOB B Te4eHue 6onee 1 ropa.

Pesyabrarsl

0Cc06eHHOCTM NaLMeHToB 06enx rpynn 6blM NpoaHa-
JIN3NPOBAHbI C OLEHKOW BO3pacta Havana npucTynos,
COYeTaHNUsA pPasfINYHbIX TUMOB NPUCTYMNOB B CTPYKTYype
OA3 (Hannyme mnoknouun, N'KIM), Bo3pacta nosABNEHUS
['TKI, oTBeTa Ha NPOTUBOCYAOPOXHYIO Tepanuto, cpes-
Hel NPOJOSHKUTENBHOCTM Tepanuun, NCNOJIb30BaHNA NO-
nuTepanuun n npeacTtaeneHsbl B Tabnuue 3. Heobxoanmo
OTMETUTb, YTO He BCE AETW PerynsapHo Habnwoganucb
B KOHCYNbTaTUBHOM LeHTpe [BY3 «Mopo3sosckas AIKb
O3M» n Tepanua morna HasHayaTbCsl B ApYrux ne4veod-
HbIX yupexaeHuax O3M unu KomMepyeckux LeHTpax.
CTOMT NOAYEPKHYTb, YTO O HANMM4YUW/OTCYTCTBUN MUO-
KMOHWIA 1 APYTUX TUNOB NPUCTYNOB MOXHO 6bI10 CYAUTH

TOSIbKO MO UcTOpun 60ne3HN N 3aecb 60NbLIOE 3HaYe-
HWe MMeJlo Ka4ecTBO c6opa aHaMHe3a fievallnm Bpavyom
N OTpaXkeHWe OCOOEHHOCTEN TedyeHUs 3aboneBaHus
B MEANLMHCKON JOKYMEHTaLum.

TonbKo B eAUHWUYHbIX criydasax y getei ¢ A B Ha-
lweM HabnwgeHmn 6b1N10 NPOBEAEHO FeHeTMYecKoe 06-
cnefoBaHue.

Y 0HOr0 Manb4ynKa AuarHoCcTMpoBaH cUHApoM Kaoby-
Kn (myTtauma reHa MLL2, kogupylollero 6enku rpynnol
Trithorax, perynupytouine CTpyKTypy XpomaTtuHa u y4a-
CTBYHOLLME B NOAAEPXKAHUN IKCNIPECCUM reHOB). PebeHoK
Obl1 HANPaBJIeH HA KOHCYNbTALMIO FEeHETMKA 13-3a Pe3n-
CTEHTHOrO Te4eHns abCaHCHOW 3anunencumn (Mpuem Basnb-
npoartoB, neBeTMpaLeTama, 3TOCYKCMMWUAA, NlamoTpua-
)KWHa, Tonupamara n ux KombuHaumin — 6e3 adekTa),
Ha 3neKkTpo3Huedanorpamme UKCMPOBANOChb PEruno-
HanbHOE 3amefneHne B NOGHO-LEHTPaNbHbIX OTAenax
KOpbl FOSTOBHOFO MO3ra B MeXMNPMUCTYMHbIA nepuog (Cm.
puc. 1), a Takxe 6b1I1 >)Kano6bl HA TPYAHOCTM B 06Y4EHUN.

Mockonbky wkana GMDS-ER Il npegycmoTpeHa ans
OLEHKMN JeTel B Bo3pacTe OT 2 [0 8-neTHero Bo3pacTta
BKNIOYUTENbHO, C e NoMOoLblo 6bin0 o6cnenoBaHo 14
neteii ¢ A9 B Bo3pacTe oT 5,7 fo 8,8 net (B cpeaHem,
7,4 net). Bce o6cnenoBaHHbie 46TV YO0BNETBOPANMN KPU-
Tepuam gumarHoctuku A3 ILAE (1989) n Tonbko 10
n3 14 vyposnersopsanu kputepuam Panaiyotopoulos
(2005) 1 oTHOCKAIUCH K NEPBON rpynne.

Mo faHHbIM OLEHKMN YPOBHSA KOTHUTUBHOMO OYHKLMO-
HupoBaHusa aeteit ¢ A3 n3 nepsoi rpynnsl, 6 u3 10
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KTCS.

KnuHnyeckue fgaHHble

lpynna 1 lpynna 2

CpefHuii Bo3pacT

8,7 net

11,2 ropa

A6CaHCbl KaK e AUHCTBEHHbIN TUN NPUCTYNOB

124/124 (100%)

40/62 (64,5%)

KoHTponb abcaHcoB (%)

117/124 (94,3%)

49/62 (79%)

MwokioHnn — 19/62 (30,6%)
ITKM - 2/62 (3,2%)
CpegaHun Bo3pact ['TKII - 11 net

BospacT Havana a6caHcoB <4 net

6/62 (9,6%)

4-10 net

124

37/62 (59,6%)

>10 neT

19/62 (30,6%)

[laymeHTbl 663 TEpanum

87/124 (70,2%)

32/62 (51,6%)

CpefHAa NpoAomKUTENbHOCTL Tepanuu AJT

2,8 ropa (2,5-3,3)

4,2 (3,6-5,1)

MauneHTbl Ha noinTepanuu

12/124 (10,4%)

30/64 (48,3%)

TaGauna 3. CBOJHbIE JAHHBIE CPABHEHUS /IBYX I'PYIIIL

Ipumeuanue. 'TKII — 2enepanui306ammbie MOHUKO-KAOHUMECKIE NPpUCynbly ADIT — anmusdnuaenmuyeckue npenapamo.

Table 3. Comparison of two groups.

Note. GTCS - generalized tonic-clonic seizures; AED — antiepileptic drugs.

netenn (60%) nmenun nerkue  yMepeHHble HapyLeHus,
npu 3TOM CpefHMIA nokasaTenb Bo3pacTta (GQ) Korum-
TUBHOIO Pa3BUTUA Y MATW NaLUEHTOB OblN B Npefenax
BO3PACTHOWN HOPMbI U TOJIbKO Y OJHOr0 OTMeYeHa 3a-
nepxka Ha 12 mec. 10 gaHHbIM OUEHKW MO KaXXaou
M3 noawkan, HambonblMe OTK/TOHEHWS OTMe4vanuchb
B o06nactu [BUrateslbHOM aKTUBHOCTU, COLMANbHON
agantaumm un 3pUTeSIbHO-MOTOPHOW KOOpAMHauuu.
YetBepo u3 10 o6cnefnoBaHHbIX aetent (40%) paHHOM
rpynnbl UMENN Nerkne, yMepeHHble UK BbIPAXKEHHbIE
KOTHUTUBHbIE HapylweHus (oTcTaBaHue po 33,5 Mec.
0T BO3pacTHbIX nokasatesnen). OTcTaBaHue 06Llero
YPOBHA KOTHMTUBHOro passutua (GQ) oueHmBanochb
oT 16 no 23,5 mec., n B cpegHem coctasuno 20,1 mec.
Hanbonee BblpaXeHHble OTKJIOHEHUS OTMe4vanuchb
B CleJylolWnx nojlikanax: couuanbHas agantauus,
JeicTBNA C npeagMeTaMy Ha OCHOBE 3PUTENbHO-NPO-
CTPaHCTBEHHOTO BOCNpuaTus (performance) n npakTu-
4eCKOe MbILlNeHNne.

10 faHHbIM OLEHKN YPOBHS KOTHUTUBHOIO (DYHKLMO-
HUPOBaHWA 4YeTbipex detei ¢ A3, He ya0OBNEeTBOPSAIO-
wux kputepuam Panayiotopoulos (2-a rpynna), y Tpoux
BbISABJIEH JIErKUIA KOTHUTUBHbIA AeddnuUT (OTKNIOHEHWe
K03 uumneHTa cpeHEro noKasaTesns so3pacTta He npe-
BbIlano 7,5 mec.), y ogHoro (¢ I'TKI Bo Bpems ocTpoin
(basbl 3a60neBaHNA U HANMYMEM JIETKOr0 MUOKNOHMYe-
CKOro KOMMOHEHTA B CTPYKTYpe abcaHca) — yMepeHHble
KOTHUTWUBHbIE HapyLleHus (cpefgHee oTcTaBaHue Ha 13,5
MeC., YMEPEHHO rapMOHMYHOE OTCTaBaHWe N0 OTAEeNb-
HbIM NoALIKanam).

Mo npengBapuTenbHbIM pe3ynbraTtaM Ha4aToro uc-
cnefoBaHna oTMeyeHo, 4To 9 n3 14 o6cnefoBaHHbIX
JeTel UMenn nerknue, pexxe ymepeHHble OTKJIOHEHMA
B HEMPOKOFHUTUBHOM pa3suTun. I3 oesstn nayneH-
TOB C JNIETKUMW KOTHUTUBHBIMU HapyweHUsMu Tpoe

anunencus n Napokcu3mMasbHble COCTOAHUS

L

e

PucyHOK 1. DnekTposHiedanorpaMma pebeHKa

¢ cungpomoM Kabyku B MEXIIPUCTYIIHBIN IEPUO/ HA (POHE
TEPAIIUU BAIBIIPOEBOI KUCIOTON 1000 MI/CyT.

1 3TOCYKCUMuzoM 1000 Mr/cyT.

Figure 1. Interictal EEG features in Kabuki syndrome patient;
the patient receives valporic acid (1000 mg per day) and
ethosuximide (1000 mg per day).

(33%) oTHOCMNIUCL KO BTOPOW rpynne (He COOTBET-
cTBoBanu kputepuam Panayiotopoulos, 2005), Bo-
CeMb M3 HUX HAXOAMNUCb HA MOHOTEpPanuy Banbnpoe-
BOW KNCJIOTOW.

Y 04HOro nauneHTa u3 BTOPOM rpynmbl UMeNoCh coYe-
TaHue A3 ¢ caxapHbiM AnabeTom | Tuna n 0TMevanochb
yvalleHme abcaHcoB Ha (poHe runornukemuu. laumeHt
nonyyan gyortepanuio (Banbnpoar v neseTupauertam), pa-
Hee Ha NaMOTPULKWUH BO3HUKNA ansiepruyeckas peakuus.
MaumeHT 6611 TecTUpoBaH No GMDS-ER Il Ha ayoTepanuum,
Mpu 3TOM Ha MOMEHT 06CJIeloBaHNA HE Bbina JOCTUTHYTA
pemuccus no npuctynam. HecMoTps Ha nNpogosmkaroLme-
csi abcaHcbl, NPOBOAMMYIO NPOTUBOCYAOPOXHYIO Tepa-
nuio, Y AAHHOT0 naumeHTa, no pesynstatam o6cnenosa-
HUA c ucnonb3osaHnem metognkn GMDS-ER I, BbisiBIEeHbI

www.epilepsia.su
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TONbKO NIErkKne O0TKNOHEHMsi B cdhepe 3puTeSIbHO-MOTOp-
HOV KOOpAMHALMK, NOKa3aTenn TeCTMPOBAHNSA N0 0CTaslb-
HbIM cdhepam MpeBbillann BO3PACTHYH HOPMY Ha 6onee
4yem 16 mec.

O6cy:xkaeHne

[eTckas abcaHcHas anuiencus cHnTaeTca «400poKa-
4YeCTBEHHOW» (POPMON reHepanu3oBaHHON 3NUMENCUN.
Tem He MeHee, NPOrHO3 MOXXET ObiTb HEGNArOMPUSATHBIM,
MOCKOJIbKY He BCeraa yaaeTcs 4OCTUYb NOSTHOW KNMUHNKO-
aneKTpoaHuedanorpagmyeckon pemmccun. Ha MoMeHT
YCTAHOBKMW AMarHosa y 60JbLUMHCTBA NALNEHTOB TPYLHO
npeackasatb HacTynneHue pemuccun. Hawe nccnenosa-
Hue ¢ ncnonb3oBaHuem Kputepues C.P. Panayiotopoulos,
2005, nokasano, 470 NePBMYHO AnarHoctTupoBaHHasa A3
MMeeT pa3nnYHoe Te4YeHUe 1 NPOrHos3.

Pazgutue TTKM unm MWMOKNOHUYECKUX MPUCTYNOB
BO Bpemsa Tepanuu A3 cpean 06CnefoBaHHbIX HaMm
NauneHToB ABNANOCL HEONArONPUATHLIM NPOrHOCTUYE-
CKUM NMPU3HAKOM, ONpeensBlLMM TPYLHOCTb LOCTMXKE-
HWUSA KIMHWKO-3M1eKTPO-3HUedanorpaduyeckon pemmuc-

COCTOSAAHMSA

Mony4YeHHble B HaweM WCCNeaoBaHWW Pe3ynbTaThbl
OLEHKN YPOBHSA KOTHUTMBHOIO (OYHKLUWOHWPOBAHUSA
y peten ¢ OAJ ¢ npumeHeHuem metonmku Griffiths
Mental Development Scales (GMDS-ER II) rosopar
06 OTCYTCTBUMN BbIPAXXEHHbIX KOTHUTUBHbIX HAPYLLEHUNA
y aeten ¢ A3, BXoaawWwmX B rpynny, 0To6paHHyto no 60-
fiee «CTPOrMm» guarHocTudeckum kputepusm (Panayio-
topoulos C.P., 2005), no cpaBHeHWUO C rpynnoi geTen,
He Y0BEeTBOPSIOLWNX AaHHbIM KPUTEPUAM.

3aKkaoYeHue

[ns onpenenexHnsa onTuManbHOro anroputma obene-
[0BaHNA (C BK/OYEHWEM HEWpOncuxosnora, reHeTuka)
1 nevyeHns aetei ¢ JA3 He06X0ANMO Y4NTbIBATb MHOXE-
CTBO (DaKTOPOB, KOTOPble MOryT BfWUATL Ha TeYeHue
3MWNENCUM N UCX0abl. BeposATHO, reHeTMYecKas Heo4HO-
poaHocTb [1AJ MOXET onpeaensaTb 0COOEHHOCTU TeYe-
HUS 1 UCX0abl, HO 6ONbLUMHCTBO AETEN C OTHOCUTENbHO
o6naronpuaTHbiM TedeHneM [A3, Kak NpaBuio, He Ha-
NpaBnATCA HAa reHeTU4eckoe obcnenoBaHmne. B HekoTO-
PbIX C/ly4asX MMEHHO AWArHOCTUKA KOHKPETHOrOo reHe-

cun, Heob6XoAMMOCTb WCMOJSIb30BAaHUA KOMOUHALMK TWYECKOro CMHAPOMA MO3BOSIUT ONpefennTb NPOrHo3
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