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BapuaHT HAMONATHYECKOH 3nunencuu
(Habnogenune u3 NPaKkTHKMH)

IIpusedero kaunuueckoe Haba0O0eHUEe UOUONAMUHECKOL 2CHEPANUZ08AHHOU SNUACNCUL C 8APUADENbHBIM (HEHOMUNOM, 00UHAK080 (hOPMOTL
INUAENMUPOPMHOT AKMUBHOCIU 80 8MOPOLL CMAdul CHA, 00UHAKOBbIM 2eHOMUNOM Y Opama u cecmpbl.

Jle6rom npucmynog 6 060ux cayuasx HabAOGACs NOcAe 3AKPbIMOI 4epenHO-M032080i Mpasmbl. Y cecmpbl OMMeUanuco MUOKAOHUHECKUe
npucmynul, y 6pama — eeHepaiu308anHble cyOopONCHble NPUCMYNbL 8 NO30Hee 8eYepHee 8PeMs.

Houonamuueckas eenepanusz08anHas NUAENCUS C 2EHEPANUB08AHHBIMU CYOOPOICHBIMU NPUCMYRAMU NPOSBASEMCS 2eHePANU308AHHIMU MO~
HUKO-KAOHUYecKuMuy npunadkamu npooyicoenus. Ho é psode cayuaes smu npucmynst mo2ym 803HUKAMb Npu omxodxcoeHuu ko cHy. Ilpedno-
Aaeaemcs, 4mo y 6pama umeemcs UOUONAMuU4ecKas 2eHepaIu306aHHAsL FNUNCACUS C 2eHEPANU3068AHHbIMU MOHUKO-KAOHUYECKUMU NPUCTY-
namu, a’y cecmpol — OHOWECKAst MUOKAOHUMECKAsl INUACNCUSL, HA MO YKA3bI8aAIOM 803PAch, HACAEOCMEEHHAs NPeOPACHOA0NCEHHOCIb, NPO-
B8OKAUUS NPUCMYNO08 HA (hoHe npuema eHobapbumana, maxoii jyce, Kak y bpama, snekmpoepapuueckuii nammepH, 3pheKkmueHocms Ken-
npbl U MONAMaKca.
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The paper describes a clinical case of idiopathic generalized epilepsy with a variable phenotype, a similar type of epileptiform activity in the
second stage of sleep, and a similar genotype in siblings.

The onset of seizures was observed after closed brain injury in both cases. The sister had myoclonic seizures and her brother had generalized
convulsive seizures late in the evening.

Idiopathic generalized epilepsy with generalized convulsive seizures appears as generalized tonic-clonic seizures on awakening. But in a num-
ber of cases, these seizures may occur when going to sleep. The brother has supposedly idiopathic generalized epilepsy with generalized tonic-
clonic seizures and his sister has juvenile myoclonic epilepsy, as indicated by her age, hereditary predisposition, phenobarbital-provoked
seizures (the latter are also observed in his brother), an electrographic pattern, and the efficacy of Keppra and Topamax.
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WnuonaTuyeckasi reHepaJn30BaHHas SIUJIETICUSI, — Ka3a- SMWIENTUYECKMX CUHAPOMOB (2001) oTHeceHbI K pyOpUKE «HUa-
JI0Ch ObI, HanboJIee N3ydeHHast pobJieMa, TeM He MeHee OHa BbI- oraTtuyecKasi TeHepaJIn30BaHHasK muterncus». OIHaKo He ycTa-
3bIBACT y KJIMHUIMCTOB Psii BOMpocoB. CyllecTBYeT TP OCHOB- HOBJICHO, KakKue (DaKTopbl OOYCIIOBIMBAIOT Bapvaluu (HheHOTH-
HbIe (POPMBI MINONATHUCCKON TeHEPATU30BaHHOM SITUIICTICUN C OB, XOT$SI U3BECTHO, YTO B KOHKPETHBIX CPEIOBBIX YCIIOBUSX Ja-
BaprabeIbHbIM (DEHOTUIIOM: IOHOIIECKAass aOCaHCHasl SITMJIEII- K€ Y POACTBEHHUKOB Pa3BUTHE M Te4eHME 3a00JI€BaHMSI MOTYT
CHsl, IOHOILECKAsT MUOKJIOHUYECKAsT SIUICIICHUS, SIWICIICHUS C ObITh peain3aliieil FeHeTUYECKOI IIpeIpacionokeHHocTH [ 1—4].
M30JIMPOBAHHBIMU T€HEPATM30BAHHBIMU TOHUKO-KIOHUYECKH- [IpuBoAMM KIMHUYECKOE HAOIIOAEHUE IBYX MAllMEHTOB,
MM TIPUCTYIIAMM, KOTOpble B MeXIyHapoaHOM KitacCubUKaIuu OpaTa 1 CeCTpBHI.
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Puc. 2. @paemenm 331 nayuenmru K.B., 27 nem. Snusenmugopmas akmugnocms 60
8mopoil cmaduu cHa

Hocgpepa 2000 me Ha Houw. [Ipucmynv
NPeKpamuaucs.

Ilpu ocmompe Ha momenm obpauie-
HUSL €O CMOPOHbI NCUXUKU OMKAOHeHUL
Hem. B nesponoeuveckom cmamyce: cun-
dpom eecemamugHoil ducmonuu. Ilpu
Ma2HUMHO-PE30HAHCHOU — momozpagdhuu
(MPT) namonoeuu He visi61eH0. Yemaro-
61€H QUA2HO3 KPUNMO2EHHOI SnUAencull ¢
2CHEPANUZ08AHHBIMU CYOOPONCHBIMU NPU-
cmynamu 600pcme08aHus.

Hayuenmrka K.B., 27 aem, 0o
7 mec bepemeHHOCMb Yy Mamepu npome-
Kana HOPMANbHO, NEPEeHeCeHHbLI cmpecc
(cvin nonaa 6 JITII) cnposoyuposan npe-
JcoespemeHHOe omxodcoeHue 800. 3amem
npogedeHa cmumyaayus pooogoil des-
meavHocmu. Jlegouxa podunacst HeOOHO-
wenHoll, 3akpuuara cpaszy. Illepewiii 200
acusHu — 6Oe3 ocobennocmell. Pazeusa-
aacs HopmaavHo. B eospacme 13 aem no-
Ayuusa ywub 3amula04HOU obaacmu.
Co3Hnanue He mepsaa. B 14 aem cmanu
3ameuams KpamKospemeHHble OMKAUe-
Hus co3nanus. bvin Hazwauen ¢henobap-
ouman, Ha @oue KOMOPoO20 NOAGUAUCDH
MUOKAOHUYECKUe NpUucmynsl 6 eude
630pacuBaHuUs 8 MYCKYAamype nie4e602o
nosca. Ha momenm obpawenus co cmo-
POHbL NCUXUKU OMKAOHEeHUU Hem. B nee-
DON02UHECKOM cmamyce: NPU3HAKU geee-
mamuenoli ducpyukyuu. Ilpu MPT u3-
MeHeHUll He O0OHapyxceHo. YcmanosaeH
JuaeHo3 MUOKAOHUYECKOU 3SNUAeNCUl.
Dopma ne ymounena. Hasnauenw: kennpa
500 me 2 pasza é denwb, monamarc 25 me
2 pasa 6 denv. [Ipucmynos nem.

Ha snexmposnyeghanoepamme (931
80 8peMs HOHH020 CHA, 80 8MOPOI cmaduu
CHa, y bpama u cecmpbl 3apecucmpuposa-
Ha 00UHAK0B8AA (opMa SNUIENMUPOPM-
Holl akmuenocmu (puc. 1, 2).

Ilposeden ecenemuueckuii ananusz
noaumopgpuzma SCNIA IVSSN+5 G—A
6 eeHe, Kodupyrwuem o-cyosedurHuuyy
HelpOHANbHO20 HAMPUeao20 KAHaAd, ac-
coyuupyemoeo ¢ snunencuei. Y opama u

Ilayuenm B.B., 37 nem, poduacs om nepeoii bepemeHHOCmU,
Komopas npomekana HOpManbHo, podsl 6 cpok. Pannee u nocaedy-
joujee pazeumue pebeHka coomeemcmeogano gospacmy. OdHako,
co cnoe mamepu, 00 9 nem Ovin becnokoinbiM pebeHKom. Y 060io0-
POOHO20 Opama no AuHUYU omuya OblAU 2eHEPANU308AHHbIE CYOOPOIIC-
Hole npucmynst. B 8 aem 6 pesyromame JATII nepenec 3axpvimyro
uepenno-mozeoeyro mpasmy (YMT) ¢ nomepeii cosnanus. Yepes
200 NOAGUAUCH 2eHEPANU308AHHbIE CYOOPOJICHble NPUCMYNbl. Aypbl
He Obl10. Haznauena cmecwv Cepetickoeo No2; 6 cé3u ¢ nosieaenuem
Ha (pone nevenus 20106HOU O0AU, NAYUEHIM CAMOCIMOAMENbHO npe-
Kpamua npuem npenapama. Ilpucmynst npodoadcarucsy ¢ yacmo-
moii 1 pa3 6 6 mec, kak npaguno, 03HUKAAU @ GevepHee 8peMsi, C
23.00 do 01.00. bvir naznauen punsencun pemapd 2 paza é cymxu
no 200 me. B ceés3u ¢ Heaghghekmuernocmoto 0obasreH OenakuH xpo-

cecmpul gvisienen GA-eenomun. Dmo nabaodenue noomeepiicoa-
em cyujecmeogaHnue onpedeseHHblX 00WUX MeXAHU3MO08 dnuen-
CUU 8 PA3AUYHBIX NONYAAYUSX.

B yem unTepec naHHoro HabmoaeHUA? JIeOT MPUCTYIOB
B 000uX ciiyuyasx rocje 3akpbitoit YMT. OnrHakoBast 3JIeKTpO-
rpacudeckas Gopma SMUIECNTUYECKON aKTMBHOCTM Ha DII
HOYHOTO CHA, YTO MOATBEPKIAeT 3HAUeHNE TeHETUIeCKOro (ha-
KTOpa B TIPOUCXOXAeHWU 3aboneBanus. OmHako (eHOTUN y
OpaTta U CeCTpbl MMEET HEKOTOPbIE OCOOEHHOCTH: y CECTPBI —
MUOKJIOHUYECKHUE MPUCTYIIBI, y OpaTa — reHepaain30BaHHbIE CY-
JIOPOXKHbIE MPUCTYIIBI B ITO3IHEE BeYepHee BpeMsl.

H3BecTHO, 4TO MOMOMaTHyYecKasi TeHepalr30BaHHas
SMUJIETICUST C TeHEePaTN30BaHHBIMKU CYIOPOXHBIMU TIPUTIA[I-
KaMM TPOSIBIISIETCS, KaK TIPaBWJIO, B BUIe TeHEPATU30BaHHBIX
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TOHUKO-KJIOHUYECKHUX TTPHUITaIKOB MpobyxneHus. Ho B psaae
CIy4aeB 3TU IPHUCTYIIBI MOTYT BO3HUKATH IIPU OTXOXIECHHU
KO cHY. Ha 3TOM OCHOBaHMU OIHMM W3 HAC MPEMIOKEH TepP-
MUH «3TUJIETICUS C TPUCTYITaMU BOKPYT cHa» [3]. MoxHo 10-
MYCTUTh, YTO BCE 3TO B M3BECTHOW CTETIEHU OTHOCHUTCS M K
MaHHOMY HaOJIIOCHUIO U Y MallMeHTa UMEET MECTO MIUOTa-
THYecKasi TeHepaJIn30BaHHAS SMWICTICUSI C TeHepaJn30BaH-

HBIMU TOHUKO-KJIOHWYECKUMHU Tpuctynamu. UYto kacaercs
CeCTpBI, TO, YIUTHIBAsI BO3PACT, HACIEACTBEHHYIO IIPeAPacIio-
JIOKEHHOCTD, MPOBOKAIIMIO MTPUCTYNOB Ha (poHe mpuemMa ¢e-
HoOapOuTala, 3JeKTporpadpuieckuii maTTepH, aHaJIOTUYHBII
TakoBOMYy Yy Opara, 3¢hGheKTUBHOCTh KEINMphbl W TOMaMakca,
MOXHO I10JIaraTh, YTO MallMeHTKa CTpagaeT IOHOIIECKOM
MUOKJIOHUYECKOW 3MUJIETICUEH.
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HccnenoBaHue He UMeJIO CITIOHCOPCKOI MOMIEPKKU. ABTOPHI HECYT ITOJTHYIO OTBETCTBEHHOCTb 3a IMPEAOCTaBIEHNE OKOHYATE b~
HOI1 BepCcUU PYKOITMCH B Tle4yaTh. Bce aBTOpBI MPMHUMANH y4acThe B pa3paboTKe KOHIEIIIMU CTaThU U HalTMCaHUM pykomnucu. OKOH-

yaTesibHasi BEpCUsl pyKOIMMCH Obljla 0100peHa BCEMU aBTOPaMU.
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