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Cnyyau DESC-cuHapoma B CapaToBCKOI 061acTu
r60OY BMO Capamosckuii TMY um. B.A. Pasymosckozo MuH30pasa Poccuu

Hay4Hbili pykogodumens: K.M.H. Kapace A.1O.

DESC-cuHppom (devastating epileptic encephalopathy in school-aged children) — ato pegkas pasHOBMAHOCTL GOKaNLHON 3NUAEncuu,
BO3HMKAET Yy A€Te LWKObHOrO BO3PAcCTa B CIEACTBME A/IMTENbHOMO anuaentTudeckoro cratyca (3C) Ha GoHe NnxopaaKu.

[Je6toT 3aboneBanHma ¢ 3C, C YacTOTOM NPUCTYNOB A0 HECKONIbKMX COTEH B CYTKW, ANUTENbHOCTbIO oKoio 30 aHel. Nocne KynvpoBaHuA
3C ¥ BOCCTAaHOB/IEHMA CO3HAHMA MPUCTYNbl COXPAHAIOTCA, HO C MEHbLUEel YacToToi. OTmMeYaeTcAa KOTHUTUBHbIN AeduumnT: paccTpoicTsa
namati u COBT, B TAXKENbIX, HO PeAKMX CAyYasX - FyboKan AeMeHLMA C HapyLLeHWeM rHO3M1Ca, NPaKcmca U peun.

Ha 33l nocne sbixoga u3 3C - 3ameaieHMe OCHOBHOM aKTUBHOCTU, aNNAeNTUGOPMHAA aKTUBHOCTb, Yallle B BUCOYHbIX OTBEAEHUAX.

MpaKTMYyeckn eanHCTBEHHbIN cnocob Bbixoaa M3 3C - 6apbuTypoBbIA HapKo3. JleyeHne cMmnToMaTMyeckor GOKaNbHOW anMaencun
BK/IIOYAET Pa3IMyHble KOMBUHaUMK NpoTBoanuaenTuyeckux (M) npenaparos.

B MMpe 3aperncTprpoBaHO MeHee CTa CAy4YaeB AaHHOIO CMHAPOMA, oAHaKo B CapaToBcKol 06/1acTi 3a nocieaHue 2 roaa BbiSBNEHO
Tpoe nauneHtos ¢ DESC-cnHapomom.

[unarHos B Kaxaom csydae 6bi1 NOCTaBNEeH PETPOCNEKTUBHO. Y BCeX NaumeHToB 3aboneBaHne HaumHanocb ¢ 3C Ha poHe dpebpunbHol
TemnepaTypbl, LP (ntombanbHas nyHKumsa) — Hopma. Mocie BbIxoAa M3 CTaTyca OTMEYANOCh TAXKENOE TeYEHWE SNUNENCUMN: eXKeAHEBHbIE
MPUCTYNbl, PE3UCTEHTHbIE K JIEUYEHUIO, TANKENbIE KOTHUTUBHbIE W MOBEAEHYECKMe (B OAHOM C/ydae) HapyweHus. TonbKo nocne
AnvTenbHoro nog6opa M3 Tepanuu, HasHadeHUa KombuHaumii 2-3 npenapaTtos (AenakuH xpoHo 900 mr/cyT + Tpunentan 900 mr/cyT +
Tnanpug 300 mr/cyT; Tonupamat 200 mr/cyT + puHnencuH petapa 1600mr/cyT) yaanocb o6UTbCA yMEHbLIEHWUA NPUCTYNoB bonee, Yem Ha
50%.

DESC-cuHapom anseTca TAxENon dopmoit anuaencum, NpMBoAALWENR K HEOBPaTUMbIM HapPYLUEHUAM KOTHUTUBHOW GYHKUMW. JaHHan
bopma He ABNAETCA CTOMb PeAKOM, Kak 3TO NpeacTaB/ieHo B AMTepaType. BO3MOXKHO, peaKoCTb MOCTAHOBKM AMarHo3a cBA3aHa C Masion
OCBEAOM/IEHHOCTBIO Bpayell O CMHAPOME, PETPOCMEKTUBHbIM YCTaHOB/JEHMEM AMarHo3a. BaxkHO 06bBACHWUTL CyTb Npobnembl cembe
pebéHKa. TakMe MaumMeHTbl HYXKAAKTCA B A/IMTE/IbHON peabunutauumn, KomouHuposaHHoM M3T, 601bWIOM BHUMAHUKN M NOSAEPKKE CO
CTOPOHbI Bpayewn, yuntenen n poaHbix.
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