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IIpunoxenue D2 (Hagaa0). IMarHOCTUYECKUE KPUTEPUN CUH/IPOMOB MIMONIATUYECKOH I'e€HEPATM30BAHHON SMUJIETICUN

NapameTp

06s3aTeNbHbIE KPUTEPUN

1. letckas abcancHas anunencus (aurn. childhood absence epilepsy, CAE)

HacTtopaxuBatrowme npu3Haku

Kputepum ncknroueHus

MpucTynbi

TunnyHble abcancol

—'TKI go unu B nepnof 4actbix abCcaHCOB

—[pucTtynbl ¢ 3aMUpaHneM/HenoABMKHbIM B3rNSAOM TUMUYHOI
NPOAOIKNTENbHOCTLI0 >30 C, C NOCTUKTANbHON CMYTAHHOCTbIO
CO3HAHUSA UK YCTANOCTbIO

— A6CcaHchbl, MMetoLLMe MeCTO MeHbLLe 4eM 1 pa3 B ieHb y NaLNeHTOB,
He Mony4arLnx nevexne

JTto60M 13 cnepyowWwnx TMNOB NPUCTYNOB:

— BbIpaXKeHHbIe MUOKNOHUYECKNE CYROPOTI

- Bhlpa)KeHHaﬂ MWOKITOHUSA BEK

— MuOKNOHMYECKN-a6CaHCHbIE MPUCTYMbI

— AToHM4eckune cyaoporu

— ToHMYeckme cynoporu

— ATUnuYHble abCaHCbl

— MoKanbHble NPUCTYMbI C HAPYLLIEHUEM CO3HAHMSA

33l

BenbIWKN reHepann30BaHHOM cnaik-BOSIHOBOW aKTUBHOCTW 4acTOTOM
3Ty (ananasoH 2,5-4 lu) B Havane a6caHca (BO3MOXHO, B aHAMHE3e)

—TMoCTOSAHHbIE OLHOCTOPOHHWE 3NNUNENTUOPMHbIE Pa3psbl

— OTCcyTCTBME AKTUBNPOBAHHOW TMMEPBEHTUNALNEI
reHepanu30BaHHO CNank-BONHOBOW PUTMUKM H4acTOTON 2,5—4 Ty
y NauneHTa, KOTOPbIA He NONTy4aeT Tepanuto, XOpoLLO BbINOMHAET
TUNEPBEHTUNALMIO B TEYEHNE 3 MUH UK JONblUe

— 3anncb TUANYHOTO NPUCTYNa C 3aMUPAHNEM/NPUCTANTbHBIM
B3rnsaom 6e3 koppensauum ¢ 33 y pe6eHka ¢ reHepanu3oBaHHOM
cnaik-BONIHOBOM aKTUBHOCTbIO 2,5—4 [ B aHamMHe3e

— Ctoikoe 3ameanexune poHoBOR puTMuKn Ha 331 Npu oTCYTCTBUK
Tepannu ceAaTWBHbIMY Npenapatamu

[nddysHoe 3amenneHne OHOBON PUTMUKM

BospacT nebtoTa

2-3rogaunn 11-13 net

<2 netunu >13 net

PasBuTne B Havane

Jlerkas ymcTBeHHas 0TCTanocTb

YMCTBEHHAs OTCTaNOCTb OT YyMEPEHHON A0 rNy60KOI CTENeHM

VCKITIOYEHNEM Cly4aliHbIX HAX00K

3a60/1eBaHs
Hesponoruyeckui [ToTeHUNanbHO 3HA4YMMbIE OTKNOHEHWUS NPU HEBPONIOTUYECKOM
cTaTyc 06CNef0BaHNM, 33 UCKITKOYEHNEM CIYHalHbIX HAX0[0K
ConyTcTBytoLwme . o
y D 3acToii nnn perpecc B KOTHUTUBHOI cdepe
3a60/1eBaHNs
. [ToTeHUNanbHO 3HAYMMbIE AHOMANIMK HA HEAPOBM3yanu3auuu, 3a
HelipoBuayanusaums

leHeTn4eckme n npoune

Huzkuit ypoBeHb rntoko3bl B CMXK n/unm natoreHHblii BapnaHT reHa
SLC2A1 (uccnepnoBaHue He TpebyeTcs B 60NbLUMHCTBE CNy4aes, HO

nccnefoBaHmns HacTOATeNbHO peKOMeHAYeTCs y fieTeii ¢ Ae60ToM B Bo3pacTe <3 neT,
MUKpoLedanuen n/mnn yMCTBEHHOI OTCTaNOCTbIO)
Tpe6yetcs in MPT nnn uktansHas 831 ans noctaHoBku anarHo3a?
MPT He Tpe6yeTcs Lns NOCTaHOBKM fuarHo3a. MiktanbHas 33l He TpebyeTcs AN NOCTAHOBKM JMArH03a, eCNu NPU MHTEPUKTaNbHOM UCCNES0BAHUM BbISBAAKOTCSA BCMbILLKN reHepannu3oBaHHbIX pa3psanoB
CNank-BOMH YacToToii 2,5—4 Iy Bo Bpems 60apcTBOBaHMA. OAHAKO Y 60MbLUMHCTBA HE MOMYYAOLWMX NeYeHrne nayMeHToB Ha 06bI4HON I perncTpupytoTcs abcaHcbl
MpuMedaHAs CuHapom 6e3 1abopaTopHOro NOATBEPXAEHNS

B pernoHax ¢ orpaHuyeHHbIMi pecypcamu CAE MOXeT 6bITb NarHOCTUPOBaHA Y AeTel 663 HaCTOPaXXUBAOLLMX NPU3HAKOB, KOTOPbIE COOTBETCTBYIOT BCEM APYrUM 0693aTeNbHbIM KPUTETUSM U KDUTEPUSM
VCKMIOYEHMUA, 8CNIN Y HIX 3aCBU/ETENbCTBOBAH TUMNYHbBIN a6CAHCHBINA NPUCTYN HA POHE TMNEPBEHTUNALUN.
HacTopaxusatoLime NpuaHaku 0TCYTCTBYHOT Y NOAABNSIOLLEr0 60/bLWIMHCTBA 6OJbHBIX C aHHBIM CUHAPOMOM, HO N3peaKa MOTYT UMeTb MecTo. Cami N0 Ce6e OHM He UCKITIYAI0T HANNYUS CUHAPOMA, HO A0JKHbI
3aCTaBUTb KNNHULNCTA NEPEOCMBICIUTL AMArHO3 U NPOBECTY JOMNOMHUTENbHbIE UCCNEL0BAHIUA, YTOOLI UCKIOYUTb APYTre COCTOSAHMA. YeM 60MbLLIe NPUCYTCTBYET HACTOPAXKMBAIOLLNX NPU3HAKOB, TEM MeHee

YBEPEHHbIM MOXXHO 6bITb B arHO3€ AAHHOI0 CUHAPOMA
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IIpunoxenue D2 (mpogosKeHne). JMarHoCTHYECKUE KPUTEPUN CHHPOMOB HJUOITATHYECKON T€HEPATU30BAHHON SMMUJIETICUN

NapameTp

06a3aTenbHble KpUTEPUU

2. H0Howeckan abcancHas anunencus (awrn. juvenile absence epilepsy, JAE)

HacTopaxuBatowme npu3Haku

Kputepum ncknroueHus

— MpucTynbl 3aMUpaHNii ¢ HENOABMXKHbBIM B3TNAAOM TUMNYHON
NPOJOMIKUTENBHOCTbIO >30 €, C NOCTUKTANbHON CMYTAHHOCTBIO

JTo60M 3 cnepyowWwnx TMNOB NPUCTYNOB:

— BbIpaXKeHHbIEe MUOKIOHUYECKNE CYAOPOTY
— BbIpaXKeHHast MMOKJIOHUS BEK

— MnoKNOHUYECKN-a6CaHCHbIE MPUCTYMbI

(lpucTynbl TunuHbIe a6CaHCHI CO3HAHUS U YTOMIEHNEM — AToHun4eckune cyaoporu
—YacTtoTa abcaHcoB >10 B eHb — ToHn4eckmne cygoporn
— ATUNUYHbIE aBCaHCbI
— DoKasibHble NPUCTYMbI C HAPYLLIEHUEM CO3HAHMA
— OTCYTCTBME NPYU TUNEPBEHTUAALMMN FEHEPANTN30BAHHON
Cnaiik-BONHOBON aKTUBHOCTN YacToTON 3-5,5 I y He nonyyatoLlero Ear;?);ﬁ?”"b'e OAHOCTOPOHHUE 04ArOBLIE ANUNENTU(DOPMHbIE
331 BenpeiLwki reHepanu3oBaHHo CNank-BOSHOBOM akTUBHOCTH neYeHme nauneHTa, KOTOPbIA XOPOLLO BbINOSTHAET FMNEPBEHTUAALNIO Z TucbchyaHoe 3amenneHme oHOBOR pUTMIKM
yacTotomn 3-5,5 'y (BO3MOXHO, B aHaMHe3e) B TeYeHue 3 MUH UK Jonblue - o
— CToikoe 3ameaneHune poHoBOA puTMukn Ha 33T B 0TCyTCTBUE — HloKyMEHTMDOBAHHbII TV%”“”""M npuctyn ¢ 3aM|/|patmeM3|ng1_m
Ce/IaTUBHbIX NPENapaTos HEMOoABWXHbIM B3rNsA0M 63 KOPpPenaunu ¢ KApTUHON Ha
BospacT ge6tota <8 net unun >20 net

Pa3suTune B Hayane

Jlerkas ymcTBeHHas 0TCTanocTb

YMCTBEHHAs 0TCTANoCTb OT YMEPEHHOW [0 ry60KOW CTeneHn

NCKNIOYEHNEM CIy4alHbIX HAX00K

3a601eBaHns

Hesponornyeckui [ToTeHUNanbHO 3HAYMMbIE OTKNOHEHWUS NPU HEBPOJIOTUYECKOM

cTaTyc 06CNef0BaHNM, 33 UCKITOYEHNEM CITYHaNHbIX HAX0[0K

ConyTcTBYtOLME o o
3260NeBAHNS 3acToii nnn perpecc B KOTHUTUBHOI cdhepe
Heliposusyanuaaums MoTeHUManbHO 3Ha4MMble aHOMANMN NPKU HeipOBM3yanu3aumum, 3a

TeHeTU4eCcKMe 1 Npoyme
nccneaoBaxms

Hu3akui ypoBeHb rnoko3bl B CMXK n/unm naToreHHbl BapuaHT reHa
SLC2A1 (TecTupoBaHue He TpebyeTcs B 60/bLINHCTBE CNY4aes, HO
HaCTOATENbHO PEKOMEHAYETCA NI0AAM C MUKpOLedanuen n/unn
N1erKoil YMCTBEHHOW OTCTaN0oCTbi0)

TeyeHune 60N1e3HU

OtcytctBue KM npwn otcyTcTBUM Nnevenus AN, acppekTUBHbIMY
npu I'TKM

Mpumeyanus

Tpe6yetcs nn MPT nnn uktansHas 331 ans noctaHoBku anarHo3a?

MPT He Tpe6yeTcs Lns NOCTaHOBKM JuarHo3a. MiktanbHas 33l He Tpe6yeTcs AN NOCTAHOBKM MArH03a, eCNU NPU MHTEPUKTaNbHOM UCCNEeS0BAHUMN BbISBAAKOTCSA BCMNbILLKN reHepannu3oBaHHbiX pa3psaLoB
cnank-BonH Yactotoit 3—5,5 'y Bo Bpems 604pcTBOBaHUSA. OfHAKO ¥ 60NbLINHCTBA HE NONYYAKOLNX NeYeHNs NALMEHTOB HA PYTUHHON I3 perncTpupytoTcs abcaHcbl

CuHapom 6e3 1abopaTopHOro NOATBEPXAEHNS

B pernoHax ¢ orpaHuyeHHbIMK pecypcamu JAE MoXeT 6bITb JMarHOCTUPOBAHA Y NN 683 HACTOPaXXMNBAKOLLMX MPU3HAKOB, Y KOTOPbIX COOIOEHbI BCE 0CTabHble 06513aTeNbHbIE KPUTEPUN 1 KDUTEPUN UCKITIOYEHNS,
€CINN Y HUX 3aJ0KYMEHTUPOBAH TUMUYHbIA a6CAHCHBIIA MPUCTYN NPU FUNEPBEHTUSLUN.
HacTopaxuBatoLine Nnpu3Haku 0TCYTCTBYIOT Y NOAABNSIOLLEr0 60MbLIMHCTBA 6OMIbHbIX C JAHHBIM CUHAPOMOM, HO N3PefKa MOTYT UMeTb MecT0. Gamu no ce6e OHU He UCKIIOYAKT Hann4us CUHAPOMA, HO AOSKHbI
3aCTaBUTb KIMHULNCTA NEPEOCMbICIUTL ANArHO3 U NPOBECTU AONONHNTENbHbIE UCCIEA0BAHNSA, YTOGbI UCKIIOYNTb APYriie COCTOSHUS. Yem 6oMbLLe NPUCYTCTBYET HACTOPAXKMNBAKOLLNX NPU3HAKOB, TEM MEHee

YBEPEHHbIM MOXXHO 6bITb B A1arHO3e AAHHOIO cuHapoma

3. l0Howeckasn MMoKNoHMYecKas anunencus (aHrn. juvenile myoclonic epilepsy, JME)

Mpuctynbl

MuoknoHu4eckue cynoporu

—[eHepann3oBaHHbI TOHNKO-KNOHWYECKNIA ANUNENTUYECKUi cTaTyc
—locTosiHHAs 0AHOO4YAroBas CUMNTOMATHKA (T.e. BCEr[a NOpaXKeHue
OJLHOVI 1 TOVA XKe 4acTu Tena Ha OAHON 1 TOW XKe CTOPOHE) B Ha4ane
I'TKN

— CTOKNI A 0AHO04Ar0BbIi MUOKIOHYC

— MuoKnoHn4eckn-abcaHcHble MPUCTYNbI

— ATOHUMYECKME CYaoporu

— ToHMyeckme cynoporu

— ATUNUYHbIE aBCaHCbI

— MoKanbHble NPUCTYMbI C HAPYLLIEHUEM CO3HAHMSA

— MUOKNOHYC NPeUMYLLECTBEHHO UK UCKOYUTENBHO BO BPEMS CHa
— MuoKnoHM4eCcKne NpMCTynbl, BO3HNKAKOLLME UCKIOYNTENTBHO NPU
4TeHUN

— KopTuKanbHbI TPEMOP C MUOKITOHYCOM

33r

[eHepanunsoBaHHas Cnank-BosIHOBAsA aKTUBHOCTb YacToTon 3-5,5 My
UAW reHepann3oBaHHas nonmcnank-BonHoBas akTMBHOCTb Ha 33T
(MOXeT 6bITb B aHaMHe3e)

— [pMBbIYHbIE MMOKITOHNYECKIE NPOABNEHNS, 3aPUKCUPOBAHHbIE HA
93l npu 0TCYTCTBUM NONMCNANKOB W Pa3pAL0B CNAiK-BONH

— ®okanbHOe 3amMefineHne

—[TocTosAHHAA OAHOCTOPOHHAS DOKaNbHAA anunenTUdopmHas
aKTUBHOCTb

—[eHepann3oBaHHan MeANeHHas Cnaik-BONHOBASA aKTUBHOCTb
4acToTon <2,5 Iy (eCNu TONbKO OHA HE HAXOANTCS B KOHLE BCMbILIKN
BbICOKO4ACTOTHOW aKTUBHOCTH)

— IndhdhysHoe 3ameaneHne hoHOBON PUTMUKMU, HE
OrpaHN4YMNBatoLLEECs NOCTUKTANIbHBIM NEPUOAOM
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IIpunoxenue D2 (OkoHYIaHHUE). [[NaTHOCTUYECKUE KDUTEPUU CHHAPOMOB HUONIATUYECKOH I€HEPATU30BAHHON AMUJIETICUN

Mapametp

BospacT ge6tota

06s3aTenbHbIE KPUTEPUN

Hactopaxusarowme npusHakn

8-9 net unn 25-40 net

Kputepuu ucknio4uesus

<8 net unu >40 net (CAE MmoxeT nHoraa TpaHccopmmposatbes B JME
— B TaKux cny4aax y naunMeHToB MOryT Ha4aTbCa aﬁcaHCbl, HO He
['TKI nnn MWOKNOHWYECK1e NPUCTynbl B BO3pacTe [0 8 ner)

Pa3BuTune B Ha4yane

Jlerkas ymcTBeHHas 0TCTanocTb

YMCTBEHHAs 0TCTanoCTb OT YMEPEHHOW 0 rNy60KoW CTeneHn

3a60neBaHns
HeBponornyeckui MoTeHUMaNnbHO 3HAYNMbIE OTKNOHEHMUS NPU HEBPOJIOrNYECKOM
craryc 06CNeJ0BaHNI, 32 UCKJTOYEHNEM CITY4aNHbIX HAX0L0K

= MoTeHunansH Ha4uMbl HOManun Npu HepoBHx n nn
HeitpoBn3yanuaauus 0TeHLManbHO 3Ha e aHoman PV HelipoBU3yanusaunu, 3a

UCKNIOYEHNEM CIy4alHbIX HAX0[0K

TeyeHune 60ne3HU

— MporpeccupytoLiee CHUKEHNE KOTHUTUBHbIX (YHKLMIA
— MNporpeccupyowinit MUOKJIOHYC C HapyLIEHEM MENKOW MOTOPUKY

Mpumeyanus

Tpe6yetcs nn MPT nnn uktansHas 331 ans noctaHoBku anarHo3a?

MPT He TpebyeTcs Ans noCcTaHOBKM AnarHo3da. iktanbHas 33l He TpebyeTca ANS NOCTAHOBKM MarHo3a

CuHApom 6e3 1a6opaTopHOro MoATBEPXAEHNS

B pernoHax ¢ orpanuyeHHbIMu pecypcamu JME MOXeT 6bITb JMarHOCTMPOBAHA Y NALMEHTOB 6€3 HACTOPAXXMUBAKOLLMX NPU3HAKOB, Y KOTOPbIX COOMIOEHbI BCE OCTasbHble 06513aTeNbHbIE KPUTEPUN U KPUTEPUN

NCKNHOYeHns.

HacTopaxuBaroLime npu3Hakm 0TCYTCTBYIOT Y NOAABNSAIOLLET0 60MbLIMHCTBA 60MIbHBIX C JAHHBIM CUHAPOMOM, HO M3peAKa MOTYT UMeTb MecTo. Camu no ce6e OHW He NCKI0YAOT HANN4YNs CUHAPOMA, HO JOMKHbI
3aCTaBUTb KIMHULMCTA MEPEOCMbICANTL AMArHO3 1 NPOBECTN AONOSHUTENbHbIE UCCNEL0BAHNSA, YTOOLI NCKOUYNTL APYTe COCTOAHNSA. HeM 60blue NPUCYTCTBYET HACTOPAXMBAIOLLNX NPU3HAKOB, TEM MeHee

YBEPEHHbIM MOXXHO ObITb B NarHO3€ AAHHOI0 CUHAPOMA

4. 3nunencus ¢ M30MPOBAHHLIMM FEHEPANN30BAHHLIMM TOHUKO-KNIOHMYECKMMM npucTynamu (aHrn. epilepsy with generalized tonic-clonic seizures alone, GTCA)

MocTosAHHAA yHUOKanbHaa CUMNTOMATKKA (T.€. BCEraa nopaxexue

- FeuepanmaoBaHHble MWOKJIOHUYEeCKNE TOHNKO-KTOHN4YeCcKune

Mpuctynbl [TKN OJLHOVI 1 TOVA XKe 4acTu Tenla Ha OAHON 1 TOW XKe CTOPOHE) B Havasne cypoporu (npeanonaratoT JME)
npucTyna — Jllo60ii fpyroii Tun npucTyna
— dokanbHoe 3ameaneHne
—ToCTOAHHbIE OLHOCTOPOHHME 04aroBble 3NUNEeNTUHOPMHbIE
- paspagbl
e e 5. 2 30 (oK
6biTh B aHaMHE3E) ’ 4acToTon <2,5 Iy (eCNKU TONbKO OHA HE HAXOANTCS B KOHLE BCMbILIKN
BbICOKO4ACTOTHO aKTUBHOCTH)
— AuddhysHoe 3ameaneHne OHOBOI pUTMNKY, He
OrpaHN41BaKoLLeecs NOCTUKTANbHbIM NEPUOSOM
BospacT ge6toTa 5-9 net unun 26-40 net <5 net unu >40 net

Pa3BuTune B Hayane

Jlerkas ymcTBeHHas 0TCTanoCcTb

YMCTBEHHAs 0TCTAanoCTb OT yMEPEHHON A0 rny60KON CTeNneHn

VCKITIOYEHNEM CITyYaiHbIX HAX0 40K

3a6oneBaHns
Hesponorunyeckun MOTeHUMaNbHO 3HAYMMbIE OTKJIOHEHUS MPU HEBPOJIOrNYECKOM
cTaTyc 06CNeS0BaHNM, 33 UCKITKYEHNEM CITYHaNHbIX HAX0[0K
o MoTeHUnanbHO 3Ha4MMble aHOMANIN Ha HelipoBnU3yanuaaumn, 3a CTpyKTypHas naTonorns Ha HelpoBKU3yannu3aunm, KoTopas MoxeT
HelipoBuayanusaums u P y tmn, PyKTYD p Y u P

SABNATHCSA NPUYMHON 3a6051eBAHNS

TeyeHune 60n1e3HN

MporpeccupytoLLee CHIKEHIE KOTHUTUBHBIX (OYHKLNIA

Mpumeyanus

Tpe6yetcs nin MPT nin uktansHas 831 ans noctaHoBku gnarHo3a?

MPT Tpe6yeTcs He BO BCEX CNy4anx, HO ee CNeAyeT BbINOMHATb NPYU HANNYUM HACTOPAXKMNBAKOLLMX MPUSHAKOB WM NPU NOA03PEHUN HA BOSMOXHYIO CTPYKTYpPHYI0 natonoruio. ViktansHas 33 He TpebyeTcs ans

NOCTAHOBKW AnarHosa

Curapom 6e3 1a6opaTopHOro NOATBEPXAEHNS

B pernoHax ¢ orpaHuyeHHbIMN pecypcamu GTCA He MOXeT 6biTb UarHOCTUPOBaHa 663 MHTePUKTanbHOW 3, NOKa3bIBAIOLLEI reHepan30BaHHY0 CNailk-BONHOBYIO aKTUBHOCTb, NOCKOMbKY 663 33T Heb3s

VCK04YNTb hOKANbHOE Ha4ano.

HacTopaxusatoLime Nnpu3HaKky OTCYTCTBYIOT Y NOAABAAKLLEr0 60bLMHCTBA 60/bHbIX C AAHHBIM CUHAPOMOM, HO N3peAKa MOryT UMeTb MecT0. Camu no ce6e OHWU He UCKNIOYAKT HaNU4Ma CUHAPOMA, HO JOKHbI
3aCTaBUTb KIMHULIMCTA MEPEOCMbICANTL JMArHO3 U NPOBECTN AOMONTHUTENbHbIE UCCNE[0BaHNSA, YTOObI NCKIOYNTL APYTie COCTOAHNSA. Hem 6osibLue NPUCYTCTBYET HACTOPaXUBAKOLINX NPU3HAKOB, TEM MeHee

YBEPEHHbIM MOXXHO ObITb B ANArHO3€ JAHHOr0 CUHAPOMA

Ipumeuanue. I'TKII — 2erepanu3o6aniivie MOHUKO-KAOHUYCeKUe npucmynsy; DI — anexmposnyedanozpagdusn; ADI — anmusnunrenmuueckue npenapamot; CVIK — cnunmnomo3206as acuoKocmo.
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