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BrunoB /1.B. Onnentuyeckne CHHAPOMBL: ONIPEAETIEHNE U KIACCU(PUKALINAL MEKTYHAPOJHON
[MporusoanunenTuyeckon Jiuru 2022 roga. Dnunencus u napoxcusmansvisvie cocmosnus. 2022; 14 (2): 101-182.
https://doi.org/10.17749/2077-8333 /epi.par.con.2022.123.

IIpunoxkenue C2 (Ha4aao0). [uarHoCTUYECKUE KPUTEPUH SMHICITHYECKUX CUH/IPOMOB C HAYaJIOM B PA3HOM BO3PACTE

MapameTtp

06a3aTenbHbIE KPUTEPUM

HacTopaxuBatowwme npusHakn

1. CHHAPOMbI reHepanu30BaHHOI 3aNUNENcUU NONUreHHoi aTuonorum (aHrn. generalized epilepsy syndromes with polygenic etiology)

KpuTepun ucknioveHus

1.1. UpuonaTtuyeckue reHepanu3oBaHHbie anunencuu (aHrn. idiopathic generalized epilepsies, IGE)

1.1.1. OBeHunbHas abcancHas anunencua (aurn. juvenile absence epilepsy, JAE) - cm. lMpunoxenus D1-3

1.1.2. OBenunbHas MMOKNOHMYECKaa anunencus (aHrn. juvenile myoclonic epilepsy, JME) - cm. Mpunoxexus D1-3

1.1.3. 3nunencua c U30NMPOBAHHLIMU FEHEPaNnU30BaHHbIMU TOHMKO-KJIOHWYECKUMU npucTynamu (aHrn. epilepsy with generalized tonic-clonic seizures alone, GTCA) - cm. lpunoxenus D1-3

2. CuHapoMbI camoKynupyoweics hokanbHOW anunencuu ¢ npeanonaraembimM CoXHbIM HacnefoBanuem (aurn. self-limited focal epilepsy syndromes with presumed complex inheritance)

2.1. [leTckas 3aTbino4Has 3putenbHaa anunencus (aHrn. childhood occipital visual epilepsy, COVE) - cm. lMpunoxenus B1-3

2.2. doToceHCcMTHBHAA 3aTbinoyHan anunencus (aHrn. photosensitive occipital lobe epilepsy, POLE) - cm. lMpunoxenus B1-3

3. CuHppombl (hoKanbHOM 3anMNencum reHeTM4eckomn, CTPYKTYPHOI UNK reHeTUKO-CTPYKTYpHOW 3aTuonoruu (aurn. focal epilepsy syndromes with genetic, structural, or genetic-structural etiologies)

3.1. CBAA3aHHan co CHOM runepmoTopHas (runepkuHeTuyeckas) anunencus (anrn. sleep related hypermotor (hyperkinetic) epilepsy, SHE)

KpaTkoBpeMeHHble (hOKaNbHbIe MOTOPHbIE MPUCTYMbI
C TUNEPKUHETUHECKMM NN aCUMMETPUYHbIMY

—MpucTynbl TONbKO BO BpeMs 604pCTBOBAHMA

MpucTynsl MpucTtynsbl npeum TBEHHO B COCTOSIHUN TBOBAHNA
pucty TOHUKO-AMCTOHMYECKUMM NPOSBNEHMAMU, BOSHUKAOLLNE pucty PEMMYLLECTBEHHO B COCTO GoapcTsosa —[eHepann3oBaHHble 3NUNENTUYECKNEe NPUCTY bl
NPenMMyLLLECTBEHHO BO CHE
—YacTas anunentTudopmMHasn akTUBHOCTb 32 Npeaenamm
93r (hpoHTaNbHbIX OTAENAB
— [eHepann3oBaHHas aNUNenTUOpMHasn aKTUBHOCTb
BospacT ge6tota <10 net unu >20 net <2 mec unn >64 net

Pa3BuTune B Hayane

YMCTBEHHAA 0TCTAN0CTb OT YMEPEHHOMN A0 TAXENO0N CTENeHU

TUNepKNHETNYECKNUX NPUCTYNOB Y 60JIbHOTO BO BPEMS CHA.

3a6oneBaHni

3a60/1eBaHNs
HeBponoruyeckui
p OyaroBas NaTonorus npu HEBPONOrM4ECKOM 0CMOTpE

cTaTyc
Tpe6yetcs nn MPT nnn uktansHas 931 ans noctaHoBku gnarHo3a?
MPT He TpebyeTcs 4Ns NOCTAHOBKW AMarHo3a, Ho JOSKHA 6bITh BbINOJIHEHA AN OLEHKN OCHOBHOI aTnonorun. ktansHas 33l He TpebyeTcs ANS NOCTAHOBKW AMarHo3a
CuHApom 663 1abopaTopHOro NOATBEPXKAEHNA

Mpumeyanus Ap parop ATEEDXKA

B pernoHax c orpaHu4eHHbIMK pecypcamu SHE MoXeT 6bITb ANArHOCTMPOBAHA NPY COONIOAEHUN APYTMX 0653aTeNbHbIX KDUTEPUEB N KPUTEPUEB UCKITIOYEHNS, @ TAKXKe NPU HaNMYuu CBUAETENEN Unn BUaeo3anucei

HacTopaxusaloLime npu3Haky BCTPE4aTCa PeAKO, B NOAABAIOLEM 60NbLINHCTBE CMTy4aeB OTCYTCTBYIOT. VX Hanu4ne AOMKHO HACTOPaXXMBaTb NPU AMArHOCTUKE CUHAPOMA U NO6YXKAATh K PACCMOTPEHUIO APYriX

3.2. CemeiiHas Me3nanbH

as BUCO4Has anunencua (aurn. familial mesial temporal lobe epilepsy, FMTLE)

04aroBble KOTHUTUBHbIE (0CO6EHHO [1eXXaBH), CEHCOPHbIE NN

Mpuctynsl [eHepann3oBaHHble 3NUENTUYeCKNe NPUCTYMbl
pucty BEreTaTMBHbIE MPUCTYNbI P puety
93r leHepann3oBaHHas aNUNenTUOPMHasa aKTUBHOCTb
PasBuTne B Havane
MCTBEHHAs OTCTANOCTb
3a6osieBaHNs YMCTBEHHAR 0TCTanoC
Hesponoruyeckui
cTaTyc OyaroBas naTonorusa npu HEBPONOrM4ECKOM 0CMOTpE
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IIpunoxenue C2 (MPOJOIAKEHHE). [[NATHOCTUYECKUE KPUTEPUH SITUIECITHYECKUX CUH/IPOMOB C HAYaJIOM B PA3HOM BO3PACTE

MapameTp

Heliposuayanusaums

f3aTelibHble KPUTEPUMN

Hactopaxusaiowue npu3Haku Kputepun uckniouenus

Hopma nnu atpodhua/cknepos runnokamna

[eHeTMYECKME 1 NpoYne

CeMmeilHbIit aHaMHe3 nL ¢ (hOKanbHbIMU NPUCTNAMK, BOZHUKAIOWUMY

1ccnefoBaHmns B Me31anbHOW BUCOYHON fone

Tpebyercs i MPT nnu uktansHas 93 gns noctaHoBku AnarHo3a?

[lng noctanoBku AnarHosa Tpebyetca MPT, 4T06bl MCKNO4NTL Apyrue npudunibl. ikTanbHas 331 He TpebyeTcsa ANs NOCTAHOBKW AnarHo3a
MpumeyaHus CuHapom 6e3 1a60paTopHOro NOATBEPXKAEHNS

B pernoHax c orpaHnyeHHbiMu pecypcamm Tpebyetca MPT fns ucknioveHns apyroit CTPYKTYPHOR 3TUONOMAN.
HacTtopaxusatoLine npu3Haku BCTPe4anTCca peako, B N0aBnsioLLeM 60MbWUHCTBE Cy4aesB OTCYTCTBYIOT. VX Hanu4ne [OKHO HACTOPaXKnBaTh NPU ANArHOCTUKE CUHAPOMA M NOBYXAaTb K PACCMOTPEHNIO fPYTNX
3a60/1eBaHUN

3.3. CemeiiHan thokanbHas anunencua ¢ BapnabenbHbimu o4aramu (aHrn. familial focal epilepsy with variable foci, FFEVF)

Mpuctynsl MpucTtynbl ¢ hOKaNbHBIM Ha4anom [eHepann3oBaHHble 3NUNIENTUYECKINE MPUCTYMbl
a9r [eHepann3oBaHHas anunenTudopMHas akTUBHOCTb
BospacT ge6toTa [1e610T B HEOHATaNIbHOM Nepuoae

Pa3suTune B Hayane
3a60neBaHus

YMCTBEHHAs 0TCTanoCTb OT yMEPEHHON A0 rny60KOoN CTeneHn

HeBponoruyeckuii
cTaryc

O4aroBas natoforus npu HEBPOIOTrMNYECKOM OCMOTPE

HelipoBuayanusaums

Hopma nnn chokanbHas KopkoBas gncnnasms

[eHeTM4ecKme 1 npoyme

CemeliHbIf aHaMHe3 nnLL ¢ hOKanbHbIMKU NpUcTynamm,

p; CemeiHblit aHamMHe3 hOKaNbHbIX MPUTYNOB, BOZHNKAIOLLNX
BO3HUKAIOLMMM U3 06N1ACTEN KOPbI, KOTOPbIE PA3NINYAKOTCA Y YNEHOB ® puty W

ncenefoBaHns ceMbil UCKNIOYNTENbHO B BO3pacTe 40 20 Mec
Tpe6yetcs nn MPT nnn uktansHas 83I ans noctaHoBku gnarHo3a?
[ns guardocTuku tpebyetcs MPT. CemeiiHbll aHaMHEe3 POKaNbHbIX NPUCTYNOB MOXET ObITb Cy4aliHbIM, 06YCNOBAEHHbIM KaKOR-N1160 BPOXAEHHON NpuynHon. ikTanbHas 331 He TpebyeTcs ANns AUArHOCTUKM
CuHApOM 663 1a6opaTopHOro NOATBEPXKAEHNS

Mpumeyanus ap parop ATEEDXKA

B pernoHax c orpaHu4eHHbIMK pecypcamu FFEVF MoxeT 6bITb AuarHocTupoBaH 6e3 330 y nayneHTa npu co6n0AeHnmn Apyrux 06a3aTenbHbIX 1 ncKoYaowmnx kputepues. 0gHako MPT nnn KT Heo6xoanmbl 4ns
VCKOYEHNA APYTUX CTPYKTYPHBIX 3TUONOTUA.

HacTopaxuBaroLime npu3Hakn BCTpe4aKTca pesko, B NOAABNAOLEM 6ONbLUNHCTBE Cy4aeB OTCYTCTBYIOT. VX Hann4yne AOMKHO HACTOPaXXMBaTb NPW ANArHOCTMKE CUHAPOMA 1 NO6YXAaTh K PACCMOTPEHUIO [pYTUX
3a60/1eBaHUN

3.4. Inunencus co cnyxoBbiMu npucTynamu (aurn. epilepsy with auditory features, EAF)

DOKaNbHbIe CEHCOPHbIE CYXOBbIE NPUCTYMbI N/UNK DOKaNbHbIE — [eHepanu3oBaHHble 3NUNENTUHECKNE MPUCTYMbI

Mpuctynbl o o
pucty KOTHUTUMBHbIE MPUCTYMbI C PeLEenTUBHOI apasmnen — [pyrue npuctynbl ¢ OKanbHbIM Ha4anom
33r leHepann3oBaHHas aNUNenTU(OPMHAA aKTUBHOCTb
BospacT nebtoTa YMCTBEHHAst OTCTANOCTb OT YMEPEHHOIA 0 TSHKENON CTeneHu
Hesponoruyeckui
p Ovarosas naTonorus npu HEBPONOrM4ECKOM 0CMOTpE
cTaTyc
HelipoBuayanusaums Hopma unwn chokanbHas KopkoBas gncnnasms
Tpebyertcs nin MPT nnn uktansHas 83l 4ns noctaHoBku gunarHo3a?
[ns noctaHoBkK AnarHosa Tpebyetcs MPT, 4To6bl MCKNOYNTL ApYrue npuynHbl. ktansHas 331 He TpebyeTcsa AN NOCTAHOBKM JMarHo3a
Mpumeyanus Cuxapom 6e3 1abopaTopHOro NOATBEPXKACHNS

B pernoHax ¢ orpaHuyeHHbIMN pecypcamu Tpebyetca MPT nns UCKNIOYEHNS Apyroi CTPYKTYPHOR 3TUONOTrN.
HacTopaxuBatoLine Nnpu3Haky BCTPeYaoTCs peaKko, B NOJABNSIOLLEM 60NbLWIUHCTBE Cly4aeB 0TCYTCTBYIOT. VIX Hanuumue JOKHO HACTOPaXKMBATb NPU AUATHOCTIKE CUHAPOMA M NOBYXAATb K PACCMOTPEHNIO APYrinX
3a6oneBaHnii
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IIpunozxenue C2 (MpogoKeHue). [[MarHoCTHIECKUE KPUTEPUHN SIMHICITUICCKUX CHHIPOMOB C HAYA/IOM B PA3HOM BO3PACTe

MapameTtp

06s3aTenbHble KPUTEPUM

HacTopaxuBatowme npusHakn

4. 3Tuonornyeckn cneyncmyHble anunenTUyeckue cuHapombl (aurn. etiology-specific epilepsy syndromes)

KpuTtepun ucknioyeHus

4.1. Me3nanbHasi BACOYHas 3NUNIENCUA C rUNNoKamnanbHbiM cknepo3om (aHrn. mesial temporal lobe epilepsy with hippocampal sclerosis, MTLE-HS)

dokanbHble NPUCTYNbl C COXPAHEHNEM CO3HAHNA U HApyLLeHnem

HayanbHasi CUMNTOMATIKaA, OTHOCALLAACS K CETAM, OT/INYHbIM OT
Me3UanbHbIX BUCOYHbIX (HANpuMep, [UCKOMOPT B ropne,

Mpuctynsl CO3HAHUA C Ha4aNbHON CUMNTOMATUKON, OTHOCALLEACS KITOHNYECKNE UK AUCTOHNYECKIEe ABUXKEHNS, COMATOCEHCOPHbIE [eHepann3oBaHHble 3NUIENTUYECKNE MPUCTYMbl
K MeANanbHbIM CETSM BUCOYHbIX [ONEN CUMNTOMbI, TUNEPKUHETUYECKAS aKTUBHOCTb, 3pUTENbHbIE

CYMNTOMbI, CIIyXOBbl€ CUMATOMbI, CMEX)
— CTOoMKOe 0TCYTCTBME 3NUNENTUOPMHON aKTUBHOCTN B BUCOYHBIX
oTAenax, fjaxe Ha NoBTOPHbIx JAI.
—TeHepann3oBaHHas aNUNenTU(OPMHasn aKTUBHOCTb

331 — BbiCOKOAMNAUTYAHbIE LEHTPaNbHO-TEMNOPANbHble CNaiku
C rOPU30HTaNbHbIM AUNoNem
— VIHTepukTanbHas anunenTudopmMHas akTUBHOCTb UK hOKanbHoe
3aMeANeHNe BHEe BUCOYHbIX OTAENOB UM Haf 3aAHEBUCOYHON
06/1aCTbi0

BospacT ge6tota <2 ner

Pa3suTune B Hayane

YMCTBEHHAs 0TCTANOCTb OT YMEPEHHON A0 TAXENO0N CTeNeHN

3a601eBaHN

B pernoHax ¢ orpaHuyeHHbIMI pecypcamu Ans NoATBEPXAeHNs fuarHosa Tpe6yetcs MPT.
HacTopaxusatoLiue npu3Haku BCTPEYAIOTCS PEAKO, B NOAABNAOLLEM 6OMBLUMHCTBE Cy4aes 0TCYTCTBYIOT. VX Hanu4ue A0MKHO HACTOPAXMBATb NPU AMArHOCTMKE CUHAPOMA 1 MOGYXKAATh K PACCMOTPEHUIO APYTiAX

3a60/1eBaHNs
Hesponornyeckui OvaroBas HeBpONOrM4eCcKas CUMNTOMATUKA, Takas Kak remunapes
cTartyc (MCKNK0Yas NNLLEBYH aCUMMETPHIO)
HelipoBuayanusaums Ckniepo3 runnokamna (0fHOCTOPOHHMIA UK ABYCTOPOHHMI) Ha MPT

Tpebyercsa in MPT nnu nktansHas 33 gna noctaHoBku guarHo3a?

[ins nocTtaHoBKM AnarHo3a Tpebyetcsa MPT, LoKyMeHTUpylOLWas cknepo3 runnokamna. MiktanbHas 33l He TpebyeTcs AN NOCTAHOBKM MarHo3a
Mpumeyanus CunHapom 6e3 1abopaTopHOro NOATBEPXKAEHNS

4.2. Cunppom Pacmyccen

a (aHrn. Rasmussen syndrome, RS)

DokanbHble/nonyLwapHble NPUCTYMbI, 4aCTOTA KOTOPbIX 4aCcTO

®DokafibHOe Ha4yano He3aBMCcUMO B 060MX NosyLapuax (Tonbkoy 2%

sl YBEJIMYMBAETCSA B TEYEHWE HEleNb U MeCcsLeB 60/1bHbIX C CUHLPOMOM PacMycceHa OH fBNseTCs GunatepanbHbiM) [EHEPANIN30BAHHDIE INMAENTAECKNE NPUCTY I
93r [MonywapHoe 3amMeaneHne n aNuNenTUgopmMHas akTUBHOCTb [eHepann3oBaHHas cNank-BONHOBAA akTUBHOCTb
BospacT ge6tota [MoPOCTKOBbIN MM B3POCbIA BO3pACT

Pa3suTune B Hayane

AHOMarnbHOE pa3BuTne A0 Havyana 3abonesaHns

W rONOBKM XBOCTATOr0 A4pa)

rMNepuHTeHCUBHOro curxana Ha T2/FLAIR ceporo unu 6enoro
BELleCTBa

3a60/1eBaHNA
Hesponorneckmii lemunapes npucyTcTBYeT B Hayane (eCNN NOCTOAHHbIA remunapes
cTaTyc NpucyTCTBYET CPa3y Nocne anNuNenTU4eckoro cratyca, cneayet
PacCMOTPETb FeHETUYECKYIO FeHepannu30BaHHyI0 aNUencu
OTCcyTCTBUE TMNEPUHTEHCMBHOMO CUrHANA n/unu atpodus
= Mporpeccupytowan remmatpous (paHHAs aTpodusa 0CTPOBKa uncunatepanbHoi roNoBKM XBOCTATOr0 A4pa u/unu 0TCyTCTBNE
HeipoBuayanmuaaums porpeccupytouy pocpust (p poch P P Apau/ y

leHeTn4eckue n npoyne
uccnenosaHusa

—MeTabonunyeckas npuynmHa KoxXxeBHUKOBCKO anunencun
(Epilepsia partialis continua)

— CocTosHMe 06YCNOBEHO CNeLNtNYeCKUM aHTUTEN0-
0nocpejOBaHHbIM 3HLEANNTOM
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Ipunoxxenue C2 (MPOTOIKEHHE). [[MATHOCTHIECKUE KPUTEPHUHN SITIICIITUICCKUX CHH/IPOMOB C HAYAJIOM B PA3HOM BO3PACTE

MapameTp

[10IrOCpPOYHbINA NPOrHO3

0653aTeNbHbIE KPUTEPUH HacTopaxuBatowme npusHaku Kputepun ncknioHeHus

— Mdapmakope3nCcTeHTHas anunencus
— [porpeccupyrownii HeBPONOrniecknin feduunt

Mpumeyanus

Tpe6yetcs in MPT nnn uktansHas 3391 4ns noctaHoBKu anarHo3a?
[ins noctaHoBKM AnarHo3a Tpebyetca MPT. kTanbHas 39T He TpebyeTca Ans NOCTAHOBKM AMarHo3a

BO3MOXHOCTb Pa3BUTUS CUHAPOMA
Y netei ¢ DapMakopeancTEHTHLIMU (hOKabHBIMI NONYLWAPHBIMU NPUCTYNAMI, 4aCTOTa KOTOPbIX MOCTENEHHO YBEMYNBABTCS, C MPOrPECCUPYIOLLMM HEBPOIOTMYECKMM AehULUTOM, HO Y KOTopbiX MPT ocTaeTcs
B HOpMe, a Apyrue MeTa6onyeckmne u ayTOMMMYHHbIE 3TUONOMNN GbINN UCKNIOYEHbI, CIEAYET B BbICLLIEI CTENeHU N003peBaTh BO3HNKHOBEHIE CUHAPOMA PacmycceHa

CuHapom 6e3 1abopaTopHOro NOATBEPXKAEHNS

B pernoHax ¢ orpaHu4eHHbIMI pecypcami CUHAPOM PacmycceHa MOXeT 6biTb AnarHocTupoBaH 6e3 3T y nauneHTa ¢ hoKanbHbIM/MOAYLLAPHLIM Ae6I0TOM NPUCTYNOB NPYU TUIMYHOI KNWHNYECKOIA 3BONIOL MM

1 COBMI0AEHNN BCEX APYriX 003aTeNbHbIX KPUTEPUEB 1 KPUTEPUEB UCKITIOHEHNS, @ TaKXXe 63 HACTOPaXKMBAKOLLMX NPU3HAKOB. OfHAKO ANIA UCKITIOYEHNS [pYrinX npuinn Tpebyetcs Heitposudyanusauns (KT unu MPT).
HacTopaxuBsaroLine Npu3Haku BCTPE4aloTCA PeAKo, B N0JaBnsA0LLIEM 60/bLIMHCTBE CNy4aeB OTCYTCTBYIOT. VX Hanu4yne AOMKHO HACTOPaXKMBaTb NP ANArHOCTKE CUHAPOMA 1 MOBYXAATb K PACCMOTPEHUIO APYTIAX
3a60neBaHNi

5. Kom6unupoBaHHbie reHepanu3oBaHHbie U ioKanbHbIe ANUNENTHYECKME CUHAPOMbI (aHrn. combined generalized and focal epilepsy syndromes)

5.1. Anunencus ¢ npucTynamu, Bbi3BaHHbIMK YTeHneM (aHrn. epilepsy with reading-induced seizures, EwRIS)

PenekTopHble MWOKNOHWYECKINE NPUCTYMbI C NOPAXKEHUEM

Bbipa)KeHHble MUOKTIOHUYECKIE CYA0POri, MOpaxatoLLne BepxHue Bce apyrue tunbl NpUCTynoB, KpOME reHepan3oBaHHbIX TOHUKO-

Mpuctynsl opoaunanbHbiX MblLUL, BbI3BAHHbIE 33ja4aMM, CBA3AHHbIMM KOHEYHOCTH KIOHNYECKIX
C YTEHMEM/peyblo
3amepnenne OoOHOBOM pUTMUKM Ha J3T, 3a NcKtoYeHeM
9ar NOCTUKTaNbHOM ha3bl reHepan30BaHHOr0 TOHNKO-KIOHUYECKOro
npucryna
BospacT ge6tota >20 net

PasBuTtne B Havane

Bes ocob6eHHoCTE

3a60/1eBaHnA

AECPRTENTREEE bes ocobenHocTen

cTaryc

HeiipoBuayanunsauus be3 ocobeHHoCTEN
Tpebyercsa in MPT nnu nktansHas 33 gna noctaHoBku gnarHosa?
MPT Tpe6yeTcs Ans NOCTaHOBKM [1arHo3a, 4To6bl UCKNOYNTL CTPYKTYPHYIO natonoruto. iktaneHas 331 He TpebyeTcs; 0AHAKO HACTOATENbHO PEKOMEHAYeTCS HabN0AeHNe BO BPEMS YTeHUS (HENOCPEACTBEHHO
AN C NOMOLLbHO BUAEO3ANIUCK), TOCKONbKY AOMKEH UMETb MECTO XapaKTepHbIA MUOKIOHYC, MOPAXaoLLNiA POTONNLEBbIE MbILLILbI

Mpumeyanns CuHapom 663 1abopaTopHOro noATBEPXKAEHNS

B pernoHax ¢ orpaHu4eHHbIMI pecypcamu aT0T CUHAPOM MOXET ObITb JUArHOCTUPOBAH Y AeTeli 1 B3POCIIbIX, KOTOPbIE COOTBETCTBYIOT BCEM 0653aTe/IbHbIM KPUTEPUAM U HE UMEOT TUMOB NPUCTYNOB, KOTOPbIE
NCKJTHYA0T JaHHbIN ANArHo3.

HacTopaxusaroLime npu3Haku BCTPe4aoTca pefKo, B NoAaBnaioLLem 60NbLINHCTBE CITy4aeB 0TCYTCTBYIOT. VIX Hann4ne JomKHO HaCcTopaXxnBaTb Npu ANArHOCTUKE CUHAPOMA M MOBYXKAATh K PACCMOTPEHUIO APYTUX
3a60n1eBaHmit

6. InunenTuyeckme CMHAPOMbI C 3BOJIHOLLMOHHOI U/MNK 3anunenT4eckoi aHuethanonatuei (anrn. epilepsy syndromes with developmental and/or epileptic encephalopathy) u anunentuyeckue CMHAPOMbI C NPOrPECCUPYHOLUM YXYALIEHUEM
HeBpONoruyeckoro crartyca (anrn. epilepsy syndromes with progressive neurological deterioration)

6.1. Mporpeccupytowue MUOKNOHYC-3nunencuu (aurn. progressive myoclonus epilepsies, PME)

MpucTynbi MuoknoHu4Yeckne cynoporu
o o ToiiKasi hoKanbHas anunenTu MHas aKTUBHOCTb, KDOME TAaKOBOA
93r [eHepann3oBaHHas cnaik/monncnaink-soNHOBasA aKTUBHOCTb CToiiKas hoKansHas anunentuhopmas a 0CTb, KpOME TaKoBo
B 3aTbIJIOYHbIX OTAENAX
BospacT ge6tota 2-50 net >20 net

PasBuTne B Havane

Bes ocobeHHoCTe

3a60/1eBaHmnA
HeBponoruyeckuii o
Bes oco6eHHOCTel Ha MOMEHT AebloTa
cTaryc
HeiipoBuayannsauus be3 ocob6eHHOCTe Ha MOMEHT ebtoTa
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IIpunoxenue C2 (OKOHYAHHUE). [[NArHOCTHYCCKUE KPUTEPUH SMIICITHIECKUX CHHAPOMOB C HAYAJIOM B PA3HOM BO3PACTE

MapameTp 06sa3aTenbHbIe KPUTEPUK HacTopaxuBarowme npusHakn Kputepun uckniouenus
Mporpeccupytollee yxyaweHue B HEMPOKOrHUTUBHOI cdhepe
g;gg;g;zfﬁ:me (B HEKOTOPBIX CNy4asx HEOOXOAMMO PerynspHoe HabnaeHune, 4To6b!

otnnynte PME ot JME)

MporpeccnpoBaHne MUOKIOHYCA, MUOKTOHUYECKNX

1 reHepann30BaHHbIX TOHUKO-KNOHWYECKUX MPUCTYNOB, CHUXEHME
KOTHUTUBHbIX (DYHKLWIA, NPOrpeccupytoLine Mo3)Ke4KoBble
CUMNTOMbI. YXyALIeHne KapTuHbl Ha 3l ¢ nporpeccupyowmm
3amepsieHneM DOHOBOW PUTMUKN U/UNIN YCUNEHNEM
3NnNenTUOPMHON aKTUBHOCTH

Te4yeHue 60ne3Hn

Tpeb6yercs v MPT unun uktansHas 39 4ns noctaHoBku gnarHo3a?
MPT He Tpe6yeTcs Ang NOCTAHOBKM MarHo3a, HO YacTo MPOBOANTCS ANs OLEHKN 0CHOBHO aTuonoruu. MiktansHas 33l He Tpe6yeTCs 4S8 NOCTAHOBKM iMarHo3a

CuHApom 663 1a60paTopHOro MOATBEPXKAEHNS

B peruoHax ¢ orpaHnyeHHbiMn pecypcamu PME M0OXHO 3anofj03puThb Y NauneHToB, KOTOPble COOTBETCTBYIOT 00513aTENbHbIM KPUTEPUSM W KPUTEPUSM UCKITIOYEHUS, 63 HACTOPAXKWNBAIOLLUX NPU3HAKOB, MY KOTOPbIX
HabMt01aeTCcs NPOrPecCcMpoBaHNe MUOKSIOHUYECKUX MPUCTYNOB, HEBPONOrNYECKOT0 AehMLMTA U HAPYLLIEHNS KOTHUTUBHbBIX (PYHKLMIA.

HacTtopaxuBatoLine NPU3HAKM BCTPEYAIOTCA PELKO, B NOAABNAIOLLEM 6OMbLUNHCTBE CY4aeB OTCYTCTBYHT. VX Hann4me JOJKHO HACTOPAXNBATL NPU ANATHOCTUKE CUHAPOMA U NOBYXAATh K PACCMOTPEHUIO [pYrUX
3a60neBaHNii

MpumeyaHns

IIpumeunanue. DOI — anexmposnyepanozpagus; ; MPT — maznummno-pesonarncrian momoepagpus; KT — komnsromepnasn momozpagpus.
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AJIanTHPOBAHHBII MEPEBOJL; CO CCHITKAME HA CITUCOK JINTEPATYPBI MOKHO O3HAKOMHUTBCS B IEPBOUCTOUHHUKE.






