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H3noassanu CbKpalleHus:

AEJI — QHTUEIWICIITUYHH JIEKapCTBa

I'TKII — reHepaIn3UPaHy TOHUYHO-KIOHUYHHU NIPUCTBIIN

BI'TKII  — BTOpMYHO TeHEpaM3upaHd TOHUYYHO-KIIOHMYHHU TPUIICTHIN WK (POKATTHU MPUCTHIH C EBOIFOLMS KbM
JIByCTpaHHM TOHUYHO-KJIOHUYHHU IPUCTBIN

®JTKIT — doxarHN IPUCTHIH C EBOIMIONHSA KbM IABYCTPAHHN TOHHYHO-KIOHWYHH TIPUCTBIIH

or — (beOpuitHM rBpUOBE

ACTH — aJIpEeHOKOPTUKOTPOIIEH XOPMOH

ADNFLE — ABT030MHO-IOMMHAHTHA HOII[HA (JPOHTAIIHA CTMIICTICHSI

ADPEAF — ABT0O30MHO-IOMMHAHTHA MAapLUaIHa EMUIETICHS ChC CIYXOBH XaJTIOLUHAINH

BECTS  — Benurnena enunerncusi ¢ IEHTPOTEMIIOPAIHU ocTpus, Ponanaosa enunencus
BFNS — BeHnrnenn HeoHaTaTHN (paMIITHI TPUCTBITH

BRV — brivaracetam

CBD — Cannabidiol

Cenobamate

CBzZ — carbamazepine

Clobazam

CLZ — clonazepam

CSWS — MIPOABIDKUTEITHN KOMIUIEKCH OCTpre-0aBHA BBJIHA 110 BpEMe Ha ChH
DNET — TM3eMOPHOHAJICH HEBPOCTIUTEIICH TYMOP

ESES — €JIEKTPHUYEH SNUIIEITHYEH CTaTyC 110 BpeMe Ha OaBHOBBIHOB ChH
ESM — ethosuximide

ESL — eslicarbazepine

FFL — Fenfluramine

GEFS+  —renepanusupana (reHeTU4YHa) enuiencus ¢ GeOpuiIHg rbpuoBe +
GBP — gabapentin

HS — XHMIIOKaMIIaJHa CKJIepo3a

FS — @I, heOpwTHE I'BpPIOBE

CPS — KOMIUICKCHH TTapIHaIHH TIPUCTHITN

ILAE — International League Against Epilepsy (CseroBrara Jlura 3a 6op0a ¢ enmencusTa)
LEV — levetiracetam

LTG — lamotrigine

LCM — lacosamide

OoXC — oxcarbazepine

PB — phenobarbital

PGB — pregabalin

PHT — phenytoin

TGB — tiagabine

TLE — TEMIIOPAJTHOIAIIOBA EMTUIIETICUS

TPM — topiramate

SMEI — Severe myoclonic epilepsy in infancy, cuaapom Ha Dravet

VGB — vigabatrin

VPA — BaJIIpoar

ZNS — zonisamide
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I. ONPEJAEJIEHUE U ENTIUAEMHUOJIOT'UA

1. Onpenenenne. CeroBHara Jlura 3a Oop0a c enmnencusra
(ILAE) u Mexaynapoanoro bropo 3a Enunencus (International
Bureau for Epilepsy, IBE) nedunupar enunencusra karo ,,MO3b4HO
3a00J1sBaHe, XapaKTePU3UPAILO CE C TPAIHO NpeIpa3IoNoKeHue 32
reHepHpaHe Ha CMWJICITUYHU MPUCTBIIN U C HEBPOOUOIOTHYHH,
KOTHUTHBHHY, TICHXOJOTHYHU M COIMAJIHU TOCIE/ICTBUS OT TOBa
CBCTOSIHUE”.

Cnopen npenopbuana ot ILAE pasimupena nepunuumst 3a enu-
nencus ot 2014 r. enuencusTa € MO3b4HO 3a00JIsIBaHe, KOETO ce
HaOJTI0NaBa TIPU HKOE OT CIEAHHUTE YCIOBHS:

1. Ilone 2 HempoBOKMpaHH (MIM HMPOBOKHPAHU) IPHUCTBHIA,
HaOJII0/IaBaHu TIPE3 TIEPHOJ TTO-TOJISIM OT 24 4.

2. EnuH HenpoBOKUpaH (MM IIPOBOKUPAH) MPUCTBIT H HATIMYKE
Ha (haKTOpH, KOMTO ONPEAeNIAT mo-roisama (Hax 60%) BeposTHOCT 3a
TOCJIEIBAIIH TIPUCTBIIH, OJ00HA Ha Ta3u CJe] 2 HEPOBOKUPAHU
npuctbna (Mpuctbil 30 THHU ciie MO3bYEH HHCYIIT, TIPH YCTaHOBEHU
MO3BbYHH CTPYKTYpHU abHOpMHOCTH U ermiientudopmena EET).

3. Jlmarnosa enmnentiyeH cuaapom (Pomanmosa emmencust ¢
HHMCBHK PHUCK 3a PEUMIUBHUPAIIM TIPUCTHIHU, CHHAPOM Ha Landau-
Kleffner, enunentuyna eHuedanonatus ¢ OPOABIDKUTEIHN
KOMIUIEKCH CrlaifK-0aBHa BbJIHA 110 BPEME Ha ChH).

Enmnencusra ce nmprema 3a n3nekyBaHa Ipu:

— TTaneHTH ¢ BB3PACTOBO 3aBHCHM CHMJICTITHYCH CHHIPOM,
KOMTO ca NIPEMHHAJIN ChOTBETHATA TUITMYHA Bb3PACT WIIH

— [Maunentn 6e3 npuctbiy 3a noue 10 roauny u Oe3 aHTHENH-
JIENTHYHN MEIUKAMEHTH IIpe3 MOCIIEAHNUTE S5 TOIMHH.

He ce anarHocTunypa enuiierncys, Koraro NPUCTHIINTE Bb3HHUK-
BAT TIPU OCTPHU YBPEXKIAHUS HA MO3BYHHUTE CTPYKTYpH (MHCYJITH,
TpaBMH, eHIIe(aTUTH) UM METa0O0IU3bM (XUITOTIMKEMHS], CHHKOI,
WHTOKCHKALHA) ¥ (HeOpUITHTET.

2. Enupemuosnornsi. BosiecTHOCTTA OT aKTHBHA CHMIICTICHS €
CXOIIHA 32 IBpPIKABHUTE C Pa3MIMYHO UKOHOMUYECKO pa3BUTHE — 2,3-
5,9/1000 3a qppkaBu ¢ BUCOKOJOXOIHA HKOHOMHKA, 3,7-13,3/1000
3a IbPKaBH C BUCOKO/IOXOIHA KbM CPEIHOIO0XO0IHA HKOHOMUKA, 2,4-
22,8/1000 3a 1bprkaBH ¢ HUCKOZIOXOHA KbM CPEAHOI0XO0IHA HKOHO-
MuKa, 3,6-15,4/1000 32 abpkaBu ¢ HUCKOIOXOAHA HKOHOMHUKA.

3abonsgeMoCTTa € MO-BUCOKA 3a JIbPIKABUTE C HUCKOJOXOJHA U
cpenHonoxXonHa MKOHOMHKA. Cpermnara 3abomsemoct e 45 Ha
100 000 HaceneHne 3a BHCOKOTOXOJHUTE IbpkaBy U 81,7 B octaHa-
JINTE AbPXKABU.

V nac 6onHuTe ¢ eruiencus ca okono 50 000.

ITpu 50-60% ot GonHuTe enmnerncusTa 3amnousa mnpeau 16-ro-
IuiIHa Bb3pact. @eOpuitHu rbpuoBe nostydasar 2-5% ot aenara J1o
5 I. BB3pACT.

II. EMMWJIENTUYHU TPUCTBIIN: ONNPEJAEJIEHHUE,
KIIACU®OUKALIUSA, KIMHUYHA U EET
XAPAKTEPUCTHUKA

1. Onpenenenue. Enunenmuyununme npucmvnu ca enu3onu ot
BHE3AITHO HACTHIIBAIIO KOIMYECTBEHO H/MITH Ka9eCTBEHO Pa3CTpOoii-
CTBO Ha CH3HAHHUETO, CEH30PHUTE, ABUTATEIIM, ABTOHOMHH U TICH-
xuuHn QyHkiwn. Te ca u3pa3 Ha XUIEPCHHXPOHHUTE Pa3psiid Ha
KOpoBUTEe HeBpOHU. KIIMHWYHATA M3sBa HA SMUICITUYHUTE HPH-
CTBITH 3aBHCH OT JIOKAITM3aIMsITa HA Pa3psAuTe B MO3bUHATA KOpa U
Pa3mpOCTPAHEHHETO UM B MO3bKa.

2. Knacuduxanus — pasmupena ILAE cxema Ha enunentny-
nure npuctbiu ot 2016 1. u 2017 r. [Ipomenure Britoysart: 1. ,,do-
KaJleH” 3aMecTBa ,,napuuanen’; 2. [I[pucTpnure ¢ HESICHO HAaYaIo
CBITIO MOTar Ja ObaaT knacuuipany; 3. [[poMeHuTE B Ch3HAHUETO
ce M3M0M3BAaT KaTo KpUTepuii 3a Kiacudukaims Ha HOKaTHUTE MPH-
cTbiu; 4. OTXBBPIAT C€ TEPMHUHH 32 KIACU(PUKAIMS KaTo: ,,AU3KOT-
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HUTUBHH, ,IPOCTH TApIHUaIHA", ,,KOMIUICKCHH MapIHaIHn’,
,TICUXIYHK’, ,,BTOPUYHO T'€HEPATU3UPaAHU", ,,aypa”, ,,KOHBYICHHU ;
5. [lpuemar ce BUJIOBE HNPHUCTHIM KaTO: (DOKATHU TOHUYHH, KIIO-
HUYHH, aTOHHYHH, MUOKJIOHWYHH, XUIIEPMOTOPHH (3aMeHs XHIIep-
KAHCTUYHM), KOTHUTHBHH (3aMEHS TICUXWYHH, OTHAci c€ 3a
crieru(pUIHU IPOSBH Kato adasusi), eMOIUOHATHHU (TeIacTUIHH,
JAKPUCTUYHH), SMMJICIITUYHH CIIa3MH, KAKTO U IByCTPAHHUTE MM Ba-
puanTH; 6. JJ00aBAT ce HOBU BHIOBE I'€HEPAIM3UPAHU TIPUCTBITH:
a0caHCH ¢ MUOKJIOHWH Ha KJICTIaulTe, MHOKJIOHUYHY a0CaHCH, MU-
OKJIOHMYHO-aTOHUYHHU, KJIOHMYHO-TOHHUYHO-KIOHUYHH, CIHJICI-
THYHH cria3Mu. Enunentnunute cna3mu Morar jia Ob1at QokaiHu,
reHepaIn3upaHy Wi HeyTouHeHH; 7. TepMHUHBT ,,ABYyCTpaHHHU TO-
HUYHO-KJIOHMYHU~ 3aMEHS ,,BTOPUYHO I'eHEepaIn3upanu’.
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C eBOIIONHS KbM
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TOHUYHO-KIOHHYHI

Durypa 1. Knacuukarys Ha BUI0BETE eIUICITHYHH IPUCTBIIH
(2016, 2017 )

3. Knuunynu u EET xapakTepucTuku

Enuientnynure npucTbim ce xapakrepusupar cnopeq EET
Y KJIMHUYHATA XapaKTepUCTHKA KaTo (QOKAIHHU (ITapLUaIHi) U TeHe-
paIM3UpaHH.

Doxannume npucmuvnu NPOU3X0XKIAT OT KOPOBU HEBPOHHU
MPEKH, O-PSIIKO OT MOJKOPOBH CTPYKTYPH (HAIIPUMEp MPH XHUIIO-
TaJaMUYHUTE XaMapTOMH) M OCTaBaT JIOKAJW3UPAHH B €[HATA Xe-
mucdepa. B Hixou cirydan GokalHUTE MPUCTBIIM CE TEHEPUPaT B
MOBEYE HEBPOHHHU MPEXKH B JBETE XeMHCc(epu (Hanpumep TpH JIBY-
CTpaHHa Me3UaJlHa TEMIIOpaJHa eruencusl, Pomannosa enuiencus).
B EET ce ycranossiBa uecTo (hokanHa Haxoka u Oese3u, upe3 KOUTOo
ce Jokanusupa emwientuunus QGokyc. Knunnuynara nuarsosa e
TpyZAHa, T KaTo caMo oxoio 40% 110 BpeMe Ha MPUCTBIT OKa3BaT
kopenauus B ckanmnosara EET.

* Doxannume npucmvnu 6e3 yepeda Ha cvb3Hanuemo (IpocTu
HapLUUATHU IPUCTBIIN) Ca MOTOPHH, CEH30PHH (BKII. MUDHCHH, BKY-
COBH U CIIyXOBH), aBTOHOMHH (€NHUracTpajHa aypa ¢ raJieHe, HOBpb-
IaHe), BEP3UBHE ¢ OOpBIAHEe HA IIABATa ¥ /MITH TOTJIeIa HACTPAHN
U TICUXUYHH (TTapOKCU3MalleH CTpax WiH cMAx). Te ca KpaTtku u
MOrar Jia Iporpecupar BbB (OKAIHU ¢ YBpe/a Ha Chb3HAHUETO WIN
JIByCTpaHHH TOHUYHO-KJIOHWYHU. JJuchepenyuaina ouacnosa: mpe-
XOJIHU MCXEMHYHH aTaku, XeMH(BalMaiHu Ca3M1 U THKOBE.

* dokaJHNTE NPUCTHIN C YBPea HA Chb3HAHUETO (KOMILICKC-
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HHUTE MapIUaIHU IPUCTHIIN) IPOTHYAT C IPOMIHA B Ch3HAHUETO U
CBIII0 MOTAT J1a IPOrPEeCHPaT KbM ABYCTPAHHH TOHUYHO-KJIOHUYHU.
Hanune ca ciupane Ha JJBUKCHUATA, aBTOMATH3MH M TIOCTUKTAJIHA
obbpkaHoct. [Ipy okaaHUTE MPUCTBIIN C yBpEa Ha Ch3HAHUETO €
TIPOM3XOJ OT ME3HNO-TEMIIOPATHNTE 00TaCTH Ca HAJHIIE OpO-aIiMEH-
TapHU aBTOMATH3MH (IPErTbIaHe, MIICKAHe), APYTH aBTOMAaTH3MU
(HaTp. CTEPEOTHIIMY C PbIIE), AMCTOHHH (PEHOMEHH M MOCTHKTAIIHA
obbpkaHoct. [Ipy okaaHUTE PUCTBIN C yBpEa Ha Ch3HAHUETO C
TIPOM3X0]] OT (PPOHTATHHMS /IS Ca XapaKTePHH N3PA3CHH JIBUTATEITHN
aBTOMATH3MH KaTo ,,KapaHe Ha KoJeso”  1p., 1 Obp30 Bb3CTAHOBS-
BaHe cie]] npuctbnure. [Ipu (okaaHUTe IPUCTBIN C yBpPE/ia Ha Ch3-
HAaHMETO OOMKHOBEHO MMa ukrasHa kopenaums B EEL
Hugpepenyuanna ouaenosa: pu HeCNUICITHIHATE TIPUCTBITH CE BU-
3yaJ3upa HOpMaJeH anda pUTbM [0 BpeMe Ha ,,[IOBEACHUYECKH MPO-
MEHH U HapyILIeHO Ch3HaHUE .

TI'enepanusupanume npucmynu NpouU3X0XKIAT OT ONpeaeIeHa
30Ha U BB30ymaTa ObP30 ce paspoCTpaHsIBa O HEBPOHHU MPEKH,
BKJIIOYBAIIM KOPOBHU U MOAKOPOBH CTPYKTypH. ['eHepanusupanute
HPUCTBIIN MOTar 1a ObaT aCUMETPUYHH.

 EET e ¢ reHepanu3upaHa napokCH3MallHa aKTUBHOCT C JIBY-
CTPaHHO CHHXPOHHO HAYaJIo.

* Jlunica QokanHa KIMHUKA B HAYAJIOTO (CaMO MHOKJIOHHHTE
Morar Jia ObJaT aCUMETPUYHN).

* BuBar pasianunu THNIOBE (BHXK KJIaCH(UKALUATA HA IPUCTD-
nuTe) — abcaHcH, MUOKIOHNYHY, KiToHUYHH, [ TKII, ToHnYHH,
ATOHUYHU.

Abcancnume npucmvnu ca KpaTKy €MU30/1 OT HAPYIIEHO Ch3-
Hanue (11071 20 s) 6e3 aypa ¥ HOCTIPUCTHIIHA 0OBPKAHOCT, TIPU KOUTO
HSIMa WM PAIKO UMa aBToMaTi3Mu. Haii-qecTu ca numeBuTe aBTo-
MaTu3MH ¢ npuMurBane. [IpoBokupar ce oT XunepBeHTHIANUS N
(borocTumynanus. 3anousar B JeTCKaTa WM IOHOLIECKA Bb3pacT U
MOTaT Ja IPOAbJDKAT NIPH Bb3pacTHUTE. YecTo ocTaBar Hepasnos-
HAaTH TIPY JIe1aTa 10 MosiBaTa Ha FeHepaIn3upaH TOHHIHO-KIOHHYCH
npucten. B EED' mpu abcancHuTe NpUCTBIN CE€ YCTAHOBSBAT
IeHepANM3UPAHU TTAPOKCH3MHU OT KOMILIEKCH OCTpHe-0aBHA BbJIHA
3-3,5 Hz.

Muoxnonuunume npucmvnu ca KpaTky, aCHMETPUIHHI TPEI-
KaHWA U IBIKCHHS, Tpael mof 1 s. Morar na ca rpynupasu B pam-
KUTE Ha HAKOJIKO MUHYTH U JIa €BOJIIOMPAT B KIIOHUYHH HPUCTBIIH.
[pu MuoknonnunuTe npuctsiu B EEI” mma 6bp3u koMIuiekcH mo-
NHCTIalK-0aBHA BBIHA.

Knonuunume npucmvnu ca puTMHIHI MOTOPHU TPOSIBU ChC
niu 0e3 yBpeIeHo Ch3HAHUEe, KOUTO MOTaT Jia UMat (hOKaJIeH MPOom3-
XOJI MJIM JIa ca FeHepan3upaHy ¢ 00XBalllaHe eAHOBPEMEHHO Ha Top-
Hute ¥ JonHu kpaiinuuu. B EEIT ce ycraHOBsBar IByCTpaHHH
PUTMUYHY STMICITHIHY Pa3paan.

Tonuunume npucmwvnu ce XapakTepu3upar ¢ BHE3AIHA TO-
HHMYHA EKCTEH3Hs WM (IEKCHS Ha INIaBaTa, TAJIOTO M/UIIM KpaiHU-
uTe 3a ceKyHau. OOGMKHOBEHO ca MPH CHHIMBOCT, 3aCTIMBAHE WIIN
cvOyxnane. B EEI" uma paspsian ot 6bp3a akTHBHOCT (OCTPH BBIIHH,
0CTpUst) C pa3iuyHa aMIUIUTY/IA.

Tonuuno-knonuunume npucmovnu (grand mal, I'TKII) nipo-
THYAT C ABUTATEIHN (EHOMEHH — TeHEePATH3UPAH TOHUYHH U3ITb-
BaHUS HAa KPAWHMINTE 32 HAKOJIKO CEKyHAH M TOCJIEABAIIN
PUTMUYHH JIBUKEHUS C TIPOBIDKUTENHA TIOCTUKTAIHA 00BPKAHOCT.
PasznuuaBar ce OT (HOKAIHUTE NPUCTBIN C HPOTPECUs KbM JIBY-
CTPaHHN TOHMYHO-KJIOHHYHU TI0 JIMTICAaTa Ha aypa M (hOKAIHO Ha-
yano. Mkranno B EEI" ce ycTaHOBSABAT reHepain3upaHu KOMILICKCH
OT OCTpUsl, NI MHO)XECTBEHH OCTPUS U OABHH BBJIHHM, YECTO C IO-
BHILICHA aAMIUIUTY/Ia BB (D)POHTAIIHUTE 00IaCTH.

Amonuunume npucmwvnu ca ¢ Kparka 3ary0a Ha MOCTypajieH
TOHYC, KOETO BOZU 10 najgane u Hapanssane. B EEI' ce ycranossiBa
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TeHepallM3UpaH paspsj HolucHaik-6aBHa BbJIHA, KaTo 3arybara Ha
MYCKYyJIeH TOHyC, ToTBbpaeHa upe3 EMI, cpBmazna ¢ 6aBHaTa BbIHA.
[To-peyiky UKTAIHU MIPOSIBY ca Obp3a AKTUBHOCT € Pa3/InyHa aMILIH-
Ty W Paspsiyd OT MHOXKECTBEHN OCTPHS U MOCIIEBAIIA FeHepa-
JM3UpaHa aKTUBHOCT OT KOMIUICKCH OCTpHe-0aBHa BBJIHA.

III. ETHOJIOT'USIN TATOT'EHE3A
HA ENNMWIEINICUUTE

Criopes eTHOJIOTHSITA CIIICTICHUTE CE PA3IeNAT Ha: TCHETHYHH
(MAMOTIATHYHH), CTPYKTYPHU/METa0O0IUTHH, aBTOMMYHHH, HHPEK-
IIMO3HU (CHMIITOMATHYHH), C HEU3BECTHA €THOJIOTHS (KPUNITOTEHHA).

1. I'enernuna (ILAE, 2010) wiu uanonatiyHa € SAICTICHATA,
KOSITO € Pe3YJITaT OT U3BECTEH HJIM MPEJIIoNaraeM reHeTHYCH Jie-
(eKT, enuIIeNTHYHNATE MPUCTBIN Ca OCHOBHUSAT CUMIITOM Ha 3a00-
JSBAHETO, & MOJIEKY/IIPHO-T€HETHYHHUTE M3CJIEABAHUS Ca OCHOBHU
JquarHoctiaHy TectoBe (Harp. SCN1A ren npu cunipom Ha Dravet).
BoHiHUTE (HaKTOPH JOMPHUHACST 3a EKCIIPECHATa Ha 3a00JIsIBAHETO.
['eHeTHYHY ca OBEYETO TeHEPAT3UPAHH CMUJICTICUH KaTo IeTCKaTa
1 I0BEHMJIHATa abCaHCHA eMMIISTICHS, CUH/pOMa Ha Dravet, reHeTH4-
Harta (TeHepain3upaHa) emwIencus ¢ (peOpHIHE T'hPUOBE ILTIOC
(GEFS+) (Tabmumm 1, 3, 4), u Hik0M (HOKATHA CMHIJICTICUH KaTo aB-
TO30MHO-/IOMUHAHTHATA HOIIHA (PPOHTATHOSLTIOBA enuiercus (AD-
NFLE), aBTO30MHO-IOMHHAHTHA MapIHaiHa eMHICHCUs ChC
ciyxoBu xamonuHanuu (ADPEAF) u np. (Ta6m. 2, 3, 4).

Tabmuna 1. OCHOBHE TeHH [PH TEHETHYHH (TIPETMMHO TeHEPaTH3UPAHH)
MHIIeTICHU

MoHnorenna 6osect I'en 3a mpen-

pasnojiokenune

ABT030MHO-10MHHAHTHH eNUJIeNTHYHH CHHAPOMH B KbpMaYyeCKa Bb3pact

Bennrnenn damunnn Heonatranun - KCNQ2, KCNQ3
TBPUOBE

Bennrnenn hamumsmn SCN24

HEOHATAIHU-NH(AHTHIHY I'bPUOBE

@eopuann ropuyose, GEFS+ u cunapom na Dravet

GEFS+, pebpunau repuose, cun-  SCN14
npom Ha Dravet

GEFS+ SCN1B
GEFS+, GeOpunnn rppuose, GABRG?2

cunzipom Ha Dravet
GEFS+

GABRD

HauonaTuyna reHepajM3ipaHa enujencus

GABRG?2

Jercka abcancHa emwencus (¢
(eOprmHI rbpUoBe)

[OBeHuIHA MHOKIIOHNYHA GABRAI

CIIUJICTICUA

Pazmmunn denornmose CLCN2

JleTcka aOcaHCHa CUICTICUS CACNAIH
(10: 1 apyrH heHOTHIOBE U

CIUICITUYHNA CHHI[pOMI/I)

HOBeHMIIHA MHOKIIOHHYHA EFHCI
enuiencus (Ho: ¥ ApyrH
(peHOTHIIOBE U CHIICTITHYHH

CHHJIPOMH)
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Tabmuua 2. damuay GOKaNHI STHICITHIH CHHAPOMH

Bbspact Kimnn4na kapTuHa Xpomo3oma, ren

ABTO30MHO-IOMIHAHTHA HOlIHA (PpoHTamHa emwiencust (AD- 10—20r.  Housn XumepMoTOpHU PHCTBIIN, YECTO ChC ChXpaHeHo ch3uanne  CHRNA4

NFLE) CHRNB2
CHRNA2

ABT030MHO-JOMHHAHTHA TTAPIHATHA eIHIENCHs ¢be CIyXoBH 20—40T. Aypu cbe CIyXoBH, IUC()A3HIHI HIH 3PUTETHI XapAKTEPHCTHKI LGII

xamouunaimy (ADPEAF)

DaMUIHH Me3HATHH TeMIOPATHO-IAI0BH eMUICICHH

bes HS, 6e3 FS 20-40r. Dgja vu, aBToHOMHA MM ad)eKTHBHA aypa 4q*

Coc HS, +/-FS 10-30r. D¢ja vu, aBroHOMHA KM ad)eKTHBHA aypa Hesicuu

FS, 6e3 HS 10-20r. Deja vu, aBroHOMHa aypa 18q*, 1q*

(damuIHa OKIMITUTO-TEMIIOPAITHA EIHIETICHS 10-40r.  CPS, murpena, pa3nuuny (OKanHu NPUCTBIH 9q*

(damuiiHa NapLuaTHa enuiIencys ¢ pasanyHi OTHUIIA 10-30r.  DpoHTamHu, TEMIOPATHH, OKUMIHTAIHH, LEHTPO-NapUeTanHu npu-  22q12

(FPEVF) CTBIN

DoxanHa eNMUIEncHs ¢ NEPUIICHTPATHH OCTPUS 10-20T. XeMHKOHBYJICHH, YeCTO HOIIHM, APYTH NapIUaTHN IPHCTHIN 4p15*

*XpoMo30MHa CBbP3aHOCT YCTaHOBEHA caMo B efHa damuius. HS=xunokamnanna ckieposa. FS=(ebpunnn rbpyose. CPS=koMIuIekcHH napuuaiii pUcThIH

Ta6n. 3. Enunentuynn CHHAPOME U T€HI

@enoTun (cropea Bb3pacTra Ha H3sBa) IlpenaBane  I'en

Heonarasen nepuox

Pyridoxamine 5'-phosphate oxidase geuuur (PNPOD) AP PNPO

Pyridoxine-3aBucuma emmnencus (EPD) AP ALDH7A1

bennruenn u hpamunan Heonatansu npuctbiu (BENS) Al KCNQ2, KCNQ3

Kbpmauecka u jeTcka Bb3pact

damunna nudanTHIHa MUOKITOHHYHA erriencus (FIME) AP TBCID24

benurnenn davuinn nudantinay ropuose (BFIS) Al PRRT2, SCN24, SCN§4

Wndantinay enunentiunu cunapomu npu Amuim (AIES) AP ST3GALS

Pannu nudantunnn enunentuyny ennedanonaruu (EIEE) Al CACNAIA, GABRAL, GABRB3, KCNQ2, KCNT1, SCN24, SCN8A
AP AARS, ARVI, DOCK7, FRRSIL, GUFI, ITPA, NECAPI, PLCBI, SLCI1245,

SLCI345, SLC25A412, SLC25422, ST3GAL3, SZT2, TBCI1D24, WWOX

X-cebp3ano, [ CDKLS

X-cBbp3ano, P ARHGEF9

X ALGI3, PCDHI9

nemssectia  DNMI, EEFIA2, FGF12, GABRBI, GNAOI, GRIN2B, GRIN2D, HCN1,
KCNA2, KCNBI, SIK1, SLC1A42, SPTANI, STXBP1, UBAS

Cunzpom Ha Dravet (DS, SMEI) AP SCN14, SCN94

®amunnn pedpunan repyose (FFS) Al GABRG2, GPRYS, SCN1A4, SCN94
AP CPA6

l'enepanu3upana (reHeTiyHa) enuencus ¢ (peOpimHi rbpuose mwiroc AP GABRD, GABRG2, SCN14, SCNIB, SCN94, STXIB

(GEFS+)

T'enepanu3upana enuiencus 1 napokcusmanta yuskunesus (GEPD) A KCNMAI

MuoxnonnyHo-actarnyna enunencus (MAE) ALl SLC6A1

Enunentuusa exuedanonarus ¢ Hayano B aerckara Bb3pact (COEE) A/l CHD?

doxanHa emiencus ¢ pascrpoiicta B peuta (FESD) cbe nu 6e3 ALl GRIN24

YMCTBEHA H30CTAHANOCT

Jlercka abcancna enunencus (CAE) All GABRG2

nemssectia  CACNAIH, GABRAI, GABRB3

FOnowecka ev3pacm u npu gv3pacmuu

[OBenmHa adcancua enmnercus (JAE) Al CLCN2, EFHCI

[OBenmHa Muoknonnyna emmerncus (JME) Al CACNB4, CLCN2, EFHC1, GABRD
HemsectHa  GABRAI

Wnmonarnyna renepammsupana emnerncus (IGE) Al CACNB4, CLCN2, GABRD, SLCI1245, SLC241
HEU3BECTHA CACNAIH, CASR

damunHa enuencus ¢ Havano npu Bx3pacthy adult myoclonic Al ADRA2B

epilepsy (FAME) AP CNIN?

®ammna TemmnopanHoasiosa emmencus (FTLE) Al CPA6, GAL, LGII

Hecneyugpuuno ev3pacmoso nauano

[Iporpecusna MuoknonuyHa ermencus (PME) Al KCNC1
AP CERSI, CSTB, EPM24, GOSR2, KCTD7, LMNB2, NHLRC1I, PRDMS,

PRICKLEI, SCARB2
Homna ¢ponrannozsnosa emunerncus (NFLE) Al CHRNA2, CHRNA4, KCNT1

HEM3BECTHA CHRNB2

damunna okanna enmnencus ¢ Bapuaduinn pokycu (FFEVF) AP DEPDCS
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Tabmuua 4. ['enn, acoLUUpaHy € eNMUIETICUI
Tenn Aconuupanyu enuIenTHYHE CHHAPOMH
ARX WudanTiiHg cria3sMu, paHHH HHOAHTIITHY SMUICITHYHE eHue(anonaTui
ATPIA2 Bennrnenn hamiHn HEOHATATHI KOHBYJICHH, (PaMUTHA XEMHUILICTHYHA MUTPEHA U CIIHIETICHS
CACNAIA AbcaHCHa eNUIEINICHs 1 eNU30JMYHA aTaKCHsl, (JaMUIIHA XEMHILIETHIHA MUTPEHa
CACNB4 FOBeHMITHA MHOKIIOHHYHA €ITHIIeTICHS
CDKLS5 (STK9) * UndanTuiinu cniazmu Mexy 3 1 6 Mecela, HapyLeHO HePBHO-IICUXUYHO Pa3BUTHE, CTEPEOTHITHH JBIKEHHS C PBLETE, ATUIIHYHA XHIICAPUTMHS
(5 mbTH MO-Y€CTA TP MOMUYETA)
CHRNA4 ABTO30MHO-IOMHHAHTHA HOLIHA (POHTAIHA STTUIIETICHS
CHRNB2 ABTO30MHO-JOMHHAHTHA HOLIHA ()POHTAIIHA EIUIIETICHS
CHRNA?2 ABT030MHO-/{OMHHAHTHA HOIIHA QPOHTAITHA CIICTICHS
CHRNA7 FOBeHMITHA MHOKIIOHHYHA eITHIIeTICHS
CLCN2 JleTcka 1 10BEHUITHA a0CAHCHA CMUJICTICHS, IOBEHITHA MUOKJIOHUYHA CTHICTICHS
CLTC Enunentuysa exuedanonarus ¢ yMCTBEHa H30CTAHATIOCT
DHDDS Enmnentuyna enteanonarus ¢ yMCTBEHa H30CTaHATIOCT
EFHCI [OBeHMTHA MUOKIIOHIYHA ETHIICTICHS
GABRD T'enernyna enuencus ¢ pedPHIHU IbPUOBE ILTIOC
GABRAI FOBeHMITHA MHOKIIOHHYHA eITHIIeTICHS
GABRB?2 Enunentuysa eHuedanonarus ¢ yMCTBEHa H30CTaHATIOCT
GABRB3 Enunencus u aytussm
GABRG2 Jercka abcancHa enuericus, [ enernuna emanencus ¢ pedpuian ropuose mwitoc (GEFS+), Curapom Ha Dravet (SMEI),npoctn ¢ebpuinn rbpuose
GABBR?2 ErmunentiyHa ennedanonarus ¢ yMCTBeHa H30CTaHANOCT, CHHIPOM Ha Rett
GNAOI GNAO!-enunentiyna eHuedanonaris 1 ABUraTe]HU HapyLIEHNs
KCNQ2 Benurnenn dpamunnn neonaranuu kousyincuu (KCNQ2-BFNE), neonaranuy enwientnuny enuedanonarnn (KCNQ2-NEE)
KCNQ3 Bennrnenn damunnn Heonaranuu kousyicun (BFNE), Genurnena Gpamunna nadantunna enunencus (BFIE), Boamoxen KCNQ3-cbp3an unTe-
JeKTyasieH e HINT.
KCNMAI ['enepanmsipana eNuIENCHs ¢ NapOKCH3MAIHU M3KHHE3HH
KCNTI Enunencus ¢ murpupamu GoxanHu npucTbiu B kbpmadecka Bb3pact (EIMFS), aBro3omMHo-10MHHAHTHA HOLHA ()POHTAITHO-/IAIIOBA EIIIETICHS
(ADNFLE)
LGI1 ABTO30MHO-JOMHHAHTHA (JOKAITHA CIHICTICHS ChC CIIyXOBH XaTIOLNHHALNI
NTRK2 TeMIOpanTHOIATOBA CIUICIICHS, CIIICITHYHA CHIIe(aTONaTHA C YMCTBEHA H30CTaHANOCT
NUSI Enmnentuuna ennedanonarys ¢ yMCTBEHa H30CTaHAIOCT
PCDH19 Enunencus npyu %eHn ¢ yMCTBEHO H30CTaBaHE
PRRT2 Enunencus, pamMuiiHa XeMUIIIErHYHA MUTPEHA, TIAPOKCH3MATHA H3KHHE3MS
RABIIA Enunentuysa exuedanonarus ¢ yMCTBEHa H30CTaHATIOCT
SCNIA Tenerana eminencus ¢ Gpedpuman rbpuose mmoc (GEFSt), curapom Ha Dravet (SMEI), Gavmmsa xemunnernana murpena (FHM3)
SCN1B Tenernuna emnencus ¢ Gpedpunan ropuose mmoc (GEFS+), remnopansonsnosa eminencus
SCN24 Tl'enernuna emmnencus ¢ GpeGpumau ropuose mmoc (GEFS+), panuna emunentiyna enuedanonarus ¢ HEOHATAIHO HAYATIO MM B IETCKA Bb3PACT,
OeHUrHEeHH ()aMUJTHY HEOHATAHI/MH(DAHTHUIHI KOHBYJICHH
SCN8A Panna nadantuina enunentiysa exedanonarus — 13 (EIEE13 umn curmpom Ha Ohtahara), Oerursern Gpamuian nHGAHTHIHE TPUCTHITH
(BFISS ¢ ¢oxanuu kbM aBycrpanuu TonnuHO-k1oungHM win ['TKII 1o kbM 2 1. Bb3pact), napoKCH3MaiHa MCKHHE3Hs
SLC241 AOCaHCHa eNUIENICHs ¢ PAHHO HAYaJI0, MHOKJIOHHYHO — aCTATHYHA CTHIICTICHA, TeHepaTU3UpaHa eMIIeIICHs, eIHIENTHYHA eHuedatonarus npu
neduiuT Ha rmokoseH Tpancnoprep Tun 1 (GLUT1), enunencus ¢ mapokcH3MalTHu, HHAYLMPAHH OT YIPKHEHUS JM3KHHE3HN
SLC25422 Panna MHOKITOHHYHA eHIIe(aNONaT s, MUTPHPALIN NapLUHATHH PUCTBIN B KbPMayecka Bb3pacT
SLC3542 Ennnentuyna ennedanonarus ¢ paHHO Hayano
SNAP25 Enunentuyna exuedanonarus ¢ yMCTBeHa H30CTaHAIOCT
ST3GALS Enmnentuyna ennedanonarus ¢ Texka yMCTBEHA H30CTAHANIOCT, XOPEOATET03a, CKONMO3a, JIULEB AM3MOP(HH3bM, HApyLIEHA THTMEHTALHS
STXBPI Panna nudanTHa emenTyHa eHuedanonars (cunapom Ha Ohtahara, cunapom Ha West, cunapom Ha Lennox-Gastaut cinapom Ha Dravet
(1e SCN1A-cBbp3an), cunppom Ha Rett (He cbp3an ¢ MECP2 u e cBbp3an ¢ CDKLS-myrarys). DokaitHa emuiencus ¢ NHTENeKTyaleH JeQHIHT.
TBCID24 DawmmHa HHpAHTHIHA MEOKIIOHNYHA SITHIICTICHS, (OKATHA eIICTICHS C Ie(UINT B Pa3BUTHETO, MEAMKAMEHTO3HO PE3UCTEHTHA CIICIITHIHA
enueanonarus, Bk curapoM DOORS (rmyxota, octeomuctpodusi, yMCTBEHA H30CTAHATIOCT, SIMICITHYHU PHTA/IBIN), HECHHAPOMHA [IyX0Ta
2. CTpyKTypHa/MeTa00JUTHA (CUMPMOMAMUYHA) € CTIUTIETI- * Tymopu — rmuomu, DNET, ranrmuorinuomMu, onuroaeHapor-
CHAITa, CBBP3aHa C onpeeieHn Gpakropu. CTPyKTypHHUTE JIS3UH ce JIMOMHU
IPYIHUPAT KaTo: CTPYKTYPHH JIE3UH IIPU IPH0OUTH 3200 1BaHNS HA * Mandopmaruu Ha KOPOBOTO pa3BUTHE:
IHC (uHCyaTH, TpaBMM), C TEHETHYHH NPUYUHH (HAKOM Mangop- — QokanHu KOPOBHU TUCIIA3UU
MaIi¥ Ha KOPOBOTO pa3BHUTHE, TyOepo3Ha CKIIepo3a) M MeTabOIUTHI — XemumeraneHuepanus
MIPUYMHH (HATIp. MUICTICHH IIPH JIEBKOAUCTPODHH, IPOIPECUBHUTE — Mangopmaruy Ha KOpOBOTO Pa3BUTHE C HEBYCH
MHOKJIOHHUYHY CMHJICTICHU TIPH 3a00NsABaHUs, CBBP3aHU C HATPYII- — HIuzenuedanust, nuceHnedans, xononpo3eHuedas
BaHE B JIN3030MUTE, U IPYTH META0OINTHH e(heKTH): — Koposu nucrnasun
Enunencun cbc cUMITOMaTH4YHAa WIH ,,CTPYKTypHa/MeTado- — XerepoTomnuu
nmutHa” etnonorus (ILAE, 2010 r): — XamapTomu

» XunokaMmnaaHa CKJIepo3a * M03bYHO-CHIOBH MapopMaIuu
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— KaBepro3nu anrmommu, aprepro-BeHO3HH Maj(opMannu
(AVM)
— Cunapom Ha Sturge-Weber

* XUIMOKCHYHO-UCXEMUYHH (JTIOKATHU MH(APKTH, TN(y3HH XU-
MOKCHYHO-HCXEMHYHHU YBPE/IU, IEPHBEHTPHKY/IHA JIEBKOMaJIa-
1¥s1), MO3bYHH KPHBOM3IHUBY, BEHO3HH TPOMOO3H

* TpaBmu

* Bpoznenn

— Tybepo3Ha ckiepo3a

— [IporpecuBHI MUOKIOHUYHH EUICTICHH
— MeTabomuTHE CHHAPOMHU

— Kananonaruun

— Muroxonapuanuu 6onectu

— XpoMo30MHH abeparuu

3. UMyHHa — npu uMyHOMeauupanu Bb3nanenus Ha [ITHC —
BACKyJIUTH, aBTOUMYHHH €HIe]annuTn, BKI. eHuedanmuT Ha Ras-
mussen.

4. Nudexunosna — npu uadexruu Ha [JHC — MenunruTy, ex-
nedanuTu, abcrec.

5. C Heu3BecTHA NPUYUHA (KPUNMO2EHHA) € STIUICTICUATA C
HEM3sCHEHA PUYKHA, TIPH KOSTO € Bb3MOXKEH M TeHETHYEH Je(eKT,
KOITO BCE OLLE HE € JoKa3aH. Enunencuure ¢ reHeTu4Ha U Heus-
BECTHA ETHOJIOTHS ChCTaBIIABAT OK0JI0 60%, a Te3U ChC CTPYKTypHA/
MeTabonuTHa — okoso 40%.

[Ipencron mpuemaHne u Ha APYTU BHAOBE U3BECTHA €THOJOTHSI.
B ciywaure, korato cTpyKTypHaTa €THOJIOIHS € TEHETHYHO 00y CII0-
BEHa, MOTaT Jia Ce M3MO0JI3BAT U IBaTa TEPMUHA — CTPYKTYpHA U Te-
HeTH4Ha (Hanpumep komiuieke TyGeposHa ckieposa).

IMarorene3a. Hapymen e 6amanceT Mex1y Bb30yJHUTE H TMO-
THUCKAIIH [IPOIECH B HEBPOHHH TIOMYJIAIUH C HAPYIICHN (DYHKIHH.
EnunenTuyHUTE NPUCTHIN HACTBIIBAT HOPA/IH CBPbXMEPHA U CHH-
XPOHHA HEBPOHHA AaKTUBHOCT, KOSITO C€ Pa3IPOCTPAHSABA B HEBPOHHU
MpexH, 00XBala pa3IMdHN y4acThIM OT MO3BYHATA KOpa W/HiN
HOJUISKAILUTE CTPYKTYPH M OIpPEJeNs XapaKTepUCTHKATa Ha TIPH-
CTBIUTE.

IV. KTACUOUKALIUU HA ETAJIEIICUUTE

Ipes 2010 r. ca mpemtoxenn or ILAE xopexunn B
TEPMUHOJIOTHATA, KJIACU(HUKAILMATA ¥ KOHLCIIIMUTE 32 CIUICITHY-
HUTE OPUCTBIN U CHHAPOMH, 00yCIOBEHH OT PA3BUTHETO HA HEBPO-
n300pa3sABalUTe TEXHONIOTUH, QYHIAMEHTAHUTE U3CIICABAHUS 32
MEXaHH3MHTE Ha CHMJICNITOIeHe3aTa U MOJICKYIIspHATa TeHEeTHKA.
KoHuemnuusaTa 3a reHepaniu3upatu 1 HOKAIHH MPHCTHIN HE CE TIPH-
J1ara KbM ,,eJIeKTpO-KINHUYHATE” CHHAPOMH, 32 KOUTO € TIpe/cTa-
BeHa MOAPOOHA KiacH(UKALHUs 0 Bb3PACTOBUTE IMEPHOAU HA
Bb3HUKBAHE.

Knacnpunkanum Ha enuiencuure cnopen:

1. EBomronusi. Criopen kinacudukanusara ot 2010 r. enmnen-
CHHTE C€ Pa3fieliT Ha:

— CaMOOTPAHMYABAIIY Ce (HAIp. HIHOMATHIHY (HOKATHU TETCKH
eIMIICTICHH KaTo PoslaHI0Ba M OSHUTHEHH OKLMINTAIHU SUIICTICHH,
neTcka abcancna emmnencus B 75-80%). Ilpu T4x nma criontanna
peMHCHs B ONpe/IeIeHa OYaKBaHa Bb3pacT. HsiMa KOTHUTHBHH U 110~
BEJICHYECKH Pa3CTpOIiCTBa, BKII. 110 BpeMe Ha aKTUBHaTa (haza Ha
HPUCTBITUTE.

— MEMKAaMEHTO3HO KOHTPOJIMpPAHH (HAIp. IOBEHIIHA MUOKIO-
HYC eIUIeTCHs),

— MEIUKaMEHTO3HO — Pe3UCTEHTHH (Hamp. CHHAPOM Ha Dravet,
West, Lennox-Gastaut), kouto ce nedunnpar upes: 1. Konnuecrsena
OLICHKA Ha MPUCTBIIHATA YECTOTA U TEKECT (YBPEACHO Ch3HAHUE,
KOHTY3HH, JIbJIra HocTukTanHa qucynkuus) 2. HeeekrusHocT ot
nedenne ¢ AEJ], anexBaTHH 3a THINA IPUCTBIN U B aICKBATHH JIO3U.
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Cnopen nocnennara neduannms, npeaaoxkena ot ILAE, 2009 r.
,,MEIMKaMEHTO3HO-PE3UCTEHTHH Ca TALUEHTHTE, IPU KOUTO € Ha-
JUIE HEeyCIeX Ha aJeKBAaTHO MPHIOKEHH, IOAXOIANIO U30paHu 1
no6pe nmonocumu 2 AEJI, B MoHOTEpanus uin B KoMOMHAINA, 32
HOCTHIaHe Ha MPONbIDKUTENIHA CBOOOIA OT NPUCTHIIN (32 IEPHOJ OT
| ronuHa Uau 3 IHTU MO-ABITO OT HAl-IBITHSI MEXKAYIPHCTBIICH
HepHOJ 1pes nocneaHara roguHa)”. Anexsares onut ¢ AEJI o3Ha-
4aBa NPUIOKEHHE Ha JIEKAPCTBOTO B MOAXOMAIIA 11032 U 3a JIOCTa-
THUYHO HPOABIDKUTENCH Nepuos oT Bpeme. IIpu MequkaMeHTo3HO —
PE3UCTECHTHHUTE NALUEHTH Ca HAJIUIEC 3HAYUTEITHY HETaTUBHY €(DEKTH
Ha eNUIENTHYHATE IPUCTHIIN BbPXY Ka4eCTBOTO Ha KUBOT. ITpu yc-
TaHOBEHA MEINKAMEHTO3HA PE3UCTEHTHOCT Ce HaJlara PHIOKEHUE
Ha palloHaJIHa ouTepanus ¢ nosede ot e AEJL, a mpn Heycex
OT JIEYEHUETO U TIPH MHUKALUHK ClIefiBa J1a Ob1aT 00CHKaHH U Bb3-
MO>KHOCTUTE 32 XUPYPTHYHO JICUCHHUE.

2. EneKkTpo-KJIMHUYHU CHHAPOMH CIIOPE]] Bb3PACTTA [IPH Ha-
YaJoTo:

Heonaranen nepuon

* Benurnenn nHeonaranuu gpamunau npuctbiu (BENS)

* Panna MuokinonnyHa enuedaionarus (EME)

» Cunypom Ha Ohtahara

Panna nercka Bb3pact

* Murpupariy napiuaiHi MPUCTHIN B KbPMadecka Bb3pacT

» Cuanpom Ha West

* MHOKJIOHHYHH €MUIIeNcuy B KbpMauecka Bu3pact (MEI)

* beHurHeHn HHQAHTUIHY IPHCTHIN

* Cuanpom Ha Dravet (SMEI)

* MuokioHHYHH eHIe(aIonaTiy Mpy Hemporpecupany 3a6o-
JSBAHUS

Jlercka Bb3pacT

» ®eOpunau repuoBe mitoc (FS+)

* beHUTrHeHa OKIMITUTAJIHA eMiIencus ¢ panHo Hayano (CuH-
npoM Ha Panayiotopoulos)

* beHUrHeHa OKIMIUTAIHA €MUIICTICUS ¢ KbCHO HA4ano (THII
Gastaut)

* Bennrnena emmtericust ¢ neatporemmopanuu octpus (BECTS,
Ponanyosa)

* ABTO30MHO-/IOMHHAHTHA HOIIHA ()POHTAITHO-]ISIIOBA CIIHJICTI-
cust (ADNFLE)

* Jlercka abcaHCHa eNUJICNCUs

* Enmienicust ¢ MUOKIIOHMYHO-aTOHMYHH NpUucThiu (MuoKIo-
HHUYHO-ACTaTUYHA CTTHIICTICHS)

* Ennernicus ¢ MHOKJIIOHUYHH a0CaHCH

» Cunzipom Ha Lennox-Gastaut

* EnunenTiyHa eHieanonarus ¢ MpoAbKUTEIHA KOMILICKCH
ocTpue-0aBHa BbiHA 110 BpeMe Ha ¢bH (CSWS), BKITIOUHTETHO
curapom Ha Landau-Kleffner (LKS)

IOnomecka Bb3pacT M Bb3pacTHH

* lOBenmIHa abcaHCHA enuIIencus

* IOBeHWIHA MHOKJIOHHYHA CITUIICTICHS

* Enusiencus ¢ reHepain3upaHd TOHUYHO-KJIOHHYHH MpHIIa-
IbLH

* [IporpecBHH MHOKJIOHUYHH CHUIICTICHI

* ABTO30MHO-/IOMHHAHTHA MApPIUAJHA CIHICTICUS ChC CITYXOBH
nposieu (ADPEAF)

¢ pyru paMiTHH TEMITOPATHOASIIOBU SITHIICTICUH

ITo-HecnienuuyHO BH3PAacTOBO CBbP3aHU

» GamunHa QokanHa emumiencus ¢ BapHaOWIHH (QOKyCH
(neTcTBO / BB3pACcTHN)

* Pedexcun emmnencun

Pazinynn

* Me3uaiHa TeMIIOPATHOISIOBA CMUIICIICHS ¢ XHIOKaMITaIHa
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CKJIepo3a

» Cunzpom Ha Rasmussen

* [elacTHYHM MPUCTHIN HPU XUITOKAMITATHN XaMapTOMH

CobeTosIHUS ¢ eNUIeNTHYHH NPUCTHIN, KOUTO He ce Juar-
HOCTHIIMPAT KATO eIUJIeNCHs.

* bennrnenn neonaranuu npuctenu (BNS)

* Gebpunan repuose (FS)

3. Cnopen Buaa NpucTbIM — (poKaTHA, TeHePATU3UPAHA U
reHepajusupana u ¢okanna emuiaencus. Knacudukauusra Ha
SNICHTHYHUTE IPUCTHIN U ermternicuute oT 2010 . oTXBBpIIS 110-
HATUATA ,,(h)OKAIIHA U TEHePATM3UPaHa SIMIISTICHS”, HO TOBEYETO T1a-
LMeHTH Hal 12 I. Bb3pacT HAMAT €JEKTPO-KIMHUYEH CHHIPOM,
BCHIIHOCT TOBA Ca TAIIUCHTHTE C ,,lIAPIHATHA CIHICTICUS CTIOPET
npeaumHara knacudukanus. C pesususrta ot 2014 . ce mpu3HaBar
TePMHHHTE ,,()OKATHA U TeHepaTU3UPaHa enuiiencus’” Kato 100po
OIMCaHUE B CIIy4aunTe, KOTaTo HE MOXKE J1a CE ONPE/eIH ENeKTPO-
kimHAYeH cuaapoMm. [Ipe3 2016 1. e modaBeHa Kato BUJ U ,,[eHepa-
nmu3upana U QokanHa emuierncus’ 3a ciydaute ¢ (DOKANHH H
TeHepaIn3UPaHN MIPUCTHIN, KAKTO ¥ HEM3BECTHA — TP HEBB3MOXK-
HOCT 3a ONpe/IeNIsiHe Ha BU/1a TIPUCTBIIH.

4. Cnopen etnosorusita — Bux Pasnen I1I. Etnonorns

5. OcHOBHH eNUJIENCHH H eMHJIeNTHYHN CHHAPOMHU. Ermten-
CHUTE / eNMISHTHYHUTE CHHJPOMH ca 3a00JIABaHUS C €JHOTUITHU
KIMHUYHHU U35BH U ¢ 00111a aToreHesa, IIporHo3a U OTrOBOp Ha Jie-
yeHne. XapaKTepu3upar ce CIope/ THIA Ha SNIICITHIHHTE MPH-
CTBIIM, Bb3PACTOBOTO HAYaJO0, Pa3BUTHETO, HEBPOJIOTHYEH CTAaTYC,
NPEAN3BUKBAIIN (AKTOPH, ETHOJIOTHS, TEKECT, (PaMUIHOCT, B3au-
MOBpB3Ka cbe cbHs, EEI" 11 mporHo3a xaro: dokannu (mapuyuanin),
reHepallu3upaHy, peIeKCHH SIHIICTICUH, eI THYHY eHuedao-
[IATHH U ChCTOSIHUS, KOMTO HE HaJlarar uarHosara ermuiiericys.

1. ®oxanu (MAPUHATHH) eNHJICIICHH

PonannoBa enuiencus (0eHurnena gercka ¢gokaaHa emu-
Jiencus ¢ HenTpoTemnopaanu octpusi, BECTS)

* Havano3-15r.

* Yecrora — 10-11/100 000 Hacenenue

* KimHuyHa XapakTepucTHKa: HaplHaIHU IPUCTBIN CbC ,,CHil-
BHEBa” JIOKAIM3aLusl, 3acsraiqy juie, opodaprHKe, phbka
(crimpaHe Ha TOBOpPA, KIIOHMYHU MOTPENBAHMUS, ITAPECTE3UH,
MOBHIICHO CIIOHOOT/EIIHE); BTopuuHO-renepanm3upany To-
HuyHO kionnuHu npunanbiy (BITKIT) wiu dokanuu npu-
CTBIIN C EBOJIOLMSA KBM J[BYCTPAaHHH TOHHYHO-KIOHWYHH,;
HopmaiieH HeBpOJIOTHYEH CTAaTyC ¥ MHTENEKT.

* EEI" — enHOCTpaHHM WK BYCTPAaHHH (DOKATHH IIEHTPO-TEM-
MIOPAJTHHU OCTPHSL, YBEIMYABAIIH CE TI0 BPEME Ha CHH.

¢ Jleuenne: [1o6bp Tepanetuuen koHTpoi — CBZ, OXC, VPA,
LEV, LCM, LTG, BRV, CLZ, Clobazam, ESL, ZNS.

* [Ipornosza — no6pa.

I'enernyny (MAMONATHYHM) OKIMIIMTAIHY enuiencud. Ha-
yano — 1-14 . HopmaneHn HeBpOJIOTMYEH CTaTyc M HHTEJNEKT.
EnunentudnuTe NpUCTHIN Ca BEP3UBHH, OKYJIO-KIOHUIHH, XeMHUK-
nonnyny, I'TKII u kommiexcHu napuuanau. Pasrpanuuenu ca asa
OT/ICJTHU Bb3PACTOBO 00YCIOBEHH CHHJIPOMA — JISTCKA SIMIICTICHS C
OKLUMUTANIHU TapOKCH3MH M PAHHO Ha’ano (CHHAPOM Ha
Panayiotopoulos) u ¢ kbcHO Havyano Tun Gastaut.

Jlemcka enunencus ¢ OKUURUMAAHU NAPOKCUMU U PAHHO HA-
yano (cunapom Ha Panayiotopoulos).

* Hawamo - 3-6 1.

* Yecrora: 6% ot nenara 10 13 . ¢ eIMHNYHY IPUCTBIH IIABHO

1o Bpeme Ha c¢bH. [Ipu okomo 50% oT marpeHTuTe ce yCcTaHo-
BSIBAT OKLUNUTAIHK Napokcu3mu B EET.
» Kinnununa xapakrepucTuka: Peky enuienTuyHu MpUCThIN,
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TJIABHO MO BpeMe Ha ¢BH (66%), TpoabbKuTeTHOCT 5-10 MuH.
10 aBTOHOMEH craryc (40%), cp3nanue — yBpeneHo 10 80-90%
B X071a Ha npumnaabka. [IpucTbiuTe ca ¢ aJBEpP3MBHO HAYalo
(80%), aBTOHOMHH TIPOSIBU- TIOBPBIAHE WM CaMO KalLISHE,
TIO3UBH 3a NOBpbILaHe (66%), 3auepBsaBane/ npedieHABaHE,
WHKOHTHHEHIUS, MUJIpHa3a, KOHBYJICHH, XeMUKOHBYJICHH UITH
I'TKII. Bp3MorkeH € MKTaJeH CHHKOIL. 3PUTEIHH XalIoIHHA-
mu (1o 7%).

* EEI": Untepukranta — GyHKIHOHATHA MyTTH(HOKATHE KOMII-
JeKcH octpre-6aBHa BhIHA (90%); OKIIMIINTAIIHN TTAPOKCH3MH
WJIN OCTpHSl, KOMTO M34e3BaT KbM 13 T. (75%), eKcTpaoKiunu-
TanHu octpust, HopmanHa EEL, renepanusupanu paspsiau. Ux-
tanaa EEI" — Haii-qecTo puTMudHa 6aBHOBBIHOBA aKTUBHOCT.

* Jleuenne: CBZ, OXC, VPA, LCM, BRYV, ESL, ZNS.

* [Iporxosa — no6pa.

Jemcka enunencus ¢ OKWUnUMAnNHu RApOKCUIMU U KbCHO HA-

uano — mun Gastaut

e Hagaio cieq 8 1.

* KiiMHMYHA XapaKTepUCTHKA: 4YeCTH (DOKATHU MPUCTBIN B
OYIHO CHCTOSHUE, NPOTHYAIIH ChC: 3PUTEIHU CHMIITOMH —
eNIeMEHTapHH 3PUTENTHU XaIIOIUHALMU (CTEPEOTUITHH IIBe-
TOBE, Kpbrose) 5-10 s 10 1-2 MUHYTH, 3pUTEITHN UITFO3UHU (MHK-
porcus, Metomopdorncus), Xamonunaruu (10%) u cnenora.
HespurenHu CUMITOMH — a/IBep3Hs Ha MOIIENA, Bb3MOXKHO U
Ha Trasara (25%), CHHAPOMH OT Tporaranusi Ha Bh30ynaTa
(T0-psAIIKO) — XeMUKIOHUYHH (43%), KOMIIIEKCHH NaplHaIHy
npuctbnu (14%), I'TKIT (13%). [Toctukranto riaBobomnue —
IH(y3HO, CHITHO, TTOHSIKOTA HEPA3IMINMO OT MHUTPEHHOTO, a
npu 10% — ragene u noBphILaHE.

* EET": Untepukranua EEI" — okuunuTanHu napokCcu3Mu MpH
3arBapsHe Ha ounte (30). Mkranna EEI" — 6bp3u okmumu-
TaJHU OCTPHUSL, C IPOTPECUBHO 3a0aBsiHE U BUCOK BOJITAX.

* Jleuenue: CBZ, OXC, VPA, LCM, BRYV, ESL, ZNS.

* [Ipornosa: otHOCHTENHO T0Opa, pemucuu ciex 2-4 T. mpu 60%
OT NaIUEeHTHTE.

CumMnToMaTuyHu (GOKAJIHU enujencuu (TeMIOpaJTHOAs-
J10Ba, (PPOHTAIHOASAIOBA, NAPHETATHOASIOBA, OKIUITHTAIHO-
JSJI0BA)

Temnopannooanosa enunencus

* Hayano B eTcka Bb3pacr.

* OcnoBun npuunHy ca Tymopu (DNET, ranmmormmomn), eH-
nedannTy, Me3NOTEMIIOpaJIHA CKIIEPO3a, IUCIIIA3UU U TPABMH.
busar meanannu (Me3uanuu) enunencuu npu 75% (npu xu-
HOKaMIIaJHa CKJIEpPO3a MM Apyra eTHONOTHS, YCTaHOBEHaA C
MPT) u narepanuu (Heoxoprukainu) mpu 25%. Yecra e
aHaMHe3ara 3a (eOpUITHU I'bPUOBE.

* Knunnyna xapakrepuctika: OCHOBHHTE THIIOBE IPUCTHITH Ca
HPOCTU U KOMIUICKCHH MAapIHAIHY C WX 0€3 BTOPHYHA IeHe-
panu3aiys ¥ (3HaUUTeIHA) MOCTHKTaIHa 00bpkaHocT. [Ipu me-
3MaNHa JIOKANM3alus —HMa
ABTOHOMHA JIMC(YHKIMS, ICUXOCEH30pHH ycentanus (deja vu,
jamais vu), MUPHCHH 1 BKYCOBHU XaJIOLMHAIINH, 3PUTETHH (e-
HOMCHH, JIBUTATCIHU OpO(alnaiHi aBTOMATH3MH, BOKaJIN3a-
nuu. [lpu narepanna (HEOKOPTHKANIHA) JIOKANU3ALUSA ce
U3sBsIBa CEH30pHA aa3usi, OBPBIAHE U CIIyXOBH CHMIITOMH.
Hasuiie ¢ TeparneBTHyHa pe3UCTCHTHOCT.

[1pu Me3noTemMnopaiHa CKIepo3a Wi JApyra Je3HOHHA €THONO-

rus ce 00CHK/a U ONIEPaTUBHO JICYCHHE.

Dponmannooanosu enunencuu

» Knnnuyna xapakrepuctuka: [IpucTbnure ca mpocTH, KoMIl-
nexkcHu napuuanau u BI'TKII, rmaBHO mo BpeMe Ha ChH.
DpoHTAITHUTE NPHUCTBIM Ca KPATKU ¢ MHUHMMAJHA TOCTHK-

enuracTpaJHu  ycCllaHus,
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TaHa 00BPKAHOCT, ¢ Obp3a BTOPHYHA TeHepaIn3alys, n3pase-
Ha MOTOpHa MaHH(ecTanus (TOHWYHA, IOCTYpajHa), MUMHU-
YECKH aBTOMATH3MH, YECTO T1aJIaHe TIPH JIBYCTPAHHH Pa3psiiu.
[puctenmTe 0T MOTOpPHATA KOpa ca MPOCTH (GOKATHI MOTOPHI
B €[JHAa YaCT Ha TAJIOTO C IOCIE/BAIlA UpaJHalis, MHOKIO-
HUYHH, epilepsia partialis continua ¥ MOCTUKTATHU Ape3u Ha
Todd. IIpucTpnmTe OT TOMBIHUTEIHATA MOTOPHA KOpa Ca XH-
HEePMOTOPHH, aCHMETPHYHH IBMKEHHUS B KpaHULUTE, Ta3a,
pameHeTe, aBep3Ks Ha [NIaBaTa, Morie/a, BOKaIU3allus, CIIH-
paHe Ha pedTa ¥ PUTMHUYHH CTEPEOTHITHN Ha KpaHUIIUTE.
Tapuemannooanoeume enunencuu ca ¢ IpoctTH GOKaIHU ce-
THBHH (C 00JIKa, MAPECTEe3Un) WK MOTOPHH IPUCTHIIN ChC WK O3
BTOPHYHA T'€HEPATM3ALIHS, HKTATHI M TOCTHKTAIHY rape3n Ha Todd.

OKyunumannodsAnI06ume enuiencuu ce NpUIUHABAT OT KO-
POBH JIMCIUIAa3HH, CHAOBH Mai(hOPMALUH, XUTTOKCHYHO-CXEMUYHA
eHmehaIonaTus, TYMOPH M IIbOIHAKHSL.

* Knnnnuna xapakrepuctuka: [IpuctbimTe ca npocty GoKaaHu
ChC 3PUTEIHH CUMIITOMH (BB30Y/IHH, PSIKO XaTIOLHHALIMH, K-
TayHa crernota, xemuanoricus ), BI'TKII, konTpanarepanHa ai-
BEp3Us Ha MONIEIa ¥ HUCTArbM, NPUMUTBAHE, HKTAITHO I
MOCTHKTAJHO [IIaBOOOIHE.

o Jleuenue na cumnmomamuunume QoKanHu enunencuu:
VPA, CBZ, OXC, LTG, LEV, TPM, LCM, BRYV, ESL, ZNS,
cenobamate Haj 18 ., U XUPYPTUYHO JICUeHHE

Ennedanur na Rasmussen

» Hagamo — 14 mec.-14 1.

* Etnosnorus u narorene3a — MMyHOMeAMMpPaHa EMUJICITHYHA
ennedanonarus (Hanunuue Ha antutena kbM GluR3 cybemu-
HUIATa Ha TIyTamMatHuTe peuentopu, antn GluRe2 u antn —
Munk18-11 mpu HIKOU MALKEHTH).

* XHUCTOMATONOTUSI — TIIMAJIHN HOJYJIH, IEPUBACKYIAPHH JTHM-
(douaHN MHPUITPATH.

* MenrkaMeHTO3HO-pe3UCTEHTHH (DOKATHH MPUCTHIIN, epilepsia
partialis continua (60%), mporpecupaiia XxeMurnapesa;

« [Iporpecupari uHTENEKTyaleH IeDULINT.

* KT u MPT — niporpecupariiia MO3b4Ha XeMHATPOHSI.

* EEI' — moimmMop¢Ha nenta akTUBHOCT, H34e3BaHe HAa HOpMaJl-
HaTa OCHOBHA aKTHBHOCT, YECTH eNHICNTU()OPMEHH pa3psiau,
KOUTO Ca JIOMMHHUPAIIO €HOCTPAHHU M MOTar Jia ObjiaT nepHo-
JIMYHH.

o Jleuenne: AEJI, i.v. IgG n mra3madepesa c BpeMeHeH ycriex.
XupyprudHoto jedeHne (QyHKIHOHaTHA XeMUCHEPEKTOMHUS)
¢ MeTo1 Ha 1300p.

XeMmukoHBy./ICHsSI-XeMuUIIerus-enuiencus cuuapom (HHE)

* Etnonorusra e nadexnuu Ha [THC (Herpes simplex-enneda-
JIAT) WX MO3bYCH HHCYIIT.

» Hauano mexnay 5 mecera u 4 1. (91%).

» Kimuanka: I cragnit — HH cunnpom (XeMHKOHBYIICHS-XEMHII-
nerus). [l craguit — HHE (XeMUKOHBYJICHS — XeMUILIET UsI-€ITH-
nencus) cunapom npu 80% cnex HH.

o Jlnarnosa: nmukBopHO u3cnensane, KT, MPT (otouna xemwc-
(epa ¢ mocneaBaia XeMuaTpousi).

¢ Jleuenne Ha enunentuunus cratyc u VPA, CBZ, Clobazam,
OXC, LTG, LEV, TPM, LCM, BRYV, ESL, ZNZ u xupypraatHo
JIeYEHHe.

* [Iporuno3a: xemunapesa, adasusi, MEIMKAMEHTO3HO-PE3UCTEH-
THA MapIHanHa eMuIeTICHSL.

2. l'eneTnunu (MIMONATHYHH) eNUJIENICHH

Jlercka abcaHcHa emuiencust
* TeneTnyHa npeAUCIo3uIMs (MyITH(AKTOPHA).
» Havamo mexay 3 10T

» Kimanuna xapakTepucTHKa: THITMIHHE a0CaHCH, Hali-4ecTo ¢
MHOKJIOHHH Ha KJIETIaqnTe, MHOTOKPAaTHH JTHEBHO. AOcaHcuTe
YeCTO Ce aKTUBUPAT MPU (POTOCTUMYJIAINS U XUIICPBEHTHIA-
must. Hax 50% mipes roHomecTBoto mosrywasat i I'TKII.

* EEI" — ukTanHo reHepanu3upany IByCTPAHHO CHHXPOHHH T1a-
POKCH3MHU OT CUMETPUYHU KOMILIEKCH OCTpre-0aBHA BBIIHA C
yectoTa oT 2 10 4 Hz. Hopmasna ocHOBHa aKTHBHOCT.

¢ Jleuenne — VPA, ESM, LTG, CLZ. B»3M0XHO € BIIOIIIaBaHE
ot CBZ, GBP, OXC, PHT, TGB u VGB, nopanu koeto He
TpsiOBa Jia ce mpuiIarar.

* [Ipornosa — no6pa, nzuessar okoio 20 1. C HebmaronpusTHa
MPOTHO3a € HayanoTo nof 4 . u Hax 9 ., xorato uma u [ 'TKII
(20%-60%).

IOBennina abcancHa enuiIencus

* [eHeTHYHA TTPEIUCTIO3NIIHSL.

* Hayano oxono myOepreTa, IOHOLIECKa Bb3PacT.

» Knuanuna xapaxrepuctika: Abcancu, KOUTO ca TO-PEeIKH B
cpaBHeHHe ¢ JeTckara abcancHa enmnerncus. Okono 80% tmo-
ayuasat u [ TKIT win ['TKII npenuiectsar nosiBata Ha abcaH-
CHTE.

* EET - renepanu3upany KOMIUIEKCH OCTpHs-0aBHA BbJIHA.

¢ Jleuenue — VPA, ESM, LTG, CLZ. Bb3M0:XHO € BIIOIIaBaHE
or CBZ, GBP, OXC, PHT, TGB u VGB, mopanu koeto He
TpsiOBa Jia ce mpuirarar.

* [Ipornosa: J1o0bp koHTpOI ¢ sedeHne. Moxe j1a IpeMuHe B
I0BEHMJIHA MHOKJIOHHYHA eTIHIICTICHS.

FOBennIHA MMOKJIOHMYHA eNUJIeNCUs — Hali-yecTaTa mbp-

BUYHO-TeHepau3upana enuiencus (3adomasemoct 1-3/1000).

» GamunHocT npu okoso 40%. ABTO30MHO-PELIECHBHO, aBTO-
30MHO JIOMHHAHTHO TIpeaBaHe.
* Havano mexny 8 u 18 1., Haif-uecto okono 15T
* Knnmnnyna xapakrepuctuka: MHOKIOHHYHU TIPUCTBIIN,
I'TKII, xnoHnyuHu, abcaHcH, Haii-uecTo paHo CYTPHUH, CIe ChH
nmu HomeM. Emmnenrtnuen abeancen craryc. [IpoBoxupanu
(bakTopu — chbHHA JieTIpUBALKs, (POTOUYBCTBUTEIHOCT, aJKO-
XOII.
EET": renepanmu3npany mapoKkCH3MH OCTpHe-0aBHa BBIIHA 1 TI0-
Jucnaik-6aBHa BeiHA 4-6 Hz ipu HopMaiHa OCHOBHA aKTHB-
HocT, a 50% — 1 (okanHa aGHOPMHOCT HIJIM aCUMETPHS.
Jundepennnanna anarno3a: MHOKJIOHHYHO-aCTaTUIHATA SITH-
JIeTCHS € C 110-PaHHO Hayaso. [IporpecuBHN MHOKIOHHYHU
SITMIICTICHH C PA3JIMYHH IPHYHHH — IIPH OOJIECTH ¢ HATPyTIBaHEe
B JIN3030MHTE (Hai-uecTo 1eponutnodyCLUnHO3H), TP MHU-
TOXOHApUanuu Gonecty, npu Gonecrure Ha Lafora u Unver-
richt-Lundborg.
Jleuenne: VPA, Clonazepam, LEV, LTG, TPM, ZNS. Broma-
BaHe ¢ Bb3MoxHO oT VGB, TGB, CBZ, OXC, PHT, GBP, PGB,
HOpaJi KOETO He TPsiOBa Jia ce Mpuarar.
* [Iporso3a — npu cnupane Ha JedeHnero B okoao 90% Hac-
THIIBA PELIUJIHB.

Enuaencus ¢ I'TKII npu cb0y:xnane.

» Havano — 9-24 r., uectora — 22-37% ot UI'E.

* Ocnoges tur npuctsmu ca ['TKII 1o 2 4. cien cx0yxaane, HO
ca Bb3MOKHHM a0CaHCH ¥ MHOKJIOHUYHH TIPUCTBIIH.

* EEI" — nezopranusupaHa OCHOBHA aKTHBHOCT M T€HEpaIH3U-
paHM MApOKCH3MHU OT KOMIUIEKCH OCTpHe-0aBHA BhIIHA.

Muok/JIOHHYHO-ACTATHYHA enmiiencus (cunapom Ha Doose).

* Havano mexty 2 u 5 . ipH Jietia ¢ HopMaitHO pa3BuTHe. Psiiko
ce ycraHoBsaBar MyTaiuu B Na* kananaute SCN1A, SCN2A
n SCNI1B cybeanannm.
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» Kimanana xapakrepuctrka: OCHOBEH THIT HIPHCTBITH ca MU-
OKJIOHMYHO-aCTaTHYHUTE, HO Ca Bb3MOXHH M alcaHcH,
MUOKJIOHUYHH, aTOHUYHH, HEKOHBYJICHBEH a0CaHCEH CTaTyc,
I'TKII, MHOTO psIIKO — TOHUYHHU NIPUCTBIIN.
EET e ¢ HOopMa/iHa OCHOBHA aKTUBHOCT U Pa3psiu OT KOM-
IUIEKCH TOJIMCTIANK-0aBHA BBJIHA.
Jlndpepennnanna nuarHo3a: beHUrHeHa MHOKJIOHWYHA CTH-
JIeTicHsl B paHHa B3pact, curapom Ha Dravet (SMEI), kpunro-
reHeH cuHApoM Ha Lennox-Gastaut (MHOKIOHHYEH BapHaHT),
nporpecuBHr MuoknonmyHu enwmiaencuu npu MERRF, 6o-
nectu Ha Lafora, Unverricht-Lundborg, neBxomuctpodun
(mporpecupaii HeBpOJIOTUYeH AeUIMT U Mporpecuparia ar-
podust B MPT u KT, ycranoBen metabonuteH neekr), aTu-
MUYHU OCHUTHEHH TaplHaIHy SMHIeTICHH B JIETCKaTa Bb3pacT
(Ponanmosa u Tun Panayiotopoulos) mpu KOHTO ca Bb3MOXHU
JIPOTI-aTaKH NP aTHIINIHN a0CAHCH ¥ HETaTHBEH MHOKJIOHYC.
¢ Jleuenue: VPA, ESM, oensonuaszenunu, TPM, LEV, nucku
no3u LTG, 6pomuu, Clobazam, ZNS, koptukoctepounu. Xa-
pakrepHo ¢ Biomasane or CBZ, VGB, PHT.
* [Ipornosa — nebnaronpustHa pu 50% 1mopaJy TeparneBTHYHO-
PE3MCTEHTHH NPUCTBIIN, KOTHUTUBEH Je()UIIUT, TOBEJCHYECKH
OTKIJIOHEHUSL.

Enuiencus ¢ MMOKJIOHUYHH a0CaHCH

* Panxa emmnencus (0,5-1%) ¢ Hagano mexnay 5 mecena-13 T,
cpenHo 7 T.

» KiimnnyHa xapakTepucTuka: MUOKIOHUH (HEpPHOpAHH, Ha
prleTe, pamenere, BKI. acumerpuynu (8-60/s); I'TKII, aro-
HUYHH, abcanceH craryc. [IpoBokupar ce ot XB, poroctumy-
Jauus.

* EET ¢ ¢ kpaTku reHepaau3upanu, GoKalHd Wik MyITH)O-
KaJIHM KOMILIEKCH OCTpHe-0aBHA BbJIHA WM HOJIUCHaiK-0aBHa
BbJIHA ¢ yecToTa 3 Hz.

* TIporuo3a: 4ecTo MEAMKaMEHTO3HA PE3UCTEHTHOCT, KOTHUTH-
BEH Je(ULIHT, IPEX0Jl KbM IOBEHIIHA MHOKIOHUYHA eITHJIeTI-
cHsl.

Benurnenu HeoHATAJIHH KOHBYJICHH

* Hsikou citydan ca paMuIIHH, C aBTO30MHO-JOMUHAHTHO Hpe/ia-
BaHe.

* Hauano — 2-3 eH cnen paxaaHeTo.

» Kinununa xapakrepuctuka: GoKaieH SMICITAYCH CHHIPOM
— KpaTKH TPUCTHIIN.

» Hopmarnen HeBpoJIOrHyeH CTaTyc.

* EET — Hecnenuuuna.

* [Ipornosa — fo6pa.

IIporpecMBHY MHOKJIOHHYHH eNUJIETICHI

* Paziuna etonorus — 60NECTH ¢ HAaTPYIBAHE B JIM3030MHUTE
(Haii-uecto nepous JIMMoQyCIUHO3M), MUTOXOHAPUATHU 00-
nectu, 6onect Ha Unverricht-Lundborg, 6omnect Ha Lafora.

* KinHn4Ha XapakrepucTuka: MUOKIOHUH, eIUISITHYHY IPU-
crpnu. [IporpecuBen HEBPOIOrUUeH AE(UIIUT.

* [Iporuoza — HeONaronpHsTHa.

3. PeduiexcHu enmmiiencumn

[Mpotuuar ¢ pediekcHr MPUCTHIN (TEHEPATU3UPAHH, MUOKIIO-
HHUYHU WM (DOKAIHN), PEAU3BUKAHH OT crienuuiHn adepeHTHH
CTUMYITH: 6bHuHY (MUATAIIN CBETIIMHHM, TAKTHJIHH, YeTeHE, XpaHEeHe)
U BBTPEIIHU (ABIKCHHS, MUCIICHE, My3HKa, CMATaHE, B3UMaHe Ha
pemenne). Haif-uectr ca OTOreHHO-POBOKUPAHUTE IPUCTHIIH.

1. l'enernyna (nauonatinyHa) GOTOCEH3UTHBHA OKIUTIATATHA
CIIMIICTICHS U IPYTH 3PUTEITHO-MHAYLIUpaHy enuienicuu. [pu nnrep-
muteHTHa GpotocTumynarms (UDOC) wmm npu apyra CBETIMHHA CTH-
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MyJanus (BUIEO-UTPH, CAMOMH/TYKIUS TIPH MUTAaHE MM JBUKCHUS
npes ounte) ce reHepupa dortonapokcusmaneH orropop (OI10) —
(hoKaTHY WK TeHepaTu3paHi ClaiK/moancnaik-0aBHa BhIIHA Ma-
pokcn3mu. POTOTeHHO NMPOBOKMPAHK MPUCTHIN UMaT 0010 5 10
10% ot Gomuute ¢ emuuerncus, g0 18 r. Ot manuenture ¢ GIIO
yucma omoeenna enunencus (caMo (HOTOTCHHO MpPeJU3BHKAHU
npuctbiu) umar 42%, CroHTaHHU U (POTOrCHHO MHIYLHUPAHU —
40%, camo crioHTanHu npucteiu — 18%). Ot cenepanuzupanume
enunencuu ¢ uzager OI10 ca neTckuTe abCaHCHH, FOBEHMIIHATA a0-
CaHCHA, IOBCHUJTHATa MUOKJIOHNYHA STIMIICTICHS U eTIHIICTICHSATA C
['TKII npu ch0yxaaHe, SMHIETICHs ¢ MUOKIIOHUH Ha KJIEMaunuTe U
abcancu (cunapom Ha Jeavons) u SMEL

lenernuna (mauonaTuyna) GoToCeH3NTHBHA OKIUIHTAIHA
eIUJIeNICUS] € Bb3PACTOBO-3aBUCUM CHHJPOM IIPH J€la ¢ OKLHUIH-
TaJHa CMWJICHTOTeHHOCT [IPH MHUTAIU CBETIIMHU — BUACOUTPH, TV,
JIMCKOTEKA M JIela C UIMONaTHIHA MapIHaiHa WK TeHepaan3upaHa
SMIJICTICUSL C OKLIUIUTAIHH TIPUCTBIIN.

Knunuka — oxuMnuTanHu NpUCThIM, HHAyHUpanm ce ot OC-
ABTOHOMHH CHMITTOMH (TIOBpBIIaHE KaKTo MPH ¢-M Ha Panayiotopou-
los), BI'TKII, I'TKII.

EET — Humepuxmanna: ®I10 npu @C — oKIUMUTATIHT WU Te-
HepaIU3UpaHu NapokcusMu. Mkmanna EEI"— OKUMITUTAIHY TAPOK-
CH3MH C TEMIIOpaJIHa MPOTIaramus.

2. Startle enujencusi — y 7iema ¢ HeBpPOJIOTUYEH U HHTENEKTya-
JIeH Ae(UIUT U APYT THI NPUCTBIH, IPH KOUTO UMa M MPUCTHIN
npH CTpsickane, Hal-uecto oT cmieH 3ByK. J1JI — Hyperekplexia
(Startle disease).

3. Enunencust npu yeteHe — n3sBsABa c€ C MUOKJIOHWYHHU MPH-
CTBIIM B OpajIHaTa, NepHOpallHa, MaceTepHa MyCKYy/1aTypa HpHu de-
TEHe.

4. EnnnienTuyHu eHuedaionaTuu

Cungpom Ha West

* Hauano — npe3 mbpBara roanHa, Hai-uecTo Mexy 3 u 5 Me-
cera. Yecrora 2-4/100 000.

Etnonorus — kpunrorenen npu 30%, cUMOTOMAaTHYCH TPH
okono 70% (nereHepaTHBHU, AM3META0OIUTHH Pa3CcTPONCTBA,
KOPOBH JIUCILIA3UH, TyOEpO3Ha CKIEPO3a, XMIOKCHYHO-UCXE-
MHUYHa eHIe(aIonaTHs, MO3bYHI KPBHBOU3INBY, NH(EKINH,
TPaBMH U T.H.).

VBpeneHo HEPBHO-NICUXUYHO pa3BUTHENPU 75% B HAuaIoTO
(YMCTBEH 1 HEBPOJIOTHYEH AC(UINT).

ENMIenTHYHH NPUCTBIM — CNMWICNTHYHH (MH(DAHTHIIHK)
Cra3mu, Hal-4ecto (IIEKCHOHHHM, 3acArallld aKCHaIHATa MyC-
Kynarypa.

EEI" — xuncaputmus, 1e30praHu3nupaHa, ¢ JByCTPaHHH aCHH-
XPOHHH BUCOKOBOJITAKHHM OaBHH BBJIHH, MYITH()OKAIHH SITH-
JENTHYHHU Paspsau DIABHO B 3aJHUTE MO3BYHU 00JIACTH,
BOJITAJKHA JICIPECHS 110 BPEME Ha ChH.

Jleuenne — ACTH, Vigabatrin. Anrepuatusau — VPA, Ni-
trazepam, Topiramate, ZNS.

Iporuno3a — HeOnaronpusaTHa: BUCOKa cMBPTHOCT (5%), TIpe-
xo71 B curapoM Ha Lennox-Gastaut mwin (okanHa emuiencus
(25%-65%), xorauTuBeH aeduuut (66%), MOTOPEH IeHHUIIHT.
C nopmaiHo pas3sutue ca camo 15%-30% ot kpunorenHnTe/
WTMOTIATHYHH CITyYaH.

Cungpom Ha Lennox-Gastaut (LGS)

* 5-10% OT meTCKHUTE EMUIETICUHL.

* Hauano - nait-uecto mexay 2 u 7 I. (nmamason 1-14 1)

* IIpu 70% e cumnromaruyeH, Hax 50% oT penara ¢bC c-M Ha
West npemunasar B LGS.

* Kputepun 3a Tummanns LGS ca: 1. [Tomumopdun, Tepamnes-
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THYHO PE3UCTCHTHU MPHUCTBIIM — TOHUYHH, AaTOHUYHH, aTH-
mmaHn adcancu (2 ot 3 tumna). Beamorknu ca u I'TKII, mpoctn
(dokanuu u muokIonnyH npucteiu. 2. EEL ¢ renepanu3u-
paHd paspsau oT OABHUM KOMIUIGKCH OCTpHE-OaBHA BbJIHA
(< 3 Hz) B GynHoCT 1 renepanm3upanu 06p3u putmu (> 10 Hz)
10 BpeMe Ha ChbH. 3. YBpeIeHH MHTEICKTYanH! (QYHKIHU —
KOTHUTHBHH, OBEJICHHUC.

Jleyenne. He e Bb3MOXEH IIbJI€H KOHTPOJ Ha IPUCTBIUTE.
AEJI na mepBu u36op ca VPA, LTG, TPM, anrepnatuBHu —
ESM, LEV, CBZ, PB, Phenytoin (PHT), Clonazepam, Rufi-
namide, ZNS, Cannabidiol B kom6unanus ¢ Clobazam criopen
npeoliiaaBalyuTe NPUCTBIH B 1aJICHUS MOMEHT; KypCOBe C
ACTH /xoptuxocreponau. [Ipu LGS ce npuiara u xupyprus
C pe3eKuys Ha JIE3UH U KaJ030TOMHS NP YECTH U TPaBMaTHU-
3UpAlU IPOI-aTaKH.

[Iporuosa — HeOnaronpusTHA: BHCOKa CMBPTHOCT (5%), MHTE-
JekTyaneH aeduuut npu 85-95% u nepcucrupane Ha Hpu-
nagbuure npu 78%pm0 96%, Haii-uectu cien mydeprera ca
HOLIHNTE TOHUYHH TPUCTHIIH.

Texka panHa 1eTCKa MHOKJIOHHYHA eNuJIeNncusi (CHHAPOM
Ha Dravet, SMEI)

1% ot enuiencuute B A€TCKa Bb3pacT, Ipu okoio 80% ce
ycraHoBsBar MyTtamun B SCNIA, SCNIB, PCDHI19,
GABRAI, STXBPI.

HavayiHo HOpMaHO HEBPO-TICUXUYHO Pa3BUTHE.
Enmnentuden CHHIPOM — IPOrpecupall, moruMopdeH, Tepa-
MEBTHYHO PE3NCTEHTEeH. 3aloyBa C YCIOKHEHN (HheOpriIHn
I'bpPUOBE CJie/l 6 MecedHa Bb3pacT U ce MPHOABAT CieqHuTe 4
XapaKTepHH ThMa NpucTbiy: 1. [eHepanu3upanu mpUCTHIN —
TOHUYHO-KJIOHUYHH, KIOHHYHU W aCHUMETPUYHHM TOHHYHH,
KJIOHMYHHM M XEMHUKJIOHUYHH. 2. MHOKIOHWYHU HPHUCTHIIH
(80%) ¢ magano mexnay | u 5. 3. Atunmunu abcancu (40%)
¢ Havyano Mexay 1 u 12 . 4. KoMIUIeKCHY Mapiyaiiu Ipu-
crbiu (46%) u BI'TKII mexny 4 mMeceyHa u 4 I. Bb3pact.
Yectn (40%) ca KOHBYJICHBHHAT, MUOKJIOHHYCH HIH abCaHCeH
ermnentideH craryc (EC).

[Mpuctbiute ce npoBoKUpar ot t°, GoTOCTUMYIALKS, IBUXKE-
HHSI HA OYHTE.

Perpec B xorannmsra (100%) n B MoTopHOTO passutne (20-
60%) cien 1-2 . oT Ha4ANIOTO Ha 3a00JISIBAHETO.

Jleuenne: VPA, Clonazepam, Nitrazepam, ESM, Phenobarbital
(PB), LEV, 6pomun, Stiripentol, Cannabidiol B komOuHaIms
¢ Clobazam, Fenfluramine. CBZ, OXC, PHT, GBP, VGB,
TGB, PGB u Bucoku no3a Ha LTG Biomasar enuaenTHIHATE
TPHUCTBITH, TOpaH KOETO He TPsIOBa 1a ce MmpHJIarar.

Enunentuuna ennedasonarus ¢ CSWS uin enexkTpuyen
cTaTyc 1no BpemMe Ha 0aBHOBBJIHOB cbH (ESES)
Havano mexnay 1 u 10, muk —4-5 1.

Xapakrepucruka: EEI" ¢ npoabikuTeHi KOMIUICKCH OCTpUE-
0aBHA BBJIHA 110 BpeMe Ha 0aBHOBHIHOB ¢hbH (CSWS), konto
3aemar Haz 85% ot BpemeTo Ha chHs. [lomumopduu enuer-
THYHU IpucThIn. HeBponcuxonormden perpec — nedunur Ha
BHHUMaHHUE, XMUIEPaKTHBHOCT, arpeCUBHOCT, Opo-(annaiHa
anpaxcusl.

Kimnanka: 1/3 ot manmenture ca ¢ abHOPMEH HEBPOJIOTHYCH
craryc, a Haj 50% — ¢ MPT maronorus.

Craauu Ha pa3BUTHE:

1. Penku HOIHM MOTOPHM XEMUKJIOHWYHH HPHUCTBIN; 2.
CSWS, 3auectsiBaHe U MPOMSAHA HAa BUJA HAa ENUJICITUYHUTE
npuctbiu (Hownu Mmotopau u I TKII, onegnu Tunuynu u atu-
MUYHA a0CaHCH, MHOKJIOHWYHY, KJIOHUYHH, Opodannainm),
KOTHUTHBHM M TOBEICHYECKH OTKJIOHEHUS. 3. Peku HOLIHM
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I'TKII, naeBHu aronnynu. 4. [logoOpenue, BKIIOINTEITHO B
EET (2-7 1), c ocrarbueH nedexT.

Juarno3a: EET" no Bpeme Ha cbH ¢ CSWS — xommiexcu
ocTpus-0aBHa BbJIHA ¢ HHAEKC >85%.B OynHo cherosHuME —
(pOHTAIIHY ¥ TeMIOPaTHU (POKYCH, AaTUIINYHH a0CAHCH.
Jleuenne: VPA, Genzoanazenunu (Clobazam u ap.), LTG,
LEV, TPM (CBZ u PHT Bnomasar), ACTH (80 E/ nueBno)
ni prednisone 2-5 mg/kg ¢ pexykims 3a 3 mecena.
ITporHo3a — 3aBUCH OT BB3PACTTa IPH HAYAJIOTO, POIBILKH-
tenHocTTa Ha CSWS, POIBIDKATENTHOCTTA M TEXKECTTa Ha KOT-
HHUTHBHATa yBpena, orroBopa kbM AEJI neuenue.

Cunppom na Landau-Kleffner (mpuaoéuta adasus-enuien-

cusi)

Hagano —mexny 2 u 8§ 1.

Knunnyna xapakrepucrtuka: Adasus (mporpecupaiia Hin
¢baykryupama npu 100%), emunentuden cunapom (75%) —
T'TKIIL, poxanau mpoCTH MM KOMIUIEKCHH, ATUITHIHH a0CaHCH
n BI'TKII, nosenenueckn otkinonenus (75%) — XumnepakTus-
HOCT, arpeCUBHOCT, TICHX03a.

EET — doxanHa aOHOPMHOCT ¢ TeMmopaliHa (Haii-4ecTo B 10-
MHHAHTHATa XeMUc(epa) U MO-PsAKO MapUeTO-OKIUITUTATHA
JOKaJIM3alust OT OCTPHs, KOMIUIEKCH OCTpue-0aBHa BBJIHA,
MynTU(OKAIHA N 2eHepanusupana (IPEIMMHO 110 BpeMe Ha
CBH), C Bb3MOXKHa 13sBa Ha CSWS, K0ATO onpezesst HporHo-
3aTa 3a KOTHULMATA 1 MHTENEKTa.

Jleuenne: VPA, ESM, Clobazam, LTG, LEV, TPM, Sulthiam,
BRYV, ESL, ACTH nnu kopTHKOCTEpOUIN ¢ HAYaJIHU BUCOKU
11031 — 3 Mecena, KOeTo OpeJiest IPOrHo3aTa.

IporHo3a — OT OEHUTHEHA IETCKA SIMIISTICHS 10 eNUICNTHYHA
eHuedanonarus. [To-6raronpusTHa MPOTHO3a — MPU HAYAIO
Ha adasudra cneq 5 r., KPaTKOTpaiHU aaTHuHU EMH30/H,
0bp30 nogobpenue Ha EETL.

5. ®edpuaHu repyoBe

Bmb3pacToBo cBBp3aHO 3a00MsBaHE C SUICTITHYHN NPUCTHIN B
KbpMauecka W paHHa JIETCKa Bb3pacT, Ipu Temneparypa Hajg 38°C,
6e3 nannu 3a uHdexnus va [{HC (MeHuurut, enuedanur), Mmetabo-
JIMTHHU Pa3CTPOICTBA, MHTOKCUKALIMY U JIP., KOUTO HE HAJlarar Jiuar-
HO3aTa CIHIICTICHSI.

@I ce u3siBABAT NpH BUCOKA TEeMIEpaTypa, NpUYMHEHa B 85-
90% oT cmy4anuTe OT MHPEKIUN HAa TOPHUTE U JAOTHH J1Xa-
TEJHU ITHTHIIA (CPeIeH OTUT M OCTBP TOH3WIINT), BapHUIeNa,
JPYTU HecTelU(pUIHN BUPYCHH MH(EKUNH, YPOUHDEKIUH,
cnen umyHu3amu (85-90% ot cimyuanrte).

@I' GuBaT KOHBYJICHBHH, ITIABHO T'€HEPATH3UPAHH MTPUCTHITN
(T'TKII B 80% wnmu tonynu B 13%), ennoctpanuu (4%), a
oko110 3-5% ca HEKOHBYJICHBHH, CAMO C OTKJIOHEHHE Ha OYHUTE,
aTOHUSI ¥ IIaHO3a.

Hpocrute” @I (70%) ca kpatku (107 S MUH.), TeHEpaIU3U-
paH¥ U eIUHUYHH 32 24 Jaca.

,»YernoxxHennte” wi ,,komiuiekcHn” @I (30%) npoasimkasar
Haj 15 MUH., KOHCTaTHPa ce (OKATHOCT /WM CIIe[0Ba Ma-
pesa, unu ca >2 3a 24 gaca. [Ipu Tsx ca HeoOXomMMU U3CIe-
Baaus — KT, MPT, EEI' u nedeHue ¢ aHTHENUJICTITHYHU
nekapctBa (AEJT). MPT npu npoxbmxutenen O moxe na
pa3KpHe 0CTpa XUMOKaMITAIHA YBpea U MOCIeIBaIia Iporpe-
cupaia aTpous u CKiIeposa.

Pucksr 32 @I e ¢ 30% mo-Bucok npu Hanuuue Ha [ nmm 11 cre-
nieH pozacTBeHuIm ¢ DI 3a6aBeHO MOTOPHO Pa3BUTHE U POJI-
CTBEHHIIM ChC 3a0aBEHO pa3BUTHE.

Puckst 3a peruaus cneq mbpsu DI e 30%-40% npu nena ¢
ubpBu OI" <18 Mecera, pamunnoct 3a @I 1 t° npu HayaHUTE
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<40° C.
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[Mpu mponsmxutennoct Hax 60 muH. EC ce nmpuema 3a pedpaxre-

* PucksT 3a emunencus crnen npoct @I e 1%-2,4%, a ciex  peH, a mpu OPOIBIKUTEIHOCT Haja 24 4. — 3a cyneppedpakTepeH.

ycnoxuaeHd — 4,1%-6%.

Tabmuua 5. ludepenimanta auartosa npu hedprIIeH ropd

@edpuiann ropyoBe

Hndexuns na HHC — MeHunrut, ennedaaut/enuedaionarus:
o ['punen entedannt/ exredanonarus
* Reye cunjipom ¢ eHieanonarus
* Octbp eHrehanut ¢ (eOpuiieH KOHBYICHBEH CMMICITHYCH CTATYC
* OcTbp eHue(aTuT ¢ pepakTepHH, TOBTAPSIIHN C¢ MAPLUATHI IPHCTBIH

Enunaencus:
* Cunypom Ha Dravet (SMEI)
o ['enepanusupana emuercus ¢ peOpunau npunamsim + (GEFSt)
» OponTanHOAIOBA enmencus ¢ GeOpHUITHY IpUNaibLH +

Hucyar

Jexuaparanus

KonByJcuu npu ractpoeHTeput

V. EHNAWJIEITHYEH CTATYC (EC)

CbBpemenHa jepuHHIMS U KJIacuPUKANUS HA

enuientuyel craryc (2015 r.)

EC e cbcrosiHue, KOeTo € pe3yarar OT HEBb3MOKHOCT 3a JIeH-
CTBHE Ha MEXaHU3MUTE OTTOBOPHH 33 IIPEKPATSABaHE HA IPUCTBITUTE
WA OT MHHUIMUPAHE Ha MEXaHW3MH, KOHTO BOAAT 710 aOHOpMHA Ipo-
IBIDKUTETHOCT Ha IpUcThiuTe (caex ty). ToBa € chbCTOsHKE, KOETO
MOJXKE 12 UMa TIPOABIDKUTEIHN HOCIeACTBUS (cnen ty), BKIL. HEB-
POHHA yBpeia HICMbBPT, YBpe/ia Ha HEBPOHHH MPEXH, B 3aBUCHMOCT
OT BUJIa ¥ IPOABIDKUTEIHOCTTA Ha TIPUCTHIIATE.

Jedununusra uma 2 u3MepeHus:

1. IIpobKUTENHOCT Ha IPUCTBIIA U MOMEHTBT ), B KOWTO IpH-
CTBITBT TPsAOBA Jla ce pas3niex/a Karo ,,a0HOPMHO MPOJIOHIHpaH”.
Tosa e BpemeTo, Korato TpsibBa /ja ce 0OMICIIS U 3aI10uBa JICUCHHE.

2. Bpemero, cien K0eTo PUCKBT 3a MPOABIKUTEIHH MOCTe/-
cTBHSA € rojisiM (t,). ToBa € MOMEHTBT, B KOWTO Ce B3eMa PelLICHHE
KOJIKO arpecuBHO Jia ObJie JEUCHHUETO C 1€ NPEAOTBPATABaHEe Ha
TIPOTBIDKUTEITHH TTOCIIE/ICTBHSI.

Ha 6a3ara Ha excrieprMEeHTaIHI MOJIEIH C )KUBOTHH 32 MO3bUHA
yBpeZa ca ONpeIeNIeHu t; 1 t, TIPU HAKOW BUIOBE NPHUCTHIIN.

Tabmuma 6. Bpemesu unTepBai t) 1 t, 3a pasmraan Bugose EC

Bux EC

BpemeBu unrepBai t; o, BpemeBn nntepsan t, t,

TOHUYHO-KJIOHMYEH S5 MHH. 30 MuH.
®oxaren ¢ HapyureHo 10 MuH. > 60 MuH.
Ch3HAHHE

Abcancen 10-15 mum. (Bp3MoxHE ~ Hewmssecten

TMIPOMEHH B Obiele —
OrpaHHYECHH JAHHH)

EC e naii-uect 10 5-roguinsa Bb3pact u cien 65 romunu. B 1/3
OT CIy4auTe Bb3HUKBA IPU eMIencus (IPeLiKy B JICYCHUETO, BHE-
3aITHO TPEYCTAHOBABAHE HA JICYCHUETO, HHTEPKYPEHTHHU 3a00I1sBa-
HUA ¥ T.H.), B 1/3 € ocThp cuMITOMaTH4eH (B X0Aa HA MO3BUCH
MHCYIIT, aHOKCHS1, KpaHuaiHa TpaBma, nHpekuus Ha [{HC, merabo-
JIMTHU HapYLIEHUs, aJKOXOJIHA aOCTHHEHLHS, TYMOP, MEANKaMeH-
TO3HA MHTOKCHKAIKs), a B 1/3 mpuumrHUTE OCTaBaT Heu3sicHeHu. [1pu
nposikasany Hax 30 muH. koHBYIcuBeH EC HacThIIBaT yBpeau Ha
IIHC (Ba3oaunarauus, HapylIeHa KpbBHO-MO3b4Ha Oapuepa, yBe-
JIMYEHO BHTPEUEPEITHO HAJIAraHe, MO3bYEeH OTOK, HEBPOHHA CMBPT).

IIpu pedpaxrepen u cyneppedpakreper EC cmbprHocTTa € 32%.

[pemioxkenu ca 4 THArHOCTHYHM 0cH 32 Kiacupukanms Ha EC:

1. Cemnonorus

2. ETnonorus

3. EEI kopenatu

4. Bb3pact

Bceku manmenT tpsoBa 1a 6b1e KaTeropu3rupan Cropest BCHIKH
ocu. Ha npakTuka ToBa psIKO € BE3MOXKHO NOPAJH HEAOCTaThUHU
JTAaHHH, HEBB3MOJKHOCT 32 mpoBexxaane Ha EET" B Hauanoto Ha EC
win auHamuka B cemuonoruata Ha EC u EET” Haxozkara.

1. /IluarHocTHYHA 0C CeMUOJIOTHS

Ta3u auarHocTH4Ha OC Ce OTHACS [0 KIMHUYHHUTE MPOSBH Ha
EC u e ocHoBHa 3a kinacuukaimsra. [Ipuemar ce 2 TakCOHOMUYHI
KPHUTEpPHS:

1. Hannuue wim oTChCTBUE Ha 3a0€NeKHUMU MOTOPHH CUMIITOMI

2. CreneH Ha HapyIICHUS HAa Ch3HAHUETO (KOJIMYECTBEHH M
Ka4eCTBEHH).

Ha 6a3ara Ha Te3u 2 kpurepus EC moxe na 6b1e:

* Kousy;cusen EC — nmpu m3pa3zeHy MOTOPHU CHMIITOMHU

* HexonByJcuBen EC — npu numca Ha MOTOPHU CUMITTOMH

CobBpemenna kiaacupuxanus Ha EC (cemuosorus)

(A) C euoumu momopnu cumnmomu

A.1. Konsyacusen EC (cunonnm: Tonnano-knonnder EC)

A.l.a. ['eHepanu3upan KOHBYJICHUBEH

A.1.b. EC ¢ poxanHo Ha4ano ¢ eBOIIOIHS KbM JIByCTPaHEH KOH-
ByncuseH EC

A.l.c. HeytouHeH kato (hoKaleH Wil TeHepaan3upaH

A.2. Muoxinonnved EC (¢ BUAMMH eNUIENTHYHH MUOKIIO-
HHUYHH I'bPYOBE)

A.2.a. C xoma

A.2.b. bes koma

A.3. ®oxasien motopen EC

A.3.a. [ToBrapsimm ce (pokatHu MOTOPHU T'bpuoBe (/[ KakCHHOB)

A.3.b. Epilepsia partialis continua

A.3.c. AlBep3UBEH CTaTyC

A.3.d. OKynoKIOHHYEH CTaTyC

A.3.e. Uxranna napesa (oxanen nuaxudburoper EC)

A4. Tounuen EC

A.5. Xunepkunernuen EC

(B) be3 éuoumu momopnu cumnmomu (nexongyncusen EC)

B.1. C koma (Bxu1. T.Hap. TpyaHo nonosum EC)

B.2. Be3 koma

B.2.a. I'enepanmsupan EC

B.2.a.a. Tunmuen abcancen EC

B.2.a.b. Arunnuen adcancen EC

B.2.a.c. Muokionmnyen abcancen EC

B.2.b. ®oxkanen EC

B.2.b.a. be3 Hapy1enus Ha ch3HaHMeTO (aura continua, ¢ aBTo-
HOMHH, CETUBHH, 3DUTEITHH, MUPHCHH, BKYCOBH, ICUXUYHH, CITyXOBU
CHMIITOMH)

B.2.b.b. Adaruuen craryc

B.2.b.c. C napymieHo cp3Hanue

B.2.c. Heyrounen kato dokaneH uiv reHepanu3upan

B.2.c.a. ABronomen EC

2. IMarHOCTHYHA 0C €THOJIOTHS

CobBpemenHa kiaacupuxanus Ha EC (etmosorus)

— Ocrpp EC (uHCYAT, MHTOKCHKALNS, SHIIE(ATUT U JIp.)

—EC, cBBp3aH ¢ IpexXUBIHO B MHHATIOTO 3a00JIIBaHE (MO3bYHA
TpaBMma, eHiehaauT, HHCYIT)
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—IIporpecusen EC (Mo3puen Tymop, 6onect na Lafora, nemen-
1V

— EC npu yTouHeHu enekTpo-kinHudHu cuaapomu (CuHapom
Ha West, Lennox-Gastaut, Landau-Kleffner, Ohtahara, Dravet, IOBe-
HHJTHA MUOKJIOHYC EITHJISTICHS U JIP.)

— EC ¢ Hen3BecTHA €THONOTHS (KPUITOTCHEH)

TepMuHBT HaUONaTHYCH (TCHETHYEH) HE CE M3II0JI3Ba 3 €THO-
norust Ha EC.

3. Inarnocruuna oc EEI" xopesaatn

Koraro crasa Benpoc 3a EEI" kopenatu Ha EC, e BaxxHO na ce
UMaT TIPEeIBU] CIEJHUTE OCOOCHOCTH:

1. EEI'(oco6eno EEI" MmoHnTOpHpane) € M3KIIOYNTEIHO BayKHA
nipu HekoHByJickBeH EC, koraro KJIMHUYHUTE IPOSIBU Ca IUCKPETHH,
Hecreu(pUYHU 1 BKIIIOYBAT OCHOBHO HApYIICHUS HA Chb3HAHUETO U
IOBEJICHYECKH TIPOMEHH

2. Ionacrosmewm numncsar 6a3upanu Ha gokasarencrBara EET
kputepuu 3a EC.

4. Ennnentu4yHUTE pa3psaiy ce CUMTAT 32 OTIIMYHUTENICH Oeller,
HO IIpH 10-TojsiMa IpobibkuTenHocT Ha EC, morar na npeobnaya-
BAT PUTMHUYHU HECTIMIICITHYHN [TATCPHH.

[Ipemnoxena e ciennara TepMUHONIOIUA 3a onucanue Ha EET
HaTepHUTE:

1. Jlokanu3anus: TeHepanu3upaHy, JIaTepalu3upaHu, IBY-
CTPaHHO HE3aBUCHMH, MYATH(H)OKATHH.

2. HanmeHoBaHHe HA MATEPHA: NIEPUOAUYHH PA3PSIH, PUT-
MHYHA JIeITa aKTHBHOCT WJIH MMHKa-0aBHA BbJIHA/MHKA-0aBHA BbIIHA
IUTIOC TIOATHUIIOBE.

3. Mopdouorusi: popma, 6poit Gpasu, aMImInTyaa, HOIIPUTET.

4. Cpbp3aHH ¢ BpeMeTO XapaKTepPHCTHKHU: YECTOTa, MpO-
JBIDKUTEIHOCT, Hauaso ([OCTeNeHHO, BHE3AIHO), TMHAMEKA (€BO-
JHoMpany, QIIyKTyupaIiy Uik IepCHCTHPALLN).

5. Moaynanusi: pen3BUKaHN OT CTUMYJIN WM CIIOHTaHHN.

6. EdexT oT MennkamenTo3na untepsenuus Bbpxy EEI" na-
XoaKaTa.

7. ®ayKkTyanus — HUIMYHE HA IIOBEYE OT 3 MPOMEHHM B 4ECTOTA
(c mone 0,5 Hz), Mopdonorus wim JToKaIu3anus, mpe3 nepuos He
MO-TOJISAM OT 1 MUHYTa.

8. EBosiionus — npy 1MoHe 2 KaTerOpUYHU NPOMEHU B YECTOTA
(moHe 2 mocneoBaTeNHN eJHONOCOYHH TTpoMeHH ¢ none 0,5 Hz),
Mopdoorus (moHe 2 MOCIeNOBATSIIHN MPOMEHH JI0 TI0SBa HA HOBA
MOpdOJIOrKs) WK JOKanu3aus (MOCIeABaIlO Pa3IpOCTPAHCHHE
KbM MoHe 2 pasnuunu cranaaptau 10-20 oTBexaaHus).

9. EET" nono6penue npu penynupaHe Ha narojloruyHaTa Ha-
xo071Ka 1o psimka (mo 1-9% ot emoxa).

Monudpuuupanu kputepuu oT 3an0yprecKu KOHCEHCYC 3a

HekonByJcueH EC

I1pe3 2013 1. B 3ammbypr ca yreepaenn padotan EEI kpurepun
3a MarHoctika Ha HekonByncusen EC. Ha ta3u 6a3a, npe3 2015,
Leitinger u cpaBt. peacraaT Moaudunupanu 3anudypreku Kpu-
TepuH 3a HekoHBysIcuBeH EC, ¢ KOMTO ce ocTHra 3Ha4uMa petyK-
st Ha (aITIINBO TIOJIOKUTEIHUTE IMarHo3u HekoHBysicuBeH EC mpu
MHHHMMAaJIHA 3ary0a Ha 4yBCTBUTENHOCT. CrIOpe/ Te3u KPUTEPUU
nuarnosara HekonBysicuBeH EC ce 6azupa na kombunarust ot EEI
U KJIMHUYHY JIaHHU KaTo KIMHUYHUTE CUMIITOMHY, cycriekThu 3a EC,
Tpsi6Ba fa mpoxbmkasar none 10 mun. [Ipunaranero Ha Te3u Kpu-
TEPHUH ce PENopbYBa NPU BCHUKH MALKEHTH C KOJIHYCCTBEHU WIIN
KaueCTBEHH HApYIICHUS HA Ch3HAHUETO. Te BKIIIOYBAT:

KJIMHHYHY JaHHM, NOANOMATAIIM IHATHO3ATA:
— BromaBane Ha CbCTOSIHUETO B PAMKHMTE HA MUHYTH 10 4aCOBE.
— Jlunca Ha ChIIECTBEHO TOTOOPEHHE B MOCIESAHUTE MUHYTH 10
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JacoBe.
— Jlunca Ha MeTabOIUTHYU HAPYILICHUS WM IAaHHU OT HEBPOU30-
OpassBanuTe Metou, obsicusiBaum EEI Haxonkara.

EEI" npomenu ¢ npoab/kuTeTHOCT mone 10 s:

A. IIpu nanuenTn 63 u3BecTHA eHuedasonaTus (HCOOX0AUM
e none 1 kpurepuii ot 1-3)

1. Enunentuynu paspsau ¢ yectora Hax 2,5 Hz.

2. Tunw4YHa NKTaTHA €BOJTIONHS BEB BPEMETO U IIPOCTPAHCTBOTO
OT eNWICHTHYHY Pa3psian WIN pUTMUYHA akTuBHOCT (Hax 0,5 Hz).

3. JIMCKpeTHH KIMHUYHHU IPOSBU (JIEKH TIOTPENBAHUS B IEPHO-
paiHara, nepuopOMTaIHaTa 00JIACT WM KpalHULMTE, OJIM3KH KaTo
Bpeme Ha u3sBa ¢ EEI” HaxozkaTa) ¢ enuIenTHIHY Pa3psian Tl PUT-
muuHa akTuBHOCT (Hafg 0,5 Hz).

4. Ipu nurica Ha kpuTepuu 1-3 U HaNKMYKMe HAa CNUIICIITUYHH Pa3-
psanu ¢ yecrora < 2,5 Hz ¢ durykTyauus uin puTMUYHA aKTUBHOCT
Hazx 0,5 Hz c¢/6e3 dmykTyanust u cneq oOMHCISIHE HA KIMHAYHATA
KapTHHA, C€ IPUIAraT aJIeKBaTHH aHTUETTHICNITHIHE MEJUKAMEHTH
U ce JOKYMEHTHpa PeaKTUBHOCTTA Ha nauuenTa cien 10 muH.

B. Ilpu nauueHTH ¢ U3BECTHA eNUJIeNTHYHA eHledaona-
THS

Kputepuu ot rpyna A + no-noguepranu KaTo CTENEH HA U3sBa
nmn yecrota EET" npomenn wim xmuanaHo u EET” mopoOpenne ot
NpHIOKeHUTE NHTpaBeHOo3HO AEJL.

JMarHocTHYHA 0C Bb3pacT

CoBpemenna kinacupukanus na EC (Bs3pacr)
1. B nepron Ha HOBOpoaeHOoTO (0-30 1HMI)

2. B xppmadecka Bb3pact (1 Mecen-2 roaunu)

3. Ipu peua (2-12 rogunn)

4. Ilpu ronommm v Be3pacThH (12-59 rogunn)

5. Crapuecka BB3pact (= 60 roxuHm)

VI. JMA'HOCTUKA

Jlnarxosara enuiiencus ce NocTass Npy HATMYKMe Hall-MaJIKo Ha
2 HEeTIPOBOKMPAHN/ TIPOBOKHPAHY SIHIICTITHYHY NPUCTHITA WK | He-
MPOBOKUPAH/ MPOBOKUPAH MPHUCTHII H BUCOKA BEPOSTHOCT OT IO-
cieiBall MOpPUCTBI. JlMarHocTUIMpaHETO ce u3BbpmBa B 4
nocnenosarenyu erana (dur. 2):

1. Xapakrepusupane Ha pucTbIa — IUdepeHIuaiHa Inarsosa
MEXIy CMIICITHIHY 1 HeSTTHICIITHIHN TPUCTHIIN:

* lucepeHnpane OT HeeIMISITHYHH aPOKCH3MAIIHHU ChCTOS-
HHUS KaTO: CHHKOIIM, MUTPEHA, IPEXOIHN UCXEMUYHHU aTaKH,
JIBUTATEITHU Pa3CTPONCTBA, HAPYIICHHUS Ha CHHS, MAHHIECKH
aTaky u Jp.

* PasrpaHnyaBaHe OT HECNUJICNTHYHU TIPUCTHIN (TICEBIOCTIH-
JICNTUYHY TIPUCTBIIM U CUHKOIH C AaHOKCUYEH IIPUCTBIT).

* PasrpannyaBaHe OT MPHUCTHITNTE B X0/Ia Ha METAOONUTHU Ha-
PYLICHUS, TPABMH, NHCY/ITH, HHTOKCUKAINSA C MEINKAMEHTH,
BHE3AITHO [PEYCTAaHOBSABAHE HA JICYEHHE, AJIKOXOJ M aJIKOXOJIHA
aOCTUHEHLMA U JAp., KaKTO ¥ 0T (heOpUIHH I'bpPUOBE B JIETCKA
BB3pACT.

2. OnpezensHe Ha BUJA HA CMIICIITHYHUS TPHUCTBHII (CIIOPEN
MexnyHapoHaTa Kiacu(uKalys Ha eNUIeITHYHATE IPUCTBIIHN) C
ouenka u Ha EEI" xapakrepucrukara (EEI, Buneo-EET)

3. Kiacuduuupane Ha enuienTuyHus cMHAPoM (cropen Mex-
JyHapojHara KiacH()UKanus Ha CHHIPOMUTE)

4. U3sicHsiBaHe HAa €THONOTHUSITA HA 3a00JSIBAHETO C HEBPOH30-
OpassBaiuy, 1a00paTopHH, METAOOIMTHH, TEHETUYHU U APYTH U3-
CIIE/IBAHUS.
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eHeTnuHa

®QokanHa ['eHepanuaupaHa

2. Envnencum cropep smnaa npucTblin
'eHepanuaupaHa &

HeussecTHa
¢hokanHa

VS EIE]

3. EnnnentuynHmn cuHgpomm

WmyHHa

MHdekumosHa

HeusBectHa

4.Enunencus ¢ yTO4YHEHa eTNororna

@ur. 2. JlnarHocTHyeH NpoLec NPy NALUEHTH ¢ eMUICITHYHN TIPUCTBIN

Heobxonumure u3cieiBaHus 3a AMAarHOCTULIMPAHE H KOHTPOJIH-
pane Ha nedenneTo ca EEI, HeBpom3oOpassBamy u3cneBanus n
KOHTpOJI Ha cepymHuTe HBa Ha AEJL

» HeBponoruuxo uscieznBaHe — HEpUOJUIHO.

* EET" u nepuoanuen EEI" KoHTpon B 3aBUCUMOCT OT Tepares-

THYHUA €EKT, IPH TEPATIEBTHIHO OBJIAJICHN IPHUCTBHIIN - TIPE3

6 mecena. EEI" e HeoOxoiMa 3a yCTaHOBSIBaHE BUJIA HA €ITH-
JENTHIHUTE MPUCTHIN | 3 J0Ka3BaHEe Ha (OTOMAPOKCU3Ma-
aen otroBop (tabm. 7). EEI' mo Bpeme Ha ChH ce U3BBPIIBA IPH
MHMKALWK [PYU JIela U MJIaJii X0pa Clie/l ChHHA JeTPHBALUS
i ynorpeba Ha melatonin. Buneo-EED e Heobxonuma mipu
TIAIMEHTH C TMaTHOCTHYHH 3aTPyIHEHHU.

Tabmuma 7. IndepeHnianta THarHo3a Ha eIHICITHYHATE IPUCTBIN copel MexIyHapoHaTa KIacH(UKaIKs Ha emuienTHYHuTe npucTb Ha ILAE

o kmuamand 1 EE npmsnamm

Enuencust — NPHCTBITH

EEI - ukraina

EET untepuxraana

. ®oxaanu npucTbIH

Doxannu — 0e3 yBpena Ha
Ch3HAHHETO

JlokalHu KOHTpANATePATHU Paspsiil ¢ HAYAIO OT ONpe/IeNeHa
obnact. He BiHaru ce peructpupa ot ckaima

Jlokanu3upan KOHTpasarepaleH paspsj

@okaaHH IPHCTBIN ¢ YBPela HA
Ch3HAHHETO

EnHOCTpaHHM WM 110-4€CTO ABYCTPAHHU Paspsnu, Audy3HH
I (JOKAJTHHU, TEMIIOPATHO HIM (JPOHTO-TEMIIOPATHO

EnHoCTpaHeH il IByCTPAHEH, T0-4€CTO ACHHXPOHEH (OKYC,
obukHoBeHo T win F

Dokajann NPUCTBITH € €BOJIIOLUS
KbM JABYCTPAHHH TOHUYHO-KJIO-
HUYHH

T OpCONMUCAHUTE pa3ps/id IeHEpAIU3upaT 6’bp30 BTOPUYHO

II. l'enepanusupanu NpuCTbLIN

AbGcaHcH — Cb3HAHUETO € HapyIICHO

[paBuan u cumerpuunn 3 Hz, Ho BE3MOXHE Meky 2 1 4
Hz xommieken octpre-0aBHa BbJIHA, OHSKOTa MOJTHCTIANK-
0aBHa BBIIHA, IBYCTPAHHO CHHXPOHHH, HOABABALLH CE Ha
(ona Ha Hopmanna EET

OCHOBHATa aKTHBHOCT € B HOPMaJIHU I'PaHMIH, HO YECTO €€
Ha6ﬂlOZ[aBaT ONMUCAHUTE MAPOKCU3MAJIHU MTPOSBU OT KOM-
IIICKCH OCTpI/Ie-6aBHa BbJIHA 3/8, TNpaBUIHU U CUMECTPUIHH.

Arunuunu adcancu Morar j1a ce
TPU/PYKABAT OT IPOMEHH B MYCKYJI-
HUS TOHYC

[omudpekBeHTHH, ACUMETPHYHH KOMIUIEKCH OCTpHE- OaBHa
BbJIHA, ObP3a AKTUBHOCT /M YT THI NAPOKCH3MATHA K-
THBHOCT, TOSIBSIBALLM c€ HA (hOHA Ha aOHOPMHA 3a Bb3pacTTa
OCHOBHA aKTHBHOCT. [IpoMeHuTe ca ABYCTpaHHH, HO 4ECTO
HEpEryIAPHI 1 HECHMETPUYHH

HpOMCHI/I B OCHOBHATa aKTUBHOCT, HETIPaBUJIHU 1
HECUMETPUYHH KOMIUICKCH OCTpI/IC-6aBHa BbJIHA

MuUOKJIOHHYHI NMPUCTBIHU

Kommeken nomnucnaiik-0aBHa BbIIHA U 0CTpHe-0aBHA
BbJIHA

Csluara Kato MKTaJHaTa aKTHBHOCT

Tonnunn NPHCTBITH

Bbp3a akruBHOCT, witn 9-10/S puTHM HIH ¢ HAMANISBAHE HA
4eCTOTaTa 1 yBeIMYABAHE HA AMIUTATYATa

Purvuunn paspsaau 0T OCTpU 1 0aBHHI BBJIHH, IIOHAKOTA acH-
METPUYHH, YECTO a6HOpMHa OCHOBHA aKTMBHOCT

Konnunu npucrbnu

Bwp3a akruBHOCT (10 B 8 MM 1OBeye) 1 OaBHU BBJIHH, PSJKO
KOMILIEKCH 0CTpHe-0aBHa BbIIHA

Craiik-Bb/IHA WM TONHCTIAK-BBIHA Pa3psu

ToHHYHO-KJIOHHYHI NPUCTBITH

PutbM ot 10 wiu moBeye/s ¢ HamalIABaIla 4eCToTa i
HapacTBallla aMILTHTY/I [0 BpeMe Ha TOHHYHaTa (asa,

C IPEKbCBAHUs OT OABHU BBJIHHU 110 BpeMe Ha KIIOHHYHATA
(aza

Tlonmcnaiik-BbIHA MITH CTIANK- BBIIHA UITH 0CTpa-6aBHa KOM-
TICKCH

ATOHMYHHI NPHCTBITH

Komruexen monucnaiik-6aBHa BbIIHA, MO-PsIKO HUCKOBOJI-
TaxHa Obp3a aKTHBHOCT

[Monucnaiik-06aBHa KOMILIEKCH




rouu 2022

» Jluncara na abuopmuoctu B EEI’ He W3KIIIOYBA quUarno3ara
eMUIIETICUSL.

» Jluncara na enunentudopmena akruHoct B EEI B xona Ha
HPOBEKIAHOTO NIPOTUBOCIIMIICIITUYHO JIeYEHHE 03HAYaBa, ye
BEPOSTHO JIEICHUETO € e(PEeKTHUBHO.

» Camo Bb3 ocHOBa Ha enunentudopmena akrusHoct B EET,
HO 0e3 ChOTBETHA KJIMHUYHA U3sBA, HE MOXE Ja CE MOCTaBU
JIMAarHo3aTa eruIeTICHs.

* HeBpou3o0pa3siBaiiu u3cjieBaHus

* Cnewnu:

* [TariMeHTH, MOMyYMIIH 32 TbPBU BT ENUICITUYHH IPUCTBIIH,
C HOBOBB3HHUKHAJ OTHUIIEH HEBPOJIOTHYEH Ne(UIMT, yBpeaa Ha
Chb3HAHUETO (C miu 0e3 JaHHU 32 MHTOKCHKAINUS), TeMIepaTypa,
TpaBMa Ha IJIaBaTa, NEPCUCTUPAIIO [VIABOOONIHE, aHAMHE3a 33 HEo-
I1a3Ma WK 3a IPUEM Ha aHTHKOAryJIaHTH, osutusHocT 3a HIV, Ha-
nure Ha (POKaTHU IPUCTBITH NpH naruenTH Haj 40 r.

e [larenTy ¢ N3BECTHA SMMNIETICUS IIPH: ChbMHEHHUE Ha MO3BYHO-
CTPYKTYPHH JIe3UH Ha 0aszara Ha Mporpecupal HeBPOJIOTHYEH Jie-
¢umT; yBpena Ha Ch3HaHWETO (C WM 0Oe3 HMHTOKCHKAIWS),
TeMIIepaTypa, KpaHHallHa TpaBMa, IEPCHCTHpAIIO NIaBodoiue,
aHaMHe3a 3a HEeOIlIa3Ma, IPHEM Ha aHTHKOAaryJIaHTH, IPOMsSHA B
THIA Ha IPUCTBINTE, IPOTPECHpPALLl HHTENEKTyaleH Je(UINT.

* Kommorspua Tomorpagus (KT) Ha riiaBeH MO3bK € 1OKa-
3aHa B YCJIOBUSI Ha CIIELIHOCT, KAaKTO 1 33 BU3yaJIM3UpPaHe Ha MO3bY-
HM Kanuudukaru (TydeposHa ckineposa u 1p.). KT ¢ koHTpact — 3a
nudepeHIupane Ha apTepuo-BeHO3Ha MandopMmaliys, MO3bUeH
tymop. ITosropuu KT uscnesBanus — npu nporpecupariy mpoMeHn
B HEBPOJIOTHYHUS CTATYC M TEPANeBTUYHA PE3UCTEHTHOCT.

* MaruutHo-pe3oHaHcHa Tomorpadusi (MPT) Ha rnasen
MO3BK € CPEJICTBO Ha H300p NPH MALMEHTUTE C SIHUIETICHS TOpaan
BB3MOJKHOCT 33 BU3YaJIM3UPaHE HA MAJIKH 10 00eM J1e3uH (KOpoBU
JIMCIITIA3UH ¥ Ie()eKTH B HEBPOHHATA MHUTPAIH), XUITOKaMITaIHa
ckiepo3a u Heorutasmu. [TokasaHa e 3a maueHTUTe ¢ (oKaHa enu-
JIeTICHs ¢ U3KIIIOUCHHE Ha JIOKA3aHUTE MIMONATHYHH JIETCKU (o-
KaJIHM eNUJICIICHH, KAaKTO U TP HOBOM3SBMIIA CE ETMIICTICHS CIIe]
25 1. Bb3pAcT 3a yTOYHSBaHE HA CUMNTOMAaTnyuHa etronorus. ITo-
BropHu MPT u3cnenBanus — npy TepaneBTUYHA PE3UCTCHTHOCT HA
SIMIICTICHSATA W/WJIN MIPOTPECUPAIIIY TIPOMEHU B HEBPOJIOTIYHHUS CTa-
Tyc.

* Tpancdonraneasna exorpagusi — B KbpMadecka Bb3pacT.

e [IKK, TpancaMuHa3H, eJ1eKTPOJIMTH — B HAYAIOTO Ha Jiede-
HMETO, KaKTO M JIPYTH MOKa3aTean npu Heodxoaumoct. [Ipu HOp-
MaJIHU CTOHHOCTH — KOHTPOJIHM U3CNeBaHUS Npe3 6 Mecela.

* EKT mipu jietia ¥ BB3pacTHU TIpU ChbMHEHHE 32 ETMIISTICHS 1
JU/1 ¢bC CUHKOIM WJIM PUTBMHHU Pa3CTPOUCTBA.

* OQueH craryc

* U3caenBanusi Ha HMBO Ha AEJI — cnen npukiitouBaHe Ha THT-
pUpaHeTo Ha BaJIpoaTy, carbamazepine, phenytoin, cie K0eTo Mo-
HHUTOpHpaHe ce u3BbpiIBa l/ropuimHo. [Ipu cbMHEHHE 32 HUCKO
HMBO WJIM MHTOKCHKALUS, TEPANIEBTUYHA PE3UCTEHTHOCT, TI0BEYE OT
2 nekapcTBa, YepHOIpoOHa 1 ObOpeYHa HEeIOCTaThYHOCT, ChAeOHO-
MeIMIMHCKA excriepTy3a. [Tpu OpeMeHHN jKeHH — eKeMeceueH KOHT-
pOJ Ha CepyMHHUTE HHBA.

* [Icuxos10rnyHo M3cjaeBaHe Py O0YUNUTEIHY 3aTPYIHEHUS 1
MEPHOAMYEH KOHTPOII 32 OLIEHKA Ha Bb3MOXKEH PErpec B KOTHUTUB-
HUTE QYHKIHH.

* lenernunu usciaensanus (Ta6n. 1, 2, 3, 4)

[pu napuuannute (poxajHH) eNuJencuu, HAJIUYUe HA
BI'TKII u Hsikou HeompeaeJeHU CHHAPOMH CE OCBILECTBIBAT J10-
ITBJTHUTENHO:

* JlorepoBa 1 TpaHCKpaHHAIHA JIOILIEPOBA COHOrpadus.

* MP anruorpadus npu CbMHEHHE 32 apTepUOBEHO3HH Majihop-
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Matii (AVM), CTEHO3H U XHIIOIIA31H Ha BBTPEIIHA ChHHA, CPE/IHa
MO3bYHa apTepHUsL.

* Mo3zbyHa aHruorpadus — npu CbMHEHHE 32 MO3bYHO-Ch/I0BH
manpopmanuu cier KT, KT ¢ kontpact, MP anruorpagus.

» OyHKIMOHANHN HeBpon3oOpassBauy m3cneasanus — SPECT
u PET 3a ycTaHOBsIBaHe Ha JIOKAJIHA XUIO-/XUHepriepdy3ust 1 XUII0-
WITH XUIEPMETa0O0U3bM.

* JINKBOPHO H3c/IeIBaHE — [IPU CbMHEHHE 32 MEHHHTHT, OCTBP
W TOJOCTEp eHIeaInT, cyOapaxXHOUICH KPBBOM3IINB, JICBKOIH-
crpodus.

VII. TEPAITHSL

CBOEBPEMEHHOTO JUArHOCTUIINPAHE HA BUJIA HA MPUCTHIIUTE U
Ha eMWICHTHYHUSA CHHIPOM € HEOOXOMMO YCIIOBHE 32 IIPaBUIHUSA
U300p Ha AHTHEITMIICTITUYHATA TEPAIus, ONpe/elisila B Hail-roisima
CTETEH MPOTHO03aTa U TICHXOJIOTHIHHUTE W COLMATHO-NKOHOMIYHU
npo0neMy, ChIIBTCTBANIM enuencusTa. Jleuennero Ha OomHHUTE C
SIUJIETICHS CE OCBIISCTBSABA OT CIICLUAINCTH-HEBPOJIO3H H/HIIH JIeT-
CKH1 HeBpoI1031. KoHCyirTanus ¢ CMXUaThp ce U3BbpIIBA 1P HAJIK-
Ype Ha MICHX03a, IPOMSIHA Ha JIMYHOCTTA, CBbP3aHa C eMIICTICHATA
U TIICHXO-COLMaHA JUCHYHKIHS.

[lenmMTe HAa QHTUENMICITHYHOTO JICYCHHE CA ITHJICH KOHTPOJI Ha
SMWICNITUYHUTE NPUCTBIIN WM PELYKIHUS Ha IPUCThIIHATA YECTOTA
W/WAIN TEXECT, PH J00pa TIOHOCUMOCT, 0e301acHOCT U Chobpass-
BAHE C JIEKAPCTBEHHUTE B3aUMO/ICHCTBHUS, TOTHCKAHE Ha CYOKITMHIY-
Hara eMuIeNTHYHA aKTHBHOCT U Ha CMUJICNTOreHe3aTa, o100psBaHe
Ha KauecTBOTO Ha JKUBOT.

TepanusTa Ha emIenCHsTa BKITIOYBA MEANKAMEHTO3HO JIeUeHHE
(MOHOTEpanusl, paroHaIHa MOIUTEPAIHs) U MPU HEOOXOAUMOCT
(MeMKaMEHTO3Ha PE3UCTEHTHOCT MIIM HAKOM CrelU()UYHU CHH-
JIPOMHU) — HEBPOXUPYPIUYHO JICUCHHE, ANTEPHATUBHY Tepanuu (Ke-
TOTEHHA JieTa ¥ MOAN(HUKAIH, Baryc-HepB CTUMY:anus). M360psT
Ha aHTHENIIIENTHYHOTO JekapcTBo (AEJI), mpoxbmxuTenHocTTa HA
JICYEHUETO, KAKTO U PEIICHHUETO 33 XOCIHUTAIN3ALHUS Ce B3eMaT OT
CIIELIMAIMCTH HEBPOJIO3H /UK IeTCKH HeBpouto3u. [1pu sieuenuero
Ha CMIICTICHATA CE CTIa3BaT OCHOBHY IPHHIIHIIH.

[Ipy exMHCTBEH TOHHYHO-KJIOHUYEH elHIeNTHYeH NPUCTBII
JIeYEeHHE Ce 3a04Ba IpU BUCOK pHcK oT peuuausu: EEI ¢ untepuk-
TaJHM eNWIenTU(GOPMEHH AOHOPMHOCTH W/WJIM IEPCUCTUPAILA IPU-
YMHA 32 eMWISNTHYHU NPUCTBIM KaTo Bu3yanmsupana B MPT
KOpOBa JMCIIIA3Ks; HauaJeH HEPOBOKUPAH CMHICNTHYCH CTaTyC;
aHAMHe3a 3a PEIILECTBAIM MUOKIOHHH, abcaHcu. OCHOBHATA 1€l
Ha JICYUCHHUETO € IThJICH KOHTPOJI HA NPUNAIbLUTE IPY MUHUMAJICH
crpannueH edext Ha AEJ], ¢ mocturane Ha BE3MOXKHO Hail-100po
Ka4ecTBO Ha KUBOT. [IperensaBa ce moas3ara u puCKOBETE OT MPO-
nemkutennus npuem Ha AEJ] npu Bceku KOHKpeTeH OoJieH.

JledeHHeTo ¢ aHTHENUIICTITHYHY JISKAPCTBA Ce 3a1104Ba MPU CU-
2ypHa duazno3a: CIopes HoBara Je(UHULNS cile]l 2 HENPOBOKUPaHU
WM IPOBOKUPAHU IPUCTHIIA, HAOMIONABaHH IIPE3 HEPHO T0-TOIIM
ot 24 4, cien 1 HenpoBOKUpaH (MM IPOBOKUPaH) moHe 30 JHu ciief
HEBPOMH(EKIHUS, HHCYIIT, MO3bYHA TPABMa, WIH CJIEJ{ OCTaBEHA
JMarHO3a CMIICNTHYCH CHHAPOM. He BHHaru ce Hajara jiedeHue
[PH MIMONATHYHATA JeTcKa (hOKAIHA CMUIICTICHS C LIGHTPOTEMIIO-
panuu crnaiikoBe (Ponannosa), Hskou GpopMu Ha GOTOCEH3UTHBHU
enuiencuu, GeOpUITHATE TbPUOBE WIIM PEAKH eIMICITHYHY [IPH-
CTBITH (TI0-PEAKHU OT BEIHBK TOMIITHO MPUCTHITN WU PEIKU U JICKU
HOLUHU NPUCTBIIN) U IIPU KPaTKOTpalHU (OKAIHH MPUCTHIIN.

A. IlpuHUMOHU HA JIeYeHUe

1. OnensiBa ce BUa HA CIMIICTICHATA, BU/IA HA IPUCTBIIUTE, UH-

JIMKAIMN ¥ PUCKOBHU (DAKTOPH 32 AaHTUKOHBYJICAHTHO JICICHUE
2. 3anouBa ce ¢ monotepamnus ¢ AEJI om nvpsa nunus, cpobpa-
3¢H C BUJA HA NPUCTBIUTE, CHMMICNTHYHUSA CHHIPOM,
BB3PACTTA Ha MALMEHTA, HAIMYMETO Ha MPHUAPYKaBaly 3a00-
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JISIBaHUSI, KO-MeUKaluu. [IpeiuMcTBaTa Ha MOHOTEPAIHATA €
HHCKa TOKCHYHOCT, J0Opa IIOHOCHMOCT, JIMIICA Ha JIEKAPCTBEHH
B3aUMOJICHCTBHS, MUHUMU3UPAHU KOTHUTHBHU HAPYIICHUS 1
JPYTH HeXeNlaHu peakiuu. EQexTsT ce KoHTponupa cropes
KIMHUYHUTE CHMITOMH (YECTOTAaTa W TEKECTTa Ha IIPHU-
crorute) u ¢ EEI.

3. 3arnouBa ce ¢ HUCKa 1033, KOSTO CE MOBHIIABAHE TOCTEIEHHO
JI0 KOHTPOJI Ha HPUCTBIINTE MM U35Ba HA CTPAHUYHM PEeaK-
1.

4. MoHUTOpHpAHE Ha CEPYMHHTE HUBA.

5. OueHka Ha pUCK OT Bb30OHOBSIBAHE HA MPUCTBHIINTE [PH CITH-
paHe WM NPOMSHA Ha JIEYCHUETO.

6. TTocTurane Ha ONTHMAJIHO Ka4ECTBO HA )KHBOT.

7. Tlpu TepaneBTHYHO-PE3UCTECHTHHU SHUIICTICHH (HEYCIIeX OT JBe
anexBatin AEJT) — HacouBaHe KbM CIIEIUATU3UPAHH KIMHUKA
3a IIPOBEXK/IaHE HA U3CIICABAHUS 32 €THOJIOTHYHO U3SCHSBAHE,
OTIpE/ICIISIHE U IIPOBEIK/IAHE HA PALIMOHAIHA MOJIUTCPAIIHS 1
00CHK/1aHe 32 BB3MOXKHO HEBPOXUPYPIUYHO JICUCHUE U KETO-
IeHHA JUeTa.

b. AHTHenN/IENTHYHH JIEKAPCTBA

CBBpEMEHHOTO JICUCHHE Ha CMIJICTICHATA TIPH JIe1[a H Bb3PACTHH
ce ocwliecTssBa c¢be ciaenuaute AEJI copen perucrpupanure uH-
JMKAIMK KaTO MOHOTEPAITHs WM PAllMOHAJIHA TIONUTEPaIIns, aieK-
BATHO Ha BUJIA HA CIIMIICTICHATA ¥ BH/IA HA IIPUCTBIINTE, ChOOPAa3eHO
C BB3PACTTa, TEIVIOTO HA MALMCHTA U IPUAPYKABAIIUTE COMATHIHN
3abonsBanus (4epHOIPOOHH, OBOPEUHH, KPBBHHU U T.H.) U PUCKA OT
TEPaTOreHHOCT IPH MJIAJIM JKEHH ¢ ieTepo/ieH norenuuan: Carbama-
zepine (CBZ), Cannabidiol** (CBD), Cenobamate**, Clobazam**,
Clonazepam (CZP), Eslicarbasepine (ESL), Ethosuximide (ESM),
Fenfluramine** (FFL), Gabapentin (GBP), Lacozamide (LCM),
Lamotrigine (LTG), Levetiracetam (LEV), Nitrazepam**,Oxcar-
bazepine (OXC), Phenobarbital (PB), Phenytoin (PHT), Pregabalin
(PGB), Rufinamide®, Stiripentol*, Sulthiam**, Tiagabine (TGB),
Topiramate (TPM), Valproate (VPA), Vigabatrin (VGB)**, Zoniza-
mide**, Methylprednisolon, Piracetam (PZT), Brivaracetam (BRV)
(Tabmumm 8, 9, 10, 11, 12 u 13, 14).

* [1o Unen 266, an. 2 ot 3JITIXM u. 16, an. 4 or Hapex6a Ne 10
ot 2011 r. 3a ycnoBusTa 1 pena 3a nedenue ¢ Hepaspemenu 3a ymo-
Tpeba B PeryOnuka bbirapus nekapcTBeHH MPOTYKTH

**Peructpupanu or EMA

OrunTa ce Bb3MOXKHOCTTA 32 CYHIH/IHO MOBEICHUE WX Hica-
ust oT npuiaaranute AEJL

B. HayaiHo JieyeHne Ha enuIencHsITa.

3arouBa ce MoHotepanus ¢ AEJI Ha bpBu n360p, choOpazHO
BHJIa Ha CIHJICTICUSTA M BUJIA HA TIPUITAIBIIUTE CIICH JBA HEMIPOBO-
kupauu npuctbna (Tabnuua §), Karo ce JocTHra ONTUMANHA 1032
(Tabnuua 9). Monotepanusta e edekruHa npu 60% oT HOBoAMAr-
Hoctuuupanute nanueHty (I monorepanus — 47% wuin II MmoHOTE-
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parmst — ipu 13%).

I monotepanus (AEJI Ha nspBu u300p) ca:

— Valproate — 3a renepaiu3upany, HOKaIHU SNUIICTICUU WK
HPU CbMHEHHUS IIPU KIACU(UINPAHETO HA NIPUCTBIIUTE, IPU CHH-
npom Ha West. Bp3morkeH e Teparorener epekt Ha VPA npu mnaam
JKEHH C JICTEPOJICH TTOTCHINA U OPEMEHHHU.

— Carbamazepine — 3a ¢oxannu enmiencuu win Oxcar-
bazepine — B nerckara Bw3pact. IIpenopwuBar ce perapiHUTEe
(dhopmu Ha Carbamazepine.

— Ethosuximide, a mpu naaukanuu u Lamotrigine ca mennka-
MEHTH Ha IIbPBU U300p IpH abcaHCcHTe.

— Inpoxocnexrspau AEJI kato Valproate, Lamotrigine, Lev-
etiracetam, Topiramate ca cpexcTBa Ha MbpPBU M300p HPH MAIH-
CHTH C [I0BEYE OT SAUH THUII IPUCTBIH (0COOCHO aKo MMa 1 abcaHcH,
ATOHMYHU U MUOKJIOHMYHH IPUCTBIIH).

— Hakon ot noBute AEJI (Lamotrigine, Oxcarbazepine)
MOTar Jja ce MPHUIaraT Kato MOHOTEPAINS [P CHeYUATHU CbCMOS-
Hus (IETCKO-IOHOLIECKAa BB3PACT, MIAJH JKCHH U OpEMCHHH,
KOTHUTHUBEH Je(DHUILHT), CTPAHUYHU PEaKLMU WM OpPraHHa Helo-
CTaThYHOCT.

II moHoTepanus (aJTepHATHBHA MOHOTEPAIMs) ce MpUjIara
HpH JUIca Ha eeKT OT JICUCHHUETO, HEMOHOCUMOCT, CTPAaHUYHI
peaKIuy WK OpraHHa HeA0CTAaThUHOCT, KaTo ce 00aBs JApyT Moj-
xozsmy AEJ, kaTo mocTeneHHo ce u3Terns MbpBOTO:

— NP TeHepallM3upaHy U (OKAIHHU NMPUCTHIIN ChC U 6E3 BTO-
pUYHA TeHepaiu3alys, MOIUMOPGHU TPUCTBIM, CHUHAPOM Ha
Lennox-Gastaut: LTG, LEV, TPM

—11pH OKAIHM U BTOPUYHO-TeHepanu3upanu npucteim: OXC,
LCM (mag 4 r.), ESL (Hax 18 1)

—npu cuaapom Ha West — CZP, LTG, TPM

BB3MOKHO € BiIOIIaBaHe HA HAKOM NUICITHYHI NPUCTBIH U
cungpomu ot AEJI (tabmuma 10). [Ipu nedeHne Ha abcancn 1 MHOK-
JIOHMYHH MPUCTBITH MPH JIe1a U Bb3PACTHH HE CE MPENOpbYBaT car-
bamazepine, gabapentin, oxcarbazepine, phenytoin, pregabalin,
tiagabine u vigabatrin, a npu cunapoma Ha Dravet u BucokH 1031
Ha lamotrigine mopaau puck ot BiomraBaHe. Lamotrigine Moxe j1a
BIIOIIU U MAIMCHTHTE C FOBCHUIIHA MUOKIIOHIHYHA erunenicus. [Ipu
Jiena ¢ uanonaTnyHy Gokanuu enunencun (Poianiosa, CHHAPOM Ha
Panayiotopoulos u Tun Gastaut) carbamazepine u oxcarbazepine
MOrar BJIOIIAT NanueHTuTe Jo u3asa Ha CSWS.

IIpuuunu 3a Heycmex 0T MOHOTEPANMUSATA ca:

1. HempaBuina anarsos3a (MO3bYHH TyMOPH, TICEBIOCTIHIICI-
THYHU NPUCTBIIN, CHHKOII, ChP/JICYHA APUTMHS U T.H.).

2. Henpasunen n36op Ha AEJ] (Henomxonsmio 3a Buaa mpu-
CTBIIH, JICKAPCTBEHU B3aUMO/ICHCTBH).

3. Hemoxxozsima 1032, CTPAaHUYHH PEAKLHH.

4. HempaBuiieH HaYMH HA )KUBOT (aJIKOXOIHM3bM, JIEKapCTBEHA
3aBUCHMOCT U T.H.).

TaOmuma 8. AHTHETHICTITHIHI JICKapCTBa 3a JICUCHUEC Ha CTIUIICTICUUTE (CHHI[pOMI/ITe) 1 CHUICIITUYHUTE TIPUCTBITNA

Bux enunencus (CHHAPOM) eMIIENTHYHH NPHCTHIH

I u360p MoHoTepanus

AJ'[Tepl-laTl/lBl-la MOHOTEpPANus WIH MOJUTEPANHs

[IbpBHYHO-TeHepaaH3HPaHH (HAHONATHYHH/TEHETHYHH) eMHJICNCHH / TeHePaTH3HPAHU NIPHNATbIH

ToHUYHO-KIOHHYHH NPHIAXBLH CBZ, PHT, VPA CZP, LTG, LEV, OXC, PB, TGB, TPM, ZNS**, Clobazam**
ATOHHYHH NPHCTBIH VPA LTG, CZP

Abcancn VPA, ESM CZP, LTG, TPM

MHOKJIOHUYHH NPHCTBIN VPA CZP, ESM, LTG, LEV, TPM, ZNZ**, Clobazam** Kopruxocreponnu

FOBeHHTHA MHOKJIOHHYHA eIUJIENCHSI VPA

CZP, ESM, LTG, LEV, TPM, ZNZ**, Clobazam™**
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Buj enutencus (CHHAPOM) eMIIIENTHYHH NPHCTHIH 1 u300p MoHoTepanusi  AJITepHATHBHA MOHOTePAIHs WJIH MOJTHTePANHs

®oxannu enuinencuu / GoKATHH eNUIENTHYHH TPUCTHIH

DokaHu NPUCTHIN CBZ, VPA CZP, Cenobamate**, Clobazam**, GBP, LCM, LTG, LEV, OxCBZ, PB,
PHT, PGB, TGB, TPM, BRV, ESL, ZNS**
@oxaTHN MPHCTIH € eBOTIONHS KbM IBYCTPAHHH CBZ, PHT, VPA CZP, Cenobamate**, Clobazam**, GBP, LCM, LTG, LEV, OxCBZ, PB,

TOHHYHO-KIOHHYHH (BTOPHYHO-TeHePATH3HPAHU PHT, PGB, TGB, TPM, BRYV, ESL, ZNS**

NPHCTDBITH)

Wpnnonaruunn doxannu (Ponannosa u okunnutanan) CBZ, VPA, OxCBZ CZP, GBP, LTG, LEV, Clobazam**, ZNS**

Enunentuynu ennedanonatun

Cunppom Ha West ACTH, VPA CZP, LTG, TPM, VGB**, ZNS**

Cunznpom Ha Lennox-Gastaut LTG, TPM, VPA CBZ, CZP, PB, PHT, Rufinamide*, Clobazam**, Cannabidiol**, ZNS**,
Cunzapom Ha Dravet (SMEI) VPA,TPM LEYV, Stiripentol*, Clobazam**, Cannabidiol**, Fenfluramine**
Enunnentuuna enuedasonarus ¢ CSWS wim enextpu-  VPA, ESM LEV, 6ensonuazennuu, Clobazam™**, koprukoctepoui

YeH cTaTyc o BpeMe Ha 6aBHOBbLIHOB cbH (ESES)

— AEJI, pa3peurenu 3a MoHoTepanus u gonbiaBama tepanusi: CBZ, CZP, ESM, GBP (1ax 12 r. MoHoTepanus, Hax 6 T. jombiBaima tepanus), ESL (Hag 18 .
MOHoTepanus, Haj 6 T. nomsisama tepamus), LTG (ran 2 1), LEV (nan 16 r—monotepanus, Hax | mecen- nonurepanus), LCM (nan 4 r.), OxCBZ, PHT, PB,
TPM (nan 2 r.), VPA.

— AEJI pazpemtenn camo 3a fombasamia tepanus: PGB (uax 18 .); TGB (nan 12 1), korato apyru oaxo/sIin JIEKapCTBEHN KOMOMHALMH ca CE OKa3aiu He-
32I0BOHUTENHN WK He ca moHocumu, BRV (Ham 2 T).

— Knacnueckn AEJI: CBZ — carbamazepine; CZP — clonazepam; ESM — ethosuximide, PHT — phenytoin; PB — phenobarbital; VPA — valproate.

— Hou AEJI: GBP — gabapentin; ESL — eslicarbazepine; LTG — lamotrigine; LCM — lacosamide; LEV — levetiracetam; OxCBZ — oxcarbazepine; PGB — pre-
gabalin; TGB - tiagabine; TPM — topiramate; Rufinamide* — 3a cunnpom Ha Lennox-Gastaut; Stiripentol* — 3a cunapom Ha Dravet; BRV — Brivaracetam
Haz 2 r.; CBD — Cannabidiol** emunentiuny npuctbiy, cBbp3anu ¢ Tybeposna cxiueposa kommieke (TSC) npu nanuentn > 2 ronunu; B kom6bunauus ¢ Cloba-
zam** npu cusapoM Ha Dravet u cusapom Ha Lennox-Gastaut npu narmerts > 2 roguan; Fenfluramine** — npu cunapom Ha Dravet > 2 1., Cenobamate®* —
npyu $oxanuu u BITKIT (ATKII) nax 18 r.; Zonisamide** 3a nevenne na BI'TKIT (ATKII) npu Bb3pacTHu U jela Haj 6 T., 32 MEOKIOHHYHY TIPUCTBIIL, 32
cuHzpoM Ha Lennox-Gastaut;

* Rufinamide 3a neyenye Ha cunpom Ha Lennox - Gastaut o Unen 266, an. 2 ot 3JITIXM n ui. 16, an. 4 or Hapenba Ne 10 ot 2011 . 3a ycnoBusTa u pena 3a
neuenne ¢ Hepaspemenn 3a ynorpe6a B PerryOmika bpirapus nekapcTBeHr IPOLYKTH.

* Stiripentol 3a neyenne Ha cuspoM Ha Dravet o Unen 266, ait. 2 ot 3JIIIXM ui. 16, an. 4 or Hapeata Ne 10 ot 2011 1. 3a ycnoBusiTa u pena 3a neuenue ¢ He-
pasperuenu 3a ynorpeba B PenyOiika bbirapus nexapcTBeHH MPOLYKTH.

**Perucrpupann or EMA:

Clobazam** 3a neuenue Ha adcancu, ['TKII, muoxnonuu, cunpom Ha Dravet u cunpom Ha Lennox-Gastaut; Nitrazepam** 3a neuenne Ha cunapom na West;
Sulthiam** 3a neuenue Ha pokanun npuctbiu; Vigabatrin®* 3a neyenne Ha curupom Ha West; Zonisamide** 3a jeuerne Ha HOKATHI 1 BTOPHYHO TCHEPAIH-
3MPaHU IPUCTBIN MPH BB3PACTHHU U JIea Hajl 6 T., 32 MMOKJIOHIYHHU MPUCTBIIH, 32 CHHApoM Ha Lennox-Gastaut; CBD — Cannabidiol** npu enunentudnu npu-
CTBIIH, CBbP3aHH C TyOepo3Ha ckieposa kommreke (TSC) npu manuenTy > 2 roxuny 1 B kombuHamus ¢ Clobazam™** npu cunapom Ha Dravet, cuapoM Ha
Lennox-Gastaut npu nauuentn > 2 roguny; Fenfluramine** — npu cunapom Ha Dravet > 2 r; Cenobamate** — npu doxanuu u BI'TKIT (QATKII) nax 18 r;
ACTH 3a neuenne Ha cunapom Ha West.

Tabnuua 9. Buniose u 103upaHe Ha aHTHENUJICTITHIHUTE MEIUKAMEHTH

Mexaynaponno  JIELIA Bb3PACTHH
HeNaTeHTHO HMe
(INN) Havasna queBHa 103a OnTuMaHa AHeBHA Hayasna queBHa 1032 OnTHMAJIHA THEBHA MakcHMaIHa JHeBHA 1032
(mg/kg) no3a (mg/kg) (mg) no3a (mg) (mg)
Valproic acid 10-20 10-50 500 1000-2000 2100
Carbamazepine 5 10-30 200 600-1200 1600
Oxcarbazepine 10 30-40 300-600 900-2400 2400
Phenytoin 3-4 4-8 100 300-400 500
Phenobarbital 2 2-5 60 90-250 600
Clonazepam 0,01 0,01-0,02 -0,1-0,2 0,5 2-6 8
Lamotrigine 0,6 ¢ ensumHy nHAYKTOpH  5-15 ¢ eH3umun unHayk- 50 ¢ emsuman uaayk-  500-600 mpu ensumer 700 npu MoHOTEparus
0,15 mpu VPA TOpH TOpH HHIYKTOP
0,3 mpu MoHOTepanus 5¢cVPA 12,5¢ VPA 300-400 npu VPA
15 npu MoHoTEpanus 25 npu MoHoteparus 500 npu MOHOTEparHs
Topiramate 0,5-1,0 59 25 200-400 500
Levetiracetam 10 40 1000 2000-3000 3000
Tiagabine 0,1 1 5-10 60 70
Gabapentin Han 6. 10-15 25-35 300 1200-1800-3600 3600
Pregabalin - - 150 450-600 600
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MesxyHapoano
HeNaTeHTHO HMe
(INN)

TELIA

Bb3PACTHH

Hauvajna queBna 103a

OnTuMa/Ha IHeBHA

Havajna queBHa 103a

OnruMa/IHa JHeBHA

MakcuMaJIHa JHeBHA 1032

(mg/kg) no3a (mg/kg) (mg) n03a (mg) (mg)
Lacosamide Cren4r. 2 mgkg 200-400 mg/nH. 100 200-400 600 mg wm 10mg/kg npu
MOHOTEpaIus IpH Jena 1
toHouH Hax 50 kg u
8 mg/kg mpu etia 1 FHOIIN
nox 50 kg;
400 mg mpu JombIBAIIA Te-
partiist 3a ela 1 FOHOLIN Hajy
50 kg 1 BB3pacTHH
Ethosuximide 10 40 500 1500 2000
Stiripentol* 50 10 100 50 110 100 4000
Rufinamide* Hag4r.-10 45 400 2400 3200
Brivaracetam — Jlena > 2 1. 1 1oHOIIH —Jlena>2r. mionomu  50-100, pazmenena na  50-200 cropen 200
>50 kg B no3a 1 mg/kg >50kg B 103a 2 mg/kg  x1Be paBHH 03U MHIMBHyaTHHS OTTOBOP
—50-200 criopen Ha 1 MOHOCHMOCT
—Han 16 1. 50-100, pasne-  MHAMBHIYaIHUS OTTOBOP
JIeHa Ha JIBe PaBHU JI031 1 IOHOCUMOCT
Eslicarbazepine  Jlena Hag 6. — Jeua nan 6 . — 30 mg/kg 400 exHokparHo 800-1200 mo 1600
10 mg/kg/nHeBHO 1600 mg
Hapn 60 kg — 400 mg €IHOKPATHO
Clobazam** Han2r. - 0,4-1 mg/kg Turpupaue mo 1 mgkg  Smg Jlo 40 mg 40 mg
npe3 7 aHU;
Iox 30 kg — 20 mg;
Haz 30 kg — 10 40 mg
Zonisamide** >6ruronomn >50kg—  Turpupane mpe3 100 mg 300 mg 600 mg
1 mg/kg 7 nuu j1o 4-8 mg/kg
Cannabidiol** >2r- 2,5 mg/kg nBy- IIpu LGS u Dravet cun- Ipu LGS Dravet cunpom —
KkpatHO (5 mg/kg/nneBro),  apoM — 1o 10 mg/kg/nen; 20 mg/kg/nen;
turpupane npe3 7 guu g0 [pu TSC — 10 mg/kg/nen ITpu TSC - 25 mg/kg/nen
10-20 mg/kg
Fenfluramine** — >2r.—0,2 mg/kg — 1o 1o 0,7 mg/kg, 26 mg/kg
>21r.-0,2mgkg 0,7 mg/kg makcnmanHo 10 MakcumaiHo j10 26 mg/kg
- 10 0,7 mg/kg 26 mg/kg
MaKCHMAJTHO 10
26 mg/nHeBHO
Cenobamate** - 12,5 mg eqHOKpaTHO Turpnpane npe3 14 man - 400 mg

— 25 mg, 50 mg, 100 mg,
150 mg 10 200 mg

* Rufinamide 3a neyenne na cunzpom Ha Lennox-Gastaut o Unen 266, an. 2 ot 3/IIIXM u un. 16, an. 4 or Hapen6da Ne 10 or 2011 r. 3a ycnosusra u peza 3a
neuenne ¢ Hepasperenn 3a yrorpeba B PeryOiika Bbirapust ekapcTBeHr IPOLYKTH
* Stiripentol 3a neuenne Ha cunapom Ha Dravet mo Unen 266, ain. 2 ot 3JIIIXM un. 16, an. 4 or Hapen6a Ne 10 ot 2011 . 3a ycnoBusita u pena 3a neuenue ¢ He-
pasperenn 3a ynorpeda B PenyOnika bbirapus nexapcTBeHn mpogyKTi
**Perucrpupanu or EMA:
Clobazam** 3a neuenue Ha adcancu, I'TKII, muoxnonuu, cunpom Ha Dravet u cunzpom Ha Lennox-Gastaut; Nitrazepam** 3a neuenne Ha cunapom Ha West;
Sulthiam** 3a neuenue Ha pokanHu npuctbinu; Vigabatrin 3a neyenne Ha cunpom Ha West; Zonisamide** 3a nedenne Ha (OKanTHU i BTOPUYHO TEHEPATU3H-
PaHU TIPUCTBIIN IPH BB3PACTHH U JIea Hajl 6 I., 32 MHOKJIOHHYHH IPUCTBIIH, 32 cuHpoM Ha Lennox-Gastaut; CBD — Cannabidiol ** npu enunentudnu npu-
CTBITH, CBbP3aHH ¢ TyOepo3Ha ckieposa komiieke (TSC) mpu matmentn > 2 romgunn 1 B komOuHanus ¢ Clobazam** npu cusapom Ha Dravet u cusapoM Ha
Lennox-Gastaut nipu nauuenty > 2 ronuuu; Fenfluramine** — npu cunpom Ha Dravet > 2 r; Cenobamate®* — npu goxanuu 1 BITKIT (OITKIT) van 18 1
ACTH** 3a neuenne Ha cunapom Ha West

Ta6muma 10. Bb3mokHO BroIIaBane Ha enuIenTHdHUTe cHHApoMu 0T AEJI

AEJI

Cunppom

Bb3MoskHO BJIOIIABaHE

Carbamazepine

» AGcaHcHa enuiIencus

* IOBeHMITHA MHOKIIOHIYHA SITHIICTICHS

* [IporpecrBHa MHOKIOHHYHA EMTHICICUS

+ PonanzoBa emuencus

+ JleTcKa OKIMINTAIHA SIUICTICHS

* CHMNITOMATHYHH TeHEPATH3UPAHHU CTUIIETICHI
* Cunzipom Ha Angelman

* Cunapom Ha Landau-Kleffner

 AGcaHcH, MHOKJIOHHH
* MHOKIOHHYHH IIPUCTBIIN
* Muokionyc

+ CSWS

* I'TKII - psaxo

* QokaHU MPUCTBITH — PSIKO
* TOHUYHHU PUCTBITHN

* ATOHWYHM HPUCTBIN

Oxcarbazepine

* AGcaHCHa eTUIICTICHS

* FOBeHMIIHA MUOKJIOHMYHA STIUIICTICUS
* PostanioBa enmnencus

* AGcancu
* MuoKJI0HUK
* DOKAJIHU MPHUCTBITN




10HH 2022 Buacapcka HeBpoaoeus Bulgarian Neurology 17
AEJ Cunpom Bb3Mmo:kHO BIOIIaBaHe
Phenytoin * AGcaHcHa enuiencus * AGcancu
* [IporpecrBHa MHOKIOHHYHA SITHIICTICHS * llepeGemaper CHHAPOM
* FOBeHMIHA MHOKJIOHIYHA ENUJIETICHS * MUOKJIOHUYHH IIPUCTBIIN
* Cunppom Ha Landau-Kleffner * QOKaIHU IPUCTBIN — PAJKO
* ['TKIT
Phenobarbital * AGCaHCHa eIIIETICHS * AGcanc (Ipi BUCOKH J103H)
* Pomanjiosa enuiencus * MUOKJIOHHYHH TIPUCTBIH
* Cunppom Ha Lennox-Gastaut
Valproate (psizxo) * AGcaHCHa eTIIeTCHs * Abcancu
* EqMHIYHA CITyuau Ipy eruiencus ¢ MHOKJIOHYC M KPHIITOTeHHa  * MUOKIOHHYHHU TPHCTBITN
(okarnHa enuerncus * dokanHu
* ['TKIT
Ethosuximide * AGcaHcHa enuiencus * Abcaucu
* Enunienicust ¢ MHOKIIOHYC * MUOKJIOHHYHH PUCTBIIH
* Enmnencus ¢ I'TKII « ['TKIT
bemsonnazermun * Cunzpom Ha Lennox-Gastaut * ToHNYHU TIPUCTBIH
* AGcancu
* MUOKIIOHHYHH IIPUCTBIN
Vigabatrin * AbGcaHcHa eruiencus * Abcancu
* Enunenicun ¢ MHOKITOHYC * Muoknonyc
* Cunzpom Ha Lennox-Gastaut + QoKaTHU IPUCTBIH
* TOHHYHHU TPUCTBITH
Gabapentin * AGcaHCHa eruIencus * Abcancu
* Enusiencusi ¢ MHOKIIOHYC * MuoxioHyc
* Cunzpom Ha Lennox-Gastaut
Lamotrigine * Panna netcka Texka MuokioHnyHa ermencus (SMEI) * [Tpu BuCOKH /1031
* lOBeHMITHA MUOKJIOHHYHA ETUJICTICHS * MHOKJIOHHYHH IIPUCTBITH
* PonanmoBa enunencus
Rufinamide * Cunzipom Ha Lennox-Gastaut * ATOHUYHHU TPUCTBIN
Topiramate * AGcaHcHa enuencus * Abcancu
Tiagabine * AGcaHcHa enuiencus * AGcancu
* Enunencus ¢ MHOKIIOHYC * MHOKJIOHHYHH IIPUCTBITN
* QokanHn
« I'TKII
Levetiracetam * FOBeHMIIHA MHOKJIOHIYHA ENUJIETICHs * Abcancu
* AGcaHcHa enuiencus * MHOKJIOHHYHH IIPUCTBITH
* Cunzpom Ha Lennox-Gastaut » GokamHn
* Cunppom Ha Dravet « ['TKIT
Pregabalin * AbGcaHCHa eruiencus * Abcancu
* Enuriencusi ¢ MHOKIIOHYC * MHOKJIOHUYHH IIPUCTBITH
Lacosamide * Cunzipom Ha Lennox-Gastaut * Atnnuysy adcanen

* I'TKIT

I'. Jleyenne ¢ mosMTepanus — 3aro04Ba ce IpU HenosIUABALYU
ce 6omHn ot MoHoTepanus ¢ 2 AEJL. Ipunara ce npu okono 40% ot
MAlMEHTUTE, TIPU KOMTO MOHOTEpAIHATa ¢ Hee(heKTHBHA: YECTH,
TEXKKH (POKATHU MM MOJTUMOP(GHH MPUCTBIIH, ClieU(UIHU CHH-
JPOMH U SMHICNITUYHY eHle(aIonaTHH, Halp. TEMIIOPATHOIOBA
SMIJICTICHS NPH ME3MOTEMIIOpaHA CKJIepO3a, TEXKaTa MHOKIIO-
unyHa ermmnencus (SMEI, cuanpom Ha Dravet), cuaapom Ha West,
cunzapom Ha Lennox-Gastaut. [Ipu npubassine Ha BTOpH, peclek-
tuBHO Tpetu AEJ, ce mpenopbuBa parnoHaiHa MoauTepanus, Kato
ce xombuumpar — 2 (3) AEJI ¢ paznnuen MexaHH3bM Ha JIHCTBHE
(Tabmuma 11).

Hsixoun AEJI (lamotrigine, topiramate, valproic acid) umar MHo-
KECTBEHM MEXaHM3MM Ha JielictBue, apyru (phenytoin, carba-
mazepine, ethosuximide) — elMH OCHOBEH MEXaHU3bM Ha JIeHCTBHE.
AEJI ca pa3neneHu Ha CI€IHUTE TPYIH CIOPE]] MEXaHU3Ma Ha JIeii-
CTBHE:

1. briokepy Ha pemneTUTHBHATA aKTHBALMS HA HATPUEBUTE Ka-
Hanu — phenytoin, carbamazepine, oxcarbazepine, lamotrigine, top-
iramate, rufinamide, zonizamide, cenobamate,

2. 3acunBany OaBHaTa MHAKTHBALUS HAa HATPHEBUTE KAaHAIH -
lacosamide

3. IloBumasane Ha GABA — A penentopute — phenobarbital,
Oensoauasenunu, clobazam, zonizamide

4. Monynaropu Ha Glutamate — topiramate, lamotrigine, zoniza-
mide

5. Briokepu Ha T-xamueBure kananu — ethosuximide, valproate,
zonizamide

6. brokepu Ha N- 1 L-kanuueBure kananu — lamotrigine, topi-
ramate, valproate

7. Monynaropu Ha H-otorm — gabapentin, lamotrigine

8. briiokepu Ha HeoOMUaiiH1 Mecta — levetiracetam, brivaracetam
(BHCOK U cenekTHBeH apuHHUTET KbM npotent 2A (SV2A) Ha cu-
HANTHYHUTE BE3UKYJIH B MO3bKa, KOHTO MOIYJIHpPa eK301IMTO3aTa Ha
HeBporpaHcmutepute); fenfluramine — nosnusisa serotonin (5-HT)
metabousby; fenfluramine —upe3 TRPV1,GPRS5 u ENT-1 penen-
TOpH

9. Nnxuburopu Ha kapOoaHXupa3aTa — topiramate
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Ta6muua 11. OcHOBHU MexaHu3MHU Ha JeiicTBre Ha AEJT

AEJ Baokupane/ mogynanus

Ha Na* kaHan

Baokupane/monynauus
Ha Ca?* kaHa/n

GABA nosumasane

Baokupane Ha riyta-
MAaTHHTe pelenTopu

Apyr

+

Phenytoin

Carbamazepine

Phenobarbital

Primidone

+| ]+ +

Valproate + (T-Tum)

Ethosuximide - ++ (T-tum)

Clonazepam

Gabapentin + (L-1um)

Lamotrigine + (L-Tum)

Oxcarbazepine

Eslicarbazepine

+| | +| +] +

Topiramate + (L-Tum)

+ (AMPA) Nuxubupa kapOoanxnapasa

Tiagabine

+(NMDA)

Levetiracetam

broxep wa SV nporenn

Pregabalin

Lacosamide

Brivaracetam

brokep Ha SV2A nporen,
MOJIyTHPa EK301IMTO33Ta Ha
HEBPOTPAHCMUTEPUTE

Clobazam

Canabidiol

TRPV1,GPRSS, ENT-1

Fenfluramine

serotonin (5-HT)
MeTaboIH3bM

Cenobamate +

Zonisamide + + (T-tim)

+

+

GABA=rama ammiHomacrnena kucemmsa - AMPA=aminomethylisoxazolepropionate

NMDA=N-methyl-D-aspartat SV2A — cuHarTi4eH Be3uKyleH npoTerH 2A

[IpenopbyBaT ce HAKOM yIa4HH KOMOMHALMH IPH PE3UCTEHTHU
npunaasiu (Tabmuna 12).

Criopen perucTpupaHuTe HHIMKAIMH 32 J0MBJIBALIA Tepa-

nusd ca ciaegnure Hosu AEJL:

* Ipy reHepaausupanu u ¢poxannu npucrbnu: LTG, LEV,
TPM

e Ipy (OKAJHH M BTOPHYHO-TEeHEPATHUIUPAHH MPUCTHIHU:
GBP (u#an 6 1), OxCBZ, PGB (nan 18 1), LCM (nan 4 r.);
BRV (>2r1.); ESL (nan 6 r.); TGB nax 12 ., npu kouTo Apyru
HOAXO/AIIH JIEKapCTBEHH KOMOMHALIMH ca Ce 0Ka3aJu He3a/10-
BOJINTENHH WK He ca moHocuMu; Cenobamate — nmpu ¢o-
kaquu 1 BI'TKIT (®AKTII) > 18 r.; Cannabidiol** B
koMOuHanus ¢ Clobazam** npu npucTbiu, CBbP3aHU C Ty-
6eposna ckieposa komruieke (TSC) npu manwenTty > 2 1.

e npu cunapom Ha Lennox-Gastaut — LTG, TPM, Rufi-
namide*, Cannabidiol ** B kom0unanus ¢ Clobazam**
>2r

* ipu cunapom Ha Dravet (SMEI) — LEV, TPM, Stiripentol*,
Cannabidiol** B komounanus ¢ Clobazam** > 2 r., Fenflu-
ramine** —>2r.

J1. OcoGenoctu npu npujoxennero Ha AEJI npu pasanunn
THIIOBE eNUJIeNncusi MpH Jena, OpeMeHHH KeHH, MANHEHTH B
cTapyecka Bb3PACT U NMANHEHTH ¢ HHTeJIeKTyaleH Ae(HIuUT, ¢
Jenpecusi, ¢ Y4epHOAPOOHA N OHOPeYHA HEOCTATHYHOCT

Enunnencust B 1ercka Bb3pact. M360pst Ha AEJ] 3a paznnu-
HHUTE THIIOBE STMJICTICHN U CHHAPOMH B JETCKaTa BB3pacT € Mpen-
cTaBeHH Ha Tabmuna 8 u 13, 14, a HaYaIHUTE U ONTUMAJITHH JIO3U —
Ha Tabmua 9.

Tabmuua 12. [penopsuntennn komOunamun ot AEJT 3a MemkamMenTo3Ho-pe-
3UCTEHTHH HPUCTBIH

Komounanuu Hoaxonsimu  [puunnu

PHT win CBZ+
LTG - Hespotokcnunu ctp. peaxuuu
0XC - HeBpotokcnusu cTp. peaxiuu
ESL - Hesporokcuunu ctp. peakuuu
TPM - Hespotokcuunu ctp. peakuuu
LEV + Cuneprussm
BRV + Cunepruzsm?

LTG nmm OXC+
Gabapentin + CHHepru3sM
Pregabalin ++ Cuneprussm
LEV ++ CHHeprussM
BRV ++ Cuneprussm?
TPM + CHHeprussM

VPA +

PHT -
CBZ -
LTG Puck ot 00puBH
TPM + Hespotokcnunu ctp. peakuuu
LEV ++ Cuneprussm
BRV ++ Cunepruzsm?
LCM + Cuneprussm

*Kom Benuku AEJT moxke 1a ce no6asu Clonazepam
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Tabmuua 13. M360p na AEJI B 1eTckara Bb3pacT NpH eNuIencuuTe/ enmienTnunuTe cuapomu — I, I Monotepanus, fombisaimia repanus

Enunencusi/cunapom I MonoTepanust AJTepHATHBHA MOHO-//IONBJIBAIIA Tepanusi  Bb3MokKHA MOHO-/I0IIbJIBAIIA TEPAIIHSI

Cunzpom Ha West ACTH VPA bensomnazenuuu, TPM, VGB**

SMEI (c-m Ha Dravet) VPA, TPM bemsonunazermun, VPA LEYV, Stiripentol*, CBD** B xomOunauus ¢
Clobazam**>2 r., ZNS** >6 1, Fenflu-
ramine **>2r.

Cunznpom Ha Lennox-Gastaut VPA, VPA + LTG LTG, TPM bemnzonunazermun, CBZ, GBP, LEV, Rufi-
namide* Han 4 T., CBD** B xomOuHanus ¢
Clobazam**>2 1., ZNS**>6 1.,

Enunentuuna enuedanonarus ¢ VPA, ESM bensonmasenitu, KOpTHKOCTEPOHIN LEV, ZNS**>6 1., Clobazam**

CSWS nin Enexrpuyen crarye no

BpeMe Ha 6aBHOBLIHOB ¢bH (ESES)

HTI'E ¢ abcancu VPA LTG, ESM bemsonuazenunu

HUTE ¢ muokaonyc ¢ unn 6e3 I'TKIT VPA LTG, ESM bensonuazenuuu, LEV, PB, TPM,
ZNS**>6 1., Clobazam™**

UTE ¢ muoxnonyen I'TKII VPA LTG, TPM bemnzonnaszermnn, LEV, PB, ZNS**>6 1.,
Clobazam**

WT'E ¢ I'TKII VPA LTG, TPM LEV, PB, bensommasermun, ZNS**>6 1.,
Clobazam**

®okanna CBZ, OXC, VPA LTG, TPM, GBP LEV,PB,LCM>4r,BRV>2r,
ESL>6r

Hexnacupuunpyemn VPA TPM LTG, LEV

Heonaraanu repuose PB

* Rufinamide 3a nevyenne Ha cusmpom Ha Lennox-Gastaut mo Unen 266, arn. 2 ot 3JIIIXM u un. 16, an. 4 or Hapen6a Ne 10 or 2011 r. 3a yenosusita u pesia 3a
neyenue ¢ Hepasperueny 3a ynorpe6a B PeryOuuka bbirapus jiekapcTBeH IPoLyKTH
* Stiripentol 3a negenne Ha cunapoM Ha Dravet mo Unen 266, an. 2 ot 3JIIIXM ui. 16, an. 4 or Hapen6a Ne 10 ot 2011 . 3a ycnoBusTa 1 pesia 3a nederne ¢ He-
paspelenH 3a ynorpeba B PeryGmika bpiarapus nekapcTBeHH IPOYKTH

**Perncrpupanu ot EMA:

Clobazam** 3a neuenue Ha abcancu, [ TKII, muoknonuu, curapom Ha Dravet i cunapom Ha Lennox-Gastaut; Nitrazepam®* 3a neuenue Ha cunapom Ha West;
Sulthiam** 3a neuenue Ha pokanuu npuctbiy; Vigabatrin®* 3a neyenne Ha cunipoM Ha West; Zonisamide** 3a jeuenne Ha (OKaIHI U BTOPHYHO ICHEPAIIH-
3UPaHU IIPUCTBIN TIPU BB3PACTHH U JIe1a HaJ 6 T., 32 MUOKJIOHUYHH IPHCTBIIN, 32 cuHapoM Ha Lennox-Gastaut; CBD — Cannabidiol** npu enunentuyny npu-

CTBIH, CBbP3aHH ¢ TyOepo3Ha ckiepo3a komiuieke (TSC) npu naumenty > 2 roguny 1 B kombunauus ¢ Clobazam** nipu cunpom Ha Dravet i cunpom Ha
Lennox-Gastaut npu nauuentu > 2 roguuy; Fenfluramine** — npu cunnpom Ha Dravet > 2 r.; Cenobamate®* — npu ¢oxamuu u BITKIT (ATKII) nag 18 1.

ACTH** 3a neyenne Ha cunupoM Ha West

Tabmuua 14. Bunose perucrpupanu AEJI 3a MoHOTepanus 1 10MbJIBAIIA TEPANHs ¢ HHAUKALMH, BKJL. 33 IETCKATa Bb3pacT

AEJI

MomuoTepanust

JombaBaima Tepanus

Valproate (10-50 mg/kg)

A6cancn, I'TKII, dokaman, BI'TKII

A6cancu, ['TKII, doxaman, BI'TKIT (GAKTII)

Carbamazepin (10-20 mg/kg)

(oxamuu, BI'TKII

['TKII, doxaman, BI'TKIT (GAKTII)

Ethosuximide (15-30 mg/kg)

Abcancu

Phenytoin (3-8 mg/kg)

['TKII, poxamuu, BI'TKIT

I'TKII, doxamun, BITKIIT (OAKTII)

Lamotrigine (3-10 mg/kg)

Abcancy- HayanHa Tepanus 2-12 1. — MOHOTe-
panust Ha UT'E, dpokanuu npuctsmm, LGS

Han 2 r. — nomeiBama tepanust Ha UI'E, Goxanan npuctsim,
cunapom Ha Lennox-Gastaut

Topiramat (3-9 mg/kg)

Han 2 r. — renepanusupana u hokasnHa emnu-
Jencus

Han 2 r. — renepanu3upana u GokaHa enuiencus, CHHAPOM Ha
Lennox-Gastaut

Levetiracetam (40-60 mg/kg)

Hap 16 . — HavanHa (hoKaTHI TPUCTHITH

Han 1 mecen — doxaman u BITKIT (OJIKTII);
Ha( 12 I — MHOKJIOHMYHH MPUCTBIH [IPH FOBEHUIIHA
MuokIoHnyHa emwternicus u ' TKIT

Oxcarbazepine (30-46 mg/kg)

Han 6 . poxansn u BITKIT

Hax 6 r. — dokanun u BITKIT (OKTIT)

Brivaracetam (1-4 mg/kg)

Haz 2 r. — 3a ombiBaiua tepanust npu GOKaTHi 1
BI'TKIT(OIKTIT)

Gabapentin (40 mg/kg)

Hapn 12 1. — dokanuu npuctbim

Han 6 r. — nombiiBaiua Tepanus npu GokaaHu IPUCTHIN

Lacosamide (8-10 mg/kg)

Ha u nan 4 . — MmoHOTEpamus npy GokaaHu
TIPHCTBIH

Han 4 r. — nombiiBaiua Tepanus pu GoKaaHu IPUCTHIN

Tiagabine (0,1-1 mg/kg)

Han 12 r. — nonbiBaima tepanus npy (poKaIH| OPUCTBITH

Eslicarbazepine (10-30 mg/kg)

Hay 18 1. ®oxkannu u BITKIT

Hapn 6 r. — norrbiBatua Tepanust npu okanuu 1 BI'TKIT
(OIKTII)

Vigabatrin**
ot 4 mg/kg turpupane 1o 100-150 mg/kg

Cunppom Ha West

Cunapom Ha West
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AEJ Monotepanus

JombBaia Tepanust

Rufinamide* - 45 mg/kg -

Cunppom Ha Lennox-Gastaut > 4 roxunu, Bb3MOXKHO TIPH
NUIENTHYHH CIIA3MH, MUOKIOHUYHO-ACTAaTHYHA eMUIETCHs

Stiripentol* — 50-100 mg/kg -

Cunnpom Ha Dravet (SMEI) > 3 rogunu
PesucteHTHN (QOKAIHU IPUCTHIH, CIUICITHYCH CTATYC

Sulthiam** _
ot 3 mg/kg, Tutpupane 0 5-10 mg/kg

Ponannosa enunencus cien Heycnex ot apyri AEJL; okanuu
npuctsmu u BITKIT (QIKTII), curapom Ha Rett, emmientuaan
eHueatonartuu

Clobazam** _
0,4-1 mg/kg

Cunzpom Ha Lennox-Gastaut > 2 roiHu, CHHIPOM Ha CHHIPOM
Ha Dravet> 2 roquan; QokaaHu U reHepaan3HpaHi MPUCTHITH C
TEpaNeBTUYHA PE3UCTEHTHOCT

Zonisamide** > 6 1. 1 ronoum >50 kg — -
1 mg/kg turpupane 1o 8-12 mg/kg

Ooxanau u BI'TKII > 6 roguan
WUT'E ¢ I'TKII, IOME; Cunapom Ha West, Lennox-Gastaut,
MHOKJIOHHYHO-aCTATHYHA CIHICTICHS

Cannabidiol** 5 mg/kg/nHeBHo, THTpHpaHe —
1o 10-20 mg/kg

Cunzpom Ha Lennox-Gastaut syndrome u cunapom Ha Dravet, B
KoMOHHaIHs ¢ clobazam 3a manueHTn > 2 rOUHH.

Fenfluramine** —>2 r. - 0,2 mg/kg — 10 -
0,7 mg/kg MakcumanHo 0 26 mg/THEBHO

Cunzpom Ha Dravet

Felbamate -
ot 15 mg/kg turpupane 10 30-60 mg/kg 1o
12t

Cunzmpom Ha West, Lennox-Gastaut, West, Landau-Kleffner,
FOME, Ho npu Heycnex ot apyru AEJI nopau ceprosuu Hexe-
JTIaHH JIeKApCTBEHU PEeaKuH (4epHOAPOOHN YBPE/IH, AIIACTHYHA
aHeMus U JIp.).

* Rufinamide 3a nevyenne Ha curapom Ha Lennox-Gastaut mo Unen 266, ain. 2 ot 3JIIIXM n u. 16, an. 4 or Hapen6a Ne 10 ot 2011 1. 3a ycnosusita u peza 3a
nevenne ¢ Hepaspemenn 3a ynorpeba B PeryOnika Bbirapus ekapcTBeHH IPOLYKTH
* Stiripentol 3a neuenue Ha cunapom Ha Dravet mo Unen 266, arn. 2 ot 3JIIIXM un. 16, an. 4 or Hapen6a Ne 10 ot 2011 . 3a ycnoBusita u pena 3a neuenue ¢ He-

paspelienn 3a yrnorpeda B PenyOnnka boirapus jiekapcTBeHN TPOTYKTH
**Perncrpupanu ot EMA:

Clobazam** 3a neuenue Ha abcancu, [ TKII, muoknonuu, cunapom Ha Dravet i cunapom Ha Lennox-Gastaut; Nitrazepam®* 3a neuenue Ha cunapom Ha West;
Sulthiam** 3a neuenue Ha Qokanuu npuctbiy; Vigabatrin®* 3a neuenue Ha cunapom Ha West; Zonisamide** 3a Jieuenne Ha GOKaIHU M BTOPUUHO TEHEPAITH-
3UpaH IPUCTBITA PU BB3PACTHH U JIeNa HAJl 6 T., 32 MUOKIOHUYHH TIPUCTBIIH, 32 cHHApoM Ha Lennox-Gastaut; CBD — Cannabidiol** npu emmnentuunu npu-
CTBIIM, CBbP3aHH ¢ TyOepo3Ha ckiepo3a komiuieke (TSC) npu naumenty > 2 roguny 1 B kom6bunauus ¢ Clobazam** npu cunpom Ha Dravet u cuupom Ha
Lennox-Gastaut npu nauuentn > 2 ronuny; Fenfluramine** — 3a cunpom Ha Dravet > 2 r.; Cenobamate** — nipu ¢oxansu u BI'TKIT (O/ITKI) Hax 18 1.

Jleyenue npu ¢pedpusinu ropyose (®I)

1. Octporo Jeyenne npu HeOPUITHI IbPUOBE BKITIOUBA JICUCHHE
Ha OCHOBHOTO 3a0ousiBaHe M Ha npoab/kuTentus OI' kakro npu
ementryeH craryc ¢ Diazepam — 0,3-0,5 mg/kg pexranHo uim us-
TPaBEeHO3HO. AHTUNHUPETHYHOTO JieueHue ¢ Paracetamol (Aceta-
minophen) u Ibuprofen e npomenst pucka ot peunausupary OI,
HO 110/100psiBa 0OII0TO ChCTOSHHE HA JIETETO MPHU TIOHWKABAHETO Ha
TemIeparypara.

2. IIpoduaakruuno Jeyenue. [IpenopbuBa ce HHTEPMUTEHTHA
npodunakTrka ¢ Diazepam uii MOCTOSIHHO JiedeHue ¢ Valproate
criopen pucka ot peuuausupamu ®I. He ce Hanara nedenue npu
npoctu @I MnaTepmutentHara npodunakruka Ha OI ¢ diazepam
cHIKaBa pucka 3a peauausupamy @I IocTosHHOTO JIedeHue ¢ aH-
tukoHByncanTy npu @I He npodunakTupa pucka 3a enuIencHs.

* MHTEpMUTEHTHA NPO(UIAKTHKA ¢ PeKTAJIEH HIH OpPaJieH
Diazepam ce npenopsusa npu @I ¢ Havano nox | r.; pamuiaHOCT
3a @I B euH o1 popurenute; 2 unu nosede OI' wmn gectu OI (2
3a 12 gaca, 3 3a 6 mecena unu 4 3a 1 r.): Diazepam — 0,3-0,5 mg/kg
pexranHo 1pu t° Hax 37,5°C npe3 12 yaca (TeparneBTHYHA I1a3MeHa
KOHI[eHTpanus ciexn 2-4 MuH.) uin opaneH Diazepam — 0,3 mg/kg
npe3 8 yaca (TepaleBTHYHA MIa3MeHa KoHeHTpamus ciaen 30-90
MuH.) 10 adeOpunHu 24 4. (puem 10 3 1HH).

* [Ipu Bucok puck ot penuauBupaumm ®I' (crueranue or
ycnoxkHeHu npostoHrupany @I >15 MuH., HeBponoruueH AeduImT,
Bb3pact nox | r., yectu @I, OI' B mbpBus yac Ha GpeOpuitHOTO 3260-
nsiBaHe win nipu t°<38°) ce mpenopbuBa MOCTOSHHOTO MPOopHIaK-
THYHO Jieuenue ¢ Valproate 30 mg/kg 3a 1-2 1. npu u3cnenBanus 3a
4epHOPOOHH (PYHKIINH.

KoHTpanenuus npu ;KeHH ¢ enuJIencus, jedeHne
npu OpeMEHHOCT H KbpMeHe

I1pu xenute ¢ enmencus TpsOBa Ja ce npeiara eGexTHBHA
KOHTpALeNIus 3a n30ArsaHe Ha HeIuIaHupaHa OpeMeHHoCT. Pucko-
BeTE 3a 3a0peMEHsIBaHE, BBIIPEKH KOHTPALICILMATA, KAKTO U 33 KpaT-
KOCPOYHHUTE U ABIATOCPOYHH CTPAHUYHU €PEKTH OT BCEKU METO]] Ha
KOHTpALEMHs TPA0Ba 1a ce 00sCHABAT BHUMATENHO. PUCKBT OT He-
YCIIEIIHA KOHTPALeTIHsI IpH skeH! Ha ieuenue ¢ AEJ] en3uMun n-
JYKTOpH € 3 I'BTH IO-BHCOK B CPAaBHEHME ChC 3/[PaBHUTE KeHH. B
tepaneBTuuH 103U nox 200 mg/nH. TPM He B3aumoneiicta ¢
HEePOpaJHUTE KOHTPALENTHBH, ChIbpXKamu norethisterone u
ethinylestradiol. B mo-Bucoxn no3u (200-800 mg/nu.) TPM moxe
Jia yBenuuHn ci1abo kianpbHea Ha ethinylestradiol. TTpu xxeHu Ha ede-
Hue ¢ AEJ] en3uMHM HHIYKTOpH e()eKTHBHOCTTA HA MEPOPATHUTE
KOHTPALICNTHBY MOXKE 1a Ce MOBUILIM C YBENHYaBaHE 103aTa Ha
ecrporenute 10 50 pg (makcumym 70 ng), HamassABaHe Ha CBOOOM-
HHSL OT JIEKapCcTBa MHTEPBA OT 7 10 4 IHU ¥ BbBEK/AHE HA TPOCH
LUK (TIpUeM Ha 3 OTAaKOBKH e/IHa Clie[l Ipyra). YMECTHO € KoMOH-
HMpaHe C JPYTH METOAHM 32 KOHTpaLeNnuus — OapuepHu METOIH,
TPaHCAEPMAIIHH IIACTUPH H JIp. 3@ KOHTPALEHIHs CIIEH TI0JI0B aKT
ce MpenopbyBa ABOiHa 103a levonorgestrel (6 mg B pamkute Ha 120
yaca cief oyuoBus axr). [lepopanHuTe KOHTpALENTUBH MOTrar 1a
npoMeHsT edukacHoctTa Ha Hikon AEJI — nanp. Ha LTG, ocobeHo
B mepBUTe 3 mHM mpu MoHoTepamus ¢ LTG u mpu ectporen-
ChJIbPKAIHM KOHTPALENTHBH. JIMMCBAT A0CTATHYHO JI0KA3aTENCTBA
3a e()eKTUBHOCTTA HA KOHTPALICNTHBH ChAbPIKAIIK CAMO IPOrecTe-
POH npH skeHu Ha jeyenue ¢ AEJ] eH3suMHM UHIYKTOpH.
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Puckose 3a GpeMenHaTa KeHa:

* Puck ot yuecrsiBaHe Ha NPUCTBIUTE (yBEIHYCH 00EM Ha
pasnpeeneHue Ha JIeKapcTBaTa, IPOTEHHOBO CBbP3BAHE M YEPHO-
IpoOeH MeTaboNN3bM) — J03UPOBKATA CE MOBUILIABA MO NPELEHKA
CIIel U3ClIeIBaHe HA CEPYMHO HHBO.

* Puck 3a yc/10/KHeHHsI HA MafiKaTa — NPECKIAMIICHS, XHIIe-
PEME3HC, NPEKACBPEMEHHO PaKIaHe, aHEMHUS.

* [Ipu paxaane — 1-2% OT KEHUTE C CHMIICTICUS T10TydaBaT
TPUTIAIBIIN.

* HeBpousiorbT He B3eMa OTHOIIEHHE 32 BOJIEHETO HA PaK/Ia-
HeTo, BU/Ia HA POOPa3pelIeHHeTO U aKYIIePCKOTO MOBeleHHe

Puckose 3a miona:

* Puck 3a maadopmanuu — 25% 10 BUCOK 32 )KEHUTE C CIH-
JIETICUsl B CPABHEHHE C 001[aTa MOIYJIAIHs ¥ OYTH 2 IIBTH M0-BUCOK
[IPH aHTHKOHBYJICAHTHO JIeYeHHE — roieMu Maidopmaru (aedexru
Ha HeBpaJHaTa TpbOa Karo spina bifida, opodarmanau nepexru kato
palatum fissum, cbpaeynu ManopMalliu, XUIOCIAIHA) U MAJIKA
(XMIIepTENOpH3bM, CIUKAHTYCH, XMIOIUIACTHYHU npbeTH). [Ipe-
HOpPBYBAT CE YJITPA3BYKOBH M3CJICIBAHKS HA I1JI0/la — B HAYAJIOTO Ha
OpeMeHHOCTTa, mpe3 3-TH, 6-TH ¥ HayaluoTo Ha 9-TH JI.M., a IIPH
CBMHEHHE 32 MangopManys — H3clieBane Ha anda-(eTonpoTenH n
AMHHOLICHTE3A.

* [Ipenopbku 3a MoBejeHHe NPH GPeMeHHH M KbpPMeLIH
“KeHH ¢ enniiencus ot 2016 r.

1. TIpu sKeHHU ¢ MPHUCTBIIM MO BpeME Ha BTOpATa MOJOBUHA HA
OpeMEHHOCTTa, KOUTO HE MOTAT ChC CHUI'YPHOCT [ C€ ONpPEIEIIAT
KaTo eNWICNTHYHH, CE 3all04Ba JeYECHUE KaTo 3a eKiamrcus (Mar-
He3ueB Cyngar) 10 IBJIHOTO JuarHocTuyno yroynssane. MPT u KT
ce cuuTar 3a 6e30IacHH, a PUCKBT 3a IUIOZA NP €JHOKPATHA EKC-
MO3UIIUS € MUHUMAJICH.

2. I1py BCHYKH JKEeHH C SIUIICTICHS Ce IIPEeNopbuBa IpueM Ha ¢o-
nMeBa kucenuHa 5 mg/d npenu 3a0peMEHsBAHETO U MOHE JI0 Kpast
Ha IIbPBHS TPUMECTHP Ha OPEMEHHOCTTA C IEJl HaMalsBaHE Ha
pHCKa OT BPOJCHH aHOMAJHH. PUCKBT OT roJIeMH BPOJICHH aHOMAJINK
3aBHCH OT Buja, Opost u no3ara Ha AEJL. LTG (mox 300 mg/nu.) u
CBZ (nox 400 mg/nH.) ca cBbp3aHy ¢ Hail-MarbK puck. Hail-Bucok
e pucksT mpu npuem Ha VPA (10,7/100) wmm monmtepanus
(16,8/100) B cpaBuenue ¢ 2,3/ 100 npu sxenn 6e3 enmencus. Cro-
pexn peructpu Ha BemikoOpuranus u Mpnanaus, puckbT IpH MOHO-
teparmus ¢ LEV (0,7/100), cpmo e mo-HUCHK B CpaBHEHHE C
nonurepanus (5,6/100). JlumeBar 10cTaThyHO JOKA3aTEICTBA 32
pucka npu MmoHotepanus ¢ aApyrute AEJL. PucksT 3a moBTopHa Bpo-
JieHa aHomaunus e no-Bucok (16,8/ 100) mpu sxeHu, KOUTO UMAT Beue
JIeTe C BPOJICHA aHOMAJIHSI.

3. Ilpuemst Ha VPA 1 monurepanust ¢ npyru AEJI TpsioBa na ce
MHUHUMH3HUPA Ope/i 3a0pEeMEHSBAHETO CJIC/l BHUMATEIHA NIPELICHKA
OT eIMJIETITOJIOT.

4. Ha BCMYKM HOBOPOJICHU HA JKEHHU C CNUJICIICHS JICKYBAHHU C
AEJI emsnmun unnykropu (CBZ, PHT, PB, PRM, OXC, TPM,
ESL), Tpsi6Ba 1a ce mpunara | mg ButamuH K uHTpamMyckyiHO ¢ e
IPEBEHLNUs Ha XeMoparnyHa 6osecT Ha HOBOpoeHOTo. Jlumncsar 1o-
CTaThYHO JI0KA3aTeJICTBA 32 HEOOXOAMMOCTTA OT IPUJIaraHe Ha BU-
tamuH K npu KEHUTE ¢ CNUIICIICHS 3a NPEBCHIIUS HA XEMOParuu
CIIE/l PAKIAHETO.

5. IlpueMbT (IIepopasieH Win Ipu HeoOXOUMOCT APEHTEPATICH)
Ha AEJI TpsiOBa 1a mpoab/KY 110 BpeMe Ha paxkaaHeto. Jlumcsar
poy4BaHuUs 32 onTuManeH n3bop Ha AEJI nmpu npucTsII 110 Bpeme
Ha paxnane. [Ipu emmnentuden craryc 3a npexnodntane ca AEJI
OT rpyrnara Ha OEH301Ma3eIMHHUTE.

6. IlpenopbpuuTENHO € HPOIBIDKMTEIHO MOHHUTOPHPAHE Ha
IUI0/Ia TIPH JKEHU C BUCOK PHUCK OT IPUCTBII 110 BPEME Ha paxiaHe,
KaKTO M CJIEJI TIOJIy4eH IPUCTBII [0 BPEME Ha PaKIaHETo.

7. ObnekyaBaHeTo Ha GoJKaTa 0 BpeMe Ha pakiaHe MPH KEHH
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C SIMJIETICHS € MHOTO BaYKHO C 1[eJT MUHUMI3UPAHEe Ha TIPOBOKHMPAIIN
(akropu 3a npucrenute. JlokanHata anecTe3us (enuaypaHa, Ciu-
HaJHa, KoMOuHupana) e Oe3omacHa. Diamorphine e 3a npeamnoun-
tane npex pethidine (emunentoreHeH eekr) 3a aHaNTe3us M0 BpeMe
Ha paxaane. [I[pu HeoOxoxuMocT oT 001Ia aHecTe3us € 3a MPEIIoIH-
TaHe Ja ce u3bsrear anecreruiy karo pethidine, ketamine u sevoflu-
rane.

8. JluncBar KOHTPaWHAMKALMH 33 NPUIIATaHe HA MHAYLMpAILH
paxIaHeTO MEIMKAMEHTHU IIPU JKEHH C STMJICTICHS Ha JICYeHHe C
AEJL

9. [pu xxeHuTe ¢ enuierncust TpsaOBa Ja ce MPenopbyBa J1a mpo-
neimkat npuema Ha AEJI cnen paxxnanero. Ilpenenkara 3a kbpmeHe
€ MHMBHIyalHa, HO TpsOBa 1a ce mma npensun, e LTG, LEV, TPM
IPEMHUHABAT B MO-TOIIMA CTEIEH B KbpMaTa B cpaBHEHHE ¢ VPA,
CBZ, PHT.

10. Cnen paXk1aHETo € NPEenopbUUTENHA OJKPeNa IIPH MaiKuTe
C eTMJIETICHS, C KOSTO Ja € MHUHUMH3UPAT IPOBOKUPAIIUTE TIPH-
cThIHU (HaKTOPH KaTo ChHHA JACNPHUBALU, CTpeC, OONKa.

11. Axo no3ara na AEJ] e Ouuta 3aBuiieHa 1o BpeMe Ha OpeMeH-
HOCTTa, TPsI0Ba 1a ObJie peBu3MpaHa B paMkuTe Ha 10 1HHM crex paxk-
JTaHEeTo C Ien N30sATrBaHe Ha MOCTIApPTAIHA TOKCHIHOCT.

IIpu Jeyenne B cTapyecka Bb3pacT ce PENOPbYBA 0-HUCKH
no3u Ha AEJ], mopaau 3a6aBeH 4epHOpoOeH MeTaboIn3bM U CHU-
*eH O0b0peueH kmupbHC. IIpn MANMEHTH ¢ eNUIeTCHs B CTapuecka
BB3pACT U eruencus 1 untenekryaiten aeduuut (1Q<70) ce mpe-
HOPBHYBAT MEAUKAMEHTH, HEMOBJIUABAIIY KOTHUTUBHUTE (YHKIINH,
a IpH Jenpecus — MeIMKaMEeHTH, HENOBIHMABAIIM I10BEICHUETO
(Tabnmma 15).

Taomuua 15. Edextn Ha AEJ] Bbpxy KOTHUTHBHITE (DYHKIUH U TTOBEICHUETO

AEJ Kornutusuu ¢pynxuun IloBenenue

Carbamazepine ~ Munnmaneu Crabum3arop Ha
HACTPOCHHETO

Phenytoin VBpeknane Hemsscueno

Phenobarbital VBpexnane Jenpecus

Valproate Munnmanexn Crabumisarop Ha
HACTPOCHHETO

Clonazepam VBpeknane Crabwum3arop Ha
HACTPOEHHUETO?

Gabapentin Munumanen Munumanen

Lamotrigine Munnmanexn Munumanen

Levetiracetam Munnmanexn Munnmanen

Oxcarbazepine ~ Muuumanen Munumanen

Tiagabine Munnmanexn Munumanen

Topiramate VBpexnaHe Munnmarzen, cbo0IIeHU 32
TICHX03H

LCM Henssecren Munumanen

BRV MuHumanex MunuManeH, ch00meHNs 3a

TICUXO031

IIpu nanuenTH ¢ 6bOpPeYHA U YePHOAPOOHA HEOCTATHYHOCT
u360pbT Ha AEJI e choOpaseH ¢ MACTOTO Ha MeTaboIM3Ma U eKCKpe-
musita Ha AEJL. Phenytoin He ce mpemopbyBa mopajan HeMMHEapHA
KHHETHKA, YePHOAPOOHA aBTOMHIYKINS, MHOKECTBO JICKAPCTBEHU
B3aMMOJICHCTBHS M BHCOKA CTENEH Ha MPOTEMHOBO CBbP3BAHE.
Phenytoin n Baimmpoaru Morar 1a INpeJu3BHKaT 4YepHOApoOHa
yBpena. Gabapentin u levetiracetam ce ekCKpeTupar IIaBHO Tpe3
OBpOpenuTe U J03UPaHETO UM ce ChoOpassiBa ¢ OpOpeyHara Hemo-
cTarpyHOCT. Te ce mpuiiarar npu YepHoApoOHa HEOCTAThYHOCT U
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TP BB3MOJKHA JICKAPCTBEHO HHAYIMpaHa eTuonorus. Lamotrigine,
KOHMTO ce MeTabonM3upa upe3 MIIOKOPOHU3MPAHE CHIO Ce Mpuiara
IIPH HAKOM IALIUEHTH C YEPHOAPOOHA.

Jlevenne npu npoBokupaHuTe npucrbnu: KparkorpaiiHo
nedenye ¢ 6eH30Ma3enuH PEAYIIUpa PICKa OT IIPUCTHIIN TIPHU TIpe-
yCTaHOBsiBaHe Ha aykoxod U delirium tremens. Ciiet 0CTBp MO3bYCH
MHCYJIT WM HEBPOXUPYPIUs HE € HeoOXOAMMO MpPOQUIAKTHYHO
nedenue ¢ AEJL. 3amounarure AEJI ciien ocTbp MO3bUeH HHCYIIT ce
usKiIo4Bar nocreneHHo. Jleuenne ¢ AEJI ce npoBesk/ia mpu Henpo-
BOKHPAHU MIPUCTBIHN C HOCTHHCYJITHA IPUYHHA.

E. JlabopaTopeH KOHTPOJI

* [IKK, xoarymannoneH npodui, 4epHOApOOHH U OBOpedHH
(byHKIMH, ChOOPA3HO HEKENaHUTE peakiuy Ha npuemanute AEJ],
KOraTo € HeOOXO/HM.

o JlekapcTBeHO MOHUTOPUPAHE — [IPH YTOUHSABAHE HA 103aTa
Ha VPA, CBZ u Phenytoin cie koeTo MOHUTOPHpPAHE CE H3BBPIIBA
1/romuIIHO 1 IpU HEOOXOAMMOCT (TIOIMTEpAIIHs, TOKCHYHH Peak-
11, IpueM Ha phenytoin, yepHoapoOHa 1 OBOpeYHa HeZOCTaTh-
YHOCT, Ch/IcOHO-MEUIIMHCKA EKCIIEPTH3), EKEMECCUEH KOHTPOI
pu OpeMeHHN.

7K. IlpeycranoBsiBaHe Ha jJeyeHneTo ¢ AEJI
Crnen 2-5 1. 6e3npuCTBIICH TEPHOA CE NMpeLeHIBa HeoOX0u-
MOCTTa OT PeIyKIMs W IpeycTaHoBsBaHE Ha JedeHneTo ¢ AEJI,
KOETO € MHANBHAYATHO 33 BCEKU MAILEHT CIIOPe]] BU/A Ha eTHJIe-
cHATa, HEBPOJIOIUYHUSA M MHTENEKTyalleH cTaryc. Maunonarnynure
(oKaHU JIeTCKH eNuIencun 00MKHOBEHO ca ¢ 100pa IporHos3a u
6e3 mocnexBamy peruansy. KOBeHMIHATa MUOKIIOHHYHA STIHIICTICHS
€ ¢ 100bp KOHTPOI HAa IPUCTHINTE IPH HUCKH JI03H, HO C PEU MBI
npu 80-90% cnen npeycTaHOBsBaHE HA JIEYEHUETO B IbPBUTE 2 I. U
HaJlara npoib/KUTENHO JedeHue. PeruuByTe npu Bb3pacTHUTE ca
40-50%, mpu eniara — okoio 25%. [lo-OmaronpusTHa € IporHO3aTa
3a PUCK OT penuausH cien cnupane Ha AEJI npu marmenture ¢ Hop-
mansa EET cien cbHHA genpuBaiys u HopmanHa Mmo3buHa MPT, ot-
KOJIKOTO IpH MAalMeHTH C enwienTuGopMeHu Win (oKaiHu
aOHOPMHOCTH NIPU ChHHA JICTIPUBALUS W/WH (HOKAIHE KOPOBHU a0-
HopmHoctd B MPT. [Ipyru ¢akropu 3a puck ot peuuausu ciex AEJT
IIPEyCTaHOBSBAHE ca:
» AbnopmHa EEI (110-HeOnaronpusaTHy ca IepcucTHpPAIH eld-
nenTuhOpPMEHH paspsau Wik HOKTHE a0HOPMHOCTH )
* A6HopmHa Mo3buHa MPT (0coOeHO B KOPOBHTE U IMMOUYHH
0bacTn)
* Buj npuctbiny (110-HeOIaronpusTHA ca TOHUYHUTE WK aTo-
HHUYHH TIPUCTBITH)
* CpueTanye Ha Pa3aNYHU BUIOBE IPUCTHIN
* Tonsim Opoii 1 YyecToTa Ha MPUCTHITUTE
* [onsiMa POJBIDKUTEITHOCT Ha ENUIICTICHSATA [IPEIH T5 1a Objie
KOHTPOJIMpaHa
* Kparka npofb/KUTEHOCT HA IEPHOIUTE 0€3 NPUCTBIIH.
Oxono 75% ot peunausute cinen cnupane Ha AEJI ca npe3s
mepBara roauHa, 50% — B mepsute 3 mMecena. AEJI ce penyuupar
0aBHO, 0ocoOeHo phenobarbital u GeH30MMazeTMHY.

3. JleueHHeTo HA eNUJIENITHYEH CTATYC Ce U3BbPIIBA B OT/IC-
JICHHE C BB3MOXKHOCT 332 MHTCH3MBHO JICUCHHE W JUXaTelHA
peaHUMaIMs, KbJETO Ce OCBIIECTBABAT CICKTPOMH3UOIOTHYHH,
HEBpOU300pa3sBally, OMOXUMUYHH, JUKBOPHHU H3CIICBAHUS, CC-
PYMHHU HHBa Ha MEAMKaMEHTH, peHTreHorpadus Ha Osu1 1po0, Mo-
HUTOPHUPAHE M MOUIbPXKAHE HA HKU3HCHOBAXKHHUTE (QYHKLUH,
BKJIFOUHMTEIIHO HAPKO3a TPU MHTYOALHS U MOJbPKAHE HA H3KYCT-
BeHa 0esopoOHa BeHTUIauus. MepKu 3a arpeCUBHO aHTHEHIICT-
TUYHO JiedeHue u nosenenue karo npu EC ce mpeampuemar, ako
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HPUNABLIITE MPOBIDKaBaT Haj 10 MuH.

Jo6onanyHo Jeuenue Ha EC:

e OcurypsiBaHe Ha MPOXOIMMOCT Ha JAUXATEIHUTE ITbTHILA

* OcurypsiBaHe Ha TOCTOSHEH BEHO3CH IIbT

* Diazepam — Benosno 0,2 mg/kg., npu nemna 0,3 mg/kg, pek-
taiHo 0,3 mg/kg, npu geua no 0,5 mg/kg, Phenobarbital 10-
20 mg/kg i.m.

Bosannuno jgeyenune na EC:

1. OcurypsiBaHe Ha MPOXOAUMOCT HA JAUXATCIHUTE MBTHILA,
HOAAbPKAHE TUIIAHETO, APTEPHATHOTO HAJISTAHE U LIMPKYIALHUATA,
OCUTypsIBaHE Ha BEHO3€EH IIbT; MOHUTOpHpaHe Ha TenecHara T, AH,
EKT u nmuxarenHara GpyHKIUS.

2. U3creniBane Ha CEpyMHH CIICKTPOJIUTH, ITbJIHA KPbBHA Kap-
THHA, ypes, kpbBHA 3axap, AKP u ra3oB cbcTaB Ha KpBBTa,
4epHOAPOOHH (YHKIMH, HUBA HA AHTUKOHBYJICAHTH, JIKOXOJI, TOK-
CHKOJIOTHYEH CKPHHUHT U CbOTBETHA KOPEKIIUSL.

3. boiycHo BpBexaane Ha rmoko3a (40% 60 ml), Thiamine
160 mg i.v. (mpu mena u Vit By) npu B3M0XHA XUIIOIIUKEMUS UIH
QIIKOXOJIHA HHTOKCHKALHS

4. ben3zonnazennun

* Diazepam — BeHo3HO — 0,2 mg/kg (3a nena — 0,3 mg/kg) unu
pexraiHo 5-10 mg (3a nena 0,5 mg/kg); moBrapsiHe Ha j03ara
cien 30 muH, 3a 1 yac — 1o 60 mg, 3a 24 yaca — 1o 200 mg
IIPY TOTOBHOCT 3a OpoTpaxeasiHa uHTybauus. Kynupanero Ha
MPUCTHIIA € B IPOMOPLHOHAIHA 3aBUCHMOCT OT CKOPOCTTa Ha
BbBeKIaHe Ha Diazepam, HO 1ipy ObP30TO BEHO3HO BHBEIK/IAHE
CBILECTBYBA PUCK OT JAENpPECUs Ha JMIIAHETO U apTepuajHa
XUIOTOHUSI, KOCTO HaJlara FOTOBHOCT 33 aCHCTUPAHO JIUILIAHE.

* VPA (Depakine) — 15-20 mg/kg 6omyc i.v. (50 mg/mun), moz-
noepokamia 1o3a 1 mg/kg/gac.

* Phenytoin — naroBapsane — 20 mg/kg 6aBHo i.v. (50 mg/muHn),
3a 24 yaca — 10 2000 mg; IIpeaumcTBO — ABITOTpAiiHO Aei-
CTBHE.

IIpu EC, npoovnscasaw; nHao 60 mun. — BbBEKIaHE B HAPKO32

(ipu unTYOUpaH GoeH):

* Midazolam mnaroBapBama pno3a - 0,15-0,20 mg/kg
(<0,4 mg/mun), nonaepxama — 0,1-0,4 mg/kg/gac.

* Tiopental Na 5-6 mg/kg 1o 500 mg 6aBHo i.v. 32 3-5 MUH. U
norbpxkane ¢ 1-5 mg/kg/4ac no nosisa Ha EEI” marepH Ha no-
THCHATH 3aJIII0BE.

* Propofol narosappama no3a — 1-2 mg/kg, nogaepxama — 3-
10 mg/kg/qac.

Jeuenue na ycnoycnenusma na EC: na padnomuosura — noj-
JIbprKaHe HOPMaJlHa JIMype3a ¢ BOJHO-COJICBU Pa3TBOPH 3a Ipe/ia-
3BaHe OT OBOpEYHa HENOCTATHYHOCT, HA XUIICPTEPMUATA, HA
MO3BYHHUS OTOK — ChUeTaHHE Ha XUIIepBEeHTIIIALMs ¢ Mannitol, kop-
THKOCTEPOM/I, Ha ChIILTCTBAIN HH(EKIMH — AHTUOMOTHYHA Tepa-
st [TonabpikaHe Ha Cbp/IeUHO-Ch0BATA (PYHKIMS, IPU XUTIOTOHUS
— Dopamine i.v.

H. HeBpoxupypru4Ho jiedeHue — NpH TeParneBTHYHO-PE3H-
CTCHTHH CMHUJICTICUM U HAKOU CNUJICITUYHY eHIe(aIonaTH B 1ET-
cKa Bb3pacT. Llen Ha omepaTHBHOTO JieUeHHE € OTCTpaHsIBaHE HA
eNMUJICITOreHHATa 30Ha, TeHEPUPAIla IPUCTHINTE, WK IPEJOTBpa-
TSBaHE Pa3NpPOCTPAHEHNUETO Ha CHMICITHYHUTE PAa3PAJIM, @ B PEIIKH
Clly4au IpU MHOKECTBEHU (DOKYCH — JIOKaIM3UpaHE JI0 eMHCTBEH
¢oxyc.

HeBpoxupypruuno JiedyeHue Ha CHHICICUUTE CE MPOBEKIA
npu oxono 10- 15% ot enunentuano 6onuure. Kanaunaru 3a enu-
JIeNTHYHA XUPYPIUs ca:

* PesucTeHTHN (hOPMH CTIPSIMO aJeKBaTHA TEPaIIHs, TPOBEKAaHA

3a JOCTAaThUCH MEPUOA OT BpeMe, ¢ moseue ot 2 AEJL, camo-
CTOSATEJIHO MIIM KaTo MOJIUTEpPaIIus;
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* YTOUHEHA CMMJICNITOTCHHA 30Ha, JIOKAJIM3UpaHa B ,,Tuxa” KO-
poBa obnacT (T.e. 6e3 WK C OTHOCHTEITHO HUCHK PHCK 3a T0-
CTOINEPATHBEH HEBPOJOTHYEH  Je(uuuT);
KOHTPaWHINKAIMY 32 XUPYPTHIHO JICUCHHE.

Jiurca  Ha

Enunnencuu 6e3 mHAMKANUS 32 eNUJIeNTHYHA XUPYPrus ca:

1. [TauueHTH ¢ MHOTO BU/I0BE NPUCTBIHN OT PA3IMYHU 00IACTH
Ha MO3bKa, OCBEH ako 1 BH] HE € JOMHHHpAI 1 WHBAJIUANU3HPAI.
3abIDKUTENHA OLCHKA ¢ MPONBDKUTENHO Buaeo-EEI MonuTopH-
paHe.

2. [amuenTu ¢ 1BycTpaHHa Xunokammantua arpodus 8 MPT.

3. [TauweHTH ¢ MAMONATHYHHU (I€HETHYHH) TeHEepalIU3upaHu
emmenicuy, ¢ Pomaniosa, OKIUMATAIHN, peIeKCH eTTUIIEIICHA.

4. Bw3pactHu ¢ qudysHa (MyaTHI00apHa) HOIMMUKPOTHPUS
WM CyOKOPTHKAJIHA JICHTOBU/IHA XETEPOTOIIHS.

WnrenexryanHusr 1epuuut, ocoOEHO B IETCKa Bb3PAcT U IIPU
HSIKOM CHH/IPOMH, HE € IPOTHBOIOKA3aHHE 32 Pe3EKTUBHA WIIH ITa-
JIMaTUBHA MHTEPBEHLHS; B HAKOH CIIy4an IMPEIOTBPATABAHETO HA MH-
BaJIMAM3MPALINTE JAPOI-aTakd BOXM JIOPH JIO HOA00pEeHO
KOTHUTHBHO (DYHKLIHOHUPAHE.

HeBpoxupypruyno JiedeHue ce npeanpuemMa ciiej npeaBapu-
TeJIHA MYJTHANCHUIUIMHAPHA OlleHKA Ha 6a3aTa HAa U3BbPLIEHH
NPeXHPYPrUYHH U3C/IEIBAHUS 110 MPOTOKOJ (IPUIIOKEHHE).

IIporoxoa

I eran — U360p na kanauaatu (cvracHo Schuele & Lueders,
Intractable epilepsy: management and therapeutic alternatives. The
Lancet Neurology, 2008, 7).

II eran — IIpexupypru4ysa 1HarHoCTHKA

1-Ba ¢aza — HemHBa3uBHU U3cjeIBAHUS

1. lIponsmxutenno Buneo-EET MoHuTOpHpane B ciennanusu-
PaHO OT/ENEHNE Ha EeMUIIENTUYEH [EHThP — PETUCTPaLus Ha Mpu-
creru enHoBpeMeHHO ¢ BEET" n Bugeo. B Hskon cimydan ce Hamara
penyuupase u nopu cnupane Ha AEJL, u cbHHa nenpuanus. B no-
BeueTo ciyvan ce mposeskaa EEI o pasmmpena exexkTponHa cxema
— M3II0JI3BAHE HA MPEJHH TEeMIIOPAIHU (TeMIIopo-0a3aiHu) eleK-
TPOIX M TEMIIOPO-TIOCTEPUOPHH (pEeTpOaypHKyIapHH) eNeKTPOJIH,
3aIBDKUTEITHO ¢ oTBexkaaHe 1 Ha EKT.

Humepuxmanna EET

OcHoOBHO 30-MHHYTHO M3C/IeBAHE — 3aIbKUTEIHO 32 BCUUKH
KaHAUIATH

Hocrarpuna peructpanust Ha EEI" B OyIHOCT 1 ChH -3aIBIIKH-
TEJTHO 32 BCUYKM KaHAUIATH — 32 OLCHKA Ha OABHOBBJIHOBH M CIH-
nentudopMeHH NPOMEHH (HACOKa 3 JIOKAIM3ALMATA Ha JIE3HOHHATA
30Ha ¥ IPUTATHBHATA 30HA)

Hxkmanna cxannosa - EEI +/- cghenoudannu (cemu-unea-
3U6HU) eIeKmpoou

v' Tpu nauuentu ¢ TLE

v Hesagpmxutenna npu nanueHty ¢ eqHoctpanna TLE: ¢
1) KIMHUYHA CEMUOJIOTHSI HAa ME3HO-TEMIOPATHH NIPUCTHIIN; 2) HH-
tepuktanna EED ¢ nanHu 3a 6aBHOBBIHOBA U eMuienTu(opMeHa
AKTHBHOCT B OTBEXIAHUATA, ChOTBETCTBAIIN HA ME3HAITHUTE CTPYK-
TypH; 3) KaTerOpUYHY TaHHH 32 XUITOKaMIanHa maronorus B MPT.
[1pu TaknBa MarMeHT ce IpreMa, 4€ MMa ITbJIHA KOPETaIns MeK Iy
cemuonorus, EEI' u MPT u mosxe fa ce mpuCThIIN KbM TEMIIOPATHI
PE3EKTUBHY MHTEPBEHIIHH.

Hxmanna ckannosa-EEI'

[pu Bcnuku karauaaty € Heooxomuma Buneo-EET peructparnmst
Ha MoHe 3 10 5 MPUCTBHIIA, aKO MAIUEHTHT UMa eAUH BUJI IPHUCTBIIH,
WM [IOBEYE, IPY aHAMHE3a 3a [T0BeYe BUA0BE MPUCTHIN. B moBeueto
CIlyJad ce Hajara MOHHUTOPHpaHe TIoHe 3a 24 yaca, ¢ perucTpars
1 Ha CHIOHTAHEH CBHH.
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2. Bucokopaznenurenna MPT Ha m1aBeH MO3BK — ITPH POBEIXK-
JTaHE CBITIACHO T.HAp. ,,IPOTOKON 3a emuiencus’, pa3paboTeH B

HEBPOPAIHOIOTMYEH LIEHTHP C HAJIMUUe Ha CIELHAIICTU B HEBPO-
u3o0passBaHe Ha emwiencus. [Ipyn HenocTaTbyHA JIOKANIU3AlHs Ha
npuctbnute ¢ Buaeo-EEI" u MPT no enunentuueH npoToko, B
HSKOU CIIy4au Ce Hajlara u3los3BaHeTo Ha qonbanutensu MPT Tex-
HHKH.
3. HeBponcuxonornuxo uscieiBane (MMa JOMBJIBAIIO0 3HAYE-
HHE) — JIaTepaii3upa 1 MOHIKOTa JIOKaNM3upa Je(HIUTH BbB BUC-
IIMTE KOPOBH (DYHKIIMHU, KOETO JOIBJIBA JAHHUTE 3 JIOKAIH3ALHATA
Ha eMWJICNTOreHHaTa 30Ha. JlaHHUTE 32 HAJIMYHU IE(QUIUTH MOTaT
J1a TIOMOTHAT 32 ONpEJIENIHE Ha Bb3MOXKEH [OCTONEPATHBEH (DyHK-
mroHaneH puck 3a BK®, koraro enmientoreHHara 30Ha € B WIH
611130 10 (YHKIMOHAITHO HEOOX0AMMa KOpa.
. Koraro pesyararure oT Te3um H3CileBaHUsA MOKa3BaT
ITbJIHA KOPEJaIXs 0 OTHOIIEHHE JOKAIM3alUATa Ha eIUIETTOreH-
HaTa 30Ha (HampuMep, KIMHUYIHA CEMHOJIOTHS CIIOpe] aHaMHe3aTa
U BU/ICO-PETHCTPALUS OTTOBAPS HA ME3HO-TEMIIOPAJIHU IIPUCTHIN +
EEI" nemoHcTpupa Hayasio Ha MPUCTBIIUTE B TEMIOPATHUTE OTBEIK-
JIaHMs, CbOTBETHU Ha Me3nanHuTe cTpykrypu + MPT Busyanusupa
XHIOKaMIIaJTHa CKJIep0o3a MM JIpyTa JIe3Hsl H Me3H0-TEeMITOPATHHUTE
CTPYKTYpHU) MOXE J1a C€ IPUCTBHIN KbM OTPaHHYIEHA Pe3EKTUBHA NH-
TepBeHUNUs (HarpUMep, Tpe/jHa TeMIIOpaJIHa JIOOSKTOMHUS MU ce-
JIEKTHBHA aMurianoxunokammnexkromus npu MTLE- naii-uecrara
CHMIITOMATHYHA TEPAIeBTUIHO-PE3NCTEHTHA (DOKATHA ETUIICTICHS,
0COOCHO TIPH BB3PACTHH).
. Koraro nuncBar 10CTaTb4yHO JJAHHU (HarpuMep, Hera-
tuBHa MPT), Tpsi6Ba 1a ce M3BBPILIAT JOIBIHUTCIHN (yHKIIHO-
HaHu HeBpomzoOpasssamy u3cnensanust (SPECT wm FDG-PET)
3a UICHTH(UIMPAHE HA CIHJICIITOICHHATA 30Ha.
1.  UsebpuBa ce unrepuxranex n/unu ukraned SPECT, ne-
MOHCTPHpAILl MHTEPUKTAIHA XUIIONepQy3us 1 UKTAIHA XUIIepIep-
¢y3us B obmactra Ha emwrentHaHoTO oruuie. [lo oTHOmEHne Ha
SPECT, no-yMecTHO € U3BbPLIBAHETO Ha T.HAP. CYOTPaKLHUs IPHU KO-
peructpaisi ¢ MPT (SISCOM).
2. Ilpu nanunuue Ha PET ko- perucrpauusara ¢ MPT cbio
yBeJIMYaBa BEPOSTHOCTTA 3a II0-TOYHO JIOKAIM3MpaHe Ha 30HaTa Ha
UHTepuKTaleH xunomeradomussm (B PET) ¢ anaromuuHara ctpyk-
typa (8 MPT).
3. Oysknuonanmna MPT ce Hanara npu siBHH Jie3uH O30
JI0 EJIOKBEHTHA KOpa, ¢ JokazaHa cemuonornuno u EET" enunenro-
TEHHOCT — C IIeJ ONpe/ieITHE TPAHUIIUTE HAa Bh3MOJKHATA PE3ECKIIHS
U Hy’KJ[aTa OT UHTPAoNepaTuBHA KOPOBA CTUMYIIALIHS.
. Koraro nuricsa xopenamust (Hanpumep, HerarusHa MPT;
HETHUIIMYHA CEMHUOJIOTHS Ha IPUCTHINTE; HesicHO nkTanHo EET-Ha-
9aJI0), MAllUEHTHT CE HACOUBA 3a MPOBEKAAHE HA MHBA3UBHU IPEXH-
PYPrUYHH M3CIIEABAHHUS.
2-pa ¢a3a — UnBa3uBHM u3ciaenBanus — skiaousar EEI-Mo-
HHUTOpHpPAHE C MHTPAKpaHUATIHH elneKTpoau n Wada-tecT.
OrtHacs ce 3a CISAHUTE IPYIIH SMIICTICUH, HO 0e3 OTpaHHIeHUs
70 TSX:
(1) TLE, mpu KosITO JIMTICBA CUTYpPHA JIaTepaTH3alus;
(2) nBoitHa maronorys (HampuMep, XUMOKaMITaIHA CKIepo3a u
(oxasHa KOPTUKAIIHA JUCILIA3HUS);

(3) ne3ust npu Henokanusupama EET;

(4) noxanm3upama uHTeprKTanHa w/nnu ukraiana EEL, w/nmm
(yHKIMOHAIHO HEBPOH300pa3siBaHe MPH JIUIICA Ha SICHO BU-
numa ae3us B MPT.

* Unrpakpannanno EET'-monnTopupane

[Tpu HaMMUMETO HAa MOJICPHU HEBPOU300Pa3sIBAI TEXHOJIOTHH,
camo 10-20% oT XupyprudHUTe KaHAUIATH U3UCKBAT TO3H BUJI THA-
THOCTHKA. 3a/Ib/DKUTEITHA € [IPH:
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(1) [ABycTpanHH HE3aBHCHMH TEMIIOPATHH TIPUCTHIIN

(2) ExcTparemnopaany IPUCTBIN C HPONaranys KbM ME3H0TeM-
MOpAJIHUTE CTPYKTYPU

(3) Temnopanau npuctbiu ¢ gokaszano EEI" nagano, Ho Hera-
tuBHa MPT u FDG-PET

(4) JIumnca Ha xopenarus Mexxy EET - nokanu3anusara n Haxos-
xara B MPT

(5) HeBb3morkHO pasrpaHuyaBaHe MEK/y HEOKOPTHKAJIHA 1 Me-
suanHaTLE

(6) Jlatepanu3arms Ha IPUCTHITUTE B ONPEAEIIEH 511, HO Oe3 Ma-
TonoruyHa Haxozika B MPT win (yHKI[MOHAITHOTO HEBPOH30-
opaszssane (PET, SPECT)

(7) Enmentorenna 30Ha B Wity 671130 10 (PyHKIHOHAIHO HEOO-
XOZIMMa MO3bYHA KOpPa, KOETO M3MCKBA M MHTPAONIEPATUBHA
KOpPOBA CTHMYJIALMAL.

W3BbpmmBa ce ¢be CyOmypanHu eIeKTpOAn (eIeKTPOTHU pe-
IIETKH, JICHTH) MIX [JBJIOOKH EINeKTPOaH (CTepeoTakcuiHa
nmrantanust, SEEG) cb0TBETHO Ha OCHOBHATA XUIIOTE3a 3a Pa3Io-
JIO)KEHUETO Ha eNWICNTOreHHATa 30Ha Ha OCHOBATa Ha JAHHUTE OT
Buyieco-EEI [IpucThiBaHETO KBM TO3M €Tall CE U3BHpIIBA TPH 00-
CHXK/IaHe OT HEBPOJIOT (M3BBPLINI HEBPODH3HOIOTHYHATA OLICHKA
Ha MaleHTa 1o BpeMe Ha IbpBara (aza) U HeBPOXUPYPT, C MOCIE-
BAIIIO YYacTHE HA MAIMEeHTa. 3aIbJDKUTEITHA € PErUCTPALUATA [IOHE
Ha e/IMH OT XaONTyaJIHUTE IPUCTHIIN HA MALIUEHTa, KaTo B IOBEYETO
Clly4au ce IpHUjara 1 TECTBAHE € CIEKTPUYECKA CTUMYJIALUS C LE
OLICHKA HA I'PAHULUTE HA ENUJICNTOreHHATa 30Ha U €BEHTyaJlHATa
OMU30CT/MIPUIIOKPUBAHE C €IOKBEHTHA KOpa.

* Wada-tect

WnTpakaporumnara amobapourainsa npouerypa (IAP) (amobap-
Owrai Wi HaTpueB MeToxekcuTaln /Brevital/) BpeMeHHO HHAKTHBHpA
UICHJIaTepaHaTa MO3bYHa XeMHUc(epa, KOSTO M03BOJISIBA HE3ABUCH-
MOTO TECTBAaHE Ha IaMETTa U peyTa B KOHTpanarepaiHara xeMucde-
pa. HezaBHCHMO OT 1O-IIMPOKOTO HABIIM3aHE HA (YHKIMOHAIHATA
MPT 3a onpenensiHe Ha Jarepanu3anus 1 Jokanu3zanus Ha BKO,
HOpaJii IPOTHBOPEUMBHUTE JAHHHU NPH HAKOM OT KaHHUIATHUTE, BCE
ome Wada-TecThT ce M3M0J3Ba ILIMPOKO B MPEAONEpaTHBHATA
ouenka Ha BKO.

3-ta ®aza — MynmuoucyuniunapHo 006cvicoane Ha Kanou-
oamume 3a eNUNERMUYHA XUPYPIUS

U cnen 1-Ba, u cien 2-pa daza kaHAMAATUTE 32 SHHICNTHIHA
XUPYPrus ce 00CHKAAT OT MyJITHANCIUILUTHHAPEH EKHIT, BKIIOUBAII]
3a/IBJDKUTEITHO HEBPOJIO3H-CIHIICTITONIO3H, HEBPOXHPYP3H ChC CIIe-
[UATM3AlHs B eNUISHTHYHA XUPYPIUs, a IPH HEOOXOAMMOCT U HEB-
POIICHXOJIOT, JIOrOMe1, HeBPOPaHOIIoT, cuxuarsp. O6chxkaar ce
nonpooHo kinananute, EET, MPT nanHu, HEBpOIICHXOIOTHIHNTE
TECTOBE U Jp. Pe3yATaTH (HampuMep pedeBr (QYHKIMH, COLHATHA
npobaemu u np.). [loTeHmanHuTe yCIOKHEHNUS Ce 00CHKAAT C TIa-
LUeHTa/ CeMEeNCTBOTO, 0COOCHO MPH SMUJICTICHS B JOMHUHAHTHATA Xe-
muchepa.

[MarmenTrTe, MOMYYIMIN OT MYITHANCIUIUTMHAPHUS SKUII CTa-
HOBHIIIE 33 ONEPATUBHA MHTEPBEHIHS 3aIbDKUTEIIHO CE€ HACOYBAT
KbM CIIEHHATUCT — SMIJICITONOr 32 BTOPO MHEHHE OTHOCHO IPE-
JlaraHara onepaTiBHa Hameca.

[Ipn KOHKOpAAHTHY (CHBIAJAIIN) PE3YATATH M IEIN Ha MAaIy-
€HTa, eKUIa 1 MHEHHMETO Ha eNUJIECHTONIOra, CE HACPOUBa CHOTBET-
HaTa olepaTuBHA UHTEPBEHIIHSL.

Xupypauunu npoyedypu:
1. KypaTuBHu = jieue0HH (Haii-4ecTO pe3eKTHBHH)
* [Ipeana TeMnopaJiHa J100eKTOMUS
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* CeJleKTHBHA AMHUTIAI0XHIIOKAMIIEKTOMHSA

e Jle3nonexTomusi (OTCTpaHsABAaHE Ha CIMJICIITOTCHHATA JIE3US
criopen MPT nanunTe — TemMmopainHa, eKCTpaTeMIOpaTHa)

e ,AnauBuayasno npucrnocodeHa” HEOKOPTUKAJIHA pe3eK-
must — criopex nanuute ot EEL, MPT u dyHkuuonannure uz-
CIIEIBaHMS: ChXPAHsBa €IIOKBEHTHATA KOpa

* Xemuchepexromus U QyHKIHUOHAIHA XeMHC(pepeKkToMust

* MHo:KecTBeHa CyONUaIHA TPAHCCEKIMS

2. [MannaTnBHU

» Kano3oTomust (Haii-uecto — npeauu 2/3 Ha corpus callosum)

e Ctumyaanus Ha n. Vagus (VNS) e ¢ nnankamus karo 1o-
ITBJIBAIIA TEPANKS 33 PEAYKIHS Ha IPUCTBIHATA YECTOTA IIPH
MEIMKaAMEHTO3HO-PE3UCTEHTHA SITUIICTICHS TIPY Bb3PACTHHU I1a-
LUEHTH ¥ Jiera Hag 4 T., KOUTO He ca IOIXO/ISIIN 32 Pe3eK-
THBHA CMMICHTHYHA XUPYPIUS WM SN THIHATA XUPYPTHS
e Hee(ekTuBHa. [Ipenopbusa ce u pu HOKATHU SIS TUIHA
MIPUCTBIN ¢ WK Oe3 BTOpMYHA IeHepaIn3alys WM F'eHepalIi-
3UpaHH MPHUCTBHITH, TIOCTTPAaBMAaTHYHA SIHIICTICHS 1 TyOepo3Ha
CKJIEpO3a, PH MAIMEHTH ChC cuHApoM Ha Lennox-Gastaut
(m00Bp edekT mpu aTUNUYHUTE aOCAHCH, TeHEPATU3UPAHUTE
TOHMYHO-KJIOHMYHU U MUOKJIOHUYHH TIPUCTBIIH, HO HE U NIPH
ATOHWYHHUTE ¥ TOHUYHU NpUcThNH). [Ipn cTumynanusaTa Ha
n. Vagus ce ycTaHOBsIBa peIyKIHUs HA IPUCTHITHATA YECTOTA
pu 0KoJ10 45% 10 55%,Kkato eeKThT ce mopo0dpsiBa Che Bpe-
meto (auBo C).

K. Hepapmakosiornunu MeToau 3a JJedeHHe HA 1eTCKUTe

elHJIeNICHH

* Kerorennara quera e JonbJBalia py JIEUEHNE HA HAKOU Te-
paneBTHYHO PE3UCTEHTHH CIMJICNICUH B JeTCKaTa Bh3pacT. Llemn
MPOMSHA Ha CHOTHOIIEHUETO Ma3HUHU: BBIVIEXHAPATH + MPOTCHHU
=2:1 go 5:1. [loBuieHUTe CTOMHOCTH HA KETOHHU Tela MOTaT Ja
pesyLMpar 4ectoTara Ha enuiaenTHYHuTe npucThiu. [Ipunarar ce
1 MO (HIIPAHN KETOTCHHH JMETH. YCTAaHOBEH € e(eKT NpH CHH-
npoma Ha Dravet (SMEI), nadantuaan cna3mu, MHOKIOHHYHO-
acrarnuna enunencus (Cunapom Ha Doose), komiuiekca TyOepo3Ha
CKJIEpO3a M BPOJICHH METaOOIUTHH Je(eKTH (pyBaT-1exuipore-
HazeH nedunurt, nepunmt Ha GLUT-1).

Enujentuysy cCMHAPOMH, IPH KOUTO HMA BepOATHA edek-
THBHOCT OT KeTOreHHATa iueTa (1oHe 2 HAyYHH ny0JuKauuu)

e [moko3en tpancnopreper nporeud 1 (GLUT-1) neduuut

e [TupyBar-nexuaporeHasex Jeuuur

* MuokinornuHo-actarinyna enmiencus (Cuaapom Ha Doose)

* TyGepo3Ha ckiepo3a

* Rett cunzpoM

* Cungpom Ha Dravet (SMEI)

* Nndantunan cnazmMu

e Jlena XpaHEeHU EHTEPATHO

EnnienTtHunu cHHAPOMH, PH KOMTO HMA Bb3MOKHA edek-
THBHOCT OT KeTorenHara auera (1 HayuHa nmyGanKanus)

 Hsikon MUTOXOHpHAITHU O0JIECTH

e [mukoreno3a turn V

e Cungpom Ha Landau-Kleffner

e bonect na Lafora

¢ SSPE

HuBa Ha jleyeHHe HA eMUJIENICUATA

Jleyenune B ycioBusiTa HA U3BBbHOOJHUYHATA CIenuaJIu3u-
pPaHa MEAUIUHCKA IMMOMOIL CE U3BBPIIBA OT CIICIIUATIUCT-HEBPOJIOT
WA JE€TCKU HEBPOJIOT C Ha4YajlHaTa MOHOTEpAIvs ¢ aJJ€KBATCH 3a
THUIIA Ha CITUAJICIICUATA U HA CTWJICTITUYHUTE NIPUCTHITA METUKAMEHT
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B OIITUMAJTHA JI03a TIPU KOHTPOJIMpaHe Ha cepyMHnTe HUBA. [IpH He-
e(eKTHBHOCT mbpBaTa MOHOTEpAIMS WM CTPAHUYHU PEAKLHH,
nbpBuAT AEJI ce 3amens ¢ apyr AEJI, moaxonsu 3a tuna mpu-
naxbiu u enmiencusra (I monorepanus). [Ipu HeepexTuBHOCT ce
no6asst Bropu u TpeT AEJ] (panmonanHa moauTepanus ), 3a KoMOu-
Hatuu o1 HoBute AEJI - cien pereHnst T eKCIepTHH KOMUCHE KbM
YMBAIJL.
BosHn4HO JieyeHne ce MPOBe:K/Ia MPH:
* EmmiienTryeH cTaryc — KOHBYJICHBHISAT € 3aIUIallIBaIlo KUBOTA
CbCTOSIHME, a HEKOHBYJICHBHHUAT O00yCJiaBs KOTHUTHUBHH
yBpEny;
* CepuiiHu puna by,
* BoJHY ¢ HOBOOTKpHTA EMUIICTICUS ¥ YECTH CIMIICTITHYHH TIPHU-
Ha/bly;
HoBooTkpuTa enuiencus B IETCKa Bb3pacT, Hajlaralia HeBpo-
n3obpa3ssamy u3ciensanns U EET mox Hapko3a;
3ayecTsBaHE HA PUTIAIBIUTE U HETIOBIHSABAHE OT JICUCHHETO,
KOETO HaJara CrielHaIn3upaHn U3CIe/IBaHHUS C OIVIe]] CHMIITO-
MaTH4Ha eTUJICTICHS;
ITporpecupali] HeBPOJIOTrHYEH Je(HULUT U PA3BUTHE HA IEMEH-
IWS C OIVIe]] PEIMarHOCTHIIPAHe Ha €THONOTUATA;
bonuu ¢ HenopMsBaHe OT aMOyJIaTOPHOTO JICYCHHUE BKIL. U C
HoBute AEJL, ¢ enunenTuyHM CTaTycH B aHaMHe3aTa, MpU
KOUTO C€ HaJlara CMsiHa Ha JICYCHUETO B OOJHUYHH YCIIOBHUS;
bonHu ¢ Texku GOpMH ¢ MHOKECTBEHH TOTUMOPGHH TIpH-
HaIbL, Iporpecupanu Gopmu, Hekaacupuupanu Gopmu, 1
C YCIIO)KHEHHUS;
BonnuTe, pu KOMTO ce Hajlarar ClelUaIn3upaHn U3CIe/Ba-
HHS C OIVIe]] HEBPOXHPYPTHIHO JEUCHHE Ha CIIHIICTICHATA,;
YenoxHeHus;
ExcniepTHu cityyau 3a YTOYHSBaHE Ha AMArHO3ara, HpU KOUTO
MOXE JI1a C€ HAJOXKHU CIIUPAHE HA JICYCHUETO IOJ[ JEKAPCKH
KOHTPOJI.

Bo/IHH4HOTO J1edeH e Ha CTUJICTICHITa MOKE [ Ce TPOBEXK A
B HEBPOJIOTHYHO, IETCKO MM NIPOGMIMPAHO ENUICTITOIOIHYHO OT-
JIeJICHUE WJIM HEBPOJIOTUYHA KIMHUKA/IETCKa HEBPOJIOTHYHA K-
Huka (cexrtop) Ha YDb, cmopenm Texectra Ha 3a00isIBaHETO U
YCIOXKHEHUATa My. MeIMKaMEHTH OT Ipymnara Ha ,,HOBUTE” IPOTH-
BOCITHJICTITUYHH CPEJICTBA C€ BBBEXK/AT MPH J0Ka3aHa Hee)eKTUB-
Hoct oT kiacuueckure AEJI, cnenuanuu rpynu nauneHTtH (zreua,
cTapy Xopa, OpeMeHHH, OOIHY ¢ YepHOApoOHa Min ObOpedHa Heo-
CTaThYHOCT), CTPAHUYHH PEAKLUH WIIH OPTraHHA HEA0CTATHYHOCT.

CraGuiIn3HpaHeTo W BIM3aHETO B PEMUCHS T103BOJISIBA 110-Ha-
TaTBUIHUAT aMOYJIATOPEH KOHTPOJ, JICYCHHE U TIPOCIIe/IBaHe Ha Ia-
IIEHTA J1a C€ MPOBEeXKAAT 2/TouIHO. JIedeHneTo 3a emmIencus ce
HPOBEkK/a 2-5 I. WIIH TIO-TIPOBIDKUTEIIHO CIIOPE]] BU/A Ha CHUIICT-
cusTa/ enmWIeNTHYHNS CUHAPOM. [peyCcTaHOBSBaHETO HA JICYCHUETO
ce MpeanpruemMa oT CreUaIncT-HeBPOJIOT/ IETCKH HEBPOJIOT.

VIII. EHAJIEIICUA U BAKCUHHU

VMyHu3auuTe Karo KOMIUIEKC OT NPO(QUIAKTHYHH MEpKH,
KOUTO LIEJIAT Ch31aBaHE Ha CrielU(pUYHA HEBB3IPHEMUUBOCT KbM pe-
JUIA CepUO3HU MH(EKIMO3HY 3200 IBaHNs, JOIPUHECOXA 3HATUMO
3a HaMaJIABaHe JIeTCKaTa CMbPTHOCT M PaHHATa MHBAIMAM3ALHs.

Puck or mmynmsanuu. OnucaHW PEAKU NOCTBAKCUHATIHU
YCIIOKHEHHUs OT TPUIIOKEHHETO Ha AUQTEePUs-TETaHyC-KOKIIOMI
(ATK) u mopOunu-napotut-pydeosa B roJIeMy TIOMYNAMOHHN H3-
creqBaHust ¢ obma gecrora 5,2/100 000 MyHU3HpAHHU: TeMHEITH-
HM3MpALIK poecH, GpeOpritHu repyoBe, aheOpUIHH STHICTTHYHA
MPUCTBIY, eHuedaTonaTuaTa ¥ NHPAHTUIIHY CTIa3MU TIPU OT TIpH-
JI0XKEHHUETO Ha II'bPBUTE KUBU BaKCHHU. CbBPEMEHHNTE BAaKCHHU CE
MPOU3BEKIAT O HOBU TEXHOJIOIMH U €a 3HAUMMO MO O€30MacHU U
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Ha/ICHK THH.

[lpu nepmycuchama ysaiokiemvuna 6aKCUHa ca Bb3MOXKHU
IbPUOBE, KOJIANCONO00HN enu3ou 1 eniedaonarus. Mma nosu-
IIeH puck oT (peOpUIIHN I'bPUOBE B IIbPBUSA A€H ciel Audrepus-
teranyc-kokmomr  (ATK) m wmexny 8 u 14 npmen cien
Mopowu-naporut-pyodeosa (MIIP), Ho He ce yCcTaHOBSIBA OBUILICH
PHCK OT IOCJIE/[BAILY I'bPYOBE M KbCHHU PEAKLMH U HEBPOJIOTHYHH
ycnoxkHeHus. [IpuunHHa Bpb3Ka MEXK/Y LSUIOKICTbYHATa BAKCHHA
HPOTHBOKOKIIIONIHA BAKCHHA U MH(MAHTHIIHH CIIa3MH, IPEATIOaraHa
B MUHAJIOTO, Cera ce cMsITa 3a m3kioueHa. Konarconomnoouute (Cuu-
KOTIAJIHH) eMU30/14 ca Oe3 mocieaui. Te Bb3HUKBAT B IbPBUTE 24 4.
¢ Hali-MaJiko 12 4. MHTEepBaJ OT MOMEHTA Ha NPHIIOKCHUE HA BAKCH-
Hara. ['bpuoBere, aconuupanu ¢ JJTK umar xapakrep Ha GpeOpuiHH,
HO HSIMa JI0Ka3aTesCTBa 3a POJIsiTa Ha MEePTYCUCHUS TOKCHH 3a I10-
CTBAKCHHAJIHUTE peakiuu. He e ycraHoBeHa Bpb3ka MEX Ly UMYHH-
3aLMATA M HAYAJIOTO Ha enutencust, nHdanTiinu cniasmu uin [THC
uHbEKIUS.

Ayenynaprama eakcuna npomus nepmyctc BOIH 10 UMYHHTET,
HO HE ChIbPIKa €HIO0TOKCHH, OTTOBOPEH 3a JIOKAIHATA PeaKuus U
temmeparypara. [Ipu ieria ¢ XpoHHYHN MO3bYHHU YBPEKIaHUS (J1eT-
cKa nepedpanHa mapanusa, enuiIericrsi, yMCTBEHO H30CTaBaHe) ce
HPENnopbYBa MPHIOKEHUETO Ha allely/lapHa BAaKCUHA T0Pa/iu [OBH-
IIeH PUCK MpPH pecruparopHu 3abomsiBanust. GamMunno odpemeHe-
HMTE C T'bpuoBe Jaeua He Ou ciexsano jna ce omarar or JJTK
UMYHH3ALIHH.

[lpu mopbunnama umyHusayus ca Bb3MOXHU (EOpUIHHUTE
I'bPYOBE NPE3 BTOPATA CEAMULA CIIE UMYHU3ALMATA. Bakcunure 3a
MopOuH, pousBeneHn ciex 1978 r. ¢ nHaKTHBUpaH MOpOMIeH
BHPYC Ca C I10-MaJIKO JIOKAJIHU CTPaHHYHHU 1posiBi. He e ycranoBeHa
CHUT'YpHA PUYHHHO-CIIE/ICTBEHA BPb3Ka MEK/y BAKCHHATA M 110sIBATA
Ha ayTU3bM. AMepHKaHCKaTa IeuaTpuyHa aKaJeMus Mpernopbyusa
U JleraTa ¢ JIM4Ha Wik paMuiiHa 0OpeMEHEHOCT ¢ I'bpuoBe Ja Obaar
UMYHH3UpAHU IPOTHB MOPOMITH Thil KaTo GoJielyBaHe OT MOPOMIN
MOXeE 12 JIOBEe 10 MHOTO IO-4ECTH M TEXKH YCIOKHEHHS, B
cpaBHEHHE C euH (peOpUIIeH rbpu.

[1pu npoTUBONIAPOTHTHATA, IPOTUBOPYOEOIHATA, TIPOTUBOOSC-
Hara, cpemy Haemophilus influenzae B, mpornBoxenarnutnara u
HPOTHBOINOIMOMHEIIMTHATA BAKCHHH HE ca HAaOJII01aBaHH YCIIOKHE-
HHUS OT THII SITMIICITHYHH IPUCTHIIH.

O6001meHo: Bakcunanuu ¢ yOuTH BakCHHH, Oa3UpaHd HA TOK-
conjl, OaKTepHaIHU aHTHICHH, IPOTEHHHH CYOCIMHUIN HIH HUMY-
HOTEGHHH, IPOTEHHH MOIyYEHU Ype3 PeKOMOMHAHTHU TEXHOJIOIUH,
HE ca IPOTHUBOIIOKA3aHH TIPH JieliaTa ¢ HeBPOJIOrHYHH 3a00IBaHuS,
BKJI. C eruiencus. B Ta3u kateropus BiIu3ar BAKCHHUTE 3a TETaHYC,
qudTepus, Kokmom, nomumomuenut, xemarut B (HBV), rpum,
Haemophilus influenzae type b (Hib), nHeBMOKOK 1 MEHUHTOKOK.

[IporuBoIIOKa3aHUs 32 BAKCUHUPAHE Ca JelaTa ¢ HeKOHTPOJIH-
paHH eNUICNTUYHH IPUCTHITM OCHOBHO TIPH CUHIPOM Ha West 1 Me-
JIMKAMEHTO3HO PE3UCTCHTHH CIUJICTICHH.

HM3nos13BaHKTE MOHACTOSIIEM BAKCHHU UMAT OTJIMYHA HaJICHK /-
HOCT M IOHOCHMOCT, 3HA4MMO CHWKaBar 3aboisieMocTra u
CMBPTHOCTTA, NPEM3BUKaHA OT HH(EKIMHK Y JeliaTa U Bb3pacTHHUTE.
Jlekapure TpsOBa a ChACHCTBAT 3a MPHIIATaHETO UM, KaTo ca WH-
(opmMupaHy 32 BB3MOKHUTE CTPAHUYHU PEAKLIUHU U J]d THPCAT U OT-
KpHBAT IPUYMHHA BPb3Ka MEXKITY TSAX M BB3MOXKHHUTE HEBPOJIIOTHYHI
YCIIOKHEHUS.

IX. IIporuo3ara 3aBucu ot opmara, MOJATIMBOCTTA Ha Jieye-
HHE, JTABHOCTTA, HAacJIeICTBeHH U npunobutn daxropu. [Ipu Hene-
KyBaHMTE WM HENpPaBWIHO JIGKyBaHM OONHM 3a00JsBaHETO
IpoTpecupa ¢ MO-TEeXKKH ¥ MO-4eCTH NMpucTeiu. [Ipu 6maronpustHo
npotuyade (0koio 60-70% ot ciydaute) 1e4eHUETO Tpae oT 2 10 5
rogunu. 20-25% ot GonHuTE ca ,,MEINKaMEHTO3HO-PE3UCTSHTHHN ,
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KOETO Hanara MOJIUTepanus U MpUIoKeHne Ha ,,HOBUTE” aHTHEIH-
JIENITUYHU MEJUKAMEHTU WM XUPYPrUYHO JedeHue (Tabiuua 16).

Tabmuua 16. [Tporsosa npu enusiencuute

JloGpa mpornosa HednaronpusiTHa mporHo3a

1. Jlercka abcaHcHa 1. Cunpgpom Ha West*

2. WauonatvyHu IETCKH 2. PanHa KbpMayecka eMmuIenTHIHA
(oKaITHK erHIeIICHs eHnedanonarus®
(PomanzoBa, oxmmuranHa 3. Texxka JeTCKa MHOKIOHHYHA EIMIEN-
un Panayiotopoulos u Tumn cus*
Gastaut) 4. Cunapom Ha Lennox-Gastaut®

3. Enunencus B crapyecka 5. Epilepsia partialis continua*
BB3pacT 6. IlporpecuBHa MHOKIIOHYC

4. OebpuiHE IbpUOBE ernuencus

5. BeHurHeHu wamonaTHyHmn 7. HOBeHMIIHA MHOKJIOHYC €MUJICTICHS
HEOHATAIHH KOHBYIICHI 8. Cunmpom Ha Landau-Kleffner*

9. TemnopaHOAI0Ba CIUIIETCUS
10. Enunencust npu KopoBH IUCIUIA3HH

* [IporHo3ara e HeONAroNpUATHA MOPAIH
HEBPOJIOTHYCH H YMCTBEH Te(HITHT

X. UHBAJIMAU3ALIUA U CMBPTHOCT

CBOEBPEMEHHOTO U MPABUJIHO JICYCHHE OrpaHUYaBa Mporpe-
CHATA Ha 3a00JSIBAHETO U MHBAIUAN3ALMATA, KOSTO MM 3[PaBeH,
conuaieH u nkonomuuecku eexrt. [Ipeodnanaamara gact ot 60i1-
HHUTE (IPOCTH, HEYCIOKHEHHU (HOPMH, PAHHO AHATHOCTHIIPAHH) C&
JIeKyBaT aMOyIaTopHo ¢ 100bp edekT, 25% ca ¢ MeIUKaMeHTO3Ha
PE3UCTEHTHOCT U C€ HaJlara MoJUuTepanus, KOMOMHAIIMU OT HOBHUTE
AEJI 1 yect XocnuTanu3aluu. MeJULIUHCKUAT PUCK € TIOBUIICH
npy 100pe KOHTPOIMPAHU M MEIMKaMEHTO3HO-PE3UCTEHTHH CITH-
nencun. CMBPTHOCTTA € 2-4 TBTH N10-BUCOKA B CPaBHEHHUE ¢ 00Imara
nomynarust. Haii-4ecty npuyuHu ca ,,cCHHAPOM Ha BHE3alHa HEOYaK-
BaHa cMbpT” (8-17%), camoybuiicTBa (7-22%), KOHBYJICHBHH €ITH-
nentranu ctatycu (10%), TpaBMM 1O BpeMe Ha CMHJICHTHYCH
npuCTHI (5%), MeTUKaMeHTO3HH peakiuu (3-7%) u ap.

AJITOPUTHBM
3A JIUATHOCTHUKA, JEYEHUE U IPOCJIEJASIBAHE
HA TAHUEHTA C EIIMJIEIICHUA

I. InarnocTuiMpaHe Ha MALUEHT € eNUJIENCUs

1. OGIONPaKTHKYBAIL JIEKAP — PU HAIMYKE HA IPUTIA IbIIH:

» Hasnawasa [1KK, 6noxumus, EKT" (3a I/l cbc kapanoreHHH
CHHKOIIN)

* HacouBa naumeHTa KbM CIeLUaaucT HEBPOJIOT/ IETCKH HEBPO-
JIOT, @ IPU YECTH MPHUIAIBIN - KbM OOJIHUYHO 3aBECHHUE

2. CnenuaMcT HEeBPOJIOI/AeTCKH HEBPOJIOT B U3BLHOOIHHY-

HaTa MeIUIMHCKA MOMOIIL:

* AHamHe3a

* HeBponoruueH craryc, eBeHTYalnHO HaOII0€HNE Ha IPUCThIT
0 BpeMe Ha M3CIIeIBAHETO.

* HaznauaBa u untepnperupa usciensanusara: EEI, veBpouso-
Opasssamio usciensane (KT Ha maBen mo3bk mwin MPT na
IJIaBEH MO3BK)

e Jlnarsoctunmpa ,,Enmnencust” npy Hanudre Ha 2 HEMPOBOKHU-
PaHM eMUICHTHYHH IPUCTHIIA WK €ANH [P HAJIMYUE Ha eTH-
nentudopmena akruBHocT B EEL, chueTanue ¢ OTKIOHEHHS B
HEBPOJIOTMYHHS CTAaTyC W/WIJIM [IATOJIOTHS B HEBPOM300pa3siBa-
IIUTE M3CIIeIBAHUS.

» Hasnauaa neuenne ¢ AEJI, mogxomsii 3a BUia Ha eMUAICITHY-
HUTE NPUCTHIN/ SMUISITUYHUSA CHHAPOM — | MOHOTepanus ¢
Banmpoarn win carbamazepine wmu ¢ apyr AEJI (oxcar-
bazepine, lamotrigine) ako ¥Ma MPOTHBOIIOKA3aHUS 32 KJIACH-
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YECKHUTE W NPH CHEIUAIHN TPYNH MANUEeHTH; 31aBa MPOTo-
KOIL.

* [Ipu yecTH eNUICHTHYHH NPUCTHIIN MM HEBB3MOXKHOCT 3a
ocpbiectsaBane Ha EEI" u wian u3o0passBaiio nscieiBaHe
(mete ¢ HEOOXOAMMOCT 3a YIOIKA) - HACOUBA MALEHTa KbM
OonunyHo 3aBenenne (MBAJL, YMBAJI).

* [Ipu 3aBbpIIEH poLec HA JUArHOCTHIMPAHE HACOYBA Mally-
SHTA KbM JIMYHHUSA JICKap 32 U3IUCBAHE HA PELENTH CIIOPEs
TIPOTOKOJIA 1 32 HAOJIOICHNE Ha COMaTHYHOTO CHCTOSIHHE Ha
narueHTa (eBeHTyaIHH CTPAHUYHH PEaKLUH.

3. CnenuaancT HeBPOJIOI/IeTCKH HEeBPOJIOT B 0OJTHHYHA

oMo

e [Ipn manMeHTH ¢ 4YeCTH W WM TeKKH CMMICHTUYHH TpHU-
MaIbLM, Jela WIK NalUeHTH, Ha KOUTO He MOrar Jia e 0Ch-
wectBsiT EET u HeBpon3zoOpassiBaiym u3cinenBanus 6e3 yronka
I0pa/I1 HECIIOKOMCTBHE CE IMarHOCTULIMPA «EITHIICTICHSDY CIICT
EET, neBponso6passsammo n3cnensane; manueHty 3a TEJIK.

* [IKK, 6uoxumus, n3cnensane Ha cepymHo HuBo Ha AEJI (na
VPA, CBZ, PHT)

* [IpoBexia ce aHTUKOHBYJICAHTHO JIeUEHHE (MHTPABEHO3HO M
HHTPAMYCKYITHO), aHTHEAEMHO MPH HEOOXOAUMOCT

* Ha3nauapa neuenue ¢ AEJ], moaxozsi 3a BUaa Ha SUICITHY-
HMTE NPUCTBIN/ ENUIECNTHYHUS CHHAPOM — | MOHOTepanus -
Banmpoar mimm carbamazepine wimu ¢ apyr AEJI (oxcar-
bazepine, lamotrigine) ako nMa MPOTUBOIIOKA3AHUS 3a KIIaCH-
YECKUTE U NPH CHELUAIHU IPYIHU HAlUCHTH.

* HacouBa naruenTa 3a HaOIIOeHNE U IIPOCIEAIBAHE OT CIIe-
LIUAJICT HEBPOJIOT B M3BBHOOJIHMYHATA [IOMOL U OT JINYEH
Jexap.

HpocneuﬂBaHe Ha MAMEHT C enuJjIencust

1. OdmonpakTukyBam Jexap — HasHadaBa [1KK, 6uoxumus

npe3 6 Mecena 1 pu HeoOXOUMOCT

11. cieMaIuCT HEBPOJIOT/AETCKH HEBPOJIOT B H3BBHOOIHNY-

HATa MeJUIMHCKA MOMOIII:

1. Ha3nauaBa n uHTEpHpeTHpa U3CeIBaHUATA:

¢ [IKK, OHOXNMHYHO H3CIIeBaHE, CEPYMHO HHBO

* EEI" npe3 6 Mecena npu 100pe KOHTPOIMpaHa eMUICTICHS WITH
1 M0-4€CTO TPH HEOOXOMMMOCT (4ECTH, HEMOBIMABAIIH CE OT
naznauenara AEJI Tepamnus);

* [ToBropHO HeBpon3obpazsBamo uscieasane (KT Ha rmaBen
Mo3bK min MPT Ha rmaBeH MO3BK) IPH MpOrpecHpania or-
HMIIHA WM 00IIIOMO3bYHA CUMIITOMATHKA, TPaBMa Ha [71aBaTa.

* [Ipu uHIMKAUU (YECTH, TEKKHM eNMMICTITHYHH TPUTIAIBIIN)
WITH HEBB3MOXKHOCT 32 ochiiecTsiBane Ha EET u/ nitn meBpo-
n300pa3sBamIo u3caeaBane (1eTe ¢ HeoOXOAMMOCT 3 yIIOoHKa)
— HacouBa manueHta kbpM OonHuuHo 3aBepenue (MBAJL,
YMBAII).

¢ HacouBa naruenTy KbM komucunte KoM Y MBAJI 3a HOBUY 13-
CIleZIBaHuS, KOpeKIus Ha iedenuneTo ¢ AEJ], Tepamust ¢ HOBUTE
AEJI mpu uHAMKAIWMKU CTIOPEZ BUAA HA CMUJICITUYHUTE TPH-
CTBITH M MUIENTUYHUS CHHIPOM

II1. CnenmaMcT HEBPOJIOI/IeTCKH HEBPOJIOT B 0OJTHUYHA
nomou — MBAJI

1. IIpu narMeHTn ¢ YeCTH M WM TeXKU CHWICITUYHHU IIPH-
Ha bly, cTpanyHu peakuun ot AEJ] mim opraHHa HelocTaTbuHOCT
ce m3BbpmIBa m3cienBane Ha [IKK, bnoxumus, cepymMHO HHBO Ha
Basmpoar, carbamazepine u phenytoin 1o mnpereHka.

2. EELL

3. IIpoBesk/ia ce aHTUKOHBYJICAHTHO JIeUeHHE (MHTPABEHO3HO
WM HHTPAMYCKYITHO), aHTHEAEMHO U aHTHATIEPTUIHO JISIeHUE TTPU



rouu 2022

HEOOXOIMMOCT.

4. Kopurupa ce nposesxaanoto jedenne ¢ AEJI (mpomenu B 1o-
3UTe), B JIeKapCTBEHATa KOMOMHALMS [IPH TTOJIUTEPAIIHSL.

5. OchblecTBsBa KOHCYJITALUK C JIPYTH CHELHUAIUCTH NP He-
00XO/TMOCT.

6. [Ipn marentu, vacouenu ot TEJIK ce ananmsupa Buma Ha
eMMISITHYHNTE NpUCThIN/npunaabi (/] ¢ nceproenuienTuyHy,
HECIHICITUYHY [TAPOKCU3MAJIHU ChCTOSIHUS), YECTOTaTa, IpHeMa-
nute AEJI (mammune Ha cepymuo HuBo Ha AEJI?), EET.

7. Ilpu enunenTuyeH craTyc JICYEHUETO CE IIPOBEkKAA B KIU-
HMKA/CEKTOp 33 MHTEH3MBHO JICYCHHE, KaTo Ce M3IO0JI3BaT HHTPaBe-
Ho3HH (opmu Ha Diazepam, Valproate u mpu HEoOXOqUMOCT —
BBBEXKIIAHE B HapKo3a U JieueHue ¢ Tiopental, Midazolam mii Propo-
fol.

1V, Cneuaanct HeBPOJIOT/IeTCKH HEBPOJIOT B 0OJTHHYHA
nomox — YMBAJI

1. OcpimectsBa ce EEI" (1 ¢ ymoiika npu Manku 1 HECHOKOHHI
neua); Buneo EET npu neodxomumoct; HeBpounsoOpasssaiio u3-
clieiBaHe (ako TMALUEHTHT HEe € U3CNeBaH WM IPU IPOrpecHBHA
yBpea B HEBPOJIOTHIHHS CTaTyC).

2. Kopurupa ce neuenuero ¢ AEJL, I unu 11l monOTEpanus nnun
palMOHAIHA TIOJUTEpanus Mpy OOJIHH C MEAMKAMEHTO3HA pe3u-
CTEHTHOCT, TEXKH (OPMH C MHOXKECTBEHM IMOIMMOP(HH IpH-
MagbIy, NPOTpecHpaiy (GopMmu, HEKIacupuuupann (opmH,
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AQHAMHECTUYHU JIaHHH 3a TIPEKapaH eMuIeITHYCH CTaTyC, YCIO0KHE-
HHSL, aNCPIHYHH Peakunu, cTpaHuuHu peakiuu ot AEJI u opranna
HE/IOCTaThYHOCT.

3. IIpu enuienTHYEH CTATYC JICYCHUETO C€ NPOBEK/IA B KIH-
HHKa/CEKTOp 32 MHTEH3MBHO JIEUCHHE, KaTo Ce M3I0JI3BAT HHTPABe-
HO3HM (opmu Ha Diazepam, Valproate, mpu HeoOXoauMocT —
BBBEX/IaHe B HapKo3a 1 jiedenue ¢ Tiopental, Midazolam unu Propo-
fol.

4. TeparneBTUYHO-PE3UCTCHTHUTE MAIUCHTH, TIPH KOUTO HMa HH-
JIMKAIMH 38 XUPYPTUYHO JICYCHHUE HA CITHIICTICHATA CE HACOYBAT KbM
YMBAUIL B kouTo Ma ycioBus 3a NpoabKUTeIHO Buaeo-EEL Mo-
HUTOPHpPaHe, HeBPOU300pa3ABally U3CIIEBAHUS U HEBPOIICHXOJIO0-
THYHH M3CNCJBAHHUS 32 M3BBPIIBAHE HA MPEXHPYpPruYHa OICHKA
(criopes MPUII0KEHHUS TPOTOKON).

5. llpu nauuentu, Hacouenu ot TEJIK — ananusupa Buga Ha
SMWICTITHYHUTE NpUCThIN/punagbiu ([ ¢ nceBnoenuienTuyHH,
HECTTMJICTITHYHH [TAPOKCH3MAIIHU ChCTOSHHUS), YECTOTaTa, IpHeMa-
uute AEJI (mammune Ha cepymuo Huso Ha AEJI), EEI.

6. Komucust xkbM YMBAJI u3naBa excrepTHO CTaHOBHILIE 3a
nedyenue ¢ HoBuTe AEJI 1 koMOuHauuu OT TAX Ha Oa3ara Ha BHJA HA
STMIICTICHATA, TPUCTBIIHATA YECTOTA, IMPEIXOXKIANO0 JIEeUCHHUE,
BB3PACT, CTPAHMYHU PEAKIMK U WM JIJAHHH 33 OPTaHHA HEJOCTATh-
YHOCT.

7. HacouBa naiuenTa 3a HaO/IoieHHe NPOCIIeIIBaHE OT ClIeua-
JIMCT HEBPOJIOT B N3BBHOOHUYHATA TOMOII ¥ OT JIMYEH JIeKap.
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MMPUJIOKEHUSA

@ur. 2. [narHocTHYEH NPoLec NPH NANHEHTH ¢ eNUJIeNTHYHA NPHCTHIN

[ 1.Bug npuctonun ]

2. Envnencum cropep smnaa npucTblin

'eHepanuaupaHa &

®QokanHa ['eHepanuaupaHa
¢hokanHa

HeussecTHa

L

[ 3. Enunentunynn cvmnpomm]

Mpuapyxasaly 3a6onasaHna

<4. Enunencua ¢ yTO4YHEHa eTNororna

eHeTnuHa

VS EIE]

WmyHHa

MHdekumosHa

HeusBectHa

28
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@ur. 3. Kapra Ha nbTH Ha nan@eHTa

OILT nam IICMIT
ITspBa amOyaaTopHa cpeima +

+ XocnuTanusaiys B 0TAeeHne
Ha MBAJI — HeBpO/I0THYHO, 1ETCKO
B n3BLHOOJHHYHA METHIIHHCKA
MOMOII — HEBPOJIOT, IeTCKH l

HEBPOJIOT / MeTHATHP

Bropa ambymatopra cperma Xocmuranusauus B VB —

A HEBPOJIOTMYHA K-Ka / IeTcKa
¢ HEeBPOJOTHYHA K-Ka (CeKTop)

:

Koncyaratupnu kabuneru

Kkbm Vb > Xocnuranuzanys B
Hespoxupypruuna kJInHUKA / OT/eJIeHHE — || |
TIpH HEOOXOMMOCT
H3BLHOOTHHYHA METHIIMHCKA *

TIOMOII] — HEBPOJIOT,
JICTCKU HEBPOJIOT / MEUATHP

AA

*KOHCYJ'ITEIIII/IH C IICUXUATBpP CC U3BHPIIBA P CbMHCHHUC 3a IICUX03a WU IPOMSHA Ha TMYHOCTTA, CBbp3aHa € CIIWICIICUATA, XOCTIUTAIN-
3alys B IICUXUATPUYIHO OTACICHUC- Ha 0OJICH ¢ eUIETICHS - TPy ICUXWYHU YCI0XKHCHHUSA OT CIIWICIICUATA
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®ur. 4. AJIFOpl/IT'bM 3a TUArdH0CTHKA U MPOCJICAIBAHC HA MALIUCHTA € CMUJICTICUS

OILlTI

Hesponor 8 UBMII

 »

\
\
\
\
\
\
Ny
\
\
\
\

Amnamuesa, craryc, EET,
naboparopeH
MUHAMYM, THATHO3,
JIeueHHe

Hespoaornuuno otnenenune B MBAJIL -
cnemna (npu EC) uim manosa
XOCTIHTATM3AINSA — TIPH THATHOCTHYHO-

TEpaneBTUIHH TPYAHOCTH

Hesposornyuna / gercka HeBpoJOrH4Ha
KJIMHHKA (cekTop) B YB
TIPY CTICIIHA HHANKALNH,
IPOrpecHs, YCI0KHCHHUS.

Y

ITPOI'PAMA 3A TPOCJIEJISIBAHE

| Y

Y

OIlI

Hespouor,

JIeTCKH HeBPOJIoT / C uectn Cepuy mpuCTHIN,
NeInaThP, TpUCTBIN 3 EC
MCHX0J10T

HEBPOJIOT,
HEBPOJIOT, TeTCKH
JAETCKH HeBPOJIOT,
HEBPOJIOT, KIHHUYHO
APYT CHeNHAaJIUCT,
JieveHue, onepanus
HpH HeodXoTuMOoCT
TPH HHANKAIHH
0O0JTHHYHO JIeYeHHE

30






