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N3IO0J3BAHU CBKPAIIEHU A

AHTHI'BPYOBH JICKAPCTBA

BropuuHo reHepanu3upaHy TOHUYHO-KJIOHUYHU MPUCTBIN UK (POKATHU MPUCTBIIN C EBOIIOLHUS KbM
JIByCTpaHHH TOHHYHO-KJIOHHYHHI

TeHepanu3upanyu TOHUIHO-KJIOHUIHH PUCTHIN

HepBHO-TICHXUYHO Pa3BUTHE

DoKaNHU TPUCTHITH C €BOJIIOLHUS KbM IBYyCTPAHHU TOHHYHO-KJIOHHYHU MPUCT BTN
DeOpUITHA T'PUOBE

A IpEHOKOPTUKOTPOIIEH XOPMOH

ABTO30MHO-IOMHHAHTHA HOLIHA (PPOHTAIHA SITHIICTICHSI
ABTO30MHO-JOMHUHAHTHA MApPI[HATHA SMHJICTICHSI ChC CIIYXOBU XaTIOIHHAIIHMH
ApTepuo-BeHO3HH MalpopMaum

Benurnena enuiencus ¢ IEHTPOTEMIIOPAIHU OCTPHs, PollaHI0Ba eMUIICTICHS
BeHurHeHn HeOHATAIHU (PaMHIIHU IPUCTBITH
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IpoabJKUTETHH KOMIUIEKCH OCTpUe-0aBHa BbJIHA 10 BpeMe Ha ChH
Ju3eMOpHOHAICH HEBPOCIUTEIICH TYMOP

EnexTpuyeH enuienTHyYeH CTaTyc 10 BpeMe Ha OaBHOBBJIHOB ChH
Ethosuximide

Eslicarbazepine

Fenfluramine

Tlenepanusupana (reHeTHYHA) enuIencus ¢ GeOpuIHu rbpyoBe +
Gabapentin

XunokammnaaHa CKiaepo3a

@I, heOpuaHu rEpUOBE

KoMmniekcHl napuuaiHy MPUCThITH

International League Against Epilepsy (CBeroBnata JIura 3a 6op0a ¢ enunencusira)
Levetiracetam
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Oxcarbazepine

Phenobarbital

Pregabalin

Phenytoin

BHe3aHa Heo4aKkBaHa CMBPT IIPU CITHIICTICUS

Tiagabine

TeMIopaTHOASIIOBA SIUIICTICHS

Topiramate

Severe myoclonic epilepsy in infancy, cuaapom Ha Dravet
Vigabatrin

Bannpoar

Zonisamide
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I. OmnpeaejieHne ¥ enNuAeMHOJIOT S 3abonsgeMoCcTTa € M0-BUCOKA 33 ABP)KABUTE C HUCKOTOXOM-
1.  Ompepenenue. CeroBHara Jlura 3a 6opba ¢ enu-  Ha M CpeAHOAOXOIHA HKOHOMEKA. CpeiHaTa 3aboseMoct e 45

nencusta (ILAE) u Mexaynaponnoto bropo 3a Enuencus
(International Bureau for Epilepsy, IBE) nedunupar emnu-
JICTICHSTA KaTO ,,MO3bYHO 3a00JIsIBAHE, XapaKTEPH3UPAILO CE C
TpailHO Ipeapas3noNoKeHHE 32 IeHepHpPaHe HAa EMUJICITUYHI
MIPUCTBIIN U C HEBPOOMOIOTUYHU, KOTHUTHBHHU, ICUXOJIOTHY-
HU ¥ COLIMAJIHU MOCIIEICTBUS OT TOBA ChCTOSAHHE .

Cnopen npenopbuana ot ILAE pasmupena nepununus 3a
enunencus ot 2014 1. enuJiencusTa e MO3bYHO 3a00/I5IBaHe,
KO0eTO ce HAa0J/I10/1aBa IPU HAKOe OT CJIeJHUTE YCI0BUS:

1. IloHe 2 HenpoBOKMPaHU (MM TPOBOKMPAHHU)
NPHCTBIIA, HA0JII0JABAHHU NIPe3 MepHo/ MO-ToasM 0T 24 4.

2.  EnuH HenmpoBoKHpaH (MM NPOBOKMPAH) NPUCTHI
W HAJIM4Me Ha (paKkTopH, KOMTO OMpeaessiT MO-roJisimMa (Ha/x
60%) BepoOsITHOCT 3a MoOCJeIBAIIH MPUCTHIHU, MOJ00HA HA
Ta3u cJie]l 2 HeMPOBOKUPAHU NpHcTbHa (MpucTbn 30 qHH
cJie/l MO3bYeH HHCYJT, IPU YCTAHOBEHH MO3BYHH CTPYK-
TypHHM a0HOpMHOCTH U enuientugopmena EEI).

3. JImarnHo3a emnuienTuden cunjapom /Camoorpa-
HHYABAIA ce eNmHuJencHsi ¢ HeHTPOTEeMMOPAJIHH OCTPHUS
(PoranaoBa enuJencus) ¢ HIChK PUCK 32 pelUIUBHPALIH
npucTbenu, cuHapom Ha Landau-Kleffner, ennnentuuna en-
nedasonaTus ¢ NPOABLIKUTEHN KOMILIEKCH criaiik-0aBHa
BbJIHA 110 BPeMe HA ChbH/.

— Ennnencusita ce npuema 3a u3iaeKyBaHa MpH:

— IanmeHTH ¢ BB3PAcCTOBO 3aBHCHM eNHJIENTHYEH
CHHJPOM, KOHTO ca NMPeMHHAJH ChOTBETHATA THINHYHA
Bb3pacT WU

— IMauuenTHu 6e3 npucTbnu 3a noHe 10 roquHu u 6e3 aH-
THeNMWJICNITHYHU MeIUKAMEHTH Npe3 NOCJAeJHHTE S TOTHHH.

He ce nmarnocTunupa emnuiencus, KOraTo NPUCTBINTE
BB3HHUKBAT IIPU OCTPH YBPEKJaHUS HA MO3BYHHUTE CTPYKTYPH
(MHCYATH, TpaBMH, eHIE(AINTH) I METabOIN3bM (XUIIOT-
JIUKEMHsl, CHHKOII, HHTOKCHKALUs) 1 HeOpUInTET.

2. Ennpemuonorusi. bonecTHOCTTa OT aKTHBHA €IMHU-
JETICUsl € CXOJHA 3a JBPXKABUTE C Pa3INYHO MKOHOMHUYECKO
passutue — 2,3-5,9/1000 3a 1bpkaBH ¢ BHCOKOJOXOAHA HKO-
HOoMHMKa, 3,7-13,3/1000 3a mrbpKaBH C BHCOKOJOXOJHA KBM
CPEIHOMOX0IHA HKOHOMUKaA, 2,4-22,8/1000 3a 1bp:KaBu ¢ HUC-
KOJIOXOJIHA KBbM CPEIHO0X0JHAa HKOHOMHUKA, 3,6-15,4/1000 3a
JBPKABU C HUCKOJ0XOJ{HA UKOHOMHUKA.

Ha 100 000 Hacenenue 3a BUCOKOAOXOIHUTE IbpKaBu u 81,7 B
OCTaHAJINTE JIbPIKABH.

V¥ nac 6onHuTe ¢ enutencus ca okono 50 000.

ITpu 50 — 60% ot GosHUTE enuMIeNCUsATa 3a104YBa MPeIn
16 roguiHa Be3pact. PeOpHiIHU r'bpuOBe MoTyudaBatr 2-5% ot
Jeuara 10 5 I. Bb3pacT.

II. EnuienTHYHH NPUCTBIHU: ompeJelieHHe, KJIACH-
¢puxanus, kinanyna u EET" xapakrepucruka

1. Onpenenenue. Enunenmuunume npucmuvnu ca
eNMU30M OT BHE3AITHO HACTBHIIBAINO KOJHWYECTBEHO H/HIIH
KauyeCTBEHO pPa3CTPOHCTBO HA CH3HAHUETO, CEH3O0PHUTE,
JBUTATENIM, aBTOHOMHHM M ncuxuuHu ¢yukuuu. Te ca wu3-
pa3 Ha XUIEPCUHXPOHHUTE pa3psiau Ha KOPOBUTE HEBPOHU.
KnuHuyHaTa u3s4Ba Ha ENUJIENTUYHNUTE NPUCTBIN 3aBUCH OT
JIOKAJIN3anusaTa Ha pa3psInTe B MO3bUHATA KOpa U pa3Npoc-
TPaHEHHUETO UM B MO3BKa.

2. Kuaacupukanus — pasmupena ILAE cxema Ha enn-
nenTudHUTe NpucThiu oT 2016 . 1 2017 1. [Ipomenute BKIIOU-
Batr: 1. “@okanen” 3amecTBa “ mapuuanen”; 2. [Ipucrbnute ¢
HESICHO Ha4aJIo ChIIO MOrart Jia Obaat kinacupuuupanu; 3. [Ipo-
MEHHUTE B Ch3HAHUETO CE€ M3IOI3BAT KaTO KPUTEPUI 3a KIaCH-
¢uxanus Ha GoxanHuTE NPUCTBIN; 4. OTXBBPIAT C€ TEPMHUHU
3a kiacupuKanus Kato: ,,JU3KOTHUTUBHU, ,,IPOCTH TApPIIH-
anmHu”, ,,KOMIIEKCHU MapUuaiHu’, ,,ICHXHYHHU, ,,BTOPUUHO
reHepanusupanu’, ,,aypa’, ,,koupyiucuu’; 5. [Ipuemar ce Buao-
B€ MPUCTHIH KaTO: (OKAJIHN TOHUYHH, KJIOHUYHH, AaTOHHUYHH,
MHUOKJIOHMYHH, XHUIEPMOTOPHHU (3aMEHS XHUIEPKHMHETHYHH),
KOTHUTHBHH (3aMEHS IICHXWYHH, OTHACS ce 3a crnenuuyHu
MposiBM Kato adaszusi), eMOIMOHAIHU (IeIaCTUYHHU, TaKpUC-
TUYHH), CMIIENTUYHYU CIa3MH, KaKTO U IBYCTPaHHHUTE UM
BapuaHTH; 6. JI00aBsIT ce HOBU BHUJIOBE T€HEPATU3UPAHH TPUC-
ThIM: a0CAaHCH C MUOKJOHMM Ha KJICMAYMTE, MUOKJIOHHYHHU
abcaHcH, MUOKJIOHMYHO-aTOHUYHH, KIIOHHYHO-TOHUYHO-KJIO-
HUAYHH, eMICITHYHY ClTa3Mu. EnuientnaHauTe cma3mu Mmorat
na ObaaT GpokaniHu, FeHepaIH3upaHy UK HeyTouHeHu; 7. Tep-
MHUHBT ,,IByCTPAHHH TOHUYHO-KJIOHUYHU 3aMEHS ,,BTOPHYHO
reHepaTu3upaHn’”.

®urypa 1. Knacuguxkanus Ha BuaoBeTe enujenTHYHU npuctsbnm (2016, 2017 r.)

‘ I'enepaausupanun ’

‘ C HeHu3BECTHO HAYAJIO

M

/NIOTOpHI/I

\ Motopun A

OTOpPHU ?
TounuaK TOHHYHO-KJIOHUYHH OHUYHO-KJIOHHYHU
ATOHHYHH ToHryHK iOHI/I'{HH
MUOKIIOHUYHUA ATOHUYHU TOHUYHU
Kionnunn MuokoHUYHI Enmentiunn criazmMu
Emunentuaan MuUOKIIOHUYHO-aTOHUYHU HeMOTOpl—[I/l
criasmu Kionnunu /
XHUIIepMOTOPHH KII0HHYHO-TOHHYHO-
HEMI())Top]I-)IH KJIOHHYHH Cre C C
C Emwien T Cla3Mu 3ara3eHo HapyIICHO | HEYTOYHEHO

€H30PHH ABcancu Ch3HaHUE Ch3HaHUE Ch3HaHUE
Korautuan
EMoLuoHa Tunuuan
L / AtunuaHu
MuoxonnIHY Hexnacuduuupanu
Che 3ama3eHo C HapyuieHo C HEYTOYHEHO C muoKOHMH Ha

Cbhb3HAHHUC Cb3HAHHUC CBb3HAHHC

B\Knenaqme

C eBOJIIOLIUS KM JIBYCTPaHHH
TOHUYHO-KJIOHUYHH
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3. Kuaunwnuynu u EEI xapakTepucTukmu

EnnjenTuyHuTEe NPUCTHIHN Ce XapaKTepU3UPAT CIOPEN
EEI" u xiinHUYHATA XapaKTEPUCTHUKA KaTo OKaTHU (aprual-
HH) ¥ TeHEepaTU3UpPaHN.

Doxannume npucmynu MTPOU3XOXKIAT OT KOPOBU HEBPOH-
HU MpPEXHU, MO-PAJKO OT HOAKOPOBU CTPYKTYpH (Hampumep
IIPU XUIOTAJIAMHUYHUTE XaMapTOMH) ¥ OCTaBaT JIOKAJTHU3UPaHH
B efHaTa XeMuchepa. B HaKkou ciayyan GpoKanIHUTE TPUCTBIH
ce reHepupar B IOBEYEC HEBPOHHU MPEXKH B JIBETEC XeMHUC]e-
pH (HampuMep MpH ABYCTPAaHHA Me3WaTHA TEMIIOpaHA eMH-
nencus, Ponannosa enmnencust). B EEI ce ycranossiBa gecto
(dokanHa Haxo[Ka U Oenesu, Ype3 KOUTO Ce JIOKAJIU3Upa eu-
aentuuHus Goxyc. KinmHn4yHaTa auarsosa e TpyHa, Thid KaTo
camo 0koy10 40% 110 BpeMe Ha IPUCTHII OKA3BaT KOpelalus B
ckasnoBata EEI.

* Dokannume npucmvnu 0Oe3 yepeoa HaA CbIHAHUEMO
(TpoCTH MapIHMaIHU IPUCTBIIN) €A MOTOPHH, CEH30PHH (BKIL.
MUPUCHH, BKYCOBH M CIYXOBH), aBTOHOMHHM (CIIUIracTpajiHa
aypa c rajieHe, OBpbIIaHe), BEP3UBHU ¢ OOpBIAHE HA IJIaBaTa
1 /MM TIOTJIe/la HACTPAHU U IICUXUYHH (TaPOKCHU3MAJIEH CTpax
i cMsx). Te ca KpaTKH U MOTaT Jia IIpOorpecupaT BbB (oKa-
HU C yBpe/a Ha Ch3HAHMETO WJIH JIByCTPAaHHU TOHHYHO-KJIO-
HUYHU. Jlugpepenyuanna OuacHosa: TPEXOIHU HCXCMHUYHH
aTaku, XeMuQaluaIHu CIa3MU U TUKOBE.

* dokaJHUTE NPUCTHIIH € YBPeIa HA Chb3HAHHETO (KOM-
IJIEKCHUTE TapLUUaJHUu MPHUCTBIN) IPOTHYAT C TPOMSHA B
CBH3HAHUETO M CHIIO MOTaT Jia IMPOrpecupaT KbM JIBYCTPAHHH
TOHWYHO-KJIOHWYHU. Hannie ca crnupaHe Ha ABHIKCHUSTA,
ABTOMATU3MHU M MOCTHKTanHAa 00BbpkaHocT. [Ipu (dokanuute
MPHUCTBIINU C YBPE/a Ha Cb3HAHUETO C MIPOU3XOJ OT ME3UO-TEM-
MOpAJTHUTE 00JAacTH ca HAIUIE OpO-aJMMEHTapHH aBTOMa-
TU3MH (IperIblllaHe, MIISICKAaHe), APYTH aBTOMaTH3MHU (HArp.
CTEPEOTUIINH C PBIE), AUCTOHHH (EHOMEHHU M ITOCTHKTATHA
o0bpkanoct. IIpu GokamHUTE IPUCTHIM C yBpeaa HAa Ch3Ha-
HHUETO C IPOU3XO0J] OT PPOHTAIHUS AT Ca XapaKTEPHU U3pase-
HU JIBUTATEJIHU aBTOMAaTU3MU KaTO «KapaHe Ha KOJIeJIo» U JIp.,
n Obp30 BB3CTaHOBsABaHE ciex npuctenute. [pu doxannuTe
MIPUCTBIIN C YBpeJla Ha Ch3HAHUETO OOMKHOBEHO MMa MKTAJIHA
xopenanus B EET. Jludepeninaina nuarsosa: npu HeenuIier-
THYHUTE IPUCTBITH Ce BU3yalIn3upa HOpMaJieH anda puTsM 1o
BpeMe Ha «IIOBEIEHYECKH MPOMEHHU M HapyIIEHO Ch3HAHUE).

T'enepanusupanume npucmuvnu MPOU3XOXKJIAT OT OIpe-
JieJieHa 30Ha ¥ Bb30ynaTta Obp30 ce pasnpocTpaHsBa MO HEB-
POHHH MPEKH, BKIIFOUBAIIH KOPOBHU U TOJKOPOBH CTPYKTYPH.
I'enepanu3upannuTe IPUCTHIIM MOTaT J1a ObAAT ACUMETPHIHH.

* EET" e ¢ reHepanusupaHa napoOKCU3MaJIHa aKTUBHOCT C
JBYCTPaHHO CHHXPOHHO HA4aJIo.

e Jluncea (hokanHa KIMHUKA B HAYAJIOTO (CAMO MUOKJIOHHU-
UTe MOrat 1a ObaaT aCUMETPUYHH).

* buBar pa3nuyHM TUIIOBE (BYDK KJIACU(DUKALMATA HA IIPUC-
TBIIATE) — a0CAHCH, MHOKJIOHWYHHY, KIIOHUYHH, [ ' TKII, ToHM4-
HU, aTOHUYHU.

Abcancnume npucmvnu ca KPaTKU €MIN301 OT HAPyIIEHO
cb3nanue (mox 20 s) 6e3 aypa ¥ NOCTHPUCTHIIHA 0OBPKAHOCT,
MIPH KOUTO HAMA UJIH PsAJKO UMa aBToMaTu3Mu. Haii-uectu ca
JIMLEBUTE aBTOMATU3MU ¢ IpuMHTBane. [IpoBokupat ce ot xu-
MEePBEHTUIIAINS WIH (OTOCTUMYJIAIHs. 3arl0YBaT B JIeTCKaTa
HJTU IOHOIIIECKA BB3PACT U MOTaT Ja MPOABIIKAT MIPH Bb3PacT-
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HuTe. YecTo ocTaBaT HepasMO3HATH NMPH JeuaTa JIo MosBaTa
Ha TeHepalu3upaH TOHUYHO-KJIOHMYEH npuctsl. B EEI" npu
a0CaHCHUTE IIPUCTBITU CE yCTAHOBSIBAT I'CHEPATH3UPAHH [TAPO-
KCH3MH OT KOMIIJIEKCH OCTpHe-0aBHa BbiHa 3-3,5 Hz.

Muoknonuunume npucmuvnu ca KpaTKu, aCUMETPUYHU
TpenKaHus U IBUKEHHUs, Tpaemu nox 1 s. Morat na ca rpynu-
paHU B paMKHUTE Ha HAKOJIKO MUHYTH H JIa €BOJIOMPAT B KJIO-
HUYHY DpUcTbIU. [Ipu Muoknonnunure npuctsnu B EEI" uma
Obp31 KOMILICKCH MOJIHCHAiK-0aBHa BbJIHA.

Knonuunume npucmvnu ca puTMUYHU MOTOPHHU MPOSIBU
¢bC MK 0€3 yBpEAEeHO Ch3HAHKE, KOUTO MOraT Aa uMat (oka-
JICH TIPOM3XO0J] MJIH Ja ca TeHEepaJIu3upaHu ¢ 00XBalllaHe e[HO-
BPEMEHHO Ha FOpHHUTE M NonHM Kpaiiaunu. B EEI" ce ycTano-
BSIBAT ABYCTPAHHH PUTMUYHY CHIJICTITUIHH Pa3psian.

Tonuunume npucmwvnu ce XapaKTepH3UpPaT C BHE3aIlHA
TOHMYHA EKCTEH3Us MJIM (IeKCcHs Ha IJaBara, TAJIOTO H/HIN
KpaitHunuTe 3a cekyHau. OOMKHOBEHO ca ITPU ChHIMBOCT, 3aC-
nuBaHe uiu cr0yxaane. B EEI uma pa3psiau ot 06p3a akTHB-
HOCT (OCTPH BBJIIHH, OCTPHS) C pa3INdHa aMILUIUTY/Ia.

Tonuuno-knonuunume npucmwvnu (grand mal, I'TKII)
MIPOTHYAT C JIBUTATEIHU (DEHOMEHH — FeHepaTU3upaHu TOHHY-
HU U3ITbBAHUSI HA KPAaHHUIIUTE 32 HAKOJIKO CEKYH/IU U MOCIe-
Ballld PUTMHUYHU ABMKEHUS C MPOABIKUTENHA MOCTHKTaTHA
o0bpKkaHocT. PaznuuaBar ce oT (HOKAIHUTE NPUCTBIH C IPO-
rpecrs KbM JABYCTPAaHHH TOHWYHO-KJIOHUYHHM IO JUIICAaTa Ha
aypa u ¢oxanHo Hadano. Mxramno B EEI' ce ycraHoBsBat
TreHepaTU3UPaHd KOMIIEKCH OT OCTPHsI, MU MHOXKECTBEHHU
ocTpusi ¥ OaBHM BBJIHH, YECTO C MOBUIICHA aMIUIMTYJIAa BbB
¢dpoHTaNTHUTE O0NACTH.

Amonuunume npucmwvnu ca ¢ KpaTka 3ary0a Ha IOCTY-
palleH TOHYC, KO€TO BOAM J10 najaHe U HapaHsBaHe. B EEI ce
YCTAQHOBSIBA TCHEPAIHU3UPAH PA3Ps MOINCTIAWK-0aBHA BBIIHA,
KaTo 3arybata Ha MYCKYJEH TOHYC, NHOTBbpJeHa upe3 EMI,
chbBIajia ¢ 0aBHATa BhJIHA. [10-peIku UKTAIHU IPOSIBU ca Obp-
3a aKTUBHOCT C pa3/inyHa aMIUINTYyJAa WM pa3psau OT MHO-
JKECTBEHH OCTPUS M MOCIEBaIla reHepaan3upaHa aKTHBHOCT
OT KOMIUIEKCH OCTpue-0aBHa BbIIHA.

III. EtHoJiorusi 4 aToreHe3a Ha enuJIeNCUUTe

Crnopes eTHOJIOTUATA CMWICHICUUTE Ce Pa3JelsT Ha: re-
HETHYHHU (MIUONATUYHH), CTPYKTYpPHH/METaOOJUTHH, aBTO-
UMYHHH, HHQEKIIMO3HU (CHMIITOMAaTUYHH), C HEU3BECTHA €THU-
oJIoTus (KPUITOTCHHA).

1. I'enetnuna (ILAE, 2010) unu uouonamuuna ¢ enu-
JICTICHSTA, KOSTO € pe3yiITaT OT U3BECTEH WIIM MpeJIosiaraeM
TeHETHYCH Je(EKT, EMHJICITUYHUTE IPUCTBIIN Ca OCHOBHUSAT
CHUMIITOM Ha 3a00JI5BaHETO, @ MOJIEKYJISIPHO-TeHETUYHHUTE U3~
CJIeIBAHUS Ca OCHOBHHU JUArHOCTHYHU TecToBe (Harp. SCN1A
I'eH MpH CHHApoM Ha Dravet). BeHIIHHTE (hakTOpH JONpHHA-
CSAIT 3a eKCTIpecHsiTa Ha 3a001s1BaHeTO. [ eHeTHYIHY ca TOBEYeTO
reHepaJu3upaHy SMUICIICHH KaTo IeTCKaTa U FOBEeHUIIHATA a0-
CaHCHa enuIencus, CHHapoMa Ha Dravet, reneTuuHara (reHe-
panusupana) enwiencus ¢ Gpedpunnu repyose wiroc (GEFS+)
(Tabmumm 1, 3, 4), n HIKOM (HOKATHH EMUJIETICHU KATO aBTO-
30MHO-JIOMWHAaHTHATa HOIIHA ()POHTAIHOJSIOBA CIHIICIICHS
(ADNFLE), aBTO30MHO-JOMUHAHTHA MapOHajHa eMHJICTICHS
cwe cayxosu xamonuHanuu (ADPEAF) u ap. (Tabm. 2, 3, 4).

Taoauua 1. OCHOBHY reHHM NPU FreHEeTHUYHM (IPeJUMHO reHepaaTu3uPaHH) enuIencuu

MoHoreHHa 6oJiecT

T'en 3a npeapasmnoJjoskeHue

ABTO30MHO-)10MPIH3HTHH CMUJICNITUYIHU CHHAPOMHA B KbpMadyeCKa Bb3pacT

benurnenu (l)aMI/I.]]HP[ HEOHATAJIHHU I'bPYOBE

KCNQ2, KCNQO3
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Monorenna 6oJiect T'en 3a npeapasmoJioxkenune
oA A T e seN24
®edpuinn repuose, GEFS+ u cunapom Ha Dravet
GEFS+, ¢peopuianu ropuose, cunapom Ha Dravet SCNIA
GEFS+ SCNIB
GEFS+, ¢pedpuinu ropuose, cunapom Ha Dravet GABRG2
GEFS+ GABRD
HNnonaTuyna reHepaju3upaHa enuJIencus
JleTcka abcancHa ennJiencus (¢ ¢pedpuyiHu rLpyoBe) GABRG2
IOBeHMITHA MHOKJIOHHYHA eNUJICTICHS GABRAI
Pazinuynu penorunose CLCN2
JeTcka abcaHcHa enuJiencust (HO: M APYrH GeHOTH- CACNALH
MOBe H eNMUJIeNTHYHN CHHIPOMH)
IOBeHHTHA MMOKJIOHHYHA eNMUJIETICUS
(HO: ¥ Apyru (PeHOTHIIOBE U eNMNHJIENITHYHH CHHIPO- EFHCI
MH)

Tabauna 2. ®aMuanu GpoKaTHH eNUIENTHIHH CHHIAPOMHU

Bn3pacr Kiaunnyna kapTuna Xpomo3zoma, red
ABT030MHO-T0OMHHAHTHA Houmnu xunepMoTopHu npuc- CHRNA4
HOLIHA ()POHTAJIHA eNUJIENCUSs 10-20r. TBIHU, Y€CTO CbC CbXPAHEHO CHRNB?2
(ADNFLE) Cb3HAHUE CHRNA2
ABT030MHO-IOMHUHAHTHA Nap- AYDH €B¢ CIYXOBH, IHCHASHIHE
LMAJIHA eNUJIeINCUS CBC CIYX0- 20-40r. m};g 3 “Teﬂ:“ a ’;:ﬂe HCTHIH LGII
BU xaawunnauuu (ADPEAF) P P p
DaMUIHUA Me3HATHU TEMIIOPATHO-ASJIOBH eNMUJIeTNICHI
Déja vu, aBToHoMHa nu adek-
Bes HS, 6¢3 FS 20-40r. 1 vu, ‘1’ aq*
THBHA aypa
Déja vu, apTonomHa niau agek-
Cre HS, +/- FS 10-30r. javu, ¢ Hesicrn
THBHA aypa
FS, 6e3 HS 10-20r. Déja vu, aBToHOMHA aypa 18q*, 1q*
DaMUIHA OKIUIIUTO-TEMII0- 10— 40 CPS, murpena, paziauusu ¢o- 9q*
paJiHa eNuJIeNCHs ) KAJIHH NPHCTBIH q
daMuIHA NAPUUATHA eNH- DpoHTAIHH, TEMIIOPAJHH,
Jlenicusi ¢ pa3JIfYHU OrHUIIA 10-30r. OKLUIHTAJIHH, LEHTPO-Napue- 22q12
(FPEVF) TAJHHU NPUCTHIHU
®okanHA CNMUICIICHSA ¢ TIepPH- XeMHKOHBYJICHH, 4¢CTO HOIHH
P 10-20r. yaeit, T aprse

HEHTPAJHU OCTPpUSA

APYTH NAPpHHAJHHA IPHCTHIHN

*XpoMO30MHA CBBP3aHOCT YCTAHOBEHA €aMO B elHa (hamMuins.

HS=xunokammnamana ckJjiepo3a.

FS=¢eopuannu repuoe. CPS=koMmnjIeKCHU NAPUHAJIHU NPUCTHIHN

Tabauua 3. EnuinenTH4YHH CHHAPOMH U T'eHU

@eHOTHUN (CTIOpPe] Bh3PacTTa HA U35IBA)

[MpenaBane [Cen

HeonaraJjien nepuoj

Pyridoxamine 5'-phosphate oxidase ne¢puunt (PNPOD) AP PNPO
Pyridoxine-3aBucuma ennuaencus (EPD) AP ALDH7A1
bennruenu u pamuinu Heonataauu npuctbnu (BFNS) Al KCNQ2, KCNQO3

KbpMauecka u ieTCKa Bb3pacT
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®DenoTun (cnopea Bb3pacTTa HAa M3ABA) IlpenaBane |I'en
DavujiHa HHPAHTUIHA MUOKJIOHUYHA enujiencusi (FIME) (AP TBC1D24
benurnenn ¢pamuann nnpantuanu ropuyose (BFIS) All PRRT2, SCN2A4, SCN8A
(2;[]1!);)]—[TI/IJ1HI/I eNnUIeNTHYHH CHHIPOMH NPH AMHIIH AP ST3GALS
Al CACNAIA, GABRAI, GABRB3, KCNQ2, KCN
T1, SCN2A4, SCN8A
AARS, ARV1, DOCK7, FRRS1L, GUFI, ITPA,
AP NECAPI, PLCBI, SLC12A45, SLCI13A45, SLC25A4
12, SLC25A22, ST3GAL3, SZT2, TBC1D24, W
Wox
Pannu nHpaHTHIHN eNUIENTUYHH eHIedanona- X-cBBp3a- CDKL5
Tum (EIEE) HO, /]
X-CBoP3A- | b HGEF9
Ho, P
X ALGI13, PCDH19
DNMI1, EEF1A42, FGF12, GABRBI, GNAOI,
Hen3BecTHa |GRIN2B, GRIN2D, HCN1, KCNA2, KCNBI,
SIK1, SLCIA2, SPTANI1, STXBP1, UBAS5
Cunapom na Dravet (DS, SMEI) AP SCNIA, SCNI94A
®avuanu pedpuanu ropuose (FFS) :f,[ gﬁngZ, GPR9S, SCN1A, SCNIA
lenepanau3upana (reHeTHYHA) enuJencus ¢ GpedpuaIHI AP GABRD, GABRG2, SCN1A4, SCN1, SCNY4, S
repuose miac (GEFS +) TXIB
leHepanu3upaHa enuIeNCUus U MAPOKCU3MAJIHA TU3KUHE-
sust (GEPD) Al KCNMAI
MuokJoHHYHO-acTaTu4YHA enuencus (MAE) Al SLC6A1
Enunentuyna enuedaionaTus ¢ Ha4YaJjI0 B 1eTCKATA Bb3-
pact (COEE) Al CHD2
®oxajHa enuiencus ¢ padcrpoiicrsa B peura (FESD) cne AL GRIN2A
WM 0€e3 YMCTBEHA H30CTAHAJIOCT
Al GABRG?2
Alercka abeancna enmaencus (CAE) neussecrna | CACNAIH, GABRAI, GABRB3
IOHomecka Bb3pacT M NPH Bh3PACTHH
IOBenunHa abcancHa enuiencus (JAE) All CLCN2, EFHCI1
Al CACNB4, CLCN2, EFHC1, GABRD
HOBenuHa MuokJIoHMYHA enuiencusi (JME)
HeusBectHa |GABRAI
WnnonatuyHa reHepaausupana enuiencus (IGE) ALl CACNBA, CLCN2, GABRD, SLCI245, SLC2A1
" P P nenspectna | CACNAIH, CASR
daMuIIHA eNUJICNICHs ¢ HA4YaJ10 IPU Bb3pacTHU adult Al ADRA2B
myoclonic epilepsy (FAME) AP CNTN2
davmuiaHa TemnopajHoasiosa enuiencusi (FTLE) Al CPA6, GAL, LGI1
HecnennduiHo BL3pacToBO HAYAJIO
All KCNC1
IporpecuBna muokaonu4uHa enujencus (PME) AP CERS1, CSTB, EPM2A, GOSR2, KCTD7, LMN
B2, NHLRC1, PRDMS, PRICKLEI, SCARB2
Al CHRNA2, CHRNA4, KCNTI1
Homna ¢ponrannoasiosa enuiencusi (NFLE) nemssecrna ICHRNB2
®amuiHa GoKaIHA eNUJIeNCcHs ¢ BapuaduiaIHu Gpokycu AP DEPDC3

(FFEVF)

Tabnauna 4. 'enn, acouMMpaHu ¢ eNUJIENICHH

I'enn AconMupaHyu enuJIeNTUYHA CHHAPOMH

ARX NndanTninu cna3Mu, paHH HHQAHTUIHY eNUJICNTHYHH eHuedaionaTun

ATPIA2 Bennrnenu (paMHIHM HEOHATAJHH KOHBYJICHH, (PAMUIHA XeMHIJIETHYHA MUTPEHA U eNu-
JIencus

CACNAIA A0caHcHa enuJIencus M eNu30HYHA aTaKcusl, paMUIHA XeMUIIETHYHA MUTPeHa

CACNB4 IOBeHn/THA MHOK/JIOHUYHA eNUJICIICHS

CDKLS5 (STK9) * UndaHTHIHN cna3Mu Mexkay 3 B 6 Mecena, HADYLIEHO HEPBHO-IICHXHYHO Pa3BUTHE, CTepe-
OTHITHH JIBH’KCHHS C pblieTe, ATUNIMYHA XUIICAPDUTMHS (5 MbTH MO-4ecTa IPH MOMHYETA)

CHRNA4 ABT030MHO-I0OMHUHAHTHA HOLIHA ()POHTATHA eNUJIeNCcusi

CHRNB2 ABT030MHO-JOMUHAHTHA HOIIHA (DPOHTAJIHA eNUJIeNICUS
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I'enn ACOUMHPAHH eNUJICNTHYHH CHHAPOMH

CHRNA2 ABT030MHO-A0OMHHAHTHA HOIIHA ()POHTAJIHA eNUJIeNCHSI

CHRNA7 IOBeHn/THA MHOKJIOHMYHA eNHJIeNCHsT

CLCN2 JleTcka M IOBEeHH/IHA a0CAHCHA eNuJIelNcHsl, OBeHNJIHA MHOK/JIOHMYHA eNUJIencHs

CLTC Enuienrnyna ennedajonaTtus ¢ yMCTBEHA H30CTAHAJIOCT

DHDDS Enunentuyna enuedaonaTus ¢ yMCTBEHA H30CTAHAJIOCT

EFHCI IOBeHnTHA MHOKJIOHMYHA MHJICIICHS

GABRD I'eneTnuHna enunJiencus ¢ ¢pedGpUIHU r'bpPUYOBeE IJIIOC

GABRAI IOBeHn/IHA MHOK/JIOHMYHA eNMUJIeNCHs

GABRB2 Ennnentuyna ennedaonarusi ¢ yMCTBEHA H30CTAHAJIOCT

GABRB3 Ennaencust m ayTuznm

GABRG?2 Jlercka abcancHa enuiencusi, [eHeTnuna enuiencus ¢ pedpuianu ropuose miwoc (GEFS+),
Cunapom Ha Dravet (SMEI),npoctu ¢pedpuinu ropuose

GABBR2 Enunentuyna enuedasonaTus ¢ yMCTBEHA H30CTAHAJIOCT, CHHAPOM Ha Rett

GNAOI GNAOI1- enusienTUu4HA eHUedasonaTus U IBUraTeJJHU HAPYLIEeHU S
Benurnenn pamuianu neonaraauu kousyicun (KCNQ2-BFNE) , HeonaTaIHM enuIeNTHYHH

KCNQ2
enuedasonatuu (KCNQ2-NEE)

KCNQ3 Benurnenn pamuann nHeonarajuu kousyjicuu (BFNE), 6ennrnena ¢pamMmuina nHpaHTHIHA
enuiaencus (BFIE), Bb3amo:xken KCNQ3-cBbp3aH HHTe1eKTya1eH 1eUINT.

KCNMAI T'enepajn3upana enu/Iencus ¢ NApOKCU3MAIHU JU3KUHE3HH

KCNTI Enunencusi ¢ murpupamu (GpokaJHu NPUCTBIHN B KbpMadecka Bb3pact (EIMFS), aprozom-
HO-TOMHHAHTHA HOIIHA ()POHTATHO-As1710Ba enuencusi (ADNFLE)

LGII ABT030MHO-IOMHHAHTHA (DOKATHA ENMHJIENICHA ChC CJYXOBH XAJIIOIHHALMHA

NTRK?2 TemnopaJiHOASJI0BA eNUJICIICUS, ENMJICNITUYHA eHuedaIonaTus ¢ yMCTBEHa H30CTAHAJIOCT

NUS1 Enunentuyna eHuedasonaTus ¢ yMCTBEHA H30CTAHAIOCT

PCDH19 Enunencus npu seHu ¢ yMCTBEHO H30CTaBaHe

PRRT2 Enunencusi, paMujHa XeMHUILJIETHYHA MUTPEHA, IAPOKCH3MAJIHA JU3KHHE3Us

RABIIA Enniaentuyna eHnedaonaTus ¢ yMCTBeHa H30CTAHAJIOCT

SCNIA I'eneTnyna enuiencus c ¢pedpuianu repuose miaroc (GEFS+), cunapom Ha Dravet (SMEI), ¢a-
MuJIHA XeMumuiernayna murpena (FHM3)

SCNIB TI'eneTnuna enuniencus c ¢pedpuianu ropuose mwiroc (GEFS+), remnopannoasiiioBa enuiiencust
I'eneTnuna enuJiencus c ¢pedpuanu ropuose mioc (GEFS+), panna enuiienTuyHa enueda-

SCN2A JIONATHSl C HEOHATAJHO HAYAJI0 UJIH B 1eTCKA Bh3pacT, 0eHUTHeHN aMUJIHH HEOHATaTHH/
WHQAHTHIHH KOHBYJICHHA
Panna undanTuiana enunentuyna enuedanonatus — 13 (EIEE13 naun cunapom Ha Ohtahara),

SCNSA Oenurnenun pavmuann nHGanTHIHU npucThnu (BFISS ¢ pokannm kKbM IByCTPAaHHU TOHHY-
Ho-kjJIoHUYHM wiu I'TKII g0 kM 2 1. Bb3pacT), IapOKCH3MATHA JHCKHHE3HS
A0GCaHCHA eNMUJICTICHS ¢ PAHHO HAYAJI0, MHOKJIOHHYHO — aCTATHYHA eNMHJIeNCHs, TeHepaJIn3npa-

SLC2A1 Ha eNuJIeNcHsi, eNnuIenTHYHA eHledasonaTus Npu JeHIUT HA NIIOKO3eH TpaHcnopTep Tum 1
(GLUT1), enuyencus ¢ N1apoKCH3MAaIHU, HHAYLIHUPAHHU OT YIPasKHEHUS JU3KHHE3UH

SLC25422 Panna Muok/JIoOHMYHA eHeda 0NaTHsi, MUTPHPAIIH APIHATHHA NPUCTBIIM B KbpMaYyecKa
Bb3pacT

SLC3542 Enunaentuyna enuedaaonaTus ¢ paHHO HAYAJI0

SNAP25 Enunentuyna eHuedasonaTus ¢ yMCTBEHA H30CTAHAJIOCT

ST3GALS EnniaentuuHa eHuedaaonaTus ¢ Te:Ka yMCTBeHA H30CTAHAJIOCT, X0pPeoaTeTo3a, CKOJIH03a,
JIMIeB AU3MOP(HU3BM, HApYLIeHA MUTMeHTalHus
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I'enn

Acounnpann CNWJICNTUYHHA CHHAPOMH

STXBPI1

nepuuuT.

Panna nundanTniana enunentuyHa enuedanonarus (cunapom Ha Ohtahara, cunapom Ha West,
cunapom Ha Lennox-Gastaut cuaapom na Dravet (e SCN1A-cBbp3an), cunapom Ha Rett (e
cebp3alH ¢ MECP2 u ne cebp3an ¢ CDKLS-myTanusi). @okajiHa enuJiencusi ¢ MHTEJIeKTyaJleH

TBC1D24

Ha ri1yxora

®avuiaHa HHPAHTHIHA MHOKJIOHHYHA eNUJIeNcHsi, (POKAIHA eNUJIeNCHs ¢ Je(DUIIUT B Pa3BH-
THETO, MEANKAMEHTO3HO Pe3UCTEHTHA eNuJIeNTHYHA eHlledatonaTus, BKJI. cuaapom DOORS
(r1yxoTa, ocTeoaucTpodus, yMcTBeHa H30CTAHAJIOCT, eNUIeNTUYHH NPUNIAbIH), HECHHIPOM-

2. CrpykrypHa/MeTaboJHMTHA (cumMnmomamuyna) e
SMMJICTICUSATA, CBBbp3aHa ¢ onpeneneHu dakropu. CTpyKTyp-
HUTE JIE3UU CE TPYIUPAT KaTO: CTPYKTYPHHU JIC3HH TIPH IPUI0-
outn 3a6onsBanus Ha [{HC (mHCYNTH, TpaBMU), C TEHETUYHH
MPUYHHH (HAKOH Man(opMaIny Ha KOPOBOTO pa3BUTHE, TyOe-
PO3HA CKJIEPO3a) U METAOONUTHY NMPUYUHHU (HAIP. SMUJICTICHU
IIpU JICBKOAUCTPO(UHU, NPOrpeCUBHUTE MHOKJIOHUYHU CIIHU-
JIETICUY IIpU 3a00JIABaHNUs, CBBP3aHU C HATPYIIBaHE B JH3030-
MHTE, U IPYTU METa0OTUTHH Ie(PEKTH):

Enwmrencun cbec cuMnToMaTUYHA HIIN ,,CTPYKTYpHA/
metabonutHa” etuonorus (ILAE, 2010 r.):

e XwurokamImaiHa CKJIEpO3a

* Tymopu — rnuomu, DNET, raHrnuornuomMu, oJIMroneHpor-
JIMOMU

° MaJ’I(bOpMaL[PII/I Ha KOPOBOTO pa3BUTHUC!

— DoKaTHU KOPOBHU JIMCILIA3UN

— Xemumeranenuedanus

— Mandopmannu Ha KOPOBOTO Pa3BUTHE C HEBYCH

— Iuzennedanus, mucennedanus, XoIonpo3eHedanus
— KopoBu nucnnaszun

— XeTepoTonuu

— XamapToMu

* Mo03BUHO-CHJOBU MasI(hOpMaIH

— KaBepHO3HU aHTHOMH, apTePHO-BEHO3HU MaI(opMaiuu
(AVM)
— Cunzapowm Ha Sturge-Weber

* XWIOKCUYHO-UCXEMHUYHHU (JIOKATHH HHPApPKTH, AUDY3HU
XHUMOKCHIHO-UCXEMUIHHU YBPEIH, TEPUBEHTPUKYITHA JICBKO-
MaJjaius), MO3bYHH KPbBOU3IUBH, BEHO3HH TPOMOO3HU

e TpaBmu

* Bponenn

— TyGepo3Ha ckieposa

— [IporpecuBHM MHOKJIOHUYHH €MUJICTICUU

— MeTabonnuTHY CHHIPOMU

— Kananonaruu

— Muroxonapuarau 6orectn

- XpoMo30oMHH abepaiuu

3. HWmyHHa — npu UMYyHOMEIUUPAHU BB3MNAJICHUS HA
IHC — BackynuTH, aBTOUMYHHU eHIEe(daTUuTH, BKI. eHieda-
Ut Ha Rasmussen.

4. Hudexnnoszna- npu undexnnu na HHC — mernn-
ruTH, eHiedanutu, abcrecu.

5. C Heu3BecTHA NPHUYUHA (KPUNIMO2EHHA) € EIU-
JICTICHSITA C HEM3SICHEHA IPUYHMHA, IIPU KOSATO € Bb3MOXEH U I'e-
HeTHueH JedeKT, KoiTo Bee ole He e JokazaH. Enunencuute ¢
TeHeTHYHA U HEN3BECTHA €THOJIOTUS ChCTaBISIBAT 0KOJIO 60%,
a Te3U CbC CTPYKTYpHA/ MeTabosnTHA — 0K0JI0 40%.

[Ipencron mpuemane u Ha APYTH BHAOBE M3BECTHA
eTrosiorus. B ciywyaurte, KOrato CTpyKTypHAaTa €THOJOTHS €

TeHEeTHYHO 00yCIIOBEHa, MOTraT Jia ce M3IOJI3BAT U J[BaTa Tep-
MHUHA — CTPYKTYpHA ¥ F'eHeTH4YHa (Hanpumep komruieke TyGe-
PO3Ha CKJIepo3a).

IlaTorene3a. Hapymen e 6amaHCHT MeXIy BH30OyIHHTE
1 TOTHCKAIIM MPOLECH B HEBPOHHU IOMyJallMH C HapyIle-
HU QyHKOUH. EnuienTUYHUTE NPUCTBIM HACTBIBAT HOPAIH
CBpPBXMEpPHA M CHHXPOHHA HEBPOHHA aKTUBHOCT, KOSITO C€ pas3-
MIPOCTPAHSABA B HEBPOHHH MpPEXH, 00XBallla pa3jIMyHH ydac-
THIM OT MO3BYHATA KOpa W/MIU MOMJISKAIIUTE CTPYKTYpPU U
OTIpesess XapaKTepUCTHKATa Ha MPUCTHITNTE.

IV. Knacudukanum Ha enujiencunTe

IIpes 2010 r. ca npennoxenu ot ILAE xopekiuu B Tep-
MHHOJIOTHSITA, KJACH(PUKAIMATA U KOHLIENIIUUTE 3a CMujIer-
TUYHUTE TPUCTHIIN U CHHAPOMH, 00yCIOBEHU OT Pa3BUTHETO
Ha HEBpPOM300pa3sBaIlnTe TEXHOJIOTHH, (QyHIAMEHTATHUTE
H3CIIe/IBAHUS 32 MEXaHU3MHTE HA CMHUJICITOreHe3aTa U MoJe-
KyJsipHara reaetrka. Konnenmusita 3a reaepanusupanu u Gpo-
KaJIHU MPUCTBIIN HE Ce IpUjiara KbM ,,eleKTpO-KIMHHYHATE
CHHJIPOMH, 332 KOUTO € TIpeACcTaBeHa mogpooHa kiacudukamms
10 BH3PacCTOBUTE ITEPHOIN Ha BH3HUKBAHE.

Kuaacupukanum Ha enuJiencuuTe cropes:

1. EBomwonus. Cnopen knacudpuxanmsra ot 2010 r.
SIUJICTICUUTE CE PA3JCIIAT Ha:

- caMOOTrpaHMYaBalIy ce (Hamp. UAMONaTHYHU (OKATHU
JETCKH EMUJICTICHH KaTo PoanioBa 1 OEHUTHEHH OKIIUITHTAII-
HU CMHJIETICHH, JIeTcKa abcaHcHa emwtencus B 75-80%). Ilpu
max UMa CHOHTaHHA PEMHUCHS B ONpeAeTeHa OYaKBaHa BH3-
pacT. HiMa KOTHUTHBHHU U MOBEAEHYECKH Pa3CTPONCTBA, BKIL
10 BpeMe Ha akThBHATa (pa3a Ha MPUCTBIIUTE.

- MeIUKAMEHTO3HO KOHTPOJHPaHH (HAIp. FOBEHHIIHA
MHOKJIOHYC CTTHJICTICHUS),

- MEeANKAMEHTO3HO — Pe3UCTeHTHH (Hamp. CHHIPOM Ha
Dravet, West, Lennox-Gastaut), koumo ce nepuaupar upes: 1.
KonnuecTBena omnenka Ha MPUCTHIIHATA YECTOTA U TeXeECT (yB-
peleHo Ch3HAHUE, KOHTY3UH, JAbJra MOCTUKTAIHA TUCPYHK-
uus). 2. HeepexruBnoct ot neyenue ¢ AIJL, agekBaTHU 3a
THIIa TPUCTBIIM M B ajaekBaTHH ao3u. Criopen rmociiepHaTta
nepuaunms, npemioxena ot ILAE, 2009 r. ,,MennkamMeHTO3-
HO-PE3UCTEHTHH Ca MAIUCHTHTE, IPH KOUTO € HAJINIE HEYCIIeX
Ha aJICKBaTHO MPUJIOKEHHU, NOAXOJAIIO H30paHu U J00pe T10-
nocumu 2 AT'JI, B MOHOTEpamus UK B KOMOMHALUS, 32 TOCTH-
raHe Ha IIPOJBbIDKUTEIHA CBOOO/Ia OT MPUCTHIIHU (32 TIEPUO OT
1 roguHa WK 3 IBTH TO-IBJITO OT HAU-IBITUS MEKIYTIPUC-
TBICH TIePHOJ IIPEJ TOCIeAHaTa TOANHA) . AJIEKBaTE€H OIUT
¢ AI'J] o3HavaBa MpHUIIOKEHHUE HA JIEKAPCTBOTO B MOIXOAIIA
J103a ¥ 3a JOCTAaTBHYHO MPOABIIKUATENIEH IepHo oT Bpeme. [lpu
MEJIMKaAMEHTO3HO — PE3UCTCHTHHUTE MAIMCHTH Ca HAJIMIIE 3Ha-
YUTEJIIHA HETaTHBHH €(EeKTH Ha EMWICITUYHUTE MPHUCTHIN
BBPXY KaueCcTBOTO Ha XHUBOT. [Ipn ycTaHOBEHa MeIMKaMeH-
TO3HA PE3UCTEHTHOCT CE Hajlara MPHJIOKCHHE Ha palioHaTHA
royitTepanus ¢ mosede ot n8e AIJI, a mpu Heycmex OT jede-
HUETO W NPH WHAMKAINY cle/(Ba Ja ObAaT 00CHKIaHU U Bb3-
MOYXHOCTHUTE 32 XUPYPTrUYHO JICUCHHUE.
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2. EJexkTpo-KJINHHYHHM CHHAPOMH CIODPE Bb3pacTTa
npu HavaaoTo (2017 r.):
Heonarasen nepuon

* Benurnenu HeonaranHu Gpamuinu npuctsiu (BFNS)

» Panna muoksionnyHa ennedanomnarus (EME)

e Cungpom Ha Ohtahara

* Panna nercka Bb3pact

* Murpupaluy napumaiHu NPUCTBIN B KbpMadecKa Bb3pacT
e Cunapom Ha West

* MUOKJIOHUYHY ENWICTICHH B KbpMauecka Bb3pacT (MEI)

* BeHuUrHeHU HHOAHTUIIHM IPUCTBIIH

e Cungpom Ha Dravet (SMEI)

* MUOKJIOHHYHHU eHIe(aIoNnaTuy Mpyu HEeMPOrpecupaniy 3a-
OoasIBaHUS

* JleTcka Bb3pacT
o debpunnu repuose miatoc (FS+)

* BeHHWIHEHa OKIUMIMTAJIHA eMHJENCHs C pPaHHO Havalio
(Cunnpom Ha Panayiotopoulos)

* benurnena OKIIMIIMTAJIHA CIIHJICIICHA C KbCHO HaA4daJlo (TI/IH
Gastaut)

e beHurnena emmiIencuss C NEHTPOTEMIOPAIHH OCTPHUS
(BECTS, Ponannosa)

* ABTO30MHO-JOMHHAaHTHA HOIIHA ()POHTATHO-ISIOBA €IH-
nencust (ADNFLE)

» JleTcka abcaHCHA SMUJICTICHS

e Enuiencus ¢ MHOKJIOHUYHO-aTOHUYHU NPUCTBITA (MI/I-
OKJIOHMYHO-acTaThu4Ha CHI/IJ'IBHCI/IH)

* Enwunencus ¢ MUOKJIOHMYHM a0CaHCH
* Cunapom Ha Lennox-Gastaut

* EnwnentuyHa eHiedanonatus ¢ NpoIbKUTEIHH KOMILIC-
KCH ocTpue-0aBHA BbJIHA TI0 BpeMe Ha ¢hH (CSWS), BKIFO-
yurenHo cunpom Ha Landau-Kleffner (LKS)

* FOHouecka Bb3pacT U Bb3PACTHH
e lOBeHuaHa abCaHCHA EMUIIETICHS
¢ HOBeHUIIHA MUOKJIOHUYHA CITUJICIICHS

* Enunencus ¢ reHepanu3upaHid TOHUYHO-KJIOHUYHU MPUTIA-
IbIHU

° HpOI‘peCI/IBHI/I MHUOKJIOHUYHH CIIHUIICIICHN

* ABTO30MHO-IOMHHAHTHA MTapI{MaTHA ETUJIETICUS CHC CIyXO-
Bu niposiBu (ADPEAF)

e Jlpyru GaMuIHE TEMIIOPATHOASIOBH EIHIICTICUH
* Ilo-HecnienupuuHO BH3PACTOBO CBBP3aHU

o damunHa GokaiHa enuiencus ¢ Bapuadbuiau Goxycu (aeT-
CTBO / Bb3PACTHH)
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* Pednexcan enmrencun
* Pazamynn

* Me3suanHa TEMIOPATHOAAIOBA CITUJICTICUA C XUIIOKaMIIaJIHa
CKJIEpO3a

e Cunapom Ha Rasmussen
e [emacTUYHYU MPUCTHITN MTPHU XUTIOKAMIIATTHNA XaMapTOMH

* CbCTOSTHHS ¢ eMUJIENTUYHH NPUCTHBIIH, KOUTO HE Ce TU-
ArHOCTHLMPAT KAaTO CIMUJICIICUsA.

* benurnenu HeonaraiaHu npuctbeiu (BNS)

Hosarta Knacudukanus u neuHUIUS HA eNUIeNTHY-
Hute cuHapomu Ha ILAE cnopen Bb3pacTTa Ha HayaJjio-
TOo, 2022 I. ce BbBEKIAT HAKOU TEPMHMHOJOTHYHU NMPOMe-
Hu (Zuberi SM et al. Epilepsia. 2022 Jun;63(6):1349-1397;
Specchio N. et al. Epilepsia. 2022;63(6): 1398-1442; Riney
K et al. Epilepsia. 2022 Jun;63(6):1443-1474. Hirsch E et al.
Epilepsia 2022; 63 (6): 1475-1499). C umena ocmasam camo
cunopom na Dravet, cunopom na Lennox-Gastaut u cunopom
Hna Rasmussen. Cunopom na West cmagea Cunopom c enunen-
muunu ungpanmunnu cnazmu; /Joopoxavecmeenu poxannu
0emcKU enuiencuu Cmagam camoozpanuiagauii ce enuien-
cuu: UnnonarnyHa GokaaHA eNUJICNCHA ¢ HEHTPOTEeMIIO-
pajnu cnaiikose (Posangosa) crapa Camoorpanuuapaina
ce enuiencus ¢ HeHTPOTeMNOpPaJIHu cnaiikose; CuHApPOM
Ha Panayiotopoulos (beHHIHeHa OKUMIHTAJIHA eNuJIencust
¢ paHHo HayaJjo) ctasa CaMoorpaHm4aBail ce CHHAPOM ¢
aBToHomMHa aucpynknus; Cunapom Ha Gastaut (bennrne-
Ha OKITUIIUTAJHA eNUJIENCHsI ¢ KbCHO Hauaso) craBa [leTcka
OKIMIINTAJIHA 3pUTeJIHA ennjiencusi; PoToceH3NTHBHA OK-
HUIIMTAIHA KbCHA eNUJIeNncHs.

HoBara nmpoMsiHa B TEPMHHOJIOTHAITA KJIacHpHIHPA
eNUJIENICHUTE HA CJeIHUTE IPYNU CHOpPeX Bb3PacTOBOTO
HauaJo ( 2022 r.):

A. Ennjencuu M CHHIPOMH B HEOHATAJHHS NEPHOA H
panHara Bb3pacT (Zuberi SM, et al. ILAE classification and
definition of epilepsy syndromes with onset in neonates and
infants: Position statement by the ILAE Task Force on Nosology
and Definitions. Epilepsia. 2022 Jun;63(6):1349-1397).

1. CamoorpannyaBaniy ce enujencuu

1. CamoorpannyaBaIiy c€ HEOHATATHY SIUJICHICHH

2. CamoorpannvaBaiiy ce GaMuIHI HEOHATATHH SUIICTICUN

3. CamoorpaHuy4aBaliy ce MHGaAHTHIHY SIHIICTICHH

4. I'enepanusupana enuencus ¢ GeOpUIHU I'bPUOBE ILITIOC
(GEFS+)

II. ETHosorn4Ho cnenuupu4Hu CHHAPOMH

1. KCNQ2- eHuedanonaTiu Ha pa3BUTHETO/ CIUICTITHYHN
eHiedanonaTun

2. [Tupu10KCHH CBBp3aHa eHuedanonaTuu Ha pa3BUTHETO/
SMUJICITUYHU eHUedanonaTuu

3. [IupunoxamuH -5 @ocdarazen nepunut — eHnedaona-
THUW Ha Pa3BUTHETO/ EMUJIENITHYHY eHIe(paTomaTHN

4. CDKL

5. eHuedaJIonaTHH HA PAa3BUTHETO/ eNHJIENI THYHH eHIle-
panonaTuu

6. PCDH19 enunencus

7. I'moxo3Ho TpaHcmopTtepeH | peduuuTeH CHHIPOM
(GLUT 1 DS)

8. Cunapom Ha Sturge-Weber

9. TesacTYHYU NPUNALBLUU IPU XUIIOTATAMUYHHA XaMap-
TOMHU

II1. Ennedasonatun Ha pa3BUTHETO M eNUJIENTHYHU
eHuedaJIoNaATHH
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1. Pauau wH(aHTHIHU eHIe(aIoNaTHH Ha PA3BUTHETO U
CMUJICTITUYHN CHUEe(ATOnaTuu

2. Enunencust B KbpMadyecka Bb3pacT ¢ MUrpupau ¢o-
KaJIHU IPUCTBITU

3. CuHAPOM ¢ enuIeNTHYHU HHPAHTUIHU CIIa3MHU

4. Cungpom Ha Dravet.

b. Enunencunre M CHHAPOMH B JeTCKaTa Bb3pPacT
(Specchio N, et al. International League Against Epilepsy
classification and definition of epilepsy syndromes with onset in
childhood: Position paper by the ILAE Task Force on Nosology
and Definitions. Epilepsia. 2022 63(6): 1398-1442)

I. CamoorpannyaBauu ce enujencuu:

1. CamoorpanuyaBaiia ce ermuiencus ¢ eHTPOTEMIIOpal-
HU CIallKOBE

2. CamoorpaHuyaBalia ce enujencusi ¢ aBTOHOMHHU MPHC-
TBIIN

3. JleTcka OKIIMIIUTAJIHA 3pUTEIIHA SMUIICHICHS

4. ®oTOCEH3UTHBHA OKIIUITUTAIHOISATIOBA SITHIICTICHS

I1. Tenepa/M3upaHu eNUJICTICHH:

1. JleTcka abcaHCHA €MUJICTICUS

2. Enunencust ¢ MUOKJIOHUYHM abcaHCH

3. Enunencust ¢ MUOKJIOHUU Ha KJIETIaquTe

III. EnnjaentuyHn eHuedajonaTuu uiM eHuedaJsona-
THH HA Pa3BUTHETO

1. Enunernicusi ¢ MUOKJIOHHYHO-aTOHUYHH TPUCTBITH

2. Cuaapom Ha Lennox—Gastaut

3. Enunentnynu eHuedanonaTuy Win eHuedalionaTuy Ha
pa3BUTHETO C OCTpHe —OaBHA BbJIHA AKTHBALUS B ChbH, CHHJI-
pom na Landau Kleffner, arunuuna GeHurHena mapuuaina
(oxarHa) emIIeTICHS B IETCTBOTO

4. XeMHUKOHBYJICHSI- XeMHILJIEr sl CHHAPOM

5. EnunenTudeH cHHAPOM CBBp3aH ¢ peOprnaHu HHPEKITHN
(ocTbp eHuEdaNUT ¢ pepakTepHH, MOBTAPSAIIN ce (OKATHU
MIPUCTBIN, WIIM HAIIPE/IBalla eHle(anonaTus npH Jena B yuu-
JUIIHA BB3PACT)

B. Enwmenicuu ¥ CHHIPOMM C Hayajio B Pa3iM4HA Bb3-
pact (Riney K, al. International League Against Epilepsy
classification and definition of epilepsy syndromes with onset
at a variable age: position statement by the ILAE Task Force on
Nosology and Definitions. Epilepsia. 2022; 63(6):1443-1474).

1. T'enepanu3upaHu eMUIICHICHU C TTOJUTCHHA €THOJIOTUS:

1. FOBeHuIHa aOcaHCHA SIUJICTICHS

2. FOBeHMITHA MUOKJIOHUYHA CTTUJICTICH ST

3. Emunencus ¢ I'TKII

1. CamoorpanuyvaBamnyu ce GpOKaaIHU SMUICITUYHU CUH/I-
POMH ¢ KOMIIJIEKCHO Npe/aBaHe:

1. JleTcka OKLMIIUTAJIHA 3PUTEIHA SITUIICHICUS

2. @DOTOCCH3UTHBHA OKLUITUTAIHOASIIOBA CITUIICIICUS.

III. ®okanHu enuiaencuu ¢ reHeTUYHa, CTPYKTYpHA HIIH
TeHETHYHO-CTPYKTYpHA CTHOJIOT U

1.  Csbp3aHa CbC CHHS XUNEPMOTOPHA (XUIEPKUHETH Y-
Ha) enunencus-KCNTI1

2. damuiHa Me3uaJIHa TEMIIOPAIHOASIIOBA SITUIICIICUS

3.  ®dawmwmiHa (oKarHA SNIICHICHS ¢ BapHAOMIHA (HOKY-
cH

4.  Enuiencus cbC CIYXOBH IPOSBU

IV. KomOuHupaHu renepaiu3upay U (HOKaJIHU enujer-
TUYHU CHHAPOMH C TIOJIMT'€HHA ETHOJIOTHS, SIMIICTICHS C UH-
JOYLUHPAIIH Ce IPUCTBIH PU YETEHE

V. EnwentudaHu eHIedaronaTuu

1. EnunentuyHu CHHAPOMHU C eHIedaonaTHi Ha pa3Bu-
THETO, CIUJICHTHYHU eHIle()aONaTHH N | JIBETE,

2. EnunenTuyHu CHHAPOMHM C IPOI'PECHBHU HEBPOJIOTHY-
HU YBPEH.

3. [IporpecrBHa MHOKJIOHUYHA €ITUJICTICUS

4. ®eOpuiHO-WHPEKIINO3HO CBBP3aHU
cuaapomu (FIRES)

CIMHUJICTITUYHHA
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3. Cnopen Bua NpucTbIM — QoKalIHA, FeHEpATU3UPaHA 1
redepanusupana u pokaaHa enuierncus. Kimacudukanusra Ha
eMIICNTUIHUTE NPpUCTHIN U emmiencuute ot 2010 . oTXBBp-
I MOHSITHATA “DOKayHA M IeHepaau3upaHa ermuiencus’, HO
MOBEYETO MALMEHTH HaJ 12 I. Bb3pacT HAMAT eNIeKTPO-KJINHU-
YEeH CHHAPOM, BCBITHOCT TOBA Ca MAllMEHTHUTE C “‘TaplHuagHa
enwIerncus’”’ cropes npeauinnaTa kiracupukanus. C peBu3us-
ta oT 2014 1. ce mpu3HaBaT TEPMHUHHTE “(POKaJIHA U TCHEPAIIH-
3MpaHa enuIencus’” KaTo Jo0po onucaHue B CIy4auTe, Korato
HE MOJXE JIa CE OINpeJieNH eNeKTPO-KJINHUYeH cuHapoM. [Ipe3
2016 r. e mobaBeHa KaTO BHUJ U ,,/eHepaIu3upana u (okasHa
enuiIencus’” 3a cllydanuTe ¢ OKATHU U FeHepATU3UPaHH IIPUC-
TBIIN, KAKTO ¥ HEM3BECTHA — IIPH HEBB3MOKHOCT 32 OTIPEIeIsi-
HE Ha BHU/Ia IPUCTBIIH.

6. Cunopen eruoaorusita — Bk Pazgen 111, ETnonorus

7.  OCHOBHH eNUJICNICHA M eNMHJICNTHYHH CHHIPOMHU.
Enunencuure/ enuienTHYHUTE CUHIPOMHM ca 3a00JIIBaHUS C
€IHOTUITHYU KJIMHUYHH U35ABU U C 00l NaToreHesa, MporHo-
3a ¥ OTTOBOp Ha JICUCHWE. XapaKTepH3UpaT ce CIOopes THIa
Ha CNMWJICNTHYHHUTE IPUCTHIIHN, BH3PACTOBOTO HAJalo, pas-
BUTHETO, HEBPOJOIMYEH CTATYC, NMpEeIU3BUKBAIIN (BaKTOpH,
eTHOJIOTHS, TeXeCT, (aMUIHOCT, B3aUMOBPB3Ka CHC CHHA,
EEI" u nporuo3a karo: ¢pokanHu (IapLuaiHu), FeHepaanu3upa-
HU, pe()IEKCHU eNUIICTICUH, SHIICIITUYHY eHIealonaTHu 1
CBCTOSIHUSI, KOWTO HE HajlaraT JuarHo3aTa ernjerncusl.

1. ®okajanu (MapUHATHH) eNUIeNnCUH

CamoorpaHuyaBalla ce enuIencus ¢ LeHTPOTEMIIOPATHU
cnaiikose (PonannoBa enuiienicus uim OeHUrHeHa aerTcka ¢o-
KaJTHa eTHJIeTICUs ¢ eHTpoTemnopannu octpus, BECTS)

e Hawamo 3 - 15r.
¢ Yecrora — 10-11/100 000 Hacenenue

. KnuHuyHa XapakTepucTHKa: MapLUUaHd HPUCTH-
nu cbe “CruiBreBa” JIOKaJIM3allysl, 3acsaraiy e, opoda-
PHHKC, pbKa (CIIUpaHe Ha rOBOPA, KIOHHYHHU NOTpPEIBaHUS,
MapecTe3nu, MOBUILCHO CIOHOOT/EINsIHE); BropuuHO-reHe-
panu3upanu ToHUYHO KiaoHn4HM npunaasiu (BI'TKII) non
(hOKaTHM MPUCTBIU C EBOJIIOLMS KBM JBYCTPAaHHU TOHHY-
HO-KJIOHW4HHU; HopMasieH HeBpOJIOrHYeH CTaTyC U MHTEIEKT.

e EE[' — emHOCTpaHHM WM JBYCTpaHHH (OKATHU IICH-
TPO-TEMIIOPAJIHU OCTpPHUs, yBEJIMYaBallM CE 110 BpeMe Ha
CBH.

 Jleuenue: J106bp TepaneBTryueH koutpoi— CBZ, OXC, VPA,
LEV, LCM, LTG, BRYV, CLZ, Clobazam, ESL, ZNS.

* Ilpornosa — nobpa.

T'eneTnyHu (MAMONATUYHH) OKUUNUTAIHH CMUJICIICHH.
Hauano — 1-14 r. HopmasieH HeBpOJIOTHYEH CTaTyC U MHTEJIEKT.
EnunentuyHUTEe MPUCTBNM Ca BEP3UBHHU, OKYJIO-KJIOHHYHH,
xemukynonnuHyu, [ TKII u xommuekcHu mapuuanuau. Pasrpa-
HUYEHHU ca JIBa OT/AEIHU Bb3PAaCTOBO 00YCIIOBEHH CHHIPOMA —
CamoorpaHnyaBaina ce enujencusi ¢ ABTOHOMHH NMPHUCTb-
MM (JeTCKa SMMIICTICHS ¢ OKIIUITUTATHN NapOKCH3MH M PaHHO
HayvaJio WIN CHHJpOM Ha Panayiotopoulos) u ¢ kbcHO Hagamo
— JIeTCKAa OKIMIHTAJIHA 3puTeNHa enuiencus (tun Gastaut).

Camooepanuuasauja ce enunencus ¢ A6MOHOMHU NPUCTD-
nu (JleTcka enuiencus ¢ OKIMIUTAIHUA NAPOKCU3MH U PAHHO
Hayvalio MJIM CHHIApOM Ha Panayiotopoulos).

* Hawamo -3 -6

* Yecrora: 6% ot nenarta 10 13 I. ¢ eIMHUYHU NPHUCTHIN
TJIAaBHO TIO Bpeme Ha chH. Ipn okono 50% ot manuenture ce
YCTaHOBSIBAT OKIIUNUTaIHu napokcu3mu B EET.

» KiinnnuHa xapakTepuctuka: Penku enuienTuaHu npuc-
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TBIIH, TJIABHO 110 BpeMe Ha CBhH (66%), mpoxbinkuTenHocT 5-10
MHH. 10 aBTOHOMEH cTaryc (40%), ch3HaHUE — yBPEACHO 10
80-90% B xoma Ha mpunaabka. [IpuctenuTe ca ¢ aABEp3UBHO
Hayauo (80%), aBTOHOMHHU IIPOsIBU- MTOBPBIIAHE UM CaMO Ka-
LUISHE, MTO3MBH 3a NOBpbIIaHe (66%), 3auepBsiBane/ mpeodie-
JHSBaHE, MHKOHTUHEHIUS, MUApHa3a, KOHBYJICHH, XEMUKOH-
Byncun win I'TKIL. Bb3MokeH € UKTalleH CHHKOI. 3pUTEITHH
xamounHanuH (10 7%).

» EET: UutepukTanHa — GpyHKIHOHAIHN MYJITH()OKATHA
KOMIIJIEKCH ocTpHe-0aBHa BbiiHA (90%); OKIMIIUTAIHU Mapo-
KCU3MH WJIH OCTpHs, KOUTO M34e3Bar kbM 13 1. (75%), ekc-
TPAOKIUNHUTATHU ocTpusi, HopManHa EEI, renepanusupanu
paspsan. Mkranna EEl-Haii-uecTo puTMHYHAa GaBHOBBJIHOBA
AKTHBHOCT.

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

« [Iporuosza — nobpa.

Jlercka okuMnuTanHa 3purenHa enwiencus (ercka enu-
JICTICHS C OKIUIMTAJIHKU NMapOKCU3MHU M KBCHO HA4aJio — TUI
Gastaut)

» Hagano cex 8 1.

» KiinHM4HA XapaKTepUCTUKa: YecTH (pOKAIHU MPHUCTBIN
B Oy/IHO CBCTOSHHE, NMPOTUYAIIM CHC: 3PUTEIHU CHUMITOMHU
— €JIEMEHTApHU 3PUTEIHM XaJIIOLMWHAIMU (CTEPEOTHITHHU 1{BE-
ToBe, Kpbrose) 5-10 s 10 1-2 MUHYTH, 3pUTEITHH HITIO3UH (MHU-
kporcus, Mmeromopdoricust), xarrounHanuu (10%) u cnenora.
Hesputennn cuMnrtomMu — agBep3usl HAa MOTIENA, BB3MOXKHO
u Ha 1aBata (25%), CHHAPOMH OT mponaramus Ha Bp30yaaTa
(MO-psAAKO) — XeMHUKIOHUYHH (43%), KOMIIJIEKCHU TapLUaIHU
npuctbiu (14%), I'TKIT (13%). [loctukranuo rnaBoGonue —
Iudy3HO, CHIIHO, TOHAKOTa HEPAa3IMYUMO OT MUTPEHHOTO, a
npu 10% — rajieHe u noBpbIIaHe.

* EEI": Unutepukranna EEI' — oknunuTainy napoKCU3Mu
npu 3aTBapsine Ha ounte (30). Ukranna EEI- 6bp3u okuunu-
TAJHM OCTPUS, C IPOrPECUBHO 3a0aBsSHE U BUCOK BOJITAX.

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

* [Iporxosa: OTHOCUTEIHO 100pa, peMUCHH ciIex 2-4 T. Ipu
60% OT manueHTuTe.

CuMnromaTnynu (GoKaJIHH enujencuu (TeMmnopasHo-
As1J10Ba, (PPOHTAIHOASIIOBA, NAPHETAJTHOASJIOBA, OKIUIIH-
TAJHO/S1I0BA)

Temnopannooanoea enunencus

» Hauauno B eTcka Bb3pacT.

* OcHoBuu npuunHu ca tymopu (DNET, ranrauornno-
MH), eHUe]aTUTH, ME3HOTEMIIOpAIHA CKIICPO3a, IUCIIIa3uH
U TpaBMU. buBaT MequanHu (Me3HaNHU) enuiencuu npu 75%
(mpu XUTOKaMITaJHa CKJIEpO3a WM ApYTa €THOJIOT s, YCTaHO-
BeHa ¢ MPT) u narepannu (HeokopTukanuu) npu 25%. Yecra
¢ aHaMHe3aTa 3a (peOpHIIHYU I'bpUOBeE.

e Kiimanyna xapaxkrtepuctuka: OCHOBHUTE THIIOBE MpPHC-
TBIIH Cca IPOCTH 1 KOMIIJIEKCHHU TTApIHAIHU C UITH 0€3 BTOPHU-
Ha reHepan3anys 1 (3HaUYNuTelIHa) TOCTUKTATHA 00BPKAHOCT.
[Ipu me3unanHa JOKaIM3alMsg MMa EMHUTacTPaIHU yCEIlaHHs,
ABTOHOMHA JUC(YHKIHS, MCUXOCCH30pHM ycemanus (deja
VU, jamais vu), MUPHCHH U BKYCOBH XaJIIOLUHALINH, 3pUTEITHH
(eHoOMeHH, nBUTATETHU OpodannaaIHNd aBTOMAaTHU3MH, BOKa-
nu3anuu. [Ipn narepanna (HEOKOPTHKATHA) JIOKAIH3AIUS Ce
U3sBsBa CEH30pHA adha3usi, MOBPBILAHE U CIIYXOBH CUMIITOMH.
Hanwuue e repaneBTHYHA PE3UCTEHTHOCT.

IIpu Me3moTeMmopaliHa CKJEpO3a MM JIpyra JI3HOHHA
€THOJIOTHI ce 00CHAK/1a U OIIEPATUBHO JICUCHHE.

Dponmannooanoeu enunencuu

e Knmamuna xapakrepuctuka: [Ipuctemmre ca mpoc-
tH, komiiekcHu napnuanaud 1 BI'TKII, rmaBHo mo Bpeme Ha
cbH. OPOHTAIHUTE NPUCTBIHU Ca KPaTKH C MHUHHMMAJHA I10-
CTHKTaJIHA OOBPKAHOCT, ¢ Obp3a BTOPUYHA I'CHEpATU3ALN,
n3pa3eHa MOTOpHa MaHudecranus (TOHHYHA, MOCTYpasHa),
MHUMHYECKH aBTOMAaTH3MH, YECTO TalaHe MPH ABYCTPAHHHU pa-
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3psian. TIpUCTBIUTE OT MOTOpHATA KOpa ca MPOCTH (HOKaATHH
MOTOPHHM B €/IHa YacT Ha TSAJIOTO C TOCJ]eBalla Hpajnalus,
MHUOKJIOHMYHH, epilepsia partialis continua ¥ MOCTUKTAIHHU Ma-
pe3u Ha Todd. [TpucThnuTe OT AOMBIHUTEIHATA MOTOPHA KOpa
ca XMIEPMOTOPHM, aCUMETPUYHM JIBUKEHHS B KpaHHHILIHUTE,
Ta3a, paMeHeTe, a/[Bep3us Ha IJ1aBaTa, IorJie/la, BOKaJIn3alus,
CIMpaHe Ha peuTa i PUTMUYHH CTEPEOTHITNN Ha KpaHUIIKTE.

Ilapuemannooanoeume enunencuu ca c IpocTu HoKaIHU
CeTHBHH (C OOJIKA, MapecTe3n ) WIK MOTOPHHU MPUCTBIHU ChC
iy 0e3 BTOPUYHA FeHEepaATU3alHs, UKTAJIHN U TIOCTUKTAIHH
nape3u Ha Todd.

OKyunumannooanogume enujencuu ce TPUYHHIBAT
OT KOPOBM [HCIUIa3HMH, CHJOBH Maj(opMalnu, XHIOKCHY-
HO-MCXEMHYHA eHIIe(aIonaTus, TYMOPH H I[bOJIHAKHUS.

* KnuHnyna Xxapaktepuctuka: [IpucThiuTe ca mpocTu
(oKanHU CHC 3PUTETHU CUMIITOMH (BB30YIHU, PSAIAKO Xafo-
LIMHAIMY, UKTaJIHa clienoTa, xemuanorncus), Bl TKII, koutpa-
JaTepajiHa ajBep3Hs Ha IOrjefa W HUCTArbM, NPUMUIBAHE,
MKTAJHO WJIH MOCTUKTAIHO IIIaBOOOIIHE.

e Jleuenue na cumnmomamuyHume PoKaIHU enusen-
cuu: VPA, CBZ, OXC, LTG, LEV, TPM, LCM, BRYV, ESL,
ZNS, cenobamate Hajx 18 I., ¥ XUPYyPruvHO JicueHUES

Cunapom Ha Rasmussen

» Hauano — 14 mec. — 14 1.

* ETHONOTHS U TTaTOr'eHEe3a- MMYHOMEAHHMPaHa CIHIICTITHY-
Ha eHuedanonatus (Hanuyue Ha antutena kbM GluR3 cyGe-
JUHHMLATA Ha TIIyTaMaTHUTE perentopu, autu GluRe2 u anTH
—Munk18-11 npu HKOM MAI[USHTH).

* XHCTONMAaTONOTUsl — IIIMAJIHU HOJYJIH, NEPUBACKYIAPHU
nuMponTHY HHQUITPATH.

* MeaMKaMEHTO3HO — PE3UCTCHTHH (OKATHH TPHCTBIIH,
epilepsia partialis continua (60%), mporpecupaiina xemurmape-
3a;

* [Iporpecupalil HHTENEKTyaJIeH AeHULIUT.

* KT u MPT — nporpecupaiia Mo3buHa XeMHaTpODusI.

» EET- nonumopdHa nenta ak THBHOCT, U34e3BaHE HA HOP-
MaJIHaTa OCHOBHA aKTHBHOCT, YECTH CHHJICNTH(POPMEHH pa-
3psiAM, KOUTO Ca IOMHUHHPAILO SAHOCTPAHHU U MOTaT Ja O'baaT
MIEPUOTUYHH.

e Jleuenue: AI'JL, i.v. IgG u na3madepesa ¢ BpeMeHeH yc-
nex. Xupypru4Horo jieuenue (GpyHKInonanHa xemuchepekro-
MHSI) € METOJI Ha U300p.

XeMHKOHBYJICHSI-XeMHUILTeT Hsl-eMUJIeTICH ST
(HHE)

» Ernonorusita e nndexuuun na LIHC (Herpes simplex-eH-
nedaanT) I MO3BbYCH HHCYIIT.

» Hauano mexy 5 mecena u 4 1. (91%).

e Knunauka: I craguit — HH cuaapom (XeMHKOHBYJICHSI-Xe-
vumierns). Il craguit — HHE (XeMHKOHBYJICHS — XeMHILICT U
— enuiencus) cuaapom npu 80% cnex HH.

e Jlnaruosa: nukBopHo uscnensane, KT, MPT (oTouHa xe-
Mucdepa c rmocuaeBamnia XxeMuaTpoQus).

e Jleuenme Ha enwmientuyHus craryc u VPA, CBZ,
Clobazam, OXC, LTG, LEV, TPM, LCM, BRV, ESL, ZNZ u
XUPYPTrUIHO JICUCHHE.

* [Iporuosa: xemumnapesa, adasus, MEJUKaMEHTO3HO-PE3-
HCTEHTHA IaplyalHa eMUICTICHS.

CHH/IPOM

2. 'eHeTnyHM (MANONATHYHM) eNUJIENICHU

Jercka aGcaHcHA enmuIencusi

* [eHeTHYHA TpeAUCHIO3UIHS (MYATH(AKTOPHA).

* Havano mexay 3 u 10 T.

» KnnnnnvHa xapakTepucTHKa: THITHYHHA a0CaHCH, Haii-4ec-
TO C MHOKJIOHMHM Ha KJICNIAYMTEe, MHOTOKPAaTHU IHEBHO. AGCaH-
CHUTE 4ECTO C€ aKTHBUPAT IPU (POTOCTUMYIALUSA U XUIIEPBEH-
tunanus. Hanx 50% npes roHomectsoTo nonyuasar u I'TKII.
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e EEI" — nkTaiHo reHepaIn3npaHy IByCTPAaHHO CHHXPOH-
HHU TapOKCH3MU OT CHMETPHYHH KOMILICKCH OCTpHe-0OaBHA
BBJIHA ¢ yecToTa oT 2 10 4 Hz. Hopmanna ocHOBHa aKTUBHOCT.

¢ Jleuenue — VPA, ESM, LTG, CLZ. Bb3M0XHO € BJOIIa-
Bane oT CBZ, GBP, OXC, PHT, TGB u VGB, nopaau koeto He
TpsiOBa ja ce mpuiarar.

* [Ipornosa — nobpa, nzuesBat okoino 20 r. C Hebmaronpu-
SITHA MPOTHO3a € HA4YaJIo0To Mmox 4 T. M Hax 9 T., KoraTo uMa u
I'TKII (20%-60%).

IOBenuHa abcancHa enuJIencusi

 ['eHeTHYHA ITPEIUCTIO3UIIASL.

» Hagano oxono mybepTeTa, I0HOIIECKa BH3pacT.

» Knuanana xapaktepuctuka: AGcaHcH, KOUTO ca Mo-pefi-
KU B cpaBHEHHE C JeTcKaTa abcancHa emuiencus. Okono 80%
nonyuaBat u ['TKII wiu ['TKII npexmecTBaT nosisata Ha ab-
CaHCHTE.

» EET- reHepann3upann KOMIIJIEKCH OCTpHsI-OaBHA BBIIHA.

¢ Jleuenue — VPA, ESM, LTG, CLZ. Bb3M0xHO € BJoIIa-
Bane ot CBZ, GBP, OXC, PHT, TGB u VGB, nopaau koeTo He
TpsiOBa Ja ce IpuIIarar.

* [Iporuo3sa: J{o0bp koHTpOI ¢ NeueHue. Moxe a mpeMuHe
B IOBCHUJTHA MHOKJIOHMYHA CITHJICTICHSI.

IOBennaIHAa MHOKJIOHMYHA eNMUJeNcHs — Hal-decTa-
Ta ITbPBUYHO-TCHEpANIM3UpaHa emuiencus (3adomsieMocT
1-3/1000).

» ®amutHoCT npu 0koo 40%. ABTO30MHO-PELIECUBHO, aB-
TO30MHO JOMMHAHTHO IPe/laBaHe.

» Hawamo mexny 8 u 18 r., Haif-uecTo okoino 15 1.

* Knuanunaa xapakrepucTnka: MUOKIOHHYHHU TIPUCTBITH,
I'TKII, xnoHnunn, abcaHCH, HAl-4eCTO pPaHO CYTPHUH, CIEI
chbH M HouieM. Enunentuuen abcancen craryc. IIpoBoku-
pamu ¢GakToOpu- ChHHA JeNpuBanus, (POTOUYBCTBUTEIHOCT,
AJIKOXOJI.

» EEI": reHepanu3upanHy NapoKCU3MH OCTpHe — OaBHA BBJI-
Ha 1 TIOJIMCTIaiik — OaBHA BBJIHA 4-6 Hz mpu HOpmatHa OCHOBHA
aKTHBHOCT, a 50% — u QokasHa aOHOPMHOCT VJIH AaCHMETPHSI.

 ludepennmanta 1uaruo3a: MUOKJIOHUYHO — acTaTHYHA-
Ta ENUJICNCHUs € C T0-paHHO Hayayo. IIporpecuBHU MHOKIIO-
HUYHHU SHUJICTICUY C PA3JIMYHU IPUYNHH — IPU OOJIECTH C HAT-
pyINBaHe B JH3030MUTE (Hal-4ecTO LEPOUIUIIODYCIIMHO3H),
IIpU MUTOXOHApHAIHHU OonecTH, npu Oonectute Ha Lafora u
Unverricht-Lundborg.

e Jleuenne: VPA, Clonazepam, LEV, LTG, TPM. Bromra-
BaHe ¢ Bp3MokHO oT VGB, TGB, CBZ, OXC, PHT, GBP, PGB,
MOpaJ iy KOeTo He TPsAOBa J1a ce rpuiarar.

* [IporHosa — npu crupaHe Ha JIEYEHUETO B 0K0JI0 90% Ha-
CTBITBA PEIIH/INB.

Ennaencust ¢ I'TKII npu cb0y:xaaHe.

e Havyano — 9 — 24 r,, uecrora- 22-37% ot UI'E.

* OcHoseH tum npuctbiu ca ['TKII 1o 2 4. ciaen cv0yxaa-
HE, HO Ca Bb3MO)KHU a0CAHCH M MHOKJIOHMYHH IPUCTBIIH.

* EEI- nezopranmusupana OCHOBHA aKTHBHOCT W T€HEPAJIN-
3UpaHU MAPOKCU3MHU OT KOMIUIEKCH OCTpHe-0aBHA BBJIHA.

MHuoOKJIOHMYHO — ACTATHYHA eNMUJIeNCHsl (CHHAPOM Ha
Doose).

» Hayasio mexxay 2 u 5 I. IIpH Aelia ¢ HOPMaJIHO Pa3BUTHE.
Psanxo ce ycranossBar myTauuu B Nat+ kananHuTe SCNIA,
SCN2A u SCNIB cybenuanim.

e Knunnuna xapaxtepuctuka: OCHOBEH THI MPHUCTHIU
ca MHUOKJIOHMYHO-aCTaTHYHUTE, HO Ca Bb3MOXHH U aOCAHCH,
MHUOKJIOHMYHH, aTOHUYHU, HEKOHBYJICUBCH a0CAaHCEH CTaTyc,
I'TKII, MHOTrO psAIKO — TOHUYHH IPUCTBIIH.

* EEI' e ¢ HOpMaJIHa OCHOBHA aKTMBHOCT U pPa3psiau OT
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KOMILJIEKCH TTOJIUCTIaliK-0aBHA BBJIHA.

e Jludepennuanna nuarHo3a: beHWTHEHAa MHOKIJIOHHWY-
Ha eMUJIeNCUsl B paHHA Bb3pacT, cuHapoM Ha Dravet (SMEI),
KpunToreHeH cuHapom Ha Lennox-Gastaut (MUOKJIOHHYEH Ba-
puaHT), nporpecuBHU MuokiIonn4HH enuierncuu npu MERRF,
oonectn Ha Lafora, Unverricht-Lundborg, neBkomuctpodun
(mporpecupany HeBpOJIOTHUCH AeQUIINT U IPOTrpecupara aT-
podust B MPT u KT, ycranoBeH MeTabOIUTEH Ie(EKT), aTu-
MUYHA OCHUTHEHU NapLUaTHU CIUJICIICUH B JICTCKATa Bb3PacT
(PomannoBa u Tun Panayiotopoulos) nmpu KOUTO ca Bb3MOXKHH
JpOM-aTaky NPy aTUNHYHKU a0CAHCH U HETaTHBEH MUOKJIOHYC.

e Jleuenune: VPA, ESM, 0ensonuasenunu, TPM, LEV, nu-
cku no3u LTG, 6pomuan, Clobazam, xoptukocreponan. Xa-
pakTepHo e Biomasane oT CBZ, VGB, PHT.

* [Ipornosa — HebnaronpustHa npu 50% nopaau Tepanes-
TUYHO — PE3UCTEHTHHU MTPUCTBITN, KOTHUTUBEH Ie(DUIIUT, TOBE-
JICHYECKH OTKJIOHCHHUSI.

Ennencusi c MUOKJIOHUYHHU adcaHCH

* Psanxa emmtenicus (0,5-1%) ¢ Hagano Mexay S5 mMecena —
13, cpenno 7 1.

» KiinHnYHa XapakTepucTuka: MUOKIOHHY (IIEPUOPAITHH,
Ha pblLeTe, pamMeHeTe, BKJI. acuMeTpuunu (8-60/s); ['TKIIL, ato-
HUYHH, abcaHceH craTyc. [IpoBokupar ce ot XB, dpoTocTumy-
Tanus.

* EEI' e ¢ kpaTku reHepanu3upanu, (GOKAJIHU HUIU My-
NTU(OKATHNA KOMIUIEKCH OCTpue-0aBHA BbJIHA MIIM IOJHC-
naik-6aBHa BbJIHA ¢ yectoTa 3 Hz.

* [Iporuosa: 4ecTo MeJUKaMEHTO3HA PE3UCTEHTHOCT, KO-
HUTHUBEH Je(QUINT, IPEX0 K'bM I0BCHUITHA MUOKJIOHHYHA EITH-
JIeTICHS.

BeHUrHEHU HEOHATAJHH KOHBYJICHH

* Hsakou ciydan ca ¢paMuiIHM, ¢ aBTO30MHO-IOMHHAHTHO
IpeJiaBaHe.

» Hauano -2-3 neH cien pakJIaHEeTo.

e KnuHnyHa xapakTtepucTuka: DokalieH eHMUICITHYCH
CHHJIPOM — KPaTKH HPUCTBIIH.

* HopmasieH HEBpOJIOTHYEH CTaTYC.

» EET- necneunduyna.

* [Iporuosza — no0pa.

TIporpecHBHY MUOKJIOHHYHHU €NUJIETICHH

* PasnuyHa eTHONIOrUs — GOJIECTH C HATPYIIBAHE B JIN3030-
MuUTe (Hail-4ecTo LHepou | JUIO(PYCINHO3HU), MUTOXOHIPHATHH
6onecru, 6onect Ha Unverricht-Lundborg, 6onect na Lafora.

» KnuHuuHa XapakTepucTika: MUOKIOHNH, SITUICTITHYHN
npucTbiu. [IporpecuBeH HEBPOJIOTHYCH NEPUIIUT.

* [Iporuosza- HebmaronpusTHa.

3. PedpirexcHu enusencuu

Ipotuyar ¢ pediekCHU TPUCTHITH (TeHEpATU3UpPaHH, MH-
OKJIOHUYHH HJIM (DOKATHH), MPEIU3BHKAHU OT crenu@uIHu
aepeHTHU CTUMYIIN: BRHIIHY (MUTAIIN CBETINHU, TAKTHITHH,
YeTeHe, XpaHeHe) W BBHTPEIIHU (IBYDKEHUS, MUCICHE, MY3H-
Ka, CMsiTaHe, B3MMaHe Ha pemieHue). Haii-uectu ca (potoren-
HO-TIPOBOKHUPAHUTE MPUCTHITH.

1. N'eneruyna (uamona-
THYHA)  (OTOCEH3UTHUBHA
OKIMIINTAIHA  eNHJIeNCHS
U JIpyru 3pHTEJTHO-HHIY-
nupanu enuiencuu. Ilpu
HHTEPMHUTEHTHA (OTOCTHMY-
nanust (UOC) unu npu apy-
ra CBETJIMHHA CTUMYyJaIus
(BUIEO-UTPH, CAMOMH Ty KLU
MIPH MUTAHE WM JBYIKCHUS

mpeJ OYHMTE) ce TeHepupa
(doronapokcuzMaieH  OTro-
Bop (®IIO) — dokanuun nan
TeHepaTu3upaHn criaik/
MoJMCIaifik-0aBHA BBJIHA IMa-
pokcusMu. DPOTOreHHO Ipo-
BOKMPAHHM MPHUCTBIN HMAT
o6mo 5 mo 10% ot GomHuUTE
¢ enuiencus, 10 18 r. Ot ma-
uentute ¢ OI1O vucma po-
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moeenna enunencus (caMo (POTOT€HHO NPEIU3BUKAHH IIPHCTb-
n) uMat 42%, cioHTaHHH U GoToreHHo uHAyuupanu — 40%,
caMo CmoHTaHHH npucTenu — 18%). Ot eenepanuzupanume
enunencuu ¢ uzseen @I10 ca neTckuTe aOCAaHCHH, IOBEHUIHA-
Ta abcaHCHA, IOBEHWJIHATA MUOKJIOHMYHA CIMJICTICHS U eIlu-
nencusara ¢ 'TKII npu cp0yxaane, enuierncus ¢ MHOKJIOHUT
Ha KJIeraunTe u abcancu (cuHapoM Ha Jeavons) n CHHAPOM Ha
Dravet.

I'enernyna (MmauonaTu4vHa) GoTOCEH3MTHBHA OKLMIIH-
TAJIHA eNUJIENICHS € Bb3PACTOBO-3aBUCUM CHH/IPOM IIPH Aena
C OKLMIHUTAJIHA €MUJICHTOreHHOCT NMPH MUTAIIU CBETIIMHU —
Bugeourpu, TV, TUCKOTeKa U Jie1a ¢ MMONaTHYHA apualIHa
WJIH TeHepau3upaHa CMUICIICUs ¢ OKIIUITUTAIHHU TPUCTBITH.

Knunuka — OKUMTIIUTATHA TPUCTBIH, HHIYIIHPAIH CE OT
@OC — aBTOHOMHH CUMITOMH (TIOBpBIIAHE KAKTO MPH C-M Ha
Panayiotopoulos), B TKII, I'TKII.

EET — Hnmepuxmanna: ®I10 npu @C- OKUMTUTAIHA UIH
reHepaIM3UpaHu MapokcusMu. Mkmanna EET- oKUMIUTAIHU
MApPOKCU3MHU C TEMITOpaTHA MPOMaraus.

2. Startle enuJiencusi — y 7ena ¢ HEBPOJIOTHYECH U WHTE-
JIEKTyajeH AeHUUUT U APYT THUIl HPUCTBIH, IPH KOUTO MMa
U IPUCTBIN NPH CTPSICKaHEe, Hali-4ecTo OT cuiieH 3BYK. J{J[ —
Hyperekplexia (Startle disease).

3. Enuiiencusi npu 4eTeHe — U3sBsABa CE C MHOKJIOHUYHU
MPHUCTHIN B OpaJlHaTa, IIepHopaliHa, MaceTepHa MyCKyIaTypa
MIPH YETCHE.

4. Ennientnunn enunedanonatuu U eHuedagonaTuu
HAa Pa3BUTHETO — CTHOJOTHS — CTPYKTYPHH/META0OIUTHH
u reHetnunu npuunnan (Tabnuma 5) (Specchio N, Curatolo P.
Developmental and epileptic encephalopathies: what we do and
do not know. Brain. 2021;144(1):32-43).

Enueganonamuu na pazeumuemo: Xapakrepusupar ce c:

* 3a0aBEHO HEPBHO-TICUXUYHO Pa3BUTHE UIIM HHTEJICKTYya-
neH AeuIuT, 00yCIIOBeH OT Helporpecupaiia Mo3baHa yBpe-
Jla, CbUYETaHO WIIM HE C eIMJIICTICHS;

* HeBpOKOrHUTUBHUAT U TOBEJCHYECKN Ie(QUIUT OCTaBa,
HE3aBHCUMO OT KOHTPOJIHMPAHE Ha eITHJICTICUSTA

Enunenmuunu enyeanonamuu — paHHu MHOAHTHIHU
(cungpom Ha Ohtahara, West, Mmurpupamu (okajHu mpuc-
TBIIM, CHHAPOM Ha Dravet) 1 ¢ KbCHO HAa4aJio: CHHAPOM Ha
Lennox-Gastaut.

» HenpexbcHaTaTa enuienTHYHA aKTHBHOCT MIIM YECTHTE
CMUJICTITUYHN TPUCTHITH 00YCIaBIT KOTHUTHBEH PErpec;

* HeBpOKOTHUTHBHHUTE ¥ MOBEICHUECKH OTKJIOHCHHS MO-
rar Jia ce HojoOpsAT MPU KOHTPOJ HA CHMJICITHYHHUTE IPUC-
TBIIM PENyKLUs HA MHTEPUKTATHATA SIUICITHYHA AKTHBHOCT

Enuedanonarun Ha pa3sutuero u Enmnentuyunu enueda-
JIONATUU — KOTHUIIMATA U TIOBEJCHUETO Ca yBPE/ICHH, HE3aBH-
CHMO OT HAa4aJIOTO Ha eTHJICTICUATA, KOSATO € C BUCOKA YeCTOTa
U ¢ enuienTudopMeHa akTHBHOCT;

* KOrHUTUBHHUTE U TOBEJCHYECKU YBpEIU OCTAaBaT, JIOPU

Buacapeka HeBpoaoeust Bulgarian Neurology

20

MPH OBJIA/ISIBAHE HA CMHJICHTHYHUTE MPHUCTHIIN; MOXKE 33 UMa
HM3BECTHO MO00OpeHNe

Enunentuunute enuedanonatuu u eHuedasonaTuuTe
Ha Pa3BUTHETO Ca TEHETHYHO XETEPOreHHa rpymna, Npu Kou-
TO TEHETHYHO o0ycioBeHuTe 3aryda Ha QyHkuus (loss-of-
function) niu cBpBxpyHKnus (gain of function) ca cwrimecTBe-
HU 3a pa30bupaHeTo Ha eHledanonaTusaTa, enuIenToreHe3aTa
1 e(eKTUBHOCTTA HA TEPaNEBTUYHHTE moaxoau. Hampumep
natojoruyHu BapuaHTH B SCNIA (sodium voltage-gated
channel alpha subunit 1) u Hapymenuero Ha QyHKIUUTE B
HatpueBHs kanan NaV1.l. oOycnaBst cuaapoma Ha Dravet u
JIpyTH eMUICITUYHH eHLe(anonaTuu KaTo FeHeTUYHa eIu-
nencust ¢ pedbpuiaau repuose wirtoc (GEFS+), Mmuoknmonnano
acTaTWyHa enuiencus (cmHApoM Ha Doose), enmiaenTHdHa
ennedanonaTus B KbpMauecka Bb3pacT ¢ MUrpupamu ¢o-
KaJIHU MPUCTBIN, eNUJIeTCUus ¢ MHQAHTUIHM Clla3MH (CHH]-
pom Ha West), cunipom Ha Lennox-Gastaut, cunipom Ha Rett,
HECHHJIDOMHA ENWICNTHYHA eHIedasonaTus, pa3cTpoiicTsa
OT Ay TUCTHYHHUSI CIICKTBP, BHE3AITHA HEOYaKBaHA CMBPT U Xe-
MUIIJIETHYHAa MUTpeHa. HTEPHEBPOHUTE HOPMAJIHO CyIIpe-
CHUpaT MO3BYHHUTE KIJIETKHM 32 TIEHEpUpaHe Ha eJIeKTpUYHA
aKTHUBHOCT, HO npu Hanuuue Ha SCNIA matonoruyeH Bapu-
aHT cbC 3ary0a Ha QyHKIHS HEBB3MOKHOCTTA J1a C€ Cympe-
CcUpa Ta3W aKTUBHOCT BOAM [0 CNMJICNTHYHU IPUCTBIH, a
AT'Jl- aroHHCTH Ha HATPUEBUTE KAaHAJIM BJIOIIABAT CHMJICI-
tnaHnTe npuctenu. Ilpu mo-penxkure SCNIA BapuanTu C
»gain-of-function” (cBpbX{yHKIM) HEBPOHUTE TUPEKTHO CE
BB30YIK/JaT, MPeIN3BUKBAIIN SJIEKTPOreHe3a U ENUICITHYHH
npuctbiy, a AI'JI aroHMCTH Ha HATPUEBUTE KaHAJIM MOTAT Ja
MoA00pAT HPUCTBIIMTE. B Te3n ciydyan HOBUTE aHTUI'BPUO-
BU TEpaIMHU ¢ JpyT MEXaHU3bM Ha JelcTBue kato Stiripentl,
Cannabidiol, Fenfuramine u xeToresnara quera UMaT 3Ha4H-
Ma epEeKTHBHOCT BbPXY CHHJICHITHYHHS CHHIPOM. YCTaHOBE-
HU ca MaTOJOTMYHU BapUAHTH U B KAJINEBO-HOHHUTE KaHAIH
KCNA2 ¢ nonoben edexT ¢ BioLmIaBaHE HA CIMHJICIITHYHHSI
CHUHAPOM IIpH JICYEHHUE C arOHUCTUTE Ha KaJHEBO-HOHHHUTE
KaHallu TIpu TeHeH JedexT ¢ nunca Ha GyHkuus (loss-of-
function), HO ¢ 100Bp edexT mpu cBpbXGYHKIUS (gain-of-
function). ITlogoGeH edeKT UMAT U arOHUCTUTE HA KaJIlH-
€BO-HOHHUTE KaHAJIU TIPH JHIIca HA QyHKHUI PU MyTaluu
B CACNAIA n B GABRB 3. IMeHHO Ha NO3HAaHUsTA 3a T€He-
TUYHUTE TPUYMHU 33 CeHUedalonaTHUTEe Ha Pa3sBUTHETO U
SNWICNITHYHNTE eHIledasonaTny ce OCHOBaBaT M crenedud-
HU TEPANEBTUYHHU TOJXOIU MPH CMHUJICITUYHUTE CHHIPOMH,
BKJIIOYBAIM EMIUPUYHA Tepanus, AUPEKTHO aHTarOHU3Hpa-
HE Ha FeHeTHYHHUTE e(EeKTH, U3MOJI3BaHE HA arOHUCTHU B CIIY-
4yau Ha HamaJieHa QYHKIMS Ha HOHHUS KaHaJ MU PELenTop,
NHXUOMpPaHe Ha CBPBXAKTHBHU KJIETHYHH CUTHAJIHU ITBTHIIA,
KOPEKI[Us Ha HapyIIeHa TPOTEeHHOBA CTPYKTYpa, IPOTEHHOBA
3aMECTUTEIHA/CH3MMHA 3aMECTUTENIHA Tepanusi U IeHHa Te-
panus (ASO, CRISPR/Cas9, reHHa 3aMecTHTEIHA TepaIHs).

Taoauua 5. Ennedanonaruu Ha pa3BUTHETO M eNUWJIENTHYHYU eHledaJONaTHN — HAali-4yecTH reHHH e eKTH

XapakTepucTHKA
Ha eHle(ATONATH-

TOHUYHO-KJI0-
HUYHH

I'en [poreun Bua npucrbnu Cunapom SITa HA Pa3BUTHETO ATJI otroBop
W eMWJIeNTHYHATA
eHuedaionaTus
Cna3zmu, Mu-
OKJIOHUH YmcTBeH aedu-
CDKL5 Kinase ToHuYHH, CDD LIUT, ABUTaTeJIeH Pe3ucrentHa

nepuuut
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XapakTepucTHKa
Ha eHUedaonaATH-
I'en IIporenn Buja npucrsnu Cungpom fATa HA Pa3BUTHETO ATJI oTrroBOp
U eNWJIeNTHYHATA
eHuedaonaTus
CHH/JPOM
Ha Dravet,
+
Na+ channel: Pasen, g:::S (’)M c ]c)P:'l;I\letOMI\l:zTBeH Na+ kanaanu
SCNIA ’ Tununuau I'TKIT AP Y ArOHUCTH-BJIO-
Navl.1 upu To eNnuJIenTHYHHU neuuut, 3a6aBeHO aBaT
P HH(pAHTUIHU HIIP
crna3Mu (CMHJ-
poM Ha West)
Cunapom Ha
Ohtahara-,
Pasaunn bunurnenun Bapua6uien +
KCNQ2 1 K+ channels: Tumusanu pamuiinu YMcTBeH aepuuuT 0Trp0130 KBbM
KCNQ3 Kv7.2, Kv7.3 (poxannu KM HEOHATAL Aedui Peanali;ml
BI'TKII
HH I'bpUYOBe
(BFNE)
YMmcrBet gepu-
PCDH19 Protocadherin DoKaJIHU, IPO- uuT, Pascrpoiica
19 Bokauus ot To OT ayTUCTUYHHUSA
CIEeKThP
Pazauynu-, West, Ymersen neguuur, Na+ xaHaJHu
Ohtahara, 3a0aBeno HIIP,
Na+ channel: (poxannm, . AHTAarOHMCTH
SCN2A Lennox- Pa3cTpoiicBa ot
Navl.2 MHOKJIOHUYHH, noaoopsBaT
Gastaut, Ay THCTHYHHSA
ATOHMYHH WJIH BJIOIIABAT
psaako BFNE CIIEKTHP
Cunapom ¢
eNMUJIeNnTHIHU
Pazaununo do- HH(PAHTUITHHA OTroBoD KbM
Na+ channel: kaauu, I'TKIL, crnasMu (CMHJ- YMmcTBeH AepuumT, p
SCNS8A Na+ kaHaaHu
Navl.6 cna3Mu, MHOKJIO- poM Ha West), 3a0aBeno HITP
AHTArOHHUCTH
HMHU, a0caHcu Cunapom
Ha Lennox-
Gastaut u ap.

CuHapoM ¢ enuaenTUYHU HHPaHTHIHU ciazmu (CuHa-
poM Ha West)

* Hauano — npe3 nmppBara roauHa, Haii-uecto Mexay 3 u 5
mecerna. Yecrota 2-4/100 000.

e Etnonorns — xpunrorenen npu 30%, cuMOTOMaTHIEH
ipu okoj10 70% (nereHepaTUBHH, TU3METa00INTHH Pa3cTPOi-
CTBa, KOPOBH JMCILIA3UHU, TYOEpO3HA CKJEpPO3a, XUIOKCHY-
HO-MCXEMHYHa eHUedalonaTus, MO3bUYHU KPHbBOU3IUBH, HH-
(exunu, TpaBMU | T.H.).

* VBpEIeHO HEPBHO-TICHXUYHO pa3BUTHE NpH 75% B Hada-
710TO (YMCTBEH U HEBPOJIOTHUYCH AepUInT).

* EnuiienTuYHu NPUCTBIN — CNMICITHYHH (MH(DAHTHUITHN)
CIa3MH, Hail-4ecTo (DJIEKCHOHHU, 3acsralld aKCHaJIHATa MYC-
KyJnaTypa.

» EET" — xuncaputmus, 1e30praHu3upana, ¢ ABYCTPaHHU
ACMHXPOHHU BUCOKOBOJTAKHH OaBHU BBJIHH, MYJITH(OKATHH
SHIJICHTUIHY Pa3psiAu TJIaBHO B 3aJHUTE MO3BYHHU 00IaCTH,
BOJIT@)KHA JICTIPECH S 110 BpEMe Ha ChH.

e Jleuenue — ACTH, Vigabatrin. AnrepuatuBau — VPA,
Nitrazepam, Topiramate. [Ipu xemucdepuu neszuu, a106apHU
WM TI0-MaJKH Mai(OopManuy Ha KOPTUKAJTHOTO Pa3BHUTHE,
nokaszaHo (upe3 Buneo-EET" n anatomo-kimanko-EEI kopena-
[IM¥) BOJEIIN 10 KIIMHWYHA U35Ba HA CIIa3MU ¢ (XeMH-)XHTICa-
PUTMHUS ce pujara U XUPyprus ¢ pe3eKIus Ha JIe3UNTE.

* [IporHo3a — HeOnaronpusiTHa: BUCOKa cMBPTHOCT (5%),

npexox B cHHpoM Ha Lennox-Gastaut niau okanHa emnu-
nencus (25%-65%), xorautuBeH aepunut (66%), MOTOpeH
nedunut. C HopMasiHO pazBuTHe ca camo 15%-30% oT kpuro-
TFeHHUTE/UJUONIATHYHU CITYYaH.

Cunapom Ha Lennox-Gastaut (LGS)

¢ 1-2% OT BCHYKH EIMUJICIICHI
* 5-10% OT IETCKUTE CIUJICTICUH.
» Hauano — nHaif-uecto mexxy 2 u 7 1. (quanaszou 1-14 r.)

* Oko1o 30%- 50% ot nenara cbe c-M Ha West IpeMuHaBaT
B LGS.

* [Ipu oxoso 70% no 80% e cuMITOMaTH4YeH- MO3BYHHU
Mandopmanun /Jlucennedanus, JIEHTOBHIHA XETEPOTOIHS
(Double cortex syndrome), nBycTpaHHa NEpPHCHUIBHEBA IIO-
JUMUKPOTUpHS, TyOepo3Ha CKJepo3a, areHe3us Ha Ccorpus
callosum, mocTXuIOKCHYHA eHIedanonatus, mnocTeHueda-
nuTHa eHuedanonarus/. Unnonaruyen e no 20% de novo
myrtanun: CHD2, FOXGI, SCNI14, SCN8A, STXBPI, ALGI3,
DNMI1, GABRB3, IQSEC2 (Xpl11.22)

» Kpurepuu 3a Tunmunust LGS ca: 1. [Toxumopduu, Tepa-
MEBTHUYHO PE3UCTEHTHH MPUCTHIIN — TOHUYHH, aTOHUYHU, aTH-
nuyHu abcancu (2 ot 3 tuna). Bh3MOXHU ca U eNUICNITUYHU
cnasmu cien cuaapom Ha West, I'TKII, nmpoctu dokanuu u
MHOKJIOHMYHH npucTbiu. 2. EEI" ¢ renepanusupanu paszpsaau
oT 6aBHU KOMILIEKCH OCTpHe — 0aBHa BBiIHA (< 3 Hz) B OyaHOCT
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u resepanusupanu 0bp3u putmu (> 10 Hz) mo Bpeme Ha CbH.
3. VBpeneHN MHTEICKTYyallHH (QYHKIIMNA — KOTHUTHBHH, TTOBE-
JCHHE.

¢ Jleuenue. He e Bb3MOKEH M'bJICH KOHTPOJ HA TPUCTBIIU-
te. AT'JI na mepBu u3bop ca VPA, LTG, TPM, antepHatus-
un — ESM, LEV, CBZ, PB, Phenytoin (PHT), Clonazepam,
Rufinamide, Cannabidiol B xomOunamus c¢ Clobazam,
Fenfluramine cropen mpeobianaBaiuTe NPUCTHIN B Jajie-
Hust MOMeHT; KypcoBe ¢ ACTH /koptuxoctepounu. Ilpu LGS
ce TMpuJlara U XUpyprus ¢ pe3eKus Ha JIC3UH, Kajlo30TOMUS
U Baryc-HepB-CTUMYJALUS IPHU HECTH M TPaBMATHU3UPALIH
JpOI-aTaKH.

* [IporHosa — HeOGnaronpusaTHa: BUCOKa CMBPTHOCT (5%),
HHTEeJNeKTyaneH aedunut npu 85-95% wn mepcucthpane Ha
npunaasuTe npu 78%mo 96%, Hait-uectu cien myoeprera ca
HOIIHUTE TOHUYHU NMPUCTBIIN.

Cunapom Ha Dravet (Te:KKa paHHa 1eTCKa MUOKJIOHHY-
Ha enuiencus, SMEI)

* 1% OT emmyeniCHUTE B ACTCKA BB3PACT, Mpu okoio 80%
ce yctaHoBsiBaT MmyTtanuu B SCNIA, Hanuie ca U MyTalllu B
SCNIB, PCDH19, GABRAI, STXBPI.

» HauaiHO HOpMaJIHO HEBPO-TICUXUYHO PAa3BUTHE.

» EnmnenTuyeH CHHIPOM — Iporpecupail, noauMopgeH,
TEpareBTUYHO PE3UCTEHTEH. 3a110YBa ¢ yCIOKHEeHN (eOprniIHu
I'bpUOBE CiIea 6 MecedHa BB3pPAcT U ce MpHOaBsAT caeqHuTe 4
XapakTepHHu THNa npucTbinu: 1. [eHepaau3upaHu MPUCTHIH
— TOHUYHO-KJIOHMYHH, KJIOHUYHU U ACUMETPUYHU TOHUYHHU,
KJIOHUYHH W XEMHKJIOHWYHH. 2. MUOKJIOHHUYHHU NPUCTBIH
(80%) ¢ magasio mexxay 1 u 5 1. 3. Atunmanu abecancu (40%) ¢
Hayano Mexay | u 12 r. 4. KoMIuiekcHI nmapiuaiHy IpHCTb-
nn (46%) u BI'TKII mexny 4 meceuna u 4 1. Bb3pacT. Yectn
(40%) ca KOHBYJICUBHUSAT, MHOKJIOHUYICH UITH a0CAaHCEH enuie-
ntuyer craryc (EC).

* [IpucTpiuTe ce MPOBOKUPAT OT to, HOTOCTUMYIALNS,
JBYDKCHMSI HA OUMTE.

* Perpec B xoraunusta (100%) nu B MOTOPHOTO pa3BUTHE
(20-60%) cex 1-2 1. OT HAUATIOTO Ha 3a00JIIBAHETO.

e IIpocnoza — BUCOKa CMBPTHOCT A0 3 I. U 70 6 I. IpHu
eMH CTaTYC, 6HE3ANHA HeOYAK6AHA CMBbPM NPU enuiencus
(SUDEP).

e Jleuenne: VPA, Clonazepam, Nitrazepam, ESM,
Phenobarbital (PB), LEV, 6pomunn, Stiripentol, Cannabidiol B
komOuHanus ¢ Clobazam, Fenfluramine. CBZ, OXC, PHT,
GBP, VGB, TGB, PGB u Bucoku no3a na LTG Biomasar enu-
JIENITUYHUTE MPUCTBIIM, TOPAJN KOETO He TpsOBa Jla ce MpH-
narar.

Ennaentuuna ennedanonarus ¢ CSWS uian ejiekTpu-
YyeH CTaTyc Mo BpeMe Ha 0aBHOBB.IHOB cbH (ESES)

Hauvanmo mexxay 1 u 10 ., muk —4-5 1.

* Xapakrepuctuka: EEI' ¢ mpoabiKUTEeTHU KOMILIEKCH
ocTpue-0aBHa BbJIHA O BpeMe Ha 6aBHOBBIHOB CbH (CSWS),
KOMTO 3aemaT Haja 85% oT BpemeTo Ha chHi. [lomumopdHH
CMUICTITUYHN MPUCTHIIN. HEBPOICHXOIOTHYEH perpec — Je-
(GUIKT HA BHUMAHUE, XUIIEPAKTHBHOCT, arPECUBHOCT, OpO-(a-
L[MAJIHA allPAKCHUS.

» Knunuka: 1/3 ot nanueHTuTe ca ¢ abHOPMEH HEBPOJIOTH-
4yeH cTaryc, a Hag 50% — ¢ MPT natonorus.

Craznuu Ha pa3BUTHE:

¢ 1. Peiky HOIIHYM MOTOPHU XEMHUKJIOHUYHH MPUCTHIN; 2.
CSWS, 3adecTsBaHe U MPOMSHA Ha BUJIA HAa CIIJICITHIHUTE
npuctsnu (nownu Motopuu u I'TKII, oneenu Tunmdnu u atu-
MUYHU a0CAHCH, MHOKJIOHHYHH, KIOHHYHH, OpO(aIraliHn),
KOTHUTHBHHU U TOBEJCHYECKH OTKJIOHEHMA. 3. Peaku HOUIHU
I'TKII, nueBun atonuunu. 4. [logoOpeHue, BKIIOYUTETHO B
EET (2-7 1.), c ocTaTbueH aedekr.
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 llnarno3a: EET" no Bpeme Ha cbH ¢ CSWS — komruiekcn
ocTpusa-6aBHa BBJIHA ¢ HHAEKC >85%.B OynHO chCcTOSTHHE —
(bpoHTaTHM U TeMIIOpaaHy HOKYCH, aTHITMYHH a0CaHCH.

e Jleuenue: VPA, 6enzonuazenunu (Clobazam u np.), LTG,
LEV, TPM (CBZ u PHT Bnomasat), ACTH (80 E/ nueBHO) ninu
prednisone 2-5 mg/kg ¢ penykuus 3a 3 mecena. [lpu Bpone-
HU WJIN PaHHH, 00MYaiiHO XeMUC(EPHH NI JIOOAPHU JIE3UH C
u3ssBa Ha CSWS, cien qoka3BaHe Ha aHATOMO-KJIMHHKO-EET
KOpeJalys, B OIPEICNICHH CIy4Yau ce npuiara i Xupypruusa
JICKOHEKTUBHA MJIM PE3EKTHBHA XUPYPIHUs.

* [Iporuosa — 3aBUCH OT Bb3PACTTa IPH HAYAJIOTO, IIPOABJI-
xuTeaHocTTa Ha CSWS, NpoABIKUTEIHOCTTA U TEKECTTa Ha
KOTHUTHBHATAa yBpeaa, oTroBopa kbM AEM eueHue.

Cunapom Ha Landau-Kleffner (nmpumodura
3USI-eMUJIeNCHs)

* Havano mexay 2 u 8 T.

» Knuanyna xapaxrepuctuka: Adasus (mporpecuparia
niu paykryupama npu 100%), enunentuuer cuapom (75%)
— I'TKII, ¢oxasHu MpocTH MM KOMIUIEKCHU, aTUIUYHU a0-
cancu u BI'TKII, nmoBenenueckn otkioHeHus (75%) — xurme-
PaKTHUBHOCT, arPECUBHOCT, TICUX034.

* EEI- ¢okanna aGHOPMHOCT ¢ TeMIopaiHa (Haii-4ecTo B
JOMHHAHTHATa XeMucdepa) 1 Mo-psiiIKo NapueTo-oOKIUIUTAI-
Ha JIOKAJIHU3alus OT OCTPHUA, KOMIUIEKCH OCTpue-0aBHA BbJIHA,
MYJITH(OKAIIHA WU eeHepanusupana (IPSIUMHO 10 BpeMe Ha
CHH), ¢ Bb3MOKHA n3sBa HAa CSWS, KOsATO ompenens mporHo3a-
Ta 32 KOTHULUATA U MHTEJICKTA.

e Jleuenune: VPA, ESM, Clobazam, LTG, LEV, TPM,
Sulthiam, BRV, ESL, ACTH win KOpTHKOCTEPOUIH C HAYAIHU
BHCOKH JI031 — 3 Mecela, KOeTO OIpPeesst HPOrHo3aTa.

* [Iporuo3a — OT OCHUTHEHA JETCKA CMUJICTICUS JI0 eTTHIe-
ntryHa eHnedanonarus. [lo-OmaronpusTHa Iporuo3a — npu
HayaJo Ha adazusra cieq 5 I., KpaTKOTpailHu adaTHUHU eru-
30714, Obp30 nmonobpenune Ha EET.

aja-

5. ®eOpuIHM I'bpUOBeE

Bw3pacToBo cBBp3aHO 3a009BaHe C EMUICTITUYHH TPHC-
THIM B KbpPMadecka W paHHA JETCKa BB3pacT, IPH TeMIepa-
typa Hax 380C, 6e3 nanuu 3a undekuus Ha [{THC (MeHuHTHT,
eHiedannt), MeTabOIUTHU PA3CTPOMCTBA, WHTOKCUKAIIMHU H
1., KOUTO HE HaJlarar JuarHo3ara ermuiencHs.

» @I ce u3sABABAT IPU BUCOKA TEMIIEpaTypa, IPUIMHEHA B
85-90% ot cmyvanTte oT HH(EKINN HAa TOPHUTE U JIOTHU JH-
XaTeJIHU ITBTUIIA (CPEICH OTUT U OCTBP TOH3WIINT), Bapuliea,
JIpyTu HecneuupUYHU BUPYCHU HH(EKIHH, YPOHH(DEKIUH,
cien umyHu3anuu (85-90% ot ciayuaure).

» OI" OuBaT KOHBYJICHBHH, IJIABHO T€HEPAJIN3UPAHU TIPUC-
1eru (I'TKII B 80% wnu Tonnynu B 13%), eqHoctpanuu (4%),
a okoJ10 3-5% ca HEKOHBYJICHBHH, CAMO C OTKJIOHEHHE Ha OYH-
Te, AaTOHUS U INAHO3a.

e JIpocture” @I (70%) ca kpaTku (O 5 MUH.), TeHEPATIU-
3UpaHU U eAMHUYHU 32 24 yaca.

e Yenoxuenure” win ,,komruiekcan” @I (30%) npoabii-
*KaBar HaJ 15 MUH., KOHCTaTupa ce (OKAITHOCT U/HIIN CIEeI0Ba
napesa, i ca >2 3a 24 gaca. IIpu 11X ca HeoOXonMU U3CIe-
Banus — KT, MPT, EEI" u nedeHne ¢ aHTUT'BbPYOBH JICKApPCTBA
(ATJI). MPT npu npoasixutenex OI” moxe 1a paskpue octpa
XHUIIOKaMIIaJHa YBpeAa M IocieaBalia nporpecuparia aTpo-
¢us u ckieposa.

* Puckser 3a @I e ¢ 30% no-Bucok npu Hanuuue Ha | win
II crenen poncrBennnn ¢ OI. 3a6aBeHO MOTOPHO pa3BUTHE U
POACTBEHHNIN ChC 3a0aBEHO Pa3BUTHE.

* Puckst 32 peruaus cien nspeu @I e 30% — 40% npu
nena ¢ mppu OI' <18 mecena, pamuinoct 3a OI' u to npu Ha-
yanaute <400 C.

* Pucksr 3a emmutenicust ciext mpoct O e 1% —2,4%, a cien
yenoxuern — 4,1% — 6%.
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Tabauua 6. Indepenunanna 1uariosa npu ¢pedpusieH
rbp4

DeOpuaIHN I'bPUOBe

Nndexuusa na HHC — meHuHruT, enuedaanrt/enueda-
JIonaTus:

e 'punen enuedanut/ enunedanonarTus

* Reye cunapom ¢ ennedaaonarus

* OcTbp eHuedanut ¢ pedpHuIeH KOHBYJICHBEH enuJie-
NTHYEH CTATYC

* OcTbp eHuedanur ¢ pe¢ppakTepHH, IOBTAPALLH Ce
MAPIUATHHA NPHCTBIHA

Enunencus:

e Cunapom Ha Dravet (SMEI)

* [enepaJsin3npana enujiencus ¢ GpedpuaHu npunagb-
ou + (GEFS+)

* dpoHTAJTHOAATOBA enuiencus ¢ GpedOPUIHU MPUIa-
AbUH +

Hucynr

Jexuaparauus

KounByJicun npu racTpoeHTepuT

V. Ennaentuuen craryc (EC)

CbBpemMeHHa JepuHHIMA M KjIacupuKanus Ha
enujentuyen craryc (2015 r.)

EC e cvcmosanue, Koemo e pe3yimam oOm He8b3MONHC-
HOCm 3a Oelicm@ue HA MeXAHU3Mume O0M2060PHU 3a4 npe-
Kpamsaeaune Ha RPUCMbRUME U OM UHUYUUPAHE HA MeXa-
HU3MU, KOUMO 600N 00 AOHOPMHA NPOOBIICUMESIHOCH HA
npucmvnume (cned tl). ToBa e CbCTOSHNE, KOCTO MOKE J]a UMa
NPOABIKUTEIIHN TOCIEACTBUS (ciaes t2), BKJI. HEBPOHHA YBpe-
Jia ¥ CMBP, Y8peda Ha HeGPOHHU MPeEXHCU, 8 3A6UCUMOCHL OM
euoa u npoovaxcumennocmma na npucmovnume (Tadauya
7).

Jepunuyuama uma 2 usmepenusn:

1. IIpogbmKUTETHOCT HA IPUCTHIIA U MOMEHTHT tl, 6
Koilmo npucmvnvsm mpaoea 0a ce paszenexcoa Kamo “aonop-
muo npononzupan”. Toea e spememo, kozamo mpaodea oa ce
00Mucna u 3anousa nevenue.

2. Bpemeto, ciies1 KOETO PUCKBT 32 MPOIBIKUTEIHH
TOCTIeICTBUS € ToNsIM (t2). ToBa € MOMEHTEHT, B KOWTO ce B3eMa
peIIeHHe KOJIKO arpecHuBHO Ja Obae JICYEHNETO C e MPeao-
TBpaTsIBaHE Ha MPOABIKUTEIIHU TTOCIEACTBHUS.

Ha Ga3aTa Ha eKCIEpUMEHTAIHHU MOJIEINN C KUBOTHH
3a MO3bYHA yBpeza ca ornpezeicHu tl u 2npu nakou eudose
npucmuwnu.

Tab6auna 7. BpemeBu nntepBayu tl u t23a pazanynu
Buaose EC

Bpemesu Bpemesu
Buo EC P P

unmepean t, o unmepean t, t

1 2

Tounu-

5 MHH. 30 MmuH.
HO-KJIOHHYEH
dokaJieH ¢
HApYLIEHO 10 muH. > 60 muH.
cbh3HAHUE
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Bpemesu
unmepeant o

Bpemesu

unmepeant,t
1 2

Buo EC

10-15 mun.
(BBb3MOKHH IIPO-
MEeHH B Objelle
— OrpaHUYeHu
JAHHH)

AobcaHceH HeusBecTen

EC e nali-uecT 10 S5-roaumiHa Bb3pacT ¥ cliex 65 TOTMHM.
B 1/3 ot ciayyanTe Bb3HUKBA IIPU €NMJICTICUS (TPELIKH B Jieue-
HHETO, BHE3AITHO NMPEYCTAHOBSBAHE HA JICYCHHETO, HHTEPKY-
peHTHHU 3a00JsBaHUs U T.H.), B 1/3 € OCTBp cUMNTOMAaTH4YEH
(B X0a Ha MO3BYCH WHCYJIT, aHOKCHS, KpaHHallHA TpaBMa,
nndexuust Ha [THC, MmeTabonnTHU HapyIICHU S, AIKOXOJIHA a0-
CTHUHEHIMS, TYMOD, MEAMKAMEHTO3Ha NHTOKCUKANUs), a B 1/3
MPUYUHATE OCTaBaT HemssicHeHu. [Ipn mpoxbmkaBant Hax 30
muH. KouByJcuBeH EC HacTenBat yBpenu Ha [{HC (Bazoxma-
Talus, HapyIIeHa KPhBHO-MO3bUHA OapHuepa, yBEIUICHO BBT-
peyepenHo HaisiraHe, MO3b4YeH OTOK, HEBpOHHA cMBPT). [Ipu
npoabinkuTenHoct Hax 60 muH. EC ce mpuema 3a pedpakre-
PCH, a IpU NPOABIDKUTEIHOCT Haj 24 4. — 3a cyneppedpakre-
pen. Ilpu pedpaxrepen u cyneppedppakrepen EC cmbpTHOCT-
Ta e 32%.

IIpenJio:xkenn ca 4 TUArHOCTHYHHM OCH 32 KJacH(pHUKa-
nus Ha EC:

1. Cemuonorus

2. Ertnonorus

3.  EET xopeaarun

4. Bu3pacrt

Bceexu nayuenm mpsb6sa da 6v0e kamezopuzupan cnopeo
scuuku ocu. Ha npakmuxa mosa psaoko e 6b3MOHICHO nopaou
He0oCmamvyHu OAHHU, HEBb3IMONCHOCH 34 NPOGedcoaHe Hd
EET 6 nauanomo na EC unu ounamuxa 6 cemuonocuama na EC
u EET” haxooxama.

1. JlmarHocTH4HA OC CeMHOJIOTHS
Ta3u nuarHocTHYHA OC c€ OTHACS A0 KJIMHUYHHUTE

nposieu Ha EC u e ocHOBHa 3a knacudukanusta. [lpuemam ce
2 MaKCOHOMUYHU KpUMepUs.

1. Haauuue unu omcvcmeue na 3a0enedncumu MOmopHu
cumMnmomu

2. Cmenen Ha napyweHus Ha Cb3Hanuemo (Koauvecm-
6EHU UNU KAHeCMBEHL).

Ha 6azama na mesu 2 kpumepust EC mooice 0a 6woe:

* Koneyncusen EC — npu uspaszenu MOMOopHU CUMRIMOMU

* Hekoneyncugen EC — npu tunca Ha MOmMOpHU CUMNINOMU

Cvepemenna knacugurkayusa na EC (cemuonozus)

(A) C 6udumu momopuu cumnmomu

A.l. KonByiacuBen EC (CHHOHMM: TOHUYHO-KJIOHUYEH
EC)

A.l.a. 'enepanu3upaH KOHBYJICHBEH

A.Lb. EC ¢ doxanHo Ha4ajo ¢ €BOIIONHS KbM JABYCTPAHEH
xoHByJcuseH EC

A.l.c. HeyTouHeH kaTo okalieH WU reHepaTu3upan

A.2. Muoksonnuen EC (c suoumu enunenmuunu muoxio-
HUYHU 2bpuoge)

A.2.a. C xoma

A.2.b. bes xoma

A.3. ®okanen momopen EC

A.3.a. TloBrapsiiu ce Gokannu MOTOpHU I'bpuoBe ([Ixa-
KCHHOB)

A.3.b. Epilepsia partialis continua

A.3.c. AnBep3uBeH cTaTyc
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A.3.d. OKyJIOKJIOHUYEH CTaTyC

A.3.e. Uxranna napesa (poxanen naxudutopex EC)

A.4. Tonuuen EC

A.S. Xunepxunemuuen EC

(B) be3 ¢uoumu momopuu cumnmomu (HeKOHEYICUBEH
EC)

B.1. C koma (Bx1. T.Hap. TpyaHo nonosuM EC)

B.2. be3 koma

B.2.a. I'enepanuzupan EC

B.2.a.a. Tunuuen abcancen EC

B.2.a.b. Arunuuen abcancen EC

B.2.a.c. Muoxsionnyen abcancen EC

B.2.b. ®oxanen EC

B.2.b.a. be3 HapyuieHus Ha Ch3HAHUETO (aura continua, ¢
ABTOHOMHH, CETHBHHU,3PUTEIIHU, MUPHCHH, BKYCOBH, IICUXUY-
HU, CIIyXOBU CUMIITOMH)

B.2.b.b. ApaTuuen cratyc

B.2.b.c. C Hapymeno cp3HaHHE

B.2.c. HeyTouHeH kaTo ()oKajeH Wi TeHepain3upan

B.2.c.a. ABTonomen EC

2. InarHoCTHYHA OC eTHOJIOTUsI

CbBpemenHa kaacudukanus Ha EC (eTnosiorus)

- Octwp EC (MHCYNT, MHTOKCUKALNS, eHIEe(ATUT U JIp.)

- EC, cBBp3aH ¢ npexnuBSHO B MMHAJIOTO 3a00is1BaHe (MO-
3bYHA TPABMa, CHIE(ATUT, HHCYIIT)

- IIporpecusen EC (Mo3buen Tymop, 6onect Ha Lafora, ne-
MEHI[UH)

- EC npu yrounenu enextTpo-kiuHuIHU cuaapomu (Cun-
pom Ha West, Lennox-Gastaut, Landau-Kleffner, Ohtahara,
Dravet, lOBeHnITHA MUOKIJIOHYC €ITUJICTICUS | JP.)

- EC c neusBecTHa eTHONOTHS (KPUMITOTCHEH)

Tepmunvm uouonamuuen (2enemuuen) He ce U3NO0JI36a
3a emuonozun na EC.

3.  uarnoctuyHa oc EEI" xopeaaTrn

Kozamo cmaga eévnpoc 3a EEI" kopenamu na EC, e ¢a-
JHCHO 0a ce umam npeosuod cieOHume 0CoO0eHoCmu:

1. EET (ocobeno EEI' MoHHMTOpHpaHE) € H3KIIOYHTE-
HO Ba)kHa Npu HekoHBYJcuBeH EC, KoraTto KIMHUYHUTE MPOs-
BHU Ca AMCKPETHHU, HeCeM(PUYHN U BKIIIOYBAT OCHOBHO Hapy-
LICHUS Ha Ch3HAHUEMO U NOBEOEHUECKU NPOMEHU.

2. Honacmosuyem nunceam 6azupanu Ha ooxazamer-
cmeama EEI kpumepuu 3a EC.

3. Enunenmuunume paspsaou ce cyumam 3a omanyume-
nien 6enee, HO npu no-2oaama npoovixcumeanocm na EC, mo-
eam 0a npeobaadasam pummudHyu HeenuienmuiHy namepHu.

Ilpeonodcena e ciednama mepmuHonO2Us 3a ONUCAHUE HA
EET namepnume:

1. Jlokaau3auusi: ceHepanu3upanu, J1amepairusupani,
08YCMPAHHO HE3ABUCUMU, MYTMUPOKATHU.

2. Haumenoeanue na namepha: TNEPUOJUYHU paspsi-
J¥, pUTMUYHA J€JITa AKTUBHOCT MJIM NHKa-0aBHA BBJIHA/NHU-
Ka-0aBHa BBJIHA IITIOC IO TUIIOBE.

3. Mopgponozusa: hopma, 6poif ha3u, aMIIIHTYAA, TOISPU-
TET.

4. Ceéwvp3anu c 6pememo xapaKmepucmuKuy: 9€CToTa, Mpo-
JIBJKUTETHOCT, Hayajo (MOCTENEeHHO, BHE3aIlHO), TUHAMHKA
(eBomronpanu, GIyKTYyUPALIH WU IEPCUCTUPALH).

5. Moaynanusi: IpeIM3BUKaHN OT CTUMYJIU WM CIIOHTaH-
HHU.

6. Echexm om meouxameHmo3na uHmepeéeHUUs 6bpPXY
EET naxookama.

7. Dnykmyayusa — Hanu4yue Ha MoBeye OT 3 MPOMEHH B Uec-
tora (c nowe 0,5 Hz), mopdosorust uinu nokannzamus, npes ne-
PHOJ HE IO-TOJISAM OT | MUHYTA.

8. Esontoyus — npu nome 2 xame2opuunu npomeHu 8 ec-
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moma (noue 2 nocnedogamenny eOHONOCOYHU NPOMEHU C NOHE
0,5 Hz), mopghonoeus (nouwe 2 nociedosamenui npomeHu 00
nosA6aA HA HOBA MOPEONO2US) UU TOKATUZAYUS (HOCAEO8AUO
pasnpocmpanenue Kvm none 2 paziuunu cmandapmuu 10-20
omeexNcoanus,).

9. EEI" nodobpenue npu pedyyupane Ha namorocUdHama
Haxooka 0o psaoka (0o 1-9% om enoxay).

Moougpuyupanu kpumepuu om 3anryOypecku KOHCEHCYC 3d
Hexongyncusern EC

Ilpe3 2013 2. 6 3anybype ca ymewvpoenu pabomnu EEI
Kpumepuu 3a ouaznocmuka Ha nekousyncueen EC. Ha masu
baza, npez 2015 2., Leitinger u cvasm. npedcmassim Moou-
Guyupanu 3arybypecku kpumepuu 3a nexonsyicusen EC, ¢
KOUMo ce nocmued 3Havuma peoyKyus Ha Ganuuso no10xiCu-
mennume ouacrosu Hekousynicusen EC npu Munumaina 3azy-
ba na yyecmeumennocm. Cnoped mesu kpumepuu OUACHO3A-
ma nexongyiacusen EC ce 6asupa na xomounayus om EEI u
KAUHUYHU OAHHU KAMO KIUHUYHUIME CUMNIMOMU, CYCHEKMHU 3d
EC, mpsab6esa oa npoovasicasam none 10 mun. Ipunacanemo na
me3u Kpumepuu ce npenopvuea npu 6CUYKU NAYUEHMU C KO-
JUYeCmeenU Uil KauecmeeHu HapyuleHus Ha cv3Hanuemo. Te
BKIIOUBATN:

Knunuunu oannu, noonomazawu ouaznozama:

- BnomaBane Ha ChCTOSIHHETO B PAMKUTE HA MUHYTH 10
4acoBe.

- JIurica Ha ChIIECTBEHO TOJOOPCHHE B TIOCICTHUTE MUHY-
TH JI0 YacOoBe.

- JIunca Ha MeTaOOJUTHM HApYLIEHUS WM JaHHHU OT HEB-
pousobpazsiBamute Mmeroau, ooacusaBamu EEI" Haxonkara.

EET npomenu ¢ npoovioicumennocm note 10 s:

A. Ilpu nayuenmu be3 ussecmna enyeganronamus (Heobxo-
oum e nowne I kpumepuii om 1-3)

1. Enunentuynu paspsiau ¢ yectorta Hafj 2,5 Hz.

2. TunuyHa UKTAJIHA €BOJIIOIHUS BHB BPEMETO U MPOCTPaH-
CTBOTO OT €MHJIENTUYHH PA3PSAAH WM PUTMHYHA AKTUBHOCT
(max 0,5 Hz).

3. JTMCKpEeTHH KJIMHUYHH MPOSIBH (JIGKH TOTpPEIBAHUS B
nepuopajHara, nepuopouTasHaTa o0NIacT MM KpalHHUIKTE,
6nu3ku kato Bpeme Ha u3saBa ¢ EEI’ Haxonkara) ¢ enmientny-
HU pa3psiiy UId puTMU4HA aktuBHOCT (Hax 0,5 Hz).

4. Ilpu nunca Ha KpuTepuu 1-3 U HalIU4YKEe HA eNUJICHTHY-
HU pa3psau ¢ yectota < 2,5 Hz ¢ unykryauus unu puTMuuHa
aktuBHOCT Hax 0,5 Hz c/6e3 ¢aayxTyanus u cieq oOMucIisiHe
Ha KJIMHUYHATa KapTHHA, CE PHUJIaraT aJeKBaTHU aHTHEIIHIIe-
NITUYHNA MEIUKAMEHTH M CE JOKYMEHTHpa PEaKTHBHOCTTA Ha
narnuenTa cies 10 MuH.

B. Ilpu nayuenmu c useecmuna enuienmuyna enyedaiona-
must

Kpumepuu om epyna A + no-noduepmanu kamo cmenem Ha
usaea uiu yecmoma EEI npomenu unu xaunuuro u EEI" nooo-
bpenue om npunodxcenume unmpasenosno AIJI.

Juaenocmuuna oc 6vspacm

Cvepemenna knacugpuxayusn na EC (6v3pacm)
1. B nmepron va HoBOpoxaeHoto (0-30 xun)

2. B xppmauecka Bp3pact (1 Mecer — 2 ronuHn)
3. IIpu mena (2 -12 rogunmn)

4. Ilpu ronouu u Bb3pactau (12 — 59 rogunm)
5. Crapuecka Bb3pact (> 60 roguHm)

VI. JuarvocTuka

JlmarHo3aTa emuIIeTICUsI CE TIOCTAaBsI ITPHU HAJIMYKE Hali-MaJl-
KO Ha 2 HEMPOBOKUPaHH/ MPOBOKUPAHU CMUJICITHYHU MPUC-
ThIAa WK | HEMPOBOKHMpAH/ MPOBOKUPAH MPUCTHII U BUCOKA
BEpOSTHOCT OT MOCJEBAI MPUCTHII. J[MarHOCTULIMPAHETO ce
M3BBpIIBA B 4 nocnenoBareanu ertana (Our.2):

1. XapakTepu3upaHe Ha NpHUCTBNA — TUPEPEHIN-
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aJIHa IMarHo3a MEKy CMUJICHITUYHU U HeeUJICITUIHY IIPUC-
THIU:

» ludepeHupaHe 0T HeeMUJIENTHYHN NAPOKCHU3MATHU
ChCTOSIHMS KaTO: CUHKONHU, MUTPEHA, MPEXOAHHU UCXEMUYHH
aTaky, JBUTATE€IHU Pa3CTPOICTBa, BKJ. AMCTOHHH MPUCTH-
M, OKYJIOTUPHHU KPU3H, HAPYIIEHUS Ha CBhHA (IapaCOMHUU B
REM wu ne- REM cBHST), MTaHUYECKH aTaky .

* PasrpannyaBane oT HeeNmUJIeNTHYHH NPHCTHIN (TICEB-
JOENUICTITUYHY MPUCTBIN U CHHKOIIU C AaHOKCUUEH MPHCTHII,
MaHUYECKH aTaKH).

» PasrpanuyaBaHe OT NPUCTBIIMTE B X014 HA METa0OIUT-
HU HapyLIEHMs, TPAaBMH, HHCYJITH, HHTOKCUKALUS C MEIUKa-
MEHTH, BHE3AaIIHO IIPEYCTAHOBSIBAHE HA JICUCHUE, aJIKOXOJ U
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QJIKOXOJIHA A0CTUHEHIUS U AP., KAKTO 1 OT (hpeOpUITHH I'bpuOBe
B JICTCKA BB3PAacT.

2. OmpepeJisiHe HA BUJA HA eNHJIENITHYHUSA NPUCTBII
(cmopen MextyHapoHata Kiacu(pUKays Ha SIS TUYHUTE
MIPUCTBIIN) CIOPE KJIMHUYHATA XapaKTePUCTHKA C OLEHKa U
Ha EET xapakrepuctnkara (EET, Buneo-EEI") u HeBpon3oOpa-
3siBamute nscneaBanus (Tadbmuma 8).

Tabnuna 8. Aypa M HeBpPOAHATOMHMYHA JIOKAJIH3a-
nus (Wolf P., Benbadis S, Dimova PS et al. Epileptic Disord.
2020;22(1):15-31)

deHoMEeHH Ha aypaTa

BepOﬂTHa JIOKAJ/JIM3alus Ha enuJjienTu4HarTra
AKTHUBHOCT

* AQpeKTHBHA — CTPAX, Aenpecus, pagocT

JKaHue)

* be3nmokoiicTBO (BHE3aIHO, KPATKO, HHTEH3MBHO, 0€3 ChAbP-

* TemnopaJjna
* AMurjaana

e CiryxoBa — 3ByllY, INYMOBe HJIM ¢IHHUYHU TOHOBE
* My3uka

* ['upyc Ha Heschl, ako e natepanusupana ot
NMPOTHBOMNOI0KHATA CTPaHAa.
¢ Temnopajna

° ABTOCKO]II/[H, Hamp. ycemaHe 3a pa3aABOCHUE HA TUIHOCTTA

e [Iapueraina, BepoOsiTHO sICHA

Ta B rjiaBaTta

e lleanuyna, T.e. yceumane B rjiaBarta, HaIp. ycelaHe 3a JeKo-

* @ponTaHa

hd I[HCKOFHI/ITPIBHZ!, T.€. HAPYHICHUE HA KOMIIOHCHTUTE Ha

CbHOBUACHUSA

KOIrHUIUATA, HANIP. HAPYLIECHO pasﬁnpaﬂe, pPa3sKbCaHu MUCJIH,

* Temmnopajna

HUE KBM I'bPAUTE UJIU I'bPJIOTO

hd El'[l(ll"aCTpa.]'lHa, T.€. KOPEMHO ycellaHe ¢ Bb3MOKHO ABHKE-

e Temnopanna (Me3uanHa)

CIIOMEHH)
e [IpuHyANTETHA MHC.IH

* 3a HelllO NPeKNUBSAHO (IPUIOMHSIHE HA ONpeaeeHU CTapH

¢ TemmnopaJjna
* ®poHTATHA, BEePOSITHO JIsIBA

hd BKyCOBa, HaIlp. ropyuB, KUceJ WJIH MeTaJIeH BKYC

* TemmnopaJjna

3pUTEJTHH
* XeMHUHeTJIMKUPaHe

* Xa 10l UHALNH, T.€. CJO0KHYU NePUeNHHd, Hanp. C1yX0BH,

¢ 3aBHCH OT BKJIIOYEHHUTE BB3NPUATUSA
hd HpOTﬂBOl’lOJ’[O)KeH nmapueTaJjieH a1

* Bosika B kpaliHuuTe
e UkTanHa nucmHe3usi — déja-vu moam jamais-vu

 [IpoTHBONOJI02KEH MOCTHEHTPAJIeH THPYC,
napueTaJieH onepKyJIyM, HHCYJIa
* TemnopaJjna

hd M](lpP[CHI/l, 00MKHOBEHO HEINPpUATHA MUPU3Ma

e TemmopaJjina (Me3uaJiHa)

* ComaToceH30pHU

 [IapueraJiHa; JaTepaju3upaHa NpoTHBOIO-
JIOKHO

hd 3pnTeJma, Hamp. Tpenkaimu CBETIMHU WJIH aMaBpo3a

° OK[I]([HHTaJIHa; JarepaJiu3supaina — axko e ¢
ornpeaesieHa Mmocoxka

3. Kuaacupunupane Ha eNnuIenTHYHHA CHHIPOM
(cmopen MexayHapoaHaTa KiacupuKanus Ha CHHIAPOMUTE)
4.  U3sacHsBaHe Ha €THOJIOTHATA Ha 3a00JIABAHETO C

HEBPOM300pa3sBaiy, 1abopaToOpHU, META0OTUTHH, TEHETHY-
HU U APYTH U3CJICIBAHU .
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HeoOxonumure u3cneBaHus 38 IMarHOCTULIUPAHE U KOH-
Tponupane Ha yedeHuero ca EEI, HeBpouzoOpassBamu us3-
CJeIBaHUs U KOHTPOJI Ha cepyMHuUTe HUBa Ha ATJL.

» HeBposorn4no usciesBaHe — NepHOIHYHO.

* EEI" u nepuoguyen EEI" KOHTPOa B 3aBUCUMOCT OT Te-
paneBTHYHUS eeKT, IPH TePaeBTUYHO OBJIAJCHU IPUCTHIIH

— npe3 6 mecena. EET" e HeoOxoauma 3a ycTaHOBsIBAaHE BHIA
Ha ENWICNTUYHHUTE IPUCTHIM U 3a J0Ka3BaHe Ha (oTomnapo-
Kkcn3MaliieH otroBop (tabmuma 9). EEI mo Bpeme Ha ChH ce u3-
BBPIIBA P WHINKALNHN TIPH JIella ¥ MJIAJH Xopa Clie/l ChHHA
JenpuBanus wim ynorpebda Ha melatonin. Buneo-EEI e neo6-
XOJMMa MPU MAUEHTH C JUATHOCTUYHH 3aTPYIHEHHUS.

Tabauua 9. [IndepeHunanna 1MArHo3a HA eNUJICNTHYHUTE NPUCTHIM cniopea MexxayHapoaHaTa KiaacuHUKANUA HA
enujenTuyHuTe NpUcTHIN HA ILAE no kinunuynu u EEI' npusnann

Enunencusi — npuc-
THIU

EEI -uxkTajHa

EEI’ unTepukTanna

I. ®okanHu NpUCTHIH

DoxaaHu —
0e3 yBpena Ha
Ch3HAHHETO

JlokamHu KOHTpasaTepasIHu pa3psau ¢ Ha9auio OT
omnpezeneHa obnact. He BuHaru ce perucrpupa or
cKasmna

JlokanusupaH KOHTpajaTepaIeH
paszpsin

®oKaTHHU NPHCTHIHN
¢ yBpesa Ha
Ch3HAHHETO

EnHOCTpaHHM MJIH II0-4€CTO ABYCTPAHHU Pa3psiiy,
JTUQy3HT WK YOKATHU, TEMIIOPATHO WIH (PPOHTO-
TEMIIOPAJIHO

EnHOCTpaHeH MK IBYCTPAHEH,
M0-YECTO aCHHXPOHEH (OKYC,
obuknHoBeno T unn F

DoKaJIHU NPUCTHIHN
C €BOJTIOIUA KbM
ABYCTPaHHH
TOHMYHO-KJIOHUYHH

TopeornucanuTe pa3psau renepanusupar 0bp30
BTOPHYHO

I1. I'enepaJjin3Mpany NPUCTBIN
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Enunencust — npuc-
THIU

EEI -uxTaana

EEI’ nuaTepukTanna

Ao0caHncu-
Ch3HAHHUETO €
HApYIIEHO

[IpaBunnn u cumetpudan 3 Hz, HO BE3MOXKHU MEXIY
2 u 4 Hz xommiekcu ocTpue-0aBHa BbJIHA, MOHSIKOTa
MOJIMCTIAK-0aBHA BbJIHA, JIByCTPAHHO CHHXPOHHH,
nosiBsiBaIy ce Ha ona Ha HopmasiHa EET

OcHOBHATa aKTUBHOCT € B
HOPMAJIHH TPaHUIU, HO YECTO

ce Ha0JII01aBaT ONUCAHUTE
HapOKCU3MATIHHU HPOSIBU OT
KOMIIIEKCH OCTpHe- OaBHA BBITHA
3/s, IpaBUITHU ¥ CUMETPUYHH.

ATUnUYHT a0caHCH
Morar ga ce npuapy-
JKaBaTt oT npomel-m B
MYCKYJIHUS TOHYC

[MonudpexBeHTHH, ACUMETPUYHHU KOMIIJIEKCH OCTpHE-
0aBHa BBJIHA, Obp3a AKTUBHOCT WJIN JIPYT THII ITAPOKCH-
3MaJIHa aKTHBHOCT, TIOSIBSIBAILM ce Ha ()oHA Ha aOHOP-
MHa 32 Bb3pacTTa OCHOBHA aKTUBHOCT. [IpomenuTe ca
JIBYCTpaHHHU, HO YE€CTO HEPETyJIIPHU U HECUMETPUUHHU

HpOMGHI/I B OCHOBHATa aKTUBHOCT,
HCNPaBUJIHU U HECUMETPUIHU
KOMIIJIEKCH OCTpHUEC- 0OaBHa BBJIHA

MHuUOKJIOHUYHH npuc-
THIIH

Komrutekcu nosincnaiik- 0aBHa BbJIHA U OCTpHE-0aBHA
BBJIHA

CpIaTa KaTo UKTAaJHATa
AKTHBHOCT

ToHUYHH NPUCTBIH

Bbwp3a aktuBHOCT, Hitn 9-10/s pUTHM HITH ¢ HAMAJISIBaHE
Ha 4ecToTaTa M yBeJIHNJaBaHe Ha aMIUTUTYAaTa

PuTMuYHU pa3psaau OT OCTpU

u OaBHM BBJIHM, IIOHAKOTa
ACHMETPUYHH, 4eCTO aOHOPMHA
OCHOBHA aKTHBHOCT

Knonuunu NPUCTBIN

bwp3a aktusHOCT (10 B S muin MoBe4e) 1 GaBHU BBIIHH,
PSIKO KOMITJIEKCH OCTpHe-0aBHa BbJIHA

Craiik- BbJIHA WIIM IOJIMCIIANK-
BBJIHA Pa3psin

ToHNYHO-KJIOHHYHH
NPUCTBIIU
KJIOHWYHaTa (aza

PutsMm ot 10 niu moseye/s ¢ HaMaIsiBalla 4ecToTa
W HapacTBallla aMILIATY/1a 110 BpeMe Ha TOHHYHaTa
(haza, c mpexsCBaHUS OT OABHU BBIIHU 110 BpeMe Ha

Ilonucnalik- BbJIHA WX
CIaiK- BBJIHA UM OCTpa-0aBHa
KOMIIJICKCH

ATOHHYHHU NPUCTHIH

Kommiekcu monucnaiik- 6aBHa BBIIHA, TO-PSIKO
HHUCKOBOJITa)KHA ObpP3a aKTUBHOCT

IMonucnaiik- 6aBHa KOMIIEKCH

Jluncara na abropmuocty B EET" He n3kitouBa auarnosara
CITUJICTICHSI.

 Jlumncara Ha enunentudopmena aktuBHocT B EET' B xoa Ha
MPOBEKAAHOTO MPOTHBOCMUIICHTHYHO JICUCHHE O3HAYaBa,
4ye BEPOATHO JICUCHUETO € ePEeKTUBHO.

» Camo Bb3 ocHOBa Ha enuientudopmena aktuBuoct B EET,
HO 0e3 ChOTBETHA KJIMHUYHA U35IBa, HE MOXKE J]a C€ MOCTaBH
JIMarHo3aTa emuJIeTICHSL.

* HeBpon3o0pa3siBamu u3cJjieBaHUus

e Cnewinu:

e [TanueHTH, MOTYYHIIN 32 I'PBH ITBT SMUJIEHTHYHH IIPUC-
TBIH, C HOBOBBb3HMKHAJI OIHMUIIEH HEBPOJIOTMYEH Je(UINT,
yBpeJa Ha Ch3HaHHMETO (C WM 0e3 JTaHHU 3a MHTOKCHKAIIHS),
TeMIepaTypa, TpaBMa Ha TJIaBaTa, MEPCHCTHPAINO TJIaBoOO-
Jre, aHaMHe3a 32 HeoIla3Ma MIIH 32 IIPUeM Ha aHTHKOaryJIaH-
T, no3uTHBHOCT 32 HIV, Hannvue Ha oKalHU MPUCTBITU IPU
nauveHT Hag 40 r.

e [TanieHTH ¢ M3BECTHA SNUJICTICUS IIPU: CbMHEHHE Ha MO-
3BYHO-CTPYKTYPHHU JIe3nn Ha 6a3aTa Ha IMporpecupa HeBpo-
JIOTHYCH Ne(UIUT; YBpeaa Ha Ch3HAHHUETO (C MM 0e3 HHTOK-
CHKaIus), TeMIepaTypa, KpaHHaJIHA TpaBMa, MEPCUCTUPAIIO
riaBoOosve, aHaMHe3a 3a HeoljIa3Ma, IPUeM Ha aHTHUKOoary-
JaHTH, IPOMSIHA B THIIA HA MPUCTBIIUTE, IPOTrPECU ALl UHTE-
JIeKTyaJseH aeduuurt.

* KommiorbpHa Tomorpadus (KT) Ha riiaBeH Mo3bk €
MMOKa3aHa B YCIIOBHSI HA CTICIIHOCT, KAKTO U 33 BU3yaIH3UpPaHe
Ha MO3buHM Kanuudpukaru (rydeposHa ckieposa u ap.). KT ¢

KOHTpACT — 3a nudepeHnrpane Ha apTepro-BeHO3Ha Maipop-
marus, Mo3sueH Tymop. IloBropam KT m3cnenanust — npu
MPOrpecupaiy NPOMEHH B HEBPOJIOTHUHNUS CTATYC U TEPaIeB-
THYHA PE3UCTEHTHOCT.

* MarautHo-pe3oHancHa Tomorpadus (MPT) na rana-
BEeH MO3BK € CPEICTBO Ha U300p NPU NALUCHTUTE C SIUJICIICUS
Mopajr BB3MOXKHOCT 3a BU3yallM3MpaHe Ha MalKu Mo ob0em
ne3un (KOpPOBH IUCIUIA3MH W Je(GEeKTH B HEBPOHHATAa MUTpa-
1), XUIIOKaMIalHa CKjepo3a W Heomna3zMmu. [lokasana e 3a
MaMEeHTHTE ¢ GOKaIHA SMUIICTICHS ¢ U3KIIOUCHHE Ha J0Ka3a-
HUTE UJMONATHYHH IeTCKH (POKATHU SMUIICIICUH, KAKTO U IPH
HOBOM3sIBUJIA C€ EMUIIETICUs cliefl 25 I. Bb3PacT 3a yTOYHSIBAHE
Ha cumntomaruyHa eruonorus. [losropuu MPT uscnensanus
— IIpH TeparneBTHYHA PE3UCTEHTHOCT Ha CMHJICTICHUSATA W/UIN
MPOTrpecrpaIiy MPOMEHHU B HEBPOJIOTHIHUS CTATYC.

* TpancdoHTaHeaIHa exorpadus — B KbpMauecka Bb3-
pacr.

* [IKK, TpancamMuHa3H, eJ1eKTPOJHTH — B HAYaJ0TO Ha
JIEYEHUETO, KaKTO M APYTH TOKa3aTelu MPH HEOOXOAMMOCT.
[Ipu HOpMaJTHU CTOWHOCTH — KOHTPOJIHY M3CIEIBAHUS TIpe3 6
Mecera.

* EKT npu nena u Bb3pacTHU IPU CbMHEHUE 32 SITUIIETICHS
u JIJ1 chC CUHKOIM UM PUTBMHHU Pa3CcTPOiiCTBA.

* OyeH craryc

* U3caenBanus Ha HUBO Ha AIJI — cien npukiarouBaHe
Ha THTPUPAHETO Ha BajmpoarH, carbamazepine, phenytoin,
clIe/l KOGTO MOHHMTOpPHpaHe ce u3BbpluBa l/rogumiHo. Ilpu
CHMHEHHE 32 HUCKO HMBO MJIM MHTOKCHUKAIIHS, TePANeBTUIHA
PE3UCTEHTHOCT, MOBEYe OT 2 JIeKapcTBa, YePHOAPOOHA U Ob-
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OpedHa HeO0CTaTBUHOCT, Chb-
NeOHO-METUITMTHCKA EKCTIep-
tuza. [lpu OpeMeHHH >KeHU
— ©KEeMEeCEeYeH KOHTPOJI Ha
CepYyMHUTE HUBA.

e Ilcuxosormyno m3-

e leneTnunu uzcaeaanus (Taomn. 1, 2, 3, 4)

IIpu napunaauute (poxanm) enuiencum, HaJu4He HA
BI'TKII u HsikoM Heompe/JeJieHH CHHIPOMH CE OCBIIECTBS-
BaT JIOI'bJIHUTEIHO:

* JloriepoBa U TpaHCKpaHHUAJIHA JI0IJIEPOBA COHOrpaHsL.

* MP anruorpadus npu CbMHEHHE 3a apTEPHOBCHO3HU
Mandopmannn (AVM), CTEHO3W M XUIOIUTa3uH Ha BBTPENTHA
CBHHHA, CPEHA MO3BUHA apTEPHUSL.

* Mo3buHa aHruorpadus — pu CbMHEHHE 32 MO3bYHO-Ch-
nosu Mandopmanuu cieq KT, KT ¢ koutpact, MP anruorpa-
¢bus.

* QOyHKIMOHAJIHU HEBPOM300pa3sBallll H3CICABAHUA —
SPECT u PET 3a ycTtaHOBsIBaHE Ha JIOKaJIHA XUIIO-/XUIIepIep-
(by3us ¥ XUIO- HIIH XUIIEPMETa0O0TH3bM.

» JInkBOpHO H3cJIeABaHe — IPU CbMHEHHE 32 MEHUHTHUT,
OCTBP WJIM MOAOCTHP eHuehaTuT, cydapaxHOUIECH KPbBOM3-
JIUB, JICBKOAUCTPODHUS.

cjeBaHe INPU OOy4HUTEIHU
3aTPYAHCHUA W TICPUOJAUYCH
KOHTPOJI 32 OLIEHKA Ha Bb3MO-
JKEH perpec B KOTHUTUBHUTE
dhyHKINU.

VII. Tepanus

CBOEBPEMEHHOTO AMATHOCTHIMPAHE HAa BHJAA HA MPHUCTH-
MUTE U Ha SMWICHTHYHUS CHHAPOM € HEOOXOIMMO yCIIOBHE 3a
MPAaBUIHMS U300p HA aHTHUENUJICITHYHATA Teparnus, omnpese-
JS1A B HAW-TOJIsIMA CTEIEH NMPOrHo3aTa U ICUXOJIOTHYHUTE U
COIIMAJTHO-MKOHOMHMYHH MPOOIEMH, CHI'BTCTBALIN CIHJICTICH-
at1a. JledeHneTo Ha OOIHHUTE C EMUJICTICHS Ce OCBIIECTBSIBA OT
CHECIHNATIUCTH-HEBPOJIO3H M/MIIH ETCKH HeBpoiosu. KoHcyn-
Tanus ¢ NCUXHUAThp C€ M3BBPIIBA IIPU HAJIMUYUE HA NICUX03a,
MPOMSHA Ha JTMYHOCTTA, CBbP3aHa C SMUICIICUSATA U IICHX0-CO-
LUaIHa JTUChYHKIIHSL.

lenuTe Ha aHTHENMJICNITUYHOTO JICYEHHE Ca ITbJECH KOH-
TPOJ HA ENWICNTUIHUTE NMPUCTHIN WIIH PeIyKIHs HA TPHC-
THITHATA YECTOTA U/VIIH TEKECT, MPU J00pa MOHOCUMOCT, 0e3-
OIIACHOCT U Ch0OOpa3siBaHe C JICKAPCTBEHNUTE B3aMMOCHCTBHUS,
MOTHUCKAaHE HAa CYOKJIMHUYHATA CMUJICNITHYHA aKTHBHOCT U Ha
CMMJICTITOreHEe3aTa, 10J00psIBaHE HAa KAYeCTBOTO Ha )KHUBOT.

Tepanusta Ha eMUJENCHATA BKJIIOYBA MEIMKAMEHTO3HO
nedeHne (MOHOTEpamusi, parHoOHaTHA MOJIUTEpanus) U TpH
HEOOXOAMMOCT (MEAMKAMEHTO3HA PE3UCTEHTHOCT WU Hs-
KoM crenM()UYHU CHHAPOMH) — HEBPOXUPYPrUYHO JICUCHHE,
QITEPHATHBHU TEpanuM (KETOreHHa JueTa U MOAM(DUKAIHMH,
Baryc-HepB CTUMyJanus). M300pbT Ha aHTUI'BPYOBO JIEKap-
ctBO (AIVI), NpOABIKUTEIHOCTTA HA JICYCHUETO, KaKTO U
PEIICHUeTO 3a XOCIHUTAIN3AINS c€ B3eMaT OT CHEIHaJINCTH
HEBPOJIO3U H/MJIHM JETCKU HEBPOJIO3H. [IpH JIe4EHUETO Ha eIlu-
JIETICUATA CE CIa3BaT OCHOBHU MPHHIIUIIH.

I[Ipy eaMHCTBEH TOHUYHO-KJIOHHYEH eNMUJIENTHYEH
MPUCTBHII JICUCHNE CE 3aII0YBA IPU BUCOK PUCK OT PELUAMBH:
EEI' ¢ uHTEepUKTAIHU enuiaenTudopMeHn aOHOPMHOCTH H/
WITU TIEPCUCTHUpAIia IPUYNHA 32 eMTUJISTITHYHHU MPUCTHIN KaTo
Busyanusupana B MPT kopoBa nucmiasus; HadajacH HEIpPO-
BOKHpAH CMIJICNTHYEH CTaTyC, aHaMHe3a 3a MpeIIIecTBAIN
MUOKJIOHMH, abcaHcu. OCHOBHATA IEJT HA JICYCHHUETO € IIbJICH
KOHTPOJI Ha NMPHUNAIBLUUTE IPY MUHUMAJICH CTPAaHUYCH €EeKT
Ha AI'JI, c mocTurane Ha BB3MOXKHO Haii-100pO KadecTBO Ha
KUBOT. [IpeneHsiBa ce moa3aTa v pUCKOBETE OT IMPOABIDKUTEI-
Hus npueM Ha AIJI mpu Bcekn KOHKpeTeH OoJeH.

JleyeHneTo ¢ aHTHENTMIICITUYHH JIEKapCTBAa CE 3a10u-
Ba HpuU cuzypha ouazno3a: criope] Hoata neuHuIms ciex 2
HENPOBOKMPAHH WJIM MPOBOKMPAHH MPUCTBIA, HAOIIONaBaHU
Ipe3 Mepuoj Mo-roisM ot 24 4, ciex | HenpoBOKHpaH (MK
MpoBOKMpaH) oHe 30 IHU ciel HeBpOMH(DEKIUs, HHCYIIT, MO-
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3bYHA TPaBMa, WM CJIEJ MOCTaBEHA JHMArHO3a eMHJICTITHICH
cuaapom. He BuHarm ce Hajara jgedeHne Ipy HANONATHIHATA
JeTcka (oKaJTHa eMUIICTICHS ¢ LEHTPOTEMIIOPAIHY CHalKoBe
(Ponannosa), Hsixou GpopMu Ha (HOTOCESHIUTUBHU CHUIICTICHH,
(GeOpuaHUTe T'BPUYOBE WIM PEAKH CHMWICHTHYHHU MPHUCTBIN
(mo-peKy OT BEJHBXK FOAUIIHO MPUCTHIIN UIH PEIKU U JIEKU
HOIITHY MPUCTHIN) U IPH KPATKOTpaitH (HOKATHH MPUCTHIIH.

A. [lpyHIUNHT HA JIeYeHUe

1. OreHsiBa ce BUIa HA CMUJIETICUSATA, BUA HA TIPUCTb-
MUTE, NHAUKAIUU U PUCKOBH (AKTOPH 32 aHTHKOHBYJICAHTHO
JIeYeHNE

2. 3amoua ce ¢ MmoHoTepamus ¢ ALl om nvpea aunus,
cp00pa3eH ¢ BUAA Ha MPHUCTHIUTE, SNIICITUIHUS CHHIPOM,
BB3pAcTTa HA MAMEHTA, HATTMINETO Ha IIPUIpPYyKaBamu 3a060-
NIsIBaHUs, KO-MeauKkanuu. [IpenumMcTBaTa Ha MOHOTEpAITUsTA €
HHUCKa TOKCHYHOCT, 100pa MOHOCKMOCT, JIUTICA HA JIEKapPCTBEHH
B3aMMOJCHCTBUSA, MUHUMHU3UPAHN KOTHUTHBHU HAPYLICHHS U
IpyTH HexelaHu peakuuu. EQexTsT ce KoHTponupa cropen
KIMHUYHHATE CHMIITOMH (4€CTOTaTa M TEKECTTa Ha IIPUCTBITN-

te) u ¢ EET.

3. 3amouBa ce ¢ HUCKA J03a, KOSITO C€ MOBHUIIABAHE T10-
CTENEHHO JI0 KOHTPOJI Ha MPUCTBIINTE UM U35Ba Ha CTPAHHUY-
HU PEAKIIHH.

4. MoHuTOpHUpaHe Ha CEpyMHUTE HUBA.

5. OueHka Ha PUCK OT Bb30OHOBsIBaHE HA MPUCTBIIN/TE
MIPH CHUPAHE WK IIPOMSHA Ha JICUCHUETO.

6.  Ilocturane Ha ONTHMAJIHO KAYECTBO HA )KUBOT.

7.  Tlpu TepaneBTHYHO-PE3UCTCHTHH CMUIICTICUU (HEyC-

nex ot 1Be ajexkBaTHu AEJI) — HacouBaHe KbM CrielIMaIN3Mpa-
HU KIIMHUKH 3a MIPOBEXJAaHE HAa W3CIEIBAaHUS 32 €THOJIOIHY-
HO W3ACHSBaHE, ONpEJENsHE U MPOBEKIAHE Ha PallMOHATHA
MONIUTEPANNs U O0CHKIaHE 32 BH3MOXKHO HEBPOXHPYPTHIHO
JIeueHUe U KeTOr'€HHA JIUeTa.

b. AHTUI'BPYOBH JeKapcTBa

* CBbBpPEMEHHOTO JICUCHHE Ha CNMJICNCHATA NpU JAela U
BB3PACTHH C€ OChIeCcTBsIBa che ciaeanute ATJI criopes peru-
CTPUPAHUTE MHIMKAIIMHA KaTO MOHOTEPAIHNs UK PAl[HOHAITHA
MOJIUTEPAInsl, aJIeKBaTHO Ha BHJIA HA CMUJICIICHATAa M BHJA
Ha NMPHUCTBIINTE, CHOOPA3EHO C BB3PACTTA, TEIJIOTO HA TallU-
SHTa M NPUAPYXKABALIUTE COMATUYHU 3a001BaHUs (YEPHOI-
poOHU, 6BOpEeYHH, KPBBHH U T.H.) U PUCKAa OT TEPATOTEHHOCT
MpH MJIAJN JKEHU C jaerepozaeH noreHnuanr: Carbamazepine
(CBZ), Cannabidiol* (CBD), Cenobamate** Clobazam**,
Clonazepam (CZP), Eslicarbasepine (ESL), Ethosuximide
(ESM), Fenfluramine* (FFL), Gabapentin (GBP),
Lacozamide (LCM), Lamotrigine (LTG), Levetiracetam
(LEV), Nitrazepam** ,Oxcarbazepine (OXC), Phenobarbital
(PB), Phenytoin (PHT), Pregabalin (PGB), Rufinamide*,
Stiripentol*, Sulthiam**, Tiagabine (TGB), Topiramate (TPM),
Valproate (VPA), Vigabatrin (VGB)**, Zonisamide (ZNS),
Methylprednisolon, Piracetam (PZT), Brivaracetam (BRV)
(Tabuuuwm 10, 11, 12 u 13, 141 15, 16).

* T1o Yien 266, an. 2 ot 3JIIIXM ui. 16, axn. 4 or Hapenoa
Ne 10 ot 2011 1. 32 ycrmoBusiTa M pena 3a jedenne ¢ Hepaspe-
mieHu 3a ynorpeba B Perrybnuka beirapus nexkapcTBeHH Ipo-
OYKTH

**Peructpupanu or EMA
OTunTa ce BH3MOXKHOCTTA 3a CYHIIMJIHO MOBEACHUE WU
uneanus ot npunarasure AEJL

B. HauaJiHo j1eyeHHe HA elUJIeNCUsTA.

3anouBa ce moHoTepanust ¢ ALJI Ha mbpBu u300p, CHO-
Opa3HO BHJA Ha ENUJIENCHUATA M BUJA HA MPUIAIbBIUTE CIE
J1Ba HenpoBokupanu npucteia (Tadnuna 10), kaTo ce gocTHra
ontumainHa no3a (Tabnuna (11). MonoTepanusTa e epekTuBHa
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npu 60% ot HoBoAMarHocTunupanute nauneHTy (I monorepanus — 47% unu II monoTepanus — npu 13%).

I monotepanus (AEJI Ha mppBU U360p) ca:

- Valproate — 3a rerepanusupany, GOKATHHU €MUICIICUN MU PU CbMHEHUS MPH KIACU(PULIUPAHETO HA NMPHUCTBINTE, TIPU
cunapom Ha West. Beamorken e Teparorenex edext Ha VPA mpu Miaam )KeHH ¢ AeTepoeH MOTSHIINAN 1 OPEMEHHH.

- Carbamazepine — 3a (QOKaJHU ENUJICTICHU WU
Oxcarbazepine — B gerckara Bb3pacT. IIpernoppuBar ce pe-
tapaHute popmu Ha Carbamazepine.

- Ethosuximide, a npu uaaukanuu u Lamotrigine ca menu-
KaMEHTH Ha I'bPBU U300p IpH abcaHCUTe.

- upokocnexkrspuu AIJI kato Valproate, Lamotrigine,
Levetiracetam, Topiramate ca cpeacTBa Ha II'bPBH U300p MpH
MAIMEHTH C T0BeYe OT eJIMH TUI IIPHCTHIIN (0COOCHO aKo NMa
1 a0CaHCH, ATOHUYHU ¥ MUOKJIOHUYHHU TPHCTBITH).

- Hsaxou ot noBute ATJI (Lamotrigine, Oxcarbazepine)
MOrar Ja ce Ipujiarar KaTo MOHOTEpanus IpU ClCIHaIHH
CHCTOSIHUS (JETCKO-IOHOIIECKA BB3PACT, MJIAJH KEHU U Ope-
MEHHHU, KOTHUTHBEH Ae(UINT), CTPAHUYHU PEAKIIMU MU Op-
raHHa HEJIOCTaThYHOCT.

1T moHOTEpanus (anTepHATHBHA MOHOTEPAIIHS) CE TIpHIIara
IIpH JIUIICA Ha eEeKT OT JICYCHUETO, HETIOHOCUMOCT, CTPaHHY-
HU peaklMU WM OpraHHa HEJOCTaTBYHOCT, KaTo ce J100aBs
npyr noaxonsiy AI'JI, kaTo mocTeneHHo ce U3Terast MbPBOTO:

- TIpU TE€HepaJM3upaHu U (OKAIHHU NPHCTHIM ChC U 0e3
BTOpPHYHA FeHEPAIU3ALML, HOTUMOPYHU IPUCTBIIH, CHHIPOM
Ha Lennox-Gastaut: LTG, LEV, TPM

- npu (OKAJIHU M BTOPUYHO-TCHEPATUZUPAHHU TPHCTHIIN:
OXC, LCM (man4r.), ESLHag 6., ZNS Hag 18 1.

- npu cuapom Ha West — CZP, LTG, TPM

Bb3MOXHO € BJIOIIABAHE HA HAKOM CHMHJICIITUYHH ITPUC-
1e0u ¥ cuaapomu ot AIJI (tabnuna 12). [Ipu neuenne Ha ab-
CaHCH M MHOKJIOHWYHH MPUCTBIIN MPH Jella U Bb3PACTHH HE
ce mpenopbyBar carbamazepine, gabapentin, oxcarbazepine,
phenytoin, pregabalin, tiagabine u vigabatrin, a npu cuaapOMa
Ha Dravet u BicOKH 1034 Ha lamotrigine mopaau puck Ot BJIO-
masaHe. Lamotrigine Moke Jja BJIOIIM M NAallUEHTUTE C IOBE-
HUJIHA MHOKJIOHWYHA enuiencust. [Ipu nena cbe camoorpasu-
YyaBally Ce CHMUJICHICUU (MIHONMATHYHU (HOKATHH CIHIICTICHH
tun PonaugoBa, cuaapom Ha Panayiotopoulos u tun Gastaut)
carbamazepine u oxcarbazepine Morar BJIOIIAT ITALIUEHTUTE JI0
n3siBa Ha CSWS.

IIpuunHyu 32 HeycneX OT MOHOTEPANHUATA ca:

1. HempaBuiHa quarsHosa (MO3bYHHU TYMOPH, TICEBIOE-
MUJICHTHYHHU MPUCTBITN, CHHKOII, ChpP/ICUHA aPUTMHUS U T.H.).

2. Hempasunen n36op na AI'JI (Hemoxxoasimo 3a Buaa
MPHUCTBIIN, JEKAapCTBEHU B3aUMOACUHCTBUS).

3. Henoaxonsmia 103a, CTpaHUYHU PEAKLIUH.

4. HemnpaBuieH HauMH Ha )KUBOT (AJIKOXOJIU3BM, JIeKap-
CTBEHA 3aBHCUMOCT H T.H.).

Tabaunua 10. AHTUI'BPUYOBH JIeKAPCTBA 32 JIeYeHUE HA eNUJIeNICHUTe (CHHAPOMUTE) U eNMJICNTUHYHUTE IPUCTHIN

Buj enunencusi (cHHAPOM)
CNWJICNTHYHHA NPUCTHITH

1 u3bo0p
MonoTtepanus

AnTepHaTHBHA MOHOTEpAIUs MM MONIUTEPAIHs

II'bpBUYHO-TeHepaTU3HPAHHN (MANONATHYHH/TeHeTUYHH) eNUJIeNCHH/ TreHepaJIu3upaHu NPUNAAbIH

TOHNYHO-KJIOHNYHU

cnujencus

ek

IIPUTIA IBLII CBZ,PHT,VPA CZP, LTG, LEV, OXC, PB, TGB, TPM, Clobazam
ATOHUYHH NPUCTBIH VPA LTG, CZp
AbcaHcu VPA, ESM CZP, LTG, TPM
MHUOKJIOHMYHU ITPUC- CZP, ESM, LTG, LEV, TPM, Clobazam**

VPA
TBbIIN Kopruxocreponan
fOBennana muoxronm A VPA CZP, ESM, LTG, LEV, TPM, Clobazam**

®okanHu enujencuu / GPOKaJIHU eNUJIENTHYHU NPUCTHIHU

CZP, Cenobamate**, Clobazam**, GBP, LCM, LTG,

HUYHO-KJOHHYHH (BTOPHYHO
—reHepajIn3upPaHu NPUCTbITH)

DokaJIHU NPUCTHIHN CBZ, VPA LEV, OxCBZ, PB, PHT, PGB, TGB, TPM, BRV, ESL,
ZNS

(le:?cil:a“ r;prTcT::::::-OHm- CZP, Cenobamate**, Clobazam**, GBP, LCM, LTG,

! ABYCTP CBZ, PHT, VPA LEV, OxCBZ, PB, PHT, PGB, TGB, TPM, BRV, ESL,

ZNS
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Bup enuiiencus (CHHAPOM)
eNnuJIenTHYHU NPUCTHIU

1 u360p
MoHnoTepanus

AJ'ITepHaTI/IBHa MOHOTEpaINus WA IMOJUTEpaAIIug

Npuonaruunu ¢pokaanu (Po-

CBZ, VPA, OxCBZ
JIAHJA0BA ¥ OKIUNUTAJHH)

CZP, GBP, LTG, LEV, Clobazam**, ZNS

Ennnentuynu ennedanonatun/ enuedaaonaTuu Ha pa3BUTHETO

CunapoM ¢ MH(pAHTHIHYU cHa3-

MH (cHHApPOM Ha West) ACTH, VPA

CZP, LTG, TPM, VGB**

Cunapom Ha

Lennox-Gastaut LTG, TPM, VPA

CBZ, CZP, PB, PHT, Rufinamide*, Cannabidiol* ¢
Clobazam**, Fenfluramine*

LEV, Stiripentol*, Cannabidiol* ¢ Clobazam™**,

CTaTyc 110 BpemMe Ha 0aBHOBBJI-
HOB c¢bH (ESES)

I Cunapom na Dravet (SMEI) VPA,TPM Fenfluramine®
Enunentuyna enuedanona-
st ¢ CSWS nim eekTpuien VPA. ESM LEV, 6enzonuasenunu, Clobazam™**, koptukoctepo-

nau

- AT'JI, pa3peuieHy 3a MOHOTepanus U A0NbJBAILA Te-
panusi: CBZ, CZP, ESM, GBP (nan 12 r. MoHOTEepanusi, HaJ
6 r. momrpnBama Tepamusi), ESL (Hax 18 T. MoHOTEpamnus, HaL
6 1. nonbaBama tepanus), LTG (max 2 r.), LEV (manx 16 . —
MoHOTepanusi, Haj 1 mecel- nonutepanus), LCM (uan 4 r.),
OxCBZ, PHT, PB, TPM (nan2r1.), VPA, ZNS nan 18 r, kato
MOHOTepamnusi, HaJ 6 I. KaTo JON'bJIBAILA Tepanus.

- ATJI paspemienn camo 3a gonbJjBama tepanusi: PGB
(max 18 1.); TGB (max 12 1.), KOorato Ipyry MOIXOMSIIHN JIEKap-
CTBEHU KOMOMHAILIMY ca CE OKa3aJlid He3aJOBOJIUTEIHH UM HE
ca monocumu, BRV (nag 2 r.).

- Kaacuuecknm AIJl: CBZ - carbamazepine; CZP-
clonazepam; ESM- ethosuximide, PHT- phenytoin; PB-
phenobarbital; VPA-valproate

- HoBu ATJI: GBP-gabapentin; ESL- eslicarbazepine;
LTG - lamotrigine; LCM — lacosamide; LEV-levetiracetam,;
OxCBZ — oxcarbazepine; PGB — pregabalin; TGB-tiagabine;
TPM - topiramate; Rufinamide*- 3a cunapom nHa Lennox-
Gastaut; Stiripentol*- 3a cunapom na Dravet; BRV -
Brivaracetam nan 2 r.; CBD- Cannabidiol* npu enmien-
TUYHH MPUCTBIIN, CBBP3aHHU C TYOEpO3HA CKIIEPO3a KOMILIEKC
(TSC) mpu maumentu > 2 ronunu; CBD- Cannabidiol* B
komOuHanus ¢ Clobazam** npu cungpom Ha Dravet u cun-
pom Ha Lennox-Gastaut npu nauuentu > 2 ronunu; FFL —
Fenfluramine*- npu cuanpom

Ha Dravet u cunapom na Lennox-Gastaut npu nanuenTn
> 2 ronunu, Cenobamate**- npu poxanun u BT TKIT (DAT-
KII) nanx 18 r.; Zonisamide 3a neyenne Ha BI'TKII (®T-
KII) npu Bb3pacTHU U Aena HaJ 6 T.

* Tlo Ynen 266, an. 2 ot 3JIIIXM u un. 16, an. 4 ot Hapen-
6a Ne 10 ot 2011 1. 3a yciioBusiTa U pena 3a edenue ¢ Hepaspe-
1IeH! 3a ynorpeda B Peny6nuka bearapus nekapcTBeHH npo-
TYKTH:

* Rufinamide 3a neuenue Ha cuuapom Ha Lennox-Gastaut

* Stiripentol 3a nedyenne Ha cuHaApoM Ha Dravet

* Cannabidiol B komOunanus ¢ Clobazam** npu cunapom
Ha Dravet u cunapom Ha Lennox-Gastaut npu nauueHT > 2
roguum; * Cannabidiol mpu nedeHre Ha TPUCTBIIH, CBBP3aHU
¢ Ty6eposHa ckieposa komrekce (TSC) npu manueHT > 2 ro-
JTUHH

*Fenfluramine- npu cunapom Ha Dravet u CHHIpPOM Ha
Lennox-Gastaut mpu nauueHTu > 2 TOAUHU

**Peructpupanu or EMA:

Clobazam** 3a neuyenue Ha abcancu, I'TKII, Mwuoki0-
HUM, cuHApoM Ha Dravet u cunapom Ha Lennox- Gastaut;
Nitrazepam** 3a nedenue Ha cuHapoM Ha West; Sulthiam**
3a sieueHue Ha QoxanHu npucThnu; Vigabatrin®** 3a neyenue
Ha cunpom Ha West; Cenobamate**- npu ¢oxanuu u BI' TKIT
(®ATKIT) nan 18 r; ACTH 3a neuenue Ha cuHapom Ha West.

Ta6una 11. Bugose u 1o3MpaHe Ha AHTUI'BPYOBUTE JIEKAPCTBA

JAEIA BB3PACTHH
Me:xkayHapoaHo
HeNaTeHTHO uMe OnTumanana Hayanna Ontumanana MaxkcumaJina
Hauvaana nueB-
(INN) na 103a (mg/kg) JHeBHa /1032 JAHEeBHA /1032 JHEeBHa /1032 JAHEBHA 1032
(mg/kg) (mg) (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




400 mg

KpaTHO
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JELA BB3PACTHHU
Me:xk1yHapoaHO
HeNaTeHTHO UMe Ontumanna Hayaana Ontumajna Maxkcumanna
HavaJsina nHeB-
(INN) na 03a (mg/kg) JIHEeBHa /1032 JHEeBHa /1032 JHEBHA /1032 JHEBHA /1032
(mg/kg) (mg) (mg) (mg)
Phenytoin 3-4 4-8 100 300-400 500
Phenobarbital 2 2-5 60 90-250 600
Clonazepam 0,01 00’201'0’02*0’1' 0,5 2-6 8
500-600 mpu
0,6 ¢c eH3UMHHI 5-15 ¢ ensumHHN 50 ¢ eH3UMHHI €H3MMEH WH-
HHAYKTOPH HUHAYKTOPH HUHAYKTOPH YKTOP 700 DU Mo-
Lamotrigine 0,15 mpu VPA 5¢c VPA 12,5 ¢ VPA 300-400 mpu HO-TepaHI/Iﬂ
0,3 npu mo- 15 npu mo- 25 npu Mo- VPA p
HO-Tepanus HO-Tepanus HO-Tepanus 500 npu mo-
HO-Tepanus
Topiramate 0,5-1,0 5-9 25 200-400 500
Levetiracetam 10 40 1000 2000-3000 3000
Tiagabine 0,1 1 5-10 60 70
. Hano6r.
Gabapentin 10-15 25-35 300 1200-1800-3600 3600
Pregabalin - - 150 450-600 600
600 mg unu
10mg/kg npu
MOHOTEpaInus
py Jena u
FOHOIIIN HaJ
50 kg u 8 mg/
Lacosamide Cren 4. 200-400 mg/nn. | 100 200-400 kg npu zena
2 mg/kg Y FOHOIIIH 0]
50 kg; 400 mg
[py I01'bJIBA-
11a Tepanus 3a
Jiela U FOHOIIN
Haza 50 kg u
BB3PACTHU
Ethosuximide 10 40 500 1500 2000
Stiripentol* 50 1o 100 50 1o 100 4000
Rufinamide* Hang4r.-10 45 400 2400 3200
-Hema>2r.n S
FOHOIITH ;O{EZILIL?H_ 2ru
>
250 kg B fosa | >50 kg B mo3a 2 50-200 cmopex
mg/kg mo/ke — 50- 50 — 100, pa3- R )
Brivaracetam EIKe JieJieHa Ha JIBe /By 200
200 cnopen Ha HUS OTTOBOP U
-Han 16 . WHIUBHUIYaI- PaBHH 03¢ MTOHOCHMOCT
50 — 100, pas- AUBHAY
HUS OTTOBOD U
JieJieHa Ha JBe
MOHOCHMOCT
paBHHU /103U
ﬂeg]-/llig}};i:BE;)lo Jlemaman 6 T 400 emno- 800-1200 no
Eslicarbazepine Han 60 kg — 30 m/ke KpaTHO 1600 mg enHO- 1600
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JELA BB3PACTHHU
Me:xk1yHapoaHO
HeNaTeHTHO UMe Hauanna 1Hes- OnTumanna Hayaana Ontumajna Maxkcumanna
(INN) 1a 103a (n?g /kg) JIHEeBHa /1032 JHEeBHa /1032 JHEBHA /1032 JHEBHA /1032
(mg/kg) (mg) (mg) (mg)
Tutpupane 1o
Hap 2 1.-0,4-1 I mg/kg npes 7
Clobazam** JIHH;
mg/kg TTon 30 kg — 20 5 mg Jlo 40 mg 40 mg
mg; Han 30 kg
— 110 40 mg
Zonisamide > 6 T. ¥ IOHOIITN Turpupane
>55 kg- 1 mg/kg npe3 7 IHU 10 100 mg 300 mg 500 mg
4—8 mg/kg
221 2,5 mg/ TMpu LGS u Mpu LGS
kg nBykpatHO (5
me/kg/HeBHo) Dravet cunn- Dravet cunn-
Cannabidiol* EIREA § poM -1o 10 mg/ pom — 20 mg/
TUTPHPAHE TIPE3 kg/new; kg/nen; Ipu
7 mun 10 10-20 S gach P
IMpu TSC-10 TSC-25 mg/kg/
mg/kg
mg/kg/nen JIeH
cuanpom 1o 0.4 1ow Dravet
>2r.-0,2 mg/ mg/kg/neH cbe CIEH oM 10
kg/nen — o 0,7 Stiripentol, 0,7 JIPOM A
. 0,4 mg/kg/ 17mg/nen cwe
Fenfluramine* mg/kg/nen maxk- mg/kg/nen 6e3 . 26 mg/nen
. JieH Stiripentol, 1o
CHMAJIHO J10 Stiripentol; mpn 26me/men Ges
26 mg/nen LGS - 0,4 mg/ e/
ke/nen- 10 0.7 Stiripentol,
me/ke/nen mpu LGS no
26mg/nen
Tutpupane
12.5 me en- npe3 14 quu- 25
Cenobamate** - - HO;{ aTgH OH mg, 50 mg, 100 400 mg
p mg, 150 mg o
200 mg

* o Unen 266, an. 2 ot 3JIIIXM u 4. 16, an. 4 ot Hapen-
6a Ne 10 ot 2011 r. 3a ycnoBusTa 1 pesia 3a Jieuenue ¢ Hepaszpe-
mieHu 3a ynorpeba B Penybnuka beiarapust nekapcTBeHH Ipo-
TYKTH:

* Rufinamide 3a neuenne Ha cuaapom Ha Lennox-Gastaut

* Stiripentol 3a neuenue Ha cuHAPOM Ha Dravet

* Cannabidiol B kom6unanus ¢ Clobazam** nmpu cuaapom
Ha Dravet u cuaapom Ha Lennox-Gastaut npu nmanueHtu > 2
rogunu; * Cannabidiol npu edyeHne Ha NPUCTBIIM, CBBP3a-
HU ¢ TyOepo3Ha ckiiepo3a komiuieke (TSC) npu manueHTH >
2 roquHu

*Fenfluramine- npu cunapom Ha Dravet m cuHapoM Ha
Lennox-Gastaut mpu maniueHTH > 2 TOAUHU

**Peructpupanu or EMA:

Clobazam** 3a neuenue Ha abcancu, I'TKII, Mwuokio-
HUM, cuHApoM Ha Dravet u cunapom Ha Lennox- Gastaut;
Nitrazepam** 3a nedenne Ha cuHapoM Ha West; Sulthiam**
3a sieueHue Ha QoxanHu npucThinu; Vigabatrin®** 3a nedeHue
Ha cuHpoM Ha West; Cenobamate™*- npu ¢okanau u BI' TKII
(®ATKIT) nan 18 r; ACTH 3a neuenue Ha cunapom Ha West.

Tabauna 12. Bb3mMo:kHO BiIoIIaBaHe HA enmuJIeNTHYHUTE cuHAPpoME oT ATJI

CHHU
e CunapoMm Ha Angelman
* Cunapom Ha Landau-Kleffner

ATJI Cunapom Bb3Mo:KkHO BiIONIABAHE
* AOCaHCHA eNMUJIeNICHS o AGCAHCH. MHOKIOHMM
* FOBeHN/IHA MHOKJIOHUYHA €NUJIENCHS . MP[OK.]'IO],-[I/I'-IHP[ ——
e [IporpecuBHA MHOKJIOHHYHA eNUJIETICUS « Muoxomye
* PoranoBa enusencust « CSWS
Carbamazepine * JleTcka OKIMMUTAJIHA eNMUJICTICHST

e CUMNIITOMATHYHH reHepaJTu3upaHu enuJjaen-

e I'TKII - psaako

* PoKaJHU NPUCTHIH — PAAKO
¢ ToHHYHHU NPUCTHIH

* ATOHHYHHU NPHCTBIH
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ATJI Cunapom Bb3Mo:KHO BiIOIIaBaHE
* AGCaHCHA eNUJICTICH S * AbcaHcu
Oxcarbazepine * FOBeHNTHA MHOKJIOHHYHA €MUJIEeTICHS * MHOKJIOHUM
* PoranioBa enuiiencus e PoKaJHU NPUCTHIH
* AGcaHcu
* AGCaHCHA eMUJIETICH S  LiepeGerapen cumIpom
. * [IporpecuBHa MHOKJIOHMYHA eNMUJIENCHS P P P
Phenytoin * MHOK/JIOHUYHHU NPUCTBIIH
* FOBeHN/THA MHOKJIOHHYHA eNMUJIeNICHS .
* Cunapom na Landau-Kleffner OKAIHH HPHCTEITH = PAILKO
* I'TKII
* Abcancna enmaencus * AGcaHcu (IIPU BUCOKH /103H)
Phenobarbital * PoranioBa enuiiencus . Mnomlmmzlm DHCTBITN
* Cunapom Ha Lennox-Gastaut P
° AGcaHCHA enuJiencus * AGcaHcu
Valproate (psitio) * ETMHUYHH cJIyYau MPH eMHJIeNCHS ¢ * MUOKJIOHHYHH NPHCTHIA
P P MHOKJIOHYC H KPUIITOreHHA (POKAJIHA eNu- * @oxaJHU
Jencus * I'TKII
* AOCaHCHA eNUJICTICH S * AbcaHcu
Ethosuximide * Enniiencusi ¢ MHOKJIOHYC * MUOK/JIOHHYHH NIPHCTHIHA
* Ennaencus ¢ I'TKII * I'TKII
e Tonn4yHn NpuCTHNH
Ben3zoanazenunu e Cunapom Ha Lennox-Gastaut * AGcancu
* MUOK/JOHHYHH NPHCTHIHU
* AGcancu
* AGCaHCHA eNMUJIeNICHS
. . * MuokaoHyc
Vigabatrin * Enuiencuu ¢ MHOKJIOHYC
* @oxaJIHN NPUCTHIH
* Cunapom Ha Lennox-Gastaut
e ToHn4HN NpUCTHIH
* AGCaHCHA eNMUJIeNICHS
. * AGcaHcu
Gabapentin * Enusencusi ¢ MHOKJIOHYC
* MHOKJOHYC
* Cunapom Ha Lennox-Gastaut
* PanHa leTcKa TeKKa MHOK/JIOHMYHA eNu-
Lamotrigine Jaencust (SMEI) o [Ipu BuCOKH 1031
* FOBeHN/THA MHOK/JIOHUYHA eNMUJIeNICHS * MUOK/JIOHHYHH NIPHCTHIA
* PoranoBa enuiencust
Rufinamide * Cunapom Ha Lennox-Gastaut * ATOHUYHH NPUCTBIHU
Topiramate ° AGcaHCHA enuJiencus * AGcaHcu
* ApcaHcu
Tiasabine ° A0caHCHA enuJiencus * MHOKJIOHUYHHU MPUCTHIHN
g * Enniencusi ¢ MHOKJIOHYC * QokaJHA
* I'TKII
* JOBeHM/IHA MHOKJIOHUYHA eNUJICTICHS * AGcaHcu
Levetiracetam * A0caHCcHa enuJiencust * MHOKJIOHUYHHU NPUCTBIIN
e Cunapom Ha Lennox-Gastaut * QoxaaHn
e Cunapom Ha Drave .
C D t I'TKII
. * AGCcaHCHA eMUJIETICHST * Agcancu
Pregabalin
* Enuiencusi ¢ MHOKJIOHYC * MHOK/JIOHUYHHU NPUCTBIIN
L d .C L Gastaut * ATUIHYHH a6CaHCH
acosamide unapom Ha Lennox-Gastau «TTKI

I. JleueHue ¢ mojuTepamusi — 3al04Ba Ce IPH Heno-
sauasawu ce 6omHu oT MoHOoTepanus ¢ 2 ATJL Ilpunara ce
npu okosio 40% OT manueHTuTe, IpU KOUTO MOHOTEpANUsTa
¢ Hee()eKTHBHA: YECTH, TEXKKH (OKAJIHM WIH MOTUMOPHHU
MPHUCTHIN, CIeNU(PUIHN CHHIPOMH U eNHUJICITHYHA eHueda-
JIOTIATUH, HANp. TEeMIOPATHOASIIOBA CMUJICIICHS PU ME3HO0-
TEeMIIOpaJIHA CKIIEpo3a, CHHAPOM Ha Dravet, cunapom Ha West,
cuaapoM Ha Lennox-Gastaut. [Ipu npubassiHe Ha BTOpH, pec-
nexTuBHO TpeTn ATVI, ce mpenoppyBa panoHalHa MOJTUTEPa-
nus, kKaTo ce komouuupat — 2 (3) AI'JI ¢ paznuueH mexaHU3BM

Ha aeiictue (Tabmumm 13, 14).

Hsakon ATJI (lamotrigine, topiramate, valproic acid,
zonisamide) MMaT MHOXKECTBEHH MEXaHH3MHU Ha [eicTBUE,
npyru (phenytoin, carbamazepine, ethosuximide) — equH oc-
HOBEH MexaHu3bM Ha aeiicrBue. AEJI ca pasnenenu Ha cien-
HUTE I'PYIIHN CIIOPE] MEXaHW3Ma Ha JICHCTBHE:

1.  brnokepu Ha peneTUTMBHATAa aKTUBALMS Ha HATpPU-
eBuTe KaHaiu — phenytoin, carbamazepine, oxcarbazepine,
lamotrigine, topiramate, rufinamide, zonisamide, cenobamate
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2. BacunBamy 0aBHAaTa WHAKTHBAIMS Ha HATPHEBHUTE
kaHaiu — lacosamide

3.  IloBumasane Ha GABA - A peuenrtopure —

phenobarbital, 6er3onuasenunu, clobazam, zonisamide

4. Mopaynaropu Ha Glutamate — topiramate, lamotrigine,
zonisamide

5. Biokepu Ha T — kanuesute kananu — ethosuximide,
valproate, zonisamide

6. brmokepm ma N- m L-
lamotrigine, topiramate, valproate

KaJIMUuEeBUTC KaHalu —
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7. Monynatopu Ha H-notomu — gabapentin, lamotrigine

8.  bnokepu Ha Heobuuaiinm mecta — levetiracetam,
brivaracetam (BUCOK U CEJICKTHBEH a)MHUTET KbM IPOTEUH 2A
(SV2A) Ha cHHANTHYHUTE BE3UKYJU B MO3bKa, KOHTO MOTYJTH-
pa ex3omuTo3aTta Ha HeBpoTpaHcmutepute); fenfluramine — mo-
BnusiBa serotonin (5-HT) metabonu3bm, ol (sigma-1) penento-
pu; cannabidiol -upe3 TRPV1, GPR55 u ENT-1 penenrtopu

9.  Muxubutopu Ha kapOoaHXHpa3aTa — topiramate

Tadaunua 13. OcHoBHH MeXaHHU3MH HA JnelicTBUe HA ATl
Baoxu-
pane/ Baokupane/
Baokupane Ha
ATJI mozy- MOy TaIHsI GABA riJIyTaMaTHUTE JApyr
Jaums Ha Ca2+ NMOBMIIABAHE CLENTODH
Ha Na+ KaHaJIu pent P
KaHAJIU
Phenytoin + - - -
Carbamazepine + - - -
Phenobarbital + - + -
Primidone + - + -
Valproate + + (T-Tum) + -
Ethosuximide - ++ (T- Tumn) - -
Clonazepam - - + -
Gabapentin + + (L- Tum) - -
Lamotrigine + + (L- Tum) - -
Oxcarbazepine + - - -
Eslicarbazepine +
. WNuxubupa
Topiramate + + (L- Tun) + + (AMPA)
KapboaHXuIpasa
Tiagabine - - + +(NMDA)
Levetiracetam buoxep na SV
MPOTEUH
Pregabalin + +
Lacosamide +
Biokep Ha SV2A
Brivaracetam TIPOTCHH, MOy THPa
€K30I[UTO3aTa Ha He-
BPOTPAHCMU-TEPUTE
Clobazam +
‘s TRPV1,GPRSS,
Cannabidiol ENT-I
serotonin (5-HT)
. MeTabon3bpMm; 6l
Fenfluramine .
(sigma-1) penenrropu
Cenobamate +
Zonisamide + + (T tum) + +

GABA= rama aMMHOMacJjeHa KUCEIINHA
AMPA=aminomethylisoxazolepropionate
NMDA=N-methyl-D-aspartat
SV2A- cuHanTU4eH Be3UKYJIEH IPOTeHH 2A
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[IperoppuBaT ce HAKOM yJauHH KOMOWHAIIMH TIPH PE3HC-
TeHTHU npunaasny (Tabmuma 12).

Cnopej perucTpupaHuTe MHAMKALMHM 32 J0NbJIBALIA
Tepanus ca cjeqHuTe HoBU AEM:

* [Ipu reHepajusupanu u ¢poxanuu npucrsnu: LTG,
LEV, TPM

* Ipu (POKATHH M BTOPHYHO-TeHePATHIUPAHH MPUCTH-
nu: GBP (man 6 1)), OxCBZ, PGB (nag 18 .), LCM (nax 4 r.);
BRV (>2r1.); ESL (man 6 r.); TGB nan 12 r., npu KOUTO Apyru
MOAXO/ALIH JIEKAPCTBEHH KOMOMHALIMY ca Ce 0Ka3aJlu He3a10-
BOJIUTEIHU WU He ca noHocuMu; Cenobamate- npu ¢okaJi-
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Hu 1 BI'TKII (®AKTII) > 18 r.; Cannabidiol** B xom0mu-
Hauus ¢ Clobazam** npu npucTsnu, CBBp3aHU ¢ TyOEpo3HA
ckiieposa komiieke (TSC) mpu nanuenTu > 2 r.; Zonisamide
(ZNS)>6r.

* npu cuHapom Ha Lennox-Gastaut — LTG, TPM,
Rufinamide*, Cannabidiol * B komounamusi ¢ Clobazam**
>2 1., Fenfluramine* > 2 1.

e mpu cunapom Ha Dravet (SMEI) — LEV, TPM,
Stiripentol*, Cannabidiol* B kom0unauus ¢ Clobazam** >
2 r., Fenfluramine* > 2 r.

Ta6auna 14. IIpenopbruntennu komounanuu ot AIJI 3a MeTuKaMeHTO3HO-Pe3UCTEHTHH MPHCTHIN

KoMounanun Honxonsmmu Hpuunnn

PHT uan CBZ+

LTG - HeBpoTokcuuHu CTp. peakLuu
OXC - HeBpoTokcuuHu cTp. peakuun
ESL - HeBpoTokcuunu cTp. peakinu
TPM - HespoTokcnunu cTp. peakuuu
LEV + CuHepruszmsm

BRV + Cunepruzsm?

LTG nau OXC+

Gabapentin ++ CuHepruzsm

Pregabalin ++ CuHepruzsm

LEV ++ CHuHEepruzpm

BRV ++ Cunepruzpm?

TPM + Cunepruzsm

VPA +

PHT -

CBZ -

LTG + Puck ot 06puBn

TPM + HeBpoTokcnuHu CTp. peakuuu
LEV ++ CHUHEepru3pMm

BRV ++ Cunepruzpm?

LCM + Curepruzsm

*Kem Bcmuku AI'JI moxe na ce mo6asu Clonazepam

J. Oco6enoctu npu npunoxxkennero Ha AIJI npu pas-
JIMYHHU THUIIOBE eNUJIENCHS TPH Aena, OpeMeHHHU KeHH, Na-
IHEeHTH B CTApPYeCcKa Bb3PaCT M MALHEHTH ¢ HHTeJeKTyaleH
neunuT, ¢ Aenpecus, ¢ YePHOAPOOHA HJIHN OHLOPEeUYHA HeloC-
TATBYHOCT

Enunnencus B nercka Bb3pact. M36opst Ha AIJI 3a pas-
JUYHUTE TUIIOBE SMUJICTICHU U CHHPOMH B JIETCKAaTa Bb3pacT €
MpeCTaBeHN Ha Tabuuna 15, a HayaTHUTE U ONTHMAIIHU J031
— Ha tabmunu 11 u 16.
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Taéauna 15. M360p na AI'JI B geTckaTa Bb3pacT NpH enujencuure/ enujentTuynure cuuapomu — I, I monorepanus,

J0M'bJIBAIIA TePANUSs

Enunencus/

I moHoOTepanus
CHHAPOM

AnTepHATHBHA MOHO-/
AON'BJIBAINA TePanus

Bb3Mo0kHA MOHO-/IONIbJIBA-
1A Tepanusi

Cunapom Ha West ACTH

VPA

bensonuazenunu, TPM,
VGB**

C-m Ha Dravet (SMEI) VPA, TPM

Bbensoaunaszennnu, VPA

LEV, Stiripentol*, CBD* B
komOuHarus ¢ Clobazam**>2
r., Fenfluramine * >2r.

Cunapom Ha Lennox-Gastaut VPA, VPA + LTG

LTG, TPM

benzoauazenunu, CBZ,

GBP, LEV, Rufinamide* nan

4 1., CBD* B xoMOWHaNus ¢
Clobazam**>2 r., Fenfluramine
*>2T1

Enunentuyna ennedaJsiona-
Tus ¢ CSWS nin Enexkrpn-

bensonuasenunu, Kop-

LEV, Clobazam**

VPA, ESM

YeH CTATyC N0 BpeMe Ha THKOCTEPOUTH

0aBHOBBIHOB ¢bH (ESES)

UTI'E ¢ adcancu VPA LTG, ESM bensonuazenunu

HUTE ¢ muoxonyc ¢ ujau 6e3 bensonuazenunu, LEV, PB,

I'TKII VPA LTG, ESM TPM , Clobazam**

UT'E ¢ muokonyen T'TKIT VPA LTG, TPM bensonuasennsy, LEV, PB,
Clobazam™**

UTE ¢ I'TKI VPA LTG, TPM LEV, PB, ben3onuazenunu,
Clobazam**
LEV,PB,LCM >4r, BRV>2

DokajHA CBZ, OXC, VPA LTG, TPM, GBP I ESL> 61, ZNS>6 .

Hexaacudpuunpyemu VPA TPM LTG, LEV

Heonarayinu rep4ose PB

* Tlo Ynen 266, an. 2 ot 3JIIIXM u un. 16, an. 4 ot Hapenba Ne
10 ot 2011 1. 3a ycnoBusiTa ¥ peaa 3a jedenue ¢ Hepasperienu
3a ynorpeba B Pery6inka Bbiarapus JiekapCTBEHU MPOAYKTH:

* Rufinamide 3a neuenne Ha cuaapoM Ha Lennox-Gastaut

* Stiripentol 3a nedyeHue Ha cuHApoM Ha Dravet

* Cannabidiol B kombunanus ¢ Clobazam** npu cunapom
Ha Dravet u cungpom Ha Lennox-Gastaut mpu mamueHTa > 2
roguuu; * Cannabidiol mpu jedyeHre Ha TPUCTBITH, CBBP3aHU
¢ TyOeposHa ckieposa komreke (TSC) nmpu manueHTH > 2 T0-
JTUHH

*Fenfluramine- npu cuHzapom Ha Dravet u CHHIpPOM Ha
Lennox-Gastaut npu nareHTy > 2 roauHI

**Peructpupanu or EMA:

Clobazam** 3a neuenne Ha aOcancu, I'TKII, mMwuokio-
HUM, cuHIpoM Ha Dravet m cungpom Ha Lennox- Gastaut;
Nitrazepam** 3a nedenne Ha cuHapoMm Ha West; Sulthiam™**
3a JledeHne Ha QOKalHW MpHCTHIM; Vigabatrin®* 3a nmeuenue
Ha cuHapoM Ha West; Cenobamate**- npu ¢oxannu u B TKIT
(®ATKIT) nag 18 r; ACTH** 3a neuenue Ha cuHapom Ha West.



sayapu 2026

Boacapeka HeBpoaoeust Bulgarian Neurology

37

Tab6auua 16. Bugose perucrpupanu AIJI 3a MoHOTepanusi U A0NMbJBAILA Tepanus ¢ HHAUKALNH, BKJI. 3a JieTcKaTa

BB3pacT

ATJI

MonoTepanus

JlonbJiBama Tepanusi

Valproate (10-50 mg/kg)

Abcancu, ['TKII, pokainnu,
BI'TKIT

Abcancu, I'TKII, ¢pokannu, BI'TKII (OAKTII)

Carbamazepin (10-20 mg/kg)

doxamuan, BI'TKII

I'TKII, ¢poxamxan, B TKII (®KTIT)

Ethosuximide (15-30 mg/kg)

AOcancu

Phenytoin (3-8 mg/kg)

I'TKII, doxanuu, BT TKII

I'TKII, ¢poxanau, BT TKIT (OKTIT)

Lamotrigine (3-10 mg/kg)

AGcaHcu- HauajlHa Tepamnus
2-12 r. — moHoTepanus Ha UT'E,
¢oxaman npuctsu, LGS

Han 2 r. — nonssiBama tepanust Ha UT'E, dpokanuan mpuc-
TBIH, cuHAPOM Ha Lennox-Gastaut

Topiramat (3-9 mg/kg)

Han 2 r.- renepanusupana u
(dokaHa enuIencus

Han 2 r.- renepanusupana u GpokaHa SnueTcus, CUH]I-
pom Ha Lennox-Gastaut

Levetiracetam (40-60 mg/kg)

Hap 16 r.- nauanna GokaaHu
MPUCTBITU

Han 1 mecen- ¢pokanuu u BT TKIT (OIKTII); nax 12
[.-MUOKJIOHUYHU MPUCTHIIU MPU FOBEHUITHA MUOKJIO-
auuHa enwitencus 1 ['TKII

Oxcarbazepine (30-46 mg/kg)

Han 6 1. dpoxamau nu BI'TKIT

Hax 6 1. — poxamam n BI'TKIT (®AKTII)

Brivaracetam (1-4 mg/kg)

Han 2 r. — 3a gompniBamia tepanust npu ¢poxanau u BI'T-
KII(®OKTIT)

Gabapentin (40 mg/kg)

Han 12 r. — pokanHu npuctonm

Hapg 6 r. -nomrenBama Tepanus mpu GpoKaTHu MPUCTBITN

Lacosamide (8-10 mg/kg)

Ha u nan 4 r. — MmoHOTEpanus
1pu GOKATHU NPUCTBITH

Hapn 4 r. — nonbaBama Tepanust npu GpoKaiHu NPUCTBIN

Tiagabine (0,1- 1 mg/kg)

Hapn 12 . — nombiBania Tepanust npu GpoKaiHU NPUCTh-
nu

Eslicarbazepine (10-30 mg/kg)

Hap 18 r. ®okamau u BI'TKII

Hap 6 r.- nomrpaBarmia Tepanus npu Gokanuu u BITKIT
(®AKTID)

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

Cunapom Ha West

Cunapom Ha West

Rufinamide* — 45 mg/kg

Cunapom Ha Lennox-Gastaut > 4 ronrHu, Bb3MOXKHO
[IPY CITUJICHTHYHY CIIa3MH, MUOKJIOHMYHO-aCTaTHYHA
CIUIICTICHS

Stiripentol* — 50- 100 mg/kg

Cunnpom Ha Dravet (SMEI) > 3 ronnnn
Pe3ucTeHTHU (POKAIHU MPHUCTHIIN, CHUJICITHYCH CTATYC

paue 10 5 — 10 mg/kg

Sulthiam** ot 3 mg/kg, rurpu- |

PonannioBa enuinencus cien Heycnex ot apyru AEJL;
doxamau npuctenu u Bl TKIT (®KTII), cuanpom Ha
Rett, enunenTnaau eHue(i)anonaTI/H/I

Clobazam**
0,4-1 mg/kg

Cunapom Ha Lennox-Gastaut > 2 roguHu, CUHIPOM Ha
cunapom Ha Dravet> 2 ronqunu; GokarHu U TeHepatn-
3WpaHU NMPUCTHIN C TEPANIEBTUIHA PE3UCTEHTHOCT
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ATJI MoHoTepanusi JlombJaBaia Tepanusi
Zonisamide

> 6 r. ¥ IOHOLIH
>55 kg- 1 mg/kg TuTpupasne 10

dokamaun u BI'TKIT > 6 roguaun

8 mg/kg

Cannabidiol* Cunzapowm Ha Lennox-Gastaut u cunapom Ha Dravet, B
koMOuHanus ¢ clobazam 3a nanuenTu > 2 roqunu. Jle-

S mg/kg/unesno, THTpUpane 10 | - YeHHE Ha MPUCTBIIH, CBbP3aHU ChC TyOEpO3HA CKIIEpO3a

10- 20 mg/kg P » CBPP yoep P

komruiekc ( TSK)

Fenfluramine*- > 2 r.- 0,2 mg/kg-
10 0,7 mg/kg makcumaJiHo a0 26 | -
mg/IHeBHO

Cunnpom Ha Dravet, Cuaapom Ha Lennox-Gastaut

Felbamate**ot 15 mg/kg Tutpu-
pane 10 30-60 mg/kg no 12 r.

Cunapom Ha West, Lennox-Gastaut, West, Landau-
Kleffner, FOME, Ho npu Heycniex ot apyru AEJI mopanu
CEPHO3HU HEXKEITAHU JIEKAPCTBEHH PeaKIiK (YepHOap00-
HU YBpEJH, alNIACTUYHA aHEMUS U JIP.).

* 1o Unen 266, an. 2 ot 3JIIIXM u 4. 16, an. 4 ot Hapen-
6a Ne 10 ot 2011 r. 3a ycnoBusiTa 1 pesia 3a Jieuenue ¢ Hepaszpe-
mieHu 3a ynorpeba B Peny6nuka beiarapust nekapcTBeHH Ipo-
TYKTH:

* Rufinamide 3a neuenne Ha cuaapom Ha Lennox-Gastaut

* Stiripentol 3a neuenue Ha cuHAPOM Ha Dravet

* Cannabidiol B kom6unanms ¢ Clobazam** npu cungpom
Ha Dravet u cungpom Ha Lennox-Gastaut mpu manueHTa > 2
roguuu; * Cannabidiol mpu nedeHre Ha TPUCTHIIH, CBbP3aHU
¢ Tybepo3na ckiepo3a komiuieke (TSC) npu naruentu > 2 ro-
JVHH

*Fenfluramine- npu cunzapom Ha Dravet u cHHIpPOM Ha
Lennox-Gastaut mpu maniueHTH > 2 TOTUHA

**Peructpupanu or EMA:

Clobazam** 3a neuenue Ha abcancu, I'TKII, mMwuokio-
HMM, cUHApoM Ha Dravet u cunapom Ha Lennox- Gastaut;
Nitrazepam** 3a neuenue Ha cunapoM Ha West; Sulthiam**
3a JedeHne Ha (HOKaTHM NPHUCTHIN, Vigabatrin®** 3a medenne
Ha cuHpom Ha West; Cenobamate™*- npu pokanuu u BI' TKII
(OATKIT) nan 18 r; ACTH** 3a neuenue Ha cuaapom Ha West.

Jleuenue npu ¢edpuanu ropyose (®I')

1. OcTpoTo Jedenue npu GeOpPUIHY I'bPUOBE BKIIOUBA JIe-
YeHHe Ha OCHOBHOTO 3a0oiisiBaHe M HA MPOABJDKUTETHHS PI°
KaKTO IpHU enuientudeH craryc ¢ Diazepam — 0,3-0,5 mg/kg
PEKTaJIHO WJIM MHTPABEHO3HO. AHTUIIMPETUYHOTO JEYCHUE C
Paracetamol (Acetaminophen) u Ibuprofen He mpomeHs prucka
ot peuuausupamu OI, Ho MogOOpsiBa OOIIOTO CHCTOSHUE HA
JETETO IIPH IMOHMKAaBAaHETO Ha TeMIIepaTypaTa.

2. [IpopunakTuyno gevenue. [IpemopruBa ce HHTEPMHU-
TeHTHa npoduiakTuka ¢ Diazepam MM NOCTOSHHO JICYEHUE C
Valproate criopen pucka ot peruausupaiiu OI. He ce namara
nedyenue npu npoctu @I MHTEpMUTEHTHAaTAa TPOPUIAKTHKA
Ha @I ¢ diazepam cHmkaBa pucka 3a peruausupany OI. [To-
CTOSIHHOTO JIEYEHHE C aHTHKOHBYJIcaHTH npu OI' He mpodu-
JIAKTHPA PUCKA 32 CTIUIICTICHS.

* UHTepMuTeHTHA NpPOPHIAKTHKA ¢ PeKTaJeH WJIH
opaJsied Diazepam ce npenopbuBa npu OI' ¢ Hayano nox 1
r.; hammiHocT 3a OI' B eUH OT POAMTENHNTE; 2 MM IOBEYE
OI" wam yectn DI (2 3a 12 vaca, 3 3a 6 mecena uiau 4 3a 1 1.):

Diazepam — 0,3-0,5 mg/kg pexmanno nipu to nazg 37,50 C mpe3
12 gaca (TepameBTHYHA TJIa3MEHa KOHIIGHTpaunws cien 2-4
MuH.) unu opanen Diazepam — 0,3 mg/kg npe3 8§ gaca (Tepa-
MEeBTUYHA IJ1a3MeHa KoHueHTpamus cien 30-90 mun.) 1o ade-
Opwtau 24 4. (ipreM 10 3 THH).

 IIpu Bucok puck ot peunauupamu ®I' (cpueranue
OT yCIIO)KHEHH TposoHrupann ®I' >15 MuH., HEBPOIOTHYCH
nedunut, Bp3pact moj 1 r., yectu O, OI' B mbpBust yac Ha
(bebpuHoTO 3a60s1BaHe MiH mipu to<380) ce mpenopbUBa 10-
CTOSTHHOTO MpoduiIakTU4HO JieueHue ¢ Valproate 30 mg/kg 3a
1-2 1. Ipu n3cneBaHus 3a YEPHOAPOOHH QYHKIIUH.

KonTpauenuusi npu ’eHu ¢ enujencus, jJeyeHue npu
OpeMeHHOCT U KbpMeHe

IIpu :keHuTe c emmiencusi TpsadBa jJa ce mpeajara
e)eKTHBHA KOHTpALeNIus 32 N30sirBaHe HA HeIJIAHUPAHA
OpemeHHoOCT. PuckoBere 3a 3a0peMeHsiBaHe, BbIIPEKH KOH-
TPaNenuusiTa, KAKTO ¥ 32 KPAaTKOCPOYHHUTE H JTBJT0OCPOY-
HH CTPAHUYHH e(peKTH 0T BCEKH MeTO/ HA KOHTpalenus
TpsA0Ba Aa ce 00SICHABAT BHUMATEJIHO. PUCKBT OT HEyCIIenTHa
KOHTpaUenus Mpu keHu Ha gedeHue ¢ AI'J] eH3uMHHN HHIYK-
TOpH € 3 IBTH I0-BUCOK B CPAaBHEHHUE ChC 3/[PABUTE KEHU. B
tepaneBTHuHU 1031 mox 200 mg/nu. TPM He B3aumopeicTBa
C IepopaTHUTEe KOHTPALENTHBH, ChABpKamu norethisterone
u ethinylestradiol. B mo-Bucoku no3u (200—-800 mg/nn.) TPM
MOXe Jia yBeln4H cinabo kiaupbHca Ha ethinylestradiol. Tlpu
skenu Ha nedeHue ¢ ATJ] eH3uMHM HHIYKTOpU e(DeKTUBHOCTTA
Ha NEepOpATHUTE KOHTPALCTITUBY MOXKE J1a c€ MOBHUILIHU C yBe-
JIM4aBaHe jo3aTa Ha ectporenute 10 50 pg (Mmakcumym 70 pg),
HaMallsiBaHEe Ha CBOOOJHUS OT JIEKapCcTBa MHTEpBaJ OT 7 10 4
JTHU ¥ BbBEXKIaHE Ha TPOCH IUKBJI (IIPHUEM Ha 3 OTTAKOBKH €HA
cies1 Ipyra). YMECTHO € KOMOMHHpaHe ¢ PyTH METOIU 3a KOH-
Tpauenuus — GapuepHu METOJU, TPAHCACPMAIHU TUIACTUPHU U
Ip. 3a KOHTpALEMIUs Clie]] II0JIOB aKT Ce MPEernopbyBa JBOHHA
no3a levonorgestrel (6 mg B pamkute Ha 120 vaca ciexn moio-
Bus akT). [lepopanHuTe KOHTPAaLENTHBU MOTAT J1a IPOMEHST
e¢pukacHoctTa Ha HAKou AI'JI — mamp. Ha LTG, ocoGeno B mbp-
Bute 3 nHU npu MoHoTepanus ¢ LTG u npu ectporeH-cbanp-
KAl KOHTpaleNTHBH. JIMICBAT TOCTATHYHO JOKA3aTENICTBA
3a e()eKTHBHOCTTA HA KOHTPALECTITHBH ChIBPIKAILN CAMO IPO-
IeCTEPOH NpH XKeHH Ha jgedeHne ¢ AI'J] — eH3MMHM HHAYKTOPH.
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Puckose 3a OpeMeHHaTa KeHa:

* Puck ot yyecTsiBaHe Ha npHucTbNUTE (yBeIUYEH 00eM
Ha pasnpe/ielicHUe Ha JIeKapcTBaTa, IPOTEMHOBO CBBP3BAHE U
yepHOAPOoOeH MeTaboIN3bM) — JO3UPOBKATA CE TTOBHUINABA 110
TIpeIeHKa CJIe U3CIeBaHe Ha CEPYMHO HUBO.

* Puck 3a ycJI0’KHEHH S HA MalKaTa — IPECKIaMIICH S, XH-
NIePEME3NC, IPEKIEBPEMEHHO PaX1aHe, aHeMHUS.

* [Ipu pa:kaane — 1- 2% OT XCHUTE C MMUJICTICHS M0TyYa-
BAaT MPUNIATBIN.

* HeBposiorsT He B3eMa OTHOIIeHHEe 32 BOJeHETO Ha
pa:k/aHeTo, BH/Ia HA PoAOpa3pelleHHeTo H aKyIIepcKOTO
noBeJeHue

Puckose 3a niioga:

* Puck 3a maadopmanuu — 25% 1o BHCOK 3a KEHHUTE C
SNMJICTICHSI B CpaBHEHHE C O0mara MOmyJjamus W Ho4TH 2
BT TIO-BUCOK MpPH AHTHKOHBYJCAHTHO JICYCHHE — TOJIEMH
Mandopmanuu (nedekTn Ha HeBpajHaTa TpbHOAa Karo spina
bifida, opodaunanuu nedextu karo palatum fissum, cbpaeu-
HU Majdopmannu, XUIocnaana) 1 Majku (XUIEPTEIOPU3bM,
eMUKAaHTYCH, XUIOIIAaCTUYHY NpbeTH). [IpenopbuBar ce yi-
TPa3BYKOBH HM3CIICIBAHMS Ha ILIOJA — B HAYAJIOTO HA OpeMeH-
HOCTTA, IIpe3 3-TH, 6-TU U HAYAJIOTO Ha 9-TH J.M., @ IPH CHM-
HeHHe 3a Majpopmanus — u3cieaBane Ha ajda-peTonporenH
U aMHHUOLICHTE3a.

* [IpenopbKH 32 NoBeeHNe NPH OPeMEeHHH U KbpPMelu
JKeHH C eluJIencust

1. TIpu ’keHU ¢ TPUCTBIIM MO BpEeMe Ha BTOpATa I10-
JIOBMHA HAa OPEMEHHOCTTa, KOUTO HE MOTAT ChC CUTYPHOCT Ja
ce OmpeaeNaT KaTo eMIJIENTUYHH, Ce 3all04YBa JICYCHHE KaTo
3a eKkJIaMIIcus (Marue3ues cyidar) 0 IbJIHOTO AUAarHOCTUYHO
yrounsiBane. MPT u KT ce cuurar 3a 6e30macHu, a pUCKbT 3a
710712 IPU €AHOKPATHA EKCIO3UIIMS € MUHUMAJICH.

2. Ilpu BCHYKM “KeHH € eMHUJIeNcHs ce MPenopbuBa
npueM Ha oueBa KuceanHa S mg/d npeau 3adépemMeHsiBa-
HETO W MOHe /10 Kpas Ha NbPBUSI TPUMeCTHP Ha OpeMeH-
HOCTTA C LleJ1 HAMAJISIBaHe HA PUCKA OT BPOJeHH AHOMAJIHH.
PuCKBT OT rojeMu BpoIeHH aHOMAJIMK 3aBUCH OT BUJA, Opost
n no3ata Ha AI'JI. LTG (mox 300 mg/nu.) u CBZ (nox 400 mg/
JIH.) ca CBBP3aHHU C Hail-MaJIbk puck. Hali-BUCOK € pUCKBT 1pH
npuem Ha VPA (10,7/100) nnu monurtepanus (16,8/100) B cpas-
Henue ¢ 2,3/ 100 npu xenu 6e3 enwmencusi. Criopes perucTpu
Ha BenukoOpuranus u Mpnanaus, pucKbsT P MOHOTEPAIIHS C
LEV (0,7/100), cbI11o e mo-HUCHK B CpaBHEHHE C ITOJIUTEPATTHS
(5,6/100). JIumcBat AOCTAaTHYHO JIOKA3aTEJICTBA 332 PHCKA MPH
MoHoTepanus ¢ gpyrute AI'JI. PUCKBT 3a MMOBTOpHA BpojeHa
aHomalus ¢ no-sucok (16,8/ 100) mpu jxeHH, KOUTO UMaT Be4e
JeTe C BPOJCHA aHOMAaJIHSL.

3. [lpuemst Ha VPA 1 nonutepanus ¢ npyru AI'JI rpsoBa
Ja ce MUHMMH3HPa Npeau 3a0peMeHsIBAHETO cJie]l BHUMAa-
TeJIHA MPeleHKa OT eNMUJIeNTOJIOT.

4. IlpuembT Ha Tonumpamar e NPOTHBOBONKA3aH NPH
“KeHH ¢ JieTepojieH MOTeHIHAJI, 0CBeH aK0 HSIMa APYro aj-
TepPHATHBHO Jie4eHHe M aKO0 HU3I0JI3BaT BHCOKOe()eKTHBHA
KoHTpanenuus. Criopea nocJjieIHH NPOy4YBaHUS MPH JeLa,
M3J10KEHH HA Tepamusi ¢ TONMHPaMaT KaTO MOHOHepamust
10 BpeMe Ha OpeMeHHOCTTa UMAT NPUOJIU3UTE]IHO 3 IBTH
MO0-BHCOK PHCK OT roJieMHd BPO/IEHH AHOMAJIMH, BKJI. IeNKa
Ha ycTaTa U He0eleTo, XUIOCNAAUsI M AHOMAJIUH Ha pa3-
JINYHM OPTaHHU U CHCTEMH B CpaBHeHHe ¢ pepepeHTHA rpy-
na, HemsjaoxeHa Ha AIJL. PuckoBere 3a ronemu BpoJaeHH
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a”HoMajuu ca ot 4.3% ( 1.4% B pedepenTHaTa rpymna) a0
9.5% (3% B pedepenTHaTa rpyna). Crol1asa ce 3a 10-Bu-
COKa 4eCcTOTa Ha HOBOPOAEHHU C HUCKO TETJIO MPH PaXKIaHETO
(mom 2 500 rpama) u ¢ MO-HUCKO TETJIO CIIOpPE]] FeCTAIMOHHA-
Ta Bb3pacT IPH MOHOTepaIus ¢ TONHPAMaT HA MaiiKuTe ¢
enuiencusi. Cro01aBa ce 3a 1o-BUCOKa 4ECTOTA Ha HOBOPO/e-
HU ¢ Pa3cTpolicTBa OT ayTHCTUYHHUS CIIEKTHP, HHTEIEKTyaJIeH
nedunut 1 CHHAPOM Ha 1eUINT HA BHUMAHHe U XHIIepaK-
TuBHOCT (ADHD) mpm maiiku ¢ enuiencus, npuemMaJjn To-
nupaMar 1o BpeMe Ha OpeMeHHOCTTA, B CPaBHEHHe ¢ Jela ¢
poeHu oT Maiiku ¢ enuJiencus, Henpuemaau ATJL.

5. Ha BcMuKu HOBOPO/IEHU HA KE€HU C SIHUJICIICHS JIe-
kyBanu ¢ AI'JI ensumun unaykropu (CBZ, PHT, PB, PRM,
OXC, TPM, ESL), TpséBa na ce mpuiara 1 mg surtamun K
HHTPAMYCKYJIHO € IIeJI MpeBeHIis HAa XeMoparn4yna oJiect
Ha HOBOPOJeHOTO. JINNcBaT 10CTATHYHO /I0Ka3aTeJICTBA 32
He00X0AMMOCTTAa OT NpuJjarane Ha BuTamMmuH K npu :xennre
C enuJIencHs 3a NpeBeHIHs HA XeMOParuu cJieJ pakJaHe-
TO.

6. [IpuemsbT (IepopalieH 1M pU HEOOXOAMMOCT MapeHTe-
panen) Ha ATJI TpsdBa 1a NPOABJIKH M0 BpeMe HA pask/ia-
HeTo. JIuncBar npoy4yBaHus 3a onTuMaJjeH usdop Ha AlJl
NpH NPHCTHI 1O BpeMe Ha paxaaHe. IIpn enmientuyen
craryc 3a npeanoyurade ca AI'JI or rpynara Ha GeH301M-
a3enuHuUTE.

7. IIpenopbYUTETHO € IPOIBIDKUTETHO MOHUTOPUPAHE HA
IIJIO/IA TIPH JKEHHU C BHCOK PHUCK OT IIPUCTBII IT0 BPEME Ha paxk-
JlaHe, KaKTO 1 CJIeJ IOy YeH MPUCTHII [0 BpEeMe Ha pakIaHeTo.

8. ObnekuaBaHeTo Ha 6OJIKATA IO BpEMe Ha pakJaHe
IIPU KEHH C CMMJICTICHSI € MHOT'O Ba)KHO C LIeJ] MUHUMHU3UPaHe
Ha NPOBOKUpAIIK GakTopu 3a npuctbiute. JlokanHata aHec-
Te3us (enuaypatHa, ClIMHAJIHA, KOMOHMHHPaHa) e 6e30macHa.
Diamorphine e 3a npegnounrane npes pethidine (enunenrore-
HeH e(eKT) 3a aHANTe3us 1o Bpeme Ha paxaane. [Ipu HeoOxo-
JUMOCT OT 00II[a aHECTE3HsI € 3a MPEAMOYUTAHE /1a ce n30srBar
anecrerunu kato pethidine, ketamine u sevoflurane.

9. JluncBaT KOHTpaUHAMKALIMY 32 [IPUJIaraHe Ha UHIYIH-
paiy paxkIaHeTO MEJUKAMEHTH IpPU XKEHU C CHUJICTCHS Ha
sedyenue ¢ AI'JL

10. Ilpu sxeHUTE C eMHIIETICUS TPsIOBA Ja Ce MPerophIBa J1a
npoxbsikat npuema Ha AT'JI csien paskaanero. [Ipenenkara 3a
KbpPMEHE € MHJMBH1yaJlHa, HO TPsOBa ja ce MMa IPE/BU]L, Ye
LTG, LEV, TPM npemuHaBar B Mo-rojsiMa CTENeH B KbpMaTa
B cpaBHeHue ¢ VPA, CBZ, PHT.

11. Cren pakIaHETO € IMpETNopBUNUTETHA IMOJIKpena Ipu
MaHKHUTE C eMUJIETICHS, C KOSITO Aa C€ MHHUMH3HUPAT TPOBOKH-
pamuTe npucThnu (HaKTOpH KaTo ChbHHA JENpHUBALUs, CTPEC,
6omnka.

12. Axo no3ata Ha AIJI e OuJia 3aBMIeHA IO BpeMe Ha
OpeMeHHOCTTA, TPAOBA 1a Ob/le peBU3MPaHa B PAMKHUTE HA
10 aHu cJen pakJaHeTo ¢ HeJ H30sirBaHe HA MOCTNAPTAJIHA
TOKCHYHOCT.

IIpn neyenme B cTapuecka BB3PacT ce MpernopbyuBa
no-uucku no3u Ha ATJI, mopaau 3abaBeH YepHOIPOOEH MeTa-
00JIM3BM U CHHWIKEH ObOpedeH KiupbHC. [Ipu nanuenTy ¢ enu-
JIETICHS B CTap4ecka Bb3pacT U CIHJICTICHS U MHTEIeKTyaJleH
nedunut (IQ<70) ce mpermopbYBAT MEAUKAMEHTH, HEMOBIIHUSI-
BaIl[d KOTHUTUBHUTE QYHKIUH, & TIPU ACTIPECHSI — METUKAMEH-
T, HenoBausiBauy noseaenueto (Tabmua 17).
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Taéuauna 17. Epextn Ha AT'JI BbpXY KOTHUTHBHUTE (PYHKIIMH U NIOBEeHHETO

ATJI Koruntupau pynkunuu IloBenenue

Carbamazepine MuHnumanex Crabuin3arop Ha HACTPOCHHETO
Phenytoin VYBpexaHe Hewussicueno

Phenobarbital VYBpexaaHe Henpecus

Valproate Munumanen Crabmin3arop Ha HACTPOCHHUETO
Clonazepam VBpexaane Crabunu3arop Ha HACTPOCHHUETO?
Gabapentin Munumaner MunumasieH

Lamotrigine MuHumanex Munumanex

Levetiracetam Munumanex Munumanex

Oxcarbazepine MunumaneH MunumasneH

Tiagabine Munumainen Munumaien

Topiramate VYBpexaane MuHKMMaJeH, ChOOIICHHS 32 IICUX03U
LCM Hewussecten Munumanex

BRV MuHuMaiIeH MuHHMaeH, ChOOIICHHS 3a IICUXO03H

IIpu nanuenTu ¢c 0b0peyHa U YePHOAPOOHA HEJOCTATHY-
HocT n360psT Ha ATJI € cboOpa3eH ¢ MsACTOTO Ha MeTaboIH3Ma
n exckpennsita Ha ALJI. Phenytoin He ce mpenoprsuBa mopaan
HeJIMHEeapHa KMHETHKA, YePHOAPOOHA aBTOMH Ty K111, MHOXKE-
CTBO JICKapPCTBEHH B3aMMOJCHCTBUS U BUCOKA CTENEH Ha IPO-
TEMHOBO CBBp3BaHe. Phenytoin n Banmpoaru Morat aa npeaus-
BHKAT 4epHoupoOHa yBpema. Gabapentin u levetiracetam ce
eKCKPEeTHpaT IIIaBHO Ipe3 OBbOperuTe 1 J03MPaHETO UM CE Ch-
obpa3zsBa ¢ ObOpeuHaTa HeAOCTATHYHOCT. Te ce mpuaraT npu
YepHOAPOOHA HEIOCTATHYHOCT U NP Bb3MOXKHA JICKAPCTBEHO
HHAYLUpaHa eTuosiorus. Lamotrigine, koiiTo ce Mmetabonnsu-
pa upe3 IITIOKOPOHU3UPAHE CBIIO CE ITPUIIara pu HAKOU Malu-
€HTHU C YepHOAPOOHA.

Jleyenue npu npoBoxkupanuTe npucrsnu: Kparkorpai-
HO JIeyeHHe ¢ OEH30/IMa3eMHN PEAYHpPaA PUCKA OT IPUCTBIIH
NpH NpeycTaHOBsIBaHe Ha ajkoxos U delirium tremens. Cren
OCTBHP MO3BYEH MHCYJIT MM HEBPOXUPYPIUs HE ¢ HEOOXOIH-
Mo npounaktuyHo negenne ¢ AIVL. 3amounarure AIVI cien
OCTBHP MO3BYCH MHCYJIT C€ U3KJIIOUBAT NOCTEIICHHO. JleueHue ¢
ATJI ce npoBexaa Mpu HEMIPOBOKUPAHU MPUCTBIIH C TIOCTUH-
CyJITHA ITPUYHHA.

E. JIabopaTopeH KOHTPO.I

* [IKK, koarynanuones npodui, 4epHogpoOHH U OBOped-
HU QYHKIUH, ChOOPA3HO HEXKETAHUTE PeaKI[MH HA IIPUSMAaHU-
te AT'JI, Korato € HEOOXOIUM.

o JlekapcTBEHO MOHHMTOpPUPAHE — IpPU yTOUYHSBaHE Ha
nosata Ha VPA, CBZ u Phenytoin cieq KOeTO MOHHUTOPUpPAHE
ce U3BBPIIBA |/TONUIIHO U IPU HEOOXOAMMOCT (ITOJUTEpaIns,
TOKCHYHHU PEaKIUu, pueM Ha phenytoin, yepHOApOOHA U Ob-
OpeuHa HEJOCTATBYHOCT, ChACOHO-MEIUIIMHCKA EKCIePTH3a),
€)XKEMEeCCUeH KOHTPOII ITpH OpEeMEHHHU.

K. IlpeycranoBsiBane Ha jJedeHueTo ¢ Al'JI

Cren 2-5 r. 6e3npUCTBIICH MEPHOJ Ce MpeleHsIBa HE00X0-
JUMOCTTa OT PEAYKIHUs U NPEYCTaHOBSABAHE Ha JICYCHUETO C
ATJI, koeTo ¢ MUHAUBUYaIHO 3a BCEKH MAlLlUCHT CIOpE] BUA
Ha CMUJICTICUATA, HEBPOJOTHYHUS U MHTEIEKTyaJleH CTaTyc.
Wnnonatndnute HOKAIHUA ASTCKH SMUJICTICHH OOUKHOBEHO ca
¢ 100pa nporuo3a u 6e3 nocneasamu peuuusy. OBeHMIHaTA
MHOKJIOHIYHA EMWJICTICHS € C J0OBP KOHTPOJ Ha MPHCTHIUTE
TP HUCKH 03U, HO ¢ peruansHy npu 80-90% ciern mpeycTaHo-

BsIBaHE Ha JICYEHHETO B IbPBUTE 2 I. U HAJIara NPOJbJKUTEIHO
nedenue. Penuanusure npu Bp3pactuTe ca 40-50%, npu nena-
Ta — 0K0JI0 25%. [lo-GnaronpusTHa € MPOrHo3ara 3a puck OT
penuauHu cien cnupane Ha AI'JI mpu manuenTuTe ¢ HOpMa-
Ha EEI cnen cpHHa menmpuBanus U HopMaiaHa Mo3buHa MPT,
OTKOJIKOTO IIPH MAIIMEHTH C eNIeNTH(HOPMEHH WIH (HOKATHH
aOHOPMHOCTH TP ChHHA JICTIPUBALMS U/UITH (HOKATHH KOPOBU
abHopmHocTH B MPT. Jlpyru daktopu 3a pucK OT peuuauBU
caen AT'JI mpeyctanoBsiBaHe ca:

» Abnopmua EEI" (mo-HeGnaronpusiTHH ca MePCUCTUPALIN
enIenTUPOPMEHH pa3psiaIu Uik GokaaTHU aOHOPMHOCTH)

» A6rnopmua mMo3puHa MPT (ocoGeHo B KopoBHTE U JTUMO-
WYHU 007aCTH)

* By npucTbiu (110-HeOJIaronpusTHU ca TOHHYHUTE HIIN
ATOHUYHH MPUCTHIIN)

» CpueTaHue Ha PA3JINYHU BUJIOBE MPUCTBIIN

* ['omstm Opoit 1 yecToTa HA IPUCTBIIUTE

¢ TonsiMa MPOABIKUTEIHOCT HA CHUJICTICUSTA IPEAH TSI 1
0bJe KOHTPOJINpaHa

» Kparka npoabKUTEIHOCT Ha NEPHOJUTE 0€3 IPUCTBITH.

Oxono 75% ot pennnusute cien cnupane Ha AI'JI ca mpe3
mepBarta roguHa, 50% — B mepBuTe 3 Mecena. AI'JI ce pexyun-
part 6aBHO, 0oco6eHo phenobarbital u GeH3oHa3zenUHU.

3. JleueHneTo Ha enuJeNTHYeH CTATYC CE M3BBPII-
Ba B OTJEJICHHE C BB3MOXKHOCT 32 MHTEH3UBHO JICYCHUE U
JUXaTeIHa peaHUMalMs, KBJIETO CE OCHIICCTBSIBAT EJIEK-
TpOoQU3HOIOTHYHH, HEBpOM300passiBaiid, OHOXMMHYHH,
JIMKBOPHH H3CJCIBaHUs, CEPyMHH HHMBA Ha MCIMKAMEHTH,
penTreHorpadus Ha 051 P00, MOHUTOPUPAHE U MO TbPIKAHE
Ha JKU3HEHOBAXXHHUTE (YHKIMH, BKJIIOYUTEIHO HapKO3a MpH
HHTYyOalus U NOAbPKAHE HA U3KYCTBEHa OenoapoOHa BeH-
ThIanus. MEepKH 3a arpeCMBHO aHTHETTHIICTITUYHO JICUCHHE
nosezneHue kato npu EC ce npeanpuemar, ako nNpUia bluTe
npoabikaBaT HaJ 10 MuH.

Jlo6onununo neuenue Ha EC:

» OcurypsiBaHe Ha IPOXOJUMOCT HA JINXATEIHUTE MIBTUILA

» OcurypsiBaHe Ha TIOCTOSTHEH BEHO3CH BT

» Diazepam— Benosuo 0,2 mg/kg., mpu nema 0,3 mg/kg,
pexranso 0,3 mg/kg, npu geua mo 0,5 mg/kg, Phenobarbital
10-20 mg/kg i.m.

Boranuno neyenne na EC:
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1. OcurypsiBane Ha MPOXOJUMOCT Ha JUXATCIHHTE
II'BTUIIA, OAIbPIKAHE AUIIAHETO, aPTEPUATHOTO HAJATaHE U
LUPKYJIALUATa, OCUTYPSIBAHE HAa BEHO3CH ITBT; MOHUTOPUPAHE
na tenecHata T, AH, EKT u nuxarennara QyHKIIHs.

2. H3cnenBaHe Ha cepyMHU CIICKTPOJIUTH, ITbJIHA KPbB-
Ha KapTHHA, ypes, KpbBHa 3axap, AKP u ra3os cbcraB Ha
KpBBTa, YepHOAPOOHU (YHKIINU, HUBA HA aHTUKOHBYJICAHTH,
QJIKOXOJI, TOKCHKOJIOTMYEH CKPHHUHT U ChOTBETHA KOPEKIIUS.

3.  bBoaycHo BbBexgaHe Ha rioko3a (40% 60 ml),
Thiamine 160 mg i.v. (mpu neua u Vit B6) npu Bb3MoxHa XU-
MOTJIMKEMHU S WJIN AJIKOXOJIHA WHTOKCUKALUS

4.  benzoauasenuHu

* Diazepam — Beno3no — 0,2 mg/kg (3a mena — 0,3 mg/kg)
niu pekraino 5-10 mg (3a geua 0,5 mg/kg); noBrapsiHe Ha J10-
3ara cien 30 muH, 3a 1 gac — 1o 60 mg, 3a 24 gaca — 10 200 mg
IIPY TOTOBHOCT 3a OpoTpaxeaiHa nHTyOauus. Kynupanero Ha
MIPUCTBIIA € B IPONOPLUOHAJIHA 3aBUCUMOCT OT CKOPOCTTa Ha
BBBekKIaHe Ha Diazepam, HO pu OBbP30TO BEHO3HO BBBEXKIaHE
CBINECTBYBA PUCK OT AENPECUs Ha AUIIAHETO U apTephaiHa
XHUIIOTOHHS, KOCTO Hajara TOTOBHOCT 33 aCHCTHUPAHO AUIIAHE.

* VPA (Depakine) — 15-20 mg/kg 6onyc iv. (50 mg/muH),
nojabpikaiia go3a 1 mg/kg/gac.

» Phenytoin — natoBapBane — 20 mg/kg 6aBHo i.v. (50 mg/
MHH), 3a 24 gaca — 10 2000 mg; [IpeaumMcTBO — IBATOTpAHO
JIefiCTBHE.

IIpu EC, nponsmkaBant Hax 60 MUH. — BEBEXK/IaHE B Hap-
Ko3a (pu MHTYOUpaH OOJIeH):

* Midazolam natoBapsamia no3a — 0,15 — 0,20 mg/kg (<0,4
mg/Mun), nogabpxkama — 0,1 — 0,4 mg/kg/4ac.

* Tiopental Na 5-6 mg/kg no 500 mg 6aBHo i.v. 3a 3-5 MHH.
n noaaspxane ¢ 1-5 mg/kg/gac no nosisa Ha EEI" nmatepH Ha
MOTHCHATH 3aJIIIOBE.

* Propofol naroBapama no3a- 1-2 mg/kg, nonabpxania —
3-10 mg/kg/uac.

Jleyenne Ha ycnoxHeHusta Ha EC: Ha pabmommosnrta —
MOAIbPIKaHE HOPMaJHA JMype3a ¢ BOJHO-COJIEBH Pa3TBOPH
3a npejnasBaHe oT ObOpedHa HEAOCTATBYHOCT, HA XHUIIEPTEp-
MUsITA, HA MO3BYHHS OTOK — ChUYCTAHHEC HA XMIICPBCHTHIIAIIHS
¢ Mannitol, KOpTUKOCTEPOUIHU, HA CHI'BTCTBAIN UHPEKI[UHU-
anTHOMOTHYHA Tepanus. [ToaabpkaHe Ha ChPIEUHO-ChOBATA
GbyHKUUs, Tpu XUnoToHus — Dopamine i.v.

N. HeBpoxXupypru4Ho jJedeHune — Ipy TeparneBTHIHO-PE3-
HCTCHTHH CHIJICTICUY U HSIKOU CHMUJICITHYHH eHIe(aIonaTHu
B JIeTCKa BB3pacT. Llen Ha omepaTUBHOTO JIeYEHUE € OTCTpa-
HsIBaHE Ha ENMJICNITOreHHATa 30Ha, F'eHepUpalla MPUCTBIINTE,
WJIM IPEAOTBPATSBaHE PA3lPOCTPAHEHUETO HA CUIICIITHYHU-
TE€ paspsiiv, a B PEAKH CIydyau IpU MHOXKECTBEHH (oKycH —
JIOKaJIM3UpaHe JI0 eTUHCTBEH (OKYC.

HeBpoxupyprudno nedeHne Ha eMUICTICHUTE CE MPOBEXK A
nipu okoiio 10- 15% ot enmnentuyno Oonuure. Kanaunatu 3a
SMMJICTITUYHA XUPYPrHs ca:

* PesuctenTHu (popMH CIpsIMO aJeKBaTHA Tepamus, po-
BE’KJIaHa 3a I0CTAaThUECH [IEpUOJ OT BpeMe, ¢ oBeye oT 2 AIJI,
CaMOCTOSTEITHO VTN KaTO TOJTHTEPAITHSs;

* YTOYHEHA EMUJICITOTCHHA 30HA, TOKATU3UpaHa B ,,Tuxa”
KOopoBa 001acT (T.e. 6€3 HJIM ¢ OTHOCUTETHO HUCHK PHCK 32 T0-
CTONEPAaTHBEH HEBPOJIOIMYEH AC(UIINT); JIUIICA HA KOHTPAUH-
JUKAIMK 33 XUPYPTUYHO JEYEHHE.

Enunencuu 6e3 MHAMKALNSA 32 TUICITHYHA XUPYPrHs ca:

1. TlanweHTH ¢ MHOTO BHJIOBE IIPUCTBIIH OT Pa3IMYHU
o0acT Ha MO3bKa, OCBEH aKO €JUH BH] HE € JOMHHHpAIL U
MHBAJINIU3UpAIl. 3aJbDKUTEIHA OLEHKA C MPOABJIKUTEIHO
Buaeo-EEI" MonuTopupane.

2. ITlaumeHTH ¢ ABYCTpaHHA XHMIIOKaMIajIHa aTpodus B
MPT.

3. TlanueHTH ¢ MAMOMATHYHU (TE€HETUYHH) TCHEPAJIH-
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3MpaHM CMUJICTICHHU, ChC CAMOOTPAHMYABAIIH CE JCTCKU CIlHU-
JICTICHH ¥ IOBEYETO PeICKCHH SIHUIICTICHH.

4. Bw3pactau ¢ audysHa (MynTunobapHa) H 0COOEHO
JIBYCTpaHHA MOJMMHKPOTHPHs WM CYOKOPTHKAaJIHA JEHTO-
BHUJIHA XETEPOTOINHSI.

VIHTeNeKTYaIHUAT Ae(UIUT, 0COOCHO B IETCKa BB3PaCcT U
MIPH HSIKOM CHHJPOMH, HE € TPOTHBOIIOKA3aHHE 32 PE3CKTHBHA
WJIHM TIaJIMaTHBHA MHTEPBEHLUS; B MHOTO Clly4ad MpeaoTBpa-
TSBAaHETO HAa MHBAJIHIN3UPALIMTE IPUCTBIN U TTOJOOPSIBAHETO
Ha EET" (u3ue3BaHe Ha XUIICAPUTMHSI, HA OOMYallHUTE aOHOPM-
HOCTH ITpu cuHApoMa Ha Lennox-Gastaut) Boau 10pu 10 M0/0-
OpeHO KOTHUTHBHO (pyHKIIMOHHPAHE.

HeBpoxupyprudHo Je4eHHe ce MPeANpueMa Ciiell peasa-
pUTEIIHA MYJITHANCIMIIMHAPHA OLICHKA Ha 0a3ata Ha W3BBp-
LICHY NIPEXUPYPrUYHU H3CIESIBAHUS 110 TIPOTOKOJ (TIPUIIOKE-
HUeE).

IIporokoa

I eran — M36op Ha xanampatu (cbriuacHo Schuele &
Lueders, Intractable epilepsy: management and therapeutic
alternatives. The Lancet Neurology, 2008,7).

II etan — I[Ipexupypruuta [uarHocTHKa

1-Ba ¢aza — HenHBa3uBHU U3CIICIBAHUS

1. Ipoassxurenno Buneo- EEI" MonuTopupane B cre-
OUAJTU3UPAHO OT/EIEHNE Ha EMUJIITHUCH LEHTBP — pEeTHc-
Tpanus Ha TpUcThU enqHoBpeMenHo ¢ EEI" u Buneo. B Hskoun
cIydau ce Hajara peayuupane u aopu cnupane Ha AILJI, u
CchbHHa JAenpuBanusa. B moeeueto cnydam ce nposexaa EED
10 pa3IlMpeHa eNeKTPOAHA CXEMa — M3MO0NI3BaHe Ha IpPeJHU
TEMIIOPAJIHU (TEeMIIOpO-0a3allHi) eJIEKTPOAH M TEMIIOPO-TO-
CTEpPHOPHU (peTpoaypHKyJIapHU) €NEeKTPOAH, 3aBJIKUTEITHO
c orBexaane u Ha EKT.

Wnrepuxranna EEI’

OcHoBHO 30-MUHYTHO H3CJIEBaHE — 3aIBJDKUTENIHO 3a
BCUYKM KaHIUJATH

Hocrarpuna peructpanus Ha EET’ B OynHOCT 11 CBH -3 11BJ1-
JKUTEITHO 32 BCHUKY KaHIUIATH — 3a OlleHKa Ha 0aBHOBBITHOBU
U enuaenTuGOpMeHH MPOMEHH (HaCOKa 3a JIOKAJIH3alusaTa Ha
JIe3MOHHATa 30Ha U UPUTAaTUBHATA 30HA)

Ukranna ckannoBa — EEI" +/- cenonnanuu (ceMu-uHBa-
3MBHH) €JIEKTPOAU

* [Ipu manmenTu ¢ TLE

* Hezanpmxurenna npu nanueHTu ¢ eqHocrpanHa TLE: ¢
1) KIMHUYHA CEMHOJIOTHS HAa ME3HO-TeMIIOPATHU IPUCTBIIH;
2) unrepukransa EE ¢ naHHu 3a 0aBHOBBJIHOBA U €NHUJICI-
TU(HOPMEHA aKTUBHOCT B OTBEXAAHUATA, CHOTBETCTBAIIM HA
ME3MAJHUTE CTPYKTYpPH; 3) KATErOPUYHHU JaHHU 32 XUIIOKAM-
nayiHa narojorus B MPT. Ilpu TakuBa nmauMeHTH ce mpuema,
ye uMa IIbjHa Kopenanus mexay cemuonorusi, EEI' u MPT u
MOJKE Jla € MPHUCTHIN KBbM TEMIOPAJIHN PE3EKTUBHU HHTEP-
BEHI[UU.

Wxranna ckannosa-EET

Ipu Bcuukm kanauaatu e Heooxoxauma Buaeo — EEL pe-
TUCTpAalUs Ha MOHE 3 MPHCTHIIA, aKO MALIMEHTHT UMa €TUH BUJ
MPUCTHIN, UM Ha TOBeYe — IPH aHaMHe3a 3a HIKOJIKO BUIA
MPHUCTHIN. B moBedeTo cirydan ce Haimara MOHUTOPUPAHE MTOHE
3a 24 yaca, ¢ perucTpamus 1 Ha CIOHTaHEH ChHH.

2. Bucokopazgenurenna MPT Ha rmaBeH MO3bK — IpU
MPOBEXAAHE CHITACHO T.HAP. IIPOTOKOII 3a EMUIIETICUS» — 110
YTBBPACHU MEXAYHAapOJAHH CTaHAApPTH M aJalTHpaH B KOH-
KpeTeH HeBPOPaHOJIIOTHYEH IIEHTHP C HAMYIHE Ha CIIeIHaIN-
CTH B HEBpOM300pa3sBaHe Ha emuiencus. [Ipu HegocTaTpIHa
Jokanu3anus Ha npuctenute ¢ Bujaeo-EEI u MPT no enunen-
THYEH IPOTOKOJ, B HAKOM CIIy4yaH Ce HaJlara N3MoJ3BaHeTO Ha
npormbianutesHd MPT TexHuKH.

3. Hesporncuxonorn4yHo uscienBaHe (MMa IOITBIBAILIO0
3HaYEHHNE) — JIaATepalin3npa 1 IIOHSIKOTa JOKAJIN3npa 1ePUITUTH
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BHB BUCIIUTE KOPOBU (YHK-
LIMH, KOETO JOI'BJIBA TAHHUTE
3a JIOKaJIU3alusaTa Ha emuie-
nToreHHara 3oHa. JlaHHUTE
32 HAJIMYHU AeULUUTH MoraT  (yHKLIMOHAJIHO HeoOXonnuma
Jla TIOMOTHAT 3a ONpeleNIsHe  Kopa.

 Koraro pe3ynraTure oT T€31 U3CJIeIBaHUS IOKa3BaT ITbJI-
Ha aHATOMO-EIEKTPO-KIMHUYHA KOpENalrs 0 OTHOIICHHE
JIOKaJIM3alusaTa Ha EMUJICNTOreHHAaTa 30Ha (Hampumep, KIH-
HUYHA CEMHOJIOTUS CIIOPE/l aHAMHE3aTa U BUI€0-PETUCTPALIHs
OTroBapsi Ha Me3uo-TeMmnopanHu npuctenu + EEI' nemomn-
CTpHpa HAYaJI0 Ha IPUCTBIIUTE B TEMIOPAIHATE OTBEKAAHHUS,
CBOTBETHH Ha Me3nanHuTe cTpykTypu + MPT Busyanusmpa
XHUIMOKaMITaJIHA CKJIEPO3a WIIM APYTa JIE3UsT B ME3HO-TEMIIO-
paTHUTE CTPYKTYpPH) MOXKE Jla c€ MPHCTHIN KbM OTpaHHYEHA
pPe3eKTHBHA HHTEPBEHIUs (HampuUMep, MpeAHa TeMIopalHa
J00EKTOMHUSI WJIM CEJIEKTHBHA aMHUTAAJIOXHUIIOKAMIECKTOMMS
npu MTLE - naif-uectaTa cHMNOTOMaTH4YHa TepaneBTHY-
HO-PE3UCTEHTHA ()OKATHA EHMHIIETICUS, 0COOCHO TP BB3PACT-
HN).

» Koraro numncBar AOCTaThb4HO JaHHU (HallpUMep, Hera-
tuBHa MPT), TpsOBa na ce U3BBpIIAT JONBIHUTETHH QYHK-
HHOHaHU HeBponsobOpassBawu nsciensanus (FDG-PET nnu
SPECT) 3a uaenTnuUIMpane Ha eMUIeNTOreHHATa 30Ha.

1. Cnennposexaane Ha PET ko-perucrpauusara c MPT
yBEJIM4YaBa BEPOSTHOCTTA 3a MMO-TOYHO KOPETUPAaHEe Ha 30HATa
Ha MHTepHKTaleH xunomeradonussMm (B PET) ¢ anaroMmuuHaTa
ctpykrypa (B8 MPT).

2. UsBbpuiBa ce unTepukTaseH u/uiu ukranex SPECT,
JIEMOHCTPHPAIIN MEXKAYIPUCTBIIHA XUronepdy3us U UKTAI-
Ha xunepnep¢ysust B obJacTTa Ha CMHUISTITHYHOTO OTHHIIIE.
Haii-ynadno e u3BBpIIBAHETO HA T.HAP. CYOTPAKIHS HA JBaTa
MOOT/AETHO NMOJy4eHU 00pa3a 1 NocieaBala KOperucTpanus ¢
MPT (SISCOM).

3.  ®ynkuuoHaaHa MPT e 3aagbiokuTeNnHa NpH SIBHU
JIe31H O30 J10 €JIOKBEHTHA KOpa, KOUTO ca C JI0Ka3aHa CeMHU-
osjornuHo U EEI" enuienTtoreHHOCT — ¢ 1eJ1 onpenessiie rpa-
HULATE HAa BH3MOXKHATA PE3EKIUsS U Hy)KIaTa OT HHTpaomnepa-
THBHA KOPOBA €JIEKTPOCTUMYJIAIHS.

» Koraro nuncsa kopenanus (Hanpumep: HeratuBHa MPT,
HECHhOTBETHA Ha JIE3UsITa CEMUOJIOTHsSI HA IPUCTBIINTE, HESICHO
nkraiaHo EEl-Havano), maiueHTsT ce HacouBa 3a IPOBEXKIaHe
Ha MHBA3UBHU MIPEXUPYPTrUIHH U3CIICIBAHUS.

2-pa (aza—HBa3uBHM U3cnenBaHus — BkiIoyBatr EET-mo-
HUTOpUPAHE ¢ MHTPAaKpaHUAIHU enekTponu u Wada-tecr.

OTHacs ce 3a ClIeJHUTE TPYIH SIHIIETICHH, HO 0e3 OrpaHu-
YEHMsI 0 TAX:

(1) TLE, mpu KOSITO JIMTICBA CUTY pHA JIaTepan3anus;

(2) nBoiiHa maTonorus (HarIpuMep, XUIOKaMIIaIHa CKIEPO-
3a 1 (poKaTHa KOPTHKATHA AUCIIIA3HUA);

(3) ne3us npu Henokanusupama EET;

(4) noxanu3upaiia nHTepuKTanHa u/unu ukraiua EET, u/
niau QYHKIMOHAIHO HEBPOM300pa3sBaHe MPH JIMIICA HA SICHO
BujauMa nesus B MPT.

Ha BB3MOXEH MOCTOIEpaTH-
BeH (YHKIIMOHAJCH PHCK 3a
BK®, xorato emujenrtoreH-
HaTa 30Ha € B MJIH OJH30 0

» nTpakpanuanno EEI-MonuTOpUpane

[Ipu HaMU4KMeTO HAa MOJCPHH HEBPOU300pa3sBaIU TEXHO-
noruy, camo 10-20% oT XupypruyHuTe KaHIUJaTH U3UCKBAT
TO3M BHJI IMATHOCTHUKA. 3aIbJKUTEIIHA € TIPU:

(1) JIBycTpaHHH M IpEAIOIaraeMo HE3aBUCHMHU TEMIIO-
paTHHU TPUCTBITN

(2) ExcrtparemmnopanHM HPUCTBIM C MPOHAranus KbM
ME3UOTEMIIOPATHUTE CTPYKTYPH

(3) Temmnopanuu npuctbiu ¢ gokazano EEI" Hauano, Ho
HeratusHa MPT u FDG-PET

(4) Jlunca Ha kopenanust Mmexxny EET- nokanuzanusra u
Haxonkara B MPT
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(5) HeBb3MOXHO pasrpaHHuYaBaHEe MEXJY HEOKOPTH-
kanHa u Me3uansHa TLE

(6) Jlarepanuzanus/nokanu3anus Ha IPUCTHIIUTE B OII-
penenena xemucdepa/Mo3bueH 51, HO O€3 MaToJIOrHYHa Ha-
xonka B MPT u/mnu yHKIIMOHATHOTO HEBPOM300pa3siBaHE
(PET, SPECT)

(7) EnmnenrtoreHHa 30Ha B WM 0730 10 QpyHKIIHOHAI-
HO HE0OXOAMMa MO3bYHA KOPa, KOCTO H3MCKBA M HHTpaoIepa-
THUBHA KOPOBa CTUMYJIALHS.

W3BbpiBa ce ¢ AbJI00KH eNeKTPOIHU (CTEPEOTaKCHYHA M-
mnantanus, SEEG) nnu cee cyOaypaiHu eneKTpoau (enek-
TPOJIHU PEIICTKH, JICHTH), ChOTBETHO HAa OCHOBHATA XUIIOTE3a
3a pa3noJIOKEHUETO Ha CITUJICHTOrCHHATA 30HA HA OCHOBATA HA
nanaute oT Buaeo-EEIL IlpucThnBaneTo KbM TO3U €TAll CE U3-
BBHPIIBA MPU 00CHKIAHE OT HEBPOJIOT (M3BBPIINI HEBPO(DU3U-
0JIOTMYHATa OIICHKA Ha IalMeHTa 110 BpeMe Ha IrbpBaTa (asa)
1 HEBPOXHUPYPT, C MOCIEABAII0 yUyacTHEe HA MAIlMeHTa. 3ablI-
JKUTEJHA € PErHCTpalMsITa MOHE Ha CHH OT XaOUTyallHUTE
MPUCTBIIN HA MAIMEHTA, KaTO 3aIbJDKUTEIHO CE OCHIIECTBSIBA
U TECTBAaHE C CIEKTPUYECKA CTUMYJALMs C LeJl ONpeeisHe
Ha 'PaHULUTE HA EMUJICNITOreHHATa 30HA TIPH POBOKALIUS HA
HICHTUYHU NPUCTHIIM U €BEHTYaIHATa OJIU30CT/ IIPUIIOKPUBA-
HE C €JIOKBEHTHA Kopa.

» Wada-tect

Wutpakaporuanara amobapburanna mpomenypa (IAP)
(amobapbuTan unum HaTpueB Metoxekcutan /Brevital/; namo-
CIIe/IBK ce Ipuitara ycnemHo u Propofol) BpeMeHHO HHAKTHBH-
pa MIcuiaTepajiHaTa MO3buHa Xemuchepa, KOeTo M03BOJIABA
HE3aBHCHUMOTO TECTBAaHE Ha ITAMETTa M pedTa B KOHTpayare-
panmHata xemucdepa. HesaBucnMo OT MO-IIMPOKOTO HABIIH-
3aHe Ha ¢yHkuumoHanHata MPT 3a onpexpensiHe Ha Jiartepa-
nu3anus U nokanusanusa Ha BK®, nopaau nporuBopeduBuTe
JAHHU TIpH HAKOM OT KaHIuIaTure, Bce ome Wada-TecTsT €
3]IaTEH CTaH/AapT B IpeaonepaTHBHaTa oleHKa Ha BK®.

3-ta ®aza — MyATHANCIUIUTMHAPHO OOCHKJaHEe HA KaH-
JUIATUTE 32 CIMUJICTITUYHA XUPY PrHs

WU cnen 1-Ba, u cnen 2-pa ¢aza KaHAMIATUTE 3 SMHICITHY-
Ha XUPYprus ce o0CHKIAT OT MYJITHIUCLUIUIMHAPEH CKHII,
BKJIIOYBAI 33JBJDKUTEIHO HEBPOJIO3U-CHIIICIITONIO3M, HEB-
POXUPYP3U CHC CHENHMATN3ANNS B SMUJICITHYHA XUPYPTHS, a
MIPH HEOOXOAMMOCT W HEBPOIICHXOJIOT, HEBPOPAINUOJIOT, JOTO-
nest, neuxuarbp. O0cwKaaT ce noapobHo knuauuuute, EEL,
MPT nanHU, HEBPOIICUXOJIOTHYHUTE TECTOBE U AP. Pe3yJITaTH
(HanpuMep pedeBH QYHKIIMH, COLUATHH Tpodaemu u 1p.). [1o-
TEHIMAJIHUTE YCIOXKHEHHs ce 00CHXKIAT C MallueHTa/ ceMei-
CTBOTO, 0COOEHO IPH eTHJICTICHS B IOMIHAHTHATa XeMuchepa.

[ManueHTHTE, MOTYYUIH OT MYJITHIUCUUIUTMHAPHUS CKUII
CTAQHOBHUIIIE 3a ONEpPaTHBHA MHTEPBEHLHUS 3aJbJKUTEIHO Ce
HACcOYBaT KbM CIIEIMAJHCT — CMUJICHTONIOr 32 BTOPO MHEHHE
OTHOCHO IIpeJijIaraHaTa olepaTHBHA HamMeca.

IIpu KOHKOpZAHTHU (CHBIAJAILIN) PE3YITATH M LEIU Ha
MAIMeHTa, eKUIa 1 MHEHUETO Ha eMUJIETITOJNIora, Ce HaCpOuBa
CHOTBETHATA ONEPAaTHBHA HHTEPBEHIIHSL.

XUpyprudHy MpoLeypH:

1. KypaTuBHu = te4eOHU (Hali-4eCTO PEe3EKTHBHH)

* [Ipenna TemnopanHa J06€KTOMHUS

* CeNleKTHBHA AMHTAAJIOXUTIOKAMITCKTOMHSI

* JleanonekTomus (OTCTpaHSBAaHE HA CIINJICTITOT€HHATA JIe-
3us cnopeq MPT nannute — TeMnopanta, ekcTpaTeMIIopaIHa)

e JMHauBHIyaTHO MPHCIIOCOOEHA” HEOKOPTHUKAIIHA PE3eK-
nus — cnopen aanuute ot EET, MPT u ¢dyHkunonanHute us-
CJIe/IBAHUS: ChXPaHsBa CJIOKBEHTHATA KOpa

* XemuchepeKToMust 1 PyHKIIHOHAIHA XeMHC(HEPOTOMHS
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* MHOXKecTBeHa CyOIraiHa TPaHCCEKITUS

2. [TannatuBHU

» Kanozoromus (TotanHa — npu MIagd NAlUEHTH C MOJIH-
MOpGhHU MPHUCTHIN; MPEAHA — IPU MaUEHTH HaJ 15 T. ¢ men
n30srBaHe Ha TEXBK JCKOHEKTHBEH CHUHAPOM; CEJIEKTHBHA
3aJ{Ha — P JPOII-aTaKH)

e Crumymnanus Ha n. Vagus (VNS) e ¢ mHARKaINS KaTo 10-
ITBJIBAINA TePANus 32 PEAYKIUS Ha MPUCTHIIHATA YECTOTA IPH
MEJIMKaMEHTO3HO-PE3UCTCHTHA ENUJICTICUST TIPH BB3PACTHH
MAIlMeHTH U Jena HaJl 4 I., KOUTO He ca MOJAXOASIIH 3a Pe3eK-
TUBHA CMUJICNITHYHA XUPYPrHUsl MU IUIICTITHYHATA XUPYPIUst
e Hee(exTuBHA. [IpenoppuBa ce 1 pu GoKaIHU SMUICTITHYHN
MPUCTHIN C HIIU O€3 BTOPUYHA TeHEPAIN3aIlHs NN TeHepan-
3UpaHU MIPUCTBIIH, TTIOCTTPABMATHIHA STIHJICTICUS U TyOepo3Ha
CKJIepO3a, NMPH MAaIMeHTH chc CHUHApOM Ha Lennox- Gastaut
(100Bp edeKT mpu reHepaaTu3upaHUTe TOHUYHO-KIOHUYHU U
TOHUYHH HPUCTBIHU, HO HECHIIECTBEH NPU aTOHUYHHUTE, MU-
OKJIOHHYHHU U aTUNHU4YHUTE abcaHcH). Upes3 cTUMyanusaTa Ha
n. Vagus ce mocTura peayKIns Ha IPUCTHITHATA 9YeCTOTA CPeJi-
HO ¢ 50 % npu oko1o 45%- 55% OT manueHTuTe, KaTo ePeKTbT
ce noyoOpsiBa cbe Bpemeto (HuBo C).

K. HedapmakoJJOrH4HH METOAH 32 JieYeHHE HA IeTCKH-
Te enuJIencun

* KeTorennara quera e JIOITbJIBaINa pY JISICHNE HA HIKOU
TEpaneBTUYHO PE3UCTEHTHHU CMHJICTICHU B JETCKaTa BB3pacT.
Ilenu mpoMsHa Ha CHOTHOIIEHHETO MAa3HUHU: BBITIEXUAPATH
+ nporeunu = 2:1 no 5:1. IloBuiieHUTE CTOMHOCTH HA KETOH-
HU Tejla MoraTr Jia peJylLHpaT 4eCTOTaTa Ha CMUICHTHYHUTE
npuctbnu. [Ipunarar ce 1 MogudUIMPaHH KETOTCHHU AUETH.
VYcranoBeH e edekt npu cuaapoma Ha Dravet (SMEI), nadan-
THUJIHU CNIa3MH, MHOKJIOHWYHO-acTaTH4Ha emmtencus (Cunma-
pom Ha Doose), koMIuIekca TyOepo3Ha CKIepo3a U BPOJCHU
MeTabonuTHu JAedekTu (MUpyBaT-IeXUaAporeHaseH Ae(UIInT,
nepuuut Ha GLUT-1).

EnuienTuyHu CHHAPOMH, IPH KOMTO MMa BepOSITHA
e()eKTHBHOCT OT KeTOreHHaTa AueTa (MOHe 2 HAY4YHHU NyO-
JIMKAUH)

* ['moko3eH Tpancnopreper npotent | (GLUT-1) nepuuur

* [TupyBar-nexuaporeHasex qeGpuuuT

* MpuoknonuuHo-actaTuuHa enwiencuss (CHHApPOM Ha
Doose)

» TyGepo3Ha ckiiepo3a

* Rett cunipom

» Cunzapom Ha Dravet (SMEI)

* UudanTunnu cna3zmu

* Jlenia XxpaHEeHH SHTEPAITHO

EnujienTHYHH CHHAPOMH, NPH KOUTO MMa BB3MOMKHA
e()eKTHUBHOCT OT KeToreHHara guera (1 HayuyHa nyoumnka-
1ust)

* Hsaxon MUTOXOHIpHATHH O0NIeCTH

 ['tukoreHosa tun V

e Cunzpom Ha Landau-Kleffner

 bonecr na Lafora

* SSPE

HuBa Ha Jiedenne Ha enuJIeNCUATA

Jleyenue B ycJOBHATAa HAa M3BBHOOJHHYHATA CleNHA-
JIM3UPAHA MEAMIMHCKA IOMOILI CE H3BBPIIBA OT CIIEIHa-
JIUCT-HEBPOJIOT MITH JIETCKU HEBPOJIOT ¢ HaYaJIHATA MOHOTEPa-
MY ¢ AZICKBATCH 3a THIIA HA CTIMJICTICUATA U Ha CITUJICTITHIHUTE
NPHUCTHIN MEANKAMEHT B ONITUMAJIHA /103a IIPU KOHTPOIHPAHE
Ha cepyMHuTe HHMBA. [Ipn Hee(eKTHBHOCT I'bpBaTa MOHOTE-
panus Wi CTpaHWYHHU peakuuu, nbpBuiT AIJI ce 3amens c
npyr ATJI, moxxozsii 3a Trmna npunaasun u enrrencusta (11
moHoTepanus). [Ipu HeepekTHBHOCT ce 100aBst BTOPH U TPETH
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ATJI (pammoHaTHa IMOJIUTEPAIHs), 32 KOMOMHAIINKA OT HOBUTE
ATJI — cnen pemeHust OT ekciepTHU Komucuu KbM Y MBAJL.

BoJjiHn4HO JiedyeHHe ce TPOBEX 1A PH:

* EnunientuyeH craTyc — KOHBYJICUBHHUAT € 3aIlallBalio
KHUBOTA ChCTOSHHUE, & HEKOHBYJICUBHUAT 00yCIIaBsi KOTHUTHB-
HU YBpEaH;

» CepuiiHU MTPUTIAIBIIH;

* BoiTHY ¢ HOBOOTKPHTA SHUJICHICHS U YSCTH SMUICTITHYHI
TIPUIIATBIIH;

* HoBooTkpuTa enuiencus B J€TCKa Bb3pacT, Hajlarama
HeBpousoOpassBauy uscnensanus u EET nox Hapko3sa,

* 3auecTsBaHE Ha MPUNAABIUTE U HEIIOBJINABAHE OT Jieye-
HHETO, KOETO Hajara ClelHaIu3upaHH U3CIEIBAHUS C OTJIe]
CHUMIITOMATHYHA CITHJICTICHS;

* [Iporpecuparl HeBpoJIOrHYeH ACGULIUT U pa3BUTHE Ha
JIEMEHIIUS C OTJIe]] PeIMarHOCTHIIHPAHE Ha ETHOJIOTHATA;

» Bosinu ¢ HenoBKsABaHE OT aMOYJIATOPHOTO JICYCHHE BKIL.
u ¢ HoBute AIJI, ¢ enuIENTHYHN CTaTyCH B aHAMHe3aTa, IpH
KOHMTO CE Hajlara CMsHa Ha JICYCHHETO B OOJIHUYHU YCIIOBHS;

* BonHu ¢ TeXKH HOPMHU C MHOKECTBEHH MOJIUMOP(HHU
MPUIIAABIH, Tporpecupamu GopmHu, HekIacubuuupanu Ghop-
MU, U C YCIOXKHEHHUS;

» bonHuUTe, NIpU KOMTO €€ Hajarar CHeLUaJIU3UPAHU H3-
CJI€IBAHUS C OTJIe]] HEBPOXUPYPIHUYHO JICUEHHE Ha CMUIICIICU-
ATa;

* YCIIOKHECHUS,

» ExcriepTHHU ciyyau 3a yTOYHSBaHE Ha JUArHO3ara, pU
KOHMTO MOXE JIa C€ HAJIOXKM CIIMPAHE Ha JICYCHUETO T10/]] JIeKap-
CKH KOHTPOJL.

Bo1HUYHOTO JIeYeHHe Ha eNIIICTICUATA MOXKE J1a ce Ipo-
BEXJa B HEBPOJOTHYHO, IETCKO WIIH MPOQIINPAHO EMHUJIeT-
TOJIOTUYHO OT/ICICHUE WM HEBPOJOTHYHA KIMHHUKA/ICTCKA
HEBPOJIOTHYHA KIUHUKA (ceKkTop) Ha Y b, cnopen TexkecTTa Ha
3a00JISIBAHETO U YCIOKHEHUATA My. MeMKaMeHTH OT Tpyna-
Ta Ha “HOBUTE” MPOTUBOCIMJICIITUYHU CPEACTBA CE BbBEXKAAT
IIpH J0Ka3aHa Hee(heKTUBHOCT OT Kinacuueckute AIJI, cnenu-
aJTHU TPYIHU TTalMeHTH (Iema, cTapu Xopa, OpeMeHHH, OOIHH
¢ 4yepHOIpoOHa UM OBOpPEUHA HEAOCTATHYHOCT), CTPAHUYHHU
peaxIiy WK OpraHHa HeJOCTaThYHOCT.

CraOWIM3MpaHeTO W BIIM3aHETO B PEMHUCHS I03BOJISIBA
M0-HATATBIIHUAT aMOyJIaTOPEH KOHTPOJI, JIEYEHUE U Ipociie-
JIBaHE Ha IAIMEHTa Jia ce MpoBexaaT 2/roxuiHo. Jleuenne-
TO 3a eMHJISTICHS C€ TPOBEX/A 2-5 T. UITH MO-TIPOBIIKUTEITHO
CIope[] BH/Ia Ha SIIIICTICUATa/ eMUISITHIHNS cHHAPOM. Ilpe-
YCTAHOBSIBAHETO HA JIEYEHHETO C€ MpEeANpueMa OT CIHelHa-
JIUCT- HEBPOJIOT/IETCKH HEBPOJIOT.

VIII. Ennnencus 1 BAKCHHH

VIMyHHM3allHUTEe KaTO KOMIUJIEKC OT MPO(QUIAKTHYHHE Mep-
KH, KOHUTO LENST Ch3/aBaHe Ha crenu(U4Ha HEBB3IPHCM-
YHBOCT KBM peIulLa CEPUO3HU MH()EKLUMO3HU 3a00JsBaHMUS,
JIOIIPUHECOXa 3HAYMMO 3a HaMaJIsiBaHE JIeTCKaTa CMBbPTHOCT U
paHHATa UHBAJIMIU3AIIHSL.

Puck ot umyHu3zanuu. Onucanu peaKyu NoCTBaKCHHAIHY
YCIOXKHEHHsI OT IMPHUIOKEHUETO Ha TU(TEPUS-TETaHYyC-KO-
kot (JTK) n mopOnnu-napoTut-py6eona B TOIEMH TOIyY-
JIAIIMOHHU U3clieBaHus ¢ obuia yecrora 5,2/100 000 umyHu-
3UpaHU: JCMUCITHMHHU3UPALIN Tpoliecd, (HeOpUIHH T'bPUOBE,
apeOpUITHY SNMIICIITUYHY IPUCTBIIN, CHIE()AIONATUATA U HH-
(aHTHUIHY Ca3MHU IIPH OT INPUIIOKEHUETO HA IIbPBUTE XKUBU
BakcHH. ChBPEMEHHHUTE BAKCHHHU CE MPOU3BEK/AT MO HOBH
TEXHOJIOTHH U Ca 3HAYUMO 10 OE30TIaCHH U HA/ICHK THH.

Mpu nepmycucHama — PUCK OT (eOpUIHH I'bPUOBE
YAIOKIeMbYHA 8AKCUHA €A B IBPBUA JIeH cien nudre-
BB3MOXKHHM T'BpPUOBe, Kojam- pus-tetanyc-kokmrom (JJTK)
conosoOHM eNu30AM U eHle- | Mexay 8 u 14 neH cien
¢danonatus. VMima mosumieH MopOunu-napoTuT-pyOeosa
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(MIIP), HO HE ce ycTaHOBSBA MOBUIIEH PUCK OT MOCIEBAIIH
I'bPUOBE M KBCHU PEAKIMHM M HEBPOJOTHYHM YCIIOKHCHHUSL.
[IpuurHHA BpB3Ka MEXIY LSJIOKJICThYHATA BaKCHHA NPOTHU-
BOKOKJIIOIITHA BAKCHHA ¥ HH()AHTUIIHU CIIa3MU, MTPEAToIaraHa
B MHUHAJIOTO, Cera ce cMsATa 3a u3kioueHa. KonancononooHu-
Te (CMHKONMAJIHM) enu30au ca 0e3 mocnenuiu. Te Bb3HUKBAT
B IbpBUTE 24 4. ¢ Hali-masko 12 4. UHTEpBAJ OT MOMEHTA Ha
MPIJIOKCHUE Ha BakcuHata. ['bpuoBere, acommmpanu ¢ JTK
nMar xapaxkTtep Ha GpeOpHIIHHU, HO HSMa JI0Ka3aTeJICTBa 3a Po-
JISTA HA NEPTYCUCHUS TOKCHH 3 OCTBAKCHMHAIHUTE PEAKIIHH.
He e ycraHoBeHa Bpb3Ka MEXK/y UMYHH3ALUATA M HAYAJIOTO HA
emtenicusi, nHGauTwHA criazmu niau [{HC wadexms.

Ayenynapnama eakcuna npomus nepmycuc BOIU 10 UMY-
HHTET, HO HE CHIbPKA CHIOTOKCHH, OTTOBOPEH 3a JIOKaJHATa
peaxuus u temneparypara. [Ipu nena ¢ XpOHHYHH MO3BYHHU
YBpeKIaHUs (IeTCKa 1epedpana mapainsa, emuiencus, yM-
CTBEHO M30CTaBaHE) C€ NPENOpbYBA MPUIOKCHUETO HA are-
JyJlapHa BaKCHHA MOPaJy MOBHILIECH PHCK IIPH PECHUPATOPHU
3abonsBanus. PamMmIIHO OOpEMEHEHUTE ¢ T'bPYOBE Jela He Ou
cnenBaio na ce omarat ot JATK umyHuzammu.

Ipu mopbunnama umynuzayus ca Bb3MOXXHU GpeOpuIIHUTE
I'bPUOBE MPE3 BTOpATa CEAMHULA Clie]] UMyHH3anusATa. Bakcu-
HHUTE 32 MOpPOWIIH, TIpou3BeieHu cien 1978 r. ¢ nHAKTUBHpAH
MOpPOMJICH BUPYC Ca € IO-MAJIKO JIOKaJHH CTPaHUYHH IPOs-
BH. He e ycraHoBeHa CHTypHa MPUYNHHO- CJIEJCTBEHA BPB3-
Ka MKy BaKCHHATa U NOsBaTa Ha ayTH3bM. AMEpHKaHCKaTa
neJuaTpuyHa akaJeMHs MPernopbyBa U Aenara ¢ JUYHA WU
(damuiIHa 0OpPEMEHEHOCT C T'bpPUOBE J1a OBbJAT UMYHU3HUPAHH
MIPOTUB MOPOUIIH ThH KaTo OosiesyBaHe OT MOPOHMIIN MOXKE Ja
JIOBEJIe 10 MHOT'O M0-4€CTH M TeKKH YCIOKHEHHS, B CpaBHe-
HUE ¢ enH (eOpHIIeH I'bpU.

IIpu npomusonapomumnama, npomusopybeonrnama, npo-

Taoauua 18. Ilporuosa npu enuiencuuTe
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mugobacuama, cpewy Haemophilus influenzae B, npomugo-
Xenamumuama u npomueONOIUOMUETUMHAMA 6AKCUHY HE ca
HaOJII0/IABAHHU YCIOKHEHUS OT TUI CHMJICIITUYHH ITPUCTBITH.

O606mieno: Bakcunaiuu ¢ yOUTH BaKCHHU, 0a3upaHu Ha
TOKCOHJI, OaKTepHaTHU aHTHUTCHH, MPOTEHHHH CyOeAHHHULU
WM MMYHOT€HHH, IPOTEHUHH MOJTYUYECHH Ype3 PeKOMOMHAHTHH
TEXHOJIOTHHU, HE ca MPOTHBOIOKA3aHH IpPHU Jelara ¢ HEBPO-
JIOTMYHH 3a00JIIBaHUs, BKII. C CHuIencus. B Tasu kareropus
BIIM3aT BAKCHHUTE 3 TETAHYC, AU TEPHUs, KOKJIIOLI, TOJTHOMHU-
enurt, xenatuT B (HBV), rpumn, Haemophilus influenzae type b
(Hib), mTHEeBMOKOK ¥ MEHHHT OKOK.

ITpoTHBOIOKA3aHUs 32 BaKCHHHUpAHE Ca JelaTa ¢ HEKOH-
TPOJHMPAHH CMUJICHTHYHU MPUCTBIN OCHOBHO MpPU CHHAPOM
Ha West 1 MEIMKaMEHTO3HO PE3UCTCHTHHU CTTUJICTICHH.

M3non3BaHuTE MOHACTOSALIEM BaKCHHHM MMAT OTJIMYHA Ha-
JEeKITHOCT ¥ MOHOCHMOCT, 3HAYMMO CHI)KaBaT 3a00Is1eMOCTTa
U CMBPTHOCTTA, MPEAN3BHUKAHA OT HH(EKIMH Yy JelaTa u Bb3-
pactaute. JlekapuTte TpsaOBa aa chAeicTBAT 3a IPHUIATAHETO
UM, KaTo ca MHPOPMHUPAHHU 332 Bb3MOXKHHUTE CTPAHUYHHU PEak-
LUK U JIa TBPCAT U OTKPUBAT MPUYMHHA BPb3Ka MEKIY TAX U
BB3MOKHUTE HEBPOJIOTUYHH YCIIOKHEHUSI.

IX. ITporno3ara 3aBucu ot Gopmara, IoJaTIMBOCTTA HA
JICYCHHUE, JIAaBHOCTTA, HACJICACTBEHU M NPUAOOUTH (daKTopu.
IIpu HenexyBaHMTE MIIM HENPABMIIHO JIEKYBaHU OOJHM 3a00-
JIIBAHETO MPOTPECUpA C MO-TEKKH U MO-9eCTH MpUCTHIU. [Ipn
6maronpusTHo nporudane (okono 60-70% ot ciyuaute) gede-
HUeTo Tpae oT 2 10 5 rogunu. 20 — 25% ot GonHuTe ca “Mme-
JTMKaMEHTO3HO-PE3UCTEHTHH ’, KOETO Hajlara MOoJINTepanus u
MPHIIOKEHHE Ha “HOBHTE” aHTHENMJIENTHYHU MEJUKAMEHTH
WM XUPYPrU4HO JieueHue (tabauna 18).

Jlo6pa nporunosa

HeobsiaronpusiTHa IPOrHo3a

1. Jlercka abcaHcHa

2. CamMOOTpaHWYABAIIH CE ICTCKHU CTIHIICTICUU:
CamoorpaHuyaBaliia ce ermuiIercus ¢ HeHTPOTeM-
nopanuu crnaiikose (Ponangosa), Camoorpannya-
Ballla Ce CMUJICIICUS C aBTOHOMHH NPHUCTBIIHN (THIT
Panayiotopoulos), J/leTcka okIuIIuTaIHA 3pUTEITHA
enwtencus (tun Gastaut)

3. Enunericus B cTapuecka Bb3pact

4. ®eOpunHu repuoBe

5. BeHuraeny uauonaTuYHu

HEOHATAaJIHU KOHBYJICHH

1. Cunzapom ¢ uH(baHTUIHY cria3MHu (cuHApoM Ha West™*
2. PaHHa KbpMayecKa enujenTHIHA
enuedanonatus’*

3. Cunapowm Ha Dravet*®

4. Cunapom Ha Lennox-Gastaut*

5. Epilepsia partialis continua*

6. [IporpecnBHa MHOKJIOHYC eTTHJICTICHS™
7. FOBeHMIIHA MUOKJIOHYC CITHJICTICUS

8. Cunapom Ha Landau-Kleffner*

9. TemnopaTHOASIOBA EMUIIETICUS

10. Enunencust mpu KOPOBH JUCIIA3UU

* [IporHo3ara e HeOIarompusTHA ITOPaIH HEBPOJIOTHYEH U YM-
CTBEH JeUIUT

X. UuBasmau3anusi 4 CMbPTHOCT

CBOEBPEMEHHOTO U MPABHIHO JICYCHHUE OTPAHUYABa IPO-
rpecusiTa Ha 3a00JIIBAHETO U MHBAJIUAM3ALHUATA, KOETO UMa
3/IpaBeH, COI[MaieH U MKOHOMUYeckH edekT. [IpeobnanaBaiia-
Ta 4acT 0T OOJHUTE (IPOCTH, HEYCIOKHEHH (POPMH, paHHO JIU-
arHOCTHUIIMPAHM) Ce JISKyBaT aMOyJIaTOpHO ¢ T0OBp edexT, 25%
ca ¢ MEIIMKaMEHTO3Ha PE3UCTEHTHOCT U CE Hajara IojJuTepa-
nusi, KoMOMHauuu ot HoBuTe AIJI M uecTH XOCIUTANIN3ALUH.
MeaMIHMHCKUAT PUCK € TIOBMIIEH NpPU 100pe KOHTPOJIHpPAHH
U MEJUKaMEHTO3HO-PE3UCTEHTHH emnwiencuu. CMBPTHOCT-
Ta € 2-4 II'bTH M0-BHCOKA B CPABHEHME ¢ 0OIIATa MOIIYJIAIM.
Hait-uecTn npuyuHH ca ,,CHHAPOM Ha BHE3allHa HEOYaKBaHA
cMBpT” (8-17%), camoyOwuiictBa (7-22%), KOHBYJICUBHU €IU-
nentudnu cratycu (10%), TpaBMu 1o Bpeme Ha eNHUJICITHICH
npucTsi (5%), MeqUKaMeHTO3HHU peakuun (3-7%) u ap.

AJITOPUTHM 32 AUATHOCTHKA, JieYeHHe H NpocJiessBaHe
HA MAIHEHTAa ¢ enuyIencus

I. lmarHocTHIMpaHe HA NAIMEHT C eNHJIeNCcHs

1. O0monpaKkTUKYBAaIl JIEeKap — IpU HAJIMYKE HA IpUIIa-
JUBIIH:

» Haznauasa [1KK, 6moxnmnus, EKI" 3a JI/1 cvc xapawo-
TeHHU CHHKOIIN)

* HacouBa namnmeHTa KbM CIICLHAINUCT HEBPOJIOI/ICTCKU
HEBPOJIOT, a TIPH YECTH NPUIATBbLUU — KbM OOJIHUYHO 3aBejie-
HUe

2. CnenuajJMcT HeBPOJIOI/IeTCKH HEBPOJIOI B U3BBHO-
OJTHUYHATA MeTUIIMHCKA TIOMOIIL:

* AHamHe3a

* HeBponoruyeHn cratyc, €BEHTyaJlHO HaOJIOCHHE Ha
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MPUCTHI IO BpeMe Ha H3-
CIIEABAHETO.

» HazHayaBa u uHTEpIIpE-
tupa wusciensanusata: EEIL,
HEeBpon300pa3sABallo U3cie]-
BaHe (KT Ha rmaBeH MO3BK
nnu MPT Ha r1aBeH MO3BK)

e Jluarmoctunupa «Enun-
JeTncus» TNpH HaJIudue Ha

¢ HasnauaBa neuenue ¢ AI'JI, mogxonsi 3a Bujaa Ha CIH-
JENTUYHUTE NPUCTBIHU/ CHWJICNTHYHHUSA CHHIPOM — | MoHO-
Tepamus ¢ BaJNpoaTH MM carbamazepine uiu ¢ npyr ATJI
(oxcarbazepine, lamotrigine) ako WMa MPOTHBOIIOKA3aHUS 3a
KJTAaCHYECKUTE M IPU CHCIHUAJHM TPYIH TMAIUCHTH; H3AaBa
MPOTOKOI.

* [Ipy 4ecTH enuICHTHYHY MPUCTHIN UIH HEBB3MOXKHOCT
3a ocpuiecTBsiBane Ha EEI" u unu n3o0pa3sBaiio u3ciieBaHe
(mete ¢ HEOOXOIMMOCT 3a YIIOWKa) — HACOUBa MALMEHTA KBbM
6omamuano 3aBenenne (MBAJI, YMBAJIL).

e [Ipu 3aBBpIIEH MpoNEC HAa AMATHOCTHIHpAHE HACOYBA
MAIUEHTa KbM JHYHHUS JIEKap 3a U3MUCBAHE HA PELENTH CIO-
pel pOTOKoJIa U 32 HAOJIOICHHE HA COMAaTHYHOTO CHCTOSTHUE
Ha MallMeHTa (€BEHTYaJIHH CTPAHUYHHU PEAKIIHH.

3. CnenmaancT HEBPOJIOT/AeTCKH HEBPOJIOT B 00THUYHA
MOMOII

e [Ipy manuenTy ¢ 9eCTH U WIIM TEXKKHU SMHICTITHIHN IPH-
MagblH, Aela WU MalueHTH, Ha KOUTO HE MOTraT Jia ceé OChb-
miectBsT EET" 1 HeBponzoOpa3ssBamyu n3cieaBanus 0e3 yrnonka
IOpaJ Iy HECIIOKOHCTBHE CE IMaTHOCTUIIMPA KEIHIICTICUS CIIE]
EET, neBponsobpa3sBamio niciensane; nanuentn 3a TEJIK.

« [IKK, 6moxumus, n3cieaBane Ha cepyMHO HUBO Ha AT'JI
(ma VPA, CBZ, PHT)

* [IpoBexaa ce aHTUKOHBYJICAHTHO JICUCHHE (MHTPaBEHO3-
HO MJIM HHTPAaMYCKYJIHO), aHTHEIEMHO IIPU HEOOXOIUMOCT

» Ha3nauapa neuyenune ¢ AI'JI, nogxonsm 3a BUaa Ha enu-
JICITUYHUTE NMPUCTBIN/ SNUICHTHUYHUSA CUHAPOM — | MOHO-
Tepanus — Bannpoar uiau carbamazepine mnu ¢ apyr ATJI
(oxcarbazepine, lamotrigine) ako ¥Ma MPOTHBONOKA3aHHUS 32
KJIACHYECKHUTE U NPH CHENHUAIHU TPYNH MallUeHTH.

* HacouBa manuenra 3a HaONIOAE€HHE U MPOCIEIsSBAHE OT
CIICLIMAJIUCT HEBPOJIOT B U3BBHOOIIHUYHATA TIOMOLI ¥ OT JIMYECH
JeKap.

2 HCIIPOBOKHPAHU CIIUJICII-
TUYHU TIPUCTHIA WA CIUH
IIpyu HAJIAYUC Ha CHUIICITHU-
dbopmena axtuBHocT B EEL,
ChYeTaHHE C OTKIIOHCHHUS B
HEBPOJIOTHYHHUS CTaTyc U/
HJIN MaTOJIOTUs B HEBPOU30-
Opa3siBalINTe U3CIICABAHMUS.

IIpocJiensiBane HA NALMEHT € eMHUJIENCHS

1. O6monpakTukyBauy Jekap — Haznadasa [IKK, 6uoxu-
Mus pe3 6 Mecena U pu HeoOX0IUMOCT

11. cneumMa ucT HEBPOJIOI/ 1€TCKM HEBPOJIOT B H3BbHO-
OJTHHYHATA MEIHIIHHCKA TIOMOIIL:

1. HasnauaBa u mHTEpIpeTHpa U3CIIEABAHUSATA!

* [IKK, OMOXMMHYHO H3CIIECBAHE, CEPYMHO HHBO

» EEI" mpe3 6 Mecena npu 106pe KOHTPOIUPAHA SIUIETICHS
WJIHM ¥ TI0-YECTO TPH HEOOXOAMMOCT (YECTH, HEMOBJIMIBAIIH CE
ot HazHaueHara ATJI repanus);

* [ToBropHO HeBpou3zobOpassaBamo nicneasane (KT Ha ria-
BeH MO3bK 1 MPT Ha rmaBeH MO3BK) IIpH ITporpecrparia or-
HHUITHA UJIU 00IIOMO3bUHA CHMIITOMAaTHKa, TPaBMa Ha IJIaBaTa.

e [Ipy uHAUKANKUU (Y€CTH, TEKKH SNUICITUYHYU IPUIaab-
1) MJTH HEBB3MOKHOCT 3a ochiecTBsiBane Ha EEI u/ nau Hes-
pouzo0passBaio u3cieaBaHe (aere ¢ HeoOXOAMMOCT 3a yTOM-
Ka) — HacOYBa MalKueHTa KbM OoNHMYHO 3aBeneHne (MBAJIL,
YMEAJI).

e HacouBa mammeHnTn kbM Komucunte KbM YMBAIJI 3a
HOBHU M3CIIEIBAHUSL, KOpeKIus Ha geuenneto ¢ AI'JIL, repanus ¢
noBute Al'JI npu uHAMKaIMK CIOpe]l BUAA HA ENUJICITUYHUTE
MPUCTBIN U EMUICHTUIHUS CUHIPOM
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III. CenuaucT HeBPOJIOT/ 1€ TCKH HEBPOJIOT B 0OJIHUY-
Ha nomoix — MBAJI

1.  Tlpu mamMeHTH C YECTH M WJIM TEKKH CIUICHTHYHU
NMpUnagbiy, cTpaHuyHu peakuuu ot AIJl unm opraHHa He-
JOCTaTBYHOCT ce n3BbpIuBa nscnensane Ha [IKK, Gnoxumus,
CEepyMHO HHMBO Ha BaJllIpoaT, carbamazepine u phenytoin mo

MPELCHKA.
2. EEL
3. IIpoexnaa ce aHTHKOHBYJCAHTHO JeueHHE (MHTpa-

BEHO3HO MJIM HHTPAMYCKYJITHO), aHTHEJIEMHO U aHTHAJIEPTUYHO
JICYEHUE IPU HEOOXOIUMOCT.

4. Kopurupa ce npoBexaanoro neuenue ¢ AIJI (po-
MEHHU B JIO3UTE), B JIEKAPCTBEHATAa KOMOWHAIUS ITPH MOJTUTEPa-
nusi.

5. OcwsbliecTBsiBa KOHCYATAllMHM C JPYTH CHEIHAINUCTH
MPH HEOOXOAMMOCT.

6.  Ilpu nmanuentu, Hacouenu ot TEJIK ce ananusupa
BUJIA Ha eMMJIENTUYHUTE NpHcThIn/mpunaasuu (/1 ¢ nces-
JOCMWJICTITHYHY, HESHIICHTUIHN IapOKCH3MaTHH CBHCTOSI-
HHUs), dectorara, npuemannte AlJl (mamnume Ha cepyMHO
nuso Ha AL'JI), EEIL.

7.  Ilpu enmnentuyeH CTaTyc JEUYEHUETO CE MPOBEXKJA
B KJIMHMKA/CEKTOP 32 MHTCH3MBHO JICYCHHE, KATO CE M3IION3-
BaT MHTpaBeHO3HU (opmu Ha Diazepam, Valproate u npu He-
00X0IMMOCT — BBBEXK/IaHE B HapKo3a W yedeHue c¢ Tiopental,
Midazolam wiu Propofol.

IV. Cneunanuct HeBpoJIOT/1eTCKM HEBPOJIOT B 0OJHUY-
Ha nomom- YMBAJT

1.  OcsbmectssBa ce EEI" (1 ¢ ynoiika npu Majiku U He-
cnokoifam nena); Buaeo EEI mpu Heobxomumoct; HeBponzo-
Opa3siBamo M3cieaBaHe (AKO MANMEHTHT HE € M3CIEeIBAH HIH
NP IPOrPECUBHA yBpEa B HEBPOJIOTHYHHUS CTATYC).

2. Kopurupa ce neyennero ¢ AIJI, II unu III mono-
Tepanus WM pallMoOHATIHA TOJUTEpAHs pU OOIHU ¢ MEAH-
KaMEHTO3Ha PE3UCTEHTHOCT, TeXKKH (OPMH C MHOKECTBEHH
MOITMMOP(GHH TPHUITABIH, IIPOTpecupaIin GopMH, HEKIACH-
¢unmpanu GpopmMu, aHAMHECTHYHU JJAHHU 34 TIPEKapaH eruie-
NTUYEH CTAaTyC, YCIOXKHEHUS, alepTUUHU PeaKIuu, CTpaHuy-
Hu peakunu oT AI'JI u opranHa HeOCTaTHUHOCT.

3. Ilpu enmyenTHYeH CTATyC JEYEHUETO CE MPOBEXK A
B KJIMHUKA/CEKTOp 32 MHTCH3MBHO JICYCHHE, KATO CE M3IONI3-
BaT MHTpaBeHO3HU ¢opmu Ha Diazepam, Valproate, npu He-
00X0IMMOCT — BBBEXK/IAaHE B HapKo3a U jedeHue c¢ Tiopental,
Midazolam wuiu Propofol.

4.  TepameBTMYHO — pPE3UCTEHTHHUTE MALMUEHTH, NPU
KOMTO MMa MHUKAIMH 33 XUPYPrUYHO JICYEHUE Ha CITUIICIICU-
aTa ce HacouBaT KbpM Y MBAJI, B KouTo uma ycioBus 3a Ipo-
neoknTerHo Buneo-EEIT MonuTOpmpane, HeBpom3oOpass-
BaI[ M3CJICABAHUS M HEBPOIICHXOJOTHYHU W3CICABAHUS 3a
H3BBPIIBAHE HA IPEXUPYPrUUHA OLEHKA (CIIOpE]] MPHIIOKEHUS
MPOTOKOM).

5. Ilpu manumentu, Hacouenu ot TEJIK — ananuzupa
BUJIA Ha eMMJIENTUYHNATE NpHUcThIn/mpunaasuu (/1 ¢ nces-
JOCTWJICTITHYHY, HESHIICHTUIHN IapOKCH3MaTHH CBHCTOSI-
HHUs), dectorara, npuemannte AlJl (mamnume Ha cepyMHO
nuso Ha AL'JI), EEIL.

6.  Komucus kbpM YMBAJI uznaBa ekcrepTHO CTaHOBU-
e (mpouenypaNe38) 3a neuenue ¢ HoBute AIJ] u komOuHa-
LMY OT TAX Ha 0a3aTa Ha BHJIA HA CNUJICIICUATA, IPHCTBITHATA
YecTOoTa, NMPEAX0XK/IAII0 JISUeHNE, BB3PACT, CTPAHUYHN peak-
LMY ¥ WIN JAHHY 332 OPTaHHA HEAOCTATHYHOCT.

7. HacouBa manuenTta 3a HaONIoIeHUE MPOCIEASBAHE
OT CIIEIIMAIHCT HEBPOJIOT B M3BbHOOIHMYHATA TOMOILL U OT JIU-
YeH JieKap.
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1.Bua npuctbnu 7/\

2.Ennnencun cnopen suia npuctolin

['eHepanuaupaHa &
(hokanHa

®okanHa ['eHepanuaupaHa HeussecTHa

3. EnunenTtuyHm cuHapomMm

[puapyxaeaLum 3abonsiBaHus

4 .Envnencus ¢ yTO4HEHa eTnororng

@ur. 3. KapTa Ha IbTH HA IAMEHTA

onn wnu LUICMN

MbpBa ambynatopHa cpela l
l Xocnutanu3auus B oTAeneHue
B W3BLHGONHMYHA MEaNUMHCKA R Ha MBAIJ - HeBponoruyHo, aeTcko
nomouy -Hespornor, aeTcku d

HeBporsor/ neguaTsbp

Btopa ambynaTtopHa cpelia ¢
A Xocnutanusauus B Yb -
HeBpPOJIOrMYHa K-Kka /geTcka <+
HEeBPOJIOrMYHa K-Ka (CeKktop)
KoHcynTaTMBHM KaBMHETU KbM ¢
- Yb

Xocnutanusauus B
HeBpoxupypruyHa knvHukal otaeneHue-
npu Heo6xoAUMOCT

\ 4

N3BBLHOONHMYHA MeAULIMHCKA
nomouy -Heeponor, geTckn Hesponor/

A A

*KOHCyJ’ITaHI/Iﬂ C ICUXUATBHP CC€ U3BBPIIBA TP CbMHCHHUE 3a IICUX03a UJIU IPOMAHA HA JINYHOCTTA, CBbpP3aHa C CNUJICIICUATA,
XocnvuTalu3alus B ICUXUATPUYIHO OTACJICHUEC- HA OOJIEH C EIUIIETICHS — IIPpU NMCUXHUYHU YCIIOKHEHUS OT CUJICIICUATA
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®@ur. 4. AJ]FOPI/IT'LM 3a JTHAHOCTUKA U NMPOCJIeAABAHE HA MALITUEHTA C eNMUuJIeNnCusa

onn

HeBponoruyHo orgenexue B MBAJ - cnewHa
(npu EC) unn nnaHoBa xocnutanusauns- npu

Hesposor B UBMTIT

ANArHoCTUYHO-TepaneBTUYHN TPYAHOCTH

AHamHesa, ctatyc, EET,
nabopaTtopeH MUHUMYM,
AnarHosa, neyeHve

HeBponornyHa / peTcka
HeBpPOJIOrMYHa KIIMHMKa (CeKTop)
B YB npu cnewHn niankaumm,
Nporpecus, yCroXHEHUs.

y

A
MPOrPAMA

3A NMPOCIEOABAHE

y

Hesponor, getcku
HeBporor / neamaTsp,
ncuxonor

C yectun

4

Cepun
npuctbnu, EC

npuctbnu 3

A\ 4

HEeBpOSor, AeTCKU
HeBponor, apyr
cneuuvanucT, npu
HeobxoaumocT
OONMHUYHO NneyveHune

HeBporior,
[EeTCKU HeBpOror,
KIMHMYHO feYeHune,

onepauus npu nHOUKaumun







