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H3noassanu CbKpalleHus:

ATl — AHTUI'BPYOBU JIEKAPCTBA

I'TKII — reHepaIn3UPaHy TOHUYHO-KIOHUYHHU IIPUCTBIIN

BI'TKII  — BTOpHYHO TeHepaTM3upaHd TOHUYHO-KIOHWYHH TIPUCTHIN WK (JOKATHU MPUCTBITH C SBOJFOLUS KbM JIBYCTPaHHU
TOHUYHO-KJIOHUYHU

®ITKIT — dokanHNM IPUCTHIH C EBOIMIONHSA KbM IABYCTPAHHN TOHHYHO-KIOHWYHH TIPUCTBIIH

or — (beOpuitHM rBpUOBE

ACTH — aZIpEHOKOPTUKOTPOIIEH XOPMOH

ADNFLE — ABT030MHO-IOMMHAHTHA HOII[HA (PPOHTAIIHA CITMIICTICHS

ADPEAF — ABT0O30MHO-IOMMHAHTHA MAapLUaIHA EMUJIETICHS ChC CIYXOBH XaJTIOLUHAINH

BECTS  — Benurnena enunencusi ¢ IEHTPOTEMIIOPAIHU ocTpus, Ponanmosa enunencus
BFNS — BeHnrnenn HeoHaTaTHN (paMHITHA TPUCTBITH

BRV — brivaracetam

CBD — Cannabidiol

CBZ — carbamazepine

CLZ — clonazepam

CSWS — IPOXBIIKUTEITHA KOMIUIEKCH OCTpHe-0aBHA BBIIHA 110 BpeMe Ha ChH
DNET — TM3eMOPHOHAJICH HEBPOCIIUTEIICH TYMOD

ESES — CTIEKTPHYCH CMIUICNITHYEH CTAaTyC 110 BpeMe Ha OaBHOBBIIHOB ChH
ESM — ethosuximide

ESL — eslicarbazepine

FFL — Fenfluramine

GEFS+  —renepanusupana (reHeTu4Ha) enuiencus ¢ peOpuiiHu repuose +
GBP — gabapentin

HS — XUIIOKaMIIaJIHa CKJIEpo3a

FS — @I, heOpmTHE IBpPIOBE

CPS — KOMIUIEKCHH TapIHaIHU TPUCTHIIN

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

LTG — lamotrigine

LCM — lacosamide

OoXC — oxcarbazepine

PB — phenobarbital

PGB — pregabalin

PHT — phenytoin

SUDEP  — BHe3amnHa HEOYaKBaHA CMBPT IIPU ENUJICICHS

TGB — tiagabine

TLE — TEMIIOPAJTHO/ISIIOBA ETTUIIETICUS

TPM — topiramate

SMEI — Severe myoclonic epilepsy in infancy, cuaapom Ha Dravet

VGB — vigabatrin

VPA — BaJmpoar

ZNS — zonisamide
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I. ONPEJAEJIEHUE U ENTIUAEMHUOJIOT'UA

1. Onpenenenne. CeroBHara Jlura 3a Oop0a c enmnencusra
(ILAE) n Mexnaynaponuoto bropo 3a Ermnencus (International Bu-
reau for Epilepsy, IBE) ne¢unupar enunerncusra Karo ,,M03b4HO 3a-
OoJsiBaHe, XapaKTEPU3HUPAILO C€ C TPAHHO MpeapasNoIokKeHHE 32
reHepupaHe Ha CMWJICITUYHU MPUCTBIN U C HEBPOOUOIOTHYHH,
KOTHUTHBHH, MCUXOJOTMYHM U COIMAIHH MOCIEACTBHS OT TOBA
CBCTOSIHHE .

Cnopen npenopbuana ot ILAE pasimupena nepunuumst 3a enu-
nencust ot 2014 r. enuencusTa € MO3b4HO 3a00JIsIBaHe, KOETO ce
HaOTI0NaBa TIPU HKOE OT CIEAHHUTE YCIOBHS:

1. ITone 2 HenmpoBOKMpaHU (MM IPOBOKUPAHM) MPUCTHIIA, Ha-
OMrofaBaHu Mpe3 Nepruo MO-ToNsIM OT 24 4.

2. EnuH HenpoBOKUpaH (MJIM IIPOBOKUPAH) PUCTBIT H HATMYKE
Ha (haKTOpH, KOMTO ONPeEeNAT mo-roisama (Hax 60%) BeposTHOCT 3a
MOCJIE/IBAIIH TIPUCTBITH, OI00HA Ha Ta3u CJe] 2 HENPOBOKUPAHU
npuctbna (Mpuctbil 30 THHU ciie MO3bYEH HHCYIIT, TIPH YCTaHOBEHU
MO3BbYHH CTPYKTYpHU abHOpMHOCTH U enmientidopmena EET).

3. Jlmarno3a enmnentiyeH cuaapom (Pormanmosa emmnerncus ¢
HMCBK PHCK 32 PELUMBUPALIH TPUCTBIHN, cHHIpoM Ha Landau-KI-
effner, emitentuyHa eHePanonaTs ¢ MPOABIKATEITHH KOMILIEKCH
craiik-0aBHa BBJIHA TI0 BpEMe Ha ChH).

Enunencusra ce nmprema 3a n3neKyBaHa IpH:

— TManeHTH ¢ BB3PACTOBO 3aBHCHM CHMJICTITUYCH CHHIPOM,
KOMTO ca IIPEMHHAJIN ChOTBETHATA TUITMYHA Bb3PACT WIIH

— [Maumnentn 6e3 npuctbiy 3a noxne 10 roauny u Oe3 aHTHENH-
JIETITHYHU MEIMKAMEHTH [PEe3 MOCIICIHHTE 5 TOUHH.

He ce anarHocTunypa enuierncus, Korato NpUCTBIINTE Bb3HHUK-
BAT TIPU OCTPHU YBPEXKIAAHUS HA MO3BYHHUTE CTPYKTYpH (MHCYJITH,
TpaBMH, eHIe(DaTUTH) UM METa0O0IU3bM (XHUITOTIMKEMHS], CHHKOII,
WHTOKCHKALWA) ¥ (HeOpUITHTET.

2. Enunemuosnornsi. bosiecTHOCTTA OT aKTHBHA CHMIICTICHS €
CXOIIHA 32 IBpPKABHUTE C Pa3IMYHO UKOHOMUYECKO pa3BUTHE — 2,3-
5,9/1000 3a appkaBu ¢ BUCOKOJOXOIHA HKOHOMHKA, 3,7-13,3/1000
3a IbPKaBH C BUCOKO/IOXOIHA KbM CPEIHOIO0XO0IHA HKOHOMUKA, 2,4-
22,8/1000 3a 1bprkaBH ¢ HUCKOJOXOHA KbM CPEIHOI0XO0/IHA HKOHO-
MuKa, 3,6-15,4/1000 3a abpkaBu ¢ HUCKOIOXOAHA HKOHOMHUKA.

3a00J151€MOCTTA € 110-BHCOKA 32 IbPXKABUTE C HUCKOIOXO/IHA U
cpenHonoXonHa HMKOHOMHKA. Cpermnara 3abonsemoct e 45 Ha
100 000 HaceneHne 3a BHCOKOZOXOJHUTE IbpkaBy U 81,7 B octaHa-
JIUTE AbPKABU.

V nac 6onHuTE ¢ eruiencus ca okono 50 000.

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

II. EMMWJIENTUYHU TPUCTBIIN: ONPEJAEJIEHMUE,
KIIACUOUKALUSA, KIMHUYHA U
EETI' XAPAKTEPUCTHKA

1. Onpenenenue. Enunenmuyununme npucmvnu ca enu3onu ot
BHE3AITHO HACTHIIBAIIO KOIMYECTBEHO U/MITH Ka4eCTBEHO Pa3CTpoii-
CTBO HAa CH3HAHHUETO, CEH30PHUTE, ABUTATEIIH, ABTOHOMHHU U TICH-
xuunn QyHkiwn. Te ca u3pa3 Ha XUIEPCHHXPOHHUTE Paspsiid Ha
KOpoBUTe HeBpOHU. KIIMHWYHATA M3sBa HA SNMUICITUYHUTE HPH-
CTBITH 3aBHCH OT JIOKAITM3alMsITa HA Pa3psAuTe B MO3bUHATA KOpa U
Pa3IpOCTPAHEHHETO UM B MO3bKa.

2. Knacudukanus — pasmmupena ILAE cxema Ha enunentny-
nure npuctbiu ot 2016 1. u 2017 r. [Ipomenure Britousart: 1. ,,do-
KaJleH” 3aMecTBa ,,napuuanen’’; 2. [I[pucTbpnuTe ¢ HESICHO HAaYaIo
CBITIO MOTar Ja 0baaT knacupuipany; 3. [[poMeHuUTE B Ch3HAHUETO
ce M3M0M3BAT KaTo KpUTepuii 3a Kiacudukarms Ha HOKaTHUTE MPH-
cterii; 4. OTXBBPIAT Ce TEPMHHH 33 KiIacU(UKaIlMs Karo:
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,IN3KOTHUTHBHU ", ,,IPOCTH MAPIHAIHK ", ,,KOMIICKCHU MapIiua-
HU, ,,ICHXUYHH ", ,,BTOPUYHO TCHEPATU3UPAHH ", ,,aypa”, ,,KOHBYI-
cun’; 5. [Ipuemar ce BUIOBE MPUCTHIN KaTo: (OKATHU TOHUYHH,
KJIOHHYHH, aTOHHYHH, MAOKJIOHNYHHU, XUIIEPMOTOPHH (3aMeHS XH-
MEPKUHETHYHH ), KOTHUTHBHHY (3aMEHsI ICHXUYHH, OTHACS CE 32 CTIe-
muUYHA TPOsiBM Kato adasusi), eMONUOHATHU (TeIacTHYHH,
JAKPUCTUYHH), SMMJICIITHYHHI CIIa3MH, KAKTO U IByCTPAHHUTE MM Ba-
puanTH; 6. J00aBAT ce HOBU BHIOBE I'€HEPAIM3UPAHU TIPUCTBITH:
a0caHCH ¢ MUOKJIOHWH Ha KJICTIaulTe, MHOKJIOHUYHY a0CaHCH, MU-
OKJIOHMYHO-aTOHUYHHU, KJIOHMYHO-TOHHUYHO-KIOHUYHH, CIHJICI-
THYHH cra3Mu. EnunentuunuTe cra3mu Morar jia Ob1at QoKaiHu,
reHepaIn3upaHy Wi HeyTouHeHH; 7. TepMHUHBT ,,AByCTpaHHHU TO-
HUYHO-KJIOHWYHU~ 3aMEHS ,,BTOPUYHO I'eHEepaIn3upani’.
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C eBOIIONHS KbM
JIBYCTpaHHH
TOHUYHO-KIOHHYHI

Durypa 1. Knacudukaius Ha BUI0BETE SIHICTTUYHI TPUCTHIIH
(2016, 2017 )

3. Knuanunn u EEI xapakTepuctuku

Enujentnynute nmpucrbim ce xapakrepusupar cnopen EET
Y KJIMHUYHATA XapaKTepUCTHKA KaTo (POKAIHHU (MapLUaIH) U TeHe-
paJIM3UpaHu.

Dokannume npucmvnu TPON3XOKIAT OT KOPOBH HEBPOHHH
MPEKH, MO-PSJKO OT MOJKOPOBH CTPYKTYPH (HAIpUMeEp MPH XHIIO-
TaJaMUYHUTE XaMapTOMH) M OCTaBaT JIOKAJW3UPAHH B €[HATA Xe-
muchepa. B Hikon ciydan okarHUTE NPUCTHIN Ce TeHepupar B
HOBEYE HEBPOHHHU MPEXkKHU B ABETE XeMuc(epu (Hanpumep TpH JIBY-
CTpaHHa Me3UaJlHa TEMIIOpAJIHA eruiencust, Ponaniosa enuiencus).
B EET ce ycraHoBsiBa uecto (hokaiHa Haxo/ka 1 Oelesu, 4pe3 KOUTo
ce JIOKaIM3upa enmwientnyaus goxyc. KnnHndHata nuarnosa e
TpyAHA, ThI Kato camo okoio 40% 1o BpeMe Ha MPUCTBHIT TI0Ka3BaT
kopenanus B ckannosata EET.

* Dokannume npucmuvnu be3 yepeda Ha cv3Hanuemo (IPOCTH
MapIHaTHU TIPUCTHIN ) ca MOTOPHH, CEH30PHH (BKJI. MUPHCHH, BKY-
COBH U CITyXOBH), aBTOHOMHH (ETIUTacTpasHa aypa C raJeHe, MoBpb-
I[aHe), BEP3UBHHU C OOpBIIAHE Ha [V1aBaTa U /I NOIVIe/ia HACTPaH!
U NCUXMYHM (IIapOKCHU3MaJIeH CTpax WM cMsx). Te ca KpaTku u
MOTar J]a Iporpecupar BbB (POKATHH C YBpe/a Ha Ch3HAHUETO HIIN
JIBYCTPaHHH TOHUYHO-KIOHWYHU. Juhepenyuanna ouaznosa: npe-
XOJIHU MCXEMHYHHM aTaku, XeMH(BaluaiH1 ClIa3MU U THKOBE.
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* @oxaJHUTE MPUCTHIIN € YBPeIa HA CH3HAHHETO (KOMIIICKC-
HHUTE MapIHUaIHU IPUCTBIIN) NPOTHYAT C IPOMAHA B Ch3HAHUETO U
CBII0 MOTAT JIa IPOrPEeCHpaT KbM JABYCTPAHHU TOHUYHO-KIOHUYHH.
Hauune ca cimpane Ha JBUXKCHUATA, aBTOMATH3MH M TIOCTUKTAJIHA
obbpranoct. [Ipn okanHuTe IPUCTHIN C YBpeaa Ha Ch3HAHUETO C
MIPOM3XOJ OT ME3UO-TEMIIOPATHNTE 00IaCTH Ca HANHIIE OPO-ATIMEH-
TapHH aBTOMATH3MH (IPErTblIaHe, MIIICKaHe), APYTH aBTOMATH3MU
(Harmp. CTEepEOTHIIMY C PbIIE), AMCTOHHH (PEHOMEHH M MOCTHKTAIIHA
obbpranoct. [Ipn okamHuTe IPUCTHIN C YBpeaa Ha Ch3HAHUETO C
HIPOU3XOJ] OT (PPOHTATHHMS [T Ca XapaKTECPHH U3PA3CHH JIBUTATEITHU
aBTOMATH3MU KaTo ,,KapaHe Ha KoJeJI0” U Jp., U ObP30 Bb3CTAHOBSI-
BaHe cies npucrenure. [Ipu okaniHUTE NPUCTBIN C yBpena Ha
Ch3HAHUETO OOMKHOBEHO MMa HKTaiHa Kopenarws B EEL. Jugepen-
yuanna OuaeHo3a: Py HECHISITHIHUTE IPUCTHIIH CE BU3yaIn3Hupa
HOopMasieH ajia pUThM [0 BPEME Ha ,,lI0BEICHYECKH IIPOMEHH U Ha-
PYIICHO Ch3HaHKE .

TI'enepanuszupanume npucmuvnu MPON3XOXKAAT OT ONpeeIeHa
30Ha 1 Bb30y1aTa Obp30 ce pasnpoCTpaHsBa 110 HEBPOHHU MPEXKH,
BKJIFOUBAILM KOPOBU ¥ MOJKOPOBH CTPYKTYpH. [ eHepanusupanute
HPUCTBIIN MOTar 1a OblaT aCUMETPUYHH.

» EET" e ¢ reHepanu3upana napokCu3MalHa akTUBHOCT C JIBY-

CTPAaHHO CHHXPOHHO HAYasIo.

* Jluncea ¢oxanHa KIMHUKA B HAYAJIOTO (CAMO MHUOKJIOHUHTE
Morar Jja ObJaT aCUMETPHYHN).

* buBar pa3nuunu THIOBE (BIDK KIacH(UKAIMATA HA IPHCTH-
nute) — abcancu, Muokionnunu, knounauu, [ TKIL, Tonudmnu,
ATOHMYHH.

Abcanchume npucmuvnu ca KpaTKy U301 OT HAPYIIECHO Ch3-
nanue (1ox1 20 s) 6e3 aypa ¥ HOCTIPHCTBIIHA 0OBPKAHOCT, TIPU KOUTO
HSIMa WM PAAKO UMa aBToMari3Mmu. Haii-qectu ca numeBute aBTo-
MaTH3Mu ¢ npuMureane. [IpoBokHpar ce oT XUIepBeHTHIALMSA WK
(borocTumynanus. 3anouar B JeTCKaTa WM IOHOIIECKA Bb3pacT U
MOTar Jia IPOABJDKAT TIPU Bh3pacTHHUTE. YecTo ocTaBar Hepasmos-
HAaTU TIPY JIe1aTa 10 NOosIBaTa Ha FeHepaIn3upaH TOHHIHO-KIOHUYCH
npuctbil. B EEI" npu abcaHcHUTE MPUCTBIIN Ce yCTaHOBSBAT TeHEe-
paNU3MpaHU NAPOKCU3MHU OT KOMIUIEKCH OCTpHe-0aBHA BbJIHA 3-
3,5 Hz.

Muoknonuunume npucmvnu ca KPaTku, aCUMETPUYHU TPET-
KaHMS 1 JIBIO)KEHUS, Tpaeny 1oy 1 s. Morar na ca rpynupaHy B pam-
KUTE Ha HAKOJIKO MUHYTH U JIa €BOJIIOMPAT B KIIOHUYHH NPUCTBIIH.
[Tpu MuoknonnunnTe npuctsnu B EEI mma 6bp3n komIuiekcn mo-
nHCTIaliK-0aBHA BbJIHA.

Knonuunume npucmynu ca puTMUYHA MOTOPHH IPOSIBU ChC
uiM 0e3 yBpeeHO Ch3HaHKE, KOUTO MOTar 1a uMart (oKasieH npous-
XOJI WU J1a ca TeHepaIn3upany ¢ 00XBallaHe eTHOBPEMEHHO Ha rop-
Hure ¥ jgonuu kpaiinuuu. B EEIT ce ycraHoBsABar IBYCTpaHHU
PUTMUYHH SHMICITHYHU PA3PSIH.

Tonuunume npucmvnu ce XapaKTepU3UpaT ¢ BHE3allHA TO-
HHUYHA eKCTEH3Us WK ()IIEKCHS Ha I7aBara, TAIOTO W/HMIN KpaiHu-
ute 3a ceKyHau. OOMKHOBEHO ca MPH CHHIUBOCT, 3aCIIBAHE UITH
cpOyxane. B EET" uma pa3psiin ot Obp3a akTUBHOCT (OCTPHU BBJIHH,
0CTpust) € pa3IuyHa aMILIUTY/IA.

Tonuuno-knonuunume npucmovnu (grand mal, I'TKII) nipo-
THYAT C JIBUraTeHU ()EHOMEHH — FeHePaIN3UPaHd TOHUYHH H3ITb-
BaHMA HA KpaiHUIMTE 3a HAKOJIKO CEKYHAM M II0CIeBaIN
PUTMUYHH JIBUKEHUS C TIPOBIDKUTEIHA IIOCTUKTAIHA 00BPKAHOCT.
PaznmuaBsar ce oT (OKaTHUTE MPUCTBIN C MPOTPECHS KbM JBY-
CTpPaHHHM TOHMYHO-KJIIOHWYHH I10 JIMIICaTa Ha aypa U (OKaJIHO Ha-
yano. Vkranno B EEI ce ycraHoBsiBaT reHepanu3upany KOMILIEKCH
OT OCTpUsl, WM MHOKECTBEHH OCTPUS U OaBHU BBJIHHU, YECTO C MO-
BHUIIEHA aMILUTHTY/A BB (PPOHTATHUTE OOIACTH.
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Amonuunume npucmvnu ca ¢ Kparka 3aryba Ha I0CTypaJieH
TOHYC, KOETO BOAU 10 najaHe u Hapanssane. B EEI ce ycranossBa
reHepaM3UPaH pa3psJ| MoMcHaiik-0aBHa BbJIHA, KaTo 3arybara Ha
MYCKYJICH TOHYC, ToTBbpzieHa upe3 EMI, cbBraja c 6aBHaTa BbIHA.
[To-penxyn UKTaIHY MPOSIBU ca Obp3a aKTHBHOCT C PA3JIMYHA aMILTH-
TyJa WIK Pa3psad OT MHOKECTBEHH OCTPU M IOCIICBAlla FeHEepa-
JIM3MpaHa aKTHBHOCT OT KOMIUIEKCH OCTpue-0aBHa BbJIHA.

III. ETHUOJIOT'US U TATOTI'EHE3A
HA EINMWIEIICUUTE

Criopezi €eTHOJIOTHSATA ENWICTICHUTE CE Pa3/IeNAT Ha: TeHETHYHH
(uauoNaTUYHM), CTPYKTYPHH/META0O0IMTHY, aBTOUMYHHH, HH(EK-
IIO3HY (CUMITTOMATUYHH ), C HEM3BECTHA ETHONOTHS (KPUIITOTCHHA).

1. Teneruyna (ILAE, 2010) unu uanonaridHa € enuierncusra,
KOATO € Pe3yJITaT OT U3BECTEH MM TPEJIIoNaraéM reHeTHYEH Jie-
(eKT, eNMISTITHYHNTE TIPUCTHIIN Ca OCHOBHUAT CHMITTOM Ha 3a00-
JISIBAHETO, @ MOJICKYJISIPHO-TeHETHYHUTE M3CICABAHHUS Ca OCHOBHH
JquarHoctiynu Tectoe (Harnp.SCN1A ren npu cunapom Ha Dravet).
BobHuHNTE hakTOpH TOMPUHACAT 32 EKCIPECUsTa Ha 3a00/IBaHETO.
I'eHeTHYHY ca OBEYETO TEHEPAIM3UPAHH ENUIICTICHH KaTo ieTcKaTa
1 IOBEHIITHATA a0CaHCHA eMIIICTICHS, CHHApoMa Ha Dravet, reneTHd-
Hata (TeHepaiu3upaHa) enuiencus ¢ (peOpuiIHN T'bpPUOBE ILTIOC
(GEFS+) (Tabmumu 1, 3, 4), 1 Hsikou HOKaIHU SMHIETICHU KaTo aB-
TO30MHO-JIOMUHAHTHATa HOLIHA (POHTAIHOIANOBA ENHICICHS
(ADNFLE), aBT030MHO-IOMHHAHTHA MapIHaiHa €MHICTICUS ChC
ciyxoBu xamonunanuu (ADPEAF) u ap. (Ta6m. 2, 3, 4).

Tabmuua 1. OCHOBHY reHU TIPH TEHETUYHHU (IIPEAUMHO T€HEPAIM3HPAHH)
CTUICTICHH

MoHorenHna osect I'en 3a mpen-

pasnonoxenne

ABT030MHO-T0MHHAHTHH eMUJIeNTHYHH CHH/IPOMH B KbpPMa4€eCKa Bb3pacT

KCNQ2, KCNQ3

Benurnenn pamuisu
HEOHATaJIHU I'bPUOBE

Benurnenn ¢paMuiHg HeoHa- SCN24

TaIHU-UH(DAHTHIHE IbPYOBE

®eopunnn ropuose, GEFS+ u cungpom na Dravet

GEFS+, GeGpunu repuose, SCN14
cuHpoM Ha Dravet

GEFS+ SCNIB
GEFS+, Gebpunau rppuose, GABRG?2

cunpoM Ha Dravet
GEFS+

GABRD

Wpnonaruvna reHepajausdpana enujencus

GABRG2

Jlercka aOcaHcHa emuiercus (¢
(ebOpuHT rbpUOBE)

HOBeHMITHA MHOKIIOHHYHA GABRAI

CIUIICTICUA

Paznnunn denorunose CLCN2

Jletcka aOcaHCHA CMUANIETICHS CACNAIH
(HO: 1 IpyTH HEHOTHIIOBE 1

SIHIICTITHYHA CHHAPOMH)

HOBeHMIHA MHOKIIOHHYHA EFHCI
eruiencust (HO: i Apyru
(DEHOTHIIOBE ¥ CMIUJICTITHIHH

CHHJIPOMH)
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Tabmuua 2. damuay GOKaNHI STHICITHIH CHHAPOMH

Bbspact Kimnn4na kapTuHa Xpomo3oma, ren

ABTO30MHO-IOMIHAHTHA HOLIHA (POHTAIIHA STHIETICHS 10-20T. Hommun XnnepMOTOPHH NPUCTBITH, 9ECTO ChC ChXPaHEHO ch3Hauue  CHRNA4

(ADNFLE) CHRNB2
CHRNA2

ABT030MHO-IOMUHAHTHA MTAPIUATHA SIHICICHS ChC 20-40T.  Aypu CcbC CITyXOBH, AHCHA3MIHH WIN 3PHTEITHH XapAKTEPHCTHKH LGII

ciyxoBu xamonuHatu (ADPEAF)

DaMUIHH Me3HATHH TeMIOPATHO-IAI0BH eMUICICHH

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

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

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

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

(damuiiHa NapLuaTHa enuiIencys ¢ pasanyHi OTHUIIA 10-30r.  ®DponTanHu, TEMIOPATHH, OKUMITHTAIHH, LEHTPO-IIAPHETATHH 22q12

(FPEVF) MPUCTHIH

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

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

Ta6n. 3. Enunentuynn CHHAPOME U T€HI

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

Heonarasen nepuox

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

Pyridoxine-3aBucuma emmnencus (EPD) AP ALDH7A1

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

Kbpmauecka u jeTcka Bb3pact

damunna nudanTHIHa MUOKITOHHYHA erriencus (FIME) AP TBCID24

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

Wndantinay enunentiunu cunapomu npu Amuim (AIES) AP ST3GALS

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

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

X-cebp3ano, [ CDKLS

X-cBbp3ano, P ARHGEF9

X ALGI3, PCDHI9

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

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

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

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

(GEFS+)

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

MuoxnonnyHo-actarnyna enunencus (MAE) ALl SLC6A1

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

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

YMCTBEHA H30CTAHANOCT

Jlercka abcancna enunencus (CAE) All GABRG2

nemssectia  CACNAIH, GABRAI, GABRB3

FOnowecka ev3pacm u npu gv3pacmuu

[OBenmHa adcancua enmnercus (JAE) Al CLCN2, EFHCI

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

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

damunHa enuencus ¢ Havano npu Bx3pacthy adult myoclonic Al ADRA2B

epilepsy (FAME) AP CNIN?

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

Hecneyugpuuno ev3pacmoso nauano

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

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

HEM3BECTHA CHRNB2

damunna okanna enmnencus ¢ Bapuaduinn pokycu (FFEVF) AP DEPDCS
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Tabmuua 4. ['enn, acoLUUpaHy € eNMUIETICUI

Tenn AconMHPAHH eNUIeNTHYHH CHHAPOMH
ARX WudanTunnu cna3vu, paHHH MHOAHTHIHT SMICITHYHY eHIle(aTonaTun
ATP1A2 benurnenn hpaMuiHi HEOHATATHY KOHBYIICHH, (paMIIIHA XEMUIIIETHYHA MATPEHA U CTIAICTICHS
CACNAIA AGCaHCHA CNUIETICHA 1 CIH30MYHA ATaKCHs, (JaMIUTHA XeMHIUIETYHA MUTPEHa
CACNB4 [OBeHMITHA MHOKIIOHIYHA CITHICTICHS
CDKL5 * Undantunnu cnasmu Mexay 3 u 6 Mecelia, HapyIIEHO HEPBHO-IICUXHYHO Pa3BUTHE, CTEPEOTUITHH JIBKEHHUS C PbLETE, ATHITHYHA
(STK9) XHUTCAPUTMHUSA (5 THTH MO-4ecTa MpH MOMUYETA)
CHRNA4 ABTO30MHO-JOMHHAHTHA HOIIHA (DPOHTAIHA EUIIETICHS
CHRNB2 ABT030MHO-JOMUHAHTHA HOIIHA (DPOHTAIHA EMUIETICHS
CHRNA2 ABTO30MHO-I0MHHAHTHA HOIIHA (PPOHTAIIHA CICTICHS
CHRNA7 [OBeHMITHA MUOKIIOHIYHA SHIETICHS
CLCN2 JleTcKa M I0BEHHTHA a0CAHCHA CIMICTICHS, IOBECHITHA MUOKTOHHYHA CITHICTICHS
CLTC Enunentuysa exiedanonarus ¢ yMCTBEHa H30CTAHANOCT
DHDDS Enunentuyna enuedanonarus ¢ yMCTBEHa H30CTAaHANOCT
EFHCI [OBeHMITHA MHOKIIOHIYHA SIMIETICHS
GABRD I'enernyna enuiencus ¢ GeOpUIHU IbPUOBE ILIHOC
GABRAI [OBeHMITHA MUOKIIOHIYHA STHIETICHS
GABRB?2 Enunentuysa exiedanonarus ¢ yMCTBEHa H30CTaHANOCT
GABRB3 Enunencus n aytussm
GABRG2 Jlercka abcancua ermtericust, [ enernyna emunerncus ¢ hebpunan repuose mwioc (GEFS+), Cunmpom Ha Dravet (SMEI), mpoctu dheOpuman
T'bPYOBE
GABBR?2 Enunentuyna eHuedanonarys ¢ yMCTBEHa H30CTaHANOCT, CHHAPOM Ha Rett
GNAOI GNAOI-enunentnyHa eHiedanonarys u IBUraTeHI HAPYILICHAS
KCNQ2 benurnenn pamunau veonaranuu kousyncun (KCNQ2-BFNE), neonaranun emunentuann exuedanonarun (KCNQ2-NEE)
KCNQ3 Bennrnenn damunnn neonaranuu kousyncun (BFNE), 6ennrnena pamunna unpantinsa emmnencust (BFIE), spamoxen KCNQ3-cBbp3an
MHTENEKTyalIeH Ae(UIUT.
KCNMAI T'eHepanu3upana enuiencys ¢ MapoKCU3MAaIHU IN3KUHE3HH
KCNTI Enunencus ¢ murpupaiiu GokamHu mprucThin B kKbpMadecka Bb3pact (EIMFS), aBrozoMHo-10MIHaHTHA HOLHA QPOHTATHO-SIOBA
enuencust (ADNFLE)
LGI1 ABTO30MHO-10MHHAHTHA (hOKAITHA CITHIICTICUS ChC CITYXOBH XATIOLMHALIH
NTRK? TemmopaHO/SIOBa €MUIICIICHS, STIIENTHYHA SHIe(aIonaThs ¢ yMCTBEHA H30CTAHATIOCT
NUSI Enunentuysa eniedanonarus ¢ yMCTBEHa H30CTaHANOCT
PCDH19 Enunerncus npu KeHI ¢ YMCTBEHO H30CTaBaHe
PRRT2 Enunencus, (pamMuisa XeMHUIIErHHa MUTPEHA, TAPOKCH3MAITHA TU3KHHE3HS
RABIIA Enunentuyna exuedanonarus ¢ yMCTBEHa H30CTaHANOCT
SCNIA I'enernuna emunencus ¢ pedpunu rupuose mioc (GEFS+), cunapom na Dravet (SMEI), pamunna xemuruiernyna murpena (FHM3)
SCNIB I'enernyna emnencus ¢ peOpunu rupuose mioc (GEFS+), temnopannozsiosa enuiencus
SCN24 Teneruuna enunencus ¢ Gpedpunu rbpaose mmoc (GEFS+), panna enunentiina enuedanonarus ¢ HEOHaTaIHO HAYAI0 WM B IETCKA Bb3PACT,
OEHUTHEHU (hpaMITHU HEOHATATHH/MH(QAHTUIHY KOHBYJICHH
SCN8A Panna nndantunna enuentuyna enuedanonarus — 13 (EIEE13 wiu cunapom na Ohtahara), 6enurnenn ¢pamMuasi HHQAHTIIHU IPUCTBITH
(BFIS5 ¢ dokanuu kpm aByctpantu TornyHO-kioHndHr Wik [ TKIT 10 k6M 2 T. BB3pact), NapoKCH3MAalHa JUCKHHE3HS
SLC2A41 AGCaHCHa eMencrs ¢ PAaHHO HAYa0, MUOKJIOHUYHO - ACTATHYHA MHICIICHS, TeHePAIU3MPaHa SIUICTICHS, SIHICITHYHA eHIe(anonarus mpu
peduuut Ha rmokoseH Tpancrioprep T 1 (GLUT), enunenicust ¢ napoKCH3MaNHU, MHAYLIUPAHU OT YIPAKHEHUs TU3KUHE3HH
SLC25A422 Panna MUOKIIOHHYHA eHLe(ATONaTHs, MUTPUPALIHU TAPLHAIHH IPUCTBIIN B KbPMAUECKa Bb3PacT
SLC3542 Enunentuyna eniedanonarus ¢ paHHO Havao
SNAP25 Enunentuysa enedanonarus ¢ yMCTBEHa H30CTAHANOCT
ST3GALS Enunentuysa ennedanonarus ¢ Texka yMCTBEHa H30CTAHATIOCT, XOPEOATeT03a, CKOINO03a, JTHIEB AM3MOP(HU3bM, HAPYIICHA TUTMEHTAIIHS
STXBPI Panna nu(anTHIHA enuenTiYHA eHIedanonarid (curapom Ha Ohtahara, cuapom Ha West, curpoM Ha Lennox-Gastaut cuapom Ha Dravet
(ne SCN1A-cBbp3an), cunapom Ha Rett (ve cebp3an ¢ MECP2 u He cbp3an ¢ CDKLS-myTarus). dokaiHa enuierncus ¢ HHTeNeKTyaneH
neumuT.
TBCID24 damiiHa HHPAHTHIHA MUOKIIOHAYHA SMUIIETCHsl, (POKAIHA MUIENCHs ¢ AEDUIIUT B PA3BUTHETO, MEAMKAMEHTO3HO PE3HCTEHTHA MU THYHA
eHuedanonarus, BKI. cuaapom DOORS (rmyxota, octeomucTpodus, yMCTBEHA H30CTaHANOCT, CMMICTITHYHH MPHITA/IbIH), HECHHAPOMHA
IIyXoTa
2. CTpyKTypHa/MeTa00JUTHA (CUMPMOMAMUYHA) € CTIUTIETI- Enunencuu c¢bc cuMITOMAaTHYHA WIH ,,CTPYKTYpHA/MeTabo-
CHATa, CBBp3aHa ¢ ompeneneHn pakropu. Ctpykrypaute nesuu ce  smrHa” ernonorus (ILAE, 2010 T):
TPYIHpPAT KaTo: CTPYKTYPHU JIE3UH IPH PUIAOOUTH 3a00JIIBaHHS HA B XunokammnanHa cKiiepo3a
IHC (uHCyaTH, TpaBMH), C TEHETHYHH NPUYMHH (HAKOM Mangop- B Tymopu — mmomu, DNET, ranrmuornuomu, o1uroaeHapor-
MaIu¥ Ha KOPOBOTO pa3BHTHE, TyOepo3Ha CKIIepo3a) M METabOIUTHI JIMOMH
NIPUYUHY (HAIp. SNUICTICUN PH JIEBKOIUCTPO(HH, IPOTPECHBHUTE B Mandopmanuu Ha KOPOBOTO pa3BHUTHE:
MHOKJIOHHYHU CMHJICTICHU TIPH 3a00NABaHUs, CBBP3aHU C HATPYII- — OokanHu KOPOBHU THUCIIA3UN

BaHC B JIM3030MHUTEC, U APYT'HA METa0OIUTHH ILB(I)CKTI/I)Z - XeMI/IMeFaHeHIIC(baHPIH
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— Mangopmanun Ha KOPOBOTO Pa3BHTHE C HEBYCH
— luzenuedanus, muceHuedans, XxononposeHuedas
— KopoBu mucnnasun
— Xereporonuu
— XamapToMu
B Mo3b4HO-CH10BH Mai(hopMaluu
— KaBepHO3HH aHTMOMH, apTepUO-BEHO3HH Man(opMmarnu
(AVM)
— Cunapom Ha Sturge-Weber
B XWMOKCHYHO-MCXEMUYHH (JTOKATHU HHPAPKTH, TH(DY3HU XH-
MOKCHYHO-UCXEMHYHHU YBPE/IH, TIEPUBEHTPHKY/IHA JEBKOMA-
Taiys), MO3b4YHH KPbBOM3IHUBH, BEHO3HH TPOMOO3H
B Tpasmu
B Bpozenu
— TyGepo3na ckiiepo3a
— IporpecuBHE MUOKJIOHUYHH CIUICTICHH
— MeTabonuTHE CHHIPOMHU
— Kananonarun
— MuTtoxoHapuaaHu 60IeCTH
— Xpomo30MHH abepaiuu

3. UmyHHa — npu uMyHOMeauupanu Bb3nanenus Ha [ITHC —
BACKYJIUTH, aBTOMMYHHHU CHIC(ANUTH, BKI. eHIeDaInT Ha
Rasmussen.

4. Mudexunosna — npu nadexruu Ha [JHC — MenunruTy, ex-
nedanutu, abcrecu.

5. C Hen3BecTHA NIPHYMHA (KPUNMO2EHHA) € EUIETICUATA C
HEH35CHEHA IPUYKHA, IPU KOSITO € Bb3MOXKEH M TeHETHYEH JIe-
(ekT, KOHTO BCe omIe He ¢ 10ka3aH. EnmmnencunTe ¢ reHeTnyHa
Y HeM3BECTHA ETHOJIOTHS ChCTABIABAT OKOJIO 60%, a Te3u Che
cTpyKTypHa/ MeTabonutHa — okoio 40%.

IIpencron mpreMaHe ¥ Ha IPyrd BUIOBE 3BECTHA CTHOJIOTHUSL.
B ciywaure, korato cTpyKTypHaTa €THOJIOIHS € TeHETHYHO 00yCII0-
BEHa, MOTaT Jia Ce M3MO0JI3BAT U IBaTa TEPMUHA — CTPYKTYpHA U Te-
HeTH4Ha (Hanpumep komiuieke TyGepo3Ha ckieposa).

IMarorene3a. Hapyien e 6anancsT Mex1y Bb30OYIHUTE H MO~
THCKAIIY POIECH B HEBPOHHU MOMYJIANNH C HAPYIICHN (DYHKIUH.
EnunenTHyHUTE MPUCTHIN HACTBIIBAT MOPA/IH CBPbXMEPHA U CHH-
XPOHHA HEBPOHHA aKTUBHOCT, KOSITO C€ Pa3POCTPAHsBa B HEBPOHHU
MpeXH, 00XBala pa3IMdHN y4acThIM OT MO3BYHATA KOpa W/HiIN
HOVISKAIUTE CTPYKTYPH U ONIpPEJeNs XapaKTepUCTHKATa Ha TIPH-
CTBIHUTE.

IV. KTIACU®OUKALIUUA HA ENNAJIETICUUTE

Ilpes 2010 . ca mpemnoxenu ot ILAE xopekiuu B
TEPMUHOJIOTHATA, KITACH(DUKAIMATA ¥ KOHICTI[MUTE 34 CIUICITHY-
HMTE TIPUCTBIIM H CHHIPOMH, 00yCIIOBEHH OT Pa3BUTHETO HA HEBPO-
n300pa3sBalUTE TEXHOIOTUH, QYHIAMEHTATHUTE U3CIICABAHUS 32
MEXaHU3MHTE Ha CHMJICHTOTreHe3aTa i MOJIEKY/IIpHATa IeHeTHKA.
KoHuernuusaTa 3a renepaniu3upanu 1 HOKaIHYU PUCTHIN HE CE TIPH-
J1ara KbM ,,eJIeKTpO-KIMHUYHNATE” CHHAPOMH, 32 KOUTO € TIpe/cTa-
BeHa MoAapoOHa KiaacuduKamus MO Bb3PACTOBHTE NEPUOAN Ha
Bb3HUKBAHE.

Knacudukanuu Ha enujencuure cropen:

1. EBomonusi. Crioper knacuduxanuara or 2010 r. enuen-
CHHTE Ce Pa3elsiT Ha:

— CaMOOTpaHNYABAIIH CE (HAIP. HIUONATHYHHI (POKAIHHU JETCKU
SIHIICTICHH KaTo PONIaHI0Ba i OCHUTHEHH OKIIMIUTAIHH CIHAICTICHH,
nercka abcancHa enmnencus B 75-80%). [pu TAX uMa coHTaHHA
pEMHCHS B ONpe/ie/icHa O4aKBaHa Bb3pacT. HsiMa KOTHUTHBHU U T0-
BEICHYECKH Pa3CTPOICTBA, BKI. 110 BpeMe Ha aKTHBHATa (a3a Ha
HIPUCTBIIUTE.

— MEJMKAMEHTO3HO KOHTPOJIMPAHH (HAIp. FOBEHIIHA MUOKIIO-
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HYC eNuJIencus),

— MEJIMKaMEHTO3HO — PE3UCTEHTHH (Hanp. cuHapoM Ha Dravet,
West, Lennox-Gastaut), kouto ce aedunupar upes: 1. Konmnuectsena
OLIGHKa Ha IPUCTBIIHATA YECTOTA U TekeCT (YBPELCHO Ch3HAHUE,
KOHTY3HH, IbJIra NocTukTanta auchynkuus) 2. HeedekrusHoct ot
neuenue ¢ AIJI, anexBaTHu 3a TUIA IPUCTBIH U B a[JCKBATHH JI03H.
Cnopen nmocnennara neduannms, npeanoxkena ot ILAE, 2009 r.
,,ME/IMIKAMEHTO3HO-PE3UCTEHTHH Ca MALUMEHTHTE, [IPU KOUTO € Ha-
JUIE HEeyCIeX Ha aJeKBATHO MPHIOKEHH, IOAXOIANIO H30paHu 1
no6pe nonocumu 2 AIJl, B MOHOTepanus uin B KoMOMHANNA, 32
HOCTHIaHe Ha MPONBIDKUTENIHA CBOOO/A OT NPUCTHIIN (32 IEPHOJ OT
| ronuHa UK 3 IHTU MO-ABITO OT HAl-IBITHA MEXKAYIPHCTBIICH
HepHoz 1pes nocneaHara ronuna)”. AnexsareH onut ¢ AIJI o3Ha-
4yapa NPHIOKEHHE HA JIEKAPCTBOTO B MOAXOAAIIA J03a M 3a
JOCTaThUHO TIPOIBIDKUTENICH Neprol 0T BpeMe. [Ipu MenukaMeH-
TO3HO-PE3UCTEHTHUTE MAIUCHTH Ca HAJNIE 3HAYUTE/IHH HeTaTHBHH
eexTy Ha enuIeNTHYHUTE IPUCTBIN BbPXY KaUECTBOTO HA KUBOT.
IIpu ycTaHOBEHA MEIUKAMEHTO3HA PE3UCTEHTHOCT Ce Hajlara mpu-
JI0’KEHUE Ha PallMOHaNHa nonuTepanus ¢ mosede ot ase AlJl, a mpu
HEyCIeX OT JIEYEHUETO U NIPU MHAMKALHUY CJIelBa Ja ObJaT 00ChK-
JIaHU U Bb3MOKHOCTUTE 33 XUPYPTHYHO JICUCHHUE.

2. EneKkTpo-KJIMHAYHU CHHAPOMH CIIOPE]] Bb3PACTTA [IPH Ha-
qanoto (2017 r):

Heonarasen nepuosn

* Bennrnenn neonaranuu pamuaau npuctbiu (BENS)

* Panna muoxnonnuna ennedanonarus (EME)

* Cuanpom Ha Ohtahara

Panna nercka Bb3pact

* Murpupariiy napiuaiHi MPUCTHIN B KbpMadecka Bb3pacT

» Cuanpom Ha West

* MHOKJIOHHYHH eNuIIencuy B kbpMadecka Bb3pact (MEI)

* beHurHeHn HHQAHTUIHY IPUCTHIN

» Curnpom Ha Dravet (SMEI)

* MHOKJIOHHYHH eHle(anonaTiy pyu Herporpecupanu 3ado-
JABAHUSA

Jlercka Bb3pacT

» ®eOpunau repuoBe Mmtoc (FS+)

* bennrnena oxiunuTagHa enuiIencus ¢ panHo Hadano (Cun-
npoM Ha Panayiotopoulos)

* beHUrHeHa OKIMIUTAIHA €MUIETICUS ¢ KbCHO Havayuo (THII
Gastaut)

* Bennrnena emmterncus ¢ neatporemmopanay octpus (BECTS,
Ponannosa)

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

* Jlercka abcaHCHA eNUJICTICU

» Enmsencust ¢ MEOKIOHMYHO-aTOHUYHU TprcThiu (Muokio-
HUYHO-AaCTaTHYHA CIIMIICTICHS)

* Enunernicus ¢ MHOKJIOHUYHH aOCaHCH

* Cunzpom Ha Lennox-Gastaut

» Enmmnentiyna ennedanonarrs ¢ NpOIbKATEITHH KOMIUIEKCH
ocTpue-0aBHa BhJIHA 110 BpeMe Ha ¢hbH (CSWS), BKITIOunTETHO
curzapom Ha Landau-Kleffner (LKS)

IOnoumecka Bb3pacT M Bb3pacTHH

* lOBenmIHa abcaHCcHa enuIIencus

* IOBeHMIHA MMOKJIOHUYHA CITUIICTICHS

» Enmnericus ¢ renepann3upanyl TOHWYHO-KIOHWYHH HPHITa-
IbLH

¢ [IporpecHBHH MHOKJIOHUYHH CHUIICTICHI

* ABTO30MHO-IOMWHAHTHA TTApIINATHA SHHNCTICHS ChC CIIYXOBH
nposisi (ADPEAF)

¢ Ipyru paMuIHH TEMITOPATHOASIIOBU SIHIICTICUH
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Io-necnenupuyHO BH3PacTOBO CBbP3aHU
e GamunHa (QokanHa emnmiencus ¢ BapHaOWIHH (OKYCH
(metcTBO / BH3pacTHH)

* PediekcHH enuiericuu

Paznnynn

* Me3uasiHa TeMIOPATHO/AIOBA CMUIICTICHS ¢ XHIIOKaMITaIHa

CKJIepo3a

» CunzpoM Ha Rasmussen

* [elacTHYHM MPUCTHIN HPU XUITOKAMITATHI XaMapTOMH

ChCTOSIHUS € eNMUJIeNTHYHH IPUCTHIN, KOUTO He ce IHArHo-
CTHLHMPAT KATO eNMuJIeNCHs.

* bennrnenn neonaranuu npuctenu (BNS)

Hogara Knacudukanus 1 1eUHALES Ha CTUICHTHYHATE CHH-
npomu Ha ILAE criopen Bb3pacTra Ha Havanoto, 2022 r. ce BbBEX-
JIaT HAKOM TepMHUHOJIOrUYHY npomenn (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 octasar
camo curopom Ha Dravet, cunopom na Lennox-Gastaut n cunopom
na Rasmussen. Cunopom na West craBa Cunopom ¢ enuienmuynu
uHganmunnu cnasmu,; JJobpoxkavecmeenu Qoxkanru Oemcku enuien-
cuu CTaBaT camoozpanudasawu ce enutencuy: Vnnonaruuna go-
KaJlHA eNHUJIENCHs ¢ LEHTpoTeMIopanHu craiikose (Pomannosa)
craBa CaMOOrpaHMyaBalia ce CMWJICNICUS C LEHTPOTEMIIOPAIHU
craiikoBe; Cunpom Ha Panayiotopoulos (bennraena oknumnuransa
SIUJIeTICHS ¢ PaHHO Hayaso) craBa CaMoorpaHuyaBalll ce CHHIPOM
¢ aBToHOMHa aucyHkims; Cunapom Ha Gastaut (benurnena oxuu-
MHTAJIHA CMUJICTICHS ¢ KbCHO Havalio craBa JleTcka OKIHMINTAIHA
3putenHa enwiencust; POTOCEH3UTUBHA OKLUIHUTAIHA KbCHA CIH-
TICTICHSL.

HoBara mpomsiHa B TEpMHHOJIOTHATA KiacH(HUIMpa eruien-
CHHTE Ha CJIEAHHUTE TPYNH CHOpe]] Bb3pacToBOTO Hayamo (2022 r.):

A. Enujencuu u CHHAPOMH B HEOHATAJIHMS MEPUO] U PaH-
Hata 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).

I. CamoorpanuyaBanm ce enuiencun

1. CamoorpaHmyaBany ce HEOHATATHU CIHIICTICHI

2. CamoorpaHnyaBaly ce (paMuIHH HEOHATaIHH eIUICTICHH

3. Camoorpanu4aBaiiy ce HHYAHTHITHU SMHICTICHH

4. Tenepanusupana enuierncus ¢ (peOpUIHN T'bpPUOBE ILTIOC
(GEFS+)

II. ETnHostornyno cnenuguyHu CHHAPOMU

1. KCNQ?2 — eHnedanonariu Ha pa3BUTHETO/ SIMICTITHYHH CH-
nedanonarin

2. [lupuaoKkCHH CBbp3aHa eHIle(anonaTuy Ha pa3BUTUETO/ eTH-
JIENITHYHH eHIledanonaTum

3. [Mupunoxamus — 5 GocdarazeH aePUIUT — eHIEPaNTOTATHH
Ha Pa3BUTHETO/ CMIJICNITHYHH eHIle(anonaTuu

4. CDKL

5. eHueaonaTHy Ha pa3BUTHETO/ SMMIICNTHYHHU eHIedaona-
THH

6. PCDH19 enmnencus

7. I'moxo3no Tpancnopreper 1 nepurmrer cuuapom (GLUT 1
DS)

8. Cunnpom Ha Sturge-Weber

9. I'emacTHYHY NPUNATBLH IPH XUIIOTATAMUYHI XaMapTOMH

II1. EnuedanonaTuu Ha pa3BUTHETO U eNMJICNTUYHU eHIe-
(pasonarun

1. Panun unanTuiHn eHiedanonaTiy Ha pa3BUTHETO U eIy~
JeNTUYHY eHLedaIonaTHu
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2. Enuunienicust B KbpMadecka Bb3pacT ¢ MUTPHUpAIIU (OKaTHH
HPUCTBIH

3. CHHIPOM C eNWICNTHYHH HHDAHTUIIHY CHIa3MU

4. Cungpom Ha Dravet.

b. Enniiencuure 1 cMHpoMu B aeTckaTa Bb3pact (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. Epilep-
sia. 2022 63(6): 1398-1442)

I. CamoorpannyaBaniy ce enujencuu:

1. CamoorpanuyaBala ce CHWJICNCUs ¢ HEHTPOTEMIIOPaIHH
CraikoBe

2. CamoOTpaHHyYaBaIIa ce eMMICTICUSI C aBTOHOMHH TTPUCTBITN

3. JleTcka OKLMIUTAIIHA 3PUTEIIHA SIHIICTICHS

4. ®OTOCEH3UTHBHA OKIUITUTATHO/SIIOBA EIMIISTICUST

II. I'enepanu3upany enuiencum:

1. Jlercka abcaHCHA CMUNIETICHS

2. Enuunenicust ¢ MHOKJIOHMYHHU abcaHCcH

3. Enunencus ¢ MHOKIIOHNH Ha KIICTIA9NTE

III. Enunentuynu eHuedaaonaTuy uim enuedajionaTuu Ha
Pa3BUTHETO

1. Enunericusi ¢ MHOKIIOHUYHO-aTOHHYHH TIPUCTBITH

2. Cunzpom Ha Lennox-Gastaut

3. EnunentuyHu eHnedanonaruy Wi exnedanonaTuy Ha pas-
BHUTHETO C OCTpUe-0aBHA BbJIHA aKTUBAIIMS B ChH, CHHIPOM Ha Lan-
dau Kleffner, arunmuna Oenurnena mnapuumanua (QoxanHa)
SMUJICTICUS B IETCTBOTO

4. XeMUKOHBYJICHSI — XeMHILICTHS CHHAPOM

5. EnunenTtuyen cuHIpoM cBbp3aH ¢ (eOpuinHM HHPEKIUH
(ocTbp eHuedanur ¢ pepakTepHu, MOBTAPSAIIH ce (OKATHH MPH-
CTBIIN, WJIM HANpe/Bamia eHnedanonarus mpy Jena B yIHInIHa
BB3pacT)

B. Ennienicy ¥ CHHIPOMH ¢ HAYaJ10 B PA3IMYHA Bb3PacT
(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 Defi-
nitions. Epilepsia. 2022; 63(6):1443-1474).

I. Tenepa/iM3upaHu eNnUJIENCHH € MOJUTeHHA eTHOJIOTHS:

1. FOBeHmHA abcaHCHa enuIencust

2. FOBeHnIHAa MHOKJIOHMYHA TIHIICTICHS

3. Enunencus ¢ I'TKII

II. CamoorpannuyaBamy ce (poxkaaHH eNnUJeNTHYHH CHH-
APOMH ¢ KOMILTIEKCHO MpeIaBaHe:

1. JleTcka OKIMITUTAIHA 3pUTENHA SIHIICTICUS

2. ©OTOCEH3UTHBHA OKIIUIUTATHO/AIOBA SUICICHS.

II1. ®oxaHu enuIeNCHH € TEHETHYHA, CTPYKTYPHA HJIM re-
HETHYHO-CTPYKTYPHA €THOJIOT S

1. CBbp3aHa CbhC ChHS XUIIEPMOTOPHA (XUTIEPKHHETHYHA) EIH-
nencus — KCNT1

2. GamuiiHa Me3HaTHA TEMIIOPATHO/ISIIOBA SIUIICTICHS

3. GamunHa hokaaHa SMUICTICHS ¢ BapHAOUIHU (HOKYCH

4. Enuiericust CbC CIyXOBHU MPOSIBH

IV. KomOunupanu reHepajn3upand U (poKaJHU enujien-
THYHH CHHPOMH C MOJUTeHHA eTHOJIOTHS, eNUJIENCHs] ¢ HHIY-
HUPALIH Ce NPUCTHIH NPHU YeTeHe

V. Ennnentuynu enuedanonatuu

1. EnunenTuynu CHHAPOMH ¢ eHuedaIonaTHi Ha pa3BUTHETO,
CMIICITUYHH eHIe(ATONATHH WU U JIBETC;

2. Enunenty4Hu CHHAPOMY C IPOrPECHBHH HEBPOJIOTHYHH yB-
penu.

3. [IporpecuBHa MHOKJIOHHYHA €HHJICTICHS

4. ®eOprHO-MH(EKIMO3HO CBBP3aHU SIUICIITHYHI CHHIPOMI
(FIRES)
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3. Cnopen Buja NpUCTBIHN — (JOKAJIHA, TeHEPATH3HPAHA H
reHepajusupana u ¢okainna enmiencus. Knacudukauusra Ha
STICHTHYHNUTE IPUCTHIN U eriternicuute oT 2010 . oTXBBpIIS 10~
HATUATA ,,()OKAIIHA U TEHePATM3UPaHa SITMIICICHS ", HO TOBEYETO T1a-
LUeHTH Hal 12 I. Bb3pacT HAMAT €JEKTPO-KIMHUYCH CHHIPOM,
BCBIITHOCT TOBA Ca TAIUEHTHUTE C ,,[TAPI[HATHA SIHIICTICHS CTIOPe]T
npeaumHara knacudukanus. C pesususita ot 2014 . ce npu3HaBar
TePMUHUTE ,,()OKaTHA U TeHEpaIu3UpaHa enuierncus’” Karo J00po
OIMCaHUE B CIIyJauTe, KOTaTo He MOXKE J1a C€ OTPE/eNH eNeKTPo-
kimHuYeH cunapom. [Ipe3 2016 1. e modaBeHa Kato BUJ U ,,reHepa-
nu3upaHa u (poxanHa emuiencus’ 3a ciydaute ¢ (HOKaIHH U
TCHEepATM3UPAHH TIPUCTHITH, KAKTO M HEU3BECTHA — IIPH HEBB3MOXK-
HOCT 3a ONpe/eIsiHe Ha BUIA TIPUCTBIIH.

4. Cnopen eruosiorusita — sk Paznen III. ETuonorus

5. OCHOBHH eNUJIENICHHU U eNWIENTUYHU cHHApomu. Ennnen-
cuuTe/ SMUICIITHYHUTE CHHIPOMH Cca 3a00JIABaHUA C CAHOTUITHU
KIMHUYHHU U35BH U ¢ 0011a aToreHesa, IIPOorHo3a U OTIOBOP Ha Je-
yeHne. XapaKTepr3upar ce CIope/ THIA Ha eNIICTITHIHHTE MPH-
CTBIIM, Bb3PACTOBOTO HAYaJIO, PA3BUTHETO, HEBPOJIOTHYEH CTAaTYC,
NpPEAN3BUKBAIIN (AKTOPH, ETHOJIOTHS, TEKECT, (PaMUIHOCT, B3au-
MOBpB3Ka cbe cbHS, EEI" 11 mporHo3a xaro: ¢okanHu (apuuanin),
reHepalIM3UpaHy, peIeKCHH SIHIICTICUH, eI THYHY eHuedao-
[IATHH U ChCTOSIHUS, KOMTO HE HaJlarar MarHosara ermuiieTiCHs.

1. ®oxannu (MAPUHATHH) eNUJICIICHH

CamoorpanuyaBamia ce enujiencusi ¢ HeHTPOTeMIIOPAIHU
cnaiikose (PosiangoBa enuiencusi uiiM OeHUrHeHa JeTcKa (o-
KAJIHA eMMJIeNICHsl ¢ HeHTpoTeMnopaanu octpus, BECTS)
» Hauano 3-15 .
* Yecrora — 10-11/100 000 HaceneHue
» KiTMHNYHA XapaKTepUCTHKA: TTapLHaIHy IPUCTBIH ChC ,,CHll-
BUEBA” JIOKANHM3AIUs, 3aCATAIld JIUIE, OpOPapuHKC, PhKa
(crimpaHe Ha TOBOpA, KIOHWYHU MOTPENBAHMUS, [TAPECTE3HH,
MOBUIIEHO CIIOHOOTAENAHE); BTOpryuHO-reHepanu3upanu To-
HUYHO KiIoHWYHH npunaabiy (BT TKII) win Goxantu npu-
CTBIIN C E€BOJIIOLHSA KBM J[ByCTPAHHH TOHHYHO-KIOHHYHH;
HopmaieH HEBpOJIOTUUEH CTAaTyC U HHTENEKT.

* EEI" — exHOCTpaHHM WM BYCTPAaHHH (OKATHH IIEHTPO-TEM-
HOpAJTHA OCTPHS, YBEINYABAIIH CE 110 BPEME Ha CHH.

¢ Jleuenne: [lo6bp Tepanetuuen koutpoi — CBZ, OXC, VPA,
LEV, LCM, LTG, BRV, CLZ, Clobazam, ESL, ZNS.

* [Ipornosa — 1o6pa.

leHeTnynu (MAMOMATHYHH) OKIMIIUTAIHYN enuiencun. Ha-
qano — 1-14 . HopmasneH HEBpOJOTMYEH CTaTyC M HHTENEKT.
EnunenTHyHUTE NPUCTHIH Ca BEP3UBHHU, OKYJIO-KIIOHUYHH, XEMHUK-
nornyny, I'TKII 1 koMmekcHn maprmanay. Pasrpannyenn ca isa
OTJICTHU BB3PAcTOBO 00ycioBeHH cuHapoma — CamoorpaHuya-
Ballla ce eMUJIeNCHsl ¢ ABTOHOMHH NPHCTBIH (JIETCKA CTUIICTICHS
C OKIUITUTAIHK MApOKCU3MU M PAaHHO HAYal0 WIIM CHHIPOM Ha
Panayiotopoulos) u ¢ KbCHO Ha4yayo — 1eTCKA OKIHIUTAIHA 3PH-
TestHa emmencus (tun Gastaut).

Camoozpanuuagaua ce enunencus ¢ AgMOHOMHU RPUCIBAU
([demcka enunencus ¢ OKWURUMAIHU RAPOKCUSMU U PAHHO HA-
yano uau cunopom na Panayiotopoulos).

» Hauano -3-6 1.

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

1o Bpeme Ha cbH. [Ipu okomo 50% oT maiueHTuTe ce ycTaHo-
BSIBaT OKLUNUTANHU napokcu3mu B EEI.

* KimHnuHa xapakrepuctyka: Peiku enuienTHyHy IpUCTBIIH,
IJIaBHO 1O BpeMe Ha CbH (66%), TPOABIKUTENHOCT 5-10 MuH.
1o aBToHOMeH craryc (40%), cp3ranue — yBpenaeHo 10 80-90%
B X0/1a Ha npunajpKa. [IpucTbnure ca ¢ ajBep3UBHO HAYalIo
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(80%), aBTOHOMHH TPOSIBY — MOBPBIAHE HIIM CaMO KallISHe,
H03MBH 3a noBpsblane (66%), 3auepsaBane/pedneHABaHE,
WHKOHTHHEHIUS, MUJIpHa3a, KOHBYJICHH, XeMUKOHBYJICHH WITH
I'TKII. Bp3MorkeH € UKTaJeH CHHKOI. 3PUTETHH XalIOIHHA-
uu (1o 7%).

* EEI": Untepukranna — GyHKIHOHATHE MYATH()OKATHA KOM-
TuIeKcH ocTpre-6aBHa BbIHA (90%); OKIMITHTAIHN MapoK-
CH3MH WM ocTpus, Kouto u3ue3Bar kpM 13 1. (75%),
EKCTPAOKIMIUTAIHY ocTpus, HopManHa EEL, renepanusupanu
paspsiu. Mkramaa EEDN — Haii-uecTo puTMUYHa 6aBHOBBIHOBA
aKTHBHOCT.

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

» [Ipornosa — noGpa.

Hemcka okyunumanna spumenna enunencus (/lemcka enu-
JIencus ¢ OKYURUMAIHU RAPOKCUSMU U KbCHO Hauano — mun Gas-
taut)

* Hauano cneg 8 .

* KiimHMYHa XapaKTepuCTHKa: 4eCTH (OKaTHU MPUCTBIN B
OyIHO CHCTOSHME, MPOTHYANIM CHC: 3PUTEITHH CHMIITOMA —
€JIEMEHTapHU 3PUTENIHU XaIIOLMHALMU (CTEPEOTUIIHH IIBe-
TOBE, Kpbrose) 5-10 s 10 1-2 MUHYTH, 3pUTETTHU WTIO3UU (MUK-
porcus, Metomopdorncus), xamonunanuu (10%) u crenora.
Hespurenuu cuMITOMH — a/iBep3Hs Ha MOIIENA, Bb3MOXKHO U
Ha r1aBara (25%), CMHIpOMHM OT mpomaranus Ha Bb3Oynara
(mo-psnKo) — xeMUKITOHIIHY (43%), KOMIUIEKCHN NapIHaTHA
npuctbiu (14%), FTKIT (13%). [octukranHo miaBobosue —
InQy3HO, CHITHO, TIOHSKOTa HEPa3INYMMO OT MUTPEHHOTO, a
npu 10% — razeHe u nMoBpbIIAHE.

» EET": Untepukranna EEI" — okuunuTanHu napokcu3Mu npu
3arBapsiHe Ha ouute (30). Ukranna EEI" — O0bp3n okiunu-
TaJIHU OCTPHS, C TIPOTPECHBHO 3a0aBsSHE U BUCOK BOJTAXK.

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

* [IporHosa: oTHOCHTEIHO 100pa, pemucuu cien 2-4 T. mpu 60%
OT MAIMeHTHUTE.

CuMnToMaTnyHu (OKAJIHU eNuiencuu (TeMIopaaHoas-
J10Ba, (PPOHTAIHOASIOBA, NAPHETATHOASI0BA, OKIUIIHTAIHO-
J51710BQ)

Temnopannooanosa enunencus

* Havasno B eTcKa Bb3pacrt.

* OcnoBuu npuunHu ca tymopu (DNET, ranmmorinomn), eH-
nedannT, Me3NOTEMIIOpaIHA CKIIEPO3a, IUCIIA3UU U TPABMH.
busar menmanan (Me3uanHu) enunencun npu 75% (npu xu-
HOKaMIIaJIHa CKJIEPO3a MM JIpyra €THOJIOrHs, YCTaHOBEHa C
MPT) u narepanuu (HeokopTHKanHK) pu 25%. Uecra e anam-
Hesara 3a heOpUITHY I'bPUOBE.

* KinnHnuna xapakrepucrika: OCHOBHHTE THUIIOBE IIPUCTBIIN Ca
HPOCTH M KOMIUICKCHH HapLuajHu C WiIH 0e3 BTOpHYHA
reHepann3alysi U (3HaUMTENIHA) MOCTUKTANHa 00BbPKaHOCT.
[Ipu Me3mnanHa JIOKaIN3aKs UMa SMUracTpalHy yCeIlaHus,
ABTOHOMHA JUC(YHKIMS, ICUXOCEH30pHH ycentanust (deja vu,
jamais vu), MUPUCHHU 1 BKYCOBH XaJIIOLIMHALUH, 3pUTEIHH (e-
HOMEHH, JIBUTATEIIHN OpO(allalIHi aBTOMAaTH3MH, BOKAJIH3a-
nun. [lpu narepanna (HEOKOPTHKANHA) JIOKATH3ALMS CE
U3sBsIBA CEH30pHA a(a3us, HOBPBIIAHE U CITyXOBU CUMIITOMH.
Hauue e TepareBTHYHA PE3UCTEHTHOCT.

ITpu Me3noTemMnopaiHa CKIepo3a Win Apyra Je3HOHHA €THOJO-

rust ce 00CHK/a U ONEPaTHBHO JICUCHHUE.

Dponmannooanogu enunencuu

» Knmuanuna xapaktepuctuka: [[puctbnute ca mpocT, KOM-
muiekcHr napuuanau u BI'TKII, rmaBHO mo BpeMe Ha ChbH.
@poHTAIHUTE NPUCTBIIM Ca KPATKU ¢ MHUHMMAJIHA TOCTHK-
TajaHa 00bPKAHOCT, ¢ Obp3a BTOPHYHA FeHepaIn3aIns, H3pase-
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Ha MOTOpHA MaHH(pecTanus (TOHUYHA, OCTYpaIHa), MUMH-
YeCKH aBTOMATH3MH, YECTO [ajlaHe TIPH ABYCTPAHHU Pa3psIy.
I[TpucThIHTE OT MOTOPHATA KOPA €a IPOCTH (OKATHA MOTOPHI
B €JIHa YacT Ha TSUIOTO € IOCJEABAIIA HPaJHalys, MUOKIO-
HHUYHH, epilepsia partialis continua ¥ MOCTUKTATHU MAape3u Ha
Todd. [puctbnuTe OT IOMBIHUTEIHATA MOTOPHA KOpa €a XH-
HEPMOTOPHH, ACHMETPHYHH JBHKCHHUS B KpalHUIIUTE, Ta3a,
paMeHeTe, aJBep3us Ha IIaBara, MOIIe/1a, BOKAIM3ALNS, CIIU-
paHe Ha pedTa U PUTMUYHH CTEPEOTUITHH Ha KPaHHUIIUTE.

Tlapuemannooanoeume enunencuu ca ¢ IpoctTH (OKaIHU ce-
TUBHH (C 00JIKa, MAPECTEe3Un) WK MOTOPHH IPUCTHIIN ChC WK O3
BTOPHYHA T'€HEPANTM3AHS, HKTATHI M TOCTHKTAIHY rape3n Ha Todd.

OKyunumannoosI06uNe enuiencuy ce MPUINHIBAT OT KO-
POBH JIMCILIA3UH, CHJIOBH Mal(OpPMAINH, XUITOKCHIHO-UCXEMUIHA
eHIe(haIonaTus, TYMOPH U IIbOJTHAKHUSL.
» Knunnuna xapaxrepucrtuka: [[puctbiuTe ca npocti GoKaIHu
CBC 3PUTEITHHI CHMITTOMH (BB30YITHH, PSIKO XaTFOLMHALIH, UK-
TanHa crernora, xemuanorncus ), BITKII, kontpanarepanta an-
BEep3us Ha MOIVIe/la U HUCTArbM, IPUMHUTBAHEe, HKTATHO N
MIOCTHUKTAITHO TJIaBOOOITHE.

o Jleuenue na cumnmomamuunume (oKanHu enunencuu:
VPA, CBZ, OXC, LTG, LEV, TPM, LCM, BRYV, ESL, ZNS,
cenobamate Hazg 18 ., U XUPYPTUYHO JICUCHHE

Cunzipom Ha Rasmussen

* Hagamo — 14 mec.-14 1.

* Etnonorus u narorene3a — MMyHOMEZMMpPaHa ENUJICITHYHA
eHuedanonarus (Hannuue Ha antutena kbM GluR3 cybenn-
HUIIaTa Ha DIyTamatHuTe peuentopu, antu GluRe2 u antu —
Munk18-11 nmpu HIKOM MALMEHTH).

* XHCTOMATONOr | — IIMAJIHHU HOIYNH, IEPUBACKYIAPHH JTUM-
(ouaHN MHPUITPATH.

* MenrkaMeHTO3HO-pe3UCTEHTHH (DOKaTHH MPHUCTHIN, epilepsia
partialis continua (60%), mporpecupaiia Xxemunapesa;

* [Iporpecupani HHTENCKTyalIeH AeQUIHT.

* KT u MPT — nporpecupamia Mo3b4Ha XeMUAATPOPUSL.

* EEI" — monumopdHa 1enta akTMBHOCT, H34e3BaHe Ha HOPMaJl-
HaTa OCHOBHA aKTHBHOCT, YECTH CMHICNITU()OPMEHH pa3psiiu,
KOUTO ca JIOMMHHUPAIIO €HOCTPAHHU M MOTar Jia Ob/1aT nepro-
JIMYHH.

e Jleuenne: AlJI, i.v. IgG u ma3magepesa ¢ BpeMEHEH yCIiex.
Xupyprudsoto nedenue (GyHKIMoHaIHa XeMUCHEPEKTOMH)
€ MeTo[| Ha u300p.

XemukoHBy./IcHsI-XeMuUILIerus-enuiencus cuaapom (HHE)

* Etnonorusta e undexuuu Ha IIHC (Herpes simplex-exneda-
JIUT) WK MO3bUYEH HHCYIIT.

* Hauano mexny 5 mecena n 4 r. (91%).

» Kimnnuka: | craauit — HH cunapoM (XeMHKOHBYJICHS-XEMHII-
nerus). Il cragnit — HHE (XemMuKoHBYICHS — XeMHIIIETHS —
entenicust) cunapom npu 80% cnex HH.

* Jlnarnosa: nukBopHo u3cnensane, KT, MPT (otouna xemmc-
(epa ¢ mocneaBana XeMuaTpoQus).

¢ Jleuenne Ha enmnentuynus cratyc 1 VPA, CBZ, Clobazam,
OXC, LTG, LEV, TPM, LCM, BRV, ESL, ZNZ u xupypradso
JICUCHHE.

* [Iporno3a: xemunapesa, ada3us, METMKAMEHTO3HO-PE3UCTEH-
THA MaplHaIHa erHIeTICUS.

2. leHeTHYHU (MAUONATHYHH) eNUJIETICHH

JleTcka abcaHCHA enmuJIencus

* [eneTnuna npequcro3unus (MynTH(HAKTOPHA).

* Hayano mexxny 3 u 10 .

» KnmMHNYHA XapaKTepucTuKa: TUMUYHE abcaHCH, HAall-4ecTo ¢
MHOKJIOHHH Ha KJIeTIauYlTe, MHOTOKPaTH! THEBHO. AOCaHCHTe
YeCTO ce aKTHBHPAT NP (HOTOCTUMYIIALMS U XUIIEPBEHTUIIA-
must. Han 50% mipes ronomectBoto nomyyasar u ['TKIT.

» EEI" — nKkTanHo renepanu3upany IByCTPAHHO CHHXPOHHH T1a-
POKCH3MH OT CHMETPUYHHI KOMILIEKCH OCTpUe-0aBHA BbJIHA C
yectoTa oT 2 10 4 Hz. HopmanHa ocHOBHA aKTHBHOCT.

e Jleuenue — VPA, ESM, LTG, CLZ. Bp3M0XHO € BIIOIIaBaHe
or CBZ, GBP, OXC, PHT, TGB u VGB, nopanu koeto He
Tps0Ba J1a ce mpuiarar.

» [Ipornosa — no6pa, usuessar okono 20 r. C HeOmaronpusTHa
NPOrHO3a € HayajoTo noA 4 r. u Hax 9 ., xorato uma u I'TKII
(20%-60%).

IOBenu/iHa aGcancHa enujencus

* ['eHeTHUHA MPEAUCTIOZUIIHS.

* Hagasno oxono myGepreTa, FOHOIIIECKA BH3PACT.

» KnunuuHa xapakrepucrika: AOCaHCH, KOUTO ca MO-PEIKH B
cpaBHeHue ¢ ferckara abcarcha ermnerncusi. Oxono 80% ro-
ayqasar u I TKII nmm I'TKIT npenmectsar nosisara Ha aGcaH-
CHTE.

* EEI" — renepanu3npaiu KOMILIEKCH OCTPHsi-OaBHA BhIIHA.

e Jleuenue — VPA, ESM, LTG, CLZ. Bp3M0XHO € BIOLIaBaHe
or CBZ, GBP, OXC, PHT, TGB u VGB, nopanu koeto He
Tps0Ba J1a ce mpuiarar.

» [Iporunosza: o6bp KOHTpOI ¢ jedeHne. Moxe a npeMuHe B
IOBEHMIIHA MHOKJIOHMYHA ETTHIIETICHS.

FOBeHH/IHA MHOKJIOHUYHA eNUJIeNncus — Hali-uecTara II'Bp-

BUYHO-TeHepau3upana emmrercus (3adoisemoct 1-3/1000).

» GamunnocT npu okoso 40%. ABTO30MHO-PELIECHBHO, aBTO-
30MHO JIOMHHAHTHO IIpeIaBaHe.
* Hayano mexny 8 u 18 ., Hail-uecto okono 15 .
* KnmHuyHa Xapakrepuctuka: MHOKIOHHYHU TIPUCTBHIIN,
I'TKII, xnonnyny, abcaHcH, Haifi-4eCcTo paHO CyTPHH, CJIe ChbH
win HoweM. Enmnentuden abcancen craryc. [IpoBokuparu
(axTopu- chHHA JienpuBalys, (HOTOUYBCTBUTEIHOCT, aJIKOXOJL.
EET': renepanu3upany napoKCH3MH OCTpHe-0aBHA BbIIHA U 110-
Jucnaik-6aBHa BhiHA 4-6 Hz mpu HopMaiHa OCHOBHA aKTHB-
HocT, a 50% — 1 dokanHa aGHOPMHOCT HJIM aCUMETPHS.
Judepennnansa qUarHo3a: MUOKJIOHUYHO-aCTaTHYHATA CITH-
JITICHS € C I10-PaHHO Hadauo. [IporpecuBHN MHOKIOHUYHU
SITUIICTICHH C PAa3JIMYHHU IPHYMHHU — IIPH OOJIECTH ¢ HATPyIBaHEe
B JIN3030MHTE (Hal-4ecTo LepouIIunopyCIHO3M), IPH MU-
TOXOHApUanuu 6onecty, npu Gonecrure Ha Lafora u Unver-
richt-Lundborg.
Jleuenne: VPA, Clonazepam, LEV, LTG, TPM, ZNS. Brorma-
BaHe ¢ Bb3MoxHO oT VGB, TGB, CBZ, OXC, PHT, GBP, PGB,
HOpaJI KOETO He TPsiOBa Jia ce Mpuarar.
* [Iporno3a — npu cnupane Ha jedeHnero B okoao 90% Hac-
TBIIBA PELIU/IHB.

Ennnencus ¢ I'TKII npu cn0yxaane.

* Havano — 9-24 r., uectora — 22-37% or UI'E.

* Ocnoses tun npuctsnu ca I'TKII 1o 2 4. cnex cu0yxaane, HO
ca Bb3MOJKHU a0CAaHCH 1 MUOKJIOHWYHH TIPUCTBITH.

* EET" — nesopranusupana OCHOBHA aKTUBHOCT M TeHEpan3U-
paHH TTAPOKCU3MH OT KOMIUIEKCH OCTpUe-0aBHa BbJIHA.

Muok/JI0OHHYHO-aCTATHYHA enuiiencus (cunapoM Ha Doose).
* Hayano mexxay 2 u 5 T. ipH Jietia ¢ HOpMaJiHoO pa3BuTue. Psaxo
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ce ycraHoBsaBatr MyTarmu B Na* kanamaute SCN1A, SCN2A
u SCN1B cybeannumy.
 Kiimnnuna xapakrepuctuka: OCHOBEH THUIT IPUCTBIN Ca MH-
OKJIOHUYHO-aCTaTHYHUTE, HO Ca Bb3MOXKHHU U aOCaHCH, MHOK-
JIOHMYHH, AaTOHWYHH, HEKOHBYJICHBEH abcanceH craryc, [ TKII,
MHOTO PSJIKO — TOHUYHH TTPUCTBIIHN.
EET e ¢ HOpMaliHa OCHOBHA aKTHBHOCT U Paspsiii OT KOM-
IUIEKCH TIOJIMCTIANK-0aBHA BBJIHA.
Jlubepennunanna quar€o3a: beHUrHeHa MHOKIIOHHYHA SMHU-
JIeTICHs B paHHA B3pacT, cuaapom Ha Dravet (SMEI), xpunro-
reHeH cuHapoM Ha Lennox-Gastaut (MHOKIOHHYEH BapHaHT),
nporpecuBHr Muoknonnynu enunencun npu MERRF, 6o-
nectn Ha Lafora, Unverricht-Lundborg, neBxoxucrpodun
(mporpecupaiil HeBpoJIOrUyeH AeHUIMT U mporpecuparia ar-
podust B8 MPT u KT, ycranoBen metabonuten neekr), aTu-
MUYHU OCHUTHEHH TapIHaIHy CIHJICTICHH B JIETCKATa Bb3pacT
(Pomanmosa u Tun Panayiotopoulos) npu kKouTo ca Bb3MOXHI
JPOTI-aTaKH MPH aTHINYHU A0CAHCH U HETaTHBEH MHUOKJIOHYC.
¢ Jleuenue: VPA, ESM, oenzoauazenunu, TPM, LEV, nucku
no3u LTG, 6pomuu, Clobazam, ZNS, koptukocteponu. Xa-
paktepHo e Bromasane or CBZ, VGB, PHT.
* [Iporaosa — HeOmaronpusTHa pu 50% Topay TeparneBTHIHO-
PE3UCTEHTHH NPUCTBIIN, KOTHUTUBEH Je()UIIUT, TOBEJCHYECKH
OTKJIOHEHHUS.

Ennnencusi ¢ MHOKIOHMYHHA a0CaHCH

* Panxa enunencus (0,5-1%) ¢ Havano mexnay 5 mecema-13 r,,
cpenHo 7 T.

» Kinnnnyna xapakrepucTuka: MHOKIOHUM (HEPHOpAIHU, Ha
pwlieTe, pamenerte, Bki. acumerpuynu (8-60/s); T'TKII, aro-
HUYHH, abcanceH craryc. [IpoBokupar ce ot XB, goroctimy-
Janysl.

* EEI" e ¢ kparku reHepanu3upanu, GOKAIHA WX MyITU(O-
KaJIHM KOMITEKCH OCTpHe-0aBHa BbJIHA MJIH HOMCHaiK-0aBHa
BbJIHA ¢ yecTora 3 Hz.

* [Iporxosa: yecto MeaMKaMEHTO3HA PE3UCTEHTHOCT, KOTHUTHU-
BEH JIe(DMINT, IPEX0]] KbM IOBEHMIIHA MHOKJIOHHYHA eTIHJIeTT-
cHsl.

BeHUrHeHn HEOHATAJIHU KOHBYJICHH

* Hsxou ciydan ca pammiiHg, ¢ aBTO30MHO-IOMUHAHTHO TIpe/-
aBaHe.

* Hauano — 2-3 jieH cnes paxaaHeTo.

 Kimununa xapakrepuctika: GokaneH enIienTHIeH CHHIPOM
— KpaTKH MPUCTHIIN.

» HopmasieH HEBpPOJIOTHYCH CTATYC.

* EEI" — Hecienmduyna.

* [IporHosa — go6pa.

IIporpecuBHE MUOKJIOHUYHH eMHJIETICHH

* Pasniyna eTnonorus — 00necTy ¢ HATPYIBAHE B JIH3030MUTE
(Haii-yecTo mepou JINMO(YCINHO3M), MUTOXOHIPHAITHH 60-
nectu, bonect Ha Unverricht-Lundborg, 6oect na Lafora.

» Knuununa xapakrepucTika: MUOKIOHHUH, EMUICTITHYHH TIPHU-
crbu. [IporpecuBeH HEBPOIOTHYEH ACPUIIUT.

* [IporHosa — HeOaronpusTHa.

3. PeprexcHu enuiencuu

IIpoTnyar ¢ pedueKCHH NPUCTBIN (FeHEePaTn3UPaHH, MUOKIIO-
HUYHU WM (DOKAIHN), MPEAU3BUKAHH OT crieluiHn adepeHTHH
CTHMYJIH: 6bHUHY (MUTAIY CBETIIMHH, TAKTHIIHU, YETEHE, XPAaHEHE)
U gvmpewHu (IBIAKEHHSA, MUCIICHE, My3HKa, CMATaHEe, B3UMaHe Ha
pemenne). Haif-uectr ca oTOreHHO-POBOKUPAHUTE TPHUCTHIIH.
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1. l'enernyna (mauonatu4yHa) GOTOCEH3MTHBHA OKLMUIIH-
TAJIHA eMUJIeNICHS U IPYTH 3PHTETHO-HHIYIHPAHH eNUJIeNCHH.
[1pu nnTepmurentHa Gporoctumynanys (MOC) wm npu gpyra cBet-
JIMHHA CTUMYINanys (BUIEO-UTPU, CAMOMHIYKIINS TIPU MUTAHE WIIH
JIBIDKEHHS TIPe]] OYNTE) ce TeHeprpa (OTOmapoKCH3MaleH OTTOBOP
(®IIO) — poxannu niy reHepaTH3UPaHy CIAHK/ToIHCcaliK-0aBHA
BBJIHA TApOKCH3MH. POTOTEHHO TPOBOKUPAHH HPHUCTHITH KMAT 00110
5 10 10% ot 6omauTe ¢ enmerncus, 10 18 r. Ot marmentute ¢ GIIO
yucma omoeenna enunencus (caMmo (HOTOTCHHO NpeJU3BHKAHU
npucTbin) umar 42%, crioHTaHHU 1 (HOTOreHHO HHyLMpaHy - 40%,
CaMo CIIOHTaHHU NMPUCTHIM - 18%). OT cenepanusupanume enunen-
cuu ¢ uzseen @I10 ca nerckute abCaHCHH, IOBSHUIHATA aOCaHCHa,
I0BEHUITHATa MUOKJIOHWYHA enutencust u enuiencusaTa ¢ I'TKIT npu
cbOyKJ1aHe, eMUICTICHs C MUOKJIOHHH Ha KJIeNayuTe U abcaHcu
(curzpom Ha Jeavons) u Cunapom Ha Dravet.

I'enernuna (uaonaTnyHa) GOTOCEH3UTHBHA OKIUIIUTAIHA
eMHJIeNCHsl € Bb3PAaCTOBO-3aBUCHM CHHJIPOM TIPH JieTla C OKIHITH-
TaJIHA eMISTITOTEHHOCT TIPY MHUTAIH CBETIIMHY — BHACOHTpH, TV,
JIMCKOTEKA M JIela C UIMONaTHIHA MapIHalHa WK TeHepaau3upaHa
eMUJICTICUS C OKIUNUTATHU HPHCTBIIH.

Knunuka — OKIUNUTAIHY TIPUCTBIN, HHAyLHpanw ce ot OC -
ABTOHOMHH CHUMIITOMH ([IOBPBLIAHE KAaKTO MpH ¢-M Ha Panayiotopou-
los), BI'TKII, I'TKII.

EEI" — Humepuxmanna: OO npu O@C — OKUMIUTATHU WIN
reHepaIu3upany napokcusMu. Mxkmanna EEI"— OKIMIUTAIHY 1ApO-
KCH3MH C TEMIIOpaJIHa Mpornararus.

2. Startle enuutencust — y siera ¢ HeBPOJIOTMYEH U MHTEIIEKTYa-
JeH Ae(UIUT U IPYT TUIT IPUCTBIH, MPH KOUTO UMa M MPHCTHIN
IpH CTpsicKaHe, Hali-yecTo oT cwieH 3ByK. J1JI — Hyperekplexia
(Startle disease).

3. Enniencusi npu YereHe — u3sBsBa ce ¢ MUOKIOHUYHU TIPH-
CTBIHM B OpajIHaTa, NepHOpalIHA, MaCeTepHa MyCKYJIaTypa HpHU ye-
TEHe.

4. EnnsienTuynu engggaJlonaTnn u eﬂgegganorlanm Ha pa3-

BHTHETO — CTHOJIOTHS — CTPYKTYPHH/METAOOINTHN ¥ T€HETHIHN
npuanan (Tabmmma 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-TICHXUYHO PA3BUTHE MM MHTEICKTyaleH
neduuut, 00yClIoBeH OT Helporpecupalia Mo3byHa yBpena,
CHUYETAHO MM HE C CHMIICTICHS;

* HeBpOKOTHUTHBHHUAT U MOBEACHUYECKH ASDUIIUT OCTaBa, He3a-
BHCHUMO OT KOHTPOJIMPAHE Ha eMUJICTICHATA

Enunenmuunu enyegpanonamuu — pavHuu HHGAHTHIHY (CHH-

npom Ha Ohtahara, West, Murpupatiy hokaH{ IPUCTBIN, CHHAPOM
Ha Dravet) 1 ¢ KbCHO Hadasio: cuHApoM Ha Lennox-Gastaut.

* HenpekpcHarata enuIeNTAYHA aKTHBHOCT WJIM YECTUTE €I~
JICNITUYHH TIPUCTHIN 00YCIIaBIT KOTHUTHBEH perpec;

* HeBpOKOTHUTHBHUTE U MOBEICHYESCKU OTKIOHEHHSI MOTar Ja
ce Mofo0pAT MpU KOHTPOJ Ha CMUJICNTUYHUTE HPUCTHITH pe-
JyKLHMS. HA HHTCPUKTAIHATA CIHJICIITUYHA aKTUBHOCT

Enuepanonamuu na pazeumuemo u Enunenmuunu enyegpa-

Jlonamuy — KOTHULMATA U TTOBEJICHUETO Ca YBPEIACHH, HE3aBUCHMO
OT HAYAIOTO Ha CIUIIETICUATA, KOATO ¢ C BUCOKA YECTOTA U C CIH-
nentudopMeHa aKTUBHOCT;

* KOrHUTHBHHTE U MOBEACHUYECKU YBPEIM OCTABAT, JOPH MPH OB-
JajsIBaHe HAa CMHJICNTUYHUTE NPHCTBIN, MOXE 32 UMa U3-
BECTHO MO00peHHe
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Tabmuua 5. Ennedanonaruu Ha pa3sBUTHETO U MUIENITUYHU eHLe(DATOnaTHH — HAll-4eCTH TeHHN Ae(eKTH

I'en Iporenn Bua npucrbnm Cungpom DEE xapakrepucTuka AT otrosop
CDKL5  Kinase Cnazmu, MHOKJIOHHH CDD YMcTBeH feduuuT, Pe3ncrentna
ToHu4HH, TOHHYHO-KIOHHYHH JIBUTaTesIeH Jeduuur

SCNIA  Na' channel: Paznmyen, Tumnunu I'TKIT Dravet, GEFS+, panna Dravet, ymcTBen fedpuuut,  Na* KaHAJIHH arOHHCTH-BJIO-
Na,l.1 npu To nupantuina EE (West) 3abaseno HITP maBat

KCNQ2 K channels: Pazimunn Tunnunu goxaann  Ohtahara-, BFNE ‘YMcTBeH geduuut Variable £ oTroBop kbM

/KCNQ3  K,7.2,K,7.3 kbM BI'TKII Peruradun

PCDH19 Protocadherin 19 ®okasnu, npoBokauus ot To Ymerser gedunut, ASD

SCN24  Na' channel: Paznnynu-, poxaanu, West, Ohtahara, Lennox-  YmcrBen feduuur, Na* KaHaJIH{ AHTATOHUCTH
Na,1.2 MHOKJIOHHYHHU, AaTOHHYHH Gastaut, psinko BFNE 3abaseno HITP, ASD Mog00psABAT M BJIOMIABAT

SCN8A  Na' channel: Pazanuno poxanun, ['TKII, West, Lennox-Gastaut, ‘YMcTBeH geduunT, OtroBop KbM Na* KaHAJTHH
Na,1.6 cra3Mu, MUOKJIOHHH, a0CaHCH M AP 3a0aBeno HITP AHTArOHUCTH

Cunzipom ¢ enuiienTHYHA HHPAHTUIHM cnia3mu (CHHApOM
Ha West)

» Hayano — npe3 nbpBara rofinHa, Hai-uecto Mexay 3 u 5 me-
cena. Yecrora 2-4/100 000.

Etnonorns — xpunrorenen npu 30%, CUMITOMAaTHYCH TIpH
okos10 70% (mereHepaTUBHH, TU3META0ONUTHH PAa3CTPONCTBA,
KOPOBH JIUCILIA3HH, TyOepO3Ha CKIEPO3a, XUIIOKCHYHO-HCXe-
MHYHA eHIle]anonarys, MO3bUHN KPbBOU3IHBH, HH(EKIHH,
TPaBMH H T.H.).

VBpeneHo HepBHO-NICUXUYHO pa3BUTHE NP 75% B HAUaIo0TO
(YMCTBEH U HEBPOJIOTUYEH AEPUIINT).

EnuientuyHd NpUCTBIM — CMWIenTHYHH (MH(DAHTHITHN)
Cra3mu, Hai-4ecto (IEKCHOHHH, 3acsralld akcuaiHara Myc-
KyJaTypa.

EETI" — xurncaputmus, 1e30praHu3upana, ¢ ABYCTPaHHH aCHH-
XPOHHH BHCOKOBOJITAKHH OaBHHU BBIIHH, MYJITH()OKATHH CITH-
JCNTHYHH Pa3psay IVABHO B 3aJHUTE MO3BYHH 00NacTH,
BOJIT@)KHA JICTIPECHUSI 110 BpEeMe Ha ChH.

Jleuenne — ACTH, Vigabatrin. AntepnatuBau — VPA, Ni-
trazepam, Topiramate, ZNS. IIpu xemucdepHu e3un, 1odap-
HH WM [O0-MaJIKU MaJa(opMaliii Ha KOPTHKAIHOTO Pa3BUTHE,
noxkazaHo (upe3 Bujeo-EEI" u anaromo-kmuanko-EEI™ kopena-
IMH) BOZCIIH JI0 KIIMHUYHA M35Ba Ha CIIa3MH C (XeMHU-)XHUIIca-
PUTMHSI C€ TIpUJIara U XUPYpPris ¢ pe3eKIus Ha JIC3UUTE.
[Iporuno3a — HeOnmaronpusTHA: BUCOKAa CMBPTHOCT (5%), TIpe-
xon B cuapoM Ha Lennox-Gastaut uinu QokanHa emuiencus
(25%-65%), xorautuBeH nepuuut (66%), MOTOpeH AeQUIMT.
C nopmanHo pasButhe ca camo 15%-30% oT xpuroren-
HUTE/UANONATHIHY CITyJaH.

Cunapom Ha Lennox-Gastaut (LGS)

* 1-2% OT BCHYKH CTHICTICHI

* 5-10% OT TETCKHUTE CTHIICTICHHL.

* Hagano — naif-uecto mexay 2 u 7 I. (quanason 1-14 1)

* Oxono 30%-50% ot menara cbc c-M Ha West npeMuHaBar B
LGS.

o [Ipu oxono 70% mo 80% e cumnmomamuyuer — MO3BYHH
Mmanpopmanuu /Jlncennedanns, JICHTOBHIHA XETEPOTONHS
(Double cortex syndrome), ABycTpaHHa EPUCUIIBHEBA MOJTH-
MHUKpOTHpHS, TYOepO3Ha CKIIepo3a, areHesus Ha corpus callo-
sum, MOCTXHIIOKCHYHA eHIleaonarus, NOCTeHIe(anuTHa
enuedanonarust/. Houonamuuen e 1o 20% de novo myrarmu:
CHD2, FOXGI, SCN1A, SCN84, STXBPI1, ALG13, DNM1,
GABRB3, IQSEC2 (Xp11.22)

» Kputepuu 3a tunmunust LGS ca: 1. Tlomumopduu, teparnes-
THYHO PE3UCTEHTHU MPHUCTBIIM — TOHUYHH, AaTOHWYHH, aTH-
nuuHy abcancn (2 ot 3 Tuna). Bh3MoXkHH ca U enmuiIenTHYHY
cnaszmu cne curapom Ha West, I'TKII, npoctu doxanau u

MuOKIoHMYHH npucTbin. 2. EET ¢ reHepanu3upanu pazpaau

oT 0aBHU KOMILIEKcH ocTpue-6aBHa BbiHa (<3 Hz) B GynHoCT

u reHepanuzupanu 6sp3u putmu (=10 Hz) mo Bpeme Ha chH.

3. YBpeneHu vHTENEKTyaTHH (QYHKIUN — KOTHUTHBHH, MOBE-

JICHHE.

Jleuenne. He e Bb3MOXKEH I'bJI€H KOHTPOJ HA TPUCTBIIUTE.

ATJI Ha mepBu m360p ca VPA, LTG, TPM, antepHaTnBHU —

ESM, LEV, CBZ, PB, Phenytoin (PHT), Clonazepam, Rufi-

namide, ZNS, Cannabidiol B komOunanus ¢ Clobazam, Fen-

fluramine cnopex npeo0najaBaluTe MPUCTBHIN B AaJCHUS

MmomeHT; Kypcose ¢ ACTH /koprukoctepounau. Ilpu LGS ce

NpuJIara 1 XUpyprus ¢ pe3eKiys Ha Je3Un, Kalo30TOMHS U

Baryc-HEpB-CTUMYJIALUS IPH YECTH U TPAaBMATH3HPALIH POTT-

aTaKH.

» [Ipornosa — HeOnaronpusTHA: BUCOKA cMBbPTHOCT (5%), HHTE-
aextyaneH aeduuut npu 85-95% u mepcucTupane Ha HpH-
nagsuure npu 78% no 96%, Haii-yectu cien nyoeprera ca
HOIIHUTE TOHUYHH TIPUCTBIIN.

Cungpom Ha Dravet (Texkka paHHa 1eTCKa MUOKJIOHHYHA

enuiencusi, SMEI)

* 1% ot enunencunte B JeTcka Bb3pacT, mpu okono 80% ce
ycraHoBsiBaT MyTtanuu B SCN/A, Hanune ca W MyTallid B
SCNIB, PCDH19, GABRAI, STXBP1.

* HayanHo HOPMaJIHO HEBPO-TICUXHYHO Pa3BUTHE.

* EnunenTiyen cHHAPOM — nporpecupait, notuMopdeH, Tepa-

TIEBTUYHO PE3WCTEHTEH. 3amouyBa C YCIOKHEHH (eOpmrHn

I'BPUOBE CIIE 6-MEeceuHa Bh3PACT U ce MPUOaBT caenHuTe 4

XapakTepHH THIa npucTbiu: 1. [eHepanu3upanu NpucTbiu -

TOHUYHO-KJIOHUYHY, KIOHUYHU U ACHUMETPUYHM TOHUYHH,

KJIOHWYHH W XEMHUKJIOHWYHH. 2. MHUOKIOHHYHN HPHCTHIN

(80%) ¢ Hauano mexay 1 u 5. 3. Arunnunu abcancu (40%)

¢ Havaso Mexay 1 u 12 . 4. KommuekcHu nmapuuaiiu npu-

crbiu (46%) u BI'TKII mexay 4 meceuna u 4 r. Bb3pacr.

Yectr (40%) ca KOHBYJICHBHUSAT, MEOKIIOHHYCH WM aOCaHCeH

emunentideH craryc (EC).

[puctbmure ce mpoBokupar ot t°, poToCTUMYIAINS, IBHKE-

HMS Ha OYHTe.

Perpec B xoranmmsra (100%) u B MmotopHOTO pazsurue (20-

60%) cien 1-2 1. 0T HA4aAMOTO Ha 3a00ISIBAHETO.

IIporuosa — Bucoka cMBPTHOCT /10 3 T. U JI0 6 T. IPH €MHU CTa-

Tyc, BHe3arHa HeoyakBaHa cMbpT 1ipu enunencus (SUDEP).

Jleqenme: VPA, Clonazepam, Nitrazepam, ESM, Phenobarbital

(PB), LEV, 6pomunu, Stiripentol, Cannabidiol B komOuHanus

¢ Clobazam, Fenfluramine. CBZ, OXC, PHT, GBP, VGB,

TGB, PGB u Bucoku no3a Ha LTG BiomaBar enuienTHYHATE

TIPUCTBITH, TTOPAJIF KOETO He TPsAOBa Ja ce Mmpuarar.
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Enuaentnyna enunedasonarus ¢ CSWS nin enexrpuyeH

cTaTyc no BpeMe Ha 6aBHOBBLJIHOB chH (ESES)

Hauano mexny 1 m 10 T, muk — 4-5 1.

» Xapaxrepuctuka: EEI ¢ nponbmKUTETHI KOMILIEKCH OCTpHE-
0aBHA BBJIHA 110 BpeMe Ha 6aBHOBBIHOB ¢bH (CSWS), konto
3aemar Hazt 85% ot BpemeTo Ha chHs. [lomumopduu enuer-
THYHU IpucThiu. HeBponcuxonormden perpec — nedumur Ha
BHUMaHHUE, XMUIEPAKTHBHOCT, arpeCHBHOCT, Opo-(anunaiHa
arnpakcus.

» Kimunka: 1/3 ot narueHTHTe ca ¢ aOHOPMEH HEBPOJIOTHYCH
craryce, a Hax 50% — ¢ MPT maronorusi.

Craauu Ha pa3BUTHE:

* 1. Penkn HOMHM MOTOPHM XEMHUKJIOHHYHH INPUCTBIN; 2.

CSWS, 3auecTsiBaHe M MPOMSHA HA BHJA HA CMMICTITUIHATE

npucten (Horgau Motopuu u I 'TKII, 1HeBHM THINYHY 1 aTH-

NUYHK a0CaHCH, MUOKJIOHUYHH, KIOHMYHH, OpO(allnaIHm),

KOTHUTHBHH M IOBEJICHYECKU OTKJIOHEHU. 3. Penky HoOLHY

I'TKII, rueBun aronnunu. 4. [lomoOpeHne, BKIIOYUTEIHO B

EEI (2-7 1), ¢ ocTarbueH Je(exT.

Juarnosa: EEI' mo Bpeme Ha c¢bH ¢ CSWS — xomiuiekcu

ocTpusi-0aBHa BbJIHA ¢ HHACKC >85%.B OynHo cherostHue —

(poHTAIHY ¥ TeMIIOpaIHH (GOKYCH, aTHIINYHH a0CaHCH.

Jleuenune: VPA, Gensomnazenuuu (Clobazam u mp.), LTG,

LEV, TPM (CBZ u PHT Brnomasar), ACTH (80 E/ nuesno)

nin prednisone 2-5 mg/kg ¢ peaykims 3a 3 mecena. [Ipu Bpo-

JICHH WJTH PaHHH, 00NYaitHO XeMUC(HEepHY WK T00apHU JIe3uH

¢ m3sBa Ha CSWS, cienr moka3BaHe Ha aHATOMO-KIMHUKO-EET

KOpeJIalys, B ONPEJIEIICHH CIIy4au ce Mpujiara 1 Xupypruyta

JICKOHEKTHBHA HJIM PE3EKTUBHA XUPYPIHUL.

* [Iporuosa — 3aBHCH OT Bb3pacTTa MPH HAYAIOTO, MPOIBIKHU-
tenHocTTa HAa CSWS, MPpOABIKUTETHOCTTA U TEKECTTa HA KOT-
HHUTHUBHATA yBpeaa, oTroBopa kbM AEM neuenue.

Cunjapom Ha Landau-Kleffner (npugo6ura
adazus-enuiencus)

* Hauano mexxny 2 u 8 .

» Kinmnnyna xapakrepuctuka: Adasus (mporpecupaiia miu
¢ayxryupama npu 100%), enunentuder cunapom (75%) —
I'TKII, doxamHu mpoCTH MITH KOMIUIEKCHH, aTHITHIHN a0CcaHCcH
u BI'TKII, noBenenuecku orkinoneHus (75%) — XxunepaxTus-
HOCT, arpeCUBHOCT, TICHX03a.

EET" — ¢oxanna aOHOPMHOCT ¢ TeMIopaiHa (Hai-4ecTo B J10-
MUHAHTHaTa XxeMucdepa) U HO-psAKo NapUeTO-OKIUINTATHA
JIOKAJIM3alUs OT OCTPUsl, KOMIUICKCH OCTpHe-0aBHA BbIIHA,
MynTUQOKaIHA WK 2eHepanusupana (MPEITUMHO 110 BpeMe Ha
CBbH), C Bb3MOXKHa u3sBa HA CSWS, K0ATO onpeselst HporHo-
3ara 3a KOTHUIUATA ¥ MHTENICKTA.

Jleuenue: VPA, ESM, Clobazam, LTG, LEV, TPM, Sulthiam,
BRYV, ESL, ACTH unu KOpTUKOCTEpOUIM C HAYaJIHU BHUCOKU
11031 — 3 Mecela, KOeTo OIpezieIst HPOrHo3aTa.

IIporxosa — ot OEHUTHEHA JIETCKA SMMIICTICHS JI0 CIUIICITHYHA
entedanonarus. [lo-6aaronpusTHa MPOrHO3a — MpU HAYAIO
Ha adasuara cieq 5 r., KpaTKoTpaiHu adaTH4HU ermu301H,
6bp30 nonobpenue Ha EET.

5. ®edpuHu ropuoBe

Bb3pacToBo cBbp3aHO 3a00i15BaHe C SMMICITHYHN IPUCTHITH B
KbpMauecka 1 paHHa JeTcKa Bb3pacT, pu Temmneparypa Haza 38°C,
6e3 mannu 3a nHpexnwus Ha [IHC (MernHrnT, ennedanur), merabo-
JUTHA PA3CTPONCTBA, MHTOKCHKAIMM U JAp., KOUTO HE Hajarar
JMarHosara emuiIericys.

» @I ce u3ABABAT NpU BUCOKA TEMIIEpaTypa, IpUYnHEHa B §5-
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90% ot cimydanTte oT HH()EKINHN HA TOPHUTE U JOJIHU ANUXa-
TEJIHU IbTHINA (CPEJICH OTHT M OCTBP TOH3WJIUT), BApULIEa,
JPYTU HeceUn(pUIHU BUPYCHH MHDEKUNH, YPOUHDEKIUH,
caen umyHusauuu (85-90% or ciyuaure).
@I' 6uBaT KOHBYJICUBHH, ITIABHO T'€HEPATH3UPAHH MIPHCTHIIN
(I'TKII B 80% wunu tonnuynu B 13%), eqnoctpannu (4%), a
0koJ10 3-5% ca HEKOHBYJICBHH, CAMO C OTKJIOHEHHE Ha OYUTE,
aTOHMS M LIMAaHO3a.
HlIpocrure” OI (70%) ca kpaTku (1o 5 MUH. ), TCHEpaAIT3H-
paHu U eIUHUYHH 32 24 yaca.
,»Yenoxaenute” ui ,,komiuiekcHu” @I (30%) npoasikasar
Haz 15 MuH., KOHCTaTHpa ce (OKATHOCT W/MIK CllesioBa T1a-
pe3a, wim ca >2 3a 24 gaca. [Ipu 14X ca HeoOXOAMME U3CHe/-
Banusa — KT, MPT, EET u neuenue ¢ aHTUrbpYOBH JIEKapCTBa
(ATJT). MPT npu npoxsimxutenex ®I° Mmoxe na paskpue octpa
XUIIOKaMIIaJIHA YBpe/a M MocjeBallia nporpecupaia arpo-
¢us u cxieposa.
Puckst 32 @I e ¢ 30% mo-Bucok npu Hanuune Ha | nmm 11 cre-
nieH poactBeruy ¢ OI. 3abaBeHO MOTOPHO Pa3BUTHE U POJI-
CTBEHHULM CbC 3a0aBEHO pa3BUTHE.
Puckswt 3a penumus cien mepsu @I e 30%-40% mpu gena ¢
mepBu OI' <18 mecena, pammnoct 3a @I u t° npu HavanHUTE
<40°C.
* Puckst 32 enmenicust cnexn npoct O e 1%-2,4%, a cien
yenoxuenn — 4,1%-6%.

Taonuua 6. Judepenimanta uarso3a npu Gpedpunes ropa

Dedpuinu ropyose

Undexuns na HHC — mennnrut, enuedannt/enuedanonarus:
o ['punien entedanut/ ennedanonarus
* Reye cunpom ¢ enuedanonarus
* Octbp eHiepantut ¢ (edpHiIeH KOHBYICHBEH SHIICITHICH CTaTyC
* Octbp eHuedanut ¢ pedpakTepHH, OBTAPSILH Ce NAPLUATHU IPUCTIN

Enunencus:
 Cunzipom Ha Dravet (SMEI)
o [enepammsupana emuencus ¢ peOpumHy npunaxsiy + (GEFS+)
* OPOHTAIHO/IAIOBA CMUJIETICHS ¢ (PeOPUITHI IPHUIAIbIK +

HUncyar

Jexuaparanus

Kousy:icuu npu ractpoesTeput

V. ENWJIENTUYEH CTATYC (EC)

CbBpeMenHa AepUHUINS U KJIacHPUKALUS HA

enuienTuyen craryc (2015 r.)

EC e cbcrosiHuE, KOETO € pe3ynTaT 0T HEBb3MOXKHOCT 3a JIeH-
CTBHE Ha MEXaHU3MUTE OTTOBOPHU 3a MIPEKPATSIBAHE HA TIPUCTBIINTE
WM OT HHAIIMMPAHe HAa MEXaHW3MH, KOWTO BOZAT 0 abHOPMHA IPo-
JBIDKUTEIHOCT Ha npucTsiute (caexn t;). ToBa e chcTosHNE, KOETO
MOJKeE J1a UMa MPOABIKUTENIHU TOCIeACTBUSA (Clel ty), BKI. HEB-
POHHa yBpeJia U CMBPT, yBPe/ia Ha HEBPOHHU MPEXKH, B 3aBHCHMOCT
OT BUJA M MIPOABDKATEITHOCTTA Ha TIPUCTHITATE.

Jedunuimsita uma 2 U3MepeHus:

1. TIponb/IKUTETHOCT Ha HPUCTBIIA U MOMEHTBT ty, B KOITO MpH-
CTBIIBT TPAOBA Jla ce pasniexnaa Kato ,,aOHOPMHO MPOJIOHTUpaH”.
Toga e BpemeTo, Korato Tpsi0Ba 1a ce 0OMUCIIS U 3a1104Ba JICUCHHE.

2. Bpemero, ciex KO€TO PHUCKBT 33 MPOABIKUTEIHH MOCIE/-
cTBUs € roisM (). ToBa € MOMEHTBT, B KOITO c€ B3eMa pEIICHHE
KOJIKO arpecuBHO 1a ObJie JICYEHHUETO C 1IeJT PEJ0TBpaTsBaHe Ha
TPOIBIDKUTETHH TTOCIIEICTBHSL.

Ha 6a3ara Ha eKcrieprMEeHTAITHH MOJIENH C YKUBOTHH 32 MO3bYHA
yBpeZa ca onpeseieHu ty U ty Ipu HAKOU BHAOBE MPHCTBIIN.
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Tabmuua 7. Bpemesu unteppaiu t) u ty 3a pasmiunu Bujgose EC

Bua EC BpemeBu untepBai t; 0, BpemeBn nntepsan t, t,
ToHNYHO-KJIOHMYEH 5 MUH. 30 MuH.

®oxanen ¢ HapyureHo 10 muH. >60 MuH.

Cb3HAHHE

Abcancen 10-15 muH. (Bp3MoxHE ~ Hewmssecten

IPOMEHH B Objiele —
OrpaHHYECHH JAHHH)

EC e naii-yect 10 5-roguinna Bb3pact u cien 65 rogunu. B 1/3
OT CJIy4anTe Bh3HUKBA IIPH eNHIIENICHs (TPENIKH B JICUCHUETO, BHE-
3aITHO NPEYCTAHOBSABAHE HA JICUCHUETO, MHTEPKYPEHTHHU 3a00IsIBa-
HHS U T.H.), B 1/3 e ocTbp cumnTomMariyeH (B Xo[a Ha MO3bYEH
HHCYJIT, QHOKCHSI, KpaHuainHa TpaBma, undexuus Ha [{HC, merabo-
JIMTHU HapYIIEHHs, aJIKOXOJIHA a0CTUHEHIIHSI, TYMOP, MEINKaMeH-
TO3Ha MHTOKCHKAIIHU), a B 1/3 mpuuuHUTE OcTaBaT HeM3scHeHN. [Ipn
npoabkasal Haa 30 MuH. koHBYNIcHBeH EC HacTHIBAT yBpeaAn HA
IIHC (Basogmnaranus, HapylIeHa KpbBHO-MO3bUYHA Oapuepa, yBe-
JIMYEHO BHTPEUEPEITHO HANLSITaHe, MO3bUeH OTOK, HEBPOHHA CMBPT).
[Tpu npombmxurenroct Hag 60 muH. EC ce mprema 3a pedpaxre-
PEH, a MPH MPOJBIDKUTEIHOCT Hajl 24 4. — 3a cyneppedpakTepeH.
IIpu pedpaxrepen u cyneppedpaxrepen EC cmbprHOCTTA € 32%.

[Mpennoxxenu ca 4 nUarHOCTHYHM ocH 3a Kiacudukarws Ha EC:

1. Cemnonorus

2. ETnonorus

3. EEI" kopesatu

4. Bp3pact

Bcexn manment tpsabBa 1a 6b/1e KaTeropu3upaH CIIOpes BCHIKI
ocu. Ha nmpakTuka ToBa psIKO € Bb3MOXKHO MOPAJH HEAOCTaThuHU
JIAaHHU, HEBB3MOXKHOCT 3a npoBeskaane Ha EEI" B Hauanoro na EC
niu tuHamuka B cemuonorusita Ha EC n EED” naxonkara.

1. /InarHocTHYHA 0C CEMUOIOTUS

Ta3u AMarHoCTHYHA OC CE OTHACSH O KIMHUYHUTE MPOSIBU HA
EC u e ocHoBHa 3a kinacuduxanusra. [Ipuemar ce 2 TaKCOHOMHYHN
KpUTEpHS:

1. Hamupe mim oTChCTBHE Ha 3a0€1€KUMU MOTOPHH CUMITTOMH

2. CreneH Ha HapyIICHUS HA Chb3HAHUETO (KOJMYECTBEHU MU
KaueCTBCHH).

Ha 6a3ara na te3u 2 kputepus EC moxe 1a 6b7e:

» Konsyicusen EC — npu n3pazeHs MOTOPHH CUMIITOMH

» HexonByicusen EC — nipu nurca Ha MOTOPHH CUMITOMH

CoBpemenna kiaacupukanus Ha EC (cemmnomnorus)

(4) C éuoumu momopnu cumnmomu

A.1. Konsyicusen EC (cunonum: ToHnuHO-KnoHHYeH EC)

A.l.a. ['eHepanu3upan KOHBYJICUBEH

A.1.b. EC ¢ poxanHo Hagao ¢ eBOIIOLHS KbM JIByCTpPAaHEH KOH-
ByscuseH EC

A.l.c. HeyrouHeH kato (okajeH Wiy reHepaIn3upas

A.2. Muokaonnden EC (c BUAUMH eNUIENTHYHN MHOKIO-
HHUYHH THPYOBE)

A.2.a. C xoma

A.2.b. be3 xoma

A.3. ®okajien moroped EC

A.3.a. [ToBrapsmm ce poKaTHH MOTOPHH I'bpuoBe ([[)KakCHHOB)

A.3.b. Epilepsia partialis continua

A.3.c. AnBep3uBeH cTaTyc

A.3.d. OKynoKIOHHYEH CTaTyC

A.3.e. Uxramna mapesa (dokanen nuaxuoutoper EC)

A4. Tounuen EC

A.S. Xunepkunernuen EC

(B) be3 ¢uoumu momopuu cumnmomu (nexougyncueen EC)
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B.1. C koma (Bxu1. T.Hap. TpyaHo gonosum EC)

B.2. be3 koma

B.2.a. I'enepanuzupan EC

B.2.a.a. Tummuen adcancen EC

B.2.a.b. Arumuen abcancen EC

B.2.a.c. Muokionnyen abcarcen EC

B.2.b. ®okanen EC

B.2.b.a. be3 napymenus Ha cp3HaHueTo (aura continua, ¢ aBTo-
HOMHH, CETHBHH,3PUTEITHN, MUPUCHH, BKYCOBH, IICUXHYHH, CITyXOBU
CHMIITOMH)

B.2.b.b. Aparuuen craryc

B.2.b.c. C napymuieno cp3nanue

B.2.c. HeyrouHeH kato (h)OKaleH WM FeHepallu3HpaH

B.2.c.a. ABronomen EC

2. JIMarHOCTUYHA OC €THOJIOTHSI

CoBpemenna kinacupukanus Ha EC (eTuosorus)

— Octop EC (uHCYAT, MHTOKCHKALMS, SHUE(ATIUT U JIP. )

—EC, cBbp3aH ¢ npexuBsiHO B MHHAJIOTO 3a00J1sBaHe (MO3bUHA
TpaBMa, eHIe(aInT, HHCYIT)

—IIporpecusen EC (Mo3puen Tymop, 6omect Ha Lafora, nemen-
14079

— EC npu yrounenu enektpo-kinHudHN cunapomu (CHHAPOM
na West, Lennox-Gastaut, Landau-Kleffner, Ohtahara, Dravet, FOBe-
HWJIHA MHOKJIOHYC ETUIICTICUS | JIp.)

— EC ¢ HeusBecTHa €THONOTHS (KPUITOTCHEH)

TepMuHbT nMoNaTHYeH (F'eHETUYEH) HE CE M3IO0JI3BA 3a ETHO-
norust Ha EC.

3. lmarnocruuna oc EEI" kopesaatn

Koraro craBa Benpoc 3a EEI" xopenatu na EC, e BaxkHo na ce
UMaT NPEeIBH CIIEIHUTE 0COOCHOCTH:

1. EET (ocobeno EEI" MoHnTOpHpaHe) € H3KIIOYUTETHO BayKHA
npu HekoHByncuBeH EC, koraTo KTMHIYHHUTE MPOSIBU ca JUCKPETHH,
HecneU(pUYHY U BKIIFOYBAT OCHOBHO HAPYIIECHUS HA Ch3HAHUETO U
MOBE/IEHYECKN IPOMEHH.

2. Ilonacrosmem sumcsar Oasupany Ha gokaszarencrsara EET
kputepuu 3a EC.

3. EnunentuyHuTe pa3psaau ce CUMTAT 3a OTIIMYUTENICH Oeler,
HO TIpH T10-roNsiMa npobipkuTenHoct Ha EC, morar na npeoGiaza-
BAT PUTMHUYHH HECTMIICTITHIHH MaTePHH.

[pemnoxena e ciennara TepMUHONIOIHSA 3a onucanue Ha EET
HaTepHUTE:

1. Jlokanu3anus: TeHEpaIU3UpaHH, JIaTepaTU3UPAHH, IBY-
CTPaHHO HE3aBUCHMH, MYITH(HOKATHH.

2. HauMmeHoOBaHMe HA MaTepHA: IEPUOAUYHU PA3PAAU, PUT-
MHYHA JIeJITa AKTUBHOCT M TTMKa-0aBHA Bb/IHA/NIMKa-0aBHA BbJIHA
TUTIOC TTOJITUTIOBE.

3. Mopdoaorusi: popma, Opoit paszu, aMmmTyaa, HOISPUTET.

4. CBbp3aHH ¢ BpeMeTO XapaKTePHUCTHKH: 4eCTOTa, Mpo-
JIBIDKUTEITHOCT, HAa4yallo (OCTENEHHO, BHE3AIHO), TMHAMKKA (€BO-
JoMpaiy, QIyKTyHpaIy WIH IePCUCTHPALIH).

5. Moayaanusi: Ipean3BUKaH OT CTUMYIIN WIH CIOHTAHHH.

6. Edext oT MeauKkaMenTO3HA HHTepBeHI s BbpXY EEI Ha-
X0JKaTa.

7. ®uyKTyanus — HAIMYKME HA OBEYE OT 3 IPOMEHH B UECTOTA
(c more 0,5 Hz), Mmopdonorus Wiy JIoKanu3aius, mpe3 mepuos He
HO-TOJIsIM OT 1 MuHYyTA.

8. EBosmonust — mpy MoHe 2 KaTeropuyHU MPOMEHH B 4ECTOTA
(oHe 2 ToceIoBaTeNHN eHOOCOYHN TpoMenH ¢ nore 0,5 Hz),
Mopdoorus (moHe 2 MOCIeNOBATEIHN TPOMEHH JI0 TT0sIBA Ha HOBA
Mopdoorus) WK JoKanu3anus (MOCIeABaIl0 Pa3IpOCTPaHEHHE
KbM MoHe 2 pasmununu ctanaaptau 10-20 oTBexaaHus).
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9. EET" nono0penue rnpu peaynupane Ha MaTOJIOTHYHATA Ha-
xo0fiKa 110 psika (mo 1-9% ot emoxa).

Monudpuuupanu kpurepuu oT 3au0yprecKu KOHCEHCYC

3a HexoHByJIcuBeH EC

[1pe3 2013 1. B 3ammbypr ca yrBepaenn padotan EEI kpurepun
3a MarHoctuka Ha HekonByncuseH EC. Ha tasu 0a3a, npe3 2015,
Leitinger u cpaBt. npeactaaT Moaudunupanu 3anudypreku Kpu-
TepuH 3a HekoHBYyJIcuBeH EC, ¢ KOMTO ce oCTHra 3Ha4MMa petyK-
111 Ha (paITIIIBO MOJIOKUTEITHHUTE AMArHo3u HekoHByncuBeH EC mpn
MHHHMalHa 3ary0a Ha 4yBCTBUTENHOCT. Cropen Te3u KpUTepun
nuarnosara HekonBysicuBeH EC ce 6azupa na kombunarust ot EEI
U KJIMHUYHY JaHHY KaTo KIMHUYHUTE CUMIITOMHY, cycriekTHu 3a EC,
Tpsi6Ba fa mpoxbmkasar none 10 mun. [Ipunaranero Ha Te3u KpH-
TepUH Ce MPENopPbUBA MPH BCUUKH MAIUEHTU C KOIMYECTBEHN MM
Ka4eCTBEHH HapyLIEHUs Ha Cb3HAHUETO. Te BKITIOUBAT:

KinHn4yHM 1aHHA, TOANIOMAarany JHard03ara:

— BronaBane Ha ChCTOSSHHETO B paMKUTE HAa MHHYTH JI0 YacOBE.

— Jlunca Ha ChIIECTBEHO MOJOOPEHHUE B IIOCIEIHUTE MUHYTH JIO
4acoBe.

— JIunica Ha MeTabOIUTHU HAPYILICHUS MIIM JaHHU OT HEBPOU30-
OpazsBamute MeTonu, obsicHsBan EET" Haxozkara.

EETI npomeny ¢ npoab/kuTeHoCT none 10 s:

A. Ilpu manuenTu 6e3 u3BecTHA eHnedasonaTus (HeoOXoIUM
e none 1 xpurepuii ot 1-3)

1. Enunentidnu pa3psau ¢ yectora Hax 2,5 Hz.

2. TunuvHa NKTaIHA €BOIONUS BbB BPEMETO U IPOCTPAHCTBOTO
OT SMUJICHTUYHY Pa3psId WK puTMUUHA akTuBHOCT (Hax 0,5 Hz).

3. JIUCKpeTHN KIMHUYHU NPOSBU (JIEKH TIOTPENBAHUS B IEPHO-
panHara, nepuopOuTamHara 00JIacT WM KpaHUIKTE, OIM3KH KaTo
Bpeme Ha u3sBa ¢ EEI Haxonkara) ¢ enmunenTuyHy pa3psian Wik pUT-
muuHa aktuBHOCT (Hazg 0,5 Hz).

4. ITpu nunca Ha KpuTepuu 1-3 1 HanuyuMe Ha ENUICIITUYHY pa3-
pamu ¢ gectora <2,5 Hz ¢ QuykTyanus win puTMAYHA aKTHBHOCT
uan 0,5 Hz ¢/6e3 duykryanus u cie 0OMHCIsIHE HA KIMHAYHATA
KapTHHa, Ce MpHIarar aJleKBaTHU aHTUETTHIECNITHYHE MeIMKaMEHTH
U ce JI0OKyMEHTHpPa PeakTHBHOCTTA Ha ManueHTa cies 10 MuH.

B. Ilpu nanueHTH ¢ U3BECTHA eNUJIENTHYHA eHLedatona-
THS
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Kputepuu ot rpyna A + no-noguepraHu KaTo CTEIECH HA U35Ba
win yectota EEI" mpomenn win xiuanyHo u EET nopo6penue ot
pUIOKEHUTE HHTpaBeHo3HO ALJL.

JluarnocTuyHa oc Bb3pact

CobBpemenna kiacupuxanus Ha EC (Bb3pact)
1. B nepuon na HoBopozaeHoto (0-30 mHn)

2. B xppmavecka Bb3pact (1 Mecen-2 roguHm)

3. [pu mena (2-12 roguan)

4. IIpu ronomu u Be3pacThH (12-59 rogunn)

5. Crapuecka Bb3pact (>60 roauHun)

VI. JMATHOCTHUKA

Jlnarnozara enmIIeTICUs ce TIOCTABS IPH HATMIHE Hal-MaJko Ha
2 HEeNmpOBOKMpPAHHW/ MPOBOKUPAHH CMUJICHTHYHH TIPUCTHIIA UK |
HENpPOBOKUPAH/ TIPOBOKMUPAH NPUCTBIT K BUCOKA BEPOSATHOCT OT T10-
CIIeIBALI IIPHCTHIT. JIMarHOCTUIMPAHETO ce M3BHPINBA B 4 MOCIEN0-
BarenHu erana (Pur. 2):

1. Xapakrepu3supaHe Ha MPUCThIIA — AU(PEpeHIMATHA AUArHO3a
MEXy SMUICITHYHYE 1 HeeMUIENITUYHY TPUCTBIIN:

* Jludepennmpane oT HeeMISITHYHY TAPOKCH3MATIHH CHCTOS-
HUS KaTo: CHHKOIIM, MUTPEHA, IPEXOJHN NCXeMHUYHHN aTakH,
JIBUTATETHU Pa3CTPONCTBA, BKII. IUCTOHHU MPUCTBIIN, OKYIO-
THPHU KPU3H, HApYIIeHUs Ha ChHS (1apacomuuu B REM u He-
REM cbHST), TaHMYIECKN aTaKH | JIp.

* PasrpannuaBane OT HEEMMIENITHIHY MPUCTHIN (TICEBIOCTIN-
JENTHYHY MIPUCTBIN U CHHKOITH C AaHOKCHYEH MPHCTBII, TAaHHU-
YECKH aTaKH).

* PasrpanndaBaHe OT MPHUCTHITHTE B X0Oa Ha METAOOIUTHU Ha-
PYLICHUS, TPABMH, NHCYJITH, HHTOKCUKAINSA C MEANKAMEHTH,
BHE3AITHO MPEYCTAHOBSABAHE HA JIEUCHHE, AITKOXON U aJIKOXOIHA
aOCTUHEHLHSA U Jp., KaKTO ¥ OT (heOPUIHH I'bpUOBE B JIETCKA
BB3pACT.

2. OnpezensHe Ha BUJA HA CMIICIITHYHUS TPHUCTBHII (CTIOPEN
MexayHapoaHara Kiacu(puKalus Ha enuIeNTHYHUTE TPUCTHITH)
CropeJl KIMHUYHATa XapaKTepucTHka ¢ oneHka u Ha EEI" xapaxre-
puctukara (EET, Buneo-EEI') n HeBpom3oOpa3sBamute u3cuenasa-
Hus (Tabmmma 8) .

Tabmuua 8. Aypa u HeBpoaHATOMUYHA JIOKAIH3ALIHS
(Wolf P., Benbadis S, Dimova PS et al. Epileptic Disord. 2020;22(1):15-31)

®DeHoMeHH Ha aypara

BepOﬂTHa JIOKQJIU3AlMA HA CMUJICNITHYHATA AaKTHBHOCT

* AdexTnBHA — CTpaX, AENPECHs, PaloCT
* be3mnokoiicTBO (BHE3AMMHO, KPAaTKO, HHTCH3UBHO, €3 ChIbPIKAHIE)

* Temnopanna
o AMurnana

+ Ci1yxoBa — 3BY1H, IIyMOBE WJIH €IMHHYHI TOHOBE
* Mysuka

« Tupyc Ha Heschl, axo e narepanmsupana ot mpoTHBOMONOKHATA CTPAHA.
* Temnopanna

M ABTOCK()]'[HH, Harmp. ycelane 3a pasaABOCHUE Ha JINYHOCTTA

M HapHeTanHa, BEPOATHO AsCHA

M He(banmﬂa, T.C. YCCIIAHC B IVIaBaTa, HaIlp. yCCUIaHE 3a JICKOTA B IT1aBaTa

» OpoHTanHa

* JINCKOTHUTHBHA, T.¢. HAPYIICHHE HA KOMIIOHEHTHTE HA KOTHUIMATA, HATIP.
HapyIlIeHo pa3dupane, Pa3sKbCaHH MUCIH, CbHOBH/ICHHS

* Temnopanna

* EnuracrpainHa, T.e. KOPEMHO yCEIaHe ¢ Bb3MOKHO JIBUKEHUE KbM IbPIHTE
I I'BPIOTO

* Temmopaiua (Me3uaina)

* 3a HeIo NPEKMUBIHO (PHUIOMHSIHE HA ONPE/ICNICHN CTapH CTIOMEHH)
* [IpunymuTensn Mucin

* Temnopanna
» OpoHTaTHA, BEPOATHO JIsIBA

* BxycoBa, Hamp. ropuuB, KICEl UM METaJIeH BKYC

* Temmopanua

* XaJouMHALNH, T.€. CIIOKHH MEPIEIHH, HaTlp. CITyXOBHU, 3DUTEIHH
* XeMIHenIKnpaHe

* 3aBHCH OT BKIIFOUCHHUTE BB3NPUATHSA
M HpOTHBOl’[OJ’[O)KeH TapueTalieH st

* bonka B kpaiiHummre
* Vkranna mucMaesns — déja-vu uimm jamais-vu

* [IpoTHBOIIONOKEH MOCTIEHTPAJICH THPYC, TAPUETANECH ONMEPKYIyM, HHCYIIA
* Temmopanua

* MupucHH, 00MKHOBEHO HENIPUATHA MUPU3MA

* Temmopaiua (Me3uaiHa)

» CoMaToceH30pHI

+ [Tapueransa; naTepatu3upana mpOTHBOMONOKHO

* 3puTeNHA, HAMp. TPENKAIlK CBETIHHH MM aMaBpo3a

+ OKUHIHTAITHA; JaTepaTi3UpaILa — ako ¢ C OMpe/IeNeHa MOCoKa




nexemBpH 2023

Boacapeka HeBposozus Bulgarian Neurology 14

eHeTnuHa

®QokanHa ['eHepanuaupaHa

2. Envnencum cropep smnaa npucTblin

'eHepanuaupaHa &
¢hokanHa

HeussecTHa

VS EIE]

3. EnnnentuynHmn cuHgpomm

WmyHHa

MHdekumosHa

HeusBectHa

4.Enunencus ¢ yTO4YHEHa eTNororna

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

3. Kimacudunmpane Ha enmuienTHIHUS CHHAPOM (criopen Mex-
JyHapoaHaTa KIacH()UKanus Ha CHHIPOMUTE)

4. U3sicHsiBaHE HA €TUONIOTUATA HA 3a00JSIBAHETO C HEBPOU30-
OpassBaiuy, 1ab0paTopHH, METaOOJIUTHH, TEHETUYHHU U APYTH H3-
CIIE/IBAaHUS.

HeoGxoxumuTe H3cneABaHKS 3a JUATHOCTULUPAHE X KOHTPOJIH-
pane Ha jedeHueto ca EEI, HeBpon3oOpa3sBamiu H3cIeIBaHus 1
KOHTPOII Ha cepyMHHTe HUBA Ha AIJL

* Hespoornuso usciensane — NEPHOINIHO.

* EET" u nepuonuuer EEI" KOHTpOIN B 3aBUCUMOCT OT TEpaIeB-
THYHHS e(DeKT, IPU TePaNeBTHIHO OBIIAICHHU IPUCTHITN — IIPEe3
6 mecena. EEI" e HeoOxoiMa 3a yCTaHOBSIBaHE BUJIA HA €ITH-
JENTHIHUTE MPUCTBIN | 32 J0Ka3BaHEe Ha (OTOMAPOKCU3Ma-
neH otroBop (tabmumna 9). EEL no épeme Ha cvH ce U3BBPIIBA
NP UHIMKAIMH TIPH JIeTa U MIIaJIA X0pa clie]] ChHHA JIeTpH-
Bars Wi ynorpeda Ha melatonin. Buneo-EET e HeoOxoquma
TIPH TTAIIMEHTH C AUATHOCTUYHU 3aTPYIHESHHS.

Tabmuua 9. inepenimanta Anarto3a Ha enUICITHIHATE IPUCTBITH criopes Mex/yHapoaHaTa kiacuukaius Ha enuientuyuute npuctbm Ha ILAE

no kimueuann U EET npusnanm

Enunnencust — npuctbnu

EEI - ukrajina

EET untepuxraina

1. ®oxananu npueTHIN

DoxanHu — Ge3 yBpesa Ha
Ch3HAHHETO

JlokasH¥ KOHTpAIaTepalHy Paspsil ¢ HaYano oT ONpeseneHa
obnact. He BiHAry ce perucTpupa ot ckaima

Jlokanu3npas KoHTpanaTepaicH paspsi

DokaJHH IPHCTBIH ¢ YBPea Ha
Cb3HAHHETO

ERHOCTpaHHH UITH T10-4€CTO JIBYCTPAHHH Pa3psiu, JU(y3HH
WM QOKAJTHH, TEMIIOPATHO HITH (PPOHTO-TEMIIOPATHO

EnHocTpaHeH Wi ByCTpaHEH, M0-4eCTO ACHHXPOHEH (OKYC,
obuxrosero T wmn F

dokaaHn NPUCTBIH € eBOTIOLHA
KbM JIBYCTPAHHH TOHHYHO-KJIO-
HHYHH

TopeonucannTe pa3psiii TeHEPaTH3upar Gbp30 BTOPHIHO

11. l'enepanu3upanu npucTbIM

AGcaHCH — Chb3HAHUETO € HapyIIeHO

[paBuinu u cumerpuynn 3 Hz, Ho B3MOXHE Mekay 2 u 4
Hz xommieken octpue-6aBHa BbJIHA, OHSKOTa MOTHCIIANK-
0aBHa BBIIHA, IBYCTPAHHO CHHXPOHHH, TIOSABSBALLH CE Ha
(ona Ha Hopmanna EET

OcHoBHaTa AKTUBHOCT € B HOPMAJIHU IPAHHLHU, HO YECTO ce
Ha0JIFOaBAT OMICAHHUTE NAPOKCH3MAIIHH TPOSBH OT KOM-
ILIEKCH OCTpHe-0aBHA BbJIHA 3/8, IPABUIHI M CHMETPUUHH.

Atunnynu adcancu
Morar za ce puapyxasar ot
TPOMEHH B MYCKYJIHHS TOHYC

[onuppeKkBeHTHH, ACHMETPUYHH KOMILIEKCH OCTpHe- OaBHA
BbJIH, ObP3a AKTUBHOCT HITH PYT THIT TAPOKCH3MAITHA aK-
THBHOCT, TIOSIBSIBALLM CE HA (hoHA Ha aOHOPMHA 32 BB3pacTTa
OCHOBHA aKTHBHOCT. [[pOMEHHTE Ca JIBYCTPaHHH, HO YECTO
HEPETYISPHI 1 HECHMETPHYHI

HpOMEHl/I B OCHOBHATa aKTUBHOCT, HETIPABUJIHU 1
HCCUMETPUYIHU KOMILICKCH OCTpI/Ie-6aBHa BbJIHA

MuUOKJIOHHYHI NMPUCTBITH

Komrmiiekeu mnonucnaiik-0aBHa BhjiHa 1 0CTpPI€-6aBHa BbJIHA

C’LH_[aTa KaTo MKTaJIHaTa aKTUBHOCT

Tonnunn NPHCTBITH

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

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

Konnunu npucrbnu

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

Craiik-Bb/IHA WM TONHCTIAK-BBIHA Pa3psu

ToHHYHO-KJIOHHYHI NPUCTBITH

Purbm ot 10 nimw moBede/s ¢ HamaABaIa YeCToTa 1 Hapac-
TBAILA AMILTHTY/A TI0 BpeMe Ha TOHUYHATA ()a3a, ¢ IPEKbCBa-
HUS OT OaBHU BBJIHU 110 BPEMe Ha KIIOHHYHATa (a3a

Tlonmmcnaiik-BbiHA HITH CTIARK-BBIIHA WK 00Tpa—6aBHa KOM-
TICKCH

ATOHMYHHI NPHCTBITH

Kommnieken nosnucnaik-06aBHa BbJIHA, TI0-PAAKO
HHUCKOBOJITaXKHA 6’[:]333 AKTUBHOCT

[Monucnaiik-06aBHa KOMILIEKCH
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» Jluncara na abnopmuoctu B EEI’ He W3KIIIOYBA quUarno3ara
eMUIIETICUSL.

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

» Camo Bb3 OCcHOBa Ha enmnentudopmena akrusHocT B EET,
HO 0e3 ChOTBETHA KJIMHUYHA U3sBa, HE MOXE Ja CE MOCTaBH
JIMAarHo3aTa ermIeTICUs.

* HeBpou3o0pa3siBaiu u3cjieBaHus

* Cnewnu:

* [TartueHTH, MOMyYMIIH 32 TbPBU BT ENUICITUYHH IPUCTBIIH,
C HOBOBB3HHUKHAJ OTHUIIEH HEBPOJIOTHYEH AeUIMT, yBpeaa Ha
Ch3HAHUETO (C Wiu 0e3 AaHHU 32 MHTOKCHKAINS), TeMIepaTypa,
TpaBMa Ha IJIaBaTa, NEPCUCTUPAIO [VIABOOOIHE, aHAMHE3a 33 HEo-
ITa3Ma WK 3a IPUEM Ha aHTHKOAryJIaHTH, osutusHocT 3a HIV, Ha-
nMune Ha (hOKaTHU IPUCTBITH NPH naruenTH Haj 40 r.

* [larnenTy ¢ N3BECTHA SMMNIETICUS IIPH: ChbMHEHHUE Ha MO3BYHO-
CTPYKTYPHH JIe3UH Ha 0aszara Ha Mporpecupal HeBPOJIOTHYEH Jie-
¢uuT; yBpena Ha Ch3HaHWETO (C WM 0Oe3 HMHTOKCHKAIWS),
TeMIIepaTypa, KpaHHallHa TpaBMa, IEPCUCTHpAIIO NIaBodoiue,
aHaMHe3a 32 HeoIlIa3Ma, IIPUeM Ha aHTHKOAryJaHTH, IPOMSHA B
THIA Ha IPUCTBINTE, IPOTPECHpPAILl HHTENEKTyaleH JIe(UIINT.

* Kommorspua Tomorpagus (KT) Ha riiaBeH MO3bK € 1OKa-
3aHa B yCIIOBUSI HA CIIELIHOCT, KAKTO U 32 BU3yalM3HpPaHe HA MO3b-
4HH Kaaudukaty (TyOeposHa ckieposa u ap.). KT ¢ koHTpact — 3a
nudepeHIupane Ha apTepuo-BeHO3Ha MandopMmallys, MO3bUeH
tymop. ITosropuu KT uscnesBanus — npu nporpecupariy mpoMeHn
B HEBPOJIOTHYHUS CTATYC M TEPAleBTUYHA PE3UCTEHTHOCT.

* MaruutHo-pe3oHaHcHa Tomorpadusi (MPT) Ha rnasen
MO3BK € CPEICTBO Ha H300p NPH MALMEHTUTE C SIHIETICHS TOpaan
BB3MOJKHOCT 33 BU3YaJIH3UPaHE HA MAJIKH 10 00eM J1e3uu (KOpoBU
JIMCIIIA3UH ¥ 1e()eKTH B HEBPOHHATA MHUTPAIH), XUITOKaMITaIHa
cKiepo3a u Heorutazmu. [TokasaHa e 3a maueHTUTe ¢ (oKaHa enu-
JIeTICHs ¢ U3KIIIOUCHHE Ha JIOKA3aHUTE MIMONATHYHH JETCKU (o-
KaJIHM eNUJICTICHH, KAKTO U TP HOBOM3SBMIIA CE ETUIICTICHS CIIe]
25 1. BB3pAcT 3a yTOYHSBaHE HA CUMITOMaTH4Ha etnonorus. ITo-
BropHu MPT uscnenBanus — py TepaneBTUYHA PE3UCTCHTHOCT HA
SIMJICTICHSATA W/WJIU MIPOTPECUPAIIIY TIPOMEHU B HEBPOJIOT IYHHUS CTa-
Tyc.

* Tpancdonraneasna exorpausi — B KbpMadecka Bb3pacT.

* [IKK, TpancaMuHa3u, eJIEKTPOJIMTH — B HAYAJIOTO Ha Jieye-
HMETO, KaKTO M JIPYTH MOKa3aTean npu Heodxoaumoct. [Ipu Hop-
MaJIHU CTOHHOCTH — KOHTPOJIHM U3CNeBaHUS Npe3 6 Mecela.

* EKT nipu jienia ¥ BB3pacTHU TIpU ChbMHEHHE 32 EIMIISTICHS 1
JU/1 ¢bC CUHKOIM WM PUTBMHHU Pa3CTPOUCTBA.

* OQueH crarye

* U3cienBanus Ha HUBO Ha AIJI — ciest npuKitouBaHe Ha TUT-
pUpaHEeTo Ha BalpoaTy, carbamazepine, phenytoin, cieq K0eTo Mo-
HHUTOpHpaHe ce u3BbpiIBa l/ropuimHo. [Ipu cbMHEHHE 32 HUCKO
HMBO WJIM MHTOKCHKALUS, TEPANIEBTUYHA PE3UCTEHTHOCT, TI0BEYE OT
2 nekapcTBa, YepHOIpoOHa 1 ObOpeYHa HeIOCTaThYHOCT, ChAeOHO-
MeIMIMHCKA exkcriepTy3a. [Tpu OpeMeHHN jKeHH — eKeMeceueH KOHT-
pOJ Ha CepyMHHUTE HHBA.

* [IcuxostornyHo M3csaeaBaHe py O0YUNUTEIHY 3aTPYIHEHUS 1
MIEPHOAMYEH KOHTPOII 32 OLIEHKA Ha Bb3MOXKEH PErpec B KOTHUTUB-
HUTE QYHKIHH.

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

[pu napuuannute (pokajHH) eNuJencuu, HaAJIU4YUe HaA
BI'TKII u Hsikou HeompeaeJeHU CHHIAPOMH CE OCBILECTBIBAT J10-
ITBJTHUTENHO:

* JlonepoBa 1 TpaHCKpaHHAIHA JIOILIEPOBa COHOrpadus.

* MP anruorpadus npu CbMHEHHE 32 apTepUOBEHO3HH Majihop-
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Matii (AVM), CTEHO3H U XHIIOIUIA31H Ha BBTPEIIHA ChHHA, CPE/IHa
MO3bYHa apTepHsL.

* Mo3buHa anruorpadus — npu CbMHEHHE 38 MO3bYHO-ChI0BH
mangpopmanuu e KT, KT ¢ kontpact, MP anruorpagus.

» OynknuoHarHn HeBponzobpassBamy uicnensanus — SPECT
u PET 3a ycTaHOBsIBaHe Ha JIOKAJIHA XUIIO-/XUHeprepdy3ust 1 XUIOo-
WITH XUIEPMETa00IU3bM.

* JInKBOPHO H3cJIeBaHe — IIPU CbMHEHHE 32 MEHHHIHT, OCTBP
WM TOJOCTEHp eHIepatnT, CyOapaXHOUICH KPbBOM3IINB, JICBKOIH-
crpodus.

VII. TEPAIIUSL

CBOEBPEMEHHOTO JUArHOCTUIIMPAHE HA BUJIA HA MPUCTHIIUTE U
Ha eMWJICHTHYHUS CHHIPOM € HEOOXOMMO YCIIOBHE 32 IIPaBUIHUSA
U300p Ha AHTHEITMIICTITUYHATA TEPAIus, ONpe/elisila B Hail-roisama
CTEIEH MPOTHO03aTa U TICHXOJIOTHIHUTE W COLMATHO-NKOHOMIYHI
npobneMy, ChIIBTCTBANIM enuencusTa. Jleuennero Ha OomHUTE C
SIUJITICHS CE OCBIIECTBSBA OT CIICLUAINCTH-HEBPOJIO3H H/HIIH JIET-
CKH1 HeBpoI1031. KoHcyiTanus ¢ NCHXUaThp ce U3BbpILIBA IIPH HAJIH-
Ype Ha MCHX03a, IPOMSIHA Ha JIMYHOCTTA, CBbP3aHa C eMHIICTICHATA
U IICHXO-COLMaHA JUCHYHKIHS.

[lenmMTe HAa QHTUENMICITHYHOTO JICYEHHE €A ITHJICH KOHTPOJI Ha
SMWICNITUYHUTE NPUCTBIIN WM PELYKIHMS Ha IPUCThIIHATA YECTOTA
W/WIN TEXECT, TIPH J00pa TIOHOCHMOCT, 0e301acHOCT U ChobOpass-
BAHE C JIEKAPCTBEHHUTE B3aUMO/ICHCTBUS, TOTHCKAHE Ha CYOKITMHIY-
Hara eMuwIeNTHYHa aKTHBHOCT U Ha CMUJICTOreHe3aTa, o100psBaHe
Ha KaueCTBOTO Ha JKUBOT.

TepanusTa Ha emIenCHsTa BKITIOYBA MEANKAMEHTO3HO JIeUeHHE
(MOHOTEpanus, paroHalIHa MOJUTEPAIHs) 1 P HEOOXOAUMOCT
(MeIMKaMEHTO3Ha PE3UCTEHTHOCT MM HSKOM CrelU()UYHU CHH-
JIPOMHU) — HEBPOXUPYPIHYHO JICUCHHE, ANTEPHATUBHY Tepanuu (Ke-
TOTEHHA JIeTa ¥ MOAN(HUKAINH, Baryc-HepB CTUMYanus). M360psT
Ha aHTHI'BPUOBO JiekapcTBo (AIJI), mpoxbKUTENHOCTTA Ha Jede-
HHETO, KAKTO M PELIEHUETO 3a XOCIHUTAIN3ALMS Ce B3eMar OT Clie-
[MATUCTU HEBPOJIO3U H/WIIH IeTCKH HeBpou1o3u. I1pu JieueHuneTo Ha
SMUJICTICUATA CE CIIa3BaT OCHOBHHU IPHHIIUIIN.

[Ipy exMHCTBEH TOHMYHO-KJIOHUYEH elHIeNTHYeH NPUCTBII
JIeYEHHUE Ce 3a04Ba IpU BUCOK pHcK oT peuuausu: EEI ¢ untepuk-
TaJHU enWIenTU(OPMEHH aOHOPMHOCTH W/WIIM IEPCUCTHPAILA IPU-
YMHA 32 eMWICNTHYHU NPUCTBIIM KaTo Bu3yaiamsupana B MPT
KOpOBa JMCIINIA3Ks; HauaJeH HePOBOKUPAH CMHICNTHYCH CTaTyC;
aHAMHe3a 3a PEIILEeCTBAIM MUOKIOHHH, abcaHcu. OCHOBHATA 1€l
Ha JICYUCHHUETO € IThJICH KOHTPOJI Ha NPUIAIbLUTE IPH MUHUMAJICH
crpannueH edekt Ha AIJl, ¢ mocTurane Ha BE3MOXKHO Hail-100po
Ka4ecTBO Ha KUBOT. [IperensaBa ce moas3ara u pucKoBeTe OT MPO-
JIbkuTeHus npuem Ha ATJI mpu Bcexu KOHKpeTeH OOoJieH.

JledeHneTo ¢ aHTHENUICIITHYHY JISKAPCTBA Ce 3a1104Ba MPU CU-
2ypHa Ouazno3a: Cropes HoBara Je(UHULNS ci1e]l 2 HEIPOBOKUPaHU
WM IIPOBOKUPAHU IIPUCTHIIA, HAOMIONABAHH MIPEe3 HEPHO T0-TOIIM
ot 24 4, cien 1 HenpoBOKUpaH (KM IPOBOKKpPaH) moHe 30 JHu ciief
HEBPOUH(EKIMS, MHCYIIT, MO3bYHA TPaBMa, HIIH CJIEJI TI0CTaBeHa JH-
arHo3a eMuIenTHIeH CHHApoM. He BuHary ce Hanmara JedueHue npu
UJIMONATHYHATA JeTCKa (hOKAIIHA SMHIICTICUS C LICHTPOTEMIIOPAIHI
craiikoBe (Ponmanmosa), Hsakou hopmu Ha HOTOCCHIUTHBHU CITHJICTI-
cuu, peOpHITHUTE I'bPUOBE WM PEIKH CIUICIITHYHH IPUCTBIN (IT0-
PEAKH OT BEAHDBXK TOJUIIHO HPHCTHIIN WIH PEAKH U JICKH HOIIHH
HPUCTBIIH) U TIPU KPATKOTPaitHKU (POKAIHN NPUCTBIIH.

A. IlppHuunu Ha JeyeHne

1. OuensBa ce Bujia Ha SMUJICTICUATA, BU/A HA IPUCTBIINTE, HH-
JIMKAIUK U PUCKOBH (DAKTOPH 32 aHTHKOHBYJICAHTHO JICYUCHHE

2. 3amouBa ce ¢ monorepanus ¢ AIJl om nvpsa munus, cbodpa-
3¢H C BUJA HA INPUCTBIUTE, CHMICHTHYHUSA CHHIPOM,
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BB3pacTTa Ha MalfeHTa, HATMINETO Ha IPHAPYKABAIIH 3a00-
nsBaHus, Ko-Meaukaimu. [IpeanmcTBara Ha MOHOTepanusTa €
HHCKA TOKCHYHOCT, JJ0Opa IIOHOCHMOCT, JIUIICA Ha JIEKAPCTBEHH
B3aUMOJICHCTBYS, MUHUMU3UPAHU KOTHUTHBHU HAPYLICHUS 1
JIPYTH HEXeTaHH peakuun. EQekTsT ce KoHTpoupa cropen
KIMHUYHUTE CHMITOMHU (4eCTOTaTa M TEXeCTTa Ha MpH-
crenute) u ¢ EEL

3. 3amnouBa ce ¢ HUCKa 1034, KOSTO CE MOBHIIABAHE OCTEIIEHHO
JI0 KOHTPOJI Ha TMPUCTBIINTE WM M35Ba HA CTPAaHUIHH peak-
M.

4. MoHuTOpHpaHe Ha CEPyMHHUTE HUBA.

5. OueHka Ha pUCK OT Bb30OHOBSIBAHE HA PUCTBITH/TE IIPH CITH-
paHe WM NPOMSIHA Ha JICYCHHETO.

6. Ilocturane Ha ONTHMAJTHO Ka4€CTBO HA JKUBOT.

7. Ilpu TepaneBTUYHO-PE3UCTECHTHY CMMJICTICHH (HEyCIeX OT JIBe
aneksatHu AT'JI) — HacouBaHe KbM CIICHUAIN3UPAHH KIMHUKH
3a IIPOBEK/IaHE HA U3CIICABAHUS 32 €THOIOTHYHO U3SCHSBAHE,
OIpesieNIsIHEe U MIPOBEXKAAHE HA PAIL[OHAIHA MOMUTEPAITH U
00CHK/1aHe 3a BbB3MOXKHO HEBPOXUPYPIUYHO JICUCHHUE U KETO-
IeHHA JUeTa.

B. AHTHI'bPYOBH JIeKapcTBa

CbBpEMEHHOTO JICYEHHE Ha CMUICTICHATA IIPH el U Bb3PACTHU
ce ochlIecTBsABa cbe caenuure AIJI criopes perucTpupannTe HHAN-
Kalli{ KaTo MOHOTEpAIus WM PalMOHAIIHA MOJMTEPaIus, aJiek-
BATHO Ha BUJIA HA CIIMIICTICHATA U BH/Ia HA IIPUCTBIINTE, ChOOPA3CHO
C Bb3PACTTA, TEIVIOTO HA NALMEHTA U IPUJIPYKABAIUTE COMATHYHU
3a0onsBaHus (4epHOAPOOHN, OBOPEYHH, KPHBHHU H T.H.) U PUCKA OT
TEPaTOreHHOCT TP MIIAJIN JKCHH ¢ AeTepojeH noreHuuan: Carba-
mazepine (CBZ), Cannabidiol* (CBD), Cenobamate**, Cloba-
zam**, Clonazepam (CZP), Eslicarbasepine (ESL), Ethosuximide
(ESM), Fenfluramine* (FFL), Gabapentin (GBP), Lacozamide
(LCM), Lamotrigine (LTG), Levetiracetam (LEV), Nitrazepam**,
Oxcarbazepine (OXC), Phenobarbital (PB), Phenytoin (PHT), Pre-
gabalin (PGB), Rufinamide*, Stiripentol*, Sulthiam**, Tiagabine
(TGB), Topiramate (TPM), Valproate (VPA), Vigabatrin (VGB)**,
Zonizamide**, Methylprednisolon, Piracetam (PZT), Brivaracetam
(BRV) (Tabmuuu 8, 9, 10, 11, 12 u 13, 14).

* 1o YUnen 266, ai. 2 ot 3JIIIXM un. 16, an. 4 or Hapenoa Ne 10
or 2011 r. 3a ycnoBusTa 1 pena 3a eyenue ¢ Hepasperenu 3a ymo-
Tpeba B PeryOnuka Brarapus JeKkapcTBEHH MPOLYKTH

**Peructpupanu or EMA

OrunTta ce Bb3MOXKHOCTTA 32 CYHIM/IHO MOBEJCHUE WM Hiiea-
1y ot npuiaranute AEJL

B. Hauyasino Jieyenne Ha enuiencusiTa.

3anouBa ce Mmonorepanus ¢ AIJl Ha mbpBH U300p, CHOOPa3HO
BH/Ia Ha CMWICTICUATA M BUJA HA TIPUITAIBLUTE CIIC] JBA HEIIPOBO-
kupanu npuctsna (Tadmmma 10), kato ce gocTura ONTHMAaIHA 1032
(Tabnuua (11). MoHoTepanusita e eexruBHa pu 60% ot HOBO/MA-
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rHocTunMpanuTe nanueHTtH (I monorepamms — 47% wm 11 MoHOTE-
parust — ipu 13%).

I monorepanus (AIVI Ha nbpBH U300p) ca:

— Valproate — 3a reHepanuzupanu, (pOKaIHU CHUICTICUH UK
HpH ChbMHEHHUS TIPU KIACH(UIMPAHETO HA MPUCTHIIUTE, IPU CHH-
napom Ha West. Bp3morken e Tepatorener epext Ha VPA npu mmaau
JKEHH C JICTEPO/ICH TIOTEHINAN U OPEMEHHH.

— Carbamazepine — 3a ¢oxanuu emunencun umun Oxcarba-
zepine — B neTckara Be3pactT. [Ipenoprusar ce perapaaute Gopmu
Ha Carbamazepine.

— Ethosuximide, a npu nnaukayu u Lamotrigine ca meauka-
MEHTH Ha ITbpBU n300p npu abcaHcure.

— Hupoxocnexktspun AIJl xato Valproate, Lamotrigine,
Levetiracetam, Topiramate ca cpexctsa Ha bpBU M300p TpU
MAIUeHTH C TIOBEYEe OT eI1H TUII IIPUCTHITU (0COOEHO aKko UMa 1 ad-
CaHCH, aTOHMYHU U MUOKJIOHMYHHU IPUCTBIIH).

— Hsakon ot noute AIJl (Lamotrigine, Oxcarbazepine)
MOTraT J1a Ce NpUIIarar KaTro MOHOTEPAIHs [IPU CHEUUATIHU ChCOA-
Hus (JETCKO-IOHOIIECKa BBH3PACT, MIIAJH JKEHH U OpeMEHHH,
KOTHUTHUBEH Je(DHUINT), CTPAHUYHU PEaKLMU WM OpPraHHa HElo-
CTaTHYHOCT.

11 moHoTepanus (a1 TepHATHBHA MOHOTEPAIHMS) ce IPHJIara
TPH JIUICa Ha ePEeKT OT JICYCHUETO, HEIIOHOCUMOCT, CTPAHHYHH pe-
aKIUHU WK OPraHHa HeJOCTaThYHOCT, KaTo ce J100aBs ApyT MOIX0-
Jsii AIUL, kKato OCTENEHHO C€ U3TENNIs IbPBOTO:

— IIPU TeHepalM3upaHy U (OKAIHHU MPUCTBIIN ChC U 6e3 BTO-
pUYHA TeHepau3alys, IOJIUMOPGHU INPUCTBIM, CHHAPOM Ha
Lennox-Gastaut: LTG, LEV, TPM

— 1ipu POKANHU ¥ BTOpHYHO-TeHepain3upanu npuctbin: OXC,
LCM (mag 4 r.), ESL (nan 18 1)

— npu cu"apom Ha West — CZP, LTG, TPM

BB3MOKHO € BiIOIIaBaHe HA HAKOM CNUICIITHYHI NPUCTBIH U
cunzapomu ot AIJI (tabmuma 12). Ilpu nedenwe Ha abcaHcw U
MHUOKJIOHHYHH NIPUCTHIIN IIPH JCLA U Bb3PACTHH HE CE IIPEeropbyBar
carbamazepine, gabapentin, oxcarbazepine, phenytoin, pregabalin,
tiagabine u vigabatrin, a npu cunapoma Ha Dravet u BuCOKH 1031
Ha lamotrigine mopaau puck ot BiomaBaHe. Lamotrigine Moxe 1a
BJIOLIH U MAIMEHTHUTE C IOBCHUIIHA MUOKIIOHNYHA erunencus. [Ipu
JIela ChC CaMOOTPAHNYABAIIM €€ eNUICHCHN (MANONATHYHU (o-
KaJIHM eriiernicuy Tan Ponanosa, cunapoM Ha Panayiotopoulos u
tun Gastaut) carbamazepine m oxcarbazepine morar Biomar
narnuenTuTe 1o u3sasa Ha CSWS.

ITpuunnu 3a Heycnex 0T MOHOTEPANHUATA ca:

1. HenpaBuina puarHos3a (MO3bYHHM TYMOPH, TICEB/IOCTIHIICII-
THYHU OPUCTBIIN, CHHKOII, ChP/ICYHA APUTMHS U T.H.).

2. Henpasunen n36op na AIJl (Hemoaxoasmio 3a Bujaa mpu-
CTBIIH, JIEKAPCTBEHU B3aUMO/ICHCTBH).

3. Henozxozsima 1103a, CTpPaHUYHU PEAKIHH.

4. HempaBuiieH Ha9MH HA KUBOT (AJIKOXOIHM3BM, JICKAPCTBEHA
3aBHCHMOCT U T.H.).

Tabmuma 10. AHTHTBPYOBH JIEKApCTBA 32 JIEYCHNE HA CMIVICTICHUTE (CHHAPOMHTE) U eI THIHATE IPHCTHIIN

Buj enunencusi (CHHAPOM) eNUIENTHYHH NPHCTHIN

1 u36op MonoTepanus

AJITepHATHBHA MOHOTEPANUs UJIH MOJUTepaNus

[IspBHYHO-TeHepaTH3UPAHH (HIHONATHYHH/TEHeTHYHH) eNUJIeNCHH / TeHePATH3HPAHH NPUNALbIH

ToHu4YHO-KIOHMYHH NPUIAXBLH CBZ, PHT, VPA CZP, LTG, LEV, OXC, PB, TGB, TPM, ZNS**, Clobazam**
ATOHHYHY NPHCTHIH VPA LTG, CZP

Abcancu VPA, ESM CZP, LTG, TPM

MHOKJIOHUYHH NPUCTHIIH VPA CZP, ESM, LTG, LEV, TPM, ZNZ**, Clobazam** Kopruxocreponu

FOBeHn/IHA MUOKJIOHHYHA eITUJIENICHSI VPA

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

®oxannu enuiaencuu / GoKATHH eNUIENTHYHH TPUCTHIH

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

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

NPHCTDBITH)

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

Ennientuynu enuedanonatun / eHuedanonaTuu Ha pasBHTHETO

CuuHzapoM ¢ HHGAHTHIHU cna3Mu (cuHApoM Ha West) ACTH, VPA CZP, LTG, TPM, VGB**, ZNS**

Cunzapom Ha Lennox-Gastaut LTG, TPM, VPA CBZ, CZP, PB, PHT, Rufinamide*, Cannabidiol* ¢ Clobazam**, ZNS**,
Fenfluramine*

I Cunapom Ha Dravet (SMEI) VPA, TPM LEYV, Stiripentol*, Cannabidiol* ¢ Clobazam**, Fenfluramine*

Enunentuuna ennedasonarus ¢ CSWS nian enektpu-  VPA, ESM LEV, 6ensonuasernuuu, Clobazam**, koptikocteponsu

YeH cTaryc 1o BpeMe Ha 6aBHOBDLIHOB ¢bH (ESES)

— AIl, paspenrenu 3a MoHoTepanus 1 fonbiasama tepanus: CBZ, CZP, ESM, GBP (nazx 12 r. moHoTepamus, Haj 6 I. fombiBaia Tepanus), ESL (Hax 18 1.
MoOHoTepanus, Haj 6 T. jombnBama tepanus), LTG (sax 2 ), LEV (hax 16 . — moroTepanus, Haj | Mecen — nommrepanus), LCM (nan 4 1), OXCBZ, PHT,
PB, TPM (a2 r.), VPA.

— AII pa3peenn camo 3a ronbaBama tepanusi: PGB (van 18 r); TGB (Hax 12 1), korato Apyr# MOAXOISIIN JEKapCTBEHH KOMOMHAIIMY Ca Ce OKA3ailH He-
3a/I0BOJIUTENTHH MK He ca oHocuMu, BRV (Han 2 1.).

— Knacuueckn AIUL: CBZ — carbamazepine; CZP — clonazepam; ESM — ethosuximide, PHT — phenytoin; PB — phenobarbital; VPA — valproate

— Hou AIUI: GBP — gabapentin; ESL - eslicarbazepine; LTG — lamotrigine; LCM - lacosamide; LEV — levetiracetam; OxCBZ — oxcarbazepine; PGB — pre-
gabalin; TGB - tiagabine; TPM — topiramate; Rufinamide* — 3a cunnpom Ha Lennox-Gastaut; Stiripentol* — 3a cunnpom Ha Dravet; BRV — Brivaracetam
Haz 2 r.; CBD — Cannabidiol* npu enunentuysu npucThig, CBbp3anu ¢ Tydepo3Ha ckieposa komrmieke (TSC) npu natmentn >2 roausn; CBD — Cannabid-
iol* B komOuHatus ¢ Clobazam** npu cunapom Ha Dravet u cunapom Ha Lennox-Gastaut npu naumenty >2 roguay; FFL — Fenfluramine® — npu cunpom Ha
Dravet u curpom Ha Lennox-Gastaut npu narwerti >2 ronusu, Cenobamate®* — npu doxanan u BITKIT (DITKII) vax 18 r.; Zonisamide** 3a neuenne Ha
BI'TKIT (®ATKII) npu Bb3pacThu 1 fena Haj 6 I., 32 MUOKIOHHYHH IPUCTBIN, 3a CHHAPOM Ha Lennox-Gastaut;

* [To Unen 266, an. 2 ot 3/IIIXM n 4. 16, a. 4 or Hapen6a Ne 10 or 2011 r. 3a ycnosusra 1 pexa 3a nedenue ¢ Hepaspemenn 3a ynorpeda B Penyonuxa boira-
P JTEKapCTBEHH TPOLYKTH:

* Rufinamide 3a neuenne Ha cunpom Ha Lennox-Gastaut

* Stiripentol 3a neyenne Ha cunpoM Ha Dravet

* Cannabidiol B xomounanus ¢ Clobazam** npu cunpom Ha Dravet u cunipom Ha Lennox-Gastaut npu naruenti >2 ronunu; * Cannabidiol npu neyenne
Ha IPUCTBIIH, CBbP3aHH ¢ TyOeposHa ckiepo3a komiuiexe (TSC) npu nanuentu >2 ronunHn

* Fenfluramine — nipu cunpom Ha Dravet u cunpom Ha Lennox-Gastaut nipu naupeHT# >2 roanHu

**Perucrpupanu or EMA:

Clobazam** 3a neuenue Ha abcancu, [ TKII, muoknonuu, cunapom Ha Dravet i cunapom Ha Lennox-Gastaut; Nitrazepam®** 3a neuenue Ha cunapom Ha West;
Sulthiam** 3a neuenue Ha Qokanuu npuctbiy; Vigabatrin®* 3a neuenue Ha cunapom Ha West; Zonisamide** 3a jieuenne Ha GOKaTHU U BTOPHUHO TEHEPAITH-
3HPaHH IPUCTHIIN P BB3PACTHH K Jela Ha/l 6 T., 32 MHOKJIOHIYHH IPUCTHIIN, 3a CHHAPoM Ha Lennox-Gastaut; Cenobamate** — nipu doxamun u BI'TKII
(PATKIT) nan 18 r; ACTH 3a nedenue Ha cunapom Ha West.

Tabmuua 11. Buyoe 1 103upane Ha aHTUTBPUYOBHTE JIEKApCTBA

Mexaynaponno  JIELIA Bb3PACTHHU

HeNaTeHTHO uMe

(INN) HauaJina queBHa 1032 OnrTuMaJjiHa JHeBHA Hayvajna gueBna 103a OnruMajina qHeBHA Maxkcumaiina qHeBHa 1032
(mg/kg) nosa (mg/kg) (mg) n03a (mg) (mg)

Valproic acid 10-20 10-50 500 1000-2000 2100

Carbamazepine 5 10-30 200 600-1200 1600

Oxcarbazepine 10 30-40 300-600 900-2400 2400

Phenytoin 3-4 4-8 100 300-400 500

Phenobarbital 2 2-5 60 90-250 600

Clonazepam 0,01 0,01-0,02 - 0,1-0,2 0,5 2-6 8

Lamotrigine 0,6 ¢ emsumun uHAYKTOPH  5-15 ¢ em3umun uHAYK- 50 ¢ emsumun uHayk-  500-600 npu ersumen 700 mpu MOHOTEpanus
0,15 mpu VPA TOpH TOpH MHIYKTOP
0,3 mpu MoHOTEparus 5¢cVPA 12,5¢ VPA 300-400 mpu VPA

15 mpn MoHOTEpanus 25 npu Mouoteparst 500 npu MOHOTEpanus

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

Gabapentin Haz6r 10-15 25-35 300 1200-1800-3600 3600

Pregabalin - - 150 450-600 600




nexemBpH 2023

Boacapeka HeBposozus Bulgarian Neurology

18

MesxyHapoano
HeNaTeHTHO HMe
(INN)

TELIA

Bb3PACTHH

Hauvajna queBna 103a

OnTuMa/Ha IHeBHA

Havajna queBHa 103a

OnruMa/IHa JHeBHA

MakcuMaJIHa JHeBHA 1032

(mg/kg) no3a (mg/kg) (mg) n03a (mg) (mg)
Lacosamide Cren4r. 2 mgkg 200-400 mg/nH. 100 200-400 600 mg wm 10mg/kg npu
MOHOTEpaIus IpH Jena 1
toHouH Hax 50 kg u
8 mg/kg mpu etia 1 FHOIIN
nox 50 kg;
400 mg mpu JombIBAIIA Te-
partiist 3a ela 1 FOHOLIN Hajy
50 kg 1 BB3pacTHH
Ethosuximide 10 40 500 1500 2000
Stiripentol* 50 10 100 50 110 100 4000
Rufinamide* Hag4r.-10 45 400 2400 3200
Brivaracetam — Jlena >2 1. ¥ 10HOIIH — leta >2 1. 1 10HOIIN 50-100, pasnenenana  50-200 cniopen 200
>50 kg B no3a 1 mg/kg >50kg B 103a 2 mg/kg  x1Be paBHH 03U MHIMBHyaTHHS OTTOBOP
—50-200 criopen Ha 1 MOHOCHMOCT
—Han 16 1. 50-100, pasne-  MHAMBHIYaIHUS OTTOBOP
JIeHa Ha JIBe PaBHHU JI031 1 IOHOCUMOCT
Eslicarbazepine  Jlemanan 6. — Jeua nan 6 . — 30 mg/kg 400 exHokparHo 800-1200 o 1600
10 mg/kg/nHeBHO 1600 mg
Hapn 60 kg — 400 mg €IHOKPATHO
Clobazam** Han2r. - 0,4-1 mg/kg Turpupaue mo 1 mgkg  Smg Jlo 40 mg 40 mg
npe3 7 aHU;
Iox 30 kg — 20 mg;
Haz 30 kg — 10 40 mg
Zonisamide** >6 1. 1 toHoum >50 kg — Turpupane npes3 100 mg 300 mg 600 mg
1 mg/kg 7 nuu j1o 4-8 mg/kg
Cannabidiol** >2 .- 2,5 mg/kg nBy- IIpu LGS u Dravet cun- Ipu LGS Dravet cunpom —
KkpatHO (5 mg/kg/nneBHo),  apoM — 1o 10 mg/kg/nen; 20 mg/kg/nen;
turpupane npe3 7 guu g0 [pu TSC — 10 mg/kg/nen ITpu TSC - 25 mg/kg/nen
10-20 mg/kg
Fenfluramine* >21.—0,2 mg/kg/nen — o [lpu Dravet cunapom 10 0,4 mg/kg/nen 0,7mg/kg/nen maxcu- 26 mg/kg
0,7 mg/kg/nen makcumanuo 0,4 mg/kg/nen cve MaiHo mipy Dravet cuH-
10 26 mg/nen Stiripentol, 0,7 mg/kg/nen apoM jio 17mg/nen cbe
0e3 Stiripentol; mpn LGS Stiripentol, 10
- 0,4 mg/kg/nen — 10 0,7 26 mg/nen Ge3 Stiripen-
mg/kg/nen tol, mpu LGS no
26 mg/nen
Cenobamate** - - 12,5 mg enmnoxparHo  Tutpupane npe3 14 xun - 400 mg

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

* I1o Yen 266, ax. 2 ot 3JIIIXM u 4. 16, ax. 4 ot Hapea6a Ne 10 ot 2011 1. 3a yesoBusiTa u pena 3a aedenne ¢ Hepaspemenn 3a ynorpeda B Peny6-

JnKa Barapust iekapeTBeHH NPOAYKTH:
* Rufinamide 3a neyenne Ha cunpoM Ha Lennox-Gastaut
* Stiripentol 3a neyenye Ha cuupoM Ha Dravet
* Cannabidiol B xomGunauus ¢ Clobazam** npu cunsipom Ha Dravet u cunpom Ha Lennox-Gastaut npu nauuentn >2 rogunu; * Cannabidiol ipyu nedenve
Ha IPUCTBIIH, CBbP3aHH ¢ TyOeposHa ckiepo3a komiuiexe (TSC) npu nanuentu >2 roxunn

* Fenfluramine — ipu cunapom Ha Dravet u cunapom Ha Lennox-Gastaut npu mamueHT# > 2 TOIMHA
** Permcrpupanu or EMA:

Clobazam** 3a neuenue Ha abcancu, [ TKII, Muoxnonuu, curapom Ha Dravet i curnpom Ha Lennox-Gastaut; Nitrazepam** 3a neuenne na cunapom Ha West;
Sulthiam** 3a neuenue Ha pokanuu npuctbiu; Vigabatrin®* 3a neyenne Ha cunupom Ha West; Zonisamide** 3a jieueHne Ha (OKaTHN U BTOPHYHO TeHEPAIIH-
3UpaHH IIPUCTBIIN TIPH BH3PACTHU U Jiella HaJl 6 T, 33 MUOKIOHMYHHU TIPHCTBIIN, 33 cuHIpoM Ha Lennox-Gastaut; Cenobamate** — npu doxanuu u BI'TKII
(DATKIT) nax 18 r; ACTH 3a neyenne Ha cunapom Ha West.

Tabmmia 12. Be3MokHO BOIIaBaHe Ha eMANENTHIHATE CHHApoME oT ATJ]

AT Cunppom Bb3Mo:kHO BiIOIIaBaHe
Carbamazepine * AGcaHCHa ermIencst * AGcaHcH, MHOKJIOHHUH

* lOBeHMIHA MHOKJIOHIYHA EMUJIETICHS * MUOKIIOHUYHH IIPUCTBIIN

* [IporpecuBHa MHOKIIOHHYHA CIHICTICHS * Muokionyc

* PonannoBa enumencus * CSWS

* JleTcka OKIHMIHUTAIHA CHIICTICHS o I'TKII - paaxo

* CUMITOMATHYHY TCHEPAIN3UPAHHY CIHIICTICHI * QoKaIHN PUCTBITH — PSAIKO

* Cunipom Ha Angelman * ToHUYHU TIPUCTDBIH

* Cunzpom Ha Landau-Kleffner * ATOHUYHHU TPUCTBIN
Oxcarbazepine * AbGcaHCHa eIIIeTCHs * Abcancu

* MUOKIIOHHH
* QoKaIHN IPUCTHIH

* FOBeHMIHA MUOKJIOHMYHA SITUIIETICHS
. Pona}mosa CIUIICTICHUS
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AT Cunpom Bb3Mmo:kHO BIOIIaBaHe
Phenytoin * AGcaHcHa enuiencus * AGcancu
* [IporpecrBHa MHOKIOHHYHA SITHIICTICHS * LepeGenapen cuuapom
* FOBeHMIHA MHOKJIOHIYHA ENUJIETICHS * MHOKJIOHUYHH IIPUCTBIIN
* Cunppom Ha Landau-Kleffner * QOKaIHU IPUCTBIN — PAJIKO
* ['TKIT
Phenobarbital * AGCaHCHa eIIIETICHS * AGcanc (Ipi BUCOKH J103H)
* Pomanjiosa enuiencus * MUOKJIOHHYHH TIPUCTBIH
* Cunppom Ha Lennox-Gastaut
Valproate (psizxo) * AGcaHCHa eTIIeTCHs * Abcancu
* EXMHIYHN CITyuau Ipy emuiencus ¢ MUOKJIOHYC M KPHIITOTeHHa  * MUOKIOHHYHHU TPHCTBITN
(okarnHa enuerncus * dokanHu
* ['TKIT
Ethosuximide * AGcaHCHa eTIIETICHS * Abcancu
* Enunienicust ¢ MHOKIIOHYC * MUOKJIOHHYHH PUCTBIIH
* Enmnencus ¢ I'TKII « I'TKII
bemsonnazermun * Cunzpom Ha Lennox-Gastaut * ToHNYHU TIPUCTBIH
* Abcancu
* MUOKJIOHHYHH IIPUCTBITN
Vigabatrin * AbGcaHcHa eruiencus * Abcancu
* Enurencust ¢ MHOKIIOHYC * Muoknonyc
* Cunzpom Ha Lennox-Gastaut + QoKaTHU IPUCTBIH
* TOHHYHHU TPUCTBITH
Gabapentin * Panna netcka Texka MuokinonnuHa ermiencus (SMEI) * Abcancu
* FOBeHMTHA MHOKIOHHYHA ETUJICTICHS * Muoknonyc
* PonannoBa enmnencus
Lamotrigine * Panna netcka Texka MuokioHnyHa ermencus (SMEI) * [Tpu BuCOKH /1031
* lOBeHMITHA MUOKJIOHHYHA ETUJICTICHS * MHOKJIOHHYHH IIPUCTBITN
* PonanoBa enuencus
Rufinamide Cunpupom Ha Lennox-Gastaut ATOHWYHN TIPUCTBITH
Topiramate AbcaHcHa enuencus Abcancu
Tiagabine AbcancHa enuierncus Abcancu
Enmnencus ¢ MHOKIIOHYC MHOKIOHHYHY TIPUCTHIN
Dokansn
['TKIT
Levetiracetam * FOBeHMIIHA MHOKJIOHIYHA ENUJIETICHs * Abcancu
* AGcancHa enuencus * MHOKJIOHHYHH IIPUCTBITH
* Cunzpom Ha Lennox-Gastaut » GokamHn
* Cunppom Ha Dravet « ['TKIT
Pregabalin * AbGcaHCHa eruiencus * Abcancu
* Enuriencusi ¢ MHOKIIOHYC * MHOKJIOHUYHH IIPUCTBITH
Lacosamide * Cunzipom Ha Lennox-Gastaut * Atnnuysy adcanen

* I'TKIT

I'. Jleuenue ¢ mojauTepanus — 3am04Ba ce [PU HENOBIUABAUU
ce 6omau or MoHoTepanust ¢ 2 AIJL ITpunara ce npu oxono 40% ot
MALUEHTUTE, TIPU KOMTO MOHOTEpAIHATa ¢ Hee()eKTHBHA: YECTH,
TeXKH (OKATHU UITH MOJTUMOP(HU MPUCTBITH, CHEHUPUIHN CHH-
JPOMH U SMHICNTHYHY eHle(aIonaTHH, Hallp. TEMIIOPATHOIOBA
SIIIIETICUS IIPY ME3HOTEMIIOpalIHa CKIIepo3a, CHHApOM Ha Dravet,
cunapom Ha West, curapom Ha Lennox-Gastaut. [Tpu npubassiHe Ha
BTOpH, pecnekTuBHO Tpetu AlJI, ce mpenopbuBa paroHaIHa MO-
naTepanws, kato ce komounupar — 2 (3) AIJI ¢ pa3nudeH mexa-
HU3BM Ha jeiictue (Tadbmumm 13, 14).

Hsixon AIUI (lamotrigine, topiramate, valproic acid) umar MHO-
JKECTBEHH MeXaHM3MH Ha Jeictue, aApyru (phenytoin, carba-
mazepine, ethosuximide) — eAMH OCHOBEH MEXaHN3bM Ha JICHCTBHE.
AEIJI ca pa3zerneHy Ha CIeIHHUTE TPYIH CIIOpe] MEXaHHU3Ma Ha Jeii-
CTBHE:

1. brokepu Ha peneTuTHBHATA aKTUBALMS HA HATPUEBUTE Ka-
Haiu — phenytoin, carbamazepine, oxcarbazepine, lamotrigine, top-
iramate, rufinamide, zonizamide, cenobamate

2. 3acunBamy OaBHATA MHAKTHBALMA HA HATPUEBUTE KaHAJIN —
lacosamide

3. [NoBumasane Ha GABA - A peuentopute — phenobarbital,
Oen3oauasenunu, clobazam, zonizamide

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

5. brokepu Ha T-xanuesure kananu — ethosuximide, valproate,
zonizamide

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

7. Monynaropu Ha H-otoru — gabapentin, lamotrigine

8. biiokepu Ha HeoOM4aiiH1 Mecta — levetiracetam, brivaracetam
(BHCOK U celeKTHBeH apuHHUTET KbM nporent 2A (SV2A) Ha cu-
HANTHYHUTE BE3UKYJIH B MO3bKa, KOHTO MOJYJIHpa eK301IMTO3aTa Ha
HeBporpaHcmutepure); fenfluramine — nosnusisa serotonin (5-HT)
MeTabonu3bM, 61 (sigma-1) peuentopu; cannabidiol —upe3 TRPVI,
GPR55 u ENT-1 penenrropu

9. Nuxuburopn Ha kapboanxuapasara — topiramate
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Tabmuua 13. OcHoBHM MexaHM3MH Ha JiefictBre Ha ATJI

ATl Baokupane/ mogynanus

Ha Na* kaHan

Baokupane/monynauus
Ha Ca?* kaHa/n

GABA nosumasane

Baokupane Ha riyta-
MAaTHHTe pelenTopu

Apyr

+

Phenytoin

Carbamazepine

Phenobarbital

Primidone

+| ]+ +

Valproate + (T-Tum)

Ethosuximide - ++ (T-tum)

Clonazepam

Gabapentin + (L-1um)

Lamotrigine + (L-Tum)

Oxcarbazepine

Eslicarbazepine

+| | +| +] +

Topiramate + (L-Tum)

+ (AMPA) Nuxubupa kapOoanxnapasa

Tiagabine

+(NMDA)

Levetiracetam

broxep wa SV nporenn

Pregabalin

Lacosamide

Brivaracetam

brokep Ha SV2A nporen,
MOJIyTHPa EK301IMTO33Ta Ha
HEBPOTPAHCMUTEPUTE

Clobazam

Canabidiol

TRPV1,GPRSS, ENT-1

Fenfluramine

serotonin (5-HT)
mertabomm3bm; 6l (sigma-1)
peLenTopu

Cenobamate +

Zonisamide + + (T-Tum)

+

+

GABA=rama avuHOMacreHa kicemiHa  AMPA=aminomethylisoxazolepropionate

NMDA=N-methyl-D-aspartat SV2A — cunantiueH Be3uKyleH IpoTenH 2A

[NpenoppyBar ce HAKOM yIa4HH KOMOMHALMK IPH PE3UCTEHTHU
npunaasiu (Tabmuna 14).

Criopes perucTpupaHuTe HHIMKALMHU 32 J0NBJIBALIA Tepa-

nus ca ciaeguure HoBu ALJL:

* Ipu reHepaausupanu 1 gokaanu npucrbnu: LTG, LEV,
TPM

* 1py OKAJHH M BTOPHYHO-TeHEPATU3UPAHH MPUCTHIHU:
GBP (nag 6 r.), OxCBZ, PGB (nax 18 ), LCM (nax 4 1.);
BRV (>2 1.); ESL (nan 6 1.); TGB Han 12 ., ipu kouto apyru
HOAXO/IAIIH JIEKapCTBEHH KOMOMHALIMH ca CE 0Ka3aJu He3a/10-
BOJINTENHH WX He ca moHocuMu; Cenobamate — npu ¢o-
kaquu u BI'TKII (®AKTII) >18 r.; Cannabidiol** B
koMOuHanus ¢ Clobazam** npu npucTbiu, CBbpP3aHu € Ty-
6eposna ckieposa xkomruieke (TSC) npu manueHT >2 1.

e ipu cunapom Ha Lennox-Gastaut — LTG, TPM, Rufi-
namide*, Cannabidiol* B komounamus ¢ Clobazam** >2 r.,
Fenfluramine* >2 r.

* ipu cunyipom Ha Dravet (SMEI) — LEV, TPM, Stiripentol*,
Cannabidiol* B komounanus ¢ Clobazam** >2 r., Fenflu-
ramine* >2 1.

1. OcoGenocTu npu npuioxennero Ha AIUI npu pasanyaun
THIIOBE eNUJIeNncus MpH Jena, OpeMeHHH KeHH, MANHEeHTH B
cTapyecka Bb3PACT U NMAIHEHTH ¢ HHTeJIeKTyaleH Ae(HIuT, ¢
Jenpecusi, ¢ Y4epHOAPOOHA MM OBOPeYHA HeIOCTATHYHOCT

Ennnencust B nercka Bb3pact. M36opst Ha AIJI 3a pazmnu-
HHUTE THIIOBE CTMJICIICHN U CHHAPOMH B JETCKaTa BB3pacT € Mpen-
CTaBeHM Ha TaOnuua 15, a HayaJHUTE W ONTHMAJHU JO3U — Ha
Tabmum 11 u 16.

Tabmuua 14. [penopsuntentu komOuHamuu ot ATJ] 3a MeKaMEHTO3HO-
PE3MCTEHTHH MPUCThITH

Komounanuu Hoaxonsimu  [puunnu

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

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

VPA +

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

*Kom Beruku ATJT morke 1a ce no6asu Clonazepam
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Tabmuua 15. M360p na AIJI B fetckara Bb3pacT NpH eMMIENICHUTe/ eMmIenTHIHuTe cuHapoMu — I, I MoHOTepanus, 1omb/IBala Tepanus

Enunencusi/cunapom I MonoTepanust AJTepHaTHBHA MOHO-//IONBJIBAIIA Tepanusi  Bb3MokKHA MOHO-/I0IIbJIBAIIA TePAHs]

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

C-m Ha Dravet (SMEI) VPA, TPM bemsonmazemmun, VPA LEYV, Stiripentol*, CBD* B xomOuHartus ¢
Clobazam**>2 r., Fenfluramine * >2 1.,
ZNS** >6 1.,

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

Enunentnyna ennedanonarus ¢ VPA, ESM bensoaunasenitu, KOPTHKOCTEPOH/IH LEV, ZNS**>6 1., Clobazam**

CSWS uin Enexrpuyen craryc mo

BpeMe Ha 6aBHOBLIHOB cbH (ESES)

WUTI'E ¢ abcancn VPA LTG, ESM bensonuazenusn

UTE ¢ muoktonye ¢ uin 6e3 ['TKII VPA LTG, ESM benszomuazennn, LEV, PB, TPM ,
ZNS**>6 1., Clobazam**

HUT'E ¢ muokaonyeu I'TKII VPA LTG, TPM bensomnazeruuu, LEV, PB, ZNS**>6 1.,
Clobazam**

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

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

Hexnacupuunpyemn VPA TPM LTG, LEV

Heonarananu ropuose PB

* I1o Yaen 266, an. 2 ot 3AMXM u ui. 16, a1. 4 or Hapenda Ne 10 ot 2011 r. 3a yesioBusiTa 1 peaa 3a jedenue ¢ Hepaspenrenn 3a ynorpeda B PenyGinka

Buarapus nekapcTBeHH NPOAYKTH:

* Rufinamide 3a neyenne Ha cunpoM Ha Lennox-Gastaut
* Stiripentol 3a nedenne Ha cuHpoM Ha Dravet
* Cannabidiol B xomGunauus ¢ Clobazam** npu cunzipom Ha Dravet u cunpom Ha Lennox-Gastaut npu nauuentn >2 roguuu; * Cannabidiol nipy nedenve
Ha IPUCTBIIH, CBbP3aHH ¢ TyOeposHa ckiepo3a komiuiexe (TSC) npu nanuentu >2 roxunu
*Fenfluramine — npu cunapom Ha Dravet u cunapom Ha Lennox-Gastaut npu matueHTH >2 TofuHu

**Perncrpupanu ot EMA:

Clobazam** 3a neuenue Ha abcancu, [ TKII, muoknonuu, curapom Ha Dravet u cunapom Ha Lennox-Gastaut; Nitrazepam®* 3a neuenue Ha cunapom Ha West;
Sulthiam** 3a neuenue Ha pokanuu npuctbnu; Vigabatrin®* 3a neyenne Ha cunupom Ha West; Zonisamide** 3a jieueHne Ha (OKaTHI U BTOPHYHO IEHEPAIIH-
3UpaHU IPUCTHIN IIPH B3PACTHH H JIeNa Haj 6 T., 30 MIOKIOHIYHH IPHCTHIIN, 3a cHHApoM Ha Lennox-Gastaut; Cenobamate** —pu doxanan n BI'TKII

(DATKIT) nax 18 r; ACTH** 3a nevenue Ha cunapom Ha West.

Tabmuma 16. Bunose peructpupann ALVl 3a MOHOTepanus 1 JOBJIBAINA TEPANHS ¢ HHANKAIHH, BKJL. 32 IETCKAaTa Bh3pacT

Al

MomnoTepanust

JombaBaima Tepanus

Valproate (10-50 mg/kg)

A6cancn, I'TKII, dokaman, BI'TKII

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

Carbamazepin (10-20 mg/kg)

(oxamuu, BI'TKII

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

Ethosuximide (15-30 mg/kg)

Abcancu

Phenytoin (3-8 mg/kg)

['TKII, poxamuu, BI'TKIT

I'TKII, doxamun, BITKIIT (OAKTII)

Lamotrigine (3-10 mg/kg)

Abcancy — HavalHa Tepanus 2-12 . — MOHo-
teparust Ha UT'E, dokansu npuctbmm, LGS

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

Topiramat (3-9 mg/kg)

Han 2 r. — renepanusupana u hokasnHa emnu-
Tencus

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

Levetiracetam (40-60 mg/kg)

Hapn 16 . — HavanHa (hoKaTHI TPUCTHITH

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

Oxcarbazepine (30-46 mg/kg)

Han 6 . poxansn u BITKIT

Hax 6 r. — dokanun u BITKIT (OIKTIT)

Brivaracetam (1-4 mg/kg)

Haz 2 r. — 3a ombiBaiua teparnust npu pOKaTHi i
BI'TKII(OIKTIT)

Gabapentin (40 mg/kg)

Hapn 12 1. — dokanuu npuctbim

Han 6 r. — nombiiBaiua Tepanus npu GokaaHu IPUCTHIN

Lacosamide (8-10 mg/kg)

Ha u nan 4 . — MoHOTEpamus npy GokaaHu
TIPHCTBIH

Han 4 r. — nombiiBaiua Tepanus npu GokaaHu IPUCTHIN

Tiagabine (0,1-1 mg/kg)

Han 12 r. — nonbiBaima tepanus npy (poKaIHi OPUCTBITH

Eslicarbazepine (10-30 mg/kg)

Hay 18 1. ®oxkannu u BITKIT

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

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

Cunppom Ha West

Cunapom Ha West
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AT Monotepanus

JombBaia Tepanust

Rufinamide* — 45 mg/kg -

Cunppom Ha Lennox-Gastaut >4 roxusu, Bb3MOKHO TPH
eNHUIENTHYHH CIIA3MH, MUOKIOHHYHO-ACTAaTHYHA eMUIETICHs

Stiripentol* — 50-100 mg/kg -

Cunnpom Ha Dravet (SMEI) >3 rogunu
PesucteHTHN (OKAIHU IPUCTHITH, CIUICITHYCH CTATYC

Sulthiam** - Ponanpiosa emuencus ciex Heycnex ot apyru AIJL; dokanuu

ot 3 mg/kg, Tutpupane 10 5-10 mg/kg npuctbu i BITKIT (OKTII), cunapom Ha Rett, emunentudsu
eHueatonartuu

Clobazam** - Cunapom Ha Lennox-Gastaut >2 rogunu, cunipom Ha Dravet >2

0,4-1 mg/kg rogunn; QOKaTHN 1 TeHepaTN3UPaH IPUCTDITH C TePareBTHIHA
PE3UCTEHTHOCT

Zonisamide** - Ooxanau u BI'TKII >6 roguaun

>6 1. u tonomm >50 kg — 1 mg/kg Turpupane
1o 8-12 mg/kg

WT'E ¢ I'TKII, IOME; Cunapom Ha West, Lennox-Gastaut,
MHOKJIOHHYHO-aCTATHYHA CIIHICTICHS

Cannabidiol** -
5 mg/kg/nuesHo, Turpupane 1o 10-20 mg/kg

Cunzpom Ha Lennox-Gastaut u cunpom Ha Dravet, B komOnHa-
uust ¢ clobazam 3a nauuentn >2 roguuy. Jledenue Ha pUCTBIN,
CBBP3aHH b TyOepo3Ha ckieposa komiuieke ( TSK)

Fenfluramine** —>2 1. — 0,2 mg/kg — 10 -
0,7 mg/kg MakcumanHo 10 26 mg/HeBHO

Cunppom Ha Dravet, Cunpom Ha Lennox-Gastaut

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

Cunnpom Ha West, Lennox-Gastaut, West, Landau-Kleffner,
FOME, Ho npu neycnex ot apyru AIJI mopajau cepruosuu Hesxe-
JIaHH JIEKAPCTBEHU PEAKIMH (YePHOAPOOHH YBPE/IH, aIIaCTHIHA
AHeMHS | JIp.).

* I1o Yaen 266, an. 2 ot 3MIXM u ui. 16, a1. 4 or Hapenda Ne 10 ot 2011 r. 3a yesioBusiTa 1 peaa 3a jedenue ¢ Hepaspentenn 3a ynorpeda B PenyGinka

Bbarapus ekapcTBeHH IPOIYKTH:
* Rufinamide 3a neyenye Ha cunzpom Ha Lennox-Gastaut
* Stiripentol 3a nevenne Ha cunapoM Ha Dravet

* Cannabidiol B xom6unauus ¢ Clobazam** npu cunipom Ha Dravet u cunipom Ha Lennox-Gastaut npu nauuentu >2 rogunn; * Cannabidiol npu nedetue
Ha IPUCTBIIH, CBbP3aHH ¢ TyOeposHa ckiepo3a komiuiexe (TSC) npu nanuentu >2 roxunHn
* Fenfluramine — ipu cunapoM Ha Dravet u cunapom Ha Lennox-Gastaut npu mauueHT# > 2 TOIMHIA

**Perncrpupanu ot EMA:

Clobazam** 3a neuenue Ha abcancu, [ TKII, muoknonuu, cunapom Ha Dravet i cunapom Ha Lennox-Gastaut; Nitrazepam®* 3a neuenue Ha cunapom Ha West;
Sulthiam** 3a neuenue Ha pokanHu npuctbiy; Vigabatrin®* 3a neyenne Ha cunupoM Ha West; Zonisamide** 3a jieueHne Ha (OKaTHI U BTOPHYHO ICHEPAIIH-
3UpaHU IPUCTHIN IIPH BB3PACTHH U JIeNa Haj 6 T., 30 MIOKIOHHYHH IPHCTBIIN, 3a cHHApoM Ha Lennox-Gastaut; Cenobamate** — pu doxanan n BITKII

(DATKIT) nax 18 r; ACTH** 3a nevenue Ha cunapom Ha West.

Jleuenne npu ¢pedpuinu ropuose (PI)

1. Octporo Jeuenue npu GpeOPUIIHY I'bPUOBE BKIIIOUBA JICYCHUE
Ha OCHOBHOTO 3a0oiisiBaHe U Ha npoxabnkutTentus OI' kakro npu
emwtenTryeH craryc ¢ Diazepam — 0,3-0,5 mg/kg pexranHo wim vH-
TPaBEHO3HO. AHTHITMPETHYHOTO JiedeHHe ¢ Paracetamol (Aceta-
minophen) u Ibuprofen ne npomens pucka ot peuuausupani I,
HO 1107100psiBa OOIIOTO CHCTOSIHKE Ha JASTETO MPH MOHW)KABAHETO Ha
TeMIeparypara.
2. I[IpoduaakTuyuno Jeyenue. [IpenoppuBa ce HHTEPMUTEHTHA
npodunaktuka ¢ Diazepam uny nocTosHHO JieueHue ¢ Valproate
cnopen pucka ot peuuauBupamu OI. He ce Hanara neueHue npu
npoctu OI. MuTepmurentHara npodunakruka Ha @I ¢ diazepam
CHIKaBa pucka 3a peauausupamu @I IIocTosHHOTO JIeueHue ¢ aH-
THKOHBYJICAHTHU 1pu DI" He npoduIakTHpa PUCcKa 3a erUIeTICHUs.
* MHTEpMUTEHTHA NPO(PUIAKTHKA ¢ PEKTAJIEH HIH OpPaJieH
Diazepam ce npenopbusa npu OI' ¢ mavano nox 1 r; pamm-
HocT 32 @I B euH ot poxutenure; 2 wiu noseue OI' mim
yectu @I (2 3a 12 yaca, 3 3a 6 mecena unu 4 3a 1 r.): Dia-
zepam — 0,3-0,5 mg/kg pexranno mnpu to Hax 37,5°C mpe3 12
yaca (TepaneBTHYHA [U1a3MeHa KOHLIEHTpaIus ciel| 2-4 MUH. )
nm opaned Diazepam — 0,3 mg/kg npe3 8 waca (TepaneBTnana
wa3MeHa koHueHTpauus ciuen 30-90 muH.) 10 apedpunan 24
4. (TIpuem 1o 3 1HN).

* [Ipu Bucok puck ot penuauBupaum ®I' (crueranue ot
ycinoxxaeHn nposonrupany GI' >15 MuH., HEBPOIOTHYCH Jie-
¢uuur, Bu3pact nox 1 r., yectu I, @I B mbpBus yac Ha ¢eod-

PpHIHOTO 3aboJ1sBaHe Wi mpH t°<38°) ce mpernopbyBa MoCTo-
SHHOTO NpodunakTiaHo Jedenue ¢ Valproate 30 mg/kg 3a 1-
2 T. ipy U3CIEABAHKS 33 YEPHOAPOOHN (DYHKIIHH.

KonTpanenuust npu :KeHH ¢ enujencus,
JiedeHHe Mpu GPEMEHHOCT U KbpMeHe

[1pu xeHuTe ¢ emuiIencus TpsOBa 1a ce mpemiara eexTHBHA
KOHTpALIETIIHs 32 30irBaHe Ha HeIlaHupaHa OpeMeHHOCT. Pucko-
BeTe 3a 3a0peMeHsBaHE, BbIIPEKH KOHTPALICIMATA, KAKTO U 3a KpaT-
KOCPOYHHUTE U ABITOCPOYHH CTPAHUYHU €PEKTH OT BCEKU METO]] Ha
KOHTpaLenuus TpsOBa 1a ce 00SCHABAT BHUMATEIHO. PUCKBT OT He-
yCIelHa KOHTpaLeHIHs pH xkeHH Ha eueHue ¢ AIJ] eH3uMHM HH-
IYKTOpU € 3 IbTH MO-BUCOK B CPABHEHHE ChC 3[[paBUTE *KeHU. B
tepaneBtiHaHu 103 o 200 mg/mu. TPM He B3anMopelicTsa ¢ 1ie-
pOpalHATE KOHTpALENTHBH, ChIbpXKamm norethisterone u
ethinylestradiol. B mo-Bucoxu no3u (200-800 mg/nu.) TPM moxe
1 yBenuun crnado kimpwHea Ha ethinylestradiol. [Tpu sxern Ha neve-
Hue ¢ AIJI eH3UMHM MHIYKTOpH €()EeKTHBHOCTTA Ha IIEPOPATHUTE
KOHTpAIENTHBH MOXKE J]a € TOBHIIH C yBeIMYaBaHE 103ara Ha
ectporenute 10 50 pug (maxcumy™m 70 p1g), HamansiBaHe Ha CBOOOA-
HUS OT JIEKapCcTBa MHTEPBAI OT 7 10 4 IHU U BbBEXKIAHE HA TPOCH
LMKBJI (IPUEM Ha 3 OTAKOBKHM €IHA CIIE/ Apyra). YMECTHO € KOMOU-
HHUpaHe C IPYTW METOIM 3a KOHTPAIETns — OaprepHH METOJIH,
TpaHCAEPMAIHHU MITACTHPH H JIp. 3@ KOHTPALICTILIHS CIIEH TTOJIOB aKT
ce mpernopbyBa JBoiiHa 103a levonorgestrel (6 mg B pamkute Ha 120
yaca cJjieJ| TI0JI0BHs aKT). [lepopanHuTe KOHTpaLenTUBH MOrar aa
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npoMeHsT eduracHoctTa Ha Hikon AIJl — nanp. Ha LTG, ocobeHo
B mepBuTe 3 AU npu MoHortepamus ¢ LTG u mpu ectporen-
Ch/IbPKAIM KOHTpaLenTHBH. JINIcBaT 10CTaTb4yHoO 10Ka3aTesICcTBa
3a eheKTUBHOCTTA HA KOHTPALICITHBH ChABPIKALIN CaMO IIPOTecTe-
poH 1pu sxenu Ha jtedenne ¢ AIJI — eH3suMHN HHAYKTOPH.

PuckoBe 3a GpeMeHHATa KeHa:

* Puck or yuecTsiBaHe Ha NMPUCTBIHUTe (yBEeIMYeH 00eM Ha
pasmpenenieHle Ha JieKapcTBara, MPOTEHHOBO CBBP3BAHE H
4epHOAPOOEH MeTab0In3bM) — JO3UPOBKATA CE MOBUINABA MO
HPELEHKA CIIe]l U3CIIeIBAHE HA CEPYMHO HHBO.

* Prck 32 yc/10:KHEHHS] HA MalKaTa — [IPECKIIaMIICHs, XUIIepe-
Me3Hc, MPEekKIEBPEMEHHO pakJaHe, AaHeMUSL.

e IIpn paxnane — 1-2% oT XeHHUTE ¢ ENMUIEICHUS TTOTydaBaT
HPUIIAJTBLIH.

* HeBpos1orbT He B3eMa OTHOIICHHE 32 BOJICHETO HA Pask/Ia-
HeTO, BH/Ia HA PO/Iopa3pelieHNeTo U aKyIIepCKOTO MoBe-
JAeHue

Puckose 3a nioga:

* Puck 3a maadopmanuu — 25% 10 BUCOK 32 )KEHUTE C CIH-
JIETICHS B CPABHEHUE C 00I[aTa MOMY/IAIMS 1 MOYTH 2 IHTH [0-
BHCOK MPH aHTHKOHBYJCAHTHO
Manpopmanuy (1eeKTH Ha HeBpaiHaTa TphOa Kato spina bi-
fida, opodarmanau nedexru xkaro palatum fissum, cbpaeunn
Mas(opMaInK, XUIOCHIA/INa) U MAJIKU (XUIIEPTEIOPU3bM, SIH-
KaHTYCH, XUIIOIUIACTHYHY NPHCTH). [IpenopbuBar ce ynrpa-
3BYKOBH W3CIIC/IBAHHS HA IUIOfAa — B HAYaloOTO Ha
OpeMEHHOCTTA, Ipe3 3-TH, 6-TH 1 HAYAJIOTO Ha 9-TH .M., a IpU
ChbMHEHHE 3a Majdopmanust — u3cieaBane Ha anda-deromnpo-
TEHH U AMHHOLICHTE3a.

JICUHEHUE — TOJIEMU

* [IpenopbKku 32 nMoBeeHNe NPU OpeMeHHH U
KbPMeIIH ;KeHH C eNuJIencust

1. IIpu *xeHU ¢ MPUCTHIHU [0 BpeMe Ha BTOpATa MOJOBHHA HA
OpeMEeHHOCTTa, KOUTO HE MOTaT ChC CHUI'YPHOCT [ C€ ONpPEEIAT
Karo eMJICNTHYHH, CE 3aIl0uBa JEeUCHHE KaTo 32 eKJIaMIICHs (Mar-
He3ueB cyndar) 10 IbIHOTO quarHocTuyto yrounssane. MPT u KT
ce cyuTar 3a 0e30IacHH, a PUCKBT 3a IUI0/A NP JHOKPATHA eKC-
MO3HIHS € MUHUMAJIEH.

2. [pu BCUUKHM KEHU C CNUJICICHS CE MPEernopbyBa NpUeM Ha
(onuea kucenuna 5 mg/d npenu 3a0peMeHsIBAHETO U ITOHE 0 Kpast
Ha ITbPBHS TPUMECTHP Ha OPEMEHHOCTTA C IeJl HaMalsiBaHe Ha
pHCKa OT BPOJICHH aHOMAJHH. PUCKBT OT FOJIEMH BPOJICHH aHOMAJIUN
3aBUCH OT BUJa, Opos u no3ara Ha ATJL. LTG (mox 300 mg/nn.) u
CBZ (nox 400 mg/aH.) ca cBbp3aHu ¢ Hail-Manbk puck. Haii-Brcok
e puckbT mpu npuem Ha VPA (10,7/100) wmu monmtepanus
(16,8/100) B cpaBuenue ¢ 2,3/ 100 npu xenn 6e3 ermrencust. Cro-
pex peructpu Ha BemukoOpurtanus u MpnaHaus, puckbT npu
mounoteparusi ¢ LEV (0,7/100), cbiiio € mo-HUCHK B CpaBHEHHUE C MO-
nmrepars (5,6/100). Jluncat foctaThuHO JOKa3aTeNICTBA 3a PUCKa
npu MoHoTepanus ¢ apyrute AIJL. PucksT 3a moBropHa BpoaeHa
aHoManus e mo-Bucok (16,8/ 100) npu sxeHn, KOUTO UMAT Beye JieTe
€ BpOJICHA AaHOMAJIHSL.

3. [Ipuemst Ha VPA 1 nommtepanus ¢ apyru AIJI Tpsi6Ba na ce
MHUHHMH3HUPA Ipen 3a0peMEHIBAHETO CJIe/l BHUMATEeTHA MpereHKa
OT eNUIENTOJOT.

4. ITpuemsbT Ha Tormpamar € MPOTHBOBOIIKA3aH IIPH JKEHH C Jie-
TEPOJICH MOTEHIINAJL, OCBEH aKO HAMA APYro aITEPHATHBHO JICUCHUE
U aKo M3MOoJI3BaT BUCOKoe(dekTHBHA KoHTpauenuus. Cropen mo-
CIIEJIHY TIPOYYBaHMs MPH AELa, U3I0XKEHH Ha Tepanusl ¢ TOmUpamar
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KaTo MOHOHEpaNus 10 BpeMe Ha OpEMEHHOCTTa UMAaT MpUOIN3H-
TEJHO 3 I'BTU M0-BHCOK PUCK OT I'OJIEMH BPOJCHU aHOMAIIHH, BKIL.
IIeNKa Ha ycTaTa i HeOeLeTo, XMIIOCTIaus U aHOMAJIMK Ha Pa3Iu4HI
OpraHH U CUCTEMH B CpPaBHEHHE C pe)epeHTHA [IIPYIIa, HEH3/I0KEHa
Ha ATJL. PuckoBere 3a ronemu BpojieHH aHoMammu ca ot 4.3% (1.4%
B pedepenTHara rpyna) 10 9.5% (3% B pedepentHara rpyna). Cbo0-
I11aBa CE 3a [0-BUCOKA YECTOTa Ha HOBOPOJEHH C HUCKO TEIVIO IpU
paxzaaneto (mox 2 500 rpaMa) U ¢ MO-HUCKO TEIVIO CIIOpe] recTa-
[MOHHATA BB3PACT MPH MOHOTEpPAIHs C TOMHpaMar Ha MalKHUTe ¢
enmiencus. Cpo0maBa ce 3a Mo-BUCOKA YECTOTa Ha HOBOPOJIEHH C
PascrpoiicTBa OT ayTHCTHYHMS CIEKTHD, HHTENEKTyaleH Ne(QUIUT
n CuHIpoM Ha eUIUT Ha BHUMaHHe U XurnepakTusHocT (ADHD)
HpU MallKK C CMUJICTICHS, TIPUEMaITH TOIMpaMar 1o Bpeme Ha Ope-
MEHHOCTTA, B CPaBHEHHE C JIel[a C POJICHH OT MalKH C eMIIerCus,
nenpuemanu AlJL.

5. Ha Bcnuky HOBOPOAEHM HA XKEHHU C CTHJICTICHS JEKYBaHH C
ATJI emsumun uaaykropu (CBZ, PHT, PB, PRM, OXC, TPM, ESL),
TpsOBa 1a ce npunara 1 mg ButaMuH K MHTPaMyCKyJIHO ¢ e mpe-
BEHLMS HA XeMOoparnyHa 6osecT Ha HOBOpOozeHoTo. JIumcesar nocra-
THYHO JIOKA3aTeJICTBA 32 HEOOXOMMOCTTA OT NpHJIaraHe Ha BUTAMUH
K mpu sxeHHTE ¢ enmencys 3a MpeBeHIHs Ha XeMOParuy Clef] pax-
JIaHeTo.

6. [IpreMbT (TIepopaeH Wix Ipu He0OXOIUMOCT MTapeHTEepPaIeH)
Ha AI'JI TpsOBa a MpoABIKHU MO BpeMe Ha paxaaneTo. Jlumcar
npoyuBaHus 3a ontuMaieH u3bop Ha AIJI mpu npucTbII IO Bpeme
Ha paxnane. [Ipu enunentuuen craryc 3a npeanountane ca AIJI ot
rpymnara Ha OeH30Ma3eTIHUTE.

7. llpenopbyuTeNTHO € HPOABIDKUTETHO MOHUTOPUpAHE Ha
IUT0ZIA TIPH JKEHU € BUCOK PUCK OT TIPUCTBII 110 BpEeMe Ha paxkiaHe,
KaKTO U CJIeT TTOTy4YeH IPHUCTHI MO BpeMe Ha pakIaHeTo.

8. ObnekyaBaHeTo Ha OONKATa MO BpEeMe Ha PaXkIaHe MPH KEHH
C eNWJIETICHS € MHOTO BaXKHO C 11eJ1 MUHUMU3UPaHe Ha IPOBOKUPALIN
(akropu 3a npucrenute. JlokaaHata aHecTe3us (€NUIypaHa, CIu-
HaJHa, KoMOnHnpana) e 6e3omacua. Diamorphine e 3a mpeamoun-
taHe npex pethidine (enuentoreHen edekT) 3a aHANTe3Us M0 BpeMe
Ha paxxiane. [Ipu HeoOxoauMOCT OT 00111a aHECTE3Us € 3a MPE/IIoYH-
TaHe Ja ce n30srBar anecteTniy karo pethidine, ketamine u sevoflu-
rane.

9. JluncBar KOHTPaUHIUKAIMY 32 TpUIaraHe Ha WHIYLHUpPAIld
pakaHETO MEIMKAMEHTH IIPU JKEHU C CIMJICNICHs Ha JeUEeHHEe C
ATJL

10. Ipu sxeHuTe ¢ enuerncus TpsAOBa aa ce MpernopbuBa a mpo-
Jbikat npuema Ha ATJI cnen paxnanero. [Ipenenkara 3a kbpmene
€ MHIMBHIyalHa, HO TpsAOBa 1a ce mma npensun, e LTG, LEV, TPM
MPEeMIHABaT B MO-TOIIMA CTEIEH B KbpMaTa B cpaBHeHHE ¢ VPA,
CBZ, PHT.

11. Cniext paxkaHeTo e MPEnopbYMTEIHA MOAKPEa P MaiKuTe
C CIMJIETICHS, C KOATO JIa C& MHHUMHU3HUPAT IPOBOKUPAIIUTE MPH-
CThITH (pAaKTOPHU KaTo ChHHA JSTPUBAIIHUS, CTPEC, OONKa.

12. Axo no3ara Ha AIJI e Ouna 3aBHIIeHa 10 BpeMe Ha OpeMeH-
HOCTTa, TpsiOBa Ja ObJie peBU3MpaHa B paMkute Ha 10 THU cief pax-
JIAHEeTO C IeN N30ArBaHe Ha MOCTIApTaIHa TOKCHYHOCT.

IIpu Jeyenne B cTapyecka Bb3pPacT ce PENOpbYBA 10-HUCKH
nosu Ha AIJI, mopamu 3a6aBeH 4epHOIPOOEH METaO0OIU3bM U CHH-
*eH ObOpedeH KaupbHC. [Ipy MalMeHTH ¢ enmuiencus B cTapyecka
BB3pacT U emwierncus u unrenekryanex ngedumut (1Q<70) ce mpe-
HOPBYBAT MEAUKAMEHTH, HETIOBJIUSABAIM KOTHUTUBHUTE (YHKIINH,
a TIpH AeHpecust — MEAUKAMEHTH, HEMOBIHABALIN TOBEICHUETO
(Tabmuua 17).
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Tabmuua 17. Edexrn na AIJI BbpXy KOrHUTHBHUTE (DYHKIMH H TIOBEJCHUETO

Al Koruutusuu ¢pynkuuu IloBenenue

Carbamazepine =~ Munumanen Crabunu3zarop Ha
HAaCTPOCHHETO

Phenytoin VBpexnane Hewusscueno

Phenobarbital VBpexnane Jenpecus

Valproate Munnmanexn Cradunu3arop Ha
HaCTPOCHHETO

Clonazepam VBpexaane Crabunu3sarop Ha
HACTPOECHHETO?

Gabapentin Munnmanex Munumanen

Lamotrigine Munnmanen Munumanen

Levetiracetam Munnmanex Munnmanen

Oxcarbazepine ~ Munumanen Munumanen

Tiagabine Munnmanen Munumanen

Topiramate VBpexnane MunnMaseH, cro0meHns 3a
TICUX03H

LCM Heusgecren Munumanexn

BRV Munumasen MuHHMaJIeH, ChOOIICHUS 32

TICHX031

IIpu nanuenTH ¢ 6bOpevHa U YePHOAPOOHA HEAOCTATHYHOCT
n360psT Ha AIJ] e choOpaseH ¢ MICTOTO Ha MeTabOoIM3Ma U EKCKpe-
musita Ha ATJL. Phenytoin He ce mpenopbuBa mopajau HellMHEapHa
KUHETHKA, YePHOAPOOHA aBTOMH/YKLHS, MHO)KECTBO JIEKAPCTBEHU
B3aMMOJICICTBHS M BHCOKA CTEHEH HAa MPOTEHHOBO CBHP3BAHE.
Phenytoin u Bammpoars Morar aa IpeIu3BHKaT 4YepHOAPOOHA
yBpena. Gabapentin u levetiracetam ce ekckpeTupar rIaBHO pe3
ObOpenuTe U JO3MPaHETO UM ce ChoOpassiBa ¢ ObOpeuyHara Helo-
crarpyHOCT. Te ce Ipuiarar npy 4epHoApPoOHa HEAOCTATHUHOCT
[IpY B3MOJKHA JICKAPCTBEHO MHIyLMpaHa eTnosorus. Lamotrigine,
KOWTO ce MeTabonu3upa ype3 IIIOKOPOHU3UPAHE ChIIO Ce puIIara
IIPU HAKOM ITALIMEHTH C YEPHOAPOOHA.

Jleyenue npu nmpoBokupaHuTe npucrbnu: Kparkorpaiino
nedeHre ¢ OCH30[MAa3eNUHU PEeayLpa PUCKA OT NPUCTBIN IPU
npeycTaHoBsiBaHe Ha ankoxon u delirium tremens. Ciren; 0cThp MO3b-
4eH UHCYIT WM HEBPOXUPYPIHs HE € HEOOXOAMMO IPOGUIAKTHYHO
neuerne ¢ AIJL. 3anouynarure ATl cien ocTbp MO3bUEH HHCYIT Ce
M3KITI0YBaT nocreneHHo. Jleuenne ¢ AIJI ce mpoBexaa mpu HEMpo-
BOKHMpPaHH MPHUCTBIN C HOCTUHCYIJITHA IPUYHHA.

E. JlabopaTopeH KOHTpPOI

o TIKK, xoarynanuones npodui, 4epHOApoOHN U ObOpedH:
(yHKIHH, chOOpa3HO HEKeMaHUTE peakiuu Ha mpuemanute AlJI,
KOTaTo & HeOOXOIMM.

o JlekapcTBEeHO MOHUTOPUPAHE — [IPH YTOUHSBAHE HA J03aTa
Ha VPA, CBZ u Phenytoin ciiet k0eTo MOHUTOpHPAHE CE U3BBPILIBA
/roaumiHo U mpu HEOOXOUMOCT (TOJIUTEPAITHS, TOKCHIHH Peak-
iy, TIpueM Ha phenytoin, 4epHoapoOHa 1 OBOpedHa HeTOCTaTh-
YHOCT, Ch/ICOHO-MEUIINHCKA EKCIIEPTH3A), EKEMECEUCH KOHTPOI
pu OpEeMEeHHH.

7K. IlpeycranoBsiBaHe Ha JedyeHneTo ¢ AITT

Cnen 2-5 1. Ge3mpHUCTBIIEH MEPUOJT CE MpEICHIBA HEOOX0IH-
MOCTTa OT PeAyKIHsA U MpeycTaHOBsBaHe Ha JedeHueto ¢ ALJL,
KOETO € MHAMBU/IYAJIHO 32 BCEKH MAIIMEHT CIIOPe] BU/Ia Ha eHuIIen-
cHATa, HEBPOJIOTUYHUA U MHTENEKTYyalleH cTaryc. MauonarnanuTe
(oKaTHU IETCKM eMMIeTicCH 0OMKHOBEHO ca ¢ 1o0pa Mporuosa u
6e3 nocnezaBamy penuausy. KOBeHUIHATa MUOKIIOHHYHA EMIJICTICHS
e ¢ 100bp KOHTPOJI Ha IPUCTBIIUTE IPU HUCKH J03H, HO C PELIANBI
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npu 80-90% cnex nmpeycTaHOBSBAaHE Ha JICIEHUETO B IEPBHUTE 2 T. U
HaJara IpojIbJDKUTEIHO JIedeHue. PeruiuBuTe IpU Bb3pAaCTHUTE Ca
40-50%, npu nenara — okoio 25%. ITo-OnaronpustHa e nporuosara
3a PUCK OT peLANBH ciiesl criupane Ha AIJI ipu narueHTHTe ¢ Hop-
manHa EET cnen ceHHa nenpuBanust 1 Hopmasina mozbuna MPT, ot-
KOJIKOTO MpH MHAalMeHTH C enwienTudopMeHn i (oKaiHu
a0OHOPMHOCTH TIPU CHHHA ACTPUBALUS W/ iIK (OKATHU KOPOBH abd-
HopmHOcTH B MPT. [lpyru daxropu 3a puck ot peuugusu ciex ATJI
MPEyCTAHOBSIBAHE Ca:
» A6nopmua EEI" (mo-HeOnaronpusaTHy ca HEpPCUCTHPAIIY EIH-
aentiudopMeHH paspsiau Wik HoKaTHH aOHOPMHOCTH)
* A6ropmua Mmo3buHa MPT (0coOeHO B KOpOBHTE M JIMMOMYHH
obmactn)
* Buy npuctbiu (110-HeOnaronpusTHY ca TOHMYHUTE WX aTo-
HUYHH TIPUCTHIIN)
* CbyeTaHue Ha Pa3IMYHU BUIOBE IPUCTBIN
e [omsiM Opoif 1 yecToTa Ha MPUCTBITUTE
* TossiMa MPOJBJKUTEITHOCT Ha CIUIICIICHSATA IPEH TS [1a Obie
KOHTPOJIUpaHa
* Kparka npoab/nKUTETHOCT Ha epHOAUTE 0€3 PUCTHIIN.
Oxono 75% ot permauBute ciexn crnupane Ha AIJI ca mpes
mepBara roguna, 50% — B mepBute 3 Mecena. AlJl ce pemynupar
6aBHO, ocobeHo phenobarbital u 6eHzonuazenuHu.

3. JleyeHneTo HA eNUJIENITHYEH CTATYC CEe U3BBPILIBA B OT/IC-
JICHUE C Bb3MOXXHOCT 33 MHTCH3MBHO JICYCHUE U JIXaTE/IHA PEaHu-
Malus, KbAETO C€ OCBIIECTBIBAT  EIeKTPOGHU3UOIOTHYHH,
HEBpOM300pa3saBalld, OMOXMMHUYHH, JIUKBOPHHU M3CIICABAHUS, CE-
PYMHH HHBa Ha MEJUKAMEHTH, peHTreHorpadus Ha Osu1 1pob, Mo-
HUTOpDUpPAHE M MOJIbP)KAHE HA JHKU3HCHOBAXHUTE (GYHKIHUH,
BKJIFOUMTEIIHO HAPKO3a MPH UHTYOALMS M MOJIbPIKAHE HA M3KYCT-
BeHa OenoipoOHa BeHTHIanus. Mepku 3a arpecMBHO aHTUEIMIICT-
THYHO JIeYeHHe ¥ noBeaeHue karo mpu EC ce mpeanpuemar, ako
MPUNAIBLIUTE MPOABIDKABAT Ha 10 MuH.

Jo6onanyHo Jeuyenue Ha EC:

* OcurypsiBaHe Ha MPOXOIMMOCT Ha AUXATEIHUTE ITbTHILA

e OcurypsiBaHe Ha MOCTOSHCH BEHO3CH ITbT

* Diazepam — Benosno 0,2 mg/kg., npu neua 0,3 mg/kg, pek-

tanno 0,3 mg/kg, npu geua no 0,5 mg/kg, Phenobarbital 10-
20 mg/kg i.m.

Bosannuno jgeyenue na EC:

1. OcurypsiBaHe Ha IMPOXOJMMOCT Ha JUXATEJIHUTE IBTHIIA,
HOABbPKAHE IUIIAHETO, APTEPHATHOTO HAJIATAHEe U LIMPKYIALUATa,
OCHT'ypsIBaHE Ha BEHO3EH ITbT; MOHUTOpUpaHe Ha TenecHara T, AH,
EKT u muxarennara GpyHKIuS.

2. V3cnenBaHe Ha CEPyMHH CIEKTPOJIMTH, ITbJIHA KPbBHA KapTH-
Ha, ypes, KpbBHa 3axap, AKP 1 ra3oB cbcTaB Ha KpbBTa, 4EPHOIPOO-
HU (PYHKIMM, HYBA Ha aHTHKOHBYJICAHTH, aJIKOXOJI, TOKCUKOJIOTMYEH
CKPUHHHT U ChOTBETHA KOPEKIIHS.

3. BonycHo BbBexkaaHe Ha rmoko3a (40% 60 ml), Thiamine
160 mg i.v. (pu pena u Vit Bg) npu Bp3MoKHA XUTIOIUKEMUS WU
QIIKOXOJIHA HHTOKCHKALHS

4. Bensonnazenunu

* Diazepam — BeHo3HO — 0,2 mg/kg (3a neua — 0,3 mg/kg) unu

pekranto 5-10 mg (3a mena 0,5 mg/kg); moBrapsiHe Ha n03aTa
cien 30 muH, 3a 1 yac — 1o 60 mg, 3a 24 yaca — 10 200 mg
IPH TOTOBHOCT 3a OpoTpaxeaiHa nHTyOauus. Kynupanero Ha
MPUCTHIIA € B IPOHOPLHOHAIHA 3aBUCHUMOCT OT CKOPOCTTA Ha
BbBeXkIaHe Ha Diazepam, HO pu OBP30TO BEHO3HO BHBEXK/[AHE
CBILECTBYBA PUCK OT AENpPECHs Ha JUIIAHETO U apTepuajHa
XUIIOTOHHSI, KOCTO HaJIara FOTOBHOCT 33 aCHCTUPAHO JIUILIAHE.

* VPA (Depakine) — 15-20 mg/kg 6omnyc i.v. (50 mg/mun), nox-

oepokama jgo3a 1 mg/kg/dac.
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* Phenytoin — naroBapBane — 20 mg/kg 6aBHo i.v. (50 mg/mun),
3a 24 gaca — 1o 2000 mg; IIpequmcTBO — IBATOTPANHO AEi-
CTBHE.

IIpu EC, npoovnicasauy nao 60 mun. — BbBexKJaHe B HApKO3a

(mpu mHTYOMpaH 60JeH):

* Midazolam wHaroBapBama mo3a - 0,15-0,20 mg/kg
(<0,4 mg/mun), nogaepxkamia — 0,1-0,4 mg/kg/4ac.

* Tiopental Na 5-6 mg/kg no 500 mg 6aBHo i.v. 3a 3-5 MuH. 1
nogspkane ¢ 1-5 mg/kg/dac no mossa Ha EET marepn Ha mo-
THCHATH 3aJIMOBE.

* Propofol HaroBapaamia no3a — 1-2 mg/kg, nogaspikaria — 3-
10 mg/kg/4ac.

Jeuenue na ycnoncnenuama na EC: na padbromuosura — nog-
JbpIKaHe HOPMaJlHA AUype3a ¢ BOAHO-COJICBH Pa3TBOPH 3a Hpe/iia-
3BaHe OT ObOpeYHa HEeNOCTAThYHOCT, HAa XHIEPTepPMHsTA, Ha
MO3bYHHS OTOK — Chb4ETaHHe Ha XUIlepBeHTIIanus ¢ Mannitol, kop-
THKOCTCPOU/IH, Ha ChITTCTBALIN HH(EKIMH — aHTHOMOTHYHA Tepa-
st TTouibpakane Ha Chp/IeYHO-ChI0BaTA (GYHKIHS, PU XUIIOTOHUS
— Dopamine i.v.

. HeBpoxupypru4so JjiedeHue — Ipu TEParneBTHYHO-PE3H-
CTCHTHH CNWJICIICUH U HAKOM CNUJICITUYHH eHIe(aIonaTh B IeT-
cKka Bb3pact. Llen Ha onepaTHMBHOTO JEUEHHE € OTCTPaHsABaHE Ha
CIMJICTITOrCHHATA 30Ha, TeHEepUpAlla IPUCTBIINTE, WK NIPEAOTBPa-
TSBAaHE PA3MPOCTPAHCHUETO HA CIUICTITUYHUTE PA3PsI/IM, a B PEIKU
CIIyyau [IPU MHOXXECTBEHH (JOKYCH — JIOKAJIU3UPAHE JI0 SANHCTBCH
doxyc.

HeBpoxupypru4Ho JiedeHue Ha CMUICICHUTE CE MPOBEXK/A
mipu okoiio 10-15% ot emunentuano 6omauTe. Kanmunaru 3a enu-
JIENITHYHA XUPYPIUs ca:

* PesucreHTHH (hOpMHU CIPSAMO aJIeKBATHA TEpamus, IPOBEKIaHA
3a JI0CTaTbyeH NepUoA OT BpeMe, ¢ noseue oT 2 AlJI, camo-
CTOSITEITHO HJIM KaTO MOJUTEPAITHs;

* YTOYHEHA CMMICNTOTCHHA 30Ha, JIOKAIU3UpaHa B ,,Tuxa” KO-
poBa obnact (T.e. 6e3 Wik C OTHOCUTEIIHO HUCHK PHCK 32 T10-
CTOIEPAaTHBEH HEBPOJOTMYEH Ae(QUUHUT); JMICAa Ha
KOHTPAMHMKAIINHU 32 XUPYPTHYHO JICYCHHE.

Enuiencun 6e3 MHIMKALMSA 32 eNUJIENITHYHA XHPYPrus ca:

1. [TaupeHTH ¢ MHOTO BHIOBE NIPUCTBIN OT PA3IMYHU 001acTH
Ha MO3bKa, OCBEH aKO C[MH BH[ HE € JOMHHHpALl U MHBAJIUIH3H-
pail. 3aAbDKUTENTHA OLICHKA ¢ MPOABILKUTENHO Buaeo-EEI" MmoHu-
TOpHpAHE.

2. IaruenTH ¢ 1BycTpaHHa Xunokamranua arpodus B MPT.

3. TlauyeHTH ¢ WIMONATHYHH (TCHCTHYHH) TCHEPATH3UpPaHH
CIUJICTICHH, ChC CAMOOTPAHMYABAIIHN CE JCTCKU CHMIICTICUH U T10-
BEYETO pepIeKCHU eMUIICTICHH.

4. Bu3pactHu ¢ audys3Ha (MyaTtuiaobapHa) U 0COOCHO JABY-
CTpaHHA MOJMMUKPOTHPHS HJIH CYOKOPTHKAJIHA JICHTOBUIHA XETe-
poTomnusi.

WnrenexryannuaT neduiut, oco0eHo B IeTCKa Bb3PacT U MPH
HSKOM CHH/IPOMH, HE € TIPOTUBOIIOKA3aHUE 32 PE3CKTUBHA MU I1a-
JIMAaTHBHA HHTEPBCHIIMS; B MHOTO CJTyYau MPEA0TBPATSIBAHETO HA HH-
BaJIMIM3UPALIUTE NPUCTHIIN U nofoOpsBanero Ha EET (n3ue3Bane
Ha XMICApUTMUs, Ha 00MYaiiHuTe AOHOPMHOCTH IIPH CUH/POMA Ha
Lennox-Gastaut) Bogu 10pH 0 M000pEeHO KOTHUTHBHO (PYHKIHO-
HHpaHe.

HeBpoxupypru4Ho JiedeHue ce npeanpuemMa cjiej npeiBapm-
TeJIHA MYJTHAHCIMIVIMHAPHA OLIEHKA Ha §623aTa HA M3BbPILEHH
NPeXHPYPruYHH U3C/IIBAHHUS 110 MPOTOKO. (IPHIIOKEHHE).
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IIporoxoa

I eranm — M360p na xanauaatn (cvriacHo Schuele & Lueders,
Intractable epilepsy: management and therapeutic alternatives. The
Lancet Neurology, 2008, 7).

II eran — [Ipexupypruyna 1uarHocTHKa

1-Ba ¢aza — HemHBa3uBHU H3ciIeIBAHUS

1. 1. Ipoxpmxutenno Buneo-EEI” MoruTOpHpane B crieruay-
3MpPaHO OT/IENCHNUE HA eNMISHTHYEH LEHTHP — PETHCTPALUS Ha IPH-
ctenu enHoBpemeHHo ¢ EEI u Buzeo. B Hsikou cimydau ce Hanmara
penyuupase u gopu cinupane Ha AIJI, u cbHHa nenpuBauus. B mo-
BeueTo ciydau ce nposexzaa EET o pasmmpena enekrpoziHa cxema
— U3MO3BaHE HA MPEJHU TEMIIOpAIHHU (TeMIOopo-0a3aiHu) enek-
TPOJM U TEMIIOPO-TIOCTEPHOPHH (PETPOAYPUKYIAPHH) EITEKTPOAH,
3a/IbIKUTENHO ¢ oTBexkaHe 1 Ha EKT.

Unmepuxmanna EET

OcHoBHO 30-MUHYTHO H3cJIeIBaHe — 33 TbJDKUTEITHO 32 BCHUKH
KaHIUaTH

Jocrarpuna perucrpanys Ha EEI' B OyTHOCT U CBH -3aIbJIKH-
TEJTHO 33 BCUUKH KaHIUIATH — 32 OLleHKa Ha OaBHOBBIHOBH U €ITH-
aenTudopMeHH IpOMeHH (HACOKa 3 JIOKAIM3ALUSTA Ha JIE3HOHHATA
30Ha M MPUTATHBHATA 30HA)

Hxkmanna cxannosa-EETI" +/- cgpenoudannu (cemu-unea-
3UGHU) eleKmpPoou

v' Tlpu naumentu ¢ TLE

v' He3saabmKuTesHa IpU NAlUEHTH ¢ efHocTpanHa TLE: ¢
1) KIIMHUYHA CEMHOJIOTHS Ha ME3HO-TEMITOPAIHU IPUCTBITH; 2) UH-
tepukrtanHa EEI" ¢ mannm 3a 6aBHOBBIHOBA M emmiIenTH(OpPMEHa
AKTHBHOCT B OTBEKIAHUATA, ChOTBETCTBAIIN HA ME3HATHUTE CTPYK-
Typy; 3) KaTerOPUYHM JJaHHU 3a XUMOKaMranHa naronorus 8 MPT.
I1pu TaknBa NALMEHTH Ce IPHEMa, Ye UMa ITbJIHA KOpeJalus MEKLy
cemuonorus, EEI' u MPT 1 Moxe 11a ce IpUCTBIIN KBbM TEMITOPATHA
PE3eKTHBHH MHTEPBEHIIHHL.

Hrkmanna ckannoga-EET’

[1pwu Bcnukm kauuaaTy e Heooxoauma Buneo-EED peructpanust
Ha TTOHEe 3 MPHCTHIIA, aKO MAIUEHTHT NMa eNH BHJI IPUCTBITN, HITH
Ha [0BeYe — IPH aHAMHe3a 3a HAKOJIKO BH/a IPHUCTHITH. B moBeueto
CIly4yaH ce Hajlara MOHHTOpUpAHE TOHe 3a 24 yaca, ¢ perucTpaus
Y Ha CIIOHTAHEH ChHH.

2. Bucokopasnennrensa MPT Ha riaBeH MO3bK — TIPH TIPOBEX-
JlaHe CBIVIACHO T.HAp. ,,IPOTOKOJ 3a CHMHJIEHCUS — 10 YTBBPACHU
MEK/IyHApOIIHU CTaH/IaPTH ¥ aIalITHPAH B KOHKPETEH HEBPOPAIHO-
JIOTHYEH LIEHTHP C HAJUYME Ha CHICLUANICTH B HEBPOU300pa3sBaHe
Ha ermnencus. [Ipn HenocTarbyHa TOKaMu3anys Ha IPUCTBIATE C
Buaeo-EEI' u MPT no enunenTtryeH npoTokoI, B HAKOU CIIy4au ce
Hajlara U3M0JI3BaHeTo Ha JonbaHuTe T MPT TexHuKH.

3. HeBporncuxonornuHo uscinenBade (MMa JOMBJIBAIIO0 3HAYE-
HHE) — JIaTepai3upa 1 TMOHIKOTa JIOKaNM3nupa Je(HIUTH BbB BUC-
IIMTE KOPOBH (DYHKIIMHU, KOETO JOMBJIBA JAHHUTE 3 JIOKATH3ALHATA
Ha eMWJICNTOreHHaTa 30Ha. JlaHHUTE 32 HAJMYHU IE(QUIUTH MOTar
J1a TIOMOTHAT 32 ONpEJIENAHE Ha Bb3MOXKEH MOCTONEePaTHBEH (DyHK-
uoHaneH puck 3a BK®, xoraro enmentorenHara 30Ha € B M1
611130 110 (YHKIIMOHAITHO HEOOXOAMMa KOpa.

. Koraro pesynratute OT Te3M H3CIEABaHHS IOKa3BaT
IBJIHA QHATOMO-EJIEKTPO-KIIMHUYHA KOpENal|s 10 OTHOIIEHHE JI0-
KaJM3anusaTa Ha eMiIeNToreHHaTa 30Ha (HarmpuMep, KIMHIYHA Ce-
MHOJIOTHS CHIOpE]] aHAMHE3aTa U BHAEO-PETUCTPALHs OTTOBaps Ha
Me3uo-Temmopaniu npuctenu + EEI” nemMoHcTprpa Havano Ha rnpu-
CTBIINTE B TEMIIOPAJIHUTE OTBEX/IAHUS, CbOTBETHH HAa ME3UAJHUTE
crpykTypH + MPT BH3yanusnpa XumokammaiHa CKIepo3a WK Apyra
7e3usl B ME3UO-TEMIIOPATHUTE CTPYKTYpH) MOXeE Ja Ce MPUCTBIN
KbM OrpaHHYeHa Pe3eKTHBHA MHTEPBEHIMS (HAIPUMED, IPEIHA TEM-
HOpaJiHa JJOOEKTOMHUS MITH CEJICKTUBHA aMUTIAJIOXUTTOKAMIIEKTOMHUS
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npu MTLE — naii-uecrara cumnroMaTuyHa TepaneBTUYHO-PE3U-
CTeHTHa (hOKAIIHA CITHIIETICHS, 0COOCHO MPH BH3PACTHH).
. Koraro nuncBar 1ocTaTbyHO JaHHU (HampuMmep, Hera-
tuBHa MPT), Tps6Ba a ce M3BBPIIAT JONBJIHUTEIHU (YHKIIHO-
HaiHu HeBpomzoOpasssamy n3cnensannst (FDG-PET wmmn SPECT)
3a UICHTU(ULIMPAHE HA SIIHIICTITOICHHATA 30Ha.
1. Cnen nposexaane Ha PET ko-peructpanusarta ¢ MPT yge-
JIM4aBa BEPOATHOCTTA 3a M0-TOYHO KOPEIUPAHE HA 30HATA HA MHTE-
pukranes xunomerabonnssM (B PET) ¢ anaromuynara cTpykrypa
(8 MPT).
2. UsBbpmBa ce wuntepukranen wu/wnu ukraied SPECT,
J€MOHCTPHUPAIM MEXIYIPUCTBIIHA XUonepdy3us U UKTaJIHA XU-
nepriepdy3us B 00acTTa Ha €MIIIENITHYHOTO orHue. Haii-ynagno
€ U3BBPIIBAHETO HA T.HAP. CyOTPAKIMs HA JBaTa MOOT/ETHO TOTy-
4eHu obpaza u nociesaia koperucrpais ¢ MPT (SISCOM).
3. ®ynkumonanna MPT e 3aabinkuTenHa IPH SIBHU JIE3UHX OJIM30
JI0 CJIOKBEHTHA KOpa, KOUTO ca C J0Ka3aHa ceMuonorudHo u EET
SMIJICITOTEHHOCT — C IIEN ONPEAEIIsTHEe TPAHUINTE HA B3MOJKHATA
pe3eKuus U HyXkJaTa OT HHTPAONEPATUBHA KOPOBA €NEKTPOCTUMY-
Janys.
. Koraro nuncsa kopenanus (HanpuMep: HeratuBHa MPT,
HECHOTBETHA Ha JIE3UATa CEMHUOJIOTHS HA IPUCTBHIINTE, HEACHO UK-
tanuo EEI-Hayano), naiueHTsbT ce HacouBa 3a MPOBEXk/IaHe Ha HH-
Ba3MBHU NPEXUPYPTHUHH H3CIIEBAHUS.
2-pa ¢a3a — UnBasuBuu u3ciaeaBanus — sxmousar EEI-Mo-
HHMTOPHPAHE C MHTPaKpaHUAIHH eekTpoau u Wada-tect.
OrtHacs ce 3a CJIeJHUTE IPYIHU SHUICTICHH, HO 0€3 OrpaHUYeHUS
10 TAX:
(1) TLE, nmpu KOSITO JIMIICBA CUTYpHA JaTepaIn3aliys;
(2) mBoitHa marosnorus (HampUMep, XUIOKaMIAIHA CKIepo3a U
(oxanHa KOpTHKAJIHA JAUCILIA3Hs);

(3) ne3us npu Henokanmmsupama EET;

(4) nokanusupamia uHTepUKTaTHA W/umn uktanHa EET, n/wmi
(bYHKIMOHAIIHO HEBPOM300pa3siBaHe IIPH JIMIICA HA SCHO BH-
Juma ne3us B MPT.

* Uutpakpanuanno EEI'-MmonuTopupane
[Tpu HanMUKMETO HAa MOJEPHU HEBPOM300pa3sBallly TEXHOJIOTUH,
camo 10-20% oT XUpypruuHUTe KaHUAaTH U3UCKBAT TO3U BUI JUa-
THOCTHKA. 3aIbJDKUTEIIHA € MPH:

(1) [BycTpanHHM 1 mpearoaraeMo HEe3aBUCHMH TEMIIOPATHH
MPUCTHIN

(2) ExcrparemmnopaliHi IPUCTHITU C HPOMAraius KbM Me3U0TeM-
HOpPAIIHUTE CTPYKTYPH

(3) Temmopanuau npucThin ¢ nokazaHo EEI Hadano, HO Hera-
tuBHa MPT u FDG-PET

(4) JIunca na xopenamus mexay EEI-nokanuzanusra u Haxon-
kara B MPT

(5) HeBp3MOXKHO pasrpaHHYaBaHe MEKITy HEOKOPTUKAIHA U Me-
suanna TLE

(6) Jlarepanuzanus/nokanu3aiys Ha IPUCTHIIUTE B ONPE/Ie/ieHa
xemuchepa/Mo3bueH Js1, HO 0e3 IaToJornyHa HaXoaKa B
MPT w/nmn ¢ynknuonanHoro HeBpousobOpasssane (PET,
SPECT)

(7) Enunentorexna 30Ha B wiu 051130 10 QYHKI[MOHAIHO He-
00X0/1MMa MO3b4HA KOpPa, KOETO M3UCKBA M HHTPAOIepaTHBHA
KOpPOBa CTHMYJAIHs.

U3BbpiiBa ce ¢ IbJI00KH eIeKTPoau (CTepeoTaKCHYHA UMILIAH-
taust, SEEG) wim cbe cyOmypatHy eeKTpoau (eIeKTPOIHH pereT-
KH, JICHTH), ChOTBETHO HAa OCHOBHATA XHIIOTE3a 32 PA3MOJI0KCHHETO
Ha eMUJICNTOreHHATa 30Ha Ha OCHOBAra Ha JaHHUTE OT Buaeo-EEI.
[IpucTbIBaHETO KbM TO3M €Tall Ce U3BBPLIBA IIPU 00CHKIAHE OT
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HEBPOJIOT (M3BBPIIMI HEBPO(PU3MOIOTHYHATA OIICHKA Ha TTAlMeHTa
10 BpeMe Ha IrbpBara (aza) i HEBPOXUPYPT, C MOCIEABALIO YUaCTHE
Ha MalMeHTa. 3aJbIDKUTEIHA € PETUCTPALMATA [IOHE Ha eIUH OT Xa-
OuTyalHUTE NPUCTBIM HAa MALMEHTa, KAaToO 3aLbIDKUTENIHO Ce
OCBIIIECTBSBA M TECTBAHE C €IEKTPHYECKA CTUMYJIANKS C IIeJT OIIpe-
JIesHe Ha TPAaHUIUTE HA CMHJICNTOTCHHATA 30HA NIPU NPOBOKAIHS
Ha WJEGHTHYHH NPUCTBIN U €BEHTyaJIHaTa OJIM30CT/TIPUIIOKPUBAHE
C €JIOKBEHTHA KOpa.

* Wada-recr

Wntpakaporuanara amobapouraina mpouenypa (IAP) (amobap-
OuTtan WM HaTpueB MeToxekcutan /Brevital/; Hanociexbk ce mpu-
Jara ycrenHo u Propofol) BpeMeHHO HHAKTUBHpPA HIICHIIATEPATTHATA
MO3b4Ha XeMHC(epa, KOETO M03BOJIsBA HE3aBUCHMOTO TECTBAHE Ha
HaMeTTa M peuTa B KOHTpajarepaiHara xemucdepa. HezaBucumo or
HO-IIMPOKOTO HaBIM3aHe Ha GyHKIMoHanHata MPT 3a onpenensine
Ha JlaTepali3aiys 1 jJokaiusanus Ha BK®, mopaau npotuBopedn-
BHUTE JaHHH NPH HIKOM OT KaHaujarure, Bce ome Wada-tecTsT €
3J71aTeH CTaHJapT B IpeonepaTuBHaTa oleHka Ha BK.

3-ta ®aza — Mynmuoucyuniunapno oocvicoane na Kanou-
oamume 3a enuIENMUYHA XUPYP2UsL

U cnen 1-Ba, u cien 2-pa da3a KaHIUAATUTE 32 SHUICITHIHA
XUpYprus ce 00CHKAAT OT MYITHANCHUIUINHAPEH SKHUII, BKITIOYBALLL
3aIBJDKUTEITHO HEBPOJIO3U-ETIHIICIITONIO3H, HEBPOXUPYP3H ChC CIIe-
[MaJIU3alKs B eIUICITHYHA XUPYPTHs, a TPH HEOOXOAUMOCT U HEB-
POICHXOJIOT, HEBPOPAHOJIOT, JIorores, necuxuarbp. O6cwxaar ce
noapo6uo kimanyaute, EET, MPT nanHu, HEBPOIICHXONOTHYHUTE
TECTOBE W JIp. pe3yNTarTH (HampuMmep pedeBr (HyHKLUH, COLUATHH
npoGiemu 1 mp.). [IoTeHIHAIHITE YCIOKHEHUS e 00CHK/IAT C Ma-
LIUEHTa/ CeMENUCTBOTO, 0COOCHO MPH SMIJICTICUSI B JOMUHAHTHATA Xe-
mucdepa.

[TaupeHTUTE, TOTYYUIH OT MYITUIUCIHUIUIHHAPHUS CKHIT CTa-
HOBHIIIC 32 OIEPaTHBHA MHTEPBEHIMS 33IbJDKUTEIHO C€ HACOYBAT
KbM CIIELHAIIMCT — SIHIICTITONIOr 38 BTOPO MHEHUE OTHOCHO Ipel-
JlaraHata oIepaTuBHa Hameca.

ITpu KOHKOPJIAHTHH (CHBIA/AIIHN) PE3YITATH U LEIN HA MalH-
€HTa, EKMIIa 1 MHEHHUETO Ha CNHUJIENTONIOra, Ce HACPOUBA ChOTBET-
Hara OrepaTHBHA HHTEPBEHINS.

Xupypeuunu npoyedypu:

1. KypaTtuBHu = jieue0HH (Haii-4ecTo pe3eKTHBHH)

e [Ipeana TemnopaJina J00eKTOMUSA

* CeJleKTHBHA AMHTIAT0XHIIOKAMIIEKTOMHSA

¢ Jle3noHexToMusI (OTCTpaHABAHE HA CIMJICNITOTEHHATA JIE3US
cropen MPT nanuunTte — TemMnopanHa, eKCTpaTeMIOPaIHa)

o ,AuanBuayaaHo npucnocodeHa” HEOKOPTUKAJIHA pe3eK-
must — criopext nanaute ot EEI, MPT u dynkuuonannure u3-
CIIEZIBAHMS: ChXPAHsBA €ITOKBEHTHATA KOPa

* Xemucdepekromus U QyHKIHUOHAIHA XeMHCpepeKTOoMust

* MHoskecTBeHa CyONHaIHA TPAHCCEKIUS

2. [TannaTnBHA

 Kaji030ToMus (ToTaHa — MPY MIJIa I HAMEHTH C HOIAMOP(-
HM NIPUCTBIIN; NPEJIHA - TIPY MALKEHTH Haj 15 T. ¢ tein u3bsr-
BaHE HA TEXKbK JICKOHEKTUBEH CHHJIPOM; CEJICKTHBHA 3a/1HA —
TIPH IPOT-aTaKu)

e Ctumyaanus Ha n. Vagus (VNS) e ¢ unankamus karo 1o-
ITBJIBAINA TEPANUsS 3 PEAYKIHs Ha IIPUCTHIIHATA YECTOTa IIPH
ME/IMKaAMEHTO3HO-PE3UCTEHTHA SIUIIETICHS TIPU Bb3PACTHHU I1a-
LIUEHTH U Jiela HajJl 4 TI., KOMTO HE ca MOJXOUALIM 32 Pe3eK-
THBHA SNWICHTHYHA XUPYPTUS WM ST THIHATA XUPYPTHS
e HeepexkTuBHa. [IpenopbuBa ce ¥ Npu GOKATHU CNUICITUYHH
MIPUCTHIN € WK Oe3 BTOpHYHA I'eHepaIn3alys WM FeHepalIi-
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3UPaHH PHUCTHIIH, TIOCTTPABMATHYHA CITHNICTICHS 1 TyOepo3Ha
CKIIEpO03a, IPH MALKEHTH ChCc CUHAPOM Ha Lennox-Gastaut
(00Bp edeKT npu reHepanu3upaHUTe TOHUYHO-KIIOHHYHH U
TOHMYHH IIPUCTBIIH, HO HECBIIECTBEH IIPH ATOHUYHNTE, MUOK-
JIOHWYHHU U aTUMYHATE abcancn). Upes cTuMyaiusITa Ha n.
Vagus ce IocTUra peayKius Ha IPUCThIIHATA YECTOTa CPETHO
¢ 50 % nipu okos10 45%-55% ot manueHTuTe, Karo eeKThT ce
nono0psiBa cbe Bpemeto (HuBo C).

K. Hepapmakosioruunu MeTou 3a JiedeHue Ha 1eTCKUTe

eNuJIencun

* Ketorennara ameTa e JombiBamia npy JeUeHe Ha HIKOH Te-
pAINeBTUYHO PE3NCTECHTHU EMMJICIICHH B JeTCKaTa Bh3pacT. Llenn
MPOMSIHA HA CHOTHOIICHUETO MA3HUHU: BhIJIEXUIPATU + IPOTCUHU
=2:1 no 5:1. IloBulIEeHUTE CTOMHOCTH HA KETOHHHU Tejla MOrar Ja
peayLupar 4ectoTara Ha enwiIenTHYHuTe npucThim. [Ipuarar ce
1 MO (UIIMPAHN KeTOTEHHH ANETH. YCTAaHOBEH € e(eKT NpH CHH-
apoma Ha Dravet (SMEI), nndanTmiiHN cria3Mu, MHOKJIOHHYHO-
acrarnuHa enuuencust (Cunapom Ha Doose), kominiekca TyOepo3Ha
CKJIEPO3a U BPOJCHN METa0ONUTHH JiedeKTH (TMpyBaT-IeXuapore-
HazeH nedunut, xepumr vHa GLUT-1).

EnnienTHyHu CHHAPOMU, IPH KOMTO UMA BEpPOsITHA edek-
THBHOCT OT KeTOreHHATa iueTa (MI0He 2 HAyYHH MyOIuKALUH)

* [mroko3eH Tpancnopreper npotenH 1 (GLUT-1) neduuur

* [IupyBar-gexuaporeHaseH JeuIuT

* MuoxknonnyHo-actaruyna enmiencus (Cuaapom Ha Doose)

* TyGepo3Ha ckiepo3a

* Rett cungpom

* Cunapowm Ha Dravet (SMEI)

* VHdanTunnu cnazmu

o Jlena XpaHeHU EHTEPAIHO

EnunienTtnynu cCHHIPOMH, TPH KOUTO HMA Bb3MOKHA edek-
THBHOCT OT KeTorennara auera (1 Hayuna my0auKanus)

* Hsikou MUTOXOHIpHUATHU OOTECTH

* [iukorenosa tun V

* Cungpom Ha Landau-Kleffner

* Bonecr na Lafora

* SSPE

HuBa Ha jiedyeHne Ha enuiencusiTa

Jleyenne B ycJIOBHSITa HA N3BHHOOTHMYHATA CHEIHATH3H-
paHa MeIUIMHCKA MOMOLI CE H3BHPIIBA OT CIICIIHAIICT-HEBPOJIOT
WIH IETCKH HEBPOJIOT ¢ HayaJHaTa MOHOTEpAIus ¢ aJeKBaTeH 32
THIIA HA eMUJICTICUSATA U HA SITHICTITHYHUTE NPUCTBITH MEANKAMEHT
B OIITUMAJTHA JI03a TTPU KOHTPOJIMpaHe Ha cepyMHuTe HUBA. [IpH He-
e(eKTHBHOCT IbpBaTa MOHOTEPANUs WM CTPAHUYHM PEaKIHH,
mepBuAT AlJL ce 3amens ¢ apyr AIJIL, moxxozasmn 3a Tuma mpu-
naxbiy u enuiencusra (I monorepanus). [Ipu HeedexTuBHOCT ce
no6ass Bropu 1 Tpetr AIJI (parmoHanHa monuTepanys), 3a KOMOH-
Haruu oT HoBuTe ATl — cre perenus oT eKCIIepTHH KOMUCHH KbM
YMBAJL

BosHn4Ho Jleyenne ce NpoBexaa npu:

* EmmiienTryeH craryc — KOHBYJICHBHUSAT € 3aIUIallBaIio JKUBOTA
CBCTOSHHE, a HEKOHBYJICHBHHUAT 00yClaBs KOTHUTHBHU
yBpenu;

o CepuiiHU NpUNATbIHM;

* BoJHY ¢ HOBOOTKpHTA EMUJIETICUSI M YECTH EIMIICTITUYHH TIPHU-
MBI,

* HoBooTKpHTa enuiencus B IeTCKa Bb3pacT, Hajlaraiia HeBpo-
n3o0pa3ssamy u3ciensanus U EET mox Hapko3a;

* 3auecTsBaHe Ha MPHUIIATBIITE W HEMOBIIUSBAHE OT JICIEHUETO,
KOETO Hajara CrenuaIn3upaHy H3CIeABAHNSA C O CHMIITO-
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MaTHYHa CIUJICTICHUSL;
e [Iporpecupalil HeBPOJIOTHYECH ACHHUIMT U Pa3BUTHE HA ICMECH-
LU C OIVIeJ| PEJMarHOCTULMPAHE HA €THOJIOTUATA;
* BonHu ¢ HenoBiMsABaHe OT aMOYJIaTOPHOTO JICUCHHE BKIL. U C
HoBuTe AIJI, ¢ eNMWICHTHYHU CTATyCH B aHAMHe3ara, HpH
KOMTO C€ Hajlara CMsiHa Ha JICYeHHEeTO B OOJIHUYHH YCIIOBHS,
e BoitHM ¢ TEXKH (OPMU C MHOXKECTBEHU MOIUMOP(HH MpH-
Ta IbIH, Iporpecupamy Gopmu, Heknacupuuupanu GopMu, 1
C YCIIO)KHCHHUS;
* BonHute, Ipu KOUTO ce Hajarar CrelUaln3upaHy U3CIIe/Ba-
HMS C OIVIel HEBPOXUPYPIUYHO JICYEHHE Ha SIMIICTICHATA,;
¢ YCIIO)KHEHHS;
* ExcriepTHH Cily4an 3a yTOYHsSBaHE Ha MAarHO3ara, MPH KOUTO
MOJKE J]a C€ HAJIOXKU CIUpaHe Ha JEUCHHETO IOJ JIEKapCKH
KOHTPOJL
BosIHH4HOTO J1evyeHHe Ha eNUIIENCUATa MOKE J1a Ce IIPOBEXK/IA
B HEBPOJIOTHYHO, JICTCKO MM TPOGUIMPAHO ENHJICITOIOIHYHO OT-
JIeNICHUE MJIM HEeBPOJIOTUYHA KIMHUKA/IETCKa HEBPOJIOTHYHA KJIU-
Huka (cektop) Ha YDB, cmopen Texecrra Ha 3a00isBaHETO U
YCIOXKHEHUATa My. MeIMKaMeHTH! OT rpyrnara Ha ,,HOBUTE” IPOTHU-
BOCIIMJICTITHYHH CPEJICTBA CE BBBEXK/AT IIPH J0Ka3aHa HEe(DEKTUB-
HocT OT kiacuueckure AIJI, cneunannu rpynu naueHTy (neua,
cTapu xopa, OpeMeHHH, O0JIHU ¢ YepHOAPOoOHA 1K ObOpeuHa Heslo-
CTaThYHOCT), CTPAHUYHU PEAKLUM WM OPraHHA HEJOCTaThYHOCT.

CTabunu3upaHeTo W BIM3aHETO B PEMHCHS MO3BOJISIBA TO-Ha-
TaTBUIHUAT aMOYJIaTOPEH KOHTPOJ, JICYCHHE U TIPOCIIE/sIBaHe Ha Ta-
LIMEHTA JIa ce MPOBEeX AT 2/romuiuHo. Jledenuero 3a enunerncus ce
HpOBeXk/a 2-5 I. WK TO-IPOBIDKUTEIIHO CIIOPE] BUA HA CIUIIe-
cusita/ emUIeHTHYHAS CHHIPOM. [TpeyCcTaHOBSBaHETO Ha JICYCHHETO
ce MpeAnprueMa OT CIIeHUAIUCT — HEBPOJIOT/ IETCKU HEBPOJIOL.

VIII. ENWJIENICHSA 1 BAKCUHH

NMyHu3anuuTe Kato KOMIUIEKC OT HMPO(QUIAKTHYHU MEPKH,
KOHTO LIEJIAT Ch3JaBaHe Ha CHENU(IIHA HEBB3IPHEMIHBOCT KbM pe-
M1 CePUO3HH MH(EKIMO3HY 3a00JIBaHNS, JOPHHECOXa 3HAYUMO
3a HaMaJIsIBaHe JIETCKaTa CMBbPTHOCT M PaHHATa MHBATUAU3ALNL.

Puck or mmynmsanuu. OnucaHu peikd MOCTBAKCHHAIHU
YCIIOXKHEHUS OT MPHIOKEHUETO Ha JU(TEPUS-TETaHyC-KOKIIONI
(ATK) 1 MopOunu-napotut-pyoeosa B TOIeMH MOMYIAHOHHN 13-
crenBanus ¢ obma vecrora 5,2/100 000 uMyHU3MpaHU: TeMHEITH-
HM3MpAILY poLecH, GpedpuitHu rppaoBe, adheOpHIHN SMMIICHTHYHI
HPUCTBIN, eHIe(aToNaTHATa I NH(QAHTHIHY CIIa3MH IIPH OT HpPHU-
JIOXKEHUETO Ha IbPBUTE XKUBU BaKCHHU. ChBPEMEHHUTE BAKCUHU CE
HPOU3BEK/IAT O HOBU TEXHOJOI'MH U €a 3HAYUMO IO O€30MacHu 1
Ha/IeK THH.

IIpu nepmycucnama ysnoknemvyna 6akcuHa ca Bb3MOKHHU T'bp-
4OBe, KOJIANCONOA00H! enu30u U eHuedanonarus. Fima nosuieH
puck OT (heOpUITHY I'bPUOBE B ITPBUS JICH CiIe]] I Tepus-TeTaHyC-
xoxuromt (JITK) u mexny 8 u 14 nen cnen MopOMIM-IapOTUT-
py6eoma (MIIP), HO He ce yCTaHOBSBA TOBHIICH pPHCK OT
MOCIIE/IBAIIY I'bPUOBE U KbCHU PEAKIIMH ¥ HEBPOJIOTUYHHU YCIOKHE-
Hus. [IpuurHHA Bpb3Ka MEXy LSTIOKIEThUHATA BAKCHHA POTHBO-
KOKJIIOIIHA BaKCHMHA M MHGAHTUIHHM Cla3MM, INpeiroiara€a B
MHHAJIOTO, CETa ce cMsiTa 3a n3kiIroueHa. KonmancomnomoouuTe (CuH-
KOTIAJIHK) eMu30/ ca Oe3 mocneaui. Te Bb3HUKBAT B IbPBUTE 24 4.
¢ Haif-mMainko 12 u. MHTepBal OT MOMEHTA Ha MPUJIOKEHUE Ha BAKCH-
Hara. I'bpuosere, aconuupanu ¢ JJTK numar xapakrep Ha heOpuiHy,
HO HSIMa JI0Ka3aTeNICTBa 3a POJIATa HA MEPTYCUCHUS TOKCHH 3a I10-
CTBaKCHHaNHUTE peakimu. He e ycraHOBeHa Bpb3Ka MEXIy UMyHH-
3aLMATA M HAYAJIOTO Ha enutencust, vHGanTiiay criasmu win [THC
UHPEKIHS.

Ayenynapnama éaxcuna npomus nepmycuc BOIU 10 UMYHHTET,
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HO HE ChIbPKa CHIOTOKCHH, OTTOBOPEH 3a JIOKAJIHATA PEAKIHUS U
temmeparypara. [Ipu ena ¢ XpoOHHYHH MO3bYHH YBpekKIaHus (1eT-
cKa 1epeOpaiHa napajinsa, enuiercus, YMCTBEHO H30CTaBaHe) ce
IpenopbyBa NPHIOKEHUETO Ha allelTy/lapHa BAaKCHHA TI0Pa/iy OBH-
IICH PHUCK MPH pecruparopHu 3abosnsBanus. PaMuiHo oOpemMeHe-
HHUTE C TbhpUoBe jena He Ou ciensano ga ce ormarar ot JTK
UMYHHU3ALHN.

[pu mopburnama umynuzayus ca Bb3MOXKHH (eOpPHITHHUTE
I'bPYOBE IPE3 BTOpATAa CEAMHULIA CIIC UMYHU3AIUATA. BakcuHuTe 32
MopOwiIn, npousBeneHu ciueq 1978 . ¢ MHAKTUBHPAH MOPOUIICH
BHPYC Ca C T10-MaJIKO JIOKAJIHU CTPaHU4HHU NposiBU. He e ycranoBeHa
CHUTYpHA IPUUMHHO-CJIE/ICTBEHA BPB3Ka MEXK/y BAKCHHATA U I10SBaTa
Ha ayTU3bM. AMEpHKaHCKaTa IeuaTpuyHa akajeMus pernopbhyusa
U JielaTa ¢ JIM4Ha Wik paMuiiHa 0OpeMEHEHOCT ¢ I'bPYOBE Ja Obaar
UMYHH3UPAHH TIPOTHB MOPOUIIH Thii KaTo OoJieayBaHe OT MOPOMIN
MOXE J1a JIOBEAE 10 MHOTO MO-YECTH M TEXKKH YCIOXKHEHHS, B
cpaBHEHHE C euH (peOpuIIeH Irbpu.

[1pu npoTHBONAPOTUTHATA, IIPOTUBOPYOEOIHATA, IIPOTUBOOSIC-
Hara, cpeity Haemophilus influenzae B, nporuBoxenarutnara u
IIPOTHBOINOJIMOMHUEIIMTHATA BAKCHHH HE ca HAaOJI0IaBaH! YCIIOKHE-
HHS OT THII SITAICTITHYHH PHCTHIIN.

O0606uIeH0: BakcuHauuu ¢ yOutH BakCUHH, 0a3UpaHd Ha TOK-
coujl, OaKTepHAIHU AHTUICHH, IIPOTEHHHH CYOCAMHUIN U UMY-
HOTCHHM, IPOTCHHH IOIYYECHN Upe3 PEKOMOMHAHTHU TE€XHOJIOTHH,
HE ca [POTHBOIOKA3aHH IIPH JIeTiaTa ¢ HEBPOJIOTHYHH 300 BaHMUS,
BKJI. C enuIencus. B Ta3u kareropus Bian3ar BAKCHHHUTE 32 TETAHYC,
qudTepus, Kokiroml, nomuomuenut, xemarut B (HBV), rpum,
Haemophilus influenzae type b (Hib), mHeBMOKOK 1 MEHHHIOKOK.

IpoTHBoONOKa3aHUsI 32 BAKCHHUPAHE ca JIelara ¢ HeKOHTPOJIH-
paHU eNWICIITUYHH NPUCTBIIM OCHOBHO TP CHHIpoM Ha West 1 Me-
JMKaMEHTO3HO PE3UCTEHTHHU SIHUJICTICUH.

HW3non3BaHuTe MOHACTOAIIEM BaKCHHU MMAT OTJIMYHA HaJIeHK -
HOCT M TOHOCHMOCT, 3HAYUMO CHMXaBarT 3a0onsieMocTTa U
CMBPTHOCTTA, NPEM3BUKAHA OT HH(EKIMH Yy JelaTa 1 Bb3paCTHHUTE.
Jlexapurte TpsOBa J1a chAeHCTBAT 3a MPUIIAraHETO MM, KaTo ca WH-
(hopmMupaHu 32 Bb3MOXKHUTE CTPAHUYHH PEAKILUH U [1a TBPCAT U OT-
KpHBAT MPUYHHHA BPb3Ka MEXK/LY TSAX M BB3MOKHHUTE HEBPOJIOTHYHN
YCIIOXKHEHUSL.

IX. IIporno3ara 3aBucu OT popmara, MoATINBOCTTA HA JIede-
HHE, TaBHOCTTA, HACIE/ICTBEHN U mpuaoouTn dakropu. [Ipu nene-
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KyBaHHTE WM HEMPABIIIHO JIEKYBaHU O0IHN 3a00IIsIBAHETO IIPOTpe-
cHpa ¢ MO-TeXKKU U M0-4eCTH MpUCThiu. [Ipu OnaronpustHo npo-
tuyane (oxono 60-70% ot ciyyaurte) JeUeHHETO Tpae oT 2 10 5
rogunn. 20-25% ot GonHHTE ca ,,MeIUKaMEHTO3HO-PE3UCTEHTHN ,
KOETO HaJlara MOJMTEparus 1 MPUIoKEHNE Ha ,,HOBUTE” aHTHEIIH-
JIENTHYHY MEIUKAMEHTH WM XUPYPTrUYHO JeueHue (Tabmuma 18).

Tabmuua 18. IIporrosa npu enunencuure

Jo0pa nporuosa Hebaaronpusitha npornosa

1. Jlercka abcancHa L.
2. CamoorpaHuyaBaIy ce AeT-
cku emienicun: Camoorpanu- 2. PaHHa KbpMauecka ermienTuyHa
YaBalla Ce EIHUJIEIICUS C enredanonarus*
LeHTpoTeMIopanty craiikope 3. Cunppom Ha Dravet*

CuHIpoM ¢ MH(DAHTHIHH CIIa3MH
(cunapom Ha West*)

(Pomanzosa), Camoorpannya- 4. Cunpgpom Ha Lennox-Gastaut™
Bala ce enmnencus ¢ apro- 5. Epilepsia partialis continua*
HOMHH IIPUCTBITH (THIT 6. TporpecuBHa MHOKIOHYC CITHIICTI-
Panayiotopoulos), Jlercka ok- cus*
LUUTAlHA 3puTenta emuien- 7. HOBEHMIHA MHOKIOHYC eMUIENCHs
cus (Tun Gastaut) 8. Cunnpom Ha Landau-Kleffner®

3. Enunencus B crapyecka Bp3- 9. TeMmmopanHosioBa enuierncus
pacrt 10. Enunencust ipi KOpOBH JUCILIA3UH

4. DebpunHu TbpUOBE
5. beHHrHeHu nMonaTHYHK HEO- * TIporHosara e HeOMArONPUSTHA IOPAJIH
HATAJIHK KOHBYJICHU HEBPOJIOTHYCH M YMCTBCH Ae(UIIHAT

X. HHBAJIMJIU3ALINSI U CMBPTHOCT

CBOEBPEMEHHOTO M MPABUIIHO JICUEHHUE OTPaHWYaBa MPOrpe-
CHATa Ha 3a00JSIBAHETO U MHBAIHMAN3ALMATA, KOSTO UM 3[PaBEeH,
conuaieH 1 nkonomuuecku epekrt. [Ipeobnanasamara yacr ot 601-
HHTE (IPOCTH, HEYCIOKHEHH (hOPMH, PAHHO THATHOCTHIIMPAHH) C&
JIEKyBaT aMOyIaTopHo ¢ 100Bp edekTt, 25% ca ¢ MeanKaMeHTO3Ha
PE3UCTEHTHOCT U C€ HaJiara MoJUTepanusi, KOMOMHALIMK OT HOBHUTE
AIJI u yectu xocnuranu3auud. MeAUIMHCKUAT PUCK € TIOBHULIEH
npu 100pe KOHTPOJIMpPAHU M MEJUKaMEHTO3HO-PE3UCTEHTHH eIH-
nerncun. CMBPTHOCTTA € 2-4 ITBTH TI0-BHCOKA B CPaBHEHHE C o0mmara
nomnynauust. Haii-dectu npuduHu ca ,,cCHHAPOM Ha BHE3aHa HeOoYaK-
BaHa cMbpT” (8-17%), camoybuiicTa (7-22%), KOHBYJICHBHH €IH-
nentnaHn ctatycu (10%), TpaBMH 1O BpeMe Ha EMHJIEHTHYCH
npucThII (5%), MeTuKkaMenTo3H: peakuu (3-7%) u ap.
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AJITOPUTHBM
3A JIUATHOCTHUKA, JEYEHUE U NPOCJIEJASIBAHE
HA ITAHMEHTA C EIIWJIEIICHUA

L. I[narﬂocnmnpaﬂe Ha MAIMMEHT € eNMUuJIencus

1. OdmonpakTHKyBan JeKap — P HAJINYNE Ha IPUITA/IbIIU:

* Hasnauasa [1KK, 6noxumus, EKT" (3a I/l cbc kapauoreHHH
CHHKOIIH)

* HacouBa naruenTa KbM CIICIHAINCT HEBPOIIOT/ICTCKH HEBPO-
JIOT, a TIPH 9eCTH NPHUIAIbIH — KbM OOIHHYHO 3aBSICHHE

2. CnenaJucT HEBPOJIOT/1eTCKU HEBPOJIOT B M3BbHOOIHUY-

HaTa MCIUIUHCKA MOMOIIL:

* AHaMHe3a

* HeBpomoruuen craryc, €eBeHTyalHO HAOMIOEHNE HA IPUCTBII
0 BpeMe Ha H3CJIeIBAHETO.

HasnauaBa n untepnperupa nicnensanusata: EEI, HeBponso-
OpazsBamo m3cienBane (KT Ha mraBen mo3bk mim MPT nHa
[JIaBEH MO3BK)

Jluarnoctunupa ,,Enunencus” npu Hanuyre Ha 2 HENPOBOKH-
PaHH eNUWIENTHYHH IPUCTbIIA WU €/IMH NP HAJTMYHE HA eITH-
nentudopmena akruBHOCT B EEIL, chueTanne ¢ OTKIIOHEHHS B
HEBPOJIOTMYHHS CTATyC W/WIIH [IATOJIOTHS B HEBPOM300pa3siBa-
IIUTE U3CIIeIBAHHU.

Haznauasa neuenne ¢ AIJI, moaxozsi 3a BUJa Ha eNUIEITHY-
HHTE MPHUCTHITH/ SMAICITHYHIS CHHAPOM — | MOHOTeparnus ¢
Bajmpoaru uinu carbamazepine wimu ¢ apyr AIJI (oxcar-
bazepine, lamotrigine) ako nMa MPOTUBOMOKA3AHHUSI 32 KIIACH-
YECKHTE U NPH CIICLUAJHU TPYIIH NIALUEHTH; U3/[aBa IIPOTOKOIL.
Ipu 4eCTH CMUICNTHYHH MPHCTHIHN HIH HEBB3MOKHOCT 38
ocpuiectBsiBane Ha EEI' u win m300pa3sBaiio u3cieaBane
(mete ¢ HEOOXOMMMOCT 3a YIOWKa) — HACOYBA MAIMEHTa KbM
6omumyHoO 3aBenenne (MBAJL, YMBAJI).

[1pw 3aBBpIIEH MpoIIeC Ha JUarHOCTHIMPAaHe HacOuBa MalueH-
Ta KbM JIMYHUS JIeKap 3a U3IUCBAaHE Ha PELICNTH CIIOPE Ipo-
TOKOJIa M 3a HAOJIOIEHHE Ha COMATHYHOTO CHCTOSHHE Ha
MalUeHTa (€BeHTYaIHH CTPAaHUYHU PEaKINH.

3. Cnenmajauct HeBpOHOF/}IeTCKH HeBpoOJIOI B 0O0JTHUYHA

IOMOIIY

o [Ipy manyeHTH ¢ YeCTH M MJIM TEXKKH CHWICNTHYHH HpH-
MabIH, Jela WK Mal[UeHTH, Ha KOUTO HE MOTar Ja Ce 0Ch-
mectaT EEI" 1 HeBponsoOpassiBaiiy n3cieiBanus 6e3 yroiika
MOpaii HECTIOKOMCTBUE CE IMArHOCTHLINPA ,,eTTHIIETICUS CIIe]
EET,, neBpon3zo0passsamio ucnepane; nanuentyu 3a TEJIK.

* [IKK, 6uoxumus, nscneapaHe Ha cepymMHo HuBo Ha AIJI (na
VPA, CBZ, PHT)

* [IpoBexia ce aHTHKOHBYJICAHTHO JIeYeHHE (MHTPABEHO3HO I
MHTPaMYCKYJIHO), aHTHE/IEMHO IIPU HEOOXOAUMOCT

e Haznauasa neuenue ¢ AI'JI, moaxosi 3a Bua Ha €MUAJICITHY-
HHTE NPUCTHITN/ SHMICNTHYHNS CHHAPOM — | MOHOTepanus —
Bammnpoar mnm carbamazepine unu ¢ apyr AIJl (oxcar-
bazepine, lamotrigine) ako nMa MPOTUBONIOKA3aHUSI 32 KIIACH-
YECKHUTE W MPH CTICIHAIHA IPYIH MAIIUESHTH.

* HacouBa narmeHra 3a HaOJFOICHHE U TIPOCIEAsSBaHE OT Clie-
[MAJIMCT HEBPOJIOT B U3BHHOOJHWYHATA TIOMOL M OT JIMYEH
JeKap.

HpOCJIeI[ﬂBaHe Ha MAIMEHT ¢ eMUJICICust

1. O6monpakTukyBan jJekap — HazHadaBa [1KK, 6Gnoxumus

npe3 6 Mecena 1 Ipx HeoOX0UMOCT
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11. cienMaIMCT HEBPOJIOT/IETCKH HEBPOJIOT B H3BbHOOJIHIY-

HaTa MCIUIMHCKA IOMOII:

1. Ha3nauaBa 1 nHTEpHpeTHpa N3CIIEIBAHMATA:

¢ [IKK, OHOXUMHYHO M3CIICIBAHE, CEPYMHO HUBO

e EEI" pe3 6 mMecena npu 100pe KOHTPOJIMpaHa eIMUIISTICUS HITH
¥ [I0-9€CTO TIPU HEOOXOAMMOCT (YECTH, HETIOBIHUSBAIIH CE OT
naznadenara AI'Jl epamms);

e [ToBropHo HeBpouzobpasssamo uscieasane (KT na rmasen
Mo3bK MM MPT Ha raBeH MO3bBK) IpH IIporpecupaia or-
HHIIHA WM 00I[OMO3bYHA CUMITTOMATHKA, TPaBMa Ha IJ1aBara.

e [Ipu uHIUKAIUU (YECTH, TEKKH CIUIICTITUYHHU TIPUTIAIBIIN)
WK HEBH3MOXKHOCT 3a ochiiecTsiBane Ha EET 1/ nnu ueBpo-
n300pa3sBalio u3cieBaHe (JieTe ¢ He0OXOIMMOCT 32 YIIolKa)
— HacoyBa NamWeHTa KbM OomHMYHO 3aBencHue (MBAJI,
YMBAJI).

» HacouBa nanuentu kbM Komucuute koM Y MBAJI 3a HoBH 13-
clIe/IBaHus, KOpeKuus Ha JieueHueto ¢ AIJI, Tepanus ¢ HoBute
ATJI npu MHIMKALMN CTIOpe]] BU/A HAa CNHICIITHIHHUTE MIPH-
CTBI ¥ CHHICTITHIHNS CHHIPOM.

111. CnennajaucT HEBPOJIOI/IeTCKH HEBPOJIOT B 0OJIHMYHA

nomomx — MBAJI

1. Ilpu mamueHTH ¢ 4eCTH M WM TEXKKU CMHICHTUYHH IPH-
najably, cTpanndnu peakuuu ot AlJl unm opranHa Hemo-
cTarb4yHOCT ce M3BbpiBa u3cienBane Ha [TKK, 6noxumns,
CepyMHO HMBO Ha BaJmpoar, carbamazepine u phenytoin mo
HpereHKa.

2. EELL

3. [IpoBesk/ia ce aHTUKOHBYJICAHTHO JI€YeHHE (MHTPABEHO3HO
WM MHTPAMYCKYITHO), QHTHEAEMHO ¥ aHTUAJICPTHIHO JICUCHHE
HpH HEOOXOAUMOCT.

4. Kopurupa ce npoBexaanoTo sieyenue ¢ AIJI (mpomenu B 10-
3UTe), B JIGKAPCTBEHATa KOMOMHALMS TIPH TIONUTEPAIIHSL.

5. OchIiecTBsBa KOHCYITAIUHY C APYTHU CIEIHAIICTH TIPU HE00-
XOJIUMOCT.

6. [Ipu namuentu, Hacouenu ot TEJIK ce ananusupa Buja Ha
enmuIenTUYHUTEe npucTbiv/npunaabiy (/1 ¢ ncesroenunern-
THYHH, HESTTMJICITHYHH TTAPOKCU3MAIIHU ChCTOSHHUS), YECTO-
tara, npuemanute AlJI (Hammdane Ha cepymuo HEBO Ha ALJI),
EETL.

7. Ilpu enuiIenTH4eH CTaTyc JICYCHUETO Ce NPOBEK/IA B KIIU-
HHMKa/CeKTOp 3a MHTCH3MBHO JIEUCHME, KAaTO CE H3IIO0N3BaT
MHTpaBeHo3HN (popmu Ha Diazepam, Valproate u mpu HeoOxo-
JIMMOCT — BbBEXK/IaHEe B HapKo3a u Jedenue ¢ Tiopental, Mida-
zolam i Propofol.

IV, Cnenmuaauct HeBPOJIOI/1eTCKH HEBPOJIOT B GOJHUYHA

nomonr — YMBAJI

1. OcpiectsiBa ce EEI (1 ¢ ynoiika npu MaJiki 1 HECIIOKOHHH
nena); Bugeo EEI" mpu neobxoxmmoct; HeBpomnsoOpazssaro
U3CIIe/IBaHE (KO MAIMEHTHT HE € M3CIIC/BAH WU TIPH IIPorpe-
CHBHA YBpe/ia B HEBPOJIOTMYHHUS CTaTyC).

2. Kopurupa ce neuenunero ¢ AIJL, 11 uiu 111 monoTepanus niu
paryoHaNTHa MOJUTEPATHUS IIPY OOJHY C METMKAaMEHTO3Ha pe-
3HCTEHTHOCT, TEKKH (OPMH C MHOXKECTBEHU MOIUMOPHHU
MpUNAAbLK, Mporpecupand (GpopMu, HEKIaCUPUIMPAHH
(bopmu, aHAMHECTUYHH JJAHHHU 33 PEKapaH eMUICHTHYCH CTa-
TYC, YCIOXKHEHHS, aJIePTUYHU PEaKIUH, CTPAHUYHY PEAKIINIH
ot AI'JI 1 opranHa HEJOCTaTHYHOCT.

3. [Ipu enmunentuyueH CTaTyc JICYCHUETO CE MPOBEXKAA B KIU-
HMKA/CEKTOp 3a MHTEH3MBHO JICYCHME, KAaTO CE H3II0J3BaT
uHTpaBeHo3HU (opmu Ha Diazepam, Valproate, mpu HeoOxo-
JIMMOCT — BbBEXK/IaHE B HapKo3a u jeuenue ¢ Tiopental, Mida-
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zolam wim Propofol.

4. TepaneBTUYHO-PE3UCTEHTHUTE MAIIUEHTH, TIPU KOUTO MMa UH-
JIMKALUK 32 XUPYPTHYHO JICYCHUE Ha SIMIICTICHATA Ce HAcoY-
Bar kbM YMBAJL, B kouTO MMa yCioBUs 32 IPOABILKUTEIHO
Buneo-EEI" Monutopupane, HeBpon3o0passBamy n3cieiBa-
HHS ¥ HEBPOIICHXOIOTHYHH U3CIEABAHMS 32 U3BBPIIBAHE HA
HpEeXUpypriuvHa OeHKa (CHope IMPUIIOKEHUS TIPOTOKON).

5. llpu nanuentu, Hacouenu ot TEJIK — ananusupa Buza Ha
enuIenTUYHUTe pucThim/mpunansiu (/1 ¢ ncenoenmen-
THYHH, HECNWISNTUYHN TaPOKCU3MAIIHU ChCTOSHHS), YECTO-

tara, npuemanure AlJI (Hammdune Ha cepymHo HEBO Ha ALJI),
EET.

6. Komucust xkbM YMBAJI u3naBa excrepTHO CTaHOBHILIE 3a
neyeHue ¢ Houte ATJI u koMOMHauMK OT TAX Ha Oa3ara Ha
BHUJIa Ha EMUJICTICUATA, IPUCTHITHATA YECTOTA, IPEIX0XKIAIIO0
JIeUCHHUE, BB3PACT, CTPAHUYHY PEAKIUU U WIN JaHHH 32 Op-
raHHa HEJ0CTaThYHOCT.

7. HacouBa nanuenTa 3a HaOJIroAeHHE IPOCIIEAABaHE OT Crelya-
JIMCT HEBPOJIOT B M3BHEHOOIHIYHATA IOMOII ¥ OT JIMYEH JIeKap.
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MMPUJIOKEHUSA

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

[ 1.Bug npuctonun ]

2. Envnencum cropep smnaa npucTblin

'eHepanuaupaHa &

®QokanHa ['eHepanuaupaHa
¢hokanHa

HeussecTHa

L

[ 3. Enunentunynn cvmnpomm]

Mpuapyxasaly 3a6onasaHna

<4. Enunencua ¢ yTO4YHEHa eTNororna

eHeTnuHa

VS EIE]

WmyHHa

MHdekumosHa

HeusBectHa

31



32

nexemspi 2023 Boacapeka HeBposozus Bulgarian Neurology

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

OILT nam IICMIT
ITspBa amOyaaTopHa cpeima +

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

HEBPOJIOT / MeTHATHP

Bropa ambymatopra cperma Xocmuranusauus B VB —

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

:

Koncyaratupnu kabuneru

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

TIOMOII] — HEBPOJIOT,
JICTCKU HEBPOJIOT / MEUATHP

AA

*KOHCYJ'ITEIIII/IH C IICUXUATBpP CC U3BHPIIBA P CbMHCHHUC 3a IICUX03a WU IPOMSHA Ha TMYHOCTTA, CBbp3aHa € CIIWICIICUATA, XOCTIUTAIN-
3alys B ICUXUATPUYHO OTACICHUC — Ha 0OJICH C CITHUNICIICHS — py NCUXUYHU YCIOKHCHUSA OT CIWICIICUATA
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®ur. 4. AJIFOpl/IT'bM 3a TUArdH0CTHKA U MPOCJICAIBAHC HA MALIUCHTA € CMUJICTICUS

OILlTI

Hesponor 8 UBMII

 »

\
\
\
\
\
\
Ny
\
\
\
\

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

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

TEpaneBTUIHH TPYAHOCTH

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

Y

ITPOI'PAMA 3A TPOCJIEJISIBAHE

| Y

Y

OIlI

Hespouor,

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

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