ISSN 1311-8641

boazapcka Hebpoaoaus
Bulgarian Neurology

buacapcko gpykecmbo no neBposoeus
Otficial Journal of The Bulgarian Society of Neurology

BBJITAPCKO APYXXECTBO
MO HEBPOJ1IOTUA

TOM 21 VOLUME 21
JIOITBJIHEHUE 1 197 SUPPLEMENT 1
®EBPYAPH, 2020 FEBRUARY, 2020

HAITMOHAJIEH KOHCEHCYC

3A JTUATHOCTUKA 1 JIEHEHUE HA
EITUJIETICUATA

2020 ronuna

[Tox penakuusTa Ha
akan. nmpod. a-p M. Munanos, a.M.H., pod. 3. 3axapues, 1.M.H.,

npod. 1-p B. boxunosa, 1.M.

IIo ununuaTuBa Ha

bbarapcko ApyKECTBO MO HEBPOJIOTHUS




- |

buazapcko gpykecmBo no neBposoeus
Official Journal of The Bulgarian Society of Neurology

haeapcka Hebpoaoeud
ulgarian Neurology

PEJAKLIMOHHA KOJIEI'MA

Hupk pecnep
®dadno AHTOHAYU
Aranacona I1.
boxwunos I1i.
boxxunoBa B.
Bacunena E.
I'eoprues /1.
Jlackanos M.
Jlenera H.
3axapues 3.
Kamnpensn A.
Kones O.
Kones II.
Macnapos /1.
Munanosa M.
[etpos U.
ITerposa 1O.
Paitues U.
Craiikos .
CrameHnos b.
Cramenosa I1.
Tutsaosa E.
Tomnainos H.
Tpaiikos JI.
TopHues .
XapainaHos JI.
Yepuunxkona C.

I'JTABEH PEJJAKTOP:

. Munanos

CEKPETAP:
J1. bormanora

Xanosep, ['epmannus
ITaBua, Utamus

[InoBauB
[Ineen
Codus
Codus
Codus
Codus
Bapna
[lnoBauB
Bapna
Codus
Codus
Codus
Codus
Codus
Codus
Codus
Codus
IInesen
Codus
Coodus
Codus
Codus
Codus
Codus
Codus

EDITORS

Dirk Dressler
Fabio Antonaci
Atanasova P.
Bozhinov P.
Bojinova V.
Vassileva E.
Georgiev D.
Daskalov M.
Deleva N.
Zahariev Z.
Kaprelian A.
Kolev O.
Kolev P.
Maslarov D.
Milanova M.
Petrov I.
Petrova U.
Raychev L.
Staikov 1.
Stamenov B.
Stamenova P.
Titianova E.
Topalov N.
Traykov L.
Tarnev L.
Haralanov L.
Cherninkova S.

EDITOR-IN-CHIEF:
I. Milanov

SECRETARY:
D. Bogdanova

Hannover, Germany

Pavia, Italy
Plovdiv
Pleven
Sofia
Sofia
Sofia
Sofia
Varna
Plovdiv
Varna
Sofia
Sofia
Sofia
Sofia
Sofia
Sofia
Sofia
Sofia
Pleven
Sofia
Sofia
Sofia
Sofia
Sofia
Sofia
Sofia




Boacapeka HeBposozus Bulgarian Neurology

HAITMOHAJIEH KOHCEHCYC
3A TUATHOCTHUKA U JIEUEHUE
HA EITMJIEIICUATA

IToa penakuusita Ha
aka. npod. 1-p . Munauos, 1.M.H., ipod. 3. 3axapues, A.M.H.,
npod. 1-p B. boxxunosa, 1.M.

IIo unnMaTuBa Ha
bwirapcko apyx)ecTBO 10 HEBPOJIOTHSA



Boacapeka HeBposozus Bulgarian Neurology

Juec 13.02.2020 r., HMe 1OIYNOANUCAHUTE CIIELMATHCTH JOCTUTHAXME 10 KOHCEHCYC 3a JUarHOCTHKA

H JICYEHNE Ha CIIHUJICIICHUATA.

Axan. npo¢. MiB. MunaHos
[Ipod. 3. 3axapuen
[Tpo¢. B. boxxunosa
ITpod. Y. TepHEB

Axan. npog. JI. TpaiikoB
IIpoo. I1. CtameHoBa
[Tpo¢. M. dackanos
[Mpod¢. JI. Macnapos
[pod. JI. Xapananor
[Tpod. A. Kanpensin
[Tpod. U. JIutBuHEHKO
[Tpod. . iBaHoB

Hou. I1. Koner

Hou. P. Ky3smanosa




Boacapeka HeBposozus Bulgarian Neurology

CbABbPKAHUE
1. OnpenieneHNEn MUAEMUOIIOTHS HA CTTHIICTICHSTA «..v.veuvveurrererueseseseseeseseeseneasesesesesseseseesenseseseesesensesessesenseseseasesesesensesenseseneesenessesenes 1
L. OIIPEIIEIICHIE ...ttt ettt b et bbb h et b skt e bt b ea et b et ket e b e st eh et e bt ek ea e e b es et e bt et eb et eb et e bes e et ebe st ebeneetens 1
2. EITHZIEMEOTIOTHIS ....ovcvveveevievieteeteet et estetteteeteete et ete s esseseetseseesessessesseseesseseeseese s essessesseseeseese s essessessese et s eseesessessensessetsesessessessenseseennas 1
1I. EnmienTiyHy MPUCTBIN — onpenenenue, kinacuukanust, KIMHAYHA U EET" XapaKTePHCTHRI. .......c.c.evvviirieieieieniirisieieieieseeeene 1
III. ETHONOTHS M TATOTEHE3a HA CTIHIICTICHITE ....ecveeuveveessesseassasseessesseessasseessesseassesseessesseassessesssssseessessesssesseessessesssessesssessesssessesssessasssnns 2
IV. KITACU(DUKAIIAT HA CITHIICTICHITE .......vevvevesereseseseseseststsesesesesesessssesesesesestssesesesesesessnssesesesesestasssesesesenenssssesesesesentssesesesesenensssssesesenes 5
L. CTIOPEIT @BOITEOIIHSITA «....veuveeventeneeneeseatesseetetessenseseeseeseeseasessensaneeneaseesees et e s ensenseseeseeseeseesensenseneensaneebees et et ansenseseeseeneebensensenseneaneas 5
2. ENexTpo-KIMHUYHE CHHIPOMH CTIOPEIL BB3PACTTA. ....veuvteurrtertasesesteseneesestesestsesessesensesensasestesesessesensesensesentesesessenesesenseseneasenesses 5
3. CTIOPEIT BHIIA TIPHCTDBITM . .......eeveuveeeenteneeneeseeseasesensensenseseessaseesensensenseseessaseesessessenseneensaseesessensensensenseseesesseasensensenseneesessessensansensaneans 5
4. CTIOPEIT ©THOIOTHTA ... .veveeveueeeestaeesenseseseesenessestesesenseseseesensaseseasesesseseneesensesesesesesesensesensasen et eseseseasesenseseneeseneaseseasesenseseneesenenas 6
5. OCHOBHH €TTHJICTICUH U CTTAJICTITHYHI CHHIPOME .......tuvetinttentetestntestrtestnsesessetestesestssesessesensesestesessssesessesensesessesensssesessenessesensasens 6
V. EHHIEITHUCH CTATYC (EC) ..ttt ettt ettt et ettt s etk en e b e st et et e s e s e st et enessen e et ese s eseneeseneanas 10
VL. JIFATHOCTHKA ....vvevveeveenreereeseeseeseessesseeseeseessesseeseesseessessessesssasssesseaseessesssesseaseessasssesseseessesssesseseessenssessesseesseseesseaseesseseessesessseseens 11
VLI TEPAIIHIS ...ttt ettt et e etk bt s e a e et ek e b et em e s e es e es e ek e b e s em s em e ee e es e eh e eb e b em s en e ea e eb e et e e b e b ensen e en e eneebeebe b et eneeneenis 13
AL TIDHHIIUIIH HA JICUCHIE .....euvviueetenietesirtesiesesetesestetestauestssesessesessesestasestasesesesestesestaseseeses et esensetentatesteses et es et ebenesseseasesenseneneasens 13
B. AHTHETTUIICTITHYHI MEIIKAMEHTH ....e.veevvesveessesseassesseessesseassasssessesseessesssessesseassassssssesseessessssssesssessessssssesseessessssssessesssessesssessesses 14
B. HavanHo fie4eHne HA SITUIICTICUATA = MOHOTEPAITH «.....euvventerenetenttesesesensesestesesessesessesessesensesenssseseasesensesensesensaseneasesensesensesens 14
I TIOTIHITEPAIIHIST ...e.eieieietieeeieete ettt ettt ettt ekttt ettt en e st es e eb e ke b e s e s es e es e eseebees et emseneen e eseeb e b e b et eneeneeseeseeaeesessensensenene 16

J. Ocobenoctu npu npusioxkeHueto Ha AEM npu pa3nu4Hy TUIIOBE €MUIEIICHS IPU Jiela, OpeMEHHH JKEHH,
TAIIEHTH B CTapYecka Bh3PACT ¥ MALUCHTH C HHTEICKTyalleH Ie(HINT, C AeTPECcHs, C Y4epPHOAPOOHA M

OBOPETHA HEIMOCTATBUHOCT ....cuvuvevvesesestatasesetesesestasssseseseststasasesesesesentssssssesesesentstasesesesesensnsssesesesesestntsesesesesenensssssesesesesenssesns 18

E. JTa00DATOPEH KOHTPOI ....vviueetieietiaietentetesteseseseesestetenseseseesesesesessesensesesessesensesessesensaseseesesesesensesanseseseesesensesensesensaseseasesesesensasans 20

XK. IIpeycraHoBsABaHE Ha JICUEHHETO € AEM.....ciiiiiiiiiiiiiiiieiiietetee ettt ettt ebene 20

3. JICUCHUETO HA ETTHIICTITHICH CTATYC ....vvetertinteneeneeneeseaseaseasesensensaseaseaseesesensenseseeneaseeseasensanseneensaneasessensensensenseseasesseasensensensaseane 20

V. HEBPOXUPYPTHUHO JIEUEHHE ......veveeveneaveseasesentesentatentasesessesesesessesentasesessesensesentesentasestasesensesensasensaseseasesensesensesensasenessesensenesasens 20

K. HedapmakonoruuHu METO/IM 3a JICYCHHUE HA ACTCKUTE CITHIICTICUH = KETOTCHHA JIUCTA. ...vevvvereevereresessesesseseseeseseesesessesesesens 22
VL ETIHIIETICHST F BAKCHHM. ......c.veveueeteneetenteesteteteseseseesentsseseesesesesesteseneaseseesesenseseneesentaseseasesenseseneetentesesesesenseseneetentaseseasesenseseneaseneanan 23
I TIPOTHOBA ..ottt ettt ettt et et s b et et e s e st e st ek e b et en s esees e es e ek e s et emses e eaees e ek e es e s emsen s enteseesees e s ensansenteneeseesesenseneeneens 23
X. VIHBATTHITABAIHS L CMBPTHOCT ..cuveveuetenteteseasesenseseseesenesseseesesenseseseesenesseseasesensesensesensaseseasesensesensasensssesesesensesensesensssesessesenseseneesensases 24
ANropuTHM 3a IMArHOCTHUKA, JICUCHUE M TIPOCIE/SIBAHE HA MAIMEHTAC CTIHIICTICHS ....vuvevenvvenrereneetentneesesetesesesessesesaesessesensesesessenennes 24

TIDHITOTKEHIS ...ttt ettt ettt st ettt et st ten e s e st s et e s e s e st et en e eses e s es e s esen e ek en e eses e es et e s eseneeben e eses et et enseseneeteneeses e et ene s eseneaseneanan 25



Boacapeka HeBposozus Bulgarian Neurology

H3znoassanu CbKpalleHus:

AEM — AHTUENWJIEITHYHNA MEAUKAMEHTH

I'TKII — reHepaIn3UPaHy TOHUYHO-KIOHUYHHU IIPUCTBIIN
or — (beOpmitHU TBpUOBE

ACTH — aJpEHOKOPTUKOTPOIIEH XOPMOH

ADNFLE — ABT030MHO-IOMMHAHTHA HOII[HA (PPOHTAIIHA CTIMIICTICHSI

ADPEAF — ABT030MHO-JOMHHAHTHA NaplLiiiajiHa e[IUIENICUs ChC CIIyXOBH XaTIOLUHALUY

BECTS  — Benurnena enunerncusi ¢ HEHTPOTEMIIOPAIHU OCTpHs, Ponanmosa enunencus
BFNS — benurneny HeoHataaHU (aMUIHU IPUCTBIIH

BRV — brivaracetam

CBzZ — carbamazepine

CLZ — clonazepam

CSWS — MPOABIDKUTEITHN KOMIUIEKCH OCTpre-0aBHA BbJIHA 110 BPEME Ha ChH
DNET — IM3eMOpPHOHAJIEH HEBPOCTTHTENICH TYMOD

ESES — CJICKTPUYCH CMUIICITHYEH CTATYC M0 BpeMe Ha OAaBHOBBIHOB ChH
ESM — ethosuximide

ESL — eslicarbazepine

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

HS — XHUIIOKaMITaJIHa CKIIepo3a

FS — @I, ¢pedpunHu rHpIOBE

CPS — KOMIIIEKCHH MapLUaIHU IPUCTBIIH

ILAE — International LeagueAgainstEpilepsy (CeroBHara Jlura 3a 6op6a ¢ emmrencusra)
LEV — levetiracetam

LTG — lamotrigine

LCM — lacosamide

OxCBZ - oxcarbazepine

PB — phenobarbital

PGB — pregabalin

PHT — phenytoin

TGB — tiagabine

TLE — TEMIIOPAJTHOISIIOBA ETTMIIETICUS

TPM — topiramate

SMEI — Severe myoclonic epilepsy in infancy, cuaapom Ha Dravet

VGB — vigabatrin

VPA — BaJIIpoar

ZNS — zonisamide
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I. ONPEAEJIEHUE U ENWAEMUOJIOTI'UA

1. Onpenenenne. CeeroBHara Jlura 3a 6opOa ¢ enmiencusra
(ILAE) u Mexnynaponuoto bropo 3a Enunencust (International Bu-
reau for Epilepsy, IBE) nedunupar emviencusira xato ,,M03b4HO 3a-
OorsBaHe, XapaKTEPU3HMPAIIO C€ C TPAHHO MpeIpa3oIoKeHHe 3a
ICHEPUPAHE Ha SIIMIICITHYHH IPUCTHITH U C HEBPOOMOIOTMYHH, KOT-
HHMTUBHH, ICUXOJIOTHYHU M COLMAIHU MOCIIEACTBUS OT TOBA ChCTOS-
Hue”.

Cnopen npenoprsuana ot ILAE pasmmpena nepunnnns 3a enu-
nercust ot 2014 r. enuiencusTa € MO3b4HO 3a00/sIBaHE, KOETO CE
HaOJII0/1aBa MPH HAKOE OT CISAHUTE YCIOBHS:

1. Tlone 2 HenpoBOKMpPaHM (WM IPOBOKUPAHH) IIPUCTbIIA, HA-
OJMIoaBaHy MMpe3 TEPUOJT TO-TOJISIM OT 24 4.

2. Enun HenmpoBOKMpaH (WK IPOBOKUPAH) HPHUCTBII U HATHINE
Ha (haKTOpH, KOMTO ONPEeIAT Mo-rosma (Hax 60%) BeposTHOCT 32
HOCJIe/BAIH TIPUCTBIIM, 110100HA Ha Ta3u cie]] 2 HEeNPOBOKUPAHU
npucThia (mpuctsi 30 THU Clex MO3BUCH HHCYIT, IPH YCTAHOBEHN
MO3BbYHH CTPYKTYpHU abHOpMHOCTH U enunentidopmena EET).

3. narno3a enuientuyeH cunapom (Pomannosa enunencus c
HHMCBK PHCK 3a PELUIMBHUPAIIM TIPUCTBIN, CUHAPOM Ha Landau-
Kleffner, enmientiyna ennedanonaTus ¢ TPOIBIDKUTEITHH KOM-
IUIEKCH CHaiik-0aBHA BbJIHA 110 BpEME Ha ChH).

Enunencusra ce npuema 3a M3JIeKyBaHa Ipu:

- TamenTn ¢ BB3pPacTOBO 3aBHCHM CIMIICIITHYCH CHHIPOM,
KOWTO Ca IIPEMUHAIIN ChOTBETHATA THIINYHA BB3PACT MIIH

- MaruenTu 6e3 npucTbnu 3a mone 10 roguHu u Oe3 aHTHENH-
JIENITHYHU MEJJUKAMEHTH IPEe3 MOCIICHUTE S5 TOAUHH.

He ce amarsocTunypa enumiencus, Koraro NpUCTbIINTE Bb3HHUK-
BaT MPH OCTPH YBPEXKIAHHUS HA MO3BUHUTE CTPYKTYpH (MHCYNTH,
TPaBMH, CHIE(DATUTH) HIK META0OIN3bM (XHIIOTITMKEMHUS, CHHKOIL,
MHTOKCHKALHS) U (heOPUITUTET.

2. Emnaemnonorus. boxecTHOCTTa OT akTHBHA EMUIIEIICHS €
CXOJIHA 32 ABPYKABHUTE C PA3TMIHO MKOHOMHYECKO pasBuUTHE — 2,3-
5,9/1000 3a appikaBu ¢ BUCOKOJOXOIHA MKOHOMUKA, 3,7-13,3/1000
3a JIbPIKaBH C BUCOKOZIOXO/IHA KbM CPEJHOJIOXO0/JHA NKOHOMHKA, 2,4-
22,8/1000 3a rbprkaBy ¢ HUCKOIOXOHA KbM CPEIHOIOX0IHA NKOHO-
MUKa, 3,6-15,4/1000 3a 1bprkaBu ¢ HUCKOIOXOTHA HKOHOMHKA.

3a0o.1s1eMOCTTA € T10-BUCOKA 32 IBP)KABUTE C HUCKOAOXOHA 1
cpenHozoxonHa MkoHOMHuKa. Cpennara 3abosisemoct e 45 Ha
100 000 HaceneHue 3a BUCOKOLOXOAHUTE IbpkaBu U 81,7 B ocTaHa-
JIUTE TbPIKABH.

V¥ nac GonuuTe ¢ enmnencus ca okoao 50 000.

ITpu 50-60% ot GonHuTe enmierncusTa 3arnoysa npeau 16-ro-
auiiHa Bb3pact. PedpuitHu repuoBe noirydasar 2-5% ot genara J1o
5 I. BB3pacCT.

II. ENWJIENTHYHU TPUCTBIINU:
OINIPEJEJIEHUE, KTACU®UKAILINA,
KIIMHUYHA 1 EEI' XAPAKTEPUCTHUKA

1. Onpenenenue. Enunenmuunume npucmuvnu ca emmu30ny oT
BHE3AITHO HACTBIIBAIIO KOJIMYECTBEHO H/UIIH Ka4€CTBEHO Pa3CTPOii-
CTBO HAa Ch3HAHMETO, CEH30PHUTE, ABUTATENIH, ABTOHOMHU H TICH-
xnuHH QyHKIUH. Te ca M3pa3 Ha XUINEPCHHXPOHHMTE paspsid Ha
KopoBuTe HeBpoHM. KnmHNYHATA W35Ba HA eNWICTITHIHUTE MPH-
CTBITH 3aBUCH OT JIOKAIM3alMsATa HA Pa3psAUTe B MO3bUHATA KOPa U
Pa3npOCTPaHEHUETO UM B MO3bKA.

2. Knacudmkanus — pasumpena ILAE cxema Ha enmnenTtny-
aure npucthim ot 2016 T. 1 2017 1. [Ipomenure BrtouBar: 1. ,,do-
KajieH” 3aMecTBa ,,napuuanct’; 2. [IpucTpnuTe ¢ HEACHO HAYaANO
ChII0 Morar jia Obar kinacuuuupany; 3. [[poMeHnTe B Ch3HAHUETO
Ce M3M0M3BaT KaTo KpUTEepHii 3a Kiacuukarms Ha (OKaTHHUTE MPH-
cToru; 4. OTXBBPIAT C€ TEPMUHH 32 KITACU(PUKAINS KaTo: ,, AU3KOT-
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HUTUBHH, ,,IDOCTH TapIWaIHA", ,,KOMIUICKCHH MapIHaIHu’,
,IICUXIYHK ", ,,BTOPUYHO T'€HEPATU3UpPaHu”, ,,aypa”, ,,KOHBYICHHU ;
5. Ilpuemar ce BUI0OBE MPUCTHIHU KaTo: (POKAIHM TOHHUYHH, KIIO-
HUYHH, aTOHHYHH, MAOKJIOHWYHH, XUIIEPMOTOPHH (3aMeHs XHIIep-
KAHCTUYHM), KOTHUTHBHH (3aMEHS TICUXWYHH, OTHAci c€ 3a
crieru(pUIHU MPOSBH KaTo adasusi), eMOIUOHATHHU (TeIacTUIHH,
JAKPUCTUYHH), SMMICIITHYHH CIIa3MH, KAKTO U JIByCTPAHHUTE MM Ba-
puanTH; 6. J00aBAT ce HOBU BHIOBE I'€HEPAIM3UPAHU TIPUCTBITH:
abcaHCH ¢ MHOKJIOHHUH Ha KJICTIAaYNTe, MUOKIIOHMYHHU a0CaHCH, MUO-
KJIOHUYHO-aTOHUYHH, KIOHUYHO-TOHUYHO-KJIOHUYHH, CTTAJICIITUYHH
crnas3mu. EnunentuanuTe cra3mu Morar 1a Ob1at GpokaiHu, renepa-
JIM3UPaHK WM HEyTOUYHEHH; 7. TepMHUHBT ,,ABYCTPAaHHH TOHUYHO-
KJIOHUYHH 3aMEHS ,,BTOPUYHO TCHEPATH3UPAHN.

[ Doxannn ) ( I'enepanmsnpann ] [Cnemsecmo Haqama

( Motopuu ([ Motopuu N( Motopun R
ToHnunu Tonuuno-knouuyHUM ToHUYHO-KIIOHUYHH
AtoHHYHK Tormuru Tonnunm

MHOKIOHUYHU MATOH“L‘HH AtoHNYHU
JIOHHYHH TIHJICTITAYHE CTIa3MH
K HOKIOHHYIHI E
e cnas MHUOKITOHHYHO-aTO-
MUJICTIITUYHU CIIa3MK S
XunepMoTOpHH KIIORMYHK Hemotopun
KnoHn4HO-TOHHYHO-
HemoropHu KIIOHHYHU =) e 8
) i) o O
CensopHn Enunentuunu cnasmMu § ElleEllEE
5 < 5 < o =
Koruutusuau s rg:& %?& % §
EMOIIPIOHaHHI/I Aocancu S [5) 5 o T O
© O
ABTOHOMHH Tumaan
Arunnynu

° ° ° MHOKIOHHYHH Hexnacuuuupanu

5 o =I5 q.:':; [5)

2 2l 2||lg 8 C MHOKJIOHHH Ha

SZ||EZ||E E KJIenaunTe

sz||&Z[|le |\ )

eI} < N = 09

o A o R [T -]

2 © 5] ==}

O © &)

7 C enomonig ki)

C eBOIIONHS KbM
JIBYCTpaHHH
TOHUYHO-KIOHHYHI

Durypa 1. Knacugukaips Ha BUI0BETE SNHICTTUHYHH TPUCTHIN
(2016, 2017 )

3. Knunnynu n EEI xapakrepuctuxku

Ennnentnynurte npucThnm ce xapakrepusupar crnopen EET
Y KJIMHIYHATA XapaKTePUCTHKA Kato (QOKAIHHU (MapLHaiHi) 1 FeHe-
panu3upaHu.

Dokannume (napyuannu) npucmvnu IPOU3X0XKAAT OT KOPOBU
HEBPOHHU MPEKH, TTO-PSIIKO OT TIOAKOPOBH CTPYKTYpH (HarpuMep
NPH XUIIOTAJTAMUYHHATE XaMapTOMH) U OCTaBaT JIOKAIM3UPAHH B €11~
HaTa xemuchepa. B Hiakou ciaydan GpokanrHUTe TPUCTBIIH Ce TeHe-
pupar B II0BeYe HEBPOHHU MpPEXH B JBeTe Xxemucdepu (Harnpumep
HpH ABYCTpaHHA Me3HallHa TeMIopaiHa emwierncus, Porannosa
ermmmnencus). B EEI ce ycranossBa decto (oxanHa Haxoaka u Oe-
JIe3H, 4pe3 KOUTO ce JIoKanu3upa enunentuunus Gokyc. Knnuny-
HaTa JIMarHo3a € TpyaHa, Thil kKaTo camo okono 40% mno Bpeme Ha
IPUCTBII [I0Ka3BaT Kopenauus B ckannosara EEL

* @Dokannume npucmvnu 6e3 yépeoa Ha cv3Hanuemo (IpoCTH
HaplUUATHU TPUCTBIIN) Ca MOTOPHH, CEH30PHH (BKJI. MUDHCHH, BKY-
COBH M CIIyXOBH), aBTOHOMHH (€NHUracTpajHa aypa ¢ raJieHe, HOBpb-
IaHe), BEP3UBHU ¢ 00pBIIAHE HA [V1aBaTa U /I MOIVIe/Ia HACTPAHU
U TICUXMYHH (MTAPOKCHU3MANICH CTpax WM cMsX). Te ca KpaTKu U
MOTraT Jia Iporpecupar BbB (POKAIHU ¢ YBpe/a Ha Chb3HAHUETO WU
JIBYCTPaHHH TOHWYHO-KJIOHWYHU. Jupepenyuanna ouaenosa: npe-
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XOJTHM HCXEeMHUYHH aTaKu, XeMH(AIMaTHH CTIa3MH ¥ THKOBE.

* (QokanHNTe MNPUCTBIM C YBpelAa HA Ch3HAHHETO
(KOMILIEKCHUTE NapLIUAIHU IPUCTBIIN) IIPOTUYAT C IPOMSIHA B Ch3-
HAHUETO U CHIIO MOTaT Ja IPOrpecupar KbM JIByCTPAHHH TOHUYHO-
kiIoHnuHK. Hannme ca cimpaHe Ha ABWKEHHATA, aBTOMATU3MU 1
nocTHKTanHa 00bpKaHocT. [Ipy (okanHuTE IPUCTBIM C YBpEia Ha
CH3HAHUETO € NPOU3XOJ OT ME3HO-TEeMIIOPAIHUTE 00JacTH ca Ha-
JIMIE OpO-aJIMMEHTApHU aBTOMAaTH3MHU (IIPErIbllaHe, MILICKaHe),
JPYTH aBTOMATH3MH (HaIp. CTEPEOTHIINH C PBIIE), TUCTOHHH (EeHO-
MEHH M OCTHKTaNHA 00bpKaHoCT. [Tpy GokanHuTe MPUCTHIN C YB-
pejia Ha Chb3HAHUETO C MIPOU3XO0 OT PPOHTAIIHUS ST Ca XapAKTePHU
U3pa3eHH JIBUTATEIIHY aBTOMATH3MH KaTo ,,KapaHe Ha KoJIeno” u Jip.,
n Obp30 BB3CTaHOBsIBaHE ciex npucTonute. [Ipu dokannurte mpu-
CTBIIN C YBPEZA Ha Ch3HAHNETO OOMKHOBEHO MMa MKTAJIHA KOpeJia-
wust B EEL. Jugepenyuarna ouacnosa: npu HeeNMIENTHYHUTE
HPUCTBITH CE BU3YaIN3Hpa HOPMaJICH aa pUThbM O BpeMe Ha ,,[10-
BEJICHUECKH TIPOMEHH M HapyIIEHO Ch3HAHHUE .

T'enepanuzupanume npucmynu IPOU3X0XKIAT OT ONpPEsEICHA
30Ha ¥ Bb30yaTa Obp30 ce PasnpoCTpaHsBa 110 HEBPOHHU MPEXKH,
BKJIFOUBAILM KOPOBU U MOJKOPOBH CTPYKTYpH. ['eHepanu3upaHute
TIPUCTBITH MOTaT J1a ObaT aCHMETPHIHH.

* EEI" e ¢ reHepanusupana NapoKCU3MalHa aKTUBHOCT C JIBY-

CTPaHHO CHHXPOHHO HA4aJIo.

« Jlunica oxasHa KIMHHKA B HAYaJI0TO (CAMO MHOKJIOHHHUTE
Morar Jia ObJIaT aCHMETPUYHH).

* buBar pas3ianuHu THNOBE (BUXK KIacH(UKAUUATA HA PUCTD-
uTe) — abCaHCH, MUOKIOHUYHY, KiToHuuHH, I TKII, ToHnYHH,
ATOHMYHH.

Abcancnume npucmvnu ca KpaTkd €MH30AM OT HApYIICHO
cp3Hanue (mox 20 s) 6e3 aypa ¥ MHOCTHPUCTBIHA 00BPKAHOCT, IIpU
KOMTO HSIMA MM PSIIIKO MMa aBToMaTu3mu. Hali-yectu ca nuieBute
aBTOMAaTH3MH ¢ NpuMurBase. [IpoBOKMpaT ce OT XUIEepPBEHTHIIALMS
niH (POTOCTHMYIAIHsL. 3aroYBar B IeTCKaTa WIIH IOHOIIECKA BB3PacT
1 MOTaT Jia POABJDKAT IPH Bb3pacTHUTE. YecTo 0cTaBaT Hepas3mos-
HATH IIPU Jie1[aTa JIo 10sBaTa Ha FeHepaIM3UPpaH TOHNYHO-KJIOHHYEeH
npuctsil. B EEI ipu aGcaHcHUTE MPHUCTHIN Ce YCTAHOBSBAT TeHepa-
JIM3MPAHH [TAPOKCH3MH OT KOMIUICKCH OCTpHe-0aBHa BbiHA 3-3,5 Hz.

Muoknonuunume npucmvnU ca KPaTKu, ACUMETPUIHU TPET-
KaHMS M JIBH)KEHUS, Tpaemy oy 1 s. Morar 1a ca rpynupaHy B pam-
KHUTE Ha HAKOJIKO MUHYTH U JIa €BOJIIOMPAT B KJIOHUYHH MPUCTBIIH.
[Tpu MuoknonnunnTe npuctsnu B EEI mma 6bp3n koMIuiekcH mo-
nHCTIaliK-0aBHA BBJIHA.

Knonuunume npucmynu ca puTMUYHA MOTOPHHM IPOSIBU ChC
uiu Oe3 yBpeeHO Ch3HaHKUE, KOUTO MOTar ia uMart (okasieH npous-
XOJI WU J1a ca TeHepaIn3upany ¢ 00XBallaHe eTHOBPEMEHHO Ha Fop-
Hute ¥ jgonnu kpaiinuuu. B EEIT ce ycraHoBsABar IBYCTpaHHHU
PUTMUYHH SHMICITHYHU PA3psIu.

Tonuunume npucmvnu ce XapaKTepuU3UpaT ¢ BHE3allHa TO-
HHUYHA eKCTEH3MS WK ()IIEKCHS Ha IVaBara, TAIOTO W/HMIN KpaiHu-
ute 3a ceKyHau. OOMKHOBEHO ca MPH CHHIUBOCT, 3aCIIBAHE WUITH
cpOyxane. B EEI" uma pa3psiin ot Obp3a akTUBHOCT (OCTPU BBJIHH,
0CTpUst) C pa3INyHa AMILIUTY/IA.

Tonuuno-knonuunume npucmwvnu (grand mal, I'TKII) npotu-
Yar ¢ JBUraTelHd (QeHOMEHH — reHepalIu3upaHid TOHUYHH M3IIbBa-
HMS HA KPaHUIUTE 33 HAKOJIKO CEKYH/IH U MOCIIE/BALN PUTMHUYHU
JBIKEHHUS C IPOIBIDKUTENHA TOCTUKTAIHA 00bPKaHOCT. Pasnnuasar
ce OT (POKATHUTE MPHCTHIIN C IPOTPECHst KbM JIByCTPAHHH TOHHYHO-
KJIOHWYHH T10 JIMIICaTa Ha aypa 1 (oxanHo Hayano. MkranHo B EEI
CE YCTaHOBSBAT FeHePAIN3UPAHN KOMIUIEKCH OT OCTpPHsl, MM MHO-
KECTBEHU OCTPHS M OaBHH BBJIHH, YECTO C NOBHILIECHA aMIUIUTY/A
BBB (ppoHTANHNTE 00TACTH.

Amonuunume npucmuvnu ca ¢ Kparka 3aryda Ha IocTypalieH
TOHYC, KO€TO BOIM 10 MajaHe 1 HapansBaHe. B EEI" ce ycranossBa
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TeHepaIn3upaH paspsi] MONHCIaik-0aBHa BbIHA, KaTo 3arybara Ha
MYCKYJIEH TOHYC, MOoTBbpeHa upe3 EMI, chBnana ¢ 6aBHaTa BbIHA.
[Mo-penxu UKTaIHY MPOSIBU ca Obp3a aKTHBHOCT C PA3IMYHA aMILTH-
TyJa WIK Pa3psAau OT MHOKECTBEHH OCTPUsL M [IOCIIeBaIlla FeHepa-
JM3UpaHa aKTHBHOCT OT KOMIUIEKCH OCTpue-0aBHA BhITHA.

III. ETHOJIOT S U TATOT'EHE3A
HA ENNMWIEINICUUTE

Criopes eTHOJIOTHSITA CIIICTICHUTE CE PA3IeNIAT Ha: TCHETHYHH
(MAMONATHYHH), CTPYKTYPHN/METa0O0IUTHH, aBTOMMYHHH, HHPEK-
IIMO3HHU (CHMITOMATHYHH), C HEM3BECTHA €THOJOTHS (KPUIITOTCHHA).

1. 'enernuna (ILAE, 2010) wiu uanonatiHyHa € SMAICTICHATA,
KOSITO € PEe3yJITaT OT U3BECTEH HJIM MPEJIIoNaraeM reHeTHYCH Jie-
(eKT, enMIeNTHYHUTE MPUCTBIN Ca OCHOBHUSAT CUMIITOM Ha 3a00-
JIIBAHETO, & MOJIEKYJIIPHO-T€HETHYHHUTE M3CJICABAHUS Ca OCHOBHH
JquarsHocTiyru Tectoe (Harp.SCN1A ren npu cuaapom Ha Dravet).
BoHIHUTE (HaKTOPH JOMPUHACST 3a EKCIPECHATa Ha 3a00JIsIBAHETO.
T'eHeTHYHY ca OBEYETO TeHEPATM3UPAHH CMUJICTICUH KaTo IeTCKaTa
1 IOBEHMJIHATa a0CaHCHA eIMIISTICHS, CHH/pOMa Ha Dravet, reHeTHY-
Harta (TeHepajn3upaHa) emwIencus ¢ (peOpHIHN T'hPUOBE ILTIOC
(GEFS+) (Tabmumm 1, 3, 4), u Hik0M (HOKAITHA MIIICTICUH KaTo aB-
TO30MHO-JOMUHAHTHATa HOLIHA (POHTAIHOIAIOBA ENUJICICHS
(ADNFLE), aBT030MHO-IOMMHAHTHA MaplUaiHa eHMHICICUs ChC
ciyxoBu xamonuHanuu (ADPEAF) u np. (Ta6m. 2, 3, 4).

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

CTUICTICHH
Monorenna I'en 3a mpen-
Gostect pasnosoxenue

ABT030MHO-TOMHHAHTHH eNMUJIENTHYHI CHHJIPOMH B KbPpMa4yeCKa Bb3pact

Bennrnenn damunam KCNQ2 KCNQ3
HEOHATAHU I'bPYOBE
Bennrnenn haminsn HeoHa- SCN24

TAIHU-HH(AHTHIHA PUYOBE

@eopuann ropuyose, GEFS+ u cunapom na Dravet

GEFS+, pebpunau ropyose, SCNI4
cuHapom Ha Dravet

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

cunzipom Ha Dravet
GEFS+

GABRD

Wnuonaruyna reHepaJiM3upaHa enujencus

GABRG?2

Jlercka abcaHcHa emmIencus
(c heOpuiHE rHPUOBE)

[OBeHuIHA MHOKIIOHNYHA GABRAI

CIIUJICTICUA

Pazmmunn denornmose CLCN2

JleTcka aOcaHCHa CUICTICUS CACNAIH
(10: 1 apyrH heHOTHIOBE U

CIUICITUYHNA CHHI[pOMI/I)

[OBeHIITHA MIOKIOHIYHA STAJIETI- EFHCI
cust
(HO: 1 1pyru (hEHOTHIIOBE U eIH-

JICTITHYHI CHHPOMH)
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Tabmuua 2. amuan HOKANHA eNIICITHYHE CHHAPOMH

®eHoTHII

(cmopent Bb3pacTTa Ha H3ABA)

IpenaBane I'en

Bw3pact Kaunmuxa kapruxa Xpomo-
30Ma, IeH
AsrosomHo-fomnnantia 10 -201.  Hommu xunepmoropun  CHRNA4
HOI[HA QpOHTATHA TPHUCTBIIH, YECTO ChC CHRNB?
enencust (ADNFLE) CBXPAHEHO Ch3HAHNE CHRNA?2
Asrozomuo-nomuHantHa 20 - 40T.  AypH ChC CITyXOBH, LGII

napiyaHa CruIencus
ChC CITYXOBH XaNOIHHA-
i (ADPEAF)

JUChA3UIHU WK
3PUTCIHH XapaKTepHC-

TUKHA

DaMuIHI Me3HATHH TEMIIOPAJIHO-ASAJIOBH €IMUJICIICHH

bes HS, 6e3 FS

20-40r. Dejavu, aBronomua mm  4q*

adexTnBHa aypa

Cne HS, +/-FS 10-30r. Dgja vu, aBronomua wm  Hesicuu
a(eKTHBHA aypa

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

damuIHa OKIUIHTO- 10-40r. CPS, murpena, pasmmunn  9q*

TEMIIOPAJTHA CUIICTICHS (oxanHu npucTHIU

damuiHa mapuuaiHa 10-30r. ®ponranuu, remnopanuu, 22q12

CIIICTICHS C PA3THYHN OKIHIUTAIHHY, IEHTPO-

ornnma (FPEVF) TIAPUETaTHH IPHCTBIN

Doxkanna enuencus ¢ 10-20r. Xemuxousyncun, yecto  4pl5*

TEePULEHTPAIHI OCTPUA

HOIIHH, APYTH MapUHaTH
TPUCTBITH

*Xp0M030MHa CBbP3aHOCT YCTaHOBEHA CaMO B €/1Ha q)aMI/UII/I}I.

HS=xunoxammanna ckieposa.

FS=¢eOpunan ropuose. CPS=KkomILIeKcHN MapuyaIHy IPUCTHIN

Tatn. 3. Enunentnynu CHHAPOMH U TeHH

X-cebp-  ARHGEFY
3aHo, P
X ALG13, PCDHI19
nemsBectia DNMI, EEF1A2, FGFI2,
GABRBI, GNAOI, GRIN2B,
GRIN2D, HCN1, KCNA2,
KCNBI, SIK1, SLC1A2,
SPTANI, STXBPI, UBA5
Cunzpom Ha Dravet (DS, SMEI) AP SCNIA4, SCN94
@avunun pedpunau ropuose  AJl GABRG2, GPR9S, SCNIA4,
(FES) SCN94
AP CPA6
['enepammsupana (reHeTHYHA) AP GABRD, GABRG2, SCN1A,
eruiencust ¢ peOpUITHY IbpUoBe SCNI1B, SCN94, STX1B
mwitoc (GEFS +)
lenepammupana eminencus 1 AJl KCNMAI
MapOKCH3MAJHA JTU3KHHE3HS
(GEPD)
MUOKJIOHMYHO-aCTaTHYHA ALl SLC6A1
enunencust (MAE)
Emunentnuna ennedanonarus ¢ A/l CHD?2
Hayalo B IETCKATa Bb3pacT
(COEE)
DoxanHa enuiencus ¢ pas- Al GRIN24
crpoiictsa B peura (FESD) cbe
witH 0e3 YMCTBEHA H30CTaHaIOCT
Jletcka aOcaHCHA €MHAIENCHS AJl GABRG2
(CAE)
nemssectna CACNAIH, GABRAI,

GABRB3

IOnomecka Bb3pacT u NpH Bb3pacTHH

®eHoTHn

IIpenaBane I'en

IOBeHnnHa abcancHa enunencus AJ[

CLCN2, EFHCI

AE
(criopen Bb3pacTTa Ha H351BA) (JAE)
T HOBeHMIHA MHOKITOHHYHA Al CACNB4, CLCN2, EFHCI,
COHATAICH NEPHO enmencus (JME) GABRD
Pyridoxamine 5'-phosphate AP PNPO ‘ HemsBecTHa GABRAI
oxidase geuuut (PNPOD) 0 A iRt CLCNG CABRD
— JMOTIATHYHA IeHepaTH3UpaHa , f ,
Pyridoxine-3aBicuma AP ALDH741 enmencis (IGE) SLCI245, SLC241
emunencus (EPD) ‘ CACNAIH CASR
bennrnennn dhamunHu AJl KCNQ2, KCNQ3 Hempeetia '
HeoHaranHu npuctoin (BFNS) @amnina enmtencus ¢ Hagano A/l ADRA2B
KbpMauecka H AeTCKa Bb3pacT npu Bb3pactH adult myoclonic
epilepsy (FAME)
damunna nHanTHIHA MHOKIO- AP TBCID24 AP CNTN2
nnuHa ermterncus (FIME)
BeHurHeny Gammian All PRRT2, SCN24, SCN8A Qammna TemnopanHoganoa A/l CPA6, GAL, LGII
uH(anTUIHA rbpuose (BFIS) emencis (FTLE)
VH)aHTHIHA CTATETITHYHI AP ST3GALS Hecneunguuo B13pacToso Hatano
cunzipownt npu ammui (AIES) TIporpecrBHa MHOKIOHAYHA ALl KCNCI
Panuy nHAHTHIHA erien- AJl CACNAIA, GABRAI, ermencust (PME)
tnyuu eHredanonaruu (EIEE) GABRB3, KCNQ2, KCNT1, ) AP CERSI, CSTB, EPM24,
SCN24, SCN84 GOSR2, KCTD7, LMNB2,
AP RS, ARV1, DOCK7, FRRSIL, NHLRCI, PRDMS, PRI-
GUFI, ITPA, NECAPI, CKLEI, SCARB2
PLCBI, SLCI243, SLCI345, Homma ¢ponTannonsiosa ALl CHRNA2, CHRNA4, KCNT1
SLC25412, SLC25422, emmnencns (NFLE)
ST3GAL3, SZT2, TBCI1D24, ‘
WWOX neuspectHa CHRNB2
X-cBBp- CDKL5 Damuina pokanua emuerncus ¢ AP DEPDCS
3aHo, /| Bapuabunnu dpokycu (FFEVF)
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TaGuiia 4. TekH, aCOUMUPAHH € CTTATIETICHH Tenn ACOLMHPAHH eMIIENTHYHH CHHIPOMU
SCN24 Tenernyna enmnencus ¢ GpeOpUIHY I'bpUOBE
Tenn Aconnupanu enuiIenTHYHH CHHAPOMH
wnoc(GEFS+),panna emunenteuna exueanonarus c
ARX ndantunny crasmu, paHHi HHOAHTHIHY eTHICITHYHE HEOTIATATHO HA4AJIO0 WK B JIETCKA BB3PACT, OCHUTHEHH
eHIeanonaruu (haMIITHY HeOHATATHI/MH(AHTHIIHYE KOHBYICHI
ATPI1A2 Benurtenn haMuiHi HEOHATATHH KOHBYIICHH, (paMIITHA
XCMHUILICTHYHA MUTPEHA H CTIUICTICHS SCN8A Panna nudantuina enunentuyHa exuedanonarus — 13
CACNAIA AGCaHCHa enuIeTICHsl 1 eNU30/MYHA aTaKkchs, paMiIHa (EIEE13 wm cinzipom na Ohtahara), Genmurneri da-
XeMHILIETHYHA MUTpeHa MunHH nH(antuiay npuctbin (BFISS ¢ dpokantn kbm
nBycTpanuy ToHHIHO-KIoHraHH Wi [ TKII 10 kpm 2 T.
CACNB4 [OBeHNTHA MHOKIIOHIYHA CTHIIETICHS BB3PACT), MTAPOKCHIMATHA THCKHHE3HS
CDKL5 (STK9)  + MnanTitau criasmi Mty 3 1 6 Mecela, HapyuieHo SLC2A1 AGcaHCHa ENUIIENICHS ¢ PAHHO HAYAII0, MUOKIOHHYHO-
HEPBHO-IICHXHYHO Pa3BUTHE, CTEPEOTHIIHH ABHKCHIS C aCTaTHYHA CITHIICTICHS, TCHEPATH3UPAHA CIIIIICTICHS,
pbLeTe, ATHITHYHA XATICAPHTMHUS (5 IBTH TO-4eCTa MpH eNMIENTAYHA eHtedaTonarus npu AeQUINT Ha TOKO3eH
MoMIreTa) tpaucrioprep tvn 1 (GLUT1), emuiernicust ¢ mapokens-
MaJTHH, HHIYIHPAHH OT YIPAXKHCHHA JH3KHHE3 NI
CHRNA4 ABTO30MHO-JIOMHHAHTHA HOIIHA ()POHTAJHA SIUJIETICHS » MHAYIHP yip a
SLC25422 PaHHa MHOKIIOHNYHA eHIIE(aNONATHs, MUTPHPAIIT
CHRNB?2 ABTO30MHO-IOMIHHAHTHA HOIIHA (PPOHTAITHA SIIJICTICHS NapUKATHHU TIPHCTBIIH B KbPMauecka Bb3pact
CHRNA2 ABTO30MHO-ZIOMHHAHTHA HOIIHA (DPOHTANHA SIIHICTICIIS SLC3542 Enunentuana enue(anonarus ¢ paHHo Havano
CHRNA7 TOBeHuIHA MMOKJIOHUYHA EIUJICTICUS SNAP25 Enwnentnuna eHLle(baﬂOHaTl/lﬂ C YMCTBEHA U30CTaHAJIOCT
CLCN2 JleTcka 1 10BeHMITHA A0CAHCHA ETHIIETICHS, IOBEHHITHA MH- ST3GALS Emunientuuna exueanonarus ¢ T&XKa yMCTBEHA H30CTa-
OKIIOHIYHA SITHITCTICHS HAJIOCT, XOPE0aTeTo3a, CKOIH03a, JIHLEB AU3MOPOU3BM,
HApyIIeHa TUTMEHTaLUsA
CLTC Enmnentnyna ennedanonaris ¢ yMCTBEHa H30CTAHANOCT
STXBPI Panua nH(aHTHIHA eMUIENTHYHA eHLedanonarus (CUH-
DHDDS Enunentnyna ennedanonarys ¢ yMCTBEHa H30CTaHAIOCT npom Ha Ohtahara, cusgpom Ha West, cHHIpoM Ha
Lennox-Gastaut cunpom Ha Dravet (He SCN1A-cBbp-
EFHC I0BeHRITE MIOKIOHITHA CHATETICHA 3aH), cunzpoM Ha Rett (ne cebp3an ¢ MECP2 u He cBbp-
GABRD TeneriyHa emuencus ¢ GeOPUIHI IbPUOBE MIT0C satt ¢ CDKLS-myrauus). ®okanta enuencus ¢
MHTENEKTyaNeH Ie(HULUT.
ABRA1
G [OBerHa MuOKIOHHAHA CHICTICHA TBCID24 DamiHa nHpAHTHIHA MUOKIOHHYHA SITHIICTICHS,
GABRB?2 Enmnentnyna ennedanonaris ¢ yMCTBeHa H30CTAHANOCT (hoxanHa enunencrs ¢ ACQUUMT B PASBHTHETO, ME/HKa-
MEHTO3HO PE3UCTEHTHA eNMIeNTHYHA eHIe(anonarus,
GABRB3 Enmnericns u aytnssm BrL.curapoM DOORS (mryxora, octeonucTpodus,
MCTBEHA H30CTAHAIOCT, eNUICTITHYHH NPUTIABIH
GABRG2 Jercka aOcancHa enuiericus, [ eHeTHYHA enuerncus ¢ zecm{;{ OMHA FIVXOTA ’ pUnaLIA),
(ebpunan repyose mwiroc (GEFS+), Cunapom Ha Dravet P Y
(SMEI), npoctu dedpuiinu rbpuose
GABBR?2 Enmnentnyna enuedanonars ¢ yMCTBEHa H30CTaHANOCT, 2.C / 6
crmpon Ha Rett . CTtpyKkTypHa/MeTa001uTHA (CUMRmMOMAmMUYRa) € CIUIeI-
CHATa, CBBP3aHa C onpeaeneHu (Gakropu. CTpyKTypHHUTE JIe3UH ce
GNAOI GNAOI-enunentnyna exiedhanonarus i IBUraTeTHI Ha- ’ p ) p ¢ P Py
pymers IpyNHPAT KaTo: CTPYKTYPHH JIC3UH NPU IPUA00UTH 3200 1BaHus HA
HC (uncynTtH, TpaBMH), ¢ TEHETHYHU NIPUYMHH (HAKOH Mandop-
KCNQ2 Bennrnenn dpamumay Heonaranan konsynenn (KCNQ2- 1L (nscyarra, Tp ) 6 P ( 6 dop
BFNE), HeoHATalHH eMenTHuHH ertehatonarin MalluH Ha KOPOBOTO Pa3BHUTHE, TYOEpO3Ha CKIIEp03a) M METabOIUTHI
(KCNQ2-NEE) HPUYKHY (HAIIp. CIUICTICHH [IPH JIEBKOAUCTPODHH, TIPOTPECUBHUTE
KCNO3 DCRMIHERY GaMWIHK ReoHaTaHH KoHByncHH (BENE), MUOKJIOHUYHH CNUJICTICHH NPH 3a00JIsBaHUs, CBbP3aHH C HATPYII-
Oennrnena pamuina undantiina enmencus (BFIE), BaHE B JIM3030MUTE, U APYTH METa0OIUTHA AeEKTH):
Bb3MoxkeH KCNQ3-cBbp3aH HHTENEKTyaNeH Je(HLUT. Enunencun c¢bc cummTomMaTHdHa WIH ,,CTPYKTypHa/MeTabo-
2 .
KCNMAI [eHepaM3Mpana eMuIIeTICHs ¢ NAPOKCH3MAHH H3KHHE- matHa” ernonorus (ILAE, 2010 r.):
3UH * XHIoKkammanaHa cKieposa
KCNTI Emuencus ¢ MUrpupaiti (OKaniHi IPACTBIH B KbpMa- * Tymopu — rimomu, DNET, ranrinorinoMu, 01MroAeHapo-
gecka Bb3pact (EIMFES), aBro30MHO-TOMHHAHTHA HOIIIHA TIIMOMU
(porranto-snosa emuencrs (ADNFLE) * Mandopmaiuu Ha KOPOBOTO Pa3BUTHE:
LGI1 ABT030MHO-JIOMIUHAHTHA (DOKAIIHA CTTHIICTICHS ChC CITY- — ®okanHu KOPOBHU TUCIIA3UU
XOBU XaJIIOLMHAIH — XemumeraneHuepanus
NTRK?2 TemropanHosI0Ba €MIITETICHS, SIIIENTHYHA eHIle(aio- — Mangopmanyuu Ha KOPOBOTO Pa3BUTHE C HEBYCH
MaThs ¢ yMCTBCHA H30CTAHANOCT — Muzenuedanus, muceHiehanus, XoIonpo3eHuehanus
NUSI Enunentnyna enuedanonaris ¢ yMCTBEHa H30CTaHANOCT — KopoBu nucnnasun
PCDHI19 Enunerncus npu skeHu ¢ yMCTBEHO H30CTaBaHe — XeTepoTonuu
— XamapTomMu
PRRT2 Enunercus, pamuiHa XeMUIUIErHYHA METPEHA, TTAPOKCU3- « M03bUHO-CBI0BH Man(opMaLiu
MaJTHa JIM3KHHE3UsA
— KaBepHO3HM aHTMOMHM, apTepHO-BEHO3HH MalihopMaIuu
RABIIA Emmnentidna eHneasonaTss ¢ yMCTBeHa H30CTaHATIOCT (AVM)
SCN1A Tenernyna emmencus ¢ (peGPHIIHN MbPUOBE ILTIOC — Cunzpom Ha Sturge-Weber
(GEFS+), cnnpom na Dravet (SMEI), dammnna xemun- * XUIOKCHYHO-UCXEMUYHY (JIOKATHN HHBAPKTH, NUDy3HH XU-
nernyna murpena (FHM3)
[IOKCUYHO-UCXEMUYHHU YBPEIH, IEPUBEHTPUKYIIHA JIEBKOMAJIa-
SCNIB l'enernyna enuerncus ¢ (beﬁpI/IJ'IHH T'bpPYOBE IITHOC LII/IH), MO3bYHH KPBBOU3JIMBH, BEHO3HU TpOM603H

(GEFS+), TemnopanHosI0Ba eMIIeTCust

* TpaBmMu
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* Bpoznenu
— Tybepo3Hna ckiepo3a
— IIporpecuBHH MUOKIIOHMYHH ENUJICTICHH
— MeTabomuTHE CUHAPOMHU
— Kananonaruu
— MuToXoHApHaIHI O0IEeCTH
— Xpomo3oMHH abeparun

3. UmynHa — npu uMyHOMequupanu Bb3nanenus Ha [ITHC —
BACKYIIUTH, aBTOUMYHHH eHIlehaanTH, BKJI. eHiedanut Ha Rasmus-
sen.

4. Undexunozna — npu undpeximu Ha [[HC — MmeHunruTH, eH-
nedamuth, adcecH.

5. C Hen3BecTHA MPUYUHA (KPUNMO2EHHA) € CTINIICTICUATA C
HEHM3sCHEHA [IPUYKHA, TIPH KOSTO € Bb3MOXKEH M TCHETHYCH Je(eKT,
KOITO Bce ollle HE € JJoKa3aH. Enunencuure ¢ reHeTH4Ha U HEU3-
BECTHA €THOJIOIUS ChCTaBisBar okono 60%, a Te3n CbC CTPyK-
TypHa/MeTabonutHa — okoio 40%.

IIpencron mpueMaHe ¥ Ha JPyrd BUJOBE H3BECTHA ETHOJIOTHUSL.
B ciywawure, korato cTpyKTypHaTa €THOJIOIHS € TEHETHYHO 00y CII0-
BEHA, MOTaT Jia Ce M3MO0JI3BAT U IBaTa TEPMUHA — CTPYKTYpHA H I'e-
HeTH4Ha (Hanpumep komiuieke TyGepo3Ha ckieposa).

MMarorene3a. Hapyuien e 6anancsT Mexy Bb30OYJHUTE H 11O~
THCKAIIH NPOLECH B HEBPOHHH IIOIYJIALHH C HapyIIeH! (yHKIHUH.
EnunenTHYHUTEe MPUCTHIN HACTBIIBAT HOPA/IH CBPbXMEPHA U CHH-
XPOHHA HEBPOHHA aKTUBHOCT, KOSITO CE PA3IPOCTPAHsBA B HEBPOHHU
MpEKH, 00XBaIla Pa3IMYHN YIacThLM OT MO3bYHATA KOpPA W/UIH
HOIEKAIIUTE CTPYKTYPH M OLPEJEis XapaKTepHCTHKATa Ha IPHU-
CTBIIUTE.

IV. KNACU®OUKAILINUA HA ENNAJIEIICUUTE

[pe3 2010 1. ca mpemnoxenu or ILAE kopexunu B TepMu-
HOJIOTHATA, KIACH(DUKALUATA U KOHICILUUTE 32 CHHICITHYHUTE
HPUCTBIIN ¥ CHHJIPOMH, 00YCJIOBEHHU OT Pa3BUTUETO HA HEBPOU300-
PpassBaILUTE TEXHOIOIMH, (PyHIaMEHTAIHUTE U3CIICBAHUS 32 MeXa-
HU3MHUTE Ha eNWJICNTOreHe3aTa M MOJEKYIsIpHaTa TCHETHKa.
KoHuernuusaTa 3a reHepaniu3upatu 1 HOKaIHU IPUCTHIN HE CE TIPH-
J1ara KbM ,,eleKTPO-KIMHUYHUTE CUHIPOMH, 3a KOUTO € TpeAcTa-
BeHa NOApoOHA Kiacu(uKALMA MO BB3PAaCTOBUTE MEPUOIH Ha
BB3HHUKBAHE.

Knacupunkanuu Ha enuiiencuuTre cnopesn:

1. EBomronusi. Criopen kinacudukanusara ot 2010 r. enmnen-
CHHTE Ce Pa3elIaT Ha:

— CaMOOTpaHNYABAIIH e (HaIp. HAMOATHIHN (POKAIHHU ICTCKN
eIencuy Kato PomannoBa 1 GEHUTHEHN OKIUITUTATHY SMHJICTICHH,
nercka abcancHa enmenicus B 75-80%). Ipu TX uMa croHTaHHA
peMHCHs B ONpeJieieHa 04aKBaHa Bb3pacT. HaMa KOTHUTHBHU | 110-
BEJICHUECKH Pa3CTPOIicTBa, BKJ. 110 BpeMe Ha akTHBHaTa (asa Ha
MPUCTBIIUTE.

— MEJAMKAMEHTO3HO KOHTPOJIMPAHH (HAIp. IOBEHUIHA MUOKJIO-
HYC CTTHJICTICHS ),

— MEIMKaMEHTO3HO — PE3UCTEHTHH (Hamp. cuHIpoM Ha Dravet,
West, Lennox-Gastaut), kouto ce aedunupar upes: 1. Konmuecrsena
OLICHKA Ha IPUCTBIIHATA YECTOTA U TEKECT (YBPEACHO Ch3HAHUE,
KOHTY3HH, IbJIra nocTukraina qucynkuus) 2. HeeexrusHoct ot
nedenne ¢ AEM, afekBaTHY 32 TUIIA TIPUCTBIIN U B a1€KBAaTHHU JI03H.
Cropen nocnenara aedunuims, npemiokera ot ILAE,2009 . ,,me-
JIMKaMEHTO3HO-PE3UCTEHTHH Ca MALMEHTHTE, IPH KOUTO € HAIIMLE
HeycIex Ha aeKBaTHO IPUIIOKEHH, OIXOAAMO n30panu u 1oope
norocumu 2 AEM, B MOHOTepanust Witk B KOMOMHAINSA, 3 OCTH-
raHe Ha MPOABIDKUTENHA CBOOOa OT MPUCTHIN (32 mepuop ot 1 ro-
JMHA WM 3 OBTH IIO-JIBJIT0 OT HAW-IBJITUS MEXIYNPHCTBICH
NepHoA TIpej mocienHata roauHa)”. AnexateH onut ¢ AEM
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O3Ha4yaBa MPUIIOKEHUE HA JIEKApCTBOTO B MOAXOMAINA 7103a M 3a
JIOCTaThYHO IIPONBKUTEICH Nepuoy oT BpeMe. Ilpu Menukamen-
TO3HO-PE3UCTEHTHHUTE MALMEHTHU CA HAJIUIIE 3HAUUTEIHU HEraTHBHU
e)eKTH Ha eNUICNTUYHUTE IPUCTBIN BbPXY Ka4€CTBOTO HA JKHBOT.
[Tpu ycranoBeHa MeIMKaMEHTO3HA PE3UCTEHTHOCT CE HaJlara Ipu-
JI0OXKEHHE Ha pal[OHaIHa IOJUTepanus ¢ mosede ot asa AEM, a npu
HEyCIIeX OT JICYEHUETO U TPU UHAMKALMK ciIeBa 1a ObJaT 00ChkK-
JIaHU ¥ Bb3MOXKHOCTHUTE 32 XUPYPTUYHO JIEUEHHE.

2. EneKkTpo-KJIMHUYHU CHHAPOMH CIIOPE]] B3PACTTa [IPH Ha-
4aJI0To:

Heonaranen nepuon

* bennruenn neonaranuu gamuaau npuctein (BENS)

* Panna muokinonnyna enuedaionarus (EME)

 Cunapom Ha Ohtahara

Panna gercka Bb3pact

* Murpupaliy napipagHi MPUCTHIN B KbpMadecka Bb3pacT

Cungpom Ha West

* MUOKJIOHHYHH eMUIencuy B KbpMauecka Bb3pact (MEI)

* benuraenn HHQAHTUIHY IPUCTBIN

* Cuanpom Ha Dravet (SMEI)

* MuokinoHHYHH eHIe(haIonaTi mpu Hemporpecupan 3abo-
JABAHUA

Jlercka BB3pacT

» OebpuaN rHpUoBe MLTIOC (FS)

* beHWrHeHa OKIMITUTAIHA eMuIencus ¢ paHHo Hayano (CuH-
npoM Ha Panayotopulos)

* beHnrueHa OKIMIUTAIHA €MMICTICUS C KbCHO Ha4ano (THII
Gastaut)

* bennrnena enmencus ¢ nenrporemnopanau octpus (BECTS,
Ponanyosa)

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

* Jlercka abcaHCHa €MUJICTICUS

* Enmnienicust ¢ MUOKIIOHMYHO-aTOHMYHU NpucTbiu (Muokio-
HUYHO-AaCTaTUYHA SITMIICTICHS)

* Enunerncus ¢ MUOKJIOHHYHH a0CaHCH

» Cunzpom Ha Lennox-Gastaut

* Enunentiyna eHnedanonarys ¢ NpoibKUTEIHN KOMIUIEKCH
ocTpue-0aBHa BhJIHA 110 BpeMe Ha ¢hbH (CSWS), BKITIOunTETHO
cuapoM Ha Landau-Kleffner (LKS)

IOnoumecka Bb3pacT M Bb3pacTHH

* lOBenmIHa abcaHCHA enUIIenCHs

* FOBeHMIIHa MUOKJIOHUYHA CITUIICTICHS

* Enusiencus ¢ reHepain3upaHd TOHUYHO-KJIOHHYHH MpHIIa-
IBLH

* [IporpecuBHE MHOKIOHUYHH €HUIICTICHI

* ABTO30MHO-/IOMHHAHTHA MTAPIMAJIHA SITHIICTICUS ChC CITyXOBH
nposisu (ADPEAF)

* pyru paMuIHH TEMITOPATHOASIIOBU SIHIICTICUH

IMo-HecneuudpuyHO BH3PACTOBO CBHP3aHU

» GammnHa QokamHa emmienicus C BapHAOWIHH  (OKYCH
(meTcTBO / BB3pACTHH)

* Pedexcuu enunencuu

Pazinynn

* Me3uaiiHa TeMIIOPATHOSAIOBA ENUIICIICHS ¢ XHIOKaMIIalHa
cKiepo3a

» Cunzpom Ha Rasmussen

* [eracTHYHM PUCTHITN NIPU XUIIOKAMITAITHI XaMapTOMH

ChbCTOSIHHSA € eNHJIeNTHYHH MPHCTBIIM, KOUTO He ce auar-

HOCTHIMPAT KATO eMHJIeNCHS.
* benurnenn neonaranuu npuctsnu (BNS)
» ®edpunau repuose (FS)
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3. Criopen Bua NpPHCTHIM — (OKAITHA, TCHEPAIU3UpaHa U re-
Hepasu3upana u GokanHa enuiencus. Knacuduxanusra Ha ernern-
TUYHUTE IPUCTHIU U enuiencuute oT 2010 I. OTXBBPIIS MOHATHSATA
“dokanHa ¥ reHepaM3MpaHa eNuIeNChs”’, HO OBEYETO MAlUEeHTH
Haj 12 T. BB3pacT HAMAT €IeKTPO-KINHUYCH CHHPOM, BCHITHOCT
TOBA Ca MAHEHTUTE C “TIapIlUaIHa eMWICHCHS CIIOPe] MPEANIITHATA
kinacudukaiys. C pesususta ot 2014 1. ce nmpu3HABAT TEPMUHUTE
“dokanHa ¥ reHepanM3MpaHa enwiencus” Karo Jo0po onucaHue B
CIIyJanTe, KOraTo He MOYKe J1a Ce ONPe/IeNN eIeKTPpO-KIMHUICH CHH-
apom. [Tpe3 2016 r. e nobGaBeHa Kato BUA U ,,reHepaIn3upana u Gpo-
KaJlHa emuierncus” 3a ciydaute ¢ (GOKanHU U TeHepalH3upaHu
HPUCTBIIN, KAKTO ¥ HEM3BECTHA — [IPU HEBB3MOXKHOCT 32 ONPE/ICIIsHE
Ha BHJIA IPHCTBIIH.

4. Cnopen eruosiorusta — sk Pasznen III. ETnonorus

5. OCHOBHHY eNUJIENICHH H eITHJIeNITHYHA CHHAPOMH. Ernnnten-
CHUTE/CNMICITUYHATE CHHAPOMHU ca 3a00JIIBaHUs C CAHOTUIIHU
KJIMHAYHY U3SIBH U ¢ 001Ia TaTOTeHe3a, IPOTrHO3a ¥ OTTOBOP Ha Jie-
yeHue. XapakTepu3upar ce CIopes THHA Ha CNUICITUIHUTE MPH-
CTBIIM, Bb3PACTOBOTO HAYaJO, PAa3BUTHETO, HEBPOJIOTHYEH CTATYC,
IPEAN3BUKBAIIN (AKTOPH, ETHOJIOTHS, TEXKECT, (aMUIHOCT, B3au-
MOBpB3Ka cbe cbHS, EEI" 11 mporHo3a xaro: ¢okannu (apuyanin),
TeHEepaIM3UpaHt, pe(IeKCHH SITHIICTICUH, STHJICIITUYHH eHuedao-
[IATHH U ChCTOSIHUSA, KOMTO HE HAJlaraT MarHosara ermuiericHs.

1. ®oxannu (MAPUHATHHA) eNUJICTICHH

PoaangoBa enuniiencusi (GeHUrHeHa jgeTcka (GokajaHa enu-
JIeTcHsl ¢ HeHTpoTeMnopaann octpusi, BECTS)

* Hagamo 3-15 1.

* Yecrora — 10-11/100 000 HaceneHue

» KiIMHNYHA XapaKTepUCTHKA: TapLUHaIHK IPUCTBIH ChC “Cuil-
BHEBa” JIOKaJIM3alMs, 3acsraiy June, opopapuHKe, pbKa
(crimpaHe Ha TOBOpPA, KIIOHMYHN MOTPENBAHMUS, ITAPECTE3UH,
MOBHILEHO CIIFOHOOTAENSAHE); BTOpHUHO-TeHepanu3upanu To-
HuuHO KionnuHy npunaabi (BI'TKIT); Hopmasen neposio-
T'UYCH CTAaTyC M MHTEJICKT.

* EEI" — exHOCTpaHHM WM IBYCTPAaHHH (OKATHH IIEHTPO-TEM-
MOpAJIHU OCTPHS, YBEIUUYABAIIH CE TI0 BPEME HA ChHH.

¢ Jleuenue: J1o0bp TepanestudeH koutpon — CBZ, OxCBZ,
VPA, LEV, LCM, LTG, BRY, CLZ, ESL.

* [Ipornosa — fo6pa.

leneTnyHu (MIMONATHYHM) OKUUIHUTAJIHU eNUJIENCHH.
Hauasno — 1-14 . HopmaseH HeBposoruyeH craryc 1 MHTenekT. Enu-
JICITHYHUTE HPUCTHIIN Ca BEP3UBHH, OKYJIO-KIOHHUYHH, XEMUKIIO-
anuHy, ['TKII u xommiekcan mapuuanuu. Pasrpanudenu ca nsa
OT/ICJIHU BB3PACTOBO 00YCIIOBEHH CHHIPOMA - IETCKA CIUICIICHS C
OKIUIUTAIHY APOKCU3MU M PaHHO Hauajlo (cuHApoM Ha Panayot-
opulos) u ¢ kbcHO Hadasno Tun Gastaut.

Jlemcka enunencus ¢ OKWURUMANHU RAPOKCUMU U PAHHO HA-
yano (cunapom Ha Panayotopulos).

e Hayano-3-6r1.

* Yecrora: 6% ot menata 10 13 T ¢ eAMHNYHY IPUCTHITN IIABHO
1o Bpeme Ha cbH. [Ipu okomo 50% oT marueHTuTe ce ycTaHo-
BSIBAT OKLUNUTANHK apokcu3mu B EET.
KiinHnuHa xapakrepuctuka: Penku enuientuyHy npucThIy,
[JIaBHO TI0 BpeMe Ha ChH (66%), mpoabiskuTenHocT 5-10 MuH.
10 aBToHOMeH cTatyc (40%), cp3nanue — yBpezneHo 10 80-90%
B X0/1a Ha npunajpKa. [IpucTbiure ca ¢ aJBep3UBHO HAYaJIO
(80%), aBTOHOMHH IPOSIBU — IIOBPBIIAHE MM CaMO KalllJISHE,
MO3WBH 3a TOBpbIIaHe (66%), 3auepBsiBaHe/mpeOleTHIBAHE,
WHKOHTHHEHIIMS, MU/IPHA3a, KOHBYJICHH, XeMUKOHBYJICHH UK
['TKII. Bb3MOKeH € UKTaleH CUHKOI. 3PUTETHU XaloluHa-
n (1o 7%).
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» EEI": ntepukranna — GyHKINOHATHE MYATH()OKAIHA KOM-
iekcu ocTpue-6aBHa BbiaHA (90%); OKIMITNTAIHK MapoOK-
CH3MH WM ocTpusi, kouto uszuesBar kbM 13 1. (75%),
eKCTPAOKLMIUTAIHY ocTpus, HopmanHa EET, renepanusupanu
paspsiau. Mkranna EEI — Haif-uecto puTMudHa OaBHOBBIIHOBA
AKTHBHOCT.

* Jleuenue: CBZ, OxCBZ, VPA, LCM, BRYV, ESL

* [Ipornosa — no6pa.

Jemcka enunencus ¢ OKYunRUMAIHU RAPOKCUZMU U KHCHO

nauano - mun Gastaut

* Hauano cneg 8 .

» KinmHM4Ha XapaKkTepucTHKa: YeCTH NapLuaIHy PUCTHIH B

OyZIHO CHCTOSHME, MPOTHYANIHM CHC: 3PUTEIHH CHMIITOMU —

eJIEMEHTapHU 3PUTENIHU XaIIOLUHALMU (CTEPEOTUIIHH LIBe-

ToBe, Kpbrose) 5-10 s 10 1-2 MUHYTH, 3pUTEITHH UIIO3HHU (MUK-

porcus, Metomopdorncus), Xxamouunanuu (10%) u crenora.

Hespurennyu cumntomu — aaBep3us Ha MOTIEAA, BE3MOKHO U

Ha rimasata (25%), CHHAPOMH OT Tpomaranusi Ha Bb30yaaTa

(TO-psIKO) — XeMUKIOHUYHH (43%), KOMIIIEKCHH MapLHaIHy

npuctbiu (14%), I'TKII (13%). I[Toctukranno raBobonme —

IH(y3HO, CHITHO, TTOHSIKOTA HEPA3IMINMO OT MUTPEHHOTO, a

npu 10% — rajgeHe u NoBpbIIAHE.

EEI": Untepukranna EEI" — okuUnuTaiHu NapoKCU3Mu Mpu

3arBapsHe Ha ounte (30). Mkranna EEI" — Obp3u oxkmumu-

TaJTHU OCTPHS, C TIPOTPECHBHO 3a0aBSHE U BUCOK BOJITaXK.

Jleuenue: CBZ, OxCBZ, VPA, LCM, BRYV, ESL.

[Mpornosa: otHocHTENHO 100pa, pemucuu ciex 2-4 T. mpu 60%

OT MAUCHTHUTEC.

CumnroMaTHuHu (GoOKaTHH enuiencu (TeMMOpPaJIHOAS-
J10Ba, PPOHTAIHOISAIOBA, NAPHETATHOASIIOBA, OKIUIHTAIHO-
J51710BQ)

Temnopannooanosa enunencus

» Hauano B nercka Bb3pacr.

¢ OcuoBuu npraunrca tymopu (DNET, ranrmorinomu), eHiie-
(anuth, Me3noTEMIIOpaIHa CKIEPO3a, JUCIUIA3UN U TPABMHU.
busar menmanan (Me3uanHu) enuiaencun npu 75% (mpu xu-
MOKaMIaJHa CKJIEPO3a MIIM Apyra €TUOJIOTHS, YCTAaHOBEHAC
MPT) u narepannu (HeokopTHKaIHK) Ipu 25%. Yecra e aHaM-
He3aTa 3a (peOpIITHY THPUOBE.

Knnnmana xapakrepuctrka: OCHOBHUTE THITOBE IIPHCTBITH ca

MPOCTH ¥ KOMIUICKCHU TIapIUaIHK ¢ Wi 6e3 BTOpUYHA re-
Hepanu3alus 1 (3HaYNTeIHa) TOCTUKTAIHA 00bpkaHocT. [Tpu
Me3HalHa JOKaJIN3aIMs] UMa eMUracTpaHi yCellaHus, aBTo-
HOMHa AUCYHKIHS, ICHXOCEH30pHH ycemanus (deja vu, ja-
mais vu), MUDHCHH M BKYCOBH XaJIIOLMHAIWH, 3PUTEIHU
(eHomenu, ABUTaTeIHI 0podalHaIHi aBTOMATH3MH, BOKaJIU-
3auuu. [1pu narepanHa (HEOKOPTUKAIIHA) JIOKAIH3ALHACE H3-
sSBsIBA CEH30pHA apasus, MOBPBIIAHE U CIYXOBH CHMIITOMH.
Haunwuie e TepareBTHYHA PE3HCTEHTHOCT.

[1pu Me3noTeMnopaiHa CKIepo3a WK JApyra Je3HOHHA €THONO-

T'Hst ce 00CHXK/Ia M ONEPaTHBHO JICUCHHUE.

Dponmannooanosu enunencuu

» Kninnnyna xapakrepucrtuka: [Ipuctbnure ca mpocTu, KOM-
mwiekcHu napuuanau u BI'TKII, miaBHO mo Bpeme Ha ChH.
@poHTANHNTE MPUCTBIN Ca KPATKH ¢ MUHUMAIITHA TOCTHKTAI-
Ha 00bpKaHOCT, ¢ Obp3a BTOPUYHA TEHEPAIH3AllHs, H3pa3eHa
MOTOpHa MaHU(ecTalus (TOHMYHA, HOCTYpaIHa), MUMHYECKH
ABTOMATH3MH, YECTO MajJiaHe pu JBYCTpaHHH paspsau. [Ipu-
CTBIIUTE OT MOTOPHAaTa KOpa ca MPOCTH (OKAIHU MOTOPHH B
e[lHA YacT Ha TAIOTO C TOCieBalla UpaIualis, MHOKIO-
HUYHY, epilepsia partialis continua n HOCTUKTAIHK MTApe3U Ha
Todd. [Tpucrenure OT JOMBIHUTEIHATA MOTOPHA KOpa Ca XHU-
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MEPMOTOPHH, ACHMETPHYHH JBHKCHHUS B KpallHUIUTE, Ta3a,
paMeHeTe, aJiBep31s Ha [llaBaTa, Iorie/ia, BOKaIU3allus, CIIH-
paHe Ha peyra ¥ pUTMUYHH CTEPEOTHUIINU Ha KpaHHULIUTE.

Tlapuemannooanogume enunencuu ca ¢ IPOCTH NaPLUATHU
ceTUBHH (C 00JKa, MapecTe3ny) WiN MOTOPHH MPUCTHIN ChC WIN
0e3 BTOpHYHA TeHEpaIN3allis, UKTAJIHU U TIOCTUKTAIHH [1ape3u Ha
Todd.

OKyunumanno0AI06UmMe enuiencuy ce NPUIUHABAT OT KO-
POBH JUCILIa3KH, ChJIOBH Man(OopMaliu, XUITOKCHYHO-ICXEMUYHA
eHuedanonaTus, TyMOPHU U LbOJIHAKHS.

» Knmnnuyna xapakrepuctuka: [Ipuctbnure ca mpocTtu napiyai-

HHU CbC 3PUTEITHN CUMITOMH (BB30Y/IHH, PSAIKO XaJIFOLMHALIH,
uKTaiHa crenora, xemuanorncus), Bl TKII, korTpanarepanna
aJIBep3Ks Ha TI0TVIE/Ia U HUCTAr'bM, IPUMUTBAHE, UKTAIHO WIIH
HOCTHKTAJHO [IIaBoOOIHE.

o Jleuenue na cumnomamuunume oxannu enunencuu: VPA,
CBZ, OxCBZ, LTG, LEV, TPM, LCM, BRYV, ESL u xupyp-
T'UYHO JICYCHUE

Ennedanur na Rasmussen

» Hagano — 14 mec.-14 1.

* ETHosNIOrHS M MaTOreHe3a — MMYHOMEIMMPAHa eUICITHYHA
eHuedanonarus (Hannuue Ha antutena kbM GluR3 cybenu-
HHI[aTa Ha TiyTamatHute peuentopy, antu GluRe2 u antn —
Munk18-11 npu HSKOM MaLMEHTH).

* XHUCTOMATONOTUSI — TIIMATHN HOJYJIH, TIEPUBACKYIAPHH JIHM-
(bounHu uHGUITPATH.

* MenrkaMeHTO3HO-pe3UCTeHTHH (DOKATHH PUCTDIIN, epilepsia
partialis continua (60%), mporpecupaiia XxemMunapesa;

* [Iporpecupani HHTENEKTyalIeH AeQUIHT.

* KT u MPT — nporpecupaliia Mo3b4Ha XeMHaTPODHs.

* EEI" — nonumopdHa 1enta akTMBHOCT, H34e3BaHe HAa HOPMaJl-
HaTa OCHOBHA aKTHBHOCT, YECTH eNHICNTU(GOPMEHH pa3psiiu,
KOHTO ca JJOMHHHPAIIO €THOCTPAHHH U MOTar jia ObJ1aT epuo-
JIMYHH.

¢ Jleuenne: AEM, i.v. IgG u mia3madepesa ¢ BpeMEHEH yCriex.
XUpyprudHoTo seueHue (GyHKIMOHAIHA XeMUC(HEPEKTOMNUS)
¢ MeTo1 Ha u300p.

XeMuKoHBY./ICHsSI-XeMuUILIerus-enuiencus cuaapom (HHE)

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

» Hagano mexay 5 mecena u 4 1. (91%).

 Knunuka: [ craguit — HH cunapom (XeMHUKOHBYIICHS-XEMHII-
nerust). Il craguit — HHE (XeMHKOHBYJICHS-XEMUILIETHSI-€ITH-
nerncusi) cuaapom mpu 80% crnen HH.

* Jlnarnosa: nukBopHO u3cnensane, KT, MPT (otouna xemmc-
(epa ¢ mocneBaiia XeMuaTpodusi).

* Jleuenne Ha emwtentuynus craryc u VPA, CBZ, OxCBZ,
LTG, LEV, TPM, LCM, BRYV, ESL u xupyprudso neyeHue.

* [IporHosa: xemunapesa, adasusi, MEANKAMEHTO3HO-PE3UCTCHT-
Ha MapluajIHa enuIeTChs.

2. leHeTHYHH (MAUONATHYHH) eNMHJIETICHH

Jlercka abcaHcHa emuiencust

* [eHeTHuHa IpeUCIIO3NIHS (MyITH(HAKTOPHA).

» Hagamo mexay 3 10T

* KiimHMYHA XapaKTepUCTHKA: TUITMYHU a0CaHCH, Haii-4ecTo ¢
MHOKJIOHMH HA KJIEaYUTe, MHOTOKPATHHU JHEBHO. AGcaHcuTe
4eCTO Ce aKTHBHpAT NPH (HOTOCTUMYIALUS U XUIICPBCHTHIIA-
must. Han 50% mipe3 ronomectBoto nomyvasar u [ TKII.

» EET" — uKTanHO reHepalu3upaly JByCTPAaHHO CUHXPOHHH I1a-
POKCH3MH OT CUMETPUYHU KOMILIEKCH OCTpHe-OaBHA BbJIHA C
gecroTa ot 2 10 4 Hz. HopmanHa ocHOBHa aKTHBHOCT.

e Jleuenue — VPA, ESM, LTG, CLZ. Bp3M0XHO € BIOLIaBaHe
ot CBZ, GBP, OxCBZ, PHT, TGB u VGB, nopanu koeto He
Tpsi0Ba J1a ce mpuiarar.

* [Ipornosa — no6pa, nzuessar okoio 20 1. C HebOnaronpusTHa
MPOTHO32 € HayanoTo nox 4 T. v Hax 9 ., korato numa u [ TKIT
(20%-60%).

IOBennina abcaHcHa enuiencus

* [eHeTHYHA TTPEUCTIO3NIIHSL.

* Hayauno oxono myOepreTa, IoHOLIECKa Bb3pacT.

* Kinuununa xapakrepuctuka: AOcaHcu, KOUTO ca MO-PEeIKU B
CpaBHEHHME ¢ nerckara abcaHcHa enuierncus. Oxono 80% mo-
ayqasar 1 I TKII nmm I'TKIT npenmectsar nosisara Ha abcaH-
CHTE.

* EEI" — renepann3upaHu KOMIUIEKCH OCTpHsi-OaBHA BBIIHA.

¢ Jleuenue — VPA, ESM, LTG, CLZ. Bb3M0XHO € BJIOIIaBaHE
or CBZ, GBP, OxCBZ, PHT, TGB u VGB, nopanu koeto He
Tpsi0Ba J1a ce mpuiarar.

* [Iporno3a: J1o0bp koHTpOI ¢ sedeHne. Moxe J1a IpeMuHe B
I0BEHNIIHA MHOKJIOHMYHA EMHIICTICHS.

FOBeHH/IHA MHOKJIOHUYHA eNuJencus — Hali-uecTara IBp-

BUYHO-TeHepaiu3upana emwierncus (3adosisemoct 1-3/1000).

» ®amuHoCT 1pu 0koi1o 40%. ABTO30MHO-PELIECUBHO, aBTO-
30MHO JIOMUHAHTHO TIpeaBaHe.
* Hayano mexxny 8 u 18 1., Haif-uecto okomo 15 .
* KiluHn4Ha XapakTepucTuka: MHUOKIOHUYHHM TNPHUCTBIIN,
I'TKII, xnonnyny, abcaHcH, Haii-4eCcTo paHO CyTPHH, CJIell ChbH
nn HomeM. Enmnentiyen abcancen craryc. IIpoBokupamu
(bakTopu — chbHHA JieTipUBaLys, (HOTOUYBCTBUTEIHOCT, aIKO-
XOlL.
EET": renepau3upanu 1apokCH3MHU ocTpre-0aBHa BbJIHA U T10-
nucnaiik-6aBHa BeiHA 4-6 Hz mpu HopMaiiHa OCHOBHA aKTHB-
Hoct, a 50% - u pokanHa aOHOPMHOCT WIIM ACUMETPHSL.
Judepennnanta quarHo3a: MUOKJIOHUYHO-aCTaTHYHATA SITH-
JIeICHS € C I10-PaHHO Hadaso. [IporpecuBHU MHOKIOHHYHU
STIMJICTICHH C PA3TINYHU IPUUMHH — IIPU OO0JIECTH C HATPYTIBAHE
B JIN3030MHTE (Hail-4uecTo 1eponuIMno(yCHUUHO3H), TIPH MH-
TOXOHApUanHu Oonectu, npu Gonectute Ha Lafora u Unver-
richt-Lundborg.
Jleuenne: VPA, Clonazepam, LEV, LTG, TPM, ZNS. Bnoma-
BaHe ¢ Bb3MoxkHO oT VGB, TGB, CBZ, OxCBZ, PHT, GBP,
PGB, nopaau koeto He TpsiOBa J1a ce npuiarar.
IIpornosa — npu cnupane Ha jedeHnero B okoao 90% Hac-
THIIBA PEIU/IVB.

Enuaencus ¢ I'TKII npu cb0y:xnane.

» Hagano — 9-24 1., uecrora — 22-37% or UI'E.

¢ Ocnoges tum npuctsnu ca ['TKII 1o 2 4. cien cx0yxaane, HO
ca Bb3MOJKHU A0CAHCH ¥ MUOKJIOHWYHHU MIPHCTBIIN.

* EEI" — nezopranusupaHa OCHOBHA aKTHBHOCT M FeHEpaIU3u-
PaHH ITAPOKCU3MH OT KOMIUIEKCH OCTpUe-0aBHa BbJIHA.

MHOK/IOHHYHO-aCcTATHYHA enujencust (cuaapoM Ha Doose).

» Hayano mexxay 2 u 5 I. npH Jietia ¢ HopMaJiHo pa3Butue. Psxo
ce ycraHopsiBaT MyTaimu B Na* kaHaimauTe SCN1A, SCN2A
n SCNI1B cybeanannm.

* Knuununa xapakrepuctuka: OCHOBEH THIT IPUCTBIIM Ca MHU-
OKJIOHUYHO-aCTaTHYHUTE, HO Ca Bb3MOXKHHU U a0CaHCH, MHOK-
JIOHMYHH, aTOHUYHY, HEKOHBYJICHBEH abcaHceH craryc, [ TKII,
MHOTO PSIJIKO — TOHUYHHU HPHUCTBHITH.

* EEI" e ¢ HOpMasHa OCHOBHA aKTUBHOCT U Pa3psid OT KOM-
IUIEKCH TIONMCIIaiK-0aBHa BbJIHA.
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¢ Jlupepennnanna quar€osa: beHUrneHa MHOKIIOHWYHA CTH-
Jerncus B paHHa Bb3pacT, cunapoM Ha Dravet (SMEI), xpun-
ToreHeH cuHApoM Ha Lennox-Gastaut (MHOKJIOHHYEH
BAPUAHT), INPOrPECHBHU MUOKJIOHHYHM CNWICHCHH IIPH
MERREF, 6omnectn na Lafora, Unverricht-Lundborg, neBko-
nucrpoduu (mporpecupaty HeBpoJIOruyeH ASGUIMT U mporpe-
cupama arpopus B MPT u KT, ycraHoBen meTabonuTeH
nedeKr), aTunu4HI OEHUTHEHH MapIUaIHK eITHIICTICHH B J1eTC-
Kkara B3pact (Pomanzmosa u tun Panayotopulos) mpu konto ca
BB3MOXKHH JIPOI-aTaky NP aTHIIMYHU a0CaHCH U HEraTHBEH
MHUOKIIOHYC.

¢ Jleuenue: VPA, ESM, oenzoauaszenunu, TPM, LEV, nucku
nosu LTG, 6pomMuin, KOPTHKOCTEPOHIH. XapaKTePHO € BIIO-
masane ot CBZ, VGB, PHT.

* [Ipornosa — nebnaronpusitaa pu 50% nopajy TeparneBTH4HO-
PE3UCTEHTHH NPUCTBIIN, KOTHUTUBEH JAC()UIIUT, IOBEJCHYECKH
OTKJIOHEHUSL.

Ennnencusi ¢ MHOKJIOHMYHHA a0caHCH

* Panxa enmnenicus (0,5-1%) ¢ Hagano mexay 5 mecena - 13 1,
cpeaHo 7 T.

» KilnHM4Ha XapakTepucTuka: MUOKIOHUHU ([epHOpaIHy, Ha
prleTe, pamenere, BKI. acumerpuynu (8-60/s); I'TKII, aro-
HUYHH, abcanceH craryc. [IpoBokupar ce ot XB, poroctimy-
Jauus.

* EEI" e ¢ kparku reHepanu3upanu, GOKAIHU WIX MYITU(O-
KaJIHH KOMILIEKCH OCTpHe-0aBHA BbJIHA WIIM IONHUCTIANK-0aBHA
BBJIHA ¢ yecToTa 3 Hz.

* [Ipornosa: 4ecTo MEANKAMEHTO3HA PE3UCTEHTHOCT, KOTHUTH-
BEH Je(QULIHT, IPEX0J KbM IOBEHIIHA MHOKJIOHUYHA eITHIIeTI-
cHl.

BeHurHeHu HeOHATAJIHH KOHBYJICHH

* Hsxou ciydau ca hammiiHu, ¢ aBTO30MHO-JOMUHAHTHO IPeia-
BaHe.

» Hauano — 2-3 jieH cnes paxaaHeTo.

» Knuanuna xapakrepucrtuka: [lapruuaneH enuienTaueH CHH-
JIPOM — KPaTKH IPUCTBIIH.

* HopmarneH HeBpoJIOrHieH cTaTyc.

* EET — Hecnenuuuna.

* [Ipornosa — fo6pa.

IIporpecuBHU MHOKJIOHHYHH eHJICNICHH

* Pa3nnyna etHonorus — 60JIECTH C HATPYIBAHE B JIN3030MUTE
(Haii-4ecTo HepouUTMNO(YCIHHO3H), MUTOXOHPHAIHU 00-
nectu, bonect Ha Unverricht-Lundborg, 6osect na Lafora.

* Kinauuna xapakrepuctika: MUOKIOHUH, eIUICIITHYHY [IPH-
crbiu. [IporpeciBeH HEBPOIOTHYCH SHUIIUT.

* [Ipornosa — HebnaronpusTHa.

3. PeduiexcHu enmiencumn

[Ipornuar ¢ pedexcHn MPUCTHIN (TEHEPANTU3UPAHH, MUOKIIO-
HUYHY WK (OKATHH), MPeIU3BUKAHU OT crienuuuHu adepeHTHN
CTUMYJIH: 6bHUHY (MUTAIM CBETIIMHH, TAKTHIIHU, YETEHE, XPaHEHE)
1 gvmpewHu (IBWKEHNS, MUCIICHE, My3HKa, CMATaHEe, B3UMaHe Ha
pemenwne). Haif-uectn ca oTOreHHO-POBOKUPAHUTE TPHUCTHIIH.

1. T'eneTuyHa (MaAMONATHYHA) (POTOCEH3UTHBHA OKLMIIM-
TAJIHA eMUJIeNCHsI U IPYTH 3PUTETHO-HHAYIMPAHN eNUIeNCHH.
[1pn nrTepmurentHa poroctumynanus (MPC) wmm npu apyra cBet-
JIMHHA CTUMYJalus (BUACO-UIPH, CAMOUHAYKIHUS IIPU MUTAHE WIH
JBIDKEHUS NPEJl OYHTE) ce reHepupa (poTONapOKCH3MalIeH OTTOBOP
(PIIO) — poxanHM WM reHepaaTu3upaHy CIANK/ToInCIaiK-0aBHa
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BBJIHA [TAPOKCH3MHU. DOTOrEHHO MPOBOKUPAHH HPUCTBIIN UMAT 000
5 10 10% ot 6omauTe ¢ enmencus, 10 18 r. Ot marmentute ¢ PI1O
yucma ¢pomocenna enunencus (caMmo (HOTOTEHHO MPEITU3BUKAHU
HpUCTBIM) UMar 42%, CIOHTAHHU U (POTOTCHHO MHAYLHUPAHU —
40%, camo criontanHu npucThiu — 18%). OT eeneparuzupanume
enunencuu ¢ uzagen @10 ca nerckute abCaHCHU, IOBEHUIIHATA a0-
CaHCHA, IOBCHHJIHATA MUOKJIOHHYHA CITHJICTICHS U CIUIICHICHATA C
I'TKII npu cr0yxaaHe, SMHICIICHS ¢ MUOKIIOHUH Ha KJIEMauuTe U
abcancu (cuaapoM Ha Jeavons) u SMEIL

l'eneTnuna (uaMonaTn4Ha) GOTOCEH3UTHBHA OKIUIIUTAIHA
eMHJIeNCHsI € Bb3PACTOBO-3aBUCHM CHHJPOM TIPH Jielia C OKIHMITH-
TaJHA CMUJICTITOTCHHOCT MPY MUTAIIN CBETIMHU — BHACOUTPH, TV,
JIICKOTEKa M Jiella ¢ MAMONaTHYHA NapluaiHa Wi FeHepaIn3upana
CIMJICTICHUSL C OKLIUIIUTAIHYI HPUCTBIIU.

Knunuxa — OKIMMATAITHA TPUCTBITH, HHAyIHpamu ce oT OC-
ABTOHOMHM CHMITOMH (MOBPBIIaHE KAKTO Mpu ¢-M Ha Panayotopu-
los), BI'TKII, I'TKII.

EET — Hnumepuxmanna: ®IO npu ®C — oKOMOHUTAIHA WIA
reHepalu3upanu napokcusmu. Mkmanna EEIT — OKUMIUTAIHU
MApPOKCU3MH C TEMIIOPATHA MPOIIArallusl.

2. Startle enutencust — y siea ¢ HeBPOJIOTUYEH U UHTEIIEKTYa-
JeH Ae)UIUT ¥ APYT TUI IPUCTHIN, IPU KOUTO UMA U IPUCTHIIH
npy cTpsickane, Hai-uecto oT cwieH 3ByK. JIJI — Hyperekplexia
(Startle disease).

3. Enuniencusi npu yereHe — u3sBsiBa c€ ¢ MUOKIOHUYHH TIPH-
CTBIIM B OpaJIHaTa, NepPHOpaAlIHA, MAaCEeTepHA MyCKYJ1aTypa HpH ye-
TEHe.

4. Enunentnynu enuedaionaTuu

Cunzapom na West

* Hayano — npe3 mbpBara rofuHa, Haii-uecto Mexay 3 u 5 Me-
cema. Yecrora 2-4/100 000.

Etnonorust — xpunrorenen npu 30%, cuMnTOMaTHdeH mpu
okoio 70% (nereHepaTHBHU, IM3META0OIUTHH PA3CTPOUCTBA,
KOPOBH JIMCIUIA3HH, TyOEpO3Ha CKJIEPO3a, XUIIOKCHYHO-HCXe-
MHYHA CHIIE(AIONAaTHs, MO3bYHN KPbBOU3IUBH, HH(EKIIIH,
TPaBMH H T.H.).

VBpeneHo HEPBHO-NICUXUYHO pa3BUTHENpU 75% B HAa4aIoTO
(YMCTBEH M HEBPOJIOTHYEH AC(UIIUT).

EnuientuyHd MPUCTBIN — CNUICHTHYHH (MH(AHTHIHN)
Cra3Mu, Hal-4ecto (IEKCHOHHHM, 3acsrall[i akCHaIHaTa MycC-
KyJnarypa.

EET — xuncapurmus, 1e30praHu3ipana, ¢ JByCTPaHHH aCHH-
XPOHHH BUCOKOBOJITAKHH OaBHH BBJIHH, MYITH()OKAIHH CITH-
JENTHYHHU Pa3psad [IABHO B 3aJHUTE MO3BYHH 00JIACTH,
BOJITJKHA JICIPECHS 110 BPEME Ha ChH.

Jleuenne — ACTH, Vigabatrin. Anteprarusuu — VPA, Nitraz-
epam, Topiramate.

IIporuosa — HebmaronpusTHA: BUCOKAa CMBPTHOCT (5%), mpe-
xo1 B cuHpoM Ha Lennox-Gastaut nim (okaiHa enujencus
(25%-65%), xornutuBeH aepuuut (66%), MOTOpeH AeQUINT.
C HopmainHO pasButHe ca camo 15%-30% oT kpumoreH-
HUTE/UIHONIATHYHH CITy4Yau.

Cungpom Ha Lennox-Gastaut (LGS)

* 5-10% OT HETCKHTE eMHIICTICHHL.

* Hauano — Haii-uecto mexny 2 u 7 1. (quarma3zod 1-14 1)

* [Ipu 70% e cumnromaruuer, Hag 50% OT genara cbe ¢-M Ha
West npemunasar B LGS.

* Kputepun 3a Tummanns LGS ca: 1. [Tomumopdun, Tepamnes-
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THYHO PE3UCTCHTHU MPHUCTBIIM — TOHUYHH, AaTOHUYHH, aTH-
nmaHn abcancu (2 ot 3 tumna). Beamorxknu ca u I'TKII, mpoctn
(dokanuu u muokonnynHy npuctenu. 2. EED ¢ renepanu3u-
paHu paspsanu oT OaBHM KOMIUIEKCH OCTpHe-0aBHA BbJHA
(<3 Hz) B OynHocT 1 reHepanu3upann 0bp3u putMu (=10 Hz)
[0 BpeMe Ha ChbH. 3. YBpEIeHH MHTEICKTYalHH (QYHKIHU —
KOTHUTHBHH, IOBEJICHHUE.

JleyeHue. He e Bb3MOXEH IIbJICH KOHTPOJI HA IPUCTBIIUTE.
AEM na mepBu u3bop ca VPA, LTG, TPM, antepHatHBHH —
ESM, LEV, CBZ, PB, Phenytoin (PHT), Clonazepam, Rufina-
mide criopet IpeodIIaiaBaUTe MPUCTHIIN B AAICHUSI MOMEHT;
kypcose ¢ ACTH /xopruxocrepounnu. [Ipu LGS ce npunara n
XUPYPIusl C PE3CKIMS Ha JIC3UH U KAJIO30TOMHUS [IPH YCCTH U
TpaBMaTU3HMpPALIH JPOI-aTaKH.

[TporHosa — HeOMaronpuaTHa: BUCOKa cMbpTHOCT (5%), HHTE-
JexryaneH aeduuut npu 85-95% u nepcucrupase Ha npua-
nerute npu 78%pm0 96%, Hali-uectn cien mybeprera ca
HOLIHNTE TOHUYHH TIPUCTBIIH.

Teskka paHHa JeTCKAa MHOKJIOHMYHA enuJiencus (CHHAPOM

Ha Dravet, SMEI)

* 1% ot enmencunte B JETCKA Bh3pacT, mpu okono 80% ce yc-
taHoBsiBaT Mmytauuu B SCNIA4, SCNIB, PCDHI19, GABRAI,
STXBPI.

HavasiHo HOpMaJHO HEBPO-TICHXHYHO Pa3BHTHE.
Enmnentuden CHHIPOM — Iporpecupall, moirumMopdeH, Tepa-
MEBTHYHO PE3UCTEHTEH. 3ar04Ba ¢ yCIOKHEHH (PeOPUIHU I'bp-
4oBe cie]l 6 MeceuHa Bb3pacT U ce NpubassAT ciuepHute 4
XapakTepHH THIA NIPUCTHIN: 1. [eHepau3upaHu IPUCTHIN —
TOHUYHO-KJIOHUYHH, KIOHHYHU W aCUMETPUYHHM TOHHUYHH,
KJIOHMYHHM M XEMHUKJIOHMYHH. 2. MHOKIOHWYHU HPHUCTHIH
(80%) ¢ nagano mexay 1 u 5 . 3. Atunmynu adcancu (40%)
¢ Hagano Mexay | un 12 r. 4. KommiekcHu napuuamay npu-
cremu (46%) u BI'TKII mexnay 4 meceuna u 4 I. Bb3pacT.
Yectu (40%) ca KOHBYJICHBHUST, MUOKJIOHHYEH HIIH a0CaHCEH
ermnentudeH craryc (EC).
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EET (2-7 ), ¢ ocrarbueH ae¢exT.

* Jluaruosa: EEI" mo Bpeme Ha cbH ¢ CSWS — kommtekcn oc-
TpusA-0aBHa BbiHA ¢ MHIEKC >85%.B OyaHO chcrosiHME —
(pOHTAIHY ¥ TEMITOPATHU (POKYCH, aTUITNYHU aOCAHCH.

o Jleuenne: VPA, 6enzonuasenunu (clobazam u ap.), LTG, LEV,
TPM (CBZ u PHT Bnomasar), ACTH (80 E/ nueBno) uiun
prednisone 2-5 mg/kg ¢ pexykuus 3a 3 Mecena.

* [TporHo3a — 3aBUCH OT BB3PACTTa IPH HAYAJIOTO, MPOBIIKH-
tenHoctTa Ha CSWS, IPOABIKUTETHOCTTA M TEXKECTTa Ha KOT-
HUTHUBHATA yBpe/a, otroBopa kbM AEM neuenue.

Cunppom Ha Landau-Kleffner (mpuaoéuta adasus-enuien-

cusi)

* Hayano — mexny 2 u 8 r.

» Kinmnnyna xapakrepuctuka: Adasus (mporpecupaiua Win
¢nyxrynpama npu 100%), enunentuaen cuaapoMm (75%) —
I'TKII, doxanHu IpOCTH WM KOMIUIEKCHH, aTHIIHYHH a0CaHCH
n BI'TKII, nosenenuecku otkionenus (75%) — XunepakTus-
HOCT, arpeCUBHOCT, IICHX03a.

EET -dokanna aGHOPMHOCT ¢ TeMHopaiHa (Hali-4ecTo B JOMH-
HaHTHaTa XxeMucdepa) 1 mo-psijiko MapHeTO-OKIUITUTAIIHA JI0-
KaJlM3alus OT OCTpHsA, KOMIUIEKCH OCTpue-0aBHA BBJIHA,
MynTU(OKaIHA WU TeHepaIu3upaHa (PEAMMHO 110 BpeMe Ha
CBH), ¢ Bb3MOkHa n3siBa Ha CSWS, KosITO ompeiesnst IporHo-
3ara 3a KOTHULUATA U MHTEJICKTA.

Jleuenue: VPA, ESM, Clobazam, LTG, LEV, TPM, Sulthiam,
BRYV, ESL, ACTH win KOpTHKOCTEPOHAN C HAYAIHU BHCOKH
11031 — 3 Mecela, KOeTO OIpeJIest HPOrHo3aTa.

IporHo3a — OT OEHUTHEHA ETCKA SIHIICTICHS IO eI THYHA
entedanonarus. [lo-6aaronpusTHa NPoOrHo3a — Mpu HavaIo
Ha adasudra cneq 5 r., KpaTKOTpaiHu adaTHyHU EMHU301H,
0bp30 mogobpenune Ha EET.

S. ®eOpuaHM repyoOBe

B'b3paCTOB0 CBbpP3aHO 3a00JIsIBaHe C CIMJICTITHYHH TNIPUCTBIIN B

* [Ipuctbnute ce MPOBOKUPAT OT t°, GOTOCTUMYIALMS, IBMKE-  KbpMadecka U paHHa JIETCKa Bb3pacT, npu Temmneparypa Haj 38°C,
HHS Ha OUHTE. 6e3 nanuu 3a nudexuus Ha [ITHC (menunrut, ennedanur), merabo-
Perpec B xorauumsita (100%) u B MoTOpHOTO pa3Buthe (20-  JUTHU Pa3cTPOICTBA, NHTOKCHKALUH U JIP., KOUTO HE Hajarar auar-
60%) cien 1-2 . oT HavaNIOTO HA 3a00JISIBAHETO.

HO3aTa CIIUJICIICHUS.

Jleuenue: VPA, Clonazepam, Nitrazepam, ESM, Phenobarbital
(PB), LEV, 6pomuu, Stiripentol, CBZ, OxCBZ, PHT, GBP,
VGB, TGB, PGB u Bucoku jg03a Ha LTG BiomaBsar enuier-
THYHUTE TIPUCTBIIN, TIOPAJN KOETO HE TPsIOBa Jia Ce TIPUIIarar.

Enunentuuna ennedasonarus ¢ CSWS uin enexkTpuyex

cTaTyc 1o BpeMe Ha 0aBHOBBJIHOB ¢bH (ESES)

» Havyano mexxny 1 u 101, nuk — 4-5 1.

 Xapaxrepuctuka: EEI" ¢ npobIKUTEIHN KOMILIEKCU OCTpHE-
0aBHA BbJIHA 10 Bpeme Ha 0aBHOBBIHOB ¢hH (CSWS), konto
3aemar Hazt 85% ot Bpemeto Ha chHs. [Tomumopduu enuer-
THYHHU NpUCTHIH. HeBporcuxonornyueH perpec — 1eGUIUT Ha
BHMMaHHE, XUIICPAKTHBHOCT, arpecHBHOCT, opo-hannanna
anpaxcus.

» Knunuka: 1/3 ot namueHTuTe ca ¢ abHOPMEH HEBPOJIOTHYCH
craryc, a Hayy 50% — ¢ MPT maronorus.

Crayin Ha pa3BUTHE!

e 1. Penxku HOIHM MOTOPHM XEMUKJIOHHYHH HPHUCTBIHN; 2.
CSWS, 3auectsiBaHe U MpOMSAHA HA BUJA HAa CNUJICITUYHUTE
npuctbiti (Hownu Mmotopau U ' TKII, onegnu tvrmaanu u atu-
MUYHA a0CaHCH, MHOKJIOHWYHY, KJIOHUYHH, Opodannainm),
KOTHUTHBHU U NOBEJCHUECKH OTKIOHEeHUs. 3. Penku HomHn
I'TKII, nueBuu aronnunu. 4. [lomoOpeHue, BKIIOYUTEIHO B

» OI ce m3sBABAT PU BUCOKA TEMIEpaTypa, IPUUNHEHA B §85-
90% ot ciyyante OT HHGEKIMH HA TOPHUTE U JIOJIHHU JUXa-
TEJIHU IbTHINA (CPEJICH OTHT U OCTBP TOH3WJIUT), BApHLEa,
JpYTH HECTICIU(GUIHN BUPYCHH MH(EKINH, YPOUH(EKINH,
cnen umyHusauu (85-90% ot cimyuanre).

@I" OuBaT KOHBYJICHBHH, INIABHO I'€HEPAIM3UPAHU IIPUCTHIIH
(I'TKII B 80% wnn tonnunu B 13%), ennocrpannu (4%), a
0koJ10 3-5% ca HEKOHBYJICUBHH, CAMO C OTKJIOHEHHE Ha OUHTE,
aTOHUS ¥ IINAHO34.

Hpocrute” ®I" (70%) ca kpatku (107 S MUH.), TeHEpaIU3U-
paHU ¥ eAMHUYHY 3a 24 yaca.

,» YenokHeHuTe” win ,,kommiekcHu” @I (30%) mpoasmkasar
Hag 15 MuH., KOHCTaTHpa ce (POKATHOCT W/UIM CIIE[0BA Ma-
pe3a, i ca >2 3a 24 yaca. [Ipu Tx ca HEOOXOAUMU U3CIIe/-
Banus — KT, MPT, EEI' u nedyeHune ¢ aHTHEHWICIITUYHH
menukameHTH (AEM). MPT npu npoxsmkutenen OI' moxe
Ja pa3KpHe OCTpa XHIIOKaMIIaJHA yBpeAa M IOCIEABalla
nporpecupaiia arpous 1 cKieposa.

Pucksbr 3a @I e ¢ 30% no-sucok npu Haianuue Ha I wim 11 cre-
nex poxcteeHniy ¢ OI'. 3a6aBeHO MOTOPHO Pa3BUTHE U POICT-
BCHHUI[H ChC 3a0aBEHO Pa3BUTHE.

Puckst 3a peruaus cneq mbpsu OI e 30%-40% npu nena ¢
mepBu @I <18 mecerna, pammHoct 3a OI u t° npu HavanHUTE
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<40°C.
* PuckbT 3a emunenicus cnen npoct O e 1%-2,4%, a cnen yc-
noxHeHu — 4,1%-6%.

Tabmuna 5. ludepenmyanta muarno3a npu GeOpHIcH Ibpd

DeOpuiinu rbpyoBe

Nudexuns na UHC - mennnrut, enuedaaut/enuedasonarus:
o ['punen eHuedamut/ exuedanonarus
* Reye cunpom ¢ entedanonarus
* Octbp eHtehanut ¢ (pedpuiieH KOHBYICHBEH CMUICITHYCH CTATyC
* OcTbp eHue(amur ¢ pedhpakTepHH, MOBTAPSIIN CE NaPLUATHU PUCTBIHN

Ennnencus:
* Cunzpom Ha Dravet (SMEI)
* [enepanu3upana enuercus ¢ pedpunnn npunansim + (GEFS+)
» OpOHTATHOAIOBA eHIIeIICHs ¢ PeOPHITHY IPUMAbIH +

Hucyar

Jexunparanus

KonBy:icuu npu ractpoenTeput

V. EHAJIENTUYEH CTATYC (EC)

CbBpemenHa epuHHIMS U KJIacHPUKALUS

Ha enuiienTuYed craryc (2015 r.)

EC e cpcrosiHne, KOETO € pe3yirar OT HeBh3MOKHOCT 3a JIeH-
CTBHE Ha MEXaHU3MUTE OTTOBOPHH 3a IPEKPATABaHE HA IPUCTHIINTE
WM OT MHUIMHMPaHEe Ha MEXaHU3MH, KOHTO BOZAT 110 aOHOPMHA IPO-
IBIDKUTEITHOCT Ha NpUCThIUTE (ciex ty). ToBa e chCTosIHUE, KOETO
MOXKe J1a UMa TIPOABIDKUTENHN HOCIeACTBUS (cnen t), BKI. HEB-
pOHHA yBpesia HCMBPT, YBpea Ha HEBPOHHU MPEXKH, B 3aBHCHMOCT
OT BH/Ia ¥ IPOJIBJDKUTEIHOCTTA HA IPUCTHIUTE.

Jepununmsta uMa 2 u3MepeHus:

1. TIpoabmKUTETHOCT Ha IPUCTBIIA K MOMEHTBT t;, B KOWUTO IpH-
CTBIBT TPsIOBA J1a c€ pasmIexaa KaTo “aOHOPMHO MPOJOHTHPaH”.
ToBa e BpemeTo, Koraro TpsiOBa J1a ce 0OMUCIIS U 3aI104Ba JICUCHHE.

2. Bpemero, cieqy KO€TO PUCKBT 32 NPOBIDKUTEIHH MOCIE-
cTBHSA € roysiM (t). ToBa € MOMEHTBT, B KOHTO ce B3eMa pelIeHHe
KOJIKO arpecBHO Ja ObJe JICIEHHETO C IeJl MPeJOTBpaTsABaHe Ha
HPOIBIDKUTEITHU MOCIIECTBHS.

Ha Gazara Ha ekcriepMMEHTAIIHI MOZISIIHU C )KHUBOTHH 32 MO3bYHA
yBpeZa ca ONpe/IeNeHH ty U ty IPU HAKOU BHIOBE IPHCTBIIN.

Tabmuua 6. Bpemesu HHTEpBAIH t) 1 t) 32 pasnuunn Bunose EC

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

®oxaren ¢ HapyureHo 10 mMuH. > 60 MuH.

Ch3HAHHE

Abcancen 10-15 mum. (Bp3MoxHE ~ Hewmssecten

TMIPOMEHH B Obiele —
OrpaHHYECHH JAHHH)

EC e naif-yect 10 5-rogumna Bb3pact u ciex 65 roxunu. B 1/3
OT CJIy9anTe BH3HHUKBA IIPH €MUNIETICHS (TPEIIKH B JISUCHHETO, BHE-
3ITHO TPEYCTAHOBSBAHE HA JICYCHUETO, HHTEPKYPEHTHH 3a00IsBa-
HHS U T.H.), B 1/3 e ocTbp cuMITOMaTH4eH (B X0Ja Ha MO3bYECH
WHCYJIT, aHOKCHSI, KpaHHaHa TpaBMa, nHpekmust Ha [[HC, metabo-
JUTHU HapYIIEHHs, aJTKOXOTHA a0CTUHEHIIHS, TYMOpP, MEINKaMEH-
TO3HA MHTOKCHKAIU), a B 1/3 mpuunHuTe ocrasar Heussichenu. [Ipu
npoabipkasail Haja 30 MuH. koHBYncuBeH EC HacThIBAT yBpean Ha
IIHC (Basogmmaranus, HapyIIeHa KpbBHO-MO3bUYHA Oapuepa, yBe-
JMYEHO BHTPEUEPEITHO HANLTaHe, MO3bUEH OTOK, HEBPOHHA CMBPT).
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[Mpu mponsmxutennoct Hax 60 muH. EC ce nmpuema 3a pedpaxre-
PEH, a IpH NPOIBDKUTEIHOCT Haja 24 4. — 3a cyneppedpakTepeH.
IIpu pedpaxrepen u cyneppedpakreper EC cmbprHocTTa € 32%.

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

1. Cemnonorus

2. ETnosnorus

3. EEI kopenatu

4. Bb3pact

Bceku manmenT tpsoBa 1a 6b1e KaTeropu3upan Cropest BCHIKH
ocu. Ha npakTuka ToBa psIKO € Bb3MOXKHO NOPAJH HEAOCTAThUHU
JTAaHHH, HEBB3MOKHOCT 32 mpoBexkaane Ha EET" B Hauanoto Ha EC
nn tHamuka B cemuonorusita Ha EC n EEI” Haxonkara.

1. /luarHocTHYHA 0C CEMHOJIOTHS

Ta3u auarHocTHuHa OC ce OTHACS [0 KIMHUYHUTE MPOSBH Ha
EC u e ocHoBHa 3a kinacudukarmsra. [Ipuemar ce 2 TakCOHOMUYHI
KPUTEpPHS:

1. Hanuuue uiu 0TChCTBHE Ha 3a0€MEKMMI MOTOPHH CUMIITOMH

2. CreneH Ha HapyIICHUS HA Ch3HAHUETO (KOJIMYECTBEHH MIIH
Ka4eCTBCHH).

Ha 6a3ara Ha Te3u 2 kputepus EC moxe na Ob1e:

* Konsy;icusen EC — npu u3pa3eny MOTOPHU CUMIITOMHU

* HexonByJicuBen EC — npu surca Ha MOTOPHH CUMIITOMH

CobBpemenna knacupukanus Ha EC (cemmnonorus)

(4) C suoumu momopHuu cumnmomu

A.1. Konsyacusen EC (cunonum: TonnuHo-kionnuer EC)

A.l.a. 'eHepanu3supas KOHBYJICHUBEH

A.1.b. EC ¢ ¢oxanHo Hauaso ¢ eBOMOLHUS KbM BYCTPAHEH KOH-
By;ncuseH EC

A.l.c. Heyrounen kato okajeH Win reHepaau3upas

A.2. Muokaonnden EC (c BUIMMHU CNUICITUYHN MHOKIIO-
HUYHH I'bPUOBE)

A.2.a. C xoma

A.2.b. bes koma

A.3. ®okanen moropen EC

A.3.a. [ToBrapsmm ce GoKaTHI MOTOPHH I'bpuoBe (/[’kKakCHHOB)

A.3.b. Epilepsia partialis continua

A.3.c. ABep3uBEH CTaTyC

A.3.d. OkynokJIOHHYEH cTaTyc

A.3.e. Uxranna napesa (¢pokanen uaxuduroper EC)

A.4. Tonnuen EC

A.5. Xunepkuneruuen EC

(B) Be3 euoumu momopnu cumnmomu (nexongyncusen EC)

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

B.2. Be3 koma

B.2.a. I'enepanuzupan EC

B.2.a.a. Tunmuen a6cancos EC

B.2.a.b. Arunmuen abcancen EC

B.2.a.c. Muoknonnyen abcancen EC

B.2.b. ®okanen EC

B.2.b.a. be3 Hapymienus Ha cb3HaHKUETO (aura continua, ¢ aBTo-
HOMHH, CETUBHH, 3PUTCIIHH, MUPHCHH, BKYCOBH, ICUXUYHH, CITyXOBU
CHMIITOMH)

B.2.b.b. Aparuuen craryc

B.2.b.c. C napymieno cr3nanue

B.2.c. Heyrounen xato dokaneH niy reHepanu3upan

B.2.c.a. ABronomen EC

2. JIMarHOCTUYHA OC €THOJIOTHSI

CoBpemenna kinacupukanus Ha EC (eTuosorus)

— Octop EC (uHCYAT, MHTOKCHKALHMS, CHUC(ATUT 1 JIp. )

— EC, cBbp3aH ¢ MpexuBsIHO B MUHAJIOTO 3a00isiBaHe (MO3bYHA
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TpaBMa, CHIe(PAINT, HHCYIT)

—IIporpecusen EC (Mo3bueH Tymop, 6onect Ha Lafora, nemen-
LK)

— EC npu yrounenu enexrpo-kinuHudHN cunapomu (CuHIpoM
na West, Lennox-Gastaut, Landau-Kleffner, Ohtahara, Dravet, IOse-
HMIIHA MUOKJIOHYC CTUJICTICHS U JIp. )

— EC ¢ HeusBecTHa eTHONOTHS (KPHIITOTCHEH )

TepMuHBT nMONaTHYCH (TCHETHYEH) HE Ce M3I0JI3Ba 3a €THO-
norus Ha EC.

3. Inarnocruyna oc EET" kopeaaru

Koraro craBa bpoc 3a EEI" xopenaru na EC, e BaxHOo 1a ce
UMaT TIpeIBU] CIEJHUTE OCOOCHOCTH:

1. EET (oco6eno EEI" MoHMTOpUpaHe) € U3KITIOUUTETHO BayKHA
npu HekoHBYncrBeH EC, KoraTo KITMHIYHAUTE POSIBY ca ICKPETHH,
HecHenu(pUIHN U BKJIIOYBAT OCHOBHO HAPYIICHHS Ha Chb3HAHUETO 1
MOBEJICHYECKH TIPOMEHH

2. INonacrosmem surncear 6a3upanu Ha gokasatencrBara EET
kpurepun 3a EC.

3. EnunentudHuTe pa3psau ce CUMTAT 3a OTIMIUTENCH Oeler,
HO MM T0-ToJIsIMa mpoabnkutenHocT Ha EC, morar ia npeobnana-
BAT PUTMHYHU HECTTMJICHTHYHU [TATEPHH.

[Ipemnoxena e cnenHara TepMUHONIOIUSA 3a onucaHue Ha EET
TIaTepHUTE:

1. Jlokanu3anusi: TeHepaIU3UpaHH, JaTepaau3upaHu, IBY-
CTPaHHO HE3aBUCHUMH, MyJNTH(OKAIHN.

2. HammeHoBaHHe HA MaTepHAa: NEPUOANYHA Pa3psau, PHUT-
MHYHA JIETITa aKTUBHOCT MJIM MUKa-0aBHA BHJIHA/MTHKA-0aBHA BhJIHA
IUTIOC TIOATHUIIOBE.

3. Mopdoaorusi: popma, Opoit Gpasu, aMIuUTyaa, TOIIPUTET.

4. CBbp3aHH ¢ BPeMeTO XapaKTePHCTHKH: YECTOTA, PO
KHUTETHOCT, Hayayo (TIOCTETIEHHO, BHE3AITHO), THHAMHUKA (€BOIIOU-
pau, GIyKTyupay Win NepCUCTUPALLHN).

5. Mogynanusi: Ipen3BUKaHN OT CTUMYJIN WM CIIOHTaHHH.

6. Edext oT MequkamenTo3Ha uHTepBeHuus Bbpxy EET Ha-
XoKaTa.

7. ®ayKkTyauus — HaIMYUe Ha OBeYe OT 3 MPOMEHH B YECTOTa
(c mone 0,5 Hz), mopdonorus mim Jokanusauus, npe3 nepuoj He
TIO-TOJISIM OT 1 MUHYTa.

8. EBosmionust — mpu moue 2 KaTeropMYHU MPOMEHU B YECTOTA
(moHe 2 mocnenoBaTeNHN eHONOCOYHH TTpoMenH ¢ none 0,5 Hz),
Mopdostorus (moHe 2 1ocne0BaTeIHN IPOMEHH JI0 T105iBa Ha HOBA
MOp(oJIorus) WK JOKanu3anus (MOCIeABAIIO Pa3IpPOCTPaHEHHE
KBM TOHe 2 pasnuanu cranaaptau 10-20 oTBexaanns).

9. EEI" nogo6penue npu penynupase Ha narojoruyHaTa Ha-
xoyika Jio psiaka (o 1-9% ot emoxa).

Moandunupann kputepun oT 3aa0ypreKn KOHCeHEYe

3a HekonBy./icuBen EC

[1pe3 2013 r. B 3anOypr ca yrespaenu pabotau EEI kpurepun
3a auarnoctuka Ha HekouByiacusen EC. Ha ta3u 6aza, mpe3 2015 .,
Leitinger u cpaBt. npezctaBaT Mopudunupann 3aandypreku Kpu-
Tepun 3a HekoHByJcuBeH EC, ¢ KonTo ce moctura 3HaunMa pemayk-
1St Ha (aJIIIMBO TIOJIOKUTEIHUTE JMarHo3u HekoHByscuseH EC npu
MUHHMaIHA 3ary0a Ha 4yBcTBUTENHOCT. CHIOpe)| Te31 KPUTEPUH -
arHo3ara HexonByncuBeH EC ce 0a3upa Ha xombunamms ot EEI" n
KJIMHUYHY JJAaHHU KaTO KJIMHUYHUTE CUMITOMH, cycrekTHu 3a EC,
TpsiOBa 1a npoasiukasar noxe 10 mun. [Ipunaranero Ha Te3u Kpu-
TEPUHM C€ MPENOpbYBA MPH BCUYKH MALUEHTH C KOJIUYECTBEHU WIIN
KaueCTBEHH HAPYILICHUS HA Ch3HAHUETO. Te BKIIOYBAT:

KanHuYHY TaHHHU, TOATIOMATALH AUATHO3aTa:
— BromaBane Ha ChCTOSIHUETO B pAMKHMTE HA MUHYTH JI0 4aCOBE.
— Jlumca Ha ChIIECTBEHO TOTO00PEHHE B MOCISAHUTE MUHYTH 10
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JacoBe.
— JIunca Ha MeTaOONUTHY HAPYLICHHS WM IAHHH OT HEBPOU3-
obpazsBaiuTe Metonu, obsicusBaum EEI Haxozkara.

EEI npomenu ¢ npoab/KkuTeTHOCT noHe 10 s:

A. IIpu manmenTn 6e3 u3BecTHa eHnedasonaTus (HeoOXOUM
e noxe 1 kpurepuit ot 1-3)

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

2. Tunu4Ha UKTAIHA €BOJIIOLMS BbB BPEMETO U IIPOCTPAHCTBOTO
OT SMWISHTHYHU Pa3psiau WK PUTMUYHA akTHBHOCT (Hax 0,5 Hz).

3. JIMCKpeTHH KIMHUYHH TIPOSIBH (JIEKH TTOTPENBAHUS B TIEPHO-
panHaTa, mepuopOuTanHara o0IacT Wi KpalHUIUTE, OIM3KU KaTo
Bpeme Ha u3siBa ¢ EEI" HaxofikaTa) ¢ enuIenTHYHE Pa3psiiv T PUT-
MH4Ha akTHBHOCT (Han 0,5 Hz).

4. Ilpu nurica Ha KpuTepuu 1-3 1 HaJIMYMe Ha SIS THYHH pa3-
psau ¢ gectora <2,5 Hz ¢ ¢mykTyarus uim puTMHYHA aKTHBHOCT
Haj 0,5 Hz ¢/6e3 dnykryanust u cneq 0OMUCISIHE HA KIMHAYHATA
KapTHHa, ce NpUJIarar aJlekBaTHN aHTHENMICIITHYHI MEIUKaMEHT!
U ce JIOKYMEHTHpa PeakTHBHOCTTA Ha TanueHTa ciaex 10 MuH.

B. Ilpu nauueHTH ¢ U3BeCTHA eNMUJIEeNTUYHA eHuedanona-
THS

Kpurepun ot rpyma A + mo-noguepraHu KaTo CTENEH Ha U3iBa
nmn yecrota EET" npomenn win xmuandno u EET mopoOpenue ot
NPUIOKEHUTE HHTpaBeHo3HO AEM.

JMarHocTHYHA oC Bb3pacT

CbBpemenna kiaacupukanus Ha EC (Bb3pact)
1. B nepron Ha HOBOpoaeHOoTO (0-30 1HNI)

2. B kppmauecka Bb3pact (1 mecers - 2 roauHm)
3. [pu nena (2-12 rogunn)

4. ITpw ronommm u Be3pacTHH (12-59 rogunm)

5. Crapuecka Bb3pact (=60 roanan)

VI. JIMATHOCTHUKA

JluarHo3ara enmuierncus ce mocTaBs Py HATMYKe Hall-MaJIko Ha
2 HEeNmpOBOKMpPAHH/ NPOBOKUPAHU ENUICHTHYHY TIPUCTHIIA WK |
HEMPOBOKMPAH/TIPOBOKUPAH MPHUCTHIT M BUCOKA BEPOSITHOCT OT I10-
CIIEIBAII IPHUCTHII. J[MarHOCTHIIMPAHETO Ce M3BHPINBA B 4 MoCnen-
oparenHu eramna (dur. 2):

1. XapakrepusupaHe Ha npucThia — AudepeHInaiIHa JMarHo3a
MEXK/Ty CMHICNTHYHY ¥ HECTTHICNITUYHY TPHCThIIN:

* TuepeHpaHe OT HESTTHICTITHYHH MAPOKCH3MAIIHHU ChCTOSI-
HHS KaTo: CUHKOIM, MUTPEHA, IPEXOJAHH UCXEMHYHHU aTakKu,
JIBUTATEIIHN PA3CTPONCTBA, HAPYIICHNS Ha ChHS, MTAHUYECKH
aTakyd u Jp.

* PasrpaHnyaBaHe OT HECNUJICITHYHU TIPUCTHIN (TICEBIOCTIH-
JICNTHYHY TIPUCTBIIM U CHHKOITH C aHOKCUYEH TIPUCTDIT).

* PasrpannyaBaHe OT NPUCTHIIUTE B XO/la HA META0OIUTHH Ha-
PYIICHHUS, TPABMH, HHCYJITH, HHTOKCHKAIUS C MEIMKAMEHTH,
BHE3AITHO MPEYCTAHOBSABAHE HA JICUCHHE, ATKOXON 1 JIKOXOTHA
aOCTHHEHIHS U JIP., KaKTO U OT (heOpHIIHE I'bPUOBE B JIETCKA
BB3PACT.

2. OnpezensHe Ha BUJa HA €MMICNTHYHUS IPUCTBHII (CIOPEN
MexyHaposHaTa KiacuduKalys Ha eNuIeNTHYHATE IPUCTBIIN) C
onenka u Ha EEI xapaxrepuctuxara (EET, Buneo-EEI)

3. Knacuduumpane Ha enunenTuaHusi CHHAPOM (criopen Mex-
JyHapoaHara Kiacu(pUKaIus Ha CHHAPOMHTE)

4. UzsicHsiBaHe Ha €THONIOTHUATA HA 3a00ISIBAHETO C HEBPOU300-
passiBaiiy, 1ab0paTopHU, META0OIUTHH, TEHETUYHH U APYTH U3CIIe/-
BaHMSI.
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eHeTnuHa

'eHepanuaupaHa &

QokanHa
¢hokanHa

leHepanuaupaHa

2. Envnencum cropep smnaa npucTblin

HeussecTHa

VS EIE]

3. EnnnentuynHmn cuHgpomm

WmyHHa

MHdekumosHa

HeusBectHa

4.Enunencus ¢ yTO4YHEHa eTNororna

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

Tabmuua 7. Judepenipnanta Inar€o3a Ha eMIIENTHYHATE PUCTHIH criope MekayHapoaHaTa Knacu(ukaiys Ha enmientuynnte npuctbiu Ha [LAE

no knmuanuny 1 EET npusnanm

Enunencusi — npucrbnm EET-ukranna

EET untepukTanna

I. ®oxanHu npuCcTHIH

@oxannu — 6e3 yBpeja Ha
Ch3HAHHETO

JlokanmHu KOHTpanaTepaTHi pa3psau ¢ Haqano OT
onpezernena obnact. He BUHATH ce perucTpupa ot ckama

Jlokanu3upaH KOHTpanaTepaneH paspsij

DokaHU NPUCTBIN ¢ YBPea Ha
Ch3HAHHETO

EnsocTpatHu M M0-4€cTo ABYCTPAHHHU Paspsiiu, AUdy3HH
I (JOKAJTHH, TEMIIOPATHO HIIH (POHTO-TEMIIOPATHO

EnHoctpateH uim IByCTpaHeH, M0-4eCT0 aCHHXPOHEH
(oxyc, odukzoBeno T mim F

DokaTHl NPUCTBIIH €
€BOJIIOIHUSA KbM /IBYCTPAHHHU
TOHHYHO-KJIOHHYHH

TopeonucanuTe pa3psau reHepanu3upar 0bp30 BTOPHIHO

II. l'enepanusupany npucTLIN

Alcancu — chb3HaHKETO € HapymeHo [IpaBiinu u cumetpuynn 3 Hz, HO Bb3MOKHE Mexy 2 1 4
Hz xommuieken octpue-6aBHa BbIIHA, OHAKOTA TOJTHCTIAIK-
0aBHa BBbJIHA, IBYCTPAHHO CHHXPOHHH, TIOSIBABAILHN CE Ha

(ona na nopmanna EET

OcHOBHATa AKTHBHOCT € B HOPMAJIHU TPAHUIIA, HO YECTO Ce
HaOJTI0/1aBaT ONMHCAHUTE MAPOKCH3MAIHY IIPOSIBH OT
KOMILTEKCH OCTpre-0aBHA BbIIHA 3/S, PABIIHE U
CHUMETPHYHA.

Atnnuynu adcancu
Morar ja ce mpuapykaBat oT
IPOMEHH B MYCKYJIHHS TOHYC

[onudpexBeHTHH, ACUMETPHYHN KOMILIEKCH 0CTpHe-0aBHA
BbJIHA, 0bP3a aKTHBHOCT MM JIPYT THIT IAPOKCH3MAITHA aK-
THBHOCT, TIOSIBSIBAIIIH CE Ha oHA Ha abHOPMHA 3a Bb3pacTTa
OCHOBHA aKTHBHOCT. [IpoMeHnTe ca ABYCTPAHHH, HO 4eCTO
HEpEry/IsApHI U HECUMETPUIHH

HpOMeHI/I B OCHOBHATa aKTUBHOCT, HETIPABUJIHA U
HECUMETPUYIHU KOMIUICKCH 0CTpHC-6aBHa BbJIHA

MHOKIOHHYHH NPHCTHIH Kowmmiexcn nonucmnaiik-0aBHa BbIIHA 1 0CTpHE-0aBHA BbIIHA

Cpllara KaTo HKTaJHATa aKTHBHOCT

Tonnunu npucThIu bsp3a aktuBHOCT, 1n 9-10/s puTHM WK ¢ HAMANSBAHE HA

yecTorara ¥ yBEIM4aBaHe Ha aMILIATyaTa

PurvuyHE paspsiim oT ocTpU U GaBHY BBIHH, IOHSIKOTQ
ACHMETPHYHH, 4eCTO a0HOPMHA OCHOBHA aKTHBHOCT

Kinonnunn npucrsnu bbp3a axrusroct (10 B s 1 noseye) 1 6aBHU BIHH,

PAAKO KOMIUICKCH OCTpI/Ie-6aBHa BbJIHA

Craiik-BbIHa WM TIONUCTIANK-BBIIHA Pa3ps

PureMm ot 10 uu moseye/s ¢ HaMasIABalla YeCTOTa U
HapacTBalla aMILIATY/a [0 BpeMe Ha TOHUYHaTa (asa, ¢
NIPEKbCBAHUS OT OABHH BBIJIHH 10 BpeMe Ha KIOHHYHATA
(aza

ToHHYHO-KIOHUYHI NPUCTHIH

TTonucaiik-BbIIHA UK CTIAHK-BBIIHA M OCTpa-0aBHa
KOMILIEKCH

ATOHHYHHT NPUCTBIIH Komruieken nonucnaik-0aBHa BBJIHA, TIO-PAAKO

HHUCKOBOJITaXKHA 61>p3a AKTUBHOCT

TTomucnaiik-0aBHa KOMILIEKCH

HeoOxonumure u3cieiBaHus 32 AMarHOCTULIMPAHE M KOHTPOJIH-
pane Ha nedenueto ca EET, HeBponzoOpassBaiy n3cneBanus 1
KOHTPOI Ha cepyMHUTE HIBAa HAa AEM.

* HeBponorudHo nscieznBaHe — HEpUOJUIHO.

* EEI" u nepuoauuen EEI" koHTpon B 3aBHCHMOCT OT Tepares-

THYHUS eEeKT, IPH TEPATICBTUYHO OBJIAJICHHU IPHCThIIN — IIpe3
6 mecena. EEI" e HeoOxonnMa 3a yCTaHOBSIBAHE BUIA HA SITH-

JENTHYHHUTE MPUCTBIN | 32 J0Ka3BaHEe Ha ()OTOMAapOKCU3Ma-
aeH otroBop (tabm. 7). EEI' mo Bpeme Ha ChH ce N3BBPIIBA IPH
MHAMKALWK [PY JIela U MJIaJd X0pa ClIe/l ChHHA JeTPUBALIUS
unu ynorpeda Ha melatonin. Buneo-EED" e Heobxoauma mpu
MAIMEHTH C IMarHOCTHYHH 3aTPyIHCHHSL.
» Jluncara Ha abnopmHoct B EET He m3KiII04Ba Iuarno3ara
SITHIIETICHS.
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» Jluncara Ha enwientudopmena akrueaoct B EET B xoza Ha
[IPOBEKAAHOTO IIPOTUBOCTIUIICITUYHO JICYCHUE 03HAYABA, Ye
BEPOSTHO JICYEHUETO € e(hEKTUBHO.

» Camo BB3 OcHOBa Ha ermientipopmena aktusHoct B EETL, HO
0e3 ChOTBETHA KIIMHUYHA N351Ba, HE MOJKE 1A CE [IOCTaBH JIHa-
THO3ATACIIMIICIICUSL.

* Heppou3o0Opa3siBaiu u3cjeABaHUus

* Cnewnu:

* [TaumeHTH, NOTYYUIM3a IBPBHU BT SIMICITHYHH TIPUCTBIIH,
C HOBOBB3HHKHAJI OTHHILIEH HEBPOJIOTHYEH JIe(DUIINT, yBPEa Ha Ch3-
HaHUeTO (¢ 1y 0e3 JaHHY 33 MHTOKCHKALWS), TeMIepaTypa, TpaBMa
Ha TJIaBara, IepCUCTUPAIIO IIaBoOore, aHaMHe3a 3a HeoIlazMa
WY 3a IIPUEM Ha aHTUKOAryJIaHTH, N0o3UTUBHOCT 3a HIV, nanudue
Ha (OKAIHU NPUCTBIH NPH narueHTH Haj 40 r.

* [TatmenTy ¢ M3BECTHA ENUIIETICUS IPU: CbMHEHHE Ha MO3bYHO-
CTPYKTYpHH JIe3UH Ha 0a3aTa Ha MPOTpecHpari HeBPOJIOTHIEH Je-
¢GumT; yBpena Ha Chb3HAHHETO (C WM 0Oe3 HMHTOKCHKAIWS),
TeMIeparypa, KpaHHalHa TpaBMa, HMEpPCHCTHPAILO IVIaBoOoOIHe,
aHaMHe3a 3a HeoIula3Ma, IIPUeM Ha aHTHKOAryJaHTH, IPOMSHA B
THIIa HA IPUCTBITUTE, IPOTPECUPAI HHTENECKTyalleH Je(HIHT.

* KomniorspHa Tomorpadgus (KT) Ha riiaBen Mo3bk € ToKa-
3aHa B YCJIOBHUS Ha CIEIIHOCT, KaKTO M 32 BU3yaJIH3HpaHE Ha MO-
3pYHU KaTnudukaty (TydeposHa ckieposa u ap.). KT ¢ konTpact —
3a audepeHnrpane Ha apTepruo-BeHO3HA MaI(opMaIys, MO3bUCH
tymop. [Tosropuu KT n3cnenBanus - mpu nporpecupaniy npoMeHn
B HEBPOJIOTHYHUS CTATYC M TEPANeBTUYHA PE3UCTEHTHOCT.

* MaruutHo-pe3oHaHcHa Tomorpadus (MPT) na rnasen
MO3bK € CPEACTBO Ha N300p MPH MAIMEHTUTE C eMUICTICHS TTOPaIN
BB3MOXKHOCT 3a BU3yalIU3UpaHe HA MAJIKH MO 00eM Jie3uH (KopoBU
JMCIUIA3MH U Ae(QEKTH B HEBPOHHATA MUTPALHs), XUIIOKaMITAIHA
cKiepo3a u Heorutasmu. [Tokasana e 3a mareHTUTe ¢ (oKaHa enu-
JIeTICHS ¢ W3KITIOYEHNE Ha JOKA3aHUTE WANOMATHYHH JIETCKH (o-
KaJIHN eNUJICTICUY, KaKTO M IIPU HOBOU3SIBUJIA C€ EMHJICTICUS ClIe]
25 1. Bb3pacT 3a YTOUHSABAHE Ha CUMIITOMAaTHYHA eTHojiorus. [1oB-
Topuu MPT u3cnenBanust — mpu TepaneBTHYHA PE3UCTEHTHOCT Ha
CTIFIICTICHSITA /WK TIPOTPECHPAIIM IPOMEHHN B HEBPOJIOTHIHHS CTa-
TyC.

* TpancdonrTaneanna exorpadusi — B KbpMauecka Bb3pacT.

* [IKK, TpancaMuHa3M, eJIEKTPOJUTH — B HAYAJIOTO HA Jiede-
HHETO, KaKTOW JPYTH TOKa3aTenan Mpu Heodxogumoct. [Ipn Hop-
MaJIHH CTOMHOCTH — KOHTPOJIHM W3CIIEABAHUS Mpe3 6 Mecela.

* EKT npu 5iena v Bb3pacTHU IIPU CbMHEHHUE 32 CMUICTICHS 1
JU/1 ¢bC CUHKOIM WJIM PUTBMHHU pa3cTPONCTBA.

* OueH craryc

* U3cinenBanusi Ha HuBo Ha AEM — crex mpukitoyBaHe Ha
TUTPUPAHETO Ha BaJIIpoarH, carbamazepine, phenytoin, cies koeto
MOHHTOpHUpAHE ce u3BbpIIBa 1/ropuiHo. [Ipu cbMHEHHE 33 HUCKO
HHBO WJI HHTOKCUKAIIUS, TEPATIEBTHYHA PE3UCTEHTHOCT, TI0BEYE OT
2 nekapcTBa, YepHOAPOOHa U OBbOpeYHa HEIOCTaThYHOCT, ChJICOHO-
MEIMIMHCKA eKkcriepTu3a. [Ipu OpeMeHHY KeHH — e)KeMecedeH KOH-
TPOJI HA CEPyMHHTE HUBA.

* [Icuxos1orn4Ho u3caeaBaHe Ipy 00y INTEITHH 3aTPyAHEHNS 1
NepUOIMIEH KOHTPOI 32 OIEHKA Ha Bb3MOXKEH PErpec B KOTHUTUB-
HHUTE (YHKIUH.

 lenernunu uscaeasanus (Ta6n. 1, 2, 3, 4)

IIpu napumaanute (poxaaHu) enmuIencuu, HAJUYHe HA
BI'TKII u Hsixon HeomnpesieleHH CHHIPOMH C€ OCBIIECTBABAT 10-
ITBJIHUTENHO:

« JloriepoBa M TpaHCKpaHUAIHA JIOTIIEPOBa COHOTpa(UsL.

* MP anruorpadus npu CbMHEHHE 32 apTEPHOBEHO3HU MaI(op-
Marun (AVM), CTeHO3H 1 XUMOIITa3Hy HA BBTPEIIHA ChHHA, CPETHA
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MO3bYHA apTepHs.

* Mo3buHa aHruorpadus - npx CbMHEHHE 32 MO3bYHO-ChI0BH
mangpopmanuu cien KT, KT ¢ kontpact, MP anruorpagusi.

» OyHKIMoHAIHN HeBpon3oOpassBamy uicnensanus — SPECT
u PET 3a ycTaHoBsIBaHE Ha JIOKaJIHA XUIIO-/XUIepHepdy3ns U XUIIO0-
WJIH XUIIEPMETa00IU3bM.

* JINKBOPHO U3cJIeBaHe — IPU CbMHEHHE 32 MEHUHIHT, OCTBP
WJIU TIOJI0CTBP eHLe(auT, CyOapaxXHOMICH KPbBOU3IINB, JIEBKOUCT-

podust.

VII. TEPAIIUSL

CBOEBPEMEHHOTO IMArHOCTHIMPAHE HA BU/IA HA IPUCTHINTE U
Ha CMWICHTHYHNSA CHHIPOM € HEOOXOAMMO YCIIOBHE 3a TIPaBUIHUSL
1300p Ha AHTHETTMIICITHYHATA TePaIus, ONpe/Ielsila B Hail-Toaima
CTEIeH TPOrHO3aTa U ICUXOJOTHYHHUTE ¥ COLUATHO-UKOHOMUYHI
npo06ieMH, ChIIBTCTBALIN enuencusTa. JleueHnero Ha GonHUTE ©
eNUJICIICHS C€ OCBIIECTBABA OT CHELMAIUCTH-HEBPOJIO3U W/UIN
JeTCKH HeBpono3u. KoHcynTanus ¢ NCHXuaThp ce U3BbPIIBA IPU
HaJM4Ue Ha [CHX03a, IPOMsIHA Ha JIMYHOCTTA, CBbP3aHa C eNuIe-
CHSTA U TICUXO0-COLUATHA AUCHYHKIHA.

[lenmTe Ha aHTUENMICITHYHOTO JICYCHHE Ca ITHJICH KOHTPOJI Ha
eMUICNTUYHUTE NPUCTBIIN UM PELYKIHs Ha IPUCTBIIHATA YECTOTA
W/UITH TEKECT, IPH J00pa TOHOCHMOCT, 0e30MacHOCT U ChoOpass-
BaHE C JIEKAPCTBEHUTE B3aUMOJICHCTBHS, TOTHCKAHE Ha CYOKIMHUY-
HaTa eMUICHTHYHA aKTUBHOCT U Ha eMUJICTOreHe3aTa, Hon00psBaHe
Ha KaueCTBOTO Ha JKUBOT.

Tepanusra Ha eNUIIENCUATA BKIIOYBA MEAUKAMEHTO3HO JICUCHHE
(MOHOTEpanus, panyoHaIHa MOJUTEPANHs) U IPH HEOOXOIUMOCT
(MeIMKaMEHTO3Ha PE3UCTEHTHOCT WM HSKOM Crel()UYHU CHH-
JPOMHU) — HEBPOXUPYPIHUYHO JICUCHHE, aNTePHATUBHY Tepanuu (Ke-
TOTEHHA JJeTa U MOAN(HKALIMM, Baryc-HepB cTuMyianus). 30opbt
Ha aHTHenuIenTH4YeH MegukamMenT (AEM), mpoabmkuTenHocTTa Ha
JIEYCHNETO, KAKTO U PEIICHUETO 33 XOCIHUTAIN3ALHUS Ce B3eMaT OT
CIIeLMAINCTU HEBPOJIO3H U/UiHM AeTCKH HeBpoino3u. [1pu neuenuero
Ha CMUJICTICUSATA CE CIIa3BaT OCHOBHU MPHUHIUIIN.

[1pu eMHCTBEH TOHMYHO-KJIOHHYEH eNHJIeNTHYeH NPHCTBII
JIeYEHHE Ce 3aIl04Ba MPH BUCOK puck oT penuausu: EEI" ¢ nHTepnk-
TaJIHY eMIENTH(OPMEHH a0HOPMHOCTH H/WIU NIEPCHCTHPAIIA TIPH-
YHMHA 33 eMWJICNTUYHU TPHUCTHIN Kato Buiyanusupana B MPT
KOpOBa JIUCILIA3HS; HaYaJIeH HeMPOBOKMPAH ENMICHTHYEH CTaTyc;
aHAMHe3a 3a MPEIIeCTBAIM MUOKIOH!H, abcaHcu. OCHOBHATA 11el
Ha JICYUCHHUETO € ITbJIEH KOHTPOJI Ha MPUIAAbLUTE IPH MUHUMAJICH
crpannueH edext Ha AEM, ¢ mocturaHe Ha Bb3MOXKHO Hal-100po
KauecTBO Ha uBOT. [IperieHsBa ce noisara i pUucKOBETE OT MPOIbI-
xurenHus npueM Ha AEM npu Bceku KOHKpeTeH OOJIeH.

JledeHneTo ¢ aHTUEMMIEITHYHN MEIUKAMEHTH CE 3aI04Ba npu
cuz2ypHa ouazno3a: copes Hosara AeGUHUILES ciie/] 2 HePOBOKH-
PaHH WJIM IPOBOKMPAHH MPHCTbIIA, HAOIIONABAHH TIPe3 HEPHOJ 10-
rojsaM OT 24 4, cien 1 HempoBokupaH (MM npoBokupaH) 1noHe 30
JIHH clie]l HeBPOUH(EKIHs, HHCYIT, MO3bYHA TPaBMa, HJIU CIEJ M0-
CTaBeHa AMarHo3a eNWIeNnTuyYeH cuHapoM. He BUHAry ce Hajara je-
YeHHEe MPH HUAMONIATHYHATA JeTcka (OKanHA enuiencus ¢
[EHTPOTEMIIOpaJHH criaiikoBe (Ponannosa), Haxon Gpopmu Ha HoTO-
CEH3UTHBHU eNUJIeNcur, eOpHIHNTE I'bPUOBE WIIH PEIKH CIUIIeH-
THYHH MPUCTBIH (MO-PEIKM OT BEAHBXK TOAUIIHO MPUCTHIN WK
PE/IKH U JIEKH HOILIHM MPHUCTBIIN) U NPU KPaTKOTpaiiHu (OKaIHU
HPUCTBIIH.

A. IlpuHuMny Ha JiedyeHue

1. OueHsiBa ce BU/ia Ha ENUIICIICHATA, BU/A HA TIPUCTBIINTE, HH-

JMKAIMU ¥ PUCKOBH (DPaKTOPH 32 aHTUKOHBYJICAHTHO JICYEHUE

2. 3arnou4Ba ce ¢ MOHOTEPAIHs C MEOUKAMEHN O NbPea JUHUA,

cb00paseH ¢ BUJIa HA IPUCTBIIUTE, SMUICITHYHHUSA CUHIPOM,
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BB3PACTTA HA MAIIMCHTA, HAJIMYMUETO HA IIPUJIPYKaBaIllH 3a00-
JISBaHUS, KO-MeMKauy. [IpeaumcTBara Ha MOHOTEpaNusTa
€ HUCKa TOKCHYHOCT, 100pa IIOHOCUMOCT, JIMIICa Ha JIeKap-
CTBEHH B3aUMOJICHCTBHUS, MUHUMU3UPAHN KOTHUTUBHU Hapy-
HICHHUSI U IPYTH HEXeNaH! peakuu. EQexTbT ce KOHTpoupa
crope]] KIMHUYHUTE CUMITOMH (Y4eCTOoTara W TeKEeCTTa Ha
npuctbnute) u ¢ EET.
3. 3anouBa ce ¢ HUCKa J103a, KOSTO CE MOBHIIABAHE IOCTEHIEHHO
JI0 KOHTPOJI Ha HPUCTHITUTE WM M35Ba HA CTPAHUYHH PeaK-
1.
4. MoHuTOpHpaHe Ha CEPyMHUTE HUBA.
5. OneHKa Ha pUCK OT Bb300HOBSIBAHE HA NPUCTBIIUTE PHU CITH-
paHe WM IPOMSHA Ha JICUCHUETO.
6. ITocturane Ha ONTHMAJIHO KAQ4€CTBO HA JKUBOT.
7. Ilpu TepaneBTHYHO-PE3UCTEHTHH SUIIETICUH (HeyCIIeX OT /1Ba
anexkBatHn AEM) — HacouBaHe KbM CHELMaIU3UPAHN K-
HHKH 32 IPOBEXK/IAHE HA U3CIIC/IBAHMUS 32 CTHOJIOTUYHO U35C-
HsBAaHE, OIpEeleiIsHE M IPOBEXKIAHE HA palMOHAIHA
HOJIUTEPAIHS U 00CHK/IaHEe 32 Bb3MOKHO HEBPOXHPYPIUYHO
JIeYCHHUE U KETOT'€HHA JUeTa.
b. AHTHenMIeNTUYHH MEIUKAMEHTH
CBBpEMEHHOTO JICYCHHE Ha CMIJICTICHATA IIPH JIel[a U Bb3PACTHH
ce ocblIecTBsABa c¢be crnequute AEM crniopen peructpupanure MH-
JMKAIMK KaTO MOHOTEPAITUs WM PALlMOHAJIHA TIONUTEPaIIns, afek-
BATHO Ha BUJIA Ha CIIMIICTICHATA 1 BH/Ia HA IIPUCTBIINTE, ChOOPA3CHO
C BB3PACTTa, TEIVIOTO Ha MALMCHTA U IPUIPYKABAIIUTE COMATHYHU
3a0onsBanust (YepHOAPOOHHU, OHOPEUHHU, KPHBHU | T.H.) U PUCKA OT
TEpaTOreHHOCT IPH MJIAJIM JKEHH ¢ ieTeposieH notenuuan: Carbama-
zepine (CBZ), Clobazam**, Clonazepam (CZP), Eslicarbasepine
(ESL), Ethosuximide (ESM), Gabapentin (GBP), Lacozamide
(LCM), Lamotrigine (LTG), Levetiracetam (LEV), Nitraze-
pam** Oxcarbazepine (OxCBZ), Phenobarbital (PB), Phenytoin
(PHT), Pregabalin (PGB), Rufinamide*, Stiripentol®, Sulthiam**,
Tiagabine (TGB), Topiramate (TPM), Valproate (VPA) Vigabatrin**,
Zonizamide**, Methylprednisolon, Piracetam (PZT), Brivaracetam
(BRV) (Tabaumu 8, 9, 10, 11, 12 u 13).
* Ilo Ynen 266, an. 2 ot 3JIIIXM un. 16, an. 4 or Hapegba Ne
10 ot 2011 r. 3a ycnoBusTa u peza 3a jedeHue ¢ Hepaspemenu 3a
ynotpeba B PenyOnvika bbiarapus iekapcTBeHH MPOIYKTH
**Heperucrpupanu B bbirapus
OrunTa ce Bb3MOXKHOCTTA 32 CYHIM/IHO MOBEICHUC WM Hica-
st oT npuiaaranute AEM.
B. Hayasino JieyeHne Ha enuJIencusiTa.
3aroyBa ce MOHOTEpANHUs ¢ MEMKAMEHT Ha IIbPBU U300D, Cb-
00pa3HO BH/a Ha CIIMIICTICUTA U BUJIA HA NIPUIIAIBIATE CIIE] J(BA
HenpoBokupanu npuctbna (Tabmuma 8), karo ce jocTura onTH-
Mmainna jo3a (Tabnuua 9). Monorepanusra e edexruBHa npu 60%
0T HOBOJIMAarHoctuiupanute nauuentu (I monorepanus - 47% ninn
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11 monoTepanus — mpu 13%).

I moHOTepanus (MeIMKAMEHTH HAa bPBH U300p) ca:

— Valproate — 3a renepaiu3upany, HOKaIHU SNUIICTICUU WK
HPU CbMHEHHUS NIPU KIACU(UINPAHETO HA NPUCTBIIUTE, IPU CHH-
npom Ha West. Bp3morken e Tepatorener epext Ha VPA npu mnaau
JKEHH C JICTEPOJICH TTOTCHINAN U OPEMEHHHU.

— Carbamazepine — 3a ¢poxanuu enwierncun win Oxcarbaze-
pine — B nerckara Bb3pact. [IpenopbuBar ce perapaxute Gpopmu Ha
Carbamazepine.

— Ethosuximide, a nmpu nagukanuu u Lamotrigine ca mennka-
MEHTH Ha IbPBU U300p MpH abcaHCHTE.

— HInpokocnekrspan AEM karo Valproate, Lamotrigine, Le-
vetiracetam, Topiramate ca cpericTsa Ha ITbPBH H300p NPH MTAIHEH-
TH C [I0OBEYE OT SAUH THII IPUCTHIHN (0COOCHO aKo UMa 1 abCaHCH,
ATOHMYHU U MUOKJIOHMYHH IPUCTBIIH).

— Hskou ot noBute AEM (Lamotrigine, Oxcarbazepine)
MOTaT Jia ce IpUiIaraT KaTo MOHOTEPAIHs IIPH CHeYUdIHU CbCIMOsl-
Hus (IETCKO-IOHOLIECKAa BB3PACT, MIAJH JKCHH U OpEMCHHH,
KOTHUTHBEH JE(QULHT), CTPAHUYHH PEAKLUK N OpraHHa HE0CTa-
TBYHOCT.

I1 moHoTepanus (aJTepHATHBHA MOHOTEPAIMs) ce MpUJjara
TPH JIUICA Ha eeKT OT JICYCHUETO, HEIIOHOCUMOCT, CTPAHUYHH pe-
aKIMHU WM OPraHHa HeJOCTaThYHOCT, KaTo ce J100aBs ApYT MOIX0-
L] MEIMKAMEHT, KaTo IOCTEIICHHO CE U3TENIs IIbPBHS:

— NP TeHepallM3UpaHy U (OKAIHHU MPUCTHIIN ChC U 6E3 BTO-
pUYHA IeHepanu3ays, HOIUMOP(GHH PUCTHIIM, CHHAPOM Ha Len-
nox-Gastaut: LTG, LEV, TPM

— npu (QOKaJHM M BTOPHMYHO-TEHEPATIU3UPAHU HPUCTBIIU:
OxCBZ, LCM (nag 4 1.), ESL (man 18 )

—npu cuaapom Ha West — CZP, LTG, TPM

BB3MOKHO € BiIOIIaBaHe HA HAKOM NUICITHYHI NPUCTBIH 1
cunpomu oT AEM (tabmuma 10). [1pu neyenne Ha abcancu 1 MHO-
KJIOHUYHH TIPUCTBIIH TIPH JICLA U Bb3PACTHHU HE CE MPEHIOpHYBAT Ccar-
bamazepine, gabapentin, oxcarbazepine, phenytoin, pregabalin,
tiagabine u vigabatrin, a npu cunapoma Ha Dravet u BucokH 1031
Ha lamotrigine mopaau puck ot BiomaBaHe. Lamotrigine Moxe 1a
BIIOIIU U MAIMCHTHTE C FOBCHUIIHA MUOKIIOHIHYHA erunenicus. [Ipu
Jiena ¢ ianonaTnyHy Gokanau enunencun (Poianiosa, CHHAPOM Ha
Panayotopulos u tun Gastaut) carbamazepine u oxcarbazepine
MOraT BIIOLIAT NanueHTuTe Jo u3sasa Ha CSWS.

ITpuynHM 32 Heycnex 0T MOHOTEPANHUSITA ca:

1. HempaBunna auaraos3a (MO3b4YHH TyMOPH, TICEBIOCTIHICI-
THYHHU PUCTBIIN, CHHKOII, ChP/ICYHA APUTMHS U T.H.).

2. Henpasunen n3dop Ha AEM (Henoxxonsmi 3a Buja mpu-
CTBIIH, JICKAPCTBEHU B3aUMO/ICHCTBHS).

3. Henoxxozsia 103a,CTpaHUYHU PEAKIUH.

4. HempaBuiieH HaYMH Ha KUBOT (aJIKOXOIHM3bM, JIEKaPCTBEHA
3aBHUCHMOCT M T.H.).

Tabnuua 8. AHTHENMIENTHYHN MEIUKAMEHTH 3a JIeYeHHe Ha eIUICTICHUTE (CHHAPOMUTE) U eMUISNTHYHUTE IPUCTBIIN

Bup ennitencus (CHHAPOM) eNUIeNTHYHH TPUCTHIM

I u300p Monotepanusi  AJTepHATHBHA MOHOTePANMsl HJIH NOJHTEPAIHS

H”prl/I‘lHO-l"eHepa.]'llrllil’lpaHl/l (HI[HOH&TH'—IHI/I/FQHETH‘IHH) enuiencun/ reHepaau3sMpaHud Npunaibuu

ToHUYHO-KIOHHYHH NPUNATBLH CBZ, PHT, VPA CZP, LTG, LEV, OxCBZ, PB, TGB, TPM,
ATOHMYHH NPUCTHIH VPA LTG, CZP

Abcancu VPA, ESM CZP, LTG, TPM

MHOKJIOHUYHH NPUCTHIH VPA CZP, ESM, LTG, LEV, TPM, Koprukocreponau
FOBeHM/IHA MHOKJIOHHYHA eNUJIENICHSE VPA CZP, ESM, LTG, LEV, TPM

@oxannu enuiaencuu / POKAIHH eNHIENTHYHH NPUCTHIH

DoKaIHA NPHCTHIH CBZ, VPA

CZP, GBP, LCM, LTG, LEV, OxCBZ, PB, PHT, PGB, TGB, TPM, BRV, ESL

Bropu4no — renepaan3upany NPHCTHIH CBZ, PHT, VPA

GBP, LTG, LCM, LEV, OxCBZ, PB, PHT, PGB, TGB, TPM, BRV, ESL

Wanonatuunn poxanun (Ponannosa n oxkuunuraanu) CBZ, VPA, OxCBZ

CZP, GBP, LTG, LEV
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Bupa enutencust (cHHapoM) enmienTHYHE npucTbinu 1 u3dop MoHoTepanus  AJITepHATHBHA MOHOTEPANUs WM NOJUTePAHUS

Enuientuyunn enuedanonarun

Cungpom na West ACTH, VPA CZP, LTG, TPM,

Cunpom Ha Lennox-Gastaut LTG, TPM, VPA CBZ, CZP, PB, PHT, Rufinamide*
Cunznpom Ha Dravet (SMEI) VPA,TPM LEYV, Stiripentol*

Enunientuuna ennedasonarus ¢ CSWS mwim enexrpu- VPA, ESM LEV, Gen3oaua3enunn, KOpTUKOCTEPOUIHN

YeH CTaTyc 1o BpeMe Ha 0aBHOBBLIHOB cbH (ESES)

— AEM, pa3penrenn 3a MoHoTepanusi u gonbiaBama tepanusi: CBZ, CZP, ESM, GBP (nan 12 r. moHoTepanus, Haj 6 . nombisaiia tepamus), ESL (Han 18
I. MOHOTeparus, Haxl 6 T. nombasama Tepanus), LTG (wan 2 ), LEV (#ax 16 . — Mmonoteparms, Hax | mecen — nomutepanus), LCM (nan 4 r.), OxCBZ, PHT,
PB, TPM (nan 2 r.), VPA.

— AEM paspemenu camo 3a Jonbasama tepanus: PGB (vax 18 r.); TGB (1ax 12 1), xorato apyru noaxofsiy JeKapcTBeH! KOMOHHALMH ca ce OKa3all He-
3a/I0BOJIMTENHU UM He ca moHocuMu , BRV (Hag 4 r.).

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

— Hou AEM: GBP — gabapentin; ESL — eslicarbazepine; LTG — lamotrigine; LCM — lacosamide; LEV — levetiracetam; OxCBZ — oxcarbazepine; PGB — prega-
balin; TGB - tiagabine; TPM — topiramate; Rufinamid* — 3a cunpom Ha Lennox-Gastaut; Stiripentol* — 3a cunapom Ha Dravet; BRV — brivaracetam nag 4 1.

* Rufinamide 3a nedenue Ha cunapom Ha Lennox - Gastaut o Uien 266, an. 2 ot 3JIIIXM n ui. 16, an. 4 or Hapegba Ne 10 ot 2011 1. 3a ycnoBusta u pena 3a
nevenue ¢ Hepaspemenu 3a ynorpe6a B Pery6iuka buirapus nekapcTBeHH IPOTYKTH

* Stiripentol 3a neyenne Ha curapoM Ha Dravet o Unen 266, an. 2 ot 3JIITXM ui. 16, an. 4 or Hapegba Ne 10 ot 2011 1. 3a ycnoBusita u peza 3a jeuenue ¢ He-
pasperenH 3a ynorpebda B PenyOrika bbirapus nekapcTBeHH POLYKTH

**He ca peructpupanu B bbarapus:

Clobazam 3a neyenue na adcancu, ['TKII i cunpom na Dravet i curapom Ha Lennox- Gastaut; Nitrazepam 3a edenre Ha cuapoM Ha West; Sulthiam 3a mede-
Hue Ha (okanHu npucTbny; Vigabatrin 3a neyeHne Ha cunapoM Ha West; Zonisamide 3a sieueHre Ha GOKATHU U BTOPHYHO FeHEPaTH3UPaHH IPUCTBIM TIPU Bb3-
PacTHU H Jiera Haj 6 T., 32 MHOKJIOHWYHH NPYCTBITH, 32 cuuapoM Ha Lennox-Gastaut; ACTH 3a nedenne Ha cunmpom Ha West.

Ta0muma 9. Buose u JI03MpaHe Ha aHTUCITUIICITUYHUTE MEIUKAMEHTH

Mexaynaponno  JIELIA Bb3PACTHHU
HEMATEHTHO M€ " yanna 1HeBHA 1032 OnTuMaiHa JHeBHA Hauasna 1ueBHa 1o3a  OnTHMa/Ha IHeBHA MaxkcumaiHa {HeBHa 1032
(INN) Ik /k
(mg/kg) no3a (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 ¢ eH3UMHI HHAYKTOPH  5-15 ¢ eH3UMHN 50 ¢ en3umHn 500-600 mpu ersumen 700 mpu MOHO-Tepanus
0,15 npu VPA HHIYKTOPH UHJIYKTOPH HHIYKTOP
0,3 mpu MoHO-Teparwst 5¢VPA 12,5¢ VPA 300-400 mpu VPA
15 mpn MoHO-Tepanus 25 npu MoHo-teparus 500 pu MoHO-Teparnus
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 Han6r. 10-15 25-35 300 1200-1800-3600 3600
Pregabalin - - 150 450-600 600
Lacosamide Crnen4dr 2mg kg 200-400 mg/ns. 100 200-400 600 mg nm 10mg/kg npu
MOHOTEpAIHS IPH JIena i
tforomd Hax 50 kg u
8 mg/kg mpu et u roHOIN
o 50 kg;
400 mg mpu ombiIBaIa
Tepanus 3 Jieua 1 I0HOIIN
Haz 50 kg n Bp3pacTHu
Ethosuximide 10 40 500 1500 2000
Stiripentol* 50 10 100 50 1o 100 4000
Rufinamide* Han4r- 10 45 400 2400 3200
Brivaracetam — Jleua >4 ronuuu n — Jleua >4 ronyuu u 50 - 100, paznenena Ha  50-200 criopen 200
toHomu >50 kg B 103a 1 tonomm >50 kg B 103a JIB€ PaBHH 103U MHIUBHUYaTHHS OTTOBOD
mg/kg 2 mg/kg 1 IOHOCHMOCT
—Han 16 1. 50-100, —50-200 criopen Ha uH-
pasjieNieHa Ha 1BE paBHH  JMBHYaJIHHS OTIOBOP U
103U TIOHOCHMOCT
Eslicarbazepine  Jlena mag 6. — Jeua Han 6 . — 30 mg/kg 400 exHoxpatHO 800-1200 no 1600 mg 1600
10 mg/kg/nHesHo ©IHOKPATHO

Hap 60 xr — 400 mg

* Rufinamide 3a nedenue Ha cunapom Ha Lennox-Gastaut o Yien 266, an. 2 ot 3JIIIXM n . 16, an. 4 or Hapegba Ne 10 ot 2011 1. 3a ycnoBusTa u pena 3a
neuenne ¢ Hepasperenn 3a yrorpeda B Pery0Oiika Bpirapust ekapcTBeH# TPOLYKTH

* Stiripentol 3a neyenne Ha cuHapoM Ha Dravet o Unen 266, ai. 2 ot 3JIIIXM ui. 16, an. 4 or Hapegba Ne 10 ot 2011 . 3a ycnoBusTa n pena 3a jedcHue

¢ Hepaspernenu 3a ynorpeba B PeryOruka brirapus ekapcTBeHI TPOAYKTH
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Tabmuua 10. Bp3MoxHO BlIOIIABAHE HA eNUIENTHYHUTE CHHAPoMH 0T AEM
AEM Cunapom Bb3mo:xkHO BiIOIIABaHEe

* AbGcaHcHa eruiencus

* FOBeHMITHA MHOKIOHHYHA CTUJICTICHS

* [IporpecuBHa MHOKIIOHHYHA SITHIICTICHS

* Ponanyiosa enunencus

* Jletcka OKUMIUTATHA STHICTICHS

* CHMNITOMATHYHH IeHEPATH3UPAHH CMUJIETICHH
* Cunzipom Ha Angelman

* Cunapom Ha Landau-Kleffner

Carbamazepine

* AGcancu, MHOKJIOHHH

* MHOKJIOHHYHH IIPUCTBITH

* Muokionyc

* CSWS

* ['TKII - psaako

* QOoKaTHU IPUCTDBIH — PAJIKO
* TOHHYHHU TPUCTBITN

* ATOHWYHH OPUCTHIN

» AGcaHcHa enuiIencus
* IOBeHMIHA MHOKITOHHYHA SITHJICTICHST
* Ponanyosa enumnencus

Oxcarbazepine

* Abcancu
* MHOKJIOHNH
* DOKAJIHHU TPHUCTBIN

Phenytoin * AGcaHcHa enuiencus * Abcancu
* [IporpecuBHa MHOKIOHHYHA STUJICTICHS * [lepebenapen cunapom
+ IOBeHMITHA MHOKIIOHIYHA CITHIICTICHS * MHOKJIOHUYHH IIPUCTBITH
* Cunpom Ha Landau-Kleffner o DOKAIHA MPUCTHITH — PSIIKO
« I'TKIT
Phenobarbital * AbGcaHCHa eruiencus * AGcancH (Ipu BUCOKH J1031)
* Ponanjiosa ermerncus * MHOKJIOHUYHH TIPUCTBITH
* Cunzpom Ha Lennox-Gastaut
Valproate (psxo) * AGcaHcHa enuencus * AGcancu
* EqMHMYHY cyyau npy emuencus ¢ MUHOKJIOHYC M KPHIITOTeHHa  * MUOKIIOHHYHHU TPUCTBITN
(hoxanHa enunencus * OokanHn
« ['TKIT
Ethosuximide + AGcaHcHa enuiencus * Abcancu
* Enurencusi ¢ MHOKIIOHYC * MHOKJIOHHYHH IIPUCTBITH
* Emnnencus ¢ I'TKIT  I'TKIT
bensonunaszennnn * Cunapom Ha Lennox-Gastaut * ToHNYHHU TIPUCTDBIH
* AGcancu
* MUOKJIOHUYHH IIPUCTBIIN
Vigabatrin * AGcaHcHa enuiencus * AGcancu
* Enunencuu ¢ MEOKIOHYC * Muokmonyc
* Cunzipom Ha Lennox-Gastaut * DoKaIHU MPUCTBIN
* TOHUYHHU PUCTBITHN
Gabapentin * AbGcaHcHa ernuiencus * Abcancu
* Enunencus ¢ MHOKIIOHYC * Muoxionyc
* Cunzpom Ha Lennox-Gastaut
Lamotrigine * Panna jieTcka Tekka MuokionnyHa erterncus (SMEI) * [Ipu Bucoku 1031
* lOBeHMITHA MHOKJIOHIYHA ETUJIETICHS * MUOKIIOHHYHH IIPUCTBIIN
* Ponanyosa enunencus
Rufinamide * Cunzipom Ha Lennox-Gastaut * ATOHUYHHU TIPUCTBIN
Topiramate * AGcaHcHa enuiencus * AGcaucu
Tiagabine * AGcaHcHa enuencus * AGcancu
* Enunencus ¢ MHOKIIOHYC * MUOKJIOHUYHH IIPUCTBIIN
* QokanHu
« ['TKIT
Levetiracetam * FOBeHMIHA MUOKJIOHHYHA eTUJIETICHs * AGcancu
* AGcaHCHa eMIeTCHs * MHOKIIOHHYHH TIPUCTBIH
* Cunzpom Ha Lennox-Gastaut *» QokanHu
* Cunppom Ha Dravet  ['TKIT
Pregabalin * AbGcaHCHa eruiencus * Abcancu
* Enurencusi ¢ MHOKIIOHYC * MHOKJIOHUYHH IIPUCTBITH
Lacosamide * Cunzipom Ha Lennox-Gastaut * Atunuysu adcaneu

* I'TKIT

I'. Jledenne ¢ moJMTepanus — 3arouBa ce MPH HenosIUABaujU
ce 6oma 0T MoHOTepanust ¢ 2 AEM. [Ipunara ce mpu okomno 40%
OT MAIUEHTUTE, TIPU KOMTO MOHOTEpAIHATA € Hee(heKTUBHA: YSCTH,
TEXKH (OKATHU WU TTOTUMOP(GHHU TPHUCTHIHN, CHEHUDUIHN CHH-
JPOMHU ¥ eMIJICIITHIHY SHIIe(aNonaTuy, Halp. TEMIOPaTHOISIIOBA
STIMJICTICHST TIPH ME3HOTEMIIOpaHa CKIepo3a, TEKKaTa MUOKIO-
nnyHa enmiencus (SMEL cunapom nHa Dravet), cunapom na West,
cunzipom Ha Lennox-Gastaut. [Ipu npubaBsine Ha BTOpH, pecriek-
tiBHO Tpet AEM, ce npernopbuBa parroHa Ha MOIHTEpPaIIHs, Kato
ce komOmHUpar — 2 (3) AEM ¢ paznnyeH MexaHU3bM Ha JICHCTBHE
(Tabnuma 11).

Hsixon AEM (lamotrigine, topiramate, valproic acid) umar MHO-
JKECTBCHHM MEXaHM3MHU Ha JeiicTBue, apyru (phenytoin, carbamaze-
pine, ethosuximide) — enuu ocHOBeH MexaHu3bM Ha feiicteue. AEM
ca pa3JelieHy Ha CIIeHUTE IPYIH CIIOpPE MEXaHU3Ma Ha JIeHCTBHE:

1. Biiokepy Ha pENEeTUTHBHATA aKTHBAIMS HA HATPHCBUTE Ka-
Hanu — phenytoin, carbamazepine, oxcarbazepine, lamotrigine, to-
piramate, rufinamide

2. 3acunBamy OaBHAaTAa MHAKTUBALMS HA HATPHEBUTE KaHAJIH —
lacosamide

3. IosumaBane Ha GABA — A peuenropure — phenobarbital,
OeH30/Ma3eHN
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Tabmuua 11. OcHoBHI MexaHu3Mu Ha jieficTBie Ha AEM

AEM baokupane/ mogynauust Biaokupane/mogynauusi GABA noBhmabane baokupane na riayra-  Jlpyr

Ha Na* kaHaau Ha Ca¥ kanaau MaTHHTE pelenTopu

Phenytoin + - - -

Carbamazepine + - - _

Phenobarbital + - + -

Primidone + - + -

Valproate + + (T-Tum) + -

Ethosuximide - ++ (T- Tom) - -

Clonazepam - - + -

Gabapentin + + (L- tum) - -

Lamotrigine + + (L- tum) - -

Oxcarbazepine + - - -

Eslicarbazepine +

Topiramate + + (L- tum) + + (AMPA) Hnxubupa

KapOoaHxuIpasa

Tiagabine - - + +(NMDA)

Levetiracetam Broxep Ha SV nporenn

Pregabalin + +

Lacosamide +

Brivaracetam Brokep na SV2A

TPOTENH, MOZYIHpa
€K301I1T03aTa Ha
HEBPOTPAHCMHUTEPHTE

GABA= rama aMrHOMAcIIeHa KUCEITMHA

4. Monynaropu Ha Glutamate — topiramate, lamotrigine

5. briokepu Ha T — kanmueBute kananu — ethosuximide, valpro-
ate

6. biiokepu Ha N- u L-kanueBure kanamu — lamotrigine, topi-
ramate, valproate

7. Monynaropu Ha H-motorm — gabapentin, lamotrigine

8. briokepr Ha HeoOMYaitHn MecTa — levetiracetam, brivaracetam
(BUCOK U cenekTiBeH adunuTeT KbM npotenH 2A (SV2A) Ha cunan-
THYHHUTE BE3UKYJIH B MO3bKa, KOWTO MOJY/IMPA €K30L[MTO3aTa Ha HEB-
POTPaHCMHUTEPUTE)

9. Nuxuburtopn Ha kapboaHXHpasara — topiramate

[IpenopbuBar ce HAKOU yfauHU KOMOWHAIIUY TIPU PE3UCTEHTHU
npunaasiu (Tabnuna 12).
Crope perncTpHpaHuTe HHIMKALMH 32 JOIBJIBAIIA Tepa-
nus ca ciaegnure HoBu AEM:
* IIpu reHepau3upanu u ¢poxkanuu npuctenu: LTG, LEV,
TPM
* 1py )OKAJHH M BTOPHYHO-TEHEPATU3NPAHH NPHUCTBIH:
GBP (nan 6 ), OxCBZ, PGB (1an 18 ), LCM (Han 4 1.);
BRYV (nan 4 r.); ESL (nag 6 r.); TGB nag 12 r., npu xouto
JIPYTH TOAXO/IAIIM JIEKApCTBEHH KOMOMHAINK Ca Ce OKa3allu
HE33a/I0BOJIUTETHH MU HE ¢a TOHOCHMH
 ipu cuuapom Ha Lennox-Gastaut — LTG, TPM, Rufina-
mide*
* ipu cunApoM Ha Dravet (SMEI) — LEV, TPM, Stiripentol*

AMPA=aminomethylisoxazolepropionate

NMDA=N-methyl-D-aspartat ~ SV2A — cuHanTHueH BE3UKYIICH IPOTEHH 2A

Tabmuua 12. [Ipenopbuntentu komOuHamuu or AEM 3a
MeIHKAMEHTO3HO-PE3UCTEHTHH NIPHCTBIH

Komounanuu Moaxopsimu  Ipuunnu

PHTumn CBZ+
LTG - Hesporokcnunu ctp. peakiuu
0XC - Hespotokcnunu ctp. peaxuuu
ESL - Hespotokcnunu ctp. peaxuun
TPM - Hesporokenunu ctp. peaxuun
LEV + CuHeprussM
BRV + Cuneprussm?

LTG nim OXC+
Gabapentin ++ CuHeprussM
Pregabalin ++ CuHeprussM
LEV ++ CuHeprussM
BRV ++ Cuneprussm?
TPM + CuHeprussM

VPA +

PHT -
CBZ -
LTG + Puck ot 06puBH
TPM + Hesporokcnunu ctp. peakiuu
LEV ++ CuHeprussm
BRV ++ Cuneprussm?
LCM + CuHeprussm

*Kbm Berukn AEM moxke na ce jo6asn Clonazepam
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Tabmuua 13. M360p Ha AEM B jieTckara Bb3pact NpH eIeNcHuTe/ emmienTuynuTe cunapomu — I, I MonoTepanus, 1ombiBaiia Tepanus

Enunencus/ cunapom I MmonoTepanus

AHTepHaTl/lBHa Mono-/uonwmama Tepanus

Bb3mokna Mono-/;[onmmama Tepanus

Cungpom Ha West ACTH VPA

benszomuazermanun, TPM

SMEI (c-m Ha Dravet) VPA, TPM

benszomuazenan, VPA

LEYV, Stiripentol®

Cungpom Ha Lennox-Gastaut VPA, VPA + LTG LTG, TPM

benszomunaszenuan, CBZ, GBP, LEV,
Rufinamide* nag 4 .

Enunentuuna enuedanonarus ¢ VPA, ESM benzoaunaszenuuu, KOpTHKOCTEPOUIH LEV

CSWS unin Enexrpuyen crarye no

BpeMe Ha 0aBHOBB/IHOB ¢bH (ESES)

HTI'E ¢ abcancu VPA LTG, ESM bemszonuazenunu

HUTE ¢ muokaonyc ¢ unn 6e3 I'TKIT VPA LTG, ESM bensonuazenuuu, LEV, PB TPM

HUTE ¢ muokaonyeu I'TKII VPA LTG, TPM bensonuazenuun, LEV, PB

UTI'E ¢ I'TKII VPA LTG, TPM LEV, PB, benzonuna3zenunu

Dokanna CBZ, 0xCBZ, VPA  LTG, TPM, GBP LEV, PB, LCM-nan 4., BRVHan4r,
ESLuano6r

Hexnacupuuupyemn VPA TPM LTG, LEV

Heonaraanu repyose PB

* Rufinamide 3a neuenne Ha cunpom Ha Lennox-Gastaut o Unen 266, ai. 2 ot 3JIITXM u . 16, an. 4 ot Hapegba Ne 10 ot 2011 1. 32 ycioBusita 1 peaa 3a
nevyenne ¢ Hepaspetenu 3a ynorpeda B Perryomuka Bbirapus ekapcTBeH# IPOIYKTH
* Stiripentol 3a neuenne Ha cunapom Ha Dravet o Unen 266, ait. 2 ot 3JITIXM u. 16, an. 4 ot Hapegba Ne 10 ot 2011 r. 3a ycmoBusita 1 pefia 3a JieueHue

¢ Hepasperenn 3a ynorpeba B PerryOnnka boirapus ekapcTBeHH NPOAYKTH

J1. OcobGenocTu npu npuioxennero Ha AEM npu pasianynn
THUINOBE enujencus Npu jAena, OpeMEeHHH KeHH, MALUEHTH B
cTapyecka Bb3PACT U NALMEHTH ¢ HHTeJIeKTyaleH AeHLUT, ¢
AenpecHsi, ¢ YepHOAPOOHA UM ObOPeYHa He0CTATHLYHOCT

Ennaencus B gercka Bp3pact. M360pst Ha AEM 3a paznmu-
HMTE TUIIOBE CHMMIICTICHU U CUHAPOMH B JETCKaTa Bb3PacT € Mpel-
craBeHd Ha Tabnuia 8 ¥ 13, a HayaTHUTE U ONTHMAJIHK JI03M — Ha
Tabnuua 9.

Jleuenne npu ¢pedpuianu ropuose (PI)

1. Octporo Jeuenue npu GpeOPUITHY I'bPUOBE BKITIOUBA JICUCHHE
Ha OCHOBHOTO 3a0oisiBaHe U Ha npoxbnkutentus OI' kakto npu
emwtenTryeH craryc ¢ Diazepam — 0,3-0,5 mg/kg pexranHo wiu uu-
TpaBEHO3HO. AHTHIHPETHYHOTO JedeHne ¢ Paracetamol (Acetami-
nophen) u Ibuprofenne npomens pucka ot permauBupamy OI, HO
nogo0psBa 00IIOTO CHCTOSHUE HA AETETO NMPH MOHWKABAHETO Ha
TeMIeparypara.

2. IIpodpuiaakTuyno Jedenue. [Ipernopbusa ce HHTEPMUTEHTHA
npodunaktuka ¢ Diazepam niy mocTosHHO JeueHue ¢ Valproate
cnopen pucka ot peuuauBupamu OI. He ce Hanara nedenue npu
npoctu OI. MaTepmutentHara npodunakrukana O ¢ diazepam
CHI’KaBa prcka 3a peruausupamy I [TocTosHHOTO TeUeHHe ¢ aH-
THKOHBYJICaHTH TTpu @I He npoduiakTupa prcKa 3a eHUIICTICHS.

* MHTEpMUTEHTHA NPO(PUIAKTHKA ¢ PEKTAJIEH WM OpaJieH
Diazepam ce npenopsusa npu OI' ¢ Havano nox 1 r; pammnHOCT
3a OI" B euH o1 poxurennte; 2 wim nosede OI" mm gectn O (2
3a 12 yaca, 3 3a 6 mecerna uiu 4 3a 1 1): Diazepam - 0,3-0,5 mg/kg
pexrainHo mpu to Hajx 37,5° C mpe3 12 yaca (TepaneBTHYHA M1a3MeHA
KOHIIeHTpanus cien 2-4 MuH.) uin opanen Diazepam — 0,3 mg/kg
npe3 § yaca (TepaneBTHYHA IUIa3MeHa KoHIeHTpamus ciex 30-90
MHH.) 10 aheOpunan 24 4. (mpuem 10 3 1Hn).

* [Ipu Bucok puck ot peuuausupamu ®I' (cpueranue ot yc-
noxxHeHn npononrupanu G >15 MuH., HeBponornieH aeduuuT,
Bb3pact oA | 1., gectu OI, @I B mbpBus uac Ha GedpuitHOTO 3260-
nsiBaHe WM TIpH t°<38°) ce mpenopbuBa MOCTOSHHOTO MPOQHUITAK-
THYHO Jeuenue ¢ Valproate 30 mg/kg 3a 1-2 1. npu u3cnenBanus 3a
YepHOAPOOHHU (DYHKIINH.

KonTpanenuust npu :KeHH ¢ enuJIencus,
JiedeHue Mpu OPeMEeHHOCT U KbpMeHe

IIpu xeHuTE C enuiencus TpsdBa aa ce npeiara eQekTuBHA
KOHTpAILETIIHs 32 U30irBaHe Ha HeIIaHUpaHa OpeMeHHOCT. Pucko-
BeTe 3a 3a0peMEHsBAHE, BBIIPEKH KOHTPALICHIMATA, KAKTO U 3a KpaT-
KOCPOYHHUTE U ABJATOCPOYHH CTPAHHIHH €EKTH OT BCEKU METO]] Ha
KOHTpALITIIHS TPSOBA 1a ce 0OSCHSIBAT BHUMATENHO. PUCKBT OT He-
yCIelIHa KOHTpaLeniys npy xeHu Ha Jedenue ¢ AEM eH3uMHM uH-
JYKTOPH € 3 ITbTH MO-BUCOK B CPaBHEHHE ChC 31PABUTE KEHU. B
tepaneBTHaHE 103 1ox 200 mg/mn. TPM He B3ammonelcTsa ¢
HepOpaHUTE KOHTPALCTITHBH, Chabprkaiu norethisterone u ethiny-
lestradiol. B mo-Bucoku no3u (200-800 mg/nn.) TPM mosxe na yBe-
nmau cnabo kmpbHca Ha ethinylestradiol. [Tpu xxenu Ha nedenue ¢
AEM eH3UMHH HHIYKTOPH €(EKTHBHOCTTA HA TIEPOPATHUTE KOH-
TpalENTHBH MOXKE Jla C€ MOBUILHN C YBEJIMYaBaHe J03aTa Ha €CTPO-
rerute 10 50 pg (Makcumym 70 pg), HamasiBaHe Ha CBOOOIHHS OT
JIeKapcTBa MHTEPBAN OT 7 110 4 IHYU U BbBEXKIaHE HA TPOCH LIUKbII
(mpreM Ha 3 OMAKOBKH €/IHa CJIE/ Apyra). YMECTHO ¢ KOMOMHHpaHe
C IPyr'd METOIM 3a KOHTpALEHIHs — OapUepHH METOIH, TPaHCAep-
MaJTHH TUIACTUPH ¥ JIP. 32 KOHTPALEIMS ClIe]l ITOJIOB aKT Ce MPEero-
pbuBa JBOifHa j103a levonorgestrel (6 mg B pamkure Ha 120 vaca
cIIe/T TIONOBHSI aKT). [lepopallHiTE KOHTPALCHTHBH MOTAT J1a TPOMe-
HAT eukacHocTTa Ha Hsikon AEM — Hanp. Ha LTG, ocoGeHo B 1bp-
Bute 3 1HU npu MoHoTepanus ¢ LTG u mpu ecTporeH-chabpkaliu
KOHTpaLenTHBH. JINmcBar 10CcTaTb4yHO J0Ka3aTeNcTBa 3a eheKTUB-
HOCTTa Ha KOHTPAIENTHBH ChIBPKAIIN CAMO MPOTECTEPOH TPU
skeHH Ha nedeHne ¢ AEM eH3uMHU HHIYKTOPH.

PuckoBe 3a OpeMeHHAaTa KeHa:

* Puck ot yuecTsiBaHe Ha NPHCTBIHUTE (yBeauueH 00eM Ha
pasIpe/eneHne Ha JieKapcTBaTa, IPOTEHHOBO CBbP3BAaHE M YEPHO-
JpoOeH MeTabonu3bM) — IO3UPOBKATA CE MOBHIIABA MO MPEIeHKa
CIIeJl U3CNeIBAHE Ha CEPYMHO HUBO.

* Puck 3a yc/10:KHeHHsl Ha MalikaTa — NPeeKIaMIIChs, XHIIe-
peMe3uc, NPEKIEBPEMEHHO PaXkIaHe, aHEMHSL.

e IIpu paxaane — 1-2% ot xeHUTe ¢ emUIEHCUs MOIydaBaT
HPHUIIAIBLIH.
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® HeBpOJ]OI"bT He€ B3€éMa OTHOILIEHME 32 BOACHETO HA paKaa-
HETO, BHJ1a HA POAOPAPCHICHUETO U AKYIIEPCKOTO MOBEACHNE

Puckose 3a nioaa:

* Prck 3a mangopmanuu — 25% 110 BUCOK 32 KEHHUTE C SMHIIE-
CHsl B CpaBHEHHE C 00IIara Momyyianus ¥ MOYTH 2 IBTU TI0-BHCOK
IPH aHTHKOHBYJICAHTHO JICYCHHE — rosieMu Maidopmaru (nedexru
Ha HeBpaJHaTa TpbOa kato spina bifida, opodarmanuu nepexru kato
palatum fissum, cbpaeurn ManxdopMmalyy, XUIOCIAANa) 1 MaJIKH
(XMIepTeNIOpU3bM, EIUKAHTYCH, XHIIOIUIACTHYHH TIPBCTH). [Ipemo-
pBUBAT C€ YNTPa3BYKOBH M3CIEABAHUA Ha IUIOAA — B HAYAJIOTO HA
OpeMeHHOCTTa, pe3 3-TH, 6-TH U HAYAIO0TO HA 9-TH J.M., & [IPH CbM-
HeHue 3a Mandopmaius — u3cieBaHe Ha anda-QeTonpoTenH u am-
HHOLICHTE3a.

 [Ipenopbku 3a mMoBedeHue NpPH OpeMeHHH H KbpPMeIlH
“KeHH ¢ enmitencus ot 2016 .

1. ITpu >keHU ¢ MPUCTBIIM 1O BpEME Ha BTOpATa MOJOBUHA HA
OpeMEeHHOCTTa, KOUTO HE MOTaT ChC CHUI'YPHOCT [a C€ ONpPEIeIAT
Karo CMIJICNTHYHH, CE 3aII04Ba JEeUCHHE KaTo 32 eKIaMIICHs (Mar-
He3ueB cyndar) 10 IbJIHOTO quarnoctuato yrounssane. MPT u KT
ce cuuTar 3a 0e30IacHH, a PUCKBT 3a IUI0/A NPH JHOKPATHA eKC-
TIO3WIIHS € MHHUMAJICH.

2. [Tpu BcHYKH KEHH C SMIICTICUS C€ TIPENOphYBa prueM Ha (o-
nreBa KucenrHa 5 mg/d npenu 3a0peMeHsBaHeTO U MOHE [0 Kpast
Ha ITbPBHS TPUMECTHP Ha OPEMEHHOCTTA C IeJl HaMalsiBaHE Ha
pHCKa OT BPOJICHN aHOMAJIMH. PUCKBT OT rosieMu BpOJieH! aHOMaJINH
3aBUCH OT BHAA, Opost u no3ara Ha AEM. LTG (mox 300 mg/nH.) u
CBZ (nox 400 mg/nn.) ca cBbp3anu ¢ Hait-Manbk puck. Haii-Bricok
e puckbT mpu npuem Ha VPA (10,7/100) wmu monutepanus
(16,8/100) B cparenue ¢ 2,3/100 mpu xeru 6e3 emwrencust. Crioper
peructpu Ha BenukoOpuranust u Upnanaus, puckbT MpH MOHOTE-
parusi ¢ LEV (0,7/100), cbIi[0 € mo-HUCHK B CPABHEHHUE C TOJIUTE-
panust (5,6/100). JIumcBar 1ocTaTh4yHO A0KA3aTENCTBA 32 PHCKA PH
MoHoTepanus ¢ gpyrure AEM. PHCKBT 3a TOBTOpHA BpOZIEHa aHO-
Manus e 110-Bucok (16,8/100) mpu eHH, KOUTO UMAT Bede JIETE C
BPOJICHA aHOMAJIHSL.

3. [IpuemsT Ha VPA u nonmurepanus ¢ apyru AEM tpsioBa na
ce MUHHMMH3HUpa TIpean 3a0peMeHsIBaHeTo CJIe BHUMATeIHa Ipe-
L[EHKA OT EIMJICTITONION.

4. Ha BcHYKM HOBOPOJICHM HA JKEHU C CTMJICIICUS JIEKYBaHU C
AEM eunsumun unaykropu (CBZ, PHT, PB, PRM, OCBZ, TPM,
ESL), Tpsi6Ba na ce mpunara 1 mg ButamuH K mHTpaMycKyItHO ¢ e
IIPeBEHIUS Ha XeMoparnyHa 6onectT Ha HOBOPOAEHOTO. JIumcar
JOCTAaThYHO JI0KA3aTEJICTBA 38 HEOOXOMMOCTTA OT IpUJIaraHe Ha
BUTaMUH K 1py JKeHHUTE ¢ enuiIencys 3a NPEBEHIMS Ha XeMOparuu
ClIe/l pAKIAHETO.

5. IlpreMbT (IIepopaeH Win Ipu He0OXOUMOCT MApEHTEPANIeH)
Ha AEM Tps0Ba 1a npoaboku 10 Bpeme Ha paxaaneto. Jlumncsar
[pOy4BaHUS 3a onTuMaieH u300p Ha AEM npu npucTbi o Bpeme
Ha paxnaane. [Ipn enmunentuden craryc 3a npeanodntane ca AEM
OT Ipymara Ha OEH30ANa3eTIHHATE.

6. [IpenopbUUTEIHO € NPOABIKUTETHO MOHUTOPUPAHE Ha TIIO-
J1a TIPY XKEHU C BUCOK PUCK OT HPUCTBII 110 BPEME Ha PAXKIaHe, KAKTO
U CJIeJ{ OTy4EeH MPHUCTBII 110 BPEMe Ha PaXKIaHeTo.

7. O6nexyaBaHeTo Ha OOJIKaTa II0 BpeMe Ha paXkJaHe MPH SKeHH
C eNUJICTICUS € MHOTO BO)KHO C 11671 MUHUMU3HUPAHE Ha IPOBOKUPALLN
(axropu 3a npucrbiute. JIokanHara aHecTe3us (€muaypaHa, Criu-
HajlHa, koMOuHNpaHa) e 6e3onacHa. Diamorphine e 3a npexamnoun-
taHe npen pethidine (enutenTtoreHex edekT) 3a aHaNre3us Mo Bpeme
Ha paxkaane. [Ipy HeoOXxoauMOCT OT 001 aHecTe3Hs € 3a IPeIIo-
4yuTaHe Jia ce u3dsarear anecteTuiy karo pethidine, ketamine u se-
voflurane.

8. JluncBar KOHTpauHAMKALMH 33 NPUIIATaHe HA WHIYLMpPALIH
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paxIaHEeTO MEIUKAMEHTH IIPU JKEHH C eTWIICTICHS Ha JICUeHHE C
AEM.

9. [pu sxeHuTe ¢ enuiencus TpsaOBa ja ce IpenopbyuBa aa npo-
Jeikar npueMa Ha AEM cnen paxxnaneto. [Ipenenkara 3a kbpmeHe
€ MHMBHIyalHa, HO TpsOBa 1a ce mma npensun, e LTG, LEV, TPM
NPEMHIHABAT B MO-TOJIIMA CTEIEH B KbpMaTa B cpaBHeHHE ¢ VPA,
CBZ, PHT.

10. Cren pak1aHETo € NPEenopbUUTENIHA OAKPeNa IIPH MaiKuTe
C eTUJICTICHS, C KOSITO J]a € MUHUMH3UPAT IPOBOKUPAIIUTE TIPH-
cTbIHU (HaKTOPH KaTo ChHHA JCNPHBALU, CTpec, OOKa.

11. Axo no3ara Ha AEM e Ouna 3aBuiiieHa o Bpeme Ha OpeMeH-
HOCTTa, TPsI0Ba 1a ObJie peBu3MpaHa B paMkuTe Ha 10 aHU cren paxk-
JTaHEeTo C Ien U30sArBaHe Ha MOCTIAPTAIHA TOKCHYHOCT.

IIpu JeyeHne B cTapyecka Bb3PacT Ce PENOPbYBA 0-HUCKH
no3u Ha AEM, nopaiu 3a0aBeH 4epHOAPOOEH METaOO0IN3bM 1 CHU-
JKeH ObOpeueH KnupbHC. [Ipy marmenTy ¢ enuiencus B crapyecka
BB3pAcCT U erunencus u untenekryaiten aeduuut (1Q<70) ce mpe-
HOPBHYBAT MEAUKAMEHTH, HEMOBJIUABAIY KOTHUTUBHUTE (YHKIINH,
a NpH Jenpecus — MEeIMKaMEHTHU, HENOBIIMABAIIM I10BEICHUETO
(Tabnuma 14).

Tabmuna 14. Edexri Ha AEM Bbpxy KOTHUTHBHHTE (DYHKIIHI
U TIOBEJICHHETO

AEM Koruutusun gynkuun IloBenenne

Carbamazepine  Munnmaneu Crabuu3arop Ha
HACTPOCHHETO

Phenytoin VBpexnane Hemsscueno

Phenobarbital VBpexnane Jenpecus

Valproate Munumanex Crabunu3arop Ha
HACTPOECHUETO

Clonazepam VBpeknane Crabuu3arop Ha
HACTPOEHUETO?

Gabapentin Munnmanes Mununmanen

Lamotrigine Munnmanexn Munnmanen

Levetiracetam Munnmanexn Musanmanexn

Oxcarbazepine ~ Muuumanen Munumanen

Tiagabine Munnmanexn Munumanen

Topiramate VBpexnaHe MunumaneH, cbo0IeH s 3a
TICHX03H

LCM Henssecren Munumanen

BRV MunumaieH MuHnManeH, cbo0IeHHUs 3a

TICHXO031

IIpu nanuenTy ¢ 6bOpeYHa U YePHOAPOOHA HETOCTATHYHOCT
m360pbT Ha AEM e cbo0paseH ¢ MACTOTO Ha MeTabosm3Ma 1 eKCKpe-
msita Ha AEM. Phenytoin He ce mpenopbuBa nopaan HeMMHEApHA
KHHETHKA, YePHOAPOOHA aBTOMH/YKIIHS, MHOKECTBO JICKAPCTBEHU
B3aMMOJICICTBYS M BUCOKA CTEIICH HA IIPOTEUHOBO CBbp3BaHe. Phe-
nytoin ¥ BaJIPOaTH MOTar Ja MPEeAN3BUKAT YePHOAPOOHA yBpe/a.
Gabapentin u levetiracetam ce eKCKpeTHpar IIaBHO npe3 ObOperuTe
1 JIO3UPAHETO UM ce chobpassiBa ¢ ObOpeyHaTa HeloCcTaThbYHOCT. Te
ce Ipuiarat Ipu YepHOAPOOHa HEAOCTATHYHOCT U TIPH Bb3MOXKHA
JIeKapCTBEHO UHyLpaHa eTnonorus. Lamotrigine, Koiito ce meta-
6omm3mpa Ipe3 IIIOKOPOHU3NPAHE CHIIO CE PUIara Mpy HAKOU Ia-
LMEHTH C YEPHOAPOOHA.

JledeHue Npu NPOBOKMPAHUTE NPUCTHIM: KparkoTpaiiHo je-
YyeHHe ¢ OCH30/Ma3eIMHN PeyLpa PUCKa OT IIPUCTBIIM HPHU TIpe-
ycTaHOBsIBaHE Ha ankoxoi u delirium tremens. Cireqy OCTBp MO3bUCH
MHCYIT WM HEBPOXUPYPTHS HE € HEOOXOMMO TIPOGUIAKTHYHO Jie-
yeHue ¢ AEM. 3anounatutre AEM crieq ocTbp MO3bUEH UHCYAT CE
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M3KITIOYBAT HocTerneHHo. Jleuenne ¢ AEM ce TMPOBECK/IAa IIPU HEIIPO-
BOKHUPAHU NPUCTBIN C NOCTUHCYJITHA MPUYNHA.

E. JlabopaTtopeH KOHTPOJI

« [IKK, xoarymannoneH npodui, 4epHOApoOHH U OBOpedHH
(byHKIMY, cb0Opa3HO HEXeNaHuTe peakiuu Ha npuemanure AEM,
KOraTo € HeOOXO/HM.

* JlekapcTBeHO MOHUTOPUPAHE — [IPH YTOUHSABAHE HA 103aTa
Ha VPA, CBZ u Phenytoin cie koeTo MOHUTOPHpPAHE CE H3BHPIIBA
1/rouIIHO 1 IpU HEOOXOAUMOCT (TIOIMTEpAIIHs, TOKCHYHH Peak-
1y, preM Ha phenytoin, uepHoApOOHa U OBOpeYHa HelOCTaThu-
HOCT, ChJICOHO-MEIMIIMHCKA EKCIIEPTH3A), EKEMECEUEH KOHTPOJI IIPU
OpeMEHHH.

7K. IlpeycranoBsiBaHe Ha JeyeHneTo ¢ AEM
Crnen 2-5 1. 6e3npuCTBIICH NEPHOA Ce MpeLeHIBa HeoOX0u-
MOCTTa OT PEAYKIHs ¥ MPEyCTaHOBsBaHE Ha yedeHneTo ¢ AEM,
KOETO € MHANBHAYATHO 33 BCEKU MAILEHT CIIOPe]] BU/A Ha eTIHJIe-
cHATa, HEBPOJOIUYHUSA M MHTENEKTyalleH cTaryc. Muonarnynure
(oKaJIHU JIeTCKH enmIericun 00MKHOBEHO ca ¢ 100pa NporHos3a u
6e3 mocnezxBamw peruansy. KOBeHMIHATa MUOKIIOHHYHA STIHIICTICHS
€ ¢ 100bp KOHTPOI HAa IPUCTHINTE IPH HUCKH JI03H, HO C PEIUIMBI
npu 80-90% cnen npeycTaHOBsSBaHE HA IEYEHUETO B IbPBUTE 2 I. U
HaJlara npoib/KUTENHO JedeHue. PeruuByTe npu Bb3pacTHUTE ca
40-50%, mpu neniara — okoio 25%. [lo-OmaronpusTHa € IporHoO3aTa
3a PUCK OT peLuAnBY cien cnupane Ha AEM npu manyenTute ¢ Hop-
mansa EET cien cbHHA renpuBaiys u HopManHa Mmo3buHa MPT, ot-
KOJIKOTO MpH MAalMeHTH C enwienTu(GopMeHH WM (oKaniHu
a0HOPMHOCTH TIPH ChHHA AETIPUBALNS W/WN (OKAIHU KOPOBHU ab-
HopMHocT B MPT. Jlpyru daktopu 3a pucCK OT PELUIUBH CIE]
AEM npeycTraHoBsiBaHe ca:
» AbnopmHa EEI (110-HeOnaronpusaTHy ca IepcuCcTHpPAIIH eld-
nenTuhOpMEHH paspsau Wik HOKTHE a0HOPMHOCTH )
* AbHopmHa Mo3buHa MPT (0co0eHO B KOPOBHTE M IMMOUYHU
0bmacTn)
* Bup npucrbnu (110-HeOnaronpusTHA ca TOHUYHUTE WM aTo-
HHUYHH TIPUCTBITH)
» CpueTanue Ha Pa3aNYHU BUJIOBE IPUCTHIN
* Tonsim Opoii 1 YyecToTa Ha MPUCTHITUTE
* TonsiMa POABIDKUTEITHOCT Ha eNUIICTICHSATA [IPEH T5 1a Obie
KOHTPOJIMpaHa
* Kparka npofb/nKUTEHOCT Ha IEPHOIUTE 0€3 NPUCTBIIH.
Oxono 75% ot pernauBuTe ciex cnupane Ha AEM ca npe3s mbp-
Bara ronuHa, 50% - B mppsute 3 Mecenia. AEM ce penyrmpar 6aBHo,
ocobeHo phenobarbital u 6eH301MA3CTTHHL.

3. JleueHHeTO HA eNUJIENITHYEH CTATYC Ce U3BBPIIBA B OT/IC-
JICHHE C BH3MOJKHOCT 32 MHTCH3MBHO JICYEHUE U JMXaTellHa pea-
HUMalusl, KbJETO CE€ OCHUICCTBIBAT EJICKTPODU3UOIOTHYHH,
HEBpOU300pa3sBariil, OMOXUMHUYHH, INKBOPHH U3CIIC/IBAHUS, CEPYM-
HU HHBa Ha MEIMKAMEHTH, pEHTreHorpadust Ha Osim Jpoo,
MOHHUTOPHPAHE ¥ IOJbPXKAHE HA JKU3HEHOBAXHHUTE (YHKLUH,
BKJIFOUHMTEIIHO HAPKO3a TIPH MHTYOALHS U MOJIbPIKaHE HA H3KYCT-
BeHa 0estoipoOHa BeHTHIauus. MepKu 3a arpeCUBHO aHTHEHIICT-
TUYHO JieyeHue u noseaeHue karo npu EC ce npeanpuemar, ako
HPUIAIBLITE IPOJbIDKABAT Hal 10 MuH.

JloooauyHo Jeuenune Ha EC:

* OcurypsiBaHe Ha IPOXOJMMOCT Ha JUXATEIHUTE IbTUILA

* OcurypsiBaHe Ha OCTOSHEH BEHO3EH ITbT

* Diazepam — Benosno 0,2 mg/kg., npu nena 0,3 mg/kg, pex-

tanso 0,3 mg/kg, mpu nena 1o 0,5 mg/kg, Phenobarbital 10-
20 mg/kg i.m.

Buacapcka HeBpoaoeus Bulgarian Neurology 20

Bosannuno jgeyenue na EC:

1. OcurypsiBane Ha NMPOXOAUMOCT Ha JMXATEIHUTE ITBTHIIA,
HOAbPKAHE IUIIAHETO, APTEPHATHOTO HAJISTaHEe U LIUPKYIALUATa,
OCHT'ypsIBaHE Ha BEHO3EH ITbT; MOHUTOpUpaHe Ha TenecHara T, AH,
EKT u muxarennara GyHKIuS.

2. M3cnenBaHe Ha CEpyMHH CIEKTPOJIMTH, ITbJIHA KPbBHA KapTH-
Ha, ypes, KpbBHa 3axap, AKP 1 ra3oB cbcTaB Ha KpbBTa, 4EPHOIPOO-
HHU (PYHKIMM, HYBA Ha aHTHKOHBYJICAHTH, aJIKOXOJI, TOKCUKOJIOTHYEH
CKPUHHHT U ChOTBETHA KOPEKIIHS.

3. BonycHo BbBexkaaHe Ha rioko3a (40% 60 ml), Thiamine
160 mg i.v. (npu pena u Vit Bg) npy B3M0KHA XUTIOIIUKEMUS WU
QJIKOXOJIHA HHTOKCHKALHS

4. benzonuasenunu

1. Diazepam — BenosHo — 0,2 mg/kg (3a neua — 0,3 mg/kg) unu
pekranHo 5-10 mg (3a gena 0,5 mg/kg); moBrapsiHe Ha 103ara cien
30 muH, 3a 1 yac — 1o 60 mg, 3a 24 yaca — 10 200 mg 1PU TOTOBHOCT
3aopoTtpaxeanHa HHTyOanus. KynupaHeTo Ha IIpUCTbIIa € B IPOIIOP-
[IMOHAJIHA 3aBUCHMOCT OT CKOPOCTTa Ha BbBEX/aHe Ha Diazepam,
HO 1pH OBP30TO BEHO3HO BHBEXKIAHE ChIIECTBYBA PUCK OT JCNPECHs
Ha JIMIIAHETO U apTepuaHa XMIOTOHUS, KOETO Hajlara TOTOBHOCT 3a
ACHCTHPAHO JIUILIAHE.

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

oepokama jgo3a 1 mg/kg/dac.

* Phenytoin — naroBapsane — 20 mg/kg 6aBHo i.v. (50 mg/mMun),
3a 24 gaca — 1o 2000 mg; IIpexuMcTBO — ABATOTPAHHO JEH-
CTBHE.

IIpu EC, npoovasxcasaw; nao 60 mun. — BbBEKIaHE B HAPKO32

(ipu uHTYOUpaH OoreH):

* Midazolam mnaroBapBama mo3a — 0,15-0,20 mg/kg
(<0,4 mg/mun), nopaspikaia — 0,1-0,4 mg/kg/uac.

* Tiopental Na 5-6 mg/kg no 500 mg 6aBHo i.v. 3a 3-5 MuH. 1
nopabpkane ¢ 1-5 mg/kg/uac no nossa Ha EEI marepn Ha
MOTHCHATH 3aJIIOBE.

* Propofol naroBapBama no3a — 1-2 mg/kg, nomuspxkama — 3-
10 mg/kg/uac.

Jleuenue na ycnoyncnenuama na EC: na pabnomuosura —
HOANbPXKAHEe HOPMAalHA JHype3a C BOJHO-COJEBH DasTBOPH 3a
npejnasBatHe ot Ob0pevHa HeJOCTaThYHOCT, Ha XUIIEPTEPMUSITA, Ha
MO3BYHHSI OTOK — ChUSTaHHE Ha XUIlepBeHTHIALKUs ¢ Mannitol, kop-
THKOCTEPOMIH, Ha ChIIBTCTBAIN HH(EKIUH — AHTUOMOTHYHA Tepa-
st TToabpikaHe Ha Chp/ICYHO-ChI0BaTA PYHKIKS, IPU XUTIOTOHHS
— Dopamine i.v.

. HeBpoxupypru4no JieueHue — [Py TEParieBTHIHO-PE3HC-
TEHTHH CTTIJICTICUH U HSIKOM CIIMJICTITHYHY CHIIe(aIoNaTHH B IETCKa
Bb3pact. Llen Ha omepaTUBHOTO JIeYEHHE € OTCTPAHSIBAHE HA CTUIICTI-
TOreHHATa 30Ha, FeHepUpalla IPUCTHIIUTE, UK MPEOTBPATIBaHE
Pa3npoOCTPaHEHHUETO Ha CIMIICITUIHATE Pa3psiid, a B PEIKH CIIydan
MIPH MHOXKECTBEHH (POKYCH — JIOKAIIM3HPAHE 0 SAUHCTBEH (DOKYC.

HeBpoxupypru4Ho JieueHue Ha CTUICIICUUTE CE MPOBEXKIA
npu oxoso 10-15% ot enwnentuyno Oonuure. Kanpuaaru 3a enu-
JIENTHYHA XUPYPTHS ca:

* PesucTeHTHH ()OpMU CTIPSIMO aJIeKBAaTHA TEPAITHS, IPOBEKIAHA
3a J0CTaThyeH MEPUOJ OT Bpeme, ¢ moeue oT 2 AEM, camo-
CTOSITEITHO MJIM KaTo HOJIUTEpAaIIus;

* YTOUYHEeHa enuIenToreHHa 30Ha, JIOKAJIN3UpPaHa B ,,THXa” KOpo-
Ba oOmact (T.e. 0e3 WM C OTHOCHTECIHO HUCHK PHUCK 32
MOCTOIEPATHBEH HEBPOJIOTUYCH AC(UIIUT); JIUIICA HA KOHTpPa-
HH/IMKALMH 32 XUPYPTHIHO JICUCHHE.

Ennnencun 6e3 MHAMKALHS 32 eMHJIENTHYHA XUPYPIus ca:
1. ITaupeHTH ¢ MHOTO BUJIOBE MPHUCTHIIN OT PA3INYHU 00JIACTH
Ha MO3bKa, OCBEH aKo 1 BHJ HE € IOMHMHMpAIL ¥ UHBAIUAN3UpALL.



tdespyapu 2020

3abIDKUTENHA OLCHKA ¢ MPOIBDKUTENHO Buaeo-EEI MonuTopm-
paHe.

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

3. [NauueHTH ¢ MAMONATHYHHU (I€HETHYHH) TeHEepal3upaHu
emmenicuy, ¢ Pomaniosa, OKIUMUTAIHN, peIeKCHI eTUIIEIICHH.

4. Bw3pactau ¢ qudysHa (MyaTHI00apHa) HOTMMUKPOTHPUS
WK CyOKOPTHKAJIHA JICHTOBU/IHA XETEPOTOIIHS.

WnTtenexryanHust 1euuut, 0coOEHO B IETCKA Bb3PACT U IIPU
HSKOW CHHIPOMH, HE € NMPOTHBOIIOKA3aHWE 3a PE3EKTHBHA WM
MaJMaTHBHA MHTEPBEHIINS; B HIKOH CIyJau MPEIOTBPATABAHETO HA
MHBAIMAN3UPALIUTE JPOI-aTaKu BOAM JOPHU JIO T10100pEHO KOTHH-
THBHO ()yHKILIMOHHpAHE.

HeBpoxupypruymo JiedeHue ce npeanpuemMa ciiej npeiBapu-
TeJIHA MYJTHANCHUIUIMHAPHA OlleHKA Ha 6a3aTa HA H3BbPLIEHH
NPeXHPYPruvHu H3CIeABAHMS 110 MPOTOKO. (IPUIOKEHUE).

Iporoxoa

I eram — U360p Ha kanauaatu (ceriacHo Schuele & Lueders,
Intractable epilepsy: management and therapeutic alternatives. The
Lancet Neurology, 2008, 7).

II eran — [Ipexupypruyna 1MarHocTUKA

1-Ba ¢pa3a — HennBa3uBHM n3ciIeIBaHuUs

1. IIpomsmxurenno Buneo-EEI” MoruTOpHpane B ciennanusu-
PaHO OT/JENECHNE Ha EMUICITHYEH LIEHThP — PETUCTPALUs Ha IPUCTh-
mu enHoBpeMeHHo ¢ EEI' u Bugeo. B Hsixoum cimydau ce Hamara
penyuupane u gopu cnupane Ha AEM, n cpHHa nenpuBanus. B
nose4eTo ciaydau ce nposexxaa EED mo pasmupena enexrponHa
cXeMa — M3M0JI3BaHe Ha MPEIHN TeMIOpPaHU (TeMIopo-0a3aiHi)
eIEKTPOIN M TEMIIOPO-IIOCTEPUOPHH (PETPOAypPHKYIAPHH) eJIeK-
TPOIH, 3aBJDKUTENHO ¢ oTBexAaHe 1 Ha EKT.

Unmepukmanna EET

OcHoBHO 30-MHHYTHO H3c/1eBAHe — 3aIbDKUTEIHO 32 BCUUKH
KaHAUIATH

Hocrarpuna peructpanust Ha EEI B GynHOCT M ChH — 33 1BIKH-
TEJTHO 33 BCHUKH KAaHJUAATH — 3a OLEHKA HAa OABHOBBIHOBH H CTIH-
nentudopMeHH NpoMeHH (HACOKaA 3 JIOKAIM3AIMATA Ha JIE3HOHHATA
30Ha U UPUTATHBHATA 30HA)

Hrkmanna cxkannoea-EEI' +/- chenoudannu (cemu-unea-
3U6HU) eeKmpoou

v" Tlpu naunenty ¢ TLE

v' Hesanbkurenna npy nauuentu ¢ eanocrpanna TLE: ¢
1) KIMHIYHA CEMUOIIOTHS Ha ME3HO-TeMIIOPAJTHH IPUCTBITH; 2) HH-
tepukrainHa EET ¢ nanHu 3a GaBHOBBJIHOBA U emuiienTudopMeHa
AKTHBHOCT B OTBEX/AHUATA, ChOTBETCTBAIIN HA ME3HAITHUTE CTPYK-
Typy; 3) KaTeTOPUYHU JAHHU 32 XHUIIOKaMIanHa marosnorus B MPT.
[1pu TaknBa MAIMEHTH Ce pHeMa, 4€ MMa ITbJIHA KOPETaIus MeK Ty
cemuonorus, EEI' u MPT u mosxe 1a ce IpUCTBIIU KbM TEMIIOPATHI
PE3EKTUBHY MHTEPBEHIIHH.

Hxmanna ckannoga-EET

[Tpn Bcnuxwm kanauaaTy e Heooxoauma Bueo-EEL perncrparmst
Ha MoHe 3 /10 5 MPUCTBHIIA, aKO MAIMEHTHT UMa eANH BUJI IPHUCTBIIH,
WM TIOBEYe, IPY aHAMHE3a 3a [T0Beye BUA0BE MPUCTHIN. B moBeueto
Cllydad ce Hajara MOHUTOPHpaHe TIOHe 3a 24 yaca, ¢ perucTparys
1 Ha CIIOHTAHEH ChHH.

2. Bucokopaznennrenna MPT na raBeH MO3BK — IPU HPOBEK-
JIaHe CBIVIACHO T.HAp. ,,IPOTOKOJN 3a eMuIercus’, pa3paboTeH B
HEBPOPAIHOIOTHYEH [IEHTHp C HAJIMYUE Ha CIIELHANNCTH B HEBPO-
n3o00pa3sBane Ha enmerncus. [Ipy HepocTaThUHA JIOKAIM3AIMs HA
npuctsnute ¢ Bugeo-EEI' u MPT no enunentuueH npoTokol, B
HSIKOM CITy4yaH ce Hajlara U3MoJ3BaHeTo Ha JonbiaHuTensu MPT tex-
HHKH.

Buacapcka HeBpoaoeus Bulgarian Neurology 21

3. HeBponcuxonornuHo u3cnenBane (MMa JAOMBIBAIIO 3HAYE-
HHE) — JIaTepalu3upa U MOHAKOTa JOKaIn3upa AeGUIHTH BbB BUC-

IIMTE KOPOBH (DYHKIIMHU, KOETO JOIBJIBA JAHHUTE 3 JIOKAIH3ALHATA
Ha eMWJICNTOTCHHATa 30Ha. JlaHHUTE 32 HAJIMYHU NE(QULUTH MOTaT
J1a TIOMOTHAT 3a OIpe/eNsIHe Ha Bb3MOKEH ITOCTONepaTuBeH (yH-
KuuoHaseH puck 3a BK®, xoraro enuienToreHHaTa 30Ha € B WIH
611130 710 (PYHKIIMOHAIHO HEOOX0MMa Kopa.

. Koraro pesyararure oT Te3M H3CIEBaHHUsA MOKa3BaT
ITBJIHA KOPEJIAIys 0 OTHOIICHHE JTOKAIM3alusITa Ha SIICTITOTeH-
HaTa 30Ha (HampuMep, KIMHUYIHA CEMHOJIOTHS CIOpE] aHaMHe3aTa
U BUJICO-PETHCTPALUs OTTOBaps HA ME3UO-TEMIIOPAIIHU IIPUCTHIN +
EET" nemoHcTpHpa Hayano Ha IPUCTBIIUTE B TEMIOPATHUTE OTBEXK-
JIaHWs, ChOTBETHU Ha Me3HanHuTe cTpykTypr + MPT Bu3yammsupa
XUIOKaMIIaJIHa CKJIep03a UM JIpyTa JIe3Hsl H Me3HO0-TEeMIIOPATHUTE
CTPYKTYPH) MOXE 1A C€ IIPUCTBIIN KbM OrPaHH4eHa PE3EKTHBHA HH-
TEpBEHLNUs (HarpUMep, Tpe/jHa TeMIIOpaJIHa JIOOSKTOMUS MU ce-
JIeKTUBHA amurganoxunokamnekromus: npu MTLE — naii-uecrara
CHMITOMATHUYHA TEPANleBTHYHO-PE3UCTCHTHA (JOKAIHA CIHIICTICHS,
0CO0EHO TPHU Bb3PACTHH).

. Koraro numncBar 10CTaTb4yHO JIAHHU (HarpuMep, Hera-
tuBHa MPT), TpsaOBa f1a ce M3BBPIIAT JOIBJIHUTEIHH (YHKIHO-
HanHu HeBpomnszoOpassasamy uscneasanust (SPECT umm FDG-PET)
3a MACHTU(ULMPAHE HA SITMIICTITOrCeHHATA 30HA.

1. U3BbpuiBa ce unTepukraner n/mwm ukraieH SPECT, nemon-
CTPHUpAI MHTEPHKTAIHA XUIIOTIEp(Y3Hs U HKTAIHA XUIIepIIep-
(y3ust B 00acTTa HA EMMICTITUYHOTO OrHHuIe. [10 oTHOIIeHIE
Ha SPECT, no-ymMecTHO € U3BbPIIBAHETO HA T.HAP. CYOTpaKIIHs
nipu Koperucrpamus ¢ MPT (SISCOM).

2. Ilpn nammune Ha PET ko-peructpammsta ¢ MPT cwiio yBe-
JMYaBa BEPOATHOCTTA 3a MO-TOYHO JOKAIU3UPAHE HA 30HATA
Ha uHTepuKTaeH xunomeradonussM (B PET) ¢ anaromuunara
crpykrypa (8 MPT).

3. ®ynkunonansa MPT ce nHanara npu sBHU Je3un OJIM30 10
€JI0KBEHTHA KOpa, ¢ JoKa3aHa ceMuonoruuHo u EEI" enunen-
TOTEHHOCT — C IIeJ1 ONpeIeNIsIHE FPAaHULIUTE Ha Bb3MOXHATA pe-
3€KIUs ¥ Hy’KaTa OT HHTPAoIepaTHBHA KOPOBA CTHMYJIALHSL.

. Koraro nuricsa xopenarus (Hanpumep, HeratusHa MPT;
HETUIIUYHA CEMHOJIOTHs Ha IIPUCTBIUTE; HECHO uKTanHo EET-Ha-
4aJio), MallUEHTHT CE HACOYBA 3a IPOBEXKAAHE HA MHBA3HBHU IPEXH-
PYPrHYHH H3CIIEABAHHS.

2-pa ¢a3a — UnBa3uBHU u3ciaeaBanus — Bkmousat EEI-mo-
HUTOPHMpPAHE C MHTPAaKpaHUaJIHU enekTpoau 1 Wada-tect.

OrtHacs ce 3a CIIeJHUTE IPYIH CIUIICIICHH, HO 0€3 OrpaHnYCHNUs
IO TAX:

(1) TLE, mpu KoSITO JIMIICBA CUTYPHA JIaTePaTH3alus;

(2) nBoitHa maronorus (HarmpuMep, XUIMOKaMITaIHA CKIepo3a u
(oKaHa KOpPTHKAJIHA AUCIUIA3H);

(3) me3ust mpu Henmokanusupama EEL;

(4) noxanusupaia uHTepuKkTanHa u/uim ukrania EEL, n/unu
(YHKIMOHAIHO HEBPOM300pa3sBaHe NPHU JIUIICA HA SICHO BHIMMA
ne3us B MPT.

* Unrpakpanuanno EET-monnropupane
[1pu HaNMMUKMeTO HAa MOJIEPHU HEBPOM300pa3sBalll TEXHOIOIHH,
camo 10-20% OT XUpYprUYHUTE KaHIUAATH M3HCKBAT TO3H BHUJ|
JIMarHOCTUKA. 3a/IbIDKUTEITHA € TIPH:
(1) JiBycTpanHM HE3aBUCHMH TEMIOPATHYU IPUCTHIIN
(2) ExcrpareMmopaiHu IPUCTHIIN C MPONAraus KbM MEe3HOTEM-
MIOpAJIHUTE CTPYKTYPU
(3) Temmopanau npuctbnu ¢ nqokaszaHo EEI Havano, HO Hera-
tuBHa MPT u FDG-PET
(4) Jlunca na xopenarus mexay EEI-nokanu3sanusra u Haxoz-
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kara B MPT

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

(6) JIarepanu3auys Ha IPUCTBIIUTE B ONPEEIEH As1, HO Oe3 na-
TosornyHa Haxonka B MPT mimm gyHKIMOHANHOTO HEBpOU3-
obpazssane (PET, SPECT)

(7) Enmentorenna 30Ha B Wi 011130 10 GDYHKIMOHATHO HEOO-
X0[IMMa MO3b4HA KOPa, KOETO M3HCKBA U MHTPAOIIEPATHBHA KO-
pOBa CTUMYIIALIHS.

H3BbpiiBa ce cbe CyOaypaiHu eneKkTpoH (eIeKTPOIHH PelieT-
KU, JICHTH) WM TBJIOOKH eNeKTPOIH (CTepeoTaKCHIHa UMILIAHTa-
s, SEEG) chOTBETHO Ha OCHOBHATA XHIIOTE3a 32 PA3MOJIOKCHUETO
Ha CIHUJICNTONCHHATA 30HA Ha OCHOBAaTa Ha JaHHUTE OT Buzaco — EEIL.
[MpucThHBaHETO KBM TO3H €TAIl Ce M3BBPIIBA P 00CHKAAHE OT
HEBPOJIOT (M3BBPILII HEBPO(PU3HOJIOTHYHATA OIIEHKA Ha TallueHTa
110 BpeMe Ha ITbpBara (a3a) ¥ HeBpOXUPYPT, € OCIIEIBAIIO yIACTHE
Ha TTalMeHTa. 3aIbJKUTENHA € PETHCTPALIIATA TIOHE Ha E/IUH OT Xa-
OUTyalHWUTE MPUCTHIM HA TAIMEHTA, KaTO B [OBEYETO CIyyau ce
[IpuJiara U TeCTBaHE C eJEKTPUUECKa CTUMYJIALUS C 11eJT OLEHKa Ha
IPaHUIITE Ha CMMICNTOTeHHATA 30HA ¥ €BEHTYyaIHaTa OmM30CT/mpu-
MOKPUBAHE C CIIOKBEHTHA KOpa.

* Wada-tect

WnTpakapotnmHara amodapouranna mpouexypa (IAP) (amobap-
OuTan Wwin HaTpueB MeToxekcuTain /Brevital/) BpeMeHHO HHAKTHUBHpPA
UIICUIIATEepaIHATa MO3bYHA XeMHUC(epa, KOeTOo [03BOJIsBa HE3aBUCH-
MOTO TECTBAaHE Ha [TAMETTA M PeYTa B KOHTpaiaTepaHara xeMuce-
pa. He3aBucumo OT MO-IIMPOKOTO HaBIM3aHE Ha (DYHKIMOHATHATA
MPT 3a onpenensiae Ha naTepanusanus u tokammsanusaa BKO, mo-
paau IpOTHBOPEUMBUTE JAHHU MIPH HAKOH OT KaHIHIATHTE, BCE OILe
Wada-TecTbT ce n3moi3Ba IHPOKO B IPeIoNepaTHBHATA OIIEHKA Ha
BK®.

3-ta ®aza — MynmuoucyuniunapHo oocvocoane Ha Kanou-
oamume 3a enuienMmuyYHa Xupypeus

U cnen 1-Ba, u cnen 2-pa (a3a KaHAWJATUTE 33 CIHICITHYIHA
XUPYPrusi ce 00CHKIAT OT MYITHAUCIUIUTMHAPEH EKHIT, BKIFOYBAIL]
3aIBJDKUTEIIHO HEBPOJIO3U-CIIIICNITONI03H, HEBPOXUPYP3HU ChC CIIe-
[HAIIM3AIHS B eMWICHTHYHA XUPYPIHsl, a TPH HE0OXOIMMOCT U HEB-
POTICHXOJIOT, JIOTOTIE/l, HEBPOPAANOIIOT, TcuXuaThp. OOCHKIAT ce
nozxpobuno kmuHnyHuTe, EEl, MPT nanHu, HEBpONCHXOIOTHYHHUTE
TECTOBE W JApP. PE3YNTaTH (HampuMep pedeBr (QYHKIUU, COLUATHH
npobnemu u 11p.). [loTeHIMaIHUTE YCIOKHEHHS ce 00CHKAAT C IMa-
IIIEHTa/CEMEeHCTBOTO, 0COOCHO IPH SNUJICIICHS B JIOMUHAHTHATA Xe-
muchepa.

[MauuenTuTe, NOMYYNUIN OT MYATUIUCHUIUIMHAPHUS €KHIT CTa-
HOBHUILE 32 OIEPAaTUBHA MHTEPBEHLUS 33/IbJDKUTEIIHO CE HACOUBAT
KBM CIICIHAUCT — eMHIJICTITONOT 32 BTOPO MHEHHE OTHOCHO IPEn-
JlaraHara oneparrBHa HaMmeca.

[1pu KOHKOPJAHTHY (CHBMAIAILM) PE3YITATH U €K HA MAI[eH-
Ta, eKMIIa 1 MHEHHUETO Ha eMUJIENTOI0ra, Ce HaCpouBa ChOTBETHATA
OTepaTHBHA HHTEPBEHIIHS.

Xupypzuunu npoyedypu:

1. KypatuBHu = jieye0Hu (Haii-4ecTO pe3eKTHBHH)

* [Ipeana TemmnopaJina J100eKTOMHUS

* CeJleKTHBHA AMHIIAI0XHIIOKAMIIEKTOMHS

¢ Jle3noHexkToMMsl (OTCTpaHsBAaHE HA EMMJIENITOTEHHATA J€3Hs
criope MPT nanHuTE — TeMIIOpasiHa, eKCTpaTeMIopaiHa)

e  ,JMHIuBUYAIHO NPUCIIOCO0eHA” HEOKOPTUKATIHA pe3eK-
nus — cnopen nanxute ot EET, MPT u dyHkinonanuure u3-
CIIEZIBAHYSA: ChbXPaHsBA €JI0KBEHTHATA KOpa
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* Xemuchepexromus U QyHKIHUOHAIHA XeMHC(pepeKToMust

* MHo:KecTBeHa CyONUAIHA TPAHCCEKIMS

2. [laanaTuBHu

e Kamo3zoromus (Haii-uecto - npexuu 2/3 Ha corpus callosum)

e Crumyaauus Ha n. Vagus (VNS) e ¢ unankanms xato J10-
IBJIBAIIA TEPANHUs 32 PEAYKIHUS Ha IPUCTBIIHATA YECTOTA TIPU Me-
JIMKaMEHTO3HO-PE3UCTEHTHA SITHIICTICUS [PU Bb3PACTHH MALUEHTH
U Jiela Hajl 4 I., KOUTO He ca MOJXOMALIM 33 Pe3EKTHBHA ST -
THYHA XUPYPrUsl WM CHMICITUYHATA XUPYPrHs ¢ HeC(ECKTUBHA.
[IpenopbuBa ce 1 npy GOKAIHU CNUICITUYHH IPUCTBIN C WK O3
BTOPHYHA IeHepaIu3alys WIK TeHepaIU3upaHl IPUCTBIH, 1O0CT-
TpaBMaTHYHA CMMIICIICHS U TyOepO3Ha CKIIepO3a, IPH MALUEHTH ChC
curapoMm Ha Lennox-Gastaut (1o0bp edexT npu aTHMUIHUTE a0-
CaHCH, TCHEePAIM3UPAHUTE TOHUYHO-KIIOHUYHU U MUOKJIOHHYHU
HPUCTBIHN, HO HE U NIPH ATOHWYHUTE M TOHUYHH NpUCTBIHM). [Ipn
CTHMYJIALUATA Ha N. Vagus ce yCTAHOBSABA PEAyKLMSA HA MPUCTHII-
HaTa 4ecToTa mpu okoio 45% 1o 55%, karo edexThT ce mogobpsisa
cbe Bpemeto (auBo C).

K. Hedapmaxosioruuam MeToau 3a JiedeHHe HA AeTCKHUTe
eNUJIencuu

* Kerorennara auera e JOITbJIBAILA [IPH JICYCHHUE HA HAKOH Te-
PAneBTUYHO PE3UCTCHTHH CMUIICICHH B JeTcKara Bb3pact. Llemn
HPOMSIHA Ha CHOTHOIICHUETO Ma3HUHH: BBIJIEXUPATH + MPOTEHHN
= 2:1 no 5:1. TToBuIICHUTE CTOMHOCTH HA KETOHHM Tella MOTaT Ja
pelyLrpar 4ecToTara Ha enuienTHYHuTe npucThbiu. [Ipunarar ce
¥ MOIM(UIIMPAHN KETOTCHHU IUETH. YCTAHOBEH € e)eKT pH CHH-
npoma Ha Dravet (SMEI), nndantuinau cria3mMu, MHOKIIOHUYHO-AcC-
tarnyHa enmiencus (CuaapoM Ha Doose), kommekca TyOepo3Ha
CKJIEpO3a M BPOJICHH METaOOIUTHH Je(eKTH (MUpyBaT-1exuapore-
HaseH nedunut, nepunut Ha GLUT-1).

EnuientuyHu CHHAPOMH, IPU KOMTO UMA BepoOsiTHA edek-
THBHOCT OT KeTOreHHATa jineTa (1oHe 2 HAyYHH My0JuKaALuu)

* ['moko3en tpancnoprepen nporeud 1 (GLUT-1) nedunur

* [TupyBar-gexuaporenasex 1epUIUT

* MuoxsionnyHo-acTatinyHa emerncus (Cuaapom Ha Doose)

* TyGepo3ua ckiiepo3a

* Rett cungpom

» Cunapom Ha Dravet (SMEI)

* MHbaHTUIHA CTIa3Mu

* Jlena xpaHeHu eHTEpaIHo

EnnienTtHunu cHHAPOMH, TPH KOMTO HMA Bb3MOKHA edek-
THBHOCT OT KeTorennara auera (1 Hayuna myGanKanus)

* Hsikou MUTOXOHAPUATHY OOIECTH

* [ukorenosa tun V

 Cunnpom Ha Landau-Kleffner

* Bonecr Ha Lafora

* SSPE

HuBa Ha jleyeHNe HA eNUJIENICUATA

JleyeHue B yCJIOBHSITa HA M3BbHOOTHMYHATA CHEIHAIH3H-
PaHa MeIHIMHCKA IIOMOII CE U3BbPLIBA OT CHELUAIUCT-HEBPOJIOT
WM JETCKH HEBPOJIOT ¢ HAYaJIHATA MOHOTEpAIHs C aJeKBATCH 3a
THIIA Ha eTIJICTICHATA U Ha eMIJICTITHIHNATE IPUCTHIIN METUKAMEHT
B ONTHMAJHA 71032 IPHU KOHTPOIHPAaHE HA cepyMHHUTE HUBA. [Ipu
HeeeKTHBHOCT II'bpBaTa MOHOTEPAIMS MM CTPAHUYHU PEAKLUH,
ubpBusAT AEM ce 3amens ¢ apyr AEM, noxxonsu 3a Tvna npurmna-
nerm u enmnencusta (11 monoreparus). [1pu HeeekTuBHOCT ce 10-
GaBs Bropu u Tpetn AEM (pauuonanHa mnomurtepanus), 3a
KoMOuHanuu oT HoBuTe AEM — creft peliieHus ot eKCrepTHH KOMH-
cun kbM YMBAJL
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Boanuuno jedyenne ce mpoBexkaa mpu:
* EnmuienitiyeH ctaTyc — KOHBYJICHBHHUST € 3aIlIAIIBAIIO )KHBOTA
CHCTOSIHME, & HEKOHBYJCHBHUAT 00yCiaBs KOTHUTHBHH YB-
pean;
CepuiiHu IpUnabIm;
BosHY ¢ HOBOOTKPHTA SIIMIICTICHS M YECTH SITHJICIITUYHH [PHU-
Hably;
HoBooTkpuTa enuiencus B IeTCKa Bb3pacT, Hajlaralia HeBpo-
n3o6pa3sBamy n3cnensannst 1 EET mox napko3a;
3ayecTsBaHE Ha MPUIIA/(BIIUTE U HETIOBJIUSABAHE OT JICYCHHUETO,
KOETO HaJlara CrieliaIn3upaHn U3CIIe/IBaHuUs C OIVIe]] CHMIITO-
MaTH4Ha eTUJICTICHS;
[Iporpecupar HeBpoIOTHYEH AeHHUIUT U PA3BUTHE HA IEMEH-
Ms C OIVIE]] PeIMarHOCTUIIMPAHE Ha CTHOJIOTHATA,;
bonnu ¢ HenopnusABaHe OT aMOy/IaTOPHOTO JICYEHHE BKIL. U C
HoBute AEM, ¢ enmienTHYHU CTarycu B aHAMHE3aTa, IpH
KOWTO Ce HaJlara CMsHa Ha JICYCHHETO B OONHUYHH yCIIOBHS;
bonuu ¢ TexXKN HOPMH ¢ MHOKECTBEHU HOJIUMOP(HHU MpHIIa-
b1, TIporpecupaiy Gpopmu, Heknacuuuupanu Gopmu, u ¢
YCIIOXKHEHUS;
bomHuTe, MM KOMTO Ce Hajarar CrienUanu3upaHy H3CIeaBa-
HHSI C OIVIE]] HEBPOXUPYPIUYHO JICUCHUE Ha CIIUIICTICHSATA,;
VYenoxHeHHMS
ExcriepTHu cityyau 3a yTOUHSBaHE Ha AMArHO3ara, HPU KOUTO
MOJKE J1a C€ HAJIOXKHU CIIUPAHE Ha JICYCHUETO MOJ JICKAPCKHU KOH-
TpOJL.
BosHn4HOTO J1eueHHe Ha eNUIICTICHATa MOKE J1a C€ TPOBEXK A
B HEBPOJIOTHYHO, IETCKO MM NIPOQMIMPAHO ENUICTITOIOIHYHO OT-
JIEJICHNE WM HEBPOJIOTUYHA KIMHUKA/AETCKAa HEBPOJIOTHYHA KITH-
HuKa (cextop) Ha Yb, cmopen Texxectra Ha 3a00JSBaHETO U
yCJIOXKHEeHusATa My. MeIMKaMeHTH OT rpynara Ha ,,HOBUTE” HpOTHU-
BOCITHJICTITUYHU CPEJICTBA C€ BBBEXK/AT NPH J0Ka3aHa HeeeKTuB-
HOCT OT Knacudeckure AEM, crienyaiHy rpyny naueHTy (jaeua,
cTapu xopa, OpeMeHHH, OOJIHM ¢ YepHOAPOoOHa itk ObOpeyHa He-
J0CTaThYHOCT), CTPAHUYHU PEAKLIMH WM OPTraHHA HEJOCTAaThYHOCT.
CrabuiM3upaHeTo 1 BIM3aHETO B PEMHUCHS 1I03BOJISIBA [10-HaTa-
TBITHUAT aMOyIaTOPEH KOHTPOJI, JISYEHNE W MPOCIEAsIBaHEe Ha Ia-
LIMEHTA J1a ce MPOBEXKIAT 2/ToAuIIHO. JICUEHHETO 3a eIIeTCUs ce
MPOBEXkK/A 2-5 I. WK TIO-MIPOBIDKUTEIIHO CIIOPe]] BU/A HA eHUIIeH-
cHATa/CNWICNTUYHYS CUHAPOM. [IpeyCcTaHOBABAHETO Ha JICUCHUETO
ce MpeanpruemMa oT CreUaInCT-HeBPOIOT/ IETCKH HEBPOJIOT.

VIII. EHAJIEIICUA 1 BAKCUHHU

WMyHu3amuuTe Karo KOMIUIEKC OT HNPO(QMIAKTHYHH MEpKH,
KOUTO LIEJIAT Ch3aBaHE Ha CrelU(pUYHA HEBB3IPHUEMUHBOCT KbM pe-
JMLA CePUO3HH HH(EKIMO3HH 3200IBaHs, TOTPUHECOXA 3HATUMO
3a HaMaJIsIBaHE JETCKaTa CMbPTHOCT M PaHHATa MHBAJIMIM3ALHS.

Puck ot umynuzanuu. OnycaHn peiky MOCTBAKCHHAIHHU yC-
JIO)KHEHHS OT IPHIOKEHHEeTo Ha audrepus-retanyc-kokiomn (JITK)
U MOPOWJIN-NIapOTHT-py0Oeoa B TOJIEMH HOIYJIAlHOHHH U3Ciie/Ba-
Hus ¢ o6mia yectora 5,2/100 000 uMyHU3UpAHH: AeMHETHMHA3HPALIN
nporecu, GeOpriTHY rbpuoBe, aQeOPHITHH ENUICHTHYHH MPHCTHITH,
eHedanonariaTa 1 HHQAHTHIHA CIIa3MH [P OT NPUIIOKECHHETO Ha
IbPBUTE KUBH BaKCUHH. CHBPEMEHHHUTE BAKCHHH CE TIPOU3BEKIAT
10 HOBH TEXHOJIOTHH M €a 3HAYMMO MO Oe30MaCHU U HA/IeKIHH.

[Ipu nepmycucnama ysanoknemvuna 6akcuna ca Bb3MOXKHH I'bp-
4OBe, KOIATCOMOI00HH eMU30/1 U eHiedanonarus. FiMa noBuiieH
pucK OT (heOPHUITHH I'bPUOBE B IIBPBHS JICH Clle]l AU(TepHs-TeTaHyC-
xokuiont (JTK) u mexxny 8 u 14 nen crneq MOpOUIH-NAPOTHT-PY-
Oeona (MIIP), HO He ce yCTaHOBSBA MOBHIIEH PUCK OT MOCIIEBALIN
I'bPUYOBE M KBCHH PEAKIMH W HEBPOJIOTMYHU YCIOXHEHHUS. [Ipu-
YUHHA BPb3Ka MEXK/TY ISUTOKIIEThYHATA BAKCHHA TIPOTHBOKOKITFOIITHA
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BAKCHHA U MH(AHTUIHK Cla3MH, MPEAIoIaraHa B MUHAJIOTO, cera
ce cmsTa 3a u3KitodeHa. KonaricononoOHuTe (CHHKONAIHN) SITH3011
ca 6e3 nocienui. Te Bb3HUKBAT B IIbpBUTE 24 4. ¢ HA-ManKo 12 4.
MHTEpBaJl OT MOMEHTA Ha NPHIIOKEHUE Ha BakchHaTa. ['bpuosere,
acorumpany ¢ JITK umar xapakrep Ha (heOprnHu, HO HIMA JOKa3a-
TEJICTBA 32 POJIATA HA NEPTYCUCHUS TOKCHH 32 II0CTBAKCUHAIHHUTE
peakiuu. He e ycraHoBeHa Bpb3Ka MEKy MMyHHM3alMsATa U Ha4a-
J0t0 Ha enuiencus, nHdanTuiay cnasmu win [HC nndexims.

Ayenynapnama eaxcuna npomug nepmycuc BOIU 10 UIMyHHTET,
HO HE ChJbprKa CHIO0TOKCHH, OTTOBOPEH 3a JIOKANHATa PeaKuus U
Temreparypara. [Ipu Jena ¢ XpOHHYHHM MO3BYHH YBPEXKAAHUS
(nercka nepeOpaiHa mapaian3a, enuiIencus, yMCTBEHO H30CTaBaHe)
ce MpernopbyBa MPHIOKEHUETO Ha alelylIapHa BaKCHHA IIOPaJIH 0-
BHILICH PHUCK IPH pecruparopHu 3abossBanus. GamuiiHo oOpeme-
HEHHUTE C T'bpUOBE Jela He Ou ciexsano jaa ce owiarar ot JATK
UMYHH3aLHH.

[pu mopounnama umynusayus ca Bb3MOXKHY (GeOPIITHUTE TBp-
4OBE Ipe3 BTOpaTa CeIMHLA Cie]l UMyHH3aluaTa. Bakcunure 3a
MopOuy, npousseneHu ciex 1978 r. ¢ uHAKTHBUpaH MOPOHICH
BHPYC Ca C I10-MaJIKO JIOKAJIHU CTPaHU4HH 1posiBu. He e ycranosena
CHUTYpHa PUYHHHO-CIIE/ICTBEHA BPb3Ka MEK/y BAaKCHHATA U T10SIBATA
Ha ayTU3bM. AMepHKaHCKaTa IeuaTpuyHa aKajeMus pernopbyusa
U Jienara ¢ IM4Ha Wik GpamMuiiHa 00peMEHEHOCT C IbpUoBe Jia Obar
MUMYHHU3UPAHU IPOTHB MOPOMIIH Thil KaTo GoietyBaHe OT MOPOMIN
MOXe Jia TOBE/IE 10 MHOTO MO-Y€CTH U TEKKU YCIOKHEHHS, B CPAB-
HEHHE ¢ euH GeOpuIIeH I'bpy.

[1pu npoTHBONAPOTHTHATA, IPOTUBOPYOEOIHATA, TIPOTUBOOSC-
Hata, cpemy Haemophilus influenzae B, mpornBoxenarntnara u
HPOTHBOMOIMOMHEIIMTHATA BAKCHHH HE ca HAaOJII0IaBaHH YCIIOKHE-
HHSL OT THII SITMICITHYHH IPUCTHIIH.

O6001eHo: BakcuHanuu ¢ yOUTH BakCHHH, 0a3UpaHd HA TOK-
conjl, OaKTepHaTHU AaHTUTCHH, IIPOTEHHHH CYOCAMHUIN HIH UMY-
HOTEHHH, MPOTCHHH MOMYyYEHU Upe3 PeKOMOMHAHTHH TEXHOJOTUH,
HE ca IPOTHUBOIIOKA3aHH TIPH JeliaTa ¢ HeBPOJIOTHYHH 3a00JI1BaHuS,
BKJI. C erwiencus. B Ta3u kaTeropus BiIu3aT BAKCHHHUTE 32 TETaHYC,
T TepHs, KOKIIONI, nmonuoMuenut, xenatut B (HBV), rpum, Hae-
mophilus influenzae type b (Hib), mHeBMOKOK 1 MEHUHTOKOK.

[poTuBoOIIOKa3aHUs 32 BAKCUHUPAHE ca JelaTa ¢ HEKOHTPOIIH-
paHH eNWICNTUYHH IPUCTHITM OCHOBHO TP CHHIpoM Ha West 1 Me-
JIMKaMEHTO3HO PE3UCTECHTHHU CNUIICTICHH.

M31os13BaHNTE OHACTOSIIEM BAaKCHHU UMAT OTJIMYHA HaJICHKI-
HOCT ¥ ITOHOCHMOCT, 3HAYUMO CHIKaBaT 3a00JeMOCTTa U CMbp-
THOCTTA, NPEAN3BUKAHA OT MH(EKINH Y Jenara U Bb3pacTHUTE.
Jlexapute TpAOBa 1a CHACHCTBAT 3a NPUIATaHETO UM, KaTo ca MH-
(opMupaHH 32 BB3MOKHHUTE CTPAHUYHU PEAKIIUHU H J]d THPCAT U OT-
KpHBAT IPUYHHHA BPb3Ka MEKITY TSAX M Bb3MOXKHUTE HEBPOJIIOTHYHI
YCIIOKHEHUS.

IX. IIporuo3ara 3aBucu oT opmara, MOJATINBOCTTA Ha Jiede-
HHe, TABHOCTTA, HAacJIeICTBeHH U npunobutu daxropu. [lpu Hene-
KYBaHMTE WM HENpPaBHIHO JIEKyBaHM OONHM 3a00JsIBaHETO
HpOrpecupa ¢ Mo-TeXKKH U Io-4ecTH npuctsiu. [Ipn OmaronpusTHo
npotudane (okoio 60-70% ot cirydanTe) Ie4eHHeTo Tpae oT 2 10 5
roquau. 20-25% ot GomHUTE ca ,,MEIUKaMEHTO3HO-PE3UCTEHTHH ,
KOETO Hajiara MoJIMTeparus 1 MPHIOKEeHHE Ha ,,HOBUTE aHTHEIIH-
JENTHYHU MEIMKaMEHTH WM XHPYPTUYHO JiedeHue (tabnuua 15).
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Tabmuua 15. IIporuosa npu enunencunre

Jlo6pa nporxosa HeGmaronpusiTHa nporxosa

1. Jlercka abcancHa 1. Cunapom Ha West*

2. Unmonarnunu aercku do- 2. PaHHA KbpMayecka eMuIeHTHIHA CH-
kanuu ermtercust (Ponanjosa, uedanonarus®
okuunuranHarui Panayotopu- 3. Teskka IeTCka MHOKIOHHYHA €ITHET-
losutun Gastaut) cust*

3. Enunencus B crapyecka Bb3- 4. Cungpom Ha Lennox-Gastaut*

pact 5. Epilepsia partialis continua*
4. OebpuiHE rbpUoOBe 6. IlporpecnBHa MHOKIIOHYC €MHIET-
5. benurnenu naponaTuyHy He- cust*

OHATAJIHN KOHBYJICHH 7. IOBeHMITHA MHOKIIOHYC SITHIIETICHS

8. Cunzupom Ha Landau-Kleffner*
9. TemmopanHoAsAIOBa ENHICTICHS
10. Enunerncust npu KOpOBH AUCIUIA3UN

* [Ipornosara e HeOMaronpusTHA MOPajH
HEBPOJIOTHYEH H YMCTBEH Ae(UIUT

X. HHBAJIMLJIU3ALIUSA U CMBPTHOCT

CBOEBPEMEHHOTO U MPABHUJIHO JICYCHHE OrpaHuYaBa Mporpe-
cHATa Ha 3a00JIABAHETO M MHBAIMAM3ALHUATA, KOCTO UMa 31PaBEH,
conuaieH 1 nkoHoMudecku eext. [IpeodnanaBamara gact ot 6071-
HHTE (IPOCTH, HEYCIOKHEHHU (HOPMH, PAHHO AHATHOCTHIIMPAHH) C&
nexyBar amOynaTopHo ¢ 100bp edext, 25% ca ¢ MeauKaMeHTO3Ha
PE3UCTEHTHOCT U CE HaJlara MOJUTepanys, KOMOUHALIMY OT HOBUTE
AEM u yectH xocnuTanu3anuu. MeJUIMHCKUAT PUCK € OBHLICH
py 106pe KOHTPOIMPAHN M MEIUKaMEHTO3HO-PE3UCTEHTHH eITH-
nerncun. CMbpTHOCTTA € 2-4 IIBTH M0-BUCOKA B CPaBHEHHUE ¢ 001Iara
nomynaius. Haif-uecty npuunnm ca ,,cHHAPOM Ha BHE3AIHA HEOYaK-
BaHa cMBpT” (8-17%), camoybmiicTBa (7-22%), KOHBYJICHBHH €ITH-
nentraHn ctatycu (10%), TpaBMM 1O BpeMe Ha EMIICHTHYCH
npuCTHII (5%), MeTUKaMeHTO3HH peakiuu (3-7%) u ap.

AJITOPUTHBM 3A JTUATHOCTHUKA, JEUEHUE U
MPOCJIEJABAHE HA TAIIMEHTA C EITWJIEINICUS

I. lnarHocTunpaHe HA NALUEHT C eMUJIencHst

1. Obuonpakmuxyeauwy 1ekap — NpU HATMYKE HA TPHUITATBLIH:

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

CHHKOIIN)
* HacouBa naumeHTa KbM CIeUaIuCT HEBPOJIOT/ IETCKH HEBPO-
JIOT, @ IPY YECTH MPHIAIBIN — KbM OOJHUYHO 3aBe/ICHUE

2. CienuaJucT HeBPOJIOT/1eTCKH HEBPOJIOT B H3BbHOOIHUY-
HaTa MeIUIIMHCKA MOMOIIL:

* AHamHe3a

* HeBponoruyeH craryc, eBeHTYalIHO HAaOIIOEHUE Ha IPHCThIT
0 BpEMe Ha U3CIIeIBaHETO.
HasnauaBa u nntepnperupa uscnensanusra: EET, HeBpon3o0-
pazsBamo m3cneasane (KT na rmasen mo3sk wm MPT na ma-
BEH MO3bK)
JluarHoctuuupa ,,Enunencus” npu Haiuyue Ha 2 HENPOBOKU-
paHM eMUIENTHYHH IPUCTHITA WM SAUH P HAJIMYUE Ha eTi-
nenrudopmena akruBHocT B EEL, chueTanue ¢ OTKIOHEHHS B
HEBPOJIOTMYHHS CTAaTyC M/MIIM IATOJIOTHS B HEBPOM300pa3siBa-
IIUTE U3CTIeBAHMU.
Hasznauapa neuenne ¢ AEM, moaxosin 3a BUia Ha €MUJICT-
THYHHUTE IPUCTBIN/ CNUICITHYHUS CUHAPOM — | MOHOTEpanus
¢ Banmpoatu win carbamazepine unu ¢ apyr AEM (oxcarba-
zepine, lamotrigine) ako UMa MPOTUBONIOKA3aHUS 32 KJIACHYEC-
KUTE ¥ TIPH CHEIMATHH TPYIIH TTAIHEHTH; H3/1aBa IPOTOKOII.
[Ipu wecTn enuIeNnTHYHYN NPUCTHIN WIH HEBB3MOXKHOCT 32
ochuiectBsiBane Ha EEI" u win m300passiBaiio u3cienaBane
(nere ¢ HEOOXOAMMOCT 3a YIIOKKa) — HACOYBA MALMEHTa KbM
6omamaHo 3aBenenne (MBAJL, YMBAJI).
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* [Ipu 3aBbpIneH MpoIieC Ha IMArHOCTHIMPaHe HACOUBA MTAIHeH-
Ta KbM JIMYHUS JIEKap 3a U3MUCBAHE HA PELENTHU CIIOPE po-
TOKOJNA U 3a HAaOJIOJCHHE HAa COMATHYHOTO ChCTOSHHME Ha
IAIMeHTa (€BEHTYalIHH CTPAaHUYHU PEaKIUH.

3. Cneunajanct HeBPOJIOI/IeTCKH HEBPOJOT B OOJTHHYHA

oMo

* [Ipu manMeHTH ¢ YeCTH M WIIM TeXKKU CMHICNTHYHU NpHIIa-
I'bLIM, JIeTla MM MTALMEHTH, Ha KOMTO HE MOTar Jia Ce OChIIECT-
BaT EEI" u HeBpom3oOpazsBamu u3cienBanus 0e3 ymoika
TIOpaJiM HECTIOKOWCTBUE C€ TUArHOCTULNPA ,,TIMIICTICUST” CIIE]
EET, neBpouzo0passiBaiio usciensane; nauentu 3a TEJIK.

* [IKK, 6noxumus, n3cieiBaHe Ha cepyMHO HHBO HAa AEM (Ha
VPA, CBZ, PHT)

* [IpoBesxia ce aHTHKOHBYIICAHTHO JIeUCHHE (MHTPABEHO3HO WIIH
HHTPaMYCKYIIHO), QHTUEAEMHO [PH HEOOXOAUMOCT

* HasnauaBa neuenne ¢ AEM, mozxxonsm 3a Buja Ha enmuien-
THYHHTE TIPUCTBITN/ eMMISITHIHNS CHHIPOM — | MOHOTeparus
— Banmpoar unu carbamazepine wiu ¢ ipyr AEM (oxcarbaze-
pine, lamotrigine) ako ©Ma NPOTUBOMOKA3aHMS 32 KIaCH4eC-
KUTE U NPY CIELHAIHYU TPYIH TALHCHTH.

* HacouBa naruenTa 3a HaOmMoaeHNHe W MPOCIEASBAHE OT CIie-
LMAIICT HEBPOJIOT B M3BBHOOJIHMYHATA [IOMOL M OT JINYCH
Jexap.

HpOCﬂeHﬂBaHe Ha MAMEHT € eNMuJIencust

1. OdmonpakTukyBam Jexap — HasHadaBa [IKK, 6noxumus

npe3 6 Mecena 1 pu HeOOXOUMOCT

11. cieMaIuCT HEBPOJIOT/AETCKH HEBPOJIOT B H3BBLHOOIHNY-

HAaTa MeJUIMHCKA MOMOII:

1. Ha3nauaBau MHTEpIIpeTHpa U3CIEABAHUATA!

* [IKK, 6rmoxuMIIHO n3cieBaHe, CEpyMHO HUBO

* EET npe3 6 mecena npu 100pe KOHTPOIMPaHa SHUAICTICHS HITH
1 M0-4€CTO TPH HEOOXOMMMOCT (4€CTH, HEMOBIMABAIIH CE OT
HazHaueHara AEM Tepars);

* [ToBTOpHO HeBpomzobOpazspamo u3cnensane (KT Ha miaBen
Mo3bk uan MPT Ha rmmaBeH MO3BK) IIPH MPOTPECHpaIna or-
HMIIHA WK 00IIIOMO3bYHA CHMIITOMATHKA, TPaBMa Ha IV1aBata.

* [Ipu uHAMKAIMH (YE€CTH, TEKKH ENUICITHYHH TIPUTIAIBIIN)
WITH HEBB3MOXKHOCT 3a ochuiecTsiBane Ha EET w/ nitn neBpo-
n300passBalio U3cieaABaHe (IeTe ¢ HeOOXOAMMOCT 3a yIOHKa)
— HacoyBa MalWeHTa KbM OomHHYHO 3aBeacHue (MBAJI,
YMBAIJI).

¢ Hacousa nmanuenT kbM Komucunute koM Y MBAJI 3a HOBH H3-
CIIe/iBaHUs, KOpeKiys Ha iedenneto ¢ AEM, tepammst ¢ HoBuTe
AEM npu MHAMKALUK CTIOpe]] BUAA Ha eMWICITHYHUTE pH-
CTBITH M €MHJIENITUYHUS CHHIPOM

II1. Cnenma;aMcT HEBPOJIOT/IETCKH HEBPOJIOT B OOJTHHYHA
nomoiy — MBAJI

1. TIpy mauMeHTH ¢ YECTH M MJIM TEXKKHU CNUICITHYHH MPHIIa-
IUbLIM, CTpAaHUYHM peakuuu oT AEM unu opranHa He0CTaTbYHOCT
ce u3BbpuiBa ucaensane Ha [IKK, Ouoxumus, cepyMHO HHBO Ha
Basmpoar, carbamazepine u phenytoin 1mo npeneHka.

2. EELL

3. [IpoBerxia ce aHTUKOHBYJICAHTHO JiedeHHEe (MHTPABEHO3HO
WJIM UHTPAMYCKYJIHO), aHTHEIEMHO ¥ aHTHAJIEPIIYHO JICYCHHE IIPU
HE00X0IMMOCT.

4. Kopurupa ce nposexxaanoto jederHne ¢ AEM (mpomenu B 1o-
3UTe), B JICKAPCTBEHATA KOMOMHALMS TIPH TIOJIUTEPAIIHSL.

5. OcbluecTBsIBa KOHCYITALMH C APYTH CIICLUAINCTH IIPU HEOO-
XOZMMOCT.

6. Ilpu nmaruentn, Hacouenu ot TEJIK ce ananusupa Buga Ha
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CIMAICTITHYHNTE MPUCTHIN/Tpuna by (JJ] ¢ nceBaoenuienTuyHH,
HECTHICTITUYHH [TAPOKCHU3MAIIHU ChCTOSIHUS), YECTOTATa, IIpHeMa-
nure AEM (Hanuuue Ha cepymuo HuBo Ha AEM?), EEI.

7. Ilpy enuienTHYeH CTaTyc JICYCHUEeTO Ce IPOBEXK A B K-
HHKa/CEKTOp 38 HHTEH3HBHO JICUCHHE, KaTO CE M3I0I3BAT HHTPABE-
HO3HM (opmu Ha Diazepam, Valproate u mpu HEOOXOAUMOCT —
BbBEX/IaHE B HApKo3a u jeueHue ¢ Tiopental, Midazolam umnu Pro-
pofol.

1V, CnenuaaucT HeBPOJIOI/IeTCKH HeBPOJIOr B 0OJIHHYHA
nomoi — YMBAJI

1. Ocpmects ce EEI" (u ¢ ymoiika npyu Majiku ¥ HECIIOKOHHI
nena); Buneo EEI" mpu HeoOxomumocT; HeBponzoOpassipario us-
cliefiBaHe (aKO MAI[UeHTHT He € M3CIIeIBaH WK IIPU IPOrPECHBHA YB-
pezia B HeBPOJIOTMYHUS CTaTyC).

2. Kopurupa ce neuenuero ¢ AEM, 11 unu [1I monorepanus niu
panroHaJHa MOMUTepanys Py OOJTHHU ¢ MEIMKaMEHTO3HA PE3UCTEH-
THOCT, T&KKH QOPMU C MHOKECTBEHH HOIUMOPOHU HPHUIAIBIH,
nporpecupaiiy Gopmu, HeKIacupuIrpanu GopMu, aHAMHECTUIHN
JIaHHU 32 NPEKapaH eMUICIITHYEH CTaTyC, YCIO0KHEHHUS, alleprHYHN
peaKIyy, CTpaHuIHu peakuun oT AEM 1 opraHHa HEJOCTaTHYHOCT.
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3. [Ipu emunenTryeH cTaTyc JEIEHUETO CE MPOBEXkK/Ia B KIH-
HMKa/CEKTOp 3a HWHTEH3MBHO JICUCHHE, KAaTO C€ M3I0JI3BaT
uHTpaBeno3Hu popmu Ha Diazepam, Valproate, npu HeoOXoqumocT
— BBBEXX/IaHE B HapKo3a u siedenue ¢ Tiopental, Midazolam wim Pro-
pofol.

4. TepaneBTHYHO-PE3UCTEHTHUTE MALIUEHTH, IPU KOUTO UMA MH-
JIMKALMH 32 XUPYPTUYHO JISYCHHE HA SITHIICTICUATA CE HACOYBAT KbM
YMBAUIL B kouto 1Ma ycioBus 3a IpoabIKUTEIHO Buaeo-EEL Mo-
HHUTOpHpPAHE, HEBPON300pa3sBally 3CISBAHUS U HEBPOIICHXOJIO-
THYHU M3CNE/[BAHMA 32 U3BBPIIBAHE HA MPEXUPYPrHYHA OIEHKA
(criope IPUIIOKEHUS IPOTOKOI).

5. lIpu nauuentu, Hacouenu ot TEJIK — ananusupa Buga Ha
SIS THIHUTE NpHCTHIH/Mpunaxsiu (/] ¢ nceBroenuuentTuynmy,
HESTTMJICITHYHY NAPOKCU3MATHU ChCTOSHUS), YECTOTATa, IIpUeMa-
Hute AEM (Hanuuue Ha cepymHo HEBO Ha AEM), EET.

6. Komucus kbM YMBAJI u3naBa ekcriepTHO CTaHOBMILE 32 Jie-
yenne ¢ HoBure AEM u xomOMHanmu oT TIX Ha Oazara Ha BHa HA
eMUICTICUATA, IPUCTHIIHATA YECTOTA, MPEIX0XK/IAIIO JICICHHE, Bb3-
pacT, CTpaHUYHU PEaKIMK 1 WU JJAHHHU 33 OpPraHHA He0CTaThbYHOCT.

7. HacouBa naiuenTa 3a HaO/IoieHHe NPOCIIe/IIBaHE OT ClIena-
JIMCT HEBPOJIOT B N3BBHOOIHUYHATA TOMOII ¥ OT JIMYEH JIeKap.

MMPUJIOKEHUSA

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

1.Bug npuctonun

<~

eHeTnuHa

®QokanHa ['eHepanuaupaHa

2. Envnencum cropep smnaa npucTblin

'eHepanuaupaHa &
Heussectha
¢hokanHa

CTpyKTypHa

L

VS EIE]

3. EnnnentuynHmn cuHgpomm

4.Enunencus ¢ yTO4YHEHa eTNororna

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

OILT nam IICMIT
ITspBa amOyaaTopHa cpeima +

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

HEBPOJIOT / MeTHATHP

Bropa ambymatopra cperma Xocmuranusauus B VB —

HEBPOJOIrMYHA K-Ka / meTcka

A
HEeBPOJOTHYHA K-Ka (CeKTop)

:

Koncyaratupnu kabuneru

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

TMOMOIII — HEBPOJIOT,

AA

JICTCKU HEBPOJIOT / MEUATHP

*KOHCYJ'ITEIIII/IH CIICUXUATBpP CC U3BHPIIBA NP CbMHCHUE 3a IICUX03a W ITPOMSHA Ha TMYHOCTTA, CBbpP3dHa € CIWICIICUATA,
XOCIIUTAIN3AlKMA B ICUXUATPUIHO OTACJIICHUC — Ha 0OJICH C CITMIICTICHS — py NCUXUYHU YCIIOKHCHUA 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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