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HN3noa3BaHu CbKpallleHUA

AEM — aHTHENWIENTUYHU MEOUKAMEHTH
I'TKII — renepanu3vpadd TOHUYHO-KJIOHUYHH TPUCTHIN
@I — peOpuHr rbpUOBE
ACTH — anpeHOKOpTHKOTPOIIEH XOPMOH
ADNFLE — ABT030MHO-JOMHHAHTHA HOIITHA (PPOHTAITHA STTHIICTICHUS
ADPEAF — ABT030MHO-/IOMHWHAHTHA MapIidaIHa eMICTICHs ChC CIYXOBU XaTIOIMHAIIUN
BECTS — bennrnena enuserncus ¢ HEHTPOTEMITIOPAIHU ocTpus, PoiranioBa enuiencus
BFNS — benuranenn HeoHataTHu (aMUITHU TPUCTHITH
CBZ — carbamazepine
CLZ — clonazepam
CSWS — npoabiKUTETHN KOMIIEKCH OCTpHe-0aBHa BhJIHA TI0 BpeMe Ha ChH
DNET — nu3zeMOproHalieH HEBPOCTIUTEIEH TyMOP
ESES — enexTpuyeH enuienTU4YeH CTaTyC M0 BpeMe Ha 0aBHOBBIHOB ChH
ESM — ethosuximide
GEFS+ - renepanusupana (reHeTnyHa) enuiencus ¢ GeOpuiIHu repuoBe +
GBP — gabapentin
HS — xumokammnanHaa ckiiepo3a
FS — @I, pedpuiinu ropuoBe
CPS — KOMIUIEKCHU NMaplUaIHU TPUCTBIIN

ILAE — International League Against Epilepsy (CeroBnara Jlura 3a 6op6a ¢ enuiencusira)
LEV — levetiracetam

LTG — lamotrigine

LCM- lacosamide
OxCBZ — oxcarbazepine
PB — phenobarbital
PGB — pregabalin
PHT — phenytoin
TGB - tiagabine
TLE — TeMnopaiHOs1710Ba €MIICTICHS
TPM — topiramate
SMEI — Severe myoclonic epilepsy in infancy, cunapom Ha Dravet
VGB - vigabatrin
VPA — Banmpoar

ZNS — zonisamide



BRYV - brivaracetam



I. Onpenenenne u enuAEeMNOIOT U

1. Onpenenenne. CeroHara Jlura 3a 6opba c¢ enmnencusara (ILAE) u MexyHapogHoTo
bropo 3a Emunencus (International Bureau for Epilepsy, IBE) nedunupar enunencusta karo
,»MO3bUHO 3a00JsiBaHE, XapaKTEepHU3UpPaLI0 C€ C TpalHO Mperpas3noyioKeHHUE 3a TeHepupaHe Ha
EMWICNITUYHA TIPUCTBIIM W C HEBPOOUOJIOTMYHUTE, KOTHUTUBHHU, TCUXOJIOTHYHH W COLUATHH
MOCJIEJICTBHS OT TOBA CHCTOSIHUE .

Cnopen npenopvyana ot ILAE pasmmpena nedbununus 3a emmnencuss ot 2014 .
eMIIETICUATA € MO3BYHO 3a00JIsIBaHe, KOETO ce Ha0JII0AaBa P HIKOE OT CJICAHUTE YCIOBHUS:

1. Tlone 2 HenpoBOKUpaHU (MU IPOBOKUPAHM) MIPUCTHIIA, HAOIIOaBaHH Mpe3 MEePUO]T O-TOJISIM
oT 24 u.

2. EnuH HenmpoBOKUpaH (WJIH MPOBOKHPAH) MPUCTHII U HATUYHE HA (AKTOPH, KOUTO OMPEICIISAT
no-roisiva  (Hag 60%) BepoATHOCT 3a TMOCHeIBAIlKd TMPUCTHIIM MMOJOOHA Ha Tasu ciex 2
HEMpPOBOKUpaHU NpucTbia (mpuctbn 30 AHU ciel MO3bYEH HMHCYNIT, MPU YCTAaHOBEHU MO3BbUHU
CTPYKTYpHHU aOHOpMHOCTH U enmiientudopmena EEI)

3. uarHo3a enmientudeH cuuapom (PonaHaoBa enmuiencus ¢ HUChK PUCK 3a PEIMIUBHPAIIN
npucteiu, cuaapom Ha Landau-Kleffner, enunentuuna eHuedanonatuss ¢ NOPOABIDKUTEIHH
KOMIUIEKCH Claiik-0aBHA BBJIHA M0 BpEMeE Ha ChH).

Enunencusita ce mpuema 3a u3iieKyBaHa Mpu:

- [TanmenTn ¢ BB3PACTOBO 3aBHCHUM CMHWJICITUYEH CHHAPOM, KOUTO Ca TMPEMHHAIN
ChOTBETHATA TUIIMYHA BB3PACT WU

- [TaruenTn 6e3 mpucthnu 3a moHe 10 roguHu M 6€3 aHTUENWICNITUYHH MEIUKAMEHTU Tpe3
MOCTEHUTE 5 TOANHMU.

He ce nquarnoctuniupa enuiencus, Korato MpUCTHIIUTE BE3HUKBAT TIPU OCTPU YBPEKIAHMS Ha
MO3BYHHUTE CTPYKTYPH (MHCYIITH, TPAaBMH, CHIIEPATUTH) UK METAO0IU3bM (XUTIOTIUKEMUS, CHHKOTI,
MHTOKCUKAIUS) U (PeOpPHITUTET.

2. Enupemuosiorusi. bosiecTHOCTTA OT aKTUBHA EMUWJICTICUS € CXOJHA 32 JbPKABUTE C PA3TUYHO
WKOHOMHYECKO pa3Butue — 2,3-5,9/1000 3a AppkaBu ¢ BUCOKOIOXOIHA MKOHOMUKA, 3,7-13,3/1000 3a
IbpXKABU C BUCOKOIOXOJHA KBM CpPEAHOJOXOIHA HKOHOMHKaA, 2,4-22.8/1000 3a nwbpkaBu C
HUCKOZOXOJHA KbM CPEIHOJO0XOJHA HKOHOMHKA, 3,6-15,4/1000 3a nbpkaBu C HHCKOJOXO/HA
WKOHOMHUKA.

3aboJsieMOCTTa € T0-BHCOKA 33 JIBP)KABUTE C HUCKOJIOXOJHA U CPEIHOJOXOJHA MKOHOMHMKA.
Cpennara 3abonsemoct € 45 nHa 100 000 HacenmeHue 3a BHCOKOAOXOJIHHUTE abpxkaBu U 81,7 B
OCTaHAINTE JbPKABH.

VY nac GonHuTte ¢ enuiencus ca okoiso 50 000.

IIpu 50 - 60% ot OonHuTe emuiiencusiTa 3amouyBa mpeau 16 rogumniHa Bb3pacT. DedpuiaHH

I'bp4OBe NosyyaBar 2-5% ot Aenara Ao 5 I. Bb3pacT.



Il. EnuyenTHYHM NpUCTBIN: oNpejesieHue, Kiacupukanus, kiuHuyHa u EET
XapaKTepPUCTHKA

1. Onpeneaenune. Enunenmuunume npucmvnu ca €nu30Au OT BHE3AIIHO HACTBIIBAILO
KOJIMYECTBEHO HM/WUJIM KQYeCTBEHO Pa3CTPOMCTBO Ha Ch3HAHUETO, CEH30PHUTE, JIBUTATEIH, ABTOHOMHH
u ncuxuvyHu ¢QyHkmuu. Te ca M3pa3 Ha XHUINEPCHHXPOHHUTE paspsiid Ha KOPOBUTE HEBPOHHU.
KinuHnynata u3sBa Ha ENWIENTUYHUTE NPUCTBIM 3aBUCH OT JIOKAIM3AalMATa HA pa3psAauTe B
MO3BbYHATA KOPA U PA3IPOCTPAHEHUETO UM B MO3bKa.

2. Knacuukanusa - pazmupena ILAE cxema Ha emwientuyHute npuctbnu oT 2016 1. u
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2017 r. Tlpomenure BritouBar: 1. “@oxanen” 3amectBa * mapruanen’; 2. [Ipucrenure ¢ HEsICHO
HaYaJio ChIIO0 Morar ja Opmar kiacudummpanu; 3. [IpoMeHHUTEe B Ch3HAHUETO C€ W3IOI3BAT KATO
Kputepuil 3a kiacudukanus Ha GokanmHuTe NpUcThu; 4. OTXBBPIST c€ TEPMUHU 32 KiIacu(PUKaIUs
KaTo: ,,JU3KOTHUTUBHM ’, ,,[IPOCTHU MAPLHUAIHH ", ,,KOMIJIEKCHU MapUUaIHU", ,,ICAXUYHH ", ,,BTOPUYHO
reHepanu3upanu’, ,,aypa”’, ,,kouByiacuu’; 5. [Ipuemar ce BU10BE MPUCTHIIN KAaTO: (POKATHI TOHUYHH,
KJIOHWYHHU, ATOHHYHHU, MHOKJIOHWYHHU, XHUIEPMOTOPHH (3aMEHsI XHUIIEPKUHETHYHU), KOTHUTUBHU
(3aMeHsI TICMXWYHU, OTHACs ce 3a crnenu(uuHu NMposiBU Kato adazus), eMOIUOHATHH (TeJIaCTHYHH,
JAKpUCTUYHU), CMUJICNTUYHU CHa3MH, KaKTO U ABYCTPaHHHTE UM BapuaHTH; 6. JloGaBAT ce HOBU
BHJIOBE T€HEpATU3UPAHU MPUCTHIIN: a0CAHCH ¢ MHUOKJIOHMHM Ha KJIEMauyuTe, MHOKJIOHMYHU abCaHCH,
MHUOKJIOHUYHO-aTOHUYHH, KJIOHHYHO-TOHHUYHO-KJIOHHYHH, EMNWICHTHYHU Ccha3MH. ENWIenTUYHHTE

cma3MM MoraT ja O0baar (hOKaJlHU, TeHepaIM3UpaHd WM HeyTO4YHeHHU; 7. TepMHHBT ,,IByCTpaHHU

TOHUYHO-KJIOHUYHH~ 3aMEHS ,,BTOPUYHO F€HEPATU3UPAHH .

~
[ DoxajHu ] [ I'enepausupanu ] [ C Heu3BeCTHO HAYAIO0
J
/NIOTOp}m \ G/Iomp}m \ MoTropun
ToHnYHU TOHNYHO-KIIOHUYHU TOHUYHO-KIIOHUYHU
ATOHHYHH Tonnuan Tounuan
MUOKIOHAYHU ATOHHYHH ATOHUYHH
Knoauuuu MHUOKIOHUYHH Emunentuunu cnazmu
Enunentuynu cnazmu MuoKIOHUYHO-aTOHUYHU HeMOTOpHI/I j
XurepMoTOpHH gOHI/I‘IHI/I
HeMoTODHHA OHUYHO-TOHUYHO-
C P KIIOHUYHU Cne C C
KS)I:;ZII;EI;HH EnunenTuysy criazmMu 3aIa3eHo HapymeHo HCYTOYHCHO
Ch3HAHHUE Ch3HAHHUE Ch3HAHHE
EmMormonanau AOcaHncu
ABTOHOMHH Tununaan
K / ATunuaHu
MHOKIOHUYHA Hexnacupumupany
CbC 3aMa3eHo C HapyIeHo C HeyTOUHEHO C MHOKJIOHHMH Ha KJIETIAYNUTE

Cb3HaHUC Cb3HAHUC Cb3HAHUC >\ /

C eBosronust KbM ABYCTPaHHHU
TOHUYHO-KJIOHUYHU




®urypa 1. Knacudukanus Ha BuA0BeTe eNnuJIeNnTHYHU npucrbnu (2016, 2017 r.)

3. Kuunnuynm u EEI" xapakTtepucTuku

EnunentuyHuTe NPUCTHIM ce Xapakrepusupar cnopea EEI n kiMHMYHATA XapaKTepucTUKa
kaTo (hokaHM (apIUaTIHN) U TeHEPATU3UPAHH.

Dokannume (napyuainu) nPpucmMbRU TPOU3X0KAAT OT KOPOBU HEBPOHHU MPEKH, IMO-PSAIKO
OT [IOIKOPOBH CTPYKTYpPH (HaIlpUMep IPHU XUIOTATaMUUYHUTE XaMapTOMHU) U OCTaBaT JIOKAJIU3UPAHU B
enHata xemucdepa. B Hixou ciydan (HoKalIHUTE NPUCTHIM CE TEHEPHPAT B IIOBEYE HEBPOHHH MPEXHU
B JBeTe xemucdepu (Hampumep Npu ABYCTpaHHA Me3uajHa TeMIlopaiHa emnuiencus, Pomanmosa
ermwienicusi). B EEI' ce ycranoBsiBa yecto ¢okaiHa Haxolka M Oene3u, ype3 KOUTO ce JOoKalIu3upa
emwientuaans Gokyc. KimmHngHara auarHosa € TpyaHa, Thil kKato camo okojo 40% 1o Bpeme Ha
IIPUCTBI IIOKA3BaT Kopenanus B ckannosara EET.

. QDokannume npucmvnu 0e3 yepeda Ha cv3HaHuemo (NPOCTU MAPLUAIHU IPUCTBIIMN) ca
MOTOPHH, CEH30pHU (BKJI. MUPHCHH, BKYCOBH M CIYXOBH), aBTOHOMHH (€IUracTpajiHa aypa c rajJieHe,
MOBpPBIIAHE), BEP3UBHU C OOpbIIaHE HA [JlaBaTa W /WM TMOTJiea HAaCTpaHU U TCUXUYHU
(mapokcu3MasieH cTpax Wik cMsx). Te ca KpaTKd M MOTaT J1a Mporpecupar BbB (POKaIHM C yBpeaa Ha
CH3HAHUETO WM JIBYCTPAHHU TOHUYHO-KIOHWYHH. /Judhepenyuaina ouasHosa: Mpexo il HCXeMUIHH
aTaku, XeMu(daluaaHi CIIa3MU U TUKOBE.

J doxajJHNTEe NPUCTHIN € yBpela HA Cb3HAHMETO (KOMIUIEKCHUTE MaplUalHU MPUCTBHIIN)
[IPOTUYAT C MPOMsHA B CH3HAHMETO M CBHILO MOTaT Ja NPOrpecUpar KbM JABYCTPAHHH TOHHYHO-
KJIOHWYHU. Hanune ca crnupaHe Ha ABMXKEHMSTA, aBTOMATH3MHM M IOCTHKTajdHa oObpkaHocT. [Ipu
(oKanmHUTE MPHUCTHIIN C yBpeda Ha Ch3HAHHETO C IMPOU3XO0J OT ME3UO-TEMIIOpATHUTE 00JIacTH ca
HaJIMIIE OpO-AIMMEHTAapHU aBTOMAaTU3MU (IIperiiblliaHe, MIIICKaHE), APYTH aBTOMATH3MHU (HaIp.
CTEPEOTHIIMHU C PbIIE), JUCTOHHU (PEHOMEHHU U MOCTUKTaIHA 00bpKaHOCT. Ilpu (okanHuTe nmpuctbnu
C yBpe/la Ha Ch3HAHMETO C MPOMU3XO0J OT (POHTATHUSA I Ca XapaKTePHU W3pa3eHH JIBUTATEIHU
aBTOMATHU3MH KaTO «KapaHE Ha KOJIEJIO» U Jp., U Obp30 Bb3CTaHOBsBaHE cien npuctbnute. [Ipu
(doKanHUTE TPUCTBIM C YBpela Ha Chb3HAHHMETO OOMKHOBEHO KMMa HKTanHa Kopenauus B EET.
Hugpepenyuanna ouaznosa: pu HESMMICNTUYHUTE IPUCTHIIN C€ BU3yaln3upa HOpMaseH ainda puTbeM
10 BPEME Ha «IIOBEIECHYECKU IIPOMEHH U HAPYIIEHO Chb3HAHUEY.

TI'enepanuzupanume npucmvnu NPOU3XO0XKIAT OT OINpejAeseHa 30Ha U Bb30OynaTa Obp30 ce
pasmpocTpaHsBa IO HEBPOHHM MpEXH, BKIIOYBAIIM KOPOBM U MOJKOPOBU CTPYKTYpH.
['enepanu3upanuTe NPUCTHIIM MOTAT Aa OBbAAT ACUMETPUYHH.

e FEEI e c reHepanusnpaHa NapoOKCU3MalIHA aKTUBHOCT € JJBYCTPAHHO CHHXPOHHO HA4ajo
e Jlumncra ¢okagHa KIMHUAKA B HAYAJIOTO (CaMO MHUOKJIOHMHTE MOTaT 1a ObJAaT aCUMETPUYHH)
e buBar pa3nuuHM TUMOBE (BWXK KIAaCH(HKAIMATA HA MPUCTBIUTE) - aOCAHCH, MUOKJIOHHYHHU,

knoanynH, I ' TKII, ToHmYHN, aTOHUYHM.
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Abcancnume npucmvhu ca KpaTku €MHU30[4 OT HapylIeHo ch3HaHue (rmox 20 s) 6e3 aypa u
MOCTIPUCTBITHA OOBPKAHOCT, IPH KOUTO HAMA WJIM PSIKO UMa aBToMaTu3Mu. Haii-uecTu ca nuueBuTe
aBTOMaTU3MHM C IpuMurease. IIpoBokupar ce oT xunepBeHTUIALUSA UK GOTOCTUMYIAlKA. 3a04BaT
B JIETCKaTa WIM IOHOIIECKa BB3pacT M MOraTr Ja NpPOABDKAT IPU Bb3pacTHHUTE. YecTo ocrtaBaT
HEpasIlo3HaTH MpU Jenara 0 I0sBaTa Ha TeHEepAIU3UpaH TOHUYHO-KIOHHYEH npucTsl. B EEI nipu
aOCaHCHMUTE MPHUCTBHIM CE YCTAHOBSIBAT T'€HEPATM3MPAHH MAPOKCHU3MH OT KOMILUIEKCH OCTpHE-OaBHA
BbiIHA 3-3,5 Hz.

Muoxknonuunume npucmvnu ca KpaTKH, aCUMETPUYHYU TPENKaHWS U ABW)KCHUS, TPACIIU MO
1 s. Morar fa ca rpynupasy B paMKUTE Ha HAKOJIKO MUHYTH U Jja €BOJIOUPAT B KJIOHWYHU IIPUCTHIIH.
[Ipu muoknonnynute npuctbinu B EEI" uma Obp3u KoMIuiekcu nojucnaiik-0aBHa BbJIHa.

Knonuunume npucmwvnu ca puTMUYHU MOTOPHHU IPOSIBU ChC WK 0€3 YBPEAECHO Ch3HAHUE,
KOUTO MOrar Jia uMatT (pokajueH npou3Xo/1 WK Ja ca FreHepaJIn3upaHy ¢ 00XBalllaHe €IHOBPEMEHHO Ha
ropuute 1 1oiaHu kpaiHunu. B EEI" ce ycraHoBsIBaT AByCTpaHHM PUTMHUYHU E€NWICITUYHH Pa3psiiu.

Tonuunume npucmvnu ce XapaKTEepU3UPaT C BHE3AIHA TOHUYHA €KCTEH3UsS WK (IIeKCHs Ha
rjlaBaTa, TSUIOTO W/WJIM KpaiHWIUTE 3a ceKyHIu. OOMKHOBEHO ca INpH CHHIUBOCT, 3aCIUBAHE WIIH
cpOyxnane. B EEI" uma pa3psau or 6bp3a akTUBHOCT (OCTPHU BBJIHU, OCTPHSI) C pa3IMyHa aMIUIUTY/a.

Tonuuno-knonuunume npucmovnu (grand mal, I'TKIT) npotnyar ¢ JBUrateaHy GeHOMEHH -
TreHEPAIN3UPAHY TOHUYHU U3IbBAHUS HA KPAMHUIIUTE 33 HAKOJIKO CEKYH/IH U MOCIIEABAIY PUTMUYHA
JBUKEHMS C IPOIBIDKUTENHA MOCTUKTAaIHA o0ObpKaHoCT. PasnmuyaBar ce oT ¢oKalHUTE MPUCTHIIN C
porpecus KbM JIBYCTpAaHHU TOHWYHO-KJIOHMYHH TI0 JIMIcaTa Ha aypa U (okaiHo Hadano. MkranHo B
EET" ce ycTaHOBsiBaT reHepalu3UpaHd KOMILJIEKCH OT OCTpHsS, WJIM MHOXKECTBEHU OCTpUs M OaBHH
BBJIHH, YECTO C MOBUIIEHA aMIUIMTYAA BbB (PpOHTATTHUTE 00JIaCTH.

Amonuunume npucmwvnu ca c KpaTka 3ary0a Ha IOCTypajieH TOHYC, KOETO BOJH /10 IaJlaHe U
HapaHsiBaHe. B EEI" ce ycTtaHOBsIBa reHepain3upaH paspsj Nnojucnaik-06aBHa BbJIHA, KaTo 3aryoara
Ha MYCKYJIeH TOHYc, MoTBbpAeHa upe3 EMI, chBnana ¢ 6aBHata BbiaHA. [lo-peaKu MKTaTHU MPOSBU
ca Obp3a aKTUBHOCT C Pa3jIMyHa aMIUIMTY/a WK pa3psAau OT MHOXKECTBEHH OCTPHS U IOCieaBaiia

reacpain3rnupadHa akTUBHOCT OT KOMIIJICKCH OCTpI/Ie'6aBHa BBJIHA.

I11. ETnosiorust u narorene3a Ha enujencuure
CoopeZl eTHOJIOTMSITA CNHWJICTICHUTE C€ pa3[geNsaT Ha: TEeHETHYHH (MAMOTATHYHHM),
CTPYKTYPHH/META0OIUTHH, aBTOUMYHHH, HHPEKIIMO3HH (CUMITOMATHYHH), C HEU3BECTHA €THOJIOTHSI
(kpunTOoreHHa).
1. I'enernuna (ILAE, 2010) niu uauonatuyHa € SnujeIcusaTa, KOsSTO € pe3yaTaT OT U3BECTCH
WIM TpeArnonaraéM TeHeTHYeH JedeKT, eNWICNTUYHUTE MPHUCTHIM Cca OCHOBHUAT CHUMIOTOM Ha
3a00JIIBaHETO, & MOJIEKYJIIPHO-TEHETUYHHUTE U3CIICABAHUS Ca OCHOBHH JAMArHOCTUYHH TECTOBE (HAIIp.

SCNI1A ren mpu cunapoMm Ha Dravet). BpHIIHUTE (akTOpu TONPHHACAT 3a EKCIpEecHsTa Ha
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3a0o0saBaHeTo. ['eHeTHYHH Cca TIOBEUETO TeHepaM3MpaHu EMWICTICUU KaTo JIeTCKAaTa W IOBEHUJIHATA
abcaHcHa enuierncusi, cuHapoMa Ha Dravet, reneTnyHara (reHepaqu3upana) enwmiencus ¢ GpedpuiHu
rbpuoBe 1wntoc (GEFS+) (Tabmumu 1, 3, 4), u HAkow (OKaIHM EHWICTICHH KaToO aBTO30MHO-
JOMUHAHTHaTa HomHa ¢poHTaHOAsUoBa emmienicuss (ADNFLE), aBTo30MHO-7OMHMHAHTHA

napiyaiHa enuierncus cbe ciyxosu xamonuaanuu (ADPEAF) u ap. (Tabx. 2, 3,4).

Ta6anna 1. OCHOBHY I'eHHM NIPH reHeTHYHH (IPeIMMHO reHepaJIu3HuPaH) eNWJIeNCuH

MoHorenna I'en 3a npeapa3smnosioxeHue

0oJect

ABT030MHO-JOMHUHAHTHH eNIJIeNTHYHH CUHAPOMM B KbpMade€CKa Bb3pacT

benurnenn ¢pamMuiIHN HEOHATATHU I'bPYOBE KCNQ2 KCNQ3

benurnenu Gpamuiaan SCN2A

HGOHaTaJIHI/I-I/IH(l)aHTI/IJIHI/I I'bp40BC

®eOpuianu ropuyose, GEFS+ u cunapom Ha Dravet

GEFS+, dbebpuinnu rppuoBe, CHHAPOM Ha SCN1A

Dravet

GEFS+ SCN1B

GEFS+, ¢pebpmiinu rppyoBe, CHHAPOM Ha GABRG2

Dravet

GEFS+ GABRD
HNauonaTtuyHa reHepajJu3upaHa enuiencus

Jlercka abcaHcHa enunencus (¢ GeOpuiTHU GABRG2

I'bpYOBE)

FOBeHunHAa MUOKIIOHMYHA EMTUTIETICUS GABRA1

Paznuunu penorumnone CLCN2

JleTcka abcancHa enuiencus (HO: ¥ IpyTy CACNA1H

(bCHOTI/IHOBC " CIMTUJICIITUYHHA CI/IHIlpOMI/I!)

IOBennIHAa MHOKJIOHNYHA ENUIEIICUS EFHC1
(HO: ¥ Ipyru (PSHOTHUIIOBE M CTTHIICHITHYHN

cuHapomu!)

Tabdauua 2. ®aMuaIHn POKATHM eNUICNITUHYHN CHHAPOMH

Bn3pacr KiunnyHa kapTuHa Xpomo3oma, reH

ABrozomHO-goMuHantHa | 10 -20T. Homrun xunepmotopau | CHRNA4

HOIIHA (pOHTATHA npucteii, dYecto cbc | CHRNB2




ermtenicust (ADNFLE) ChXpPaHEHO Ch3HAHHE CHRNAZ2

ABto3zomHO-momMuHaHTHA | 20 —40T. Aypu ChC cmyxoBw, | LGI1

napuuanHa enuiencus nuchazuyHu WIn

ChC CIIYXOBU 3pUTEIHU XapaKTEPUCTUKHU

xamouuHauuu (ADPEAF)

daMHUJIHN Me3UATHHU TeMIIOPAJHO-AAT0BH eNUJIeNCUH

be3 HS, 6e3 FS 20—-40r. D¢ja vu, aBronomua wim | 40*
aeKTHBHA aypa

Csc HS, +/—FS 10-30r. D¢ja vu, aBroHomHa winu | Hesicau
adekTuBHA aypa

FS, 6e3 HS 10-20r. D¢ja vu, aBToHomHa aypa | 18g*, 1g9*

damuIHa OKIIUITUTO- 10-40r. CPS, murpena, paznuanu | 99*

TEMITOpaTHa eMUJIeTICHS (hoKaTHU MPUCTHIIN

damuIHa mapuraiHa 10-30r. ®poHTaTHU, TeMropanHH, | 22012

STHJICTICUS C PA3THIHH OKIIMITUTAITHH, IIEHTPO-

ornuma (FPEVF) IapueTaIHU IPUCTHIIN

dokayHa eNUIENCHs C 10-20r. XeMHKOHBYJICUH,  4ecTo | 4p15*

NEPULCHTPATTHNU OCTPUA

HOIIHY, JIPYTU MapLUaTHU

MIPUCTBIIN

*XpOMO30MHa CBHP3aHOCT YCTAHOBEHA CaMO B €/1Ha (haMuUJIHsl.

HS=xumnoxamnanxna CKJICPO3a.

FS=debpunnu ropyoBe. CPS=koMIIeKCHI MapIHaTHU TPUCTHITN

Ta6u. 3. EnuienTHYHU CHHAPOMU U TeHHU

®eHoTHun (criopea BH3pacTTa HA U3SBA) gﬁfnaB I'en
HeonaraJjien nepuos

Pyridoxamine 5'-phosphate oxidase nedwurur

(PNPOD) AP PNPO
Pyridoxine-3aBucuma enwiencus (EPD) AP ALDH7A1

npuctbiu (BFNS)

benurnenu u haMuIHM HEOHATATHU

AJl KCNQ2, KCNQ3

Kbpmayecka u 1eTcka Bb3pacr

emmtenicust (FIME)

damuaa I/IH(baHTI/IJ'IHa MHOKJIOHHUYHA

AP TBC1D24

(BFIS)

bennrnenn GpamMuiHN HHPAHTUIHA THPUYOBE

ALl PRRT2, SCN2A, SCNSA

amumu (AIES)

WubaHTUIHN eNUISNTUYHN CUHIPOMU TIPU

AP ST3GALS
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®enoTHnn (copea Bb3pacTra HA U3SBA)

IIpenas
aHe

T'en

CACNAIA, GABRA1, GABRB3, K

A CNQ2, KCNT1, SCN2A, SCNSA
AARS, ARV1, DOCK7, FRRSI1L, G
UF1, ITPA, NECAPL, PLCB1, SLC
AP 12A5, SLC13A5, SLC25A12, SLC25
A22, ST3GALS3, SZT2, TBC1D24,
WWOX
X-
Panny nHbaHTHIHE eNWICHTHYHH cbp3ano| CDKLS
eanedanonarun (EIEE) , [
X-
cBbp3aHo| ARHGEF9
, P
X ALG13, PCDH19
DNM1, EEF1A2, FGF12, GABRBL1,
nemssectT |GNAOL, GRIN2B, GRIN2D, HCN1,
Ha KCNA2, KCNB1, SIK1, SLC1A2,
SPTAN1, STXBP1, UBA5
Cunapom Ha Dravet (DS, SMEI) AP SCN1A, SCN9A®
All GABRG2, GPR98, SCN1A, SCN9
®amuan Gedpusiau repyose (FFS) A
AP CPAG6
['enepanu3upana (TeHETHYHA) STIUTIETICHSI C AP GABRD, GABRG2, SCN1A, SCN1
¢beodputau repuose mioc (GEFS +) B, SCN9A, STX1B
I'enepanu3upana enuuencus u
napokcu3Manta auskunesns (GEPD) AL KCNMAL
MuoxknonnyHo-actatuuHa enmiencus (MAE) |Al] SLC6A1L
Enunentrnyna eHnedanonatus ¢ Hayayio B
nerckara Bb3pact (COEE) Al CHD2
dokaHa enuIernicus ¢ pa3CTPOCTBa B peyura
(FESD) cbc nnu 6e3 yMCTBEHA M30CTaHATIOCT AL GRIN2A
ALl GABRG2
Childhood absence epilepsy (CAE
Pilepsy (CAE) THPPEET|ICACNALH, GABRAL, GABRBS3
IOHomecka Bb3pacT M NPU Bb3PaCTHH
IOBenunna abcancua enunencus (JAE) AJl CLCN2% EFHC1
CACNB4, CLCN2% EFHC1, GAB
Al RD
IOBenumnHa muokinonnyna enuierncus (JME)
HEeM3BECT |~y oo n g
Ha
All CACNB4, CLCN2% GABRD, SLC

W anonaTtuyHa reHepanu3upana enuierncus

(IGE)

12A5, SLC2A1

HEU3BECT
Ha

CACNA1H, CASR
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https://www.sciencedirect.com/science/article/pii/S1059131116302989#tblfn0010
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IIpenas

®enoTHnn (copea Bb3pacTra HA U3SBA) ane I'en

daMuIIHa eNUIIENCUs C HAYaJI0 IPH Al ADRA2B
BB3pacTHH adult myoclonic epilepsy (FAME) |Ap CNTN2

®amunHa TCMIIOPAIIHOAAJIOBA CITUIICIICUS AI[ CPAG, GAL, LGI1

(FTLE)

HeCHeIIH(l)H‘lHO Bb3PacToBO HAYAJI0

AJl KCNC1

[IporpecBHa MMOKJIOHUYHA EITHJICTICUS CERS1, CSTB, EPM2A, GOSR2, K
(PME) AP CTD7, LMNB2, NHLRC1, PRDMS,
PRICKLEL, SCARB2
Al CHRNA2, CHRNA4, KCNT1
Homna ¢ponTanuoasioBa enuiencus
(NFLE) Egme“ CHRNB2

®amuiiHa GoKaTHA eNUIeTCUs ¢ BapuaOuIHH

(boxycu (FFEVF) AP DEPDCS

Ta6auuna 4. I'enn, aconuupanu ¢ enuencuu (2018 r.)

I'enn AcouMUpaHu enUJIeNTUHYHA CHHAPOMU
ARX WudanTuiiay cria3mu, paHHA HHQaHTUITHY SMWIESITUYHN eHIIe(aIONaTHH
ATP1A2 Benurnenu ¢pamMuiTH1 HEOHATATHN KOHBYJICHH, ()aMUITHA XEMUITJIETHYHA MUTPEHA 1
eTJIeTICUs
CACNA1A AbcaHCHaA enUJICTICUS U eM30IMYHA aTakcus, (paMuiiHa XeMUTUIErHYHa MUTPEHa
CACNB4 IOBeHMTHA MUOKIIOHNYHA EMUIIETICHS
CDKLS5 (STKO9) e UHbanTuinu cnazmu Mexay 3 U 6 Mecella, HapyIIeHO HEPBHO-TICUXUIHO

pasBUTHE, CTEPEOTUIIHN ABWKEHUS C PBLETE, aTUIIMYHA XUIICAPUTMHUS ( 5 IBTH
Mo-4ecTa Ipu MOMHUYETA)

CHRNA4 ABTO30MHO-JOMUHAHTHA HOILITHA ()POHTAIHA STIIIETICHS
CHRNB2 ABTO30MHO-JOMHUHAHTHA HOILIHA ()POHTAIHA ETIHIICTICHS
CHRNA2 ABTO30MHO-/TOMHHAHTHA HOIIHA ()POHTAITHA STTHIIETICUS
CHRNA7 IOBenmITHA MHOKIIOHWYHA EMIIIETICHS

CLCN2 Jetcka 1 1oBeHMIIHA a0CaHCHA ENUJIeTICHS], FOBEHWJIHA MUOKJIOHUYHA STTJICTICHS

CLTC Enunentuuna ennedanonarus ¢ yMCTBEHa H30CTaHAJIOCT

DHDDS Enunentuuna ennedanonarus ¢ yMCTBEHa H30CTaHAJIOCT

EFHC1 IOBenmTHA MHOKIIOHWYHA EMIIIETICHS

GABRD I'enernyna enuternicus ¢ GeOpUITHE IbPUOBE TUTIOC
GABRA1 IOBennTHa MMOKIOHNYHA EMUIIETICHS
GABRB?2 Enunentuuna ennedanonarus ¢ yMCTBEHa H30CTaHAJIOCT
GABRB3 Enunencus n ayTussm

GABRG?2 Jlercka abcancHa enuiernicusi, [ eHeTHYHA enuiienicus ¢ GeOpUITHU IbPUOBE TUTIOC




(GEFS+), Cunapom na Dravet (SMEI), npoctu ¢pedpunau repyoBe

GABBR?2 Enunentuuna ennedanonarusi ¢ yMCTBEHAa U30CTaHAIIOCT, CHHAPOM Ha Rett
GNAO1
GNAOL1- enmnenTiuHa eHIedanonarus v JBUraTeIHA HAPYIICHUS
KCNQ2 benurnenu pamunau Heonatanau kouByscun (KCNQ2-BFNE), neonatanuu
emmtentuyny eHuedanonarin (KCNQ2-NEE)
KCNQ3 bennrnenn ¢ammnan HeoHatamHau koHByncun (BFNE) , 6enurnena gamrmiaa
nHdpantwiHa emwitencus (BFIE), Bbamoxen KCNQ3-cBbp3aH HHTENEKTyaleH
nedurmr.
KCNMA1 I'enepanu3upana enwiencus ¢ NapoOKCU3MaIHU AU3KHUHE3UU
KCNT1 Enunencus ¢ murpupaniu GokaaTHu NPUCTHIN B KbpMadecka Bb3pacT (EIMFS),
aBTO30MHO-JIOMHHAHTHA HOIIHA (poHTanHO-AsuoBa enmiencus (ADNFLE).
LGI1 ABT030MHO-JIOMHUHAHTHA (POKAJTHA CTIUJICTICUS ChC CIYXOBU XATIOIUHAIIMH
NTRK2 TemnopanHOsUI0Ba ENUIIETICHS], EIIICITHYHA eHLe(anonaTHs ¢ YMCTBEHA
H30CTAaHAIOCT
NUS1 Enunentuuna ennedanonarus ¢ yMCTBEHa H30CTaHAJIOCT
PCDH19 Enmnencus npu xeHu ¢ yMCTBEHO U30CTaBaHe
PRRT2 Enunerncus, pamuiina xeMuIuIerndHa MUrpeHa, MapoKCH3MalHa JU3KHHE3US
RAB11A Enunentuuna ennedanonarus ¢ yMCTBEHa H30CTaHAJIOCT
SCNI1A I'enetnuna enunencus ¢ pedpunau repyose mwitoc (GEFS+), cunnpom na Dravet
(SMEI), dammiaa xemuruiernuna murpena (FHM3)
SCN1B [enernuna enmencus ¢ pedpuau rbpuose witoc (GEFS+), temmnopannoasiosa
enuJIeTIChs
SCN2A I'enernuna enmencus ¢ pedpunau ropuose witoc (GEFS+), panna enunentuyna
eHiedatonaTusi ¢ HEOHATAITHO HAYaJIO0 HJIH B IETCKA Bh3pacT, OCHUTHEHU (paMUITHU
HEOHATaJTHW/WHPAHTUIHU KOHBYJICUU
SCNSA
Panna nndantuina enwientnuna eanedanonatus — 13 (EIEE13 unu cunapom Ha
Ohtahara), 6enuraenu pamunnu nabantunau npuctbiu (BFIS5 ¢ Gpokamnu kbm
IBYyCTpaHHH TOHUYHO-KIoHWYHU Wiw [ TKII 1o xbM 2 T. BB3pacT), MapoKCU3MaIHA
JIICKHHE3HUS
SLC2A1 AOcaHCHa enWIIeTICUS C PAaHHO HAYaJI0, MUOKJIOHUYHO-aCTaTHYHA CTIJICTICHS,
reHepajn3ipaHa enuierncusi, enuIenTHYHaA eHIedanonaTis npu 1epUIHUT Ha
rimoko3eH Tpancroprep Tan 1 (GLUT1), enmiernicus ¢ napoKCU3MaIHU, HHIYIHPAHU
OT YIPaXHEHUS TU3KUHE3UH
SLC25A22 Panna MuokiaoHNYHa eHIedazonaTus, MUTPUpAILH APLUAIHU IPUCTHIIN B
KbpMadecka Bb3pacT
SLC35A2 Enmnentiana ednedanonats ¢ paHHO HaYaIo
SNAP25 Enmnentiuna ennedanonaTs ¢ yMCTBeHa H30CTaHAIOCT
ST3GALS Enunentuuna ennedanonarus ¢ Te)XKKa yMCTBEHa H30CTaHAIOCT, XOPEOaTeTo3a,

14
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CKOJIN03a, JIUIICB I[I/I3M0p(1)I/I3’BM, HapyluicHa MMrMCHTaluAa

STXBP1 PanHa nHpanTIHA enwienTryHa eHnedanonatus (cuaapoM Ha Ohtahara, cuHIPOM HA|
West, cunapom Ha Lennox-Gastaut cuaapom Ha Dravet (He SCN1A-cBbp3aH),
cuHapoMm Ha Rett (He cBbp3an ¢ MECP2 u He cBbp3an ¢ CDKL5-myranms). ®okanna

CIIMJICTICHA C MHTEJICKTYaJICH ,Z[e(bI/IL[I/IT.

TBC1D24 ®damuHa HH(PAHTHITHA MUOKIIOHHYHA €TTIeTICHs, (POKAITHA eTHIIETICHS C Ie(DUIIUT B
Pa3BUTHETO, MEJIMKAMEHTO3HO PE3UCTCHTHA CMTUIICIITUYHA CHIIC(aTONaTHS, BKII.
cuaapom DOORS (rimyxota, octeoguctpodus, yMCTBEHA H30CTAHAIIOCT, EMIIENTHIHI

MIPHUITAIBIN), HECHHAPOMHA TITyX0Ta

2. CTpyKTypHa/MeTa00JuTHA (CUMPmMOMAMUYHA) € CTIWICTICUATA, CBbP3aHa C ONpEIe/ICHH
¢dakTopu. CTpyKTYpHUTE JIE3UU C€ TPYHHUPAT KAaTO: CTPYKTYPHHU JIE3UU IPU NPUA0OUTH 3a00sIBaHUS
Ha [IHC (uHCynTH, TpaBMM), C T€HETUYHM NPUUMHH (HAKOM MajopMalMyd Ha KOPOBOTO pa3BUTHE,
TyOepo3Ha CKiepo3a) W METaOONUTHU TPHYMHH (HANp. ENWIeNCHH TpH JIeBKOIUCTpoduu,
MPOTPECUBHUTE MUOKJIOHUYHU CMTUJICTICUH TIPU 3200 IsIBAaHHS, CBBP3aHU C HATPYIBAaHE B JIN3030MHUTE,
U ApYTU METa0OIUTHU Ae(PEeKTH):

Enunerncuu cbc cuMnToMaTuyHa UiH ,,cTpykTypHa/MetabonutHa” etuonorus (ILAE, 2010 r.):

[ XunokamnaiaHa CKJIepo3a
| Tymopu - rmmomu, DNET, raHrmuornmomu, oJIMroAeH IporanoMu
u Mangopmanuu Ha KOPOBOTO pa3BUTHE!

- DoKaHU KOPOBH JIUCIUIA3UU
- Xemumeranenuedanus
- Mandopmaiuu Ha KOPOBOTO pPa3BUTHE C HEBYCU
- Iuzenuedanus, nucenuedanus, Xouonpo3eHuedanus
- KopoBu aucnnazun
- XerepoTonuu
- XamapTomu
| Mo3b4HO-CH10BH MaihopMaIiuu
- KaBepHo3Hu anruomu, aprepro-BeHo3HU Manipopmarnuu (AVM)
- Cunapom Ha Sturge-Weber
u XUTOKCUYHO-UCXEMHYHH (JIOKATHU WHQApKTH, AU(PY3HU XHUIIOKCUYHO-UCXEMUYHH YBPEIH,
MIEPUBEHTPUKYIIHA JIEBKOMAJIAIKA), MO3bYHU KPbBOU3JINBU, BEHO3HU TPOMOO3H
u TpaBmu
| Bponenn
- TyGepo3Ha ckieposa
- IIporpecuBHM MHOKJIOHWYHU EHHJICTICUN

- MerabonuTHN CUHIPOMU
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- Kananonaruu
- MuTtoxoHapHuamHu 60JecTi
- Xpomo3oMHHU abepanuu
3. UmynHa- npu wumyHoMeauupanu Bb3najeHus Ha I[[HC — BackynmutH, aBTOMMYHHH
eHredanuTy, BKI. eHiedamut Ha Rasmussen.
4. Uudexnuno3zna- npu undexuu Ha [{HC — menunruTy, ennedanutu, adbcrecu.
5. C Hen3BeCTHA NPHUYUHA (KPUNMO2EHHA) € CTWICIICHATA ¢ HEU3SICHEHA MPUYMHA, TPU
KOSITO € Bb3MOKEH U TeHEeTHYEeH Je(eKT, KOUTO Bce ollle He € JoKa3aH. Enunencunre ¢ reHeTHYHa U
HEU3BECTHA €THOJIOTHUS ChCTaBIsABAT 0KoJi0 60%, a Te3u ChC CTPYKTypHA/MeTaboauTHA - 0K0JI0 40%.
[Ipencron mnpuemaHe M Ha Jpyrd BUIOBE H3BECTHa eTuosiorus. B ciydaurte, Koraro
CTpPYKTypHaTa €THOJIOTUSl € T€HETUYHO O0YCJIOBEHa, MOrar Ja Ce€ M3IOJI3BaT W JiBaTa TepMUHA —

CTPYKTYypHa U reHeTHuHa (komIuieke TyOepo3Ha ckieposa).

IIaTtorene3a. Hapyuien e 6anaHchT MeXy Bb30yAHUTE U MOTHCKAIIM MPOLIECH B HEBPOHHU
MOMYJIAllMM C HapyllleHW (QYHKUMH. EnunenTuyHuTe NpUCTBHIM HACTHIBAT MOpaaUd CBPbXMEpPHA U
CHHXPOHHA HEBPOHHA aKTUBHOCT, KOATO CE pa3lpOCTpaHsIBa B HEBPOHHHU MPEXHU, 00XBallla pa3iuyHU
y4acThIM OT MO3bYHATa KOpa W/WIM HOJUIEKALIUTE CTPYKTYPU M OIpEeNels XapaKTepUCTHKaTa Ha

IMPUCTBIIUTE.

IV. Knacndpukanuu Ha enujiencuure
ITpe3 2010 r. ca npeanoxenu ot |ILAE kopekuuu B TepMUHOJOrMATa, KIacUpUKALUATA U
KOHIICTIIMUTE 3a eNWICNTUYHUTE MPHUCTBIIM WM CHHIPOMH, OOYCIOBEHH OT pPAa3BUTHETO Ha
HEBPOM300pa3siBallUTe TEXHOJOTHH, (YHIAMEHTATHUTE W3CIEABAaHUS 332 MEXaHU3MHTE Ha
eMUJIeNTOreHe3aTa M MOJIEKyJsApHaTa reHeTuka. KoHuenmusaTa 3a TeHepaau3upaHd U (OKaTHH
IPUCTBIIN HE CE MpHUIIara KbM ,,eJeKTPO-KIMHUYHUTE CHHIPOMH, 32 KOUTO € Mpe/ICcTaBeHa MoApooHa

Knacn(bmcaum[ 10 BB3paCTOBUTEC IEPHUOIN HAa Bb3HHUKBAHC.

Kaacudukanuu Ha enuiencunre cropen:

1. Esomoums. Criopen knacudukanusarta ot 2010 r. enunencuute ce pa3aesiT Ha:

- caMOOTpaHUYaBally ce (Hamp. UAUONATUYHU (DOKATHU AETCKU enuiencuu karo Ponanaosa u
OCHUTHCHU OKIMIUTATHU CMHUJICTICUH, JeTcka abOcancHa emwierncusi B 75-80%). Ilpu 1ax uma
CIIOHTaHHAa pEMHUCHS B OIpeZeiieHa O4YakBaHa Bb3pacT. HsAMa KOTHUTUBHM M NOBENEHYECKU
pa3CcTpoiicTBa, BKJI. 10 BpeMe Ha aKTUBHATa (a3a Ha MPUCTHIINTE.

- MEIMKaMEHTO3HO KOHTPOJIMPAHHU (HaIp. FOBEHUIHA MUOKJIOHYC EMUJIETICHS),

- MEIUKaMEHTO3HO-pEe3UCTeHTHH (Hamp. cuHapom Ha Dravet, West, Lennox-Gastaut), kouto

ce nmedunupar dype3: 1. KonmumdecTBeHa olleHKa Ha TPUCTHITHATA YECTOTA U TEXKECT (YBPEICHO
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Cb3HAaHUE, KOHTY3UH, AbIra nocrukranHa nucynkuus) 2. HeedekruBnoct ot neuenne ¢ AEM,
aJIeKBaTHU 3a TUIA MPUCTBHIM U B aJeKBaTHU 103u. Criopes mocneanara AeUHULMS, PeI0KEeHa OT
ILAE, 2009 r. ,,MeAMKaMEHTO3HO-PE3UCTEHTHH ca NAalMEHTUTE, IIPU KOUTO € HaJMIe HEeyclex Ha
aJIeKBaTHO IPUJIOKEHM, MOAXOMAUI0 M30paHu U no0pe noHocumu 2 AEM, B MoHOTepanus wid B
KOMOMHAIMsI, 32 IOCTUTAaHE HA MPOIBDKUTEIHA CBO0Oa OT MPUCTHIH (3a mepuos ot 1 roguHa wim 3
I'BTU MO-ABIATO OT HAW-IBJITUS MEXAYNPUCTBIIEH MEPUOJ IIpe] MOocieaAHaTa rofauHa)”’. AneKBaTeH
omut ¢ AEM o3HauaBa NpUIIOKEHHME Ha JIEKAPCTBOTO B MOJAXOJAIIA J03a M 3a JOCTaTbUHO
IPOABIDKUTENCH Iepuoj; oT Bpeme. [Ipy MenukaMeHTO3HO-PE3UCTEHTHHUTE MAIMEHTH ca Halule
3HAYUTEIHU HEraTUBHM €(EeKTH Ha eNWICNTUYHUTE HMPUCTBIIM BBPXY KAuyecTBOTO Ha >XKUBOT. [lpu
YCTaHOBEHA MEMKaMEHTO3Ha PE3UCTEHTHOCT CE Hajara MpUIoKEHUE Ha pallMOHaIHa MOJIUTEepanus ¢
noseue oT ABa AEM, a npu Heycrex oT J€YEHNUEeTO U MPU MHAUKALUY ClIe[Ba Jja ObJaT OOCHKIaHU U

BB3MOKHOCTUTC 3a XUPYPIUYIHO JICUCHUC.

2. EJIeKTpO-KJIHHI/I‘lHI/I CHUHAPOMM CIIOPEA BB3paCTTa IIPU HAYAJIOTO:

HeonartaJjien nepuona

. benurnenu Heonaranuu gpamminu npuctbnu (BFNS)
. Panna muoxnonnyna ennedanonatust (EME)
o Cungpom Ha Ohtahara

Panna nercka Bb3pacr

J Murpupaiiy napiuyaiHy NPUCTHIN B KbpMayecKa Bb3pacT
. Cunnpom Ha West

. MHUOKIOHUYHHY enuJIenicuu B KbpMauecka Bb3pacT (MEI)

. benurnenu nHQaHTUIHU IPUCTHIH

. Cungpom Ha Dravet (SMEI)
J MuoknoHnYHH eHledaronaTuy Npu HeMporpecupaiy 3a00IsiBaHus

Jercka Bb3pact

J ®eOpumitHu repuoBe mnoc (FS+)

o benurnena oknunuTa Ha eHUICCHs ¢ paHHo Hadamo (Cunapom Ha Panayotopulos)

. bennrnena oknumnuTaIHA EMUAJIENICUA ¢ KbCHO Havaso (Tun Gastaut)

. bennrnena enunencus ¢ nentporemnopannu octpus (BECTS, Ponannosa)

° ABT030MHO-JIOMUHAHTHA HOIIIHA PpOHTANHO-s10Ba enmterncust (ADNFLE)

. JleTcka aOcaHCHA €TUIIETICHS

. Enunerncus ¢ MUOKIIOHMYHO-aTOHUYHU TPUCTHIN (MUOKIOHUYHO-aCTATUYHA ETTUIICTICHS)
. Enunerncus ¢ MUOKIIOHMYHU abcaHCcH

) Cunapom Ha Lennox-Gastaut
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. Enmnentiuna eHiedanonarus ¢ mpoabKATETHN KOMIUIEKCH OCTpHe-0aBHa BhJIHA [0 BpEMeE
Ha ceH (CSWS), Brimounrtenno cunapom Ha Landau-Kleffner (LKS)

IOHomecka Bb3pacT U Bb3pacTHU

o IOBeHnnHa abcaHCHA enuiIencHs

o HOBeHMIHa MUOKIIOHNYHA eTTUJIeTICUs

o Enunencus ¢ reHepain3upaHd TOHUYHO-KIIOHUYHM [TPUTIATBLT

J [IporpecuBHY MUOKJIOHUYHM EMIUJIETICUU

. ABTO30MHO-IOMHHAHTHA MaplUaiHa SMUJICTICHsI ChC ClTyXoBH nposisu (ADPEAF)
J Hpyru ¢paMuiIHu TEMIIOPATHOASIOBU €MUIIETICUN

Ho-necneunquno BbH3PaCcTOBO CBHP3aHH

. damuniHa (oKaiHa SMUIICTICUS ¢ BapHaOMIHU (POKYCH (IETCTBO / BB3PACTHH)
J Pednexcuu enunencun

Pazimunu

J MesuajiHa TEMIOPATHOSIIOBA EMUIIETICUS C XUITOKaMIIajlHa CKJIepo3a

J Cunzapom Ha Rasmussen

J I'enacTU4YHM OPUCTBIIU NPU XUIIOKAMIIAIHU XaMapTOMHU

CbCcTOsIHNUS ¢ eNUJIeNTHYHU NMPUCTHIIN, KOUTO He ce JUATHOCTHIHPAT KATO eNuJIencus.
. benurnenun neonatanuu npuctbiu (BNS)

o ®ebpunau repuose (FS)

3. Cnopen Buaa npucTbnu — GoKajJiHA, reHepaJIu3upPaHa U reHepajn3upana u ¢pokaaHa
enuiencusi. Knacupukanusara Ha enuwienTUYHUTE NPpUCTBHIM U enuiencuure ot 2010 r. oTxBBpis
MOHATHATA “(OKallHAa W TeHepalu3upaHa eMUJIeTCHs’, HO MOBEYETO MAlMeHTH Haa 12 T. BB3pacT
HAMAT €JIEKTPO-KJIMHUYEH CHUHJIPOM, BCBHIIHOCT TOBA Ca MAIMEHTUTE C ‘“‘TIapuuaiHa emnuiencus’
cnopen npenuiiHara kinacupukaiusa. C peususta ot 2014 r. ce mpu3HaBaT TepMUHHATE “‘(DOKaTHA U
reHepaM3upaHa eMuiIenicus”’ KaTo JTI0Opo ONMMCaHWE B CIy4YaWTe, KOraTo HE MOXKE Ja C€ OINpeAein
eNeKTpo-KInHuYeH cuapoM. [Ipe3 2016 r. e mobaBeHa kato BUI M ,,IeHepanu3upaHa U (okaaHa
enuIericus”’ 3a ciiydauTe ¢ (OKaTHU M TeHEpaTu3UpaHH MPHUCTHIHU, KAKTO U HEU3BECTHA — IPHU
HEBB3MOXKHOCT 3a OTPECIISIHE Ha BU/Ia IPUCTHITH.

4. Cnopen eruosiorusita — Bk Paznen |11, Etuonorus

5. OCHOBHU enWJencuu W enuJenTHYHH CcUHApPoMH. Enumnencuure/enuyienTUYHUTE
CUH/IPOMH ca 3a00IIIBaHUS ¢ HOTUITHU KIMHIUYHU U3SIBH U ¢ 00111a TaTOreHe3a, IPOrHo3a U OTTOBOP
Ha JiedeHHne. XapaKTepu3upaT ce CIopes TUIa Ha eMUIeNTUYHUTE MPUCTHIIU, Bb3PACTOBOTO HAUallo,
pPa3BUTHETO, HEBPOJOTHMYEH CTAaTyC, MPEIW3BUKBALIU (AKTOpPH, E€THUOJIOTHUSA, TEXKECT, (PaMHIIHOCT,
B3anMOBpB3Ka cbe ChHS, EEI" 1 mporHo3a kato: okamHu (mapuainu), TeHepalu3upanu, peIeKCHu

CIIUJICIICUHM, CIIUJICIITUYHHA eHLIG(I)aHOHaTI/II/I U ChCTOAHHA, KOUTO HC HAJIaraT AuardHo3ara CIIMJICIICH.
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1. ®oxannu (MApUMATHA) eNUIETICHH

PoaangoBa enujiencusi (0eHUrHeHa gercka GokajHa emuJencusi ¢ HeHTPOTEMIOPATHH
octpusi, BECTS)
. Hauvano 3-15r.
o Yecrora - 10-11/100 000 Hacenenue
o Kinunnuna xapakTepuCcTHKa: MapluyaiHud OTpUCThIH cbe “CuiBueBa” JTOKaIU3alMs, 3acsAralln
nune, opodapuHKC, pbKa (CIUpaHEe HA TOBOpAa, KIOHUYHMU MOTPENBAHUS, MapecTe3UH, MOBHUIICHO
CroHOOTIEsIHEe). BTOpHyHO-reHepanmn3upanu ToHnYHO KioHnYHU npumnaabiim (BI'TKIT). Hopmanen
HEBPOJIOTUYEH CTaTyC U MHTEIEKT.
. EEI" - enHoCcTpanHu WK ABYyCTpaHHHU (POKAIHU HEHTPO-TEMIIOPATIHU OCTPHS, YBEIHUABAIIH CE
10 BpeME Ha ChH.
° Jleuenwue: JIoobp TepaneBTHueH KoHTpoa - CBZ, OXCBZ, VPA, LEV, LCM, LTG, CLZ.

. [Iporuosa - noGpa.

I'eHeTyHH (MAMONATHYHM) OKIMNUTAIHM enujencum. Hawamo - 1-14 r. Hopmanen
HEBPOJIOTUYEH CTaTyC M HWHTENEKT. ENuienTuyHuTe NPUCTHIIM Ca BEP3UBHHU, OKYJIO-KIOHUYHH,
xemukiaoHnYHM, ['TKII u kommiexkcHu napuuanHu. PasrpanuueHu ca fBa OTIENHHM Bb3pacTOBO
00yCJIOBEHH CHHAPOMA - JIETCKa EMMJICNICHSI C OKLMIUTAIHU NapOKCU3MHU M PAaHHO Hayaylo (CUHIPOM
Ha Panayotopulos) u ¢ kbcHO Havasno Tun Gastaut.

/Jlemcka enunencus ¢ OKWURUMANHU RAPOKCUMU U PAHHO Hayano (CUHAPOM Ha
Panayotopulos).

J Hauamno —3-6r.

. Yecrora: 6% ot aemnara 10 13 r. ¢ eAMHUYHYA TPUCTHIIN TIABHO 1O BpeMe Ha chH. [Ipu okomo
50% oT manueHTUTE c€ yCTaHOBSIBAT OKLIMIMUTAIHU Mapokcu3Mu B EET.

e KiuHnyHa XapakTepucTuka: Penku emmyienTuyHd MPUCTHIM, TJIABHO MO BpeMme Ha ChH (66%)),
npoabJkuTeNHOCT 5-10 MuH. 10 aBToHOMEH cTaryc (40%), cp3HaHue - yBpeaeHo 1o 80-90% B xona
Ha npunaabka. [Ipucrbnure ca ¢ anep3uBHO Hayano (80%), aBTOHOMHH MPOSIBU - MOBPBIIAHE MU
caMO KalulsHe, TO3WBH 3a TMOBpbINaHe (66%), 3auepBsBaHe/TipeOeHSIBAaHE, WHKOHTUHEHIIHS,
MHJIpHa3a, KOHBYJcuHM, XeMUKOHByincuu win ['TKII. BB3MOXkeH € WKTameH CHHKOIN. 3pUTEIHH
xanroruHanuu (10 7%).

. EEI: UnrepuxrtanHa - (yHKIMOHATHU MYATH(POKAIHM KOMIUIEKCH OCTpHe-O0aBHA BbIIHA
(90%); oOKIUNUTAaTHUM TAPOKCU3MH WM OCTpusA, KOUTO wu3ue3Bar kbM 13 1. (75%),
EKCTPAaOKLUIUTAIHU ocTpusi, HopManHa EEID, renepanusupanu paspsau. Mxranna EED - Haii-uecTo
PUTMHUYHA OABHOBBJIHOBA AKTUBHOCT.

) Jleuenue: CBZ, OxCBZ, VPA, LCM.
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. [Iporuosa - noGpa.

/Jlemcka enunencusn ¢ OKWURUMATHU RAPOKCUZMU U KbCHO Haualo - mun Gastaut

° Hauano cnen 8 r.

o Knuanyaa xapakTepuCTHKA: YeCTU MapIHaHU MPUCTHIN B OYJIHO CHCTOSHUE, MPOTHYAIIH
ChC: 3pUTEJIHA CUMIITOMH - €JIEMEHTApHU 3PUTEITHHU XaIIOLUHALWU (CTEPEOTUITHH [[BETOBE, KPHIOBE)
5-10 s mo 1-2 mMuHYTH, 3pUTENHHA WIO3UU (MUKporicus, MeToMopdorncus), xamonunanuu (10%) u
cienora. Hezpurennu cuMnTomu - aaBep3us Ha Morieaa, Bb3MOXKHO U Ha riaBata (25%), cunapomu
OT Tmpomaraius Ha Bb30ymaTa (MO-pAIKO) - XeMUKIOHMYHU (43%), KOMIUIEKCHU MaplHaiHu
npuctenin  (14%), T'TKII (13%). IloctukranHo rnaBoOonue - 1udy3HO, CHIIHO, MOHSIKOTa
HEpa3IMYUMO OT MUTPEHHOTO, a ipu 10% - rajeHe u moBpbIIAHE.

. EEI: Wutepukranna EEI' - okuunurtanHu mapokcu3mu mpu 3aTBapsHe Ha ouute (30).
Wxranna EEI- 6bp3u OKIUNHUTAIHN OCTPUS, C TPOTPECUBHO 3a0aBsSHE M BUCOK BOJITAX.

° Jleuenue: CBZ, OXCBZ, VPA, LCM.

. [IporHosa: oTHOCUTETHO A00pa, peMucuu cief 2-4 r. npu 60% OoT narueHTHTe.

CuMnToMaTH4YHU poxaann enuJIencumn (TeMIoOpaJIHOASIJIOBA, ¢ppoHTaTHOASIIIOBA,
NApHeTATHOASIJIOBA, OKIMIIMTATHO/AAI0BA)

Temnopannoonanoea enunencus

. Hauano B nercka Bb3pacr.

. OcnoBuu mpuunHu ca tTymopu (DNET, ranrmumoriauomm), eHnedanutd, Me3nOTEMITOpaiHA
CKJIepO3a, IUCIUIa3UM W TpaBMHU. buBar wmenuanHu (Me3uanHu) enwiencuu npu 75% (mpu
XHUITOKaMIIajiHa CKJIepo3a WK JIpyra etuojorus, ycraHoBeHa ¢ MPT) u natepanHu (HEOKOPTUKAIIHN)
ipu 25%. Yecta e anamHe3aTa 3a peOpuIHU TbPUYOBE.

J Knuanuyna xapakrepuctuka: OCHOBHHTE THIOBE NPUCTBIIM ca MPOCTH M KOMIUIEKCHU
napuuagHu ¢ uiau 0e3 BTOPUYHA TeHepaiu3alnus U (3Ha4uTeNHa) MOCTUKTamHa oObpkaHocT. [Ipu
Me3MajHa JIOKaIM3alusl MMa eNUracTpalHHU YCellaHus, aBTOHOMHAa AUC(HYHKIUS, TCHUXOCEH30PHU
ycemanus (déja vu, jamais vu), MUPUCHHM M BKYCOBHM XaJIIOLMHAIMM, 3PUTEIHU (DEHOMEHH,
JBUTaTeNHU opodanuarHu aBTOMATH3MH, Bokanmu3anuu. [Ipu JsaTepanHa (HEOKOPTHKAIIHA)
JOKaNu3alusl ce Wu3ABsiBa CeH30pHa adasusi, MOBpbUIAHE W CIyXOBUM cumnTtomu. Hamune e
TeparneBTHYHa PE3UCTeHTHOCT. [lpum AaHHM 3a Me3HoTeMIopaiHa CKIepo3a WM Jpyra JIe3MOHHA
€THOJIOTHUs ce 00CHK/Ia ONIepaTUBHO JICUEHHE.

Dponmannooanoeu enuiencuu

. Knunnyna xapakrepuctuka: [Ipuctenure ca mpoctd, koMiuiekcHu napauanau v BI'TKII,
IJIABHO MO BpeMe Ha CbH. DpOHTANIHUTE MPHUCTBIM Ca KPAaTKU C MHHUMAJHA TOCTHKTaJHA
00BpKAaHOCT, ¢ OBp3a BTOPHUYHA TeHEpalM3aIus, H3pa3eHa MOTopHa MaHHUdecTanus (TOHWYHA,

MOCTypajHa), MUMHUYECKH aBTOMAaTH3MH, YECTO MaJaHe IpH ABYCTpaHHH paspsau. [Ipucteonure ot
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MOTOpHaTa Kopa ca MpOCTH (OKAIHU MOTOPHHU B €/lHA 4YacT Ha TAJOTO C MOCJE[BaIla MpaauaIus,
MHUOKJIOHWYHH, epilepsia partialis continua um mnoctukranHu mnape3n Ha Todd. Ilpuctemure OT
JOIIbJIHUTEIHATA MOTOpPHA KOpa ca XWUIIEPMOTOPHHU, aCUMETPUYHU JBWKCHHS B KpPalHHULIWTE, Ta3a,
pameHeTe, aABep3Ksl Ha I1aBara, Moriea, BOKAJIM3allks, CIIUPAHE HA pe4YTa U PUTMUYHHU CTEPEOTUIINN
Ha KpalHULIUTE.

ITapuemannooanogume enunencuu ca c IPOCTU NapLUUATHU CETUBHU (¢ OOJKa, MAPECTE3UM) WU
MOTOPHH MPHUCTHIH ChC WIH 0€3 BTOPUYHA TeHEPATH3AIHs, UKTAIHU U TOCTUKTAIHU nape3u Ha Todd.
OKyunumannooanogume enuiencuu ce NPUIMHIBAT OT KOPOBU JUCIIIA3UH, ChA0BU MallhopMaliH,
XUITOKCUYHO-UCXEMUYHA eHlle(anonaTus, TYMOPH U IIbOJIHAKHSL.

. Kinunnyna xapakrepucruka: Ilpucrbsnure ca mpocTd NapUMaiHU CbC 3PUTEIHU CHUMIITOMHU
(BB30yIHU, PSIKO XaNIOUWHAIMK, WKTaTHA cienora, xemuaHorcus), BI'TKII, konTpamarepanna

AABCP3MA HaA IOorjicaa U HUCTAroM, IpUMUIrBaHC, HKTAJTHO UJIW ITOCTUKTAIIHO riaaBoOoJIne.

Enunedanut Ha Rasmussen

. Hauano - 14 mec.-14 1.

J ETtnonorus m maroreHe3a- MMyHOMEAWMpaHA ENMWICNITUYHA eHIedanonaTus (Haaudue Ha
anturena kbM GluR3 cybeanuuara Ha riyramataute perentopy, antd GluRe2 u antu —Munk18-
1 1mpu HSIKOU TIAITUEHTH).

J XUCTONATOJIOTUs - MIMAIHU HOAYJH, IEPUBACKYIApHU TUM(ONIHU HHDUIATPATH.

o MennkaMeHTO3HO-pe3UCTEHTHH (DOKanHU NpUCTBIM, epilepsia partialis continua (60%),

IIporpecupaia XeMuIapesa;

. [Iporpecupaii MHTENEKTyaleH EPUIINT.
. KT u MPT - nporpecupaiiia MO3b4Ha XeMUATPOPUSI.
. EEI'- nonumop¢Ha nenra akTUBHOCT, U34€3BaHE Ha HOpMaJlHaTa OCHOBHA aKTUBHOCT, YECTH

enuiaenTuopMeHH pa3psau, KOUTO ca JOMUHHUPAILO €JHOCTPAHHH U MOTaT J1a ObJaT NepuoIUIHU.
J Jleuenue: AEM, iv. IgG u mna3madepesa ¢ BpeMeHeH ycnexX. XUPYpru4HOTO JI€UEHHE

(pyHKIIMOHATHA XEMUCPEPEKTOMUS) € METOA Ha H300D.

XeMHKOHBYJICUsSI-XeMuIUIerus-enwiencus cunapom (HHE)

. Etnonorusta e undexuu Ha [IHC (Herpes simplex-eHuedanut) uia Mo3bYeH UHCYIIT.
° Havano mexnay 5 mecenia u 4 1. (91%).
. Knunauka: 1 craguit - HH cunapom (xemukonByicus-xemuruierus). Il craguit — HHE

(XeMHKOHBYJICUSI- XeMUILIErusi- enuerncus) curapom npu 80% cnex HH.
° Huarno3a: nmkBopHO wu3cnensane, KT, MPT (orouna xemucdepa ¢ mocleaBaiia

XeMUaTpOQus).
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) Jleyvenne na ermnentuuyHus craryc, VPA, CBZ, OxCBZ, LTG, LEV, TPM, LCM,
XUPYPrUYHO JICUCHHE.

L4 HporHoaa: XEMHUIIapesa, a(ba:«;l/m, MCIUKAMCHTO3HO-PE3NCTCHTHA ITapHaIHa CIIUJICIICHS.

2. FeneTnyHu (MANONATHYHH) eNMUJIETICHH

Jlercka abcaHCHA eMUJIENICHUS

. I'enernuna npeaucno3uius (MynTudakTopHa).
J Havano mexnay 3 u 10 1.
o KnuHuuyHa XapakTepuCTHMKA: THIUYHA a0CaHCH, HAH-YeCTO ¢ MHOKJIOHWUM Ha KIETaduTe,

MHOTOKpPATHH THEBHO. AOCaHCHTE 4eCTO ce€ aKTUBUPAT MPH (POTOCTUMYIIAIUS U XHUIIEPBEHTHIIAIIHS.
Han 50% npe3 ronomectsoto nosydasat u I'TKII.

. EEI' - uKTamHO TreHepaqu3upaHd ABYCTPAHHO CHHXPOHHHM IAPOKCU3MHM OT CHUMETPUYHH
KOMIUIEKCH OCTpHe-0aBHa BbJIHA ¢ yecToTa oT 2 110 4 Hz. HopmanHa ocHOBHa aKTUBHOCT.

° Jleuenue - VPA, ESM, LTG, Clonazepam. Bs3moxxkno ¢ Bnomasane ot CBZ, GBP, OxCBZ,
PHT, TGB u VGB, nopanu xoeto He TpsiOBa jaa ce mpusarar.

J [IporHo3sa - n1o6pa, nzuesnar okoso 20 r. C HebmaronpusaTHa IPOrHO3a € HAYaJIOTO 1Mo 4 T. U

Han 9 r., korato uMa u I'TKIT (20%-60%).

IOBenunIHa a0CaHCHA enUJIeNCUS

° I'enetnuna MpeaucCIo3nnms.
L4 Hauano okoio ny6epTeTa, OHOMIECKA BBb3pacT.
° Knauanuna XapPaKTCPUCTUKA: A6C&HCI/I, KOHUTO Ca MO-pCAKH B CPABHCHUC C JCTCKATA abcaHCHa

enunencus. Oxono 80% nonydaBat u I'TKII unu I'TKII npeamectBat nosiata Ha abcaHCUTE.
o EET- renepanu3upaHu KOMIIJIEKCH OCTpHsI-0aBHA BBJIHA.
. Jleuenne - VPA, ESM, LTG, Clonazepam. Bs3moxno e Brnomasade ot CBZ, GBP, OxCBZ,

PHT, TGB u VGB, nopaau xoeto He TpsiOBa 1a ce mpuiarar.

. IIporuosza: /lo0bp KoHTpon ¢ jedeHue. Moke Ja NpeMHHE B IOBEHWJIHA MMOKJIOHHYHA
EIMIIETICHUS.
IOBeHW/IHA MHOKJIOHMYHA eNWJIeNcHsl - Haii-uecTara NbPBUYHO-TEHEpAIM3UpaHA EMHIETICUs

(3abonsemoct 1-3/1000).
° ®damunHOCT 1pu 0k0J10 40%. ABTO30MHO-PEIECUBHO, aBTO30MHO JIOMUHAHTHO TIPE/IaBaHe.

° Hauano mexnay 8 u 18 r., Hait-uecto okoJio 15 .
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. Kmuanuna xapakrepuctuka: Muoknonwuan npuctbiu, ['TKII, xkmonwunu, aGcaHcu, Haii-
4YeCcTO PaHo CYTPHH, ciiell ChH Wi HomeM. Enmientuuen abcancen craryc. [IpoBokupariu dakropu-
ChHHA JenpuBanus, HOTOTYBCTBUTEITHOCT, ATKOXO.

. EEI": renepanu3upanu mapoKCH3MU OCTpHe-OaBHA BbJIHA M TOJHUCIaliK-0aBHa BbhiaHA 4-6 Hz
IIpY HOPMaJTHA OCHOBHA aKTHBHOCT, a 50% - 1 ¢okaHa aOHOPMHOCT WJIM aCUMETPHSL.

J JudepenuuanHa auartHo3a: MUOKJIOHHYHO-acTaTUYHATa EMUJIeNcHUs € C IMO-PaHHO Hayalo.
[IporpeciBHM MHOKIOHWYHU ENWJICTICHU C PA3IMYHU TPUYUHU - TpU OOJIECTH C HATPyNBaHE B
JTU3030MHUTE (Hal-4eCTO LEePOUITUIO(YCIIMHO3H), TPU MUTOXOHAPUAIHU OOJIECTH, IPU OOJECTUTE HA
Lafora u Unverricht-Lundborg.

° Jleuenue: VPA, Clonazepam, LEV, LTG, TPM, ZNS. BiomaBane ¢ Bb3MOxHO 0T VGB,
TGB, CBZ, OxCBZ, PHT, GBP, PGB, nopaau koeTo He Tpsi0Ba Aa ce mpujarar.

. [IporHo3sa - mpu criupane Ha JIedeHHEeTO B 0koJi0 90% HacThIIBa pEeLUINB.

Enunencus ¢ I'TKII npu cb0yxnane.

° Hauamo- 9 - 24 r., yectora- 22-37% ot UI'E.

. OcnoBen tun npuctbinu ca ['TKII no 2 4. cnex chOyxaaHe, HO ca Bb3MOXHH aOCaHCU U
MUOKJIOHUYHH MPUCTHIIH.

o EEI'- nezopranusnpaHa OCHOBHA aKTUBHOCT M T'€HEPAIM3UPAHU NAPOKCU3MH OT KOMIUIEKCH

ocTpue-0aBHa BBJIHA.

MuUOKJIOHMYHO - acTaTHYHA enuiencusi (cuaapom Ha Doose).

. Havano mexny 2 u 5 1. mpu Jienia ¢ HOpMajiHO pa3BUTHE. PAIKO ce ycTaHOBABAT MyTallUU B
Na" kanamaute SCN1A, SCN2A u SCN1B cybeaunuim.

. Knunnyna xapakrepuctuka: OCHOBEH THUIl IPUCTHIM Ca MHUOKJIOHMYHO-AaCTATUYHUTE, HO ca
BB3MOXHHU U abcaHCH, MUOKJIOHWYHH, aTOHUYHHU, HEKOHBYJICHBEH abcaHceH craryc, I TKII, mHOTrO
PAIKO — TOHUYHU TPUCTHIIH.

. EET" e c HopManHa OCHOBHA aKTHBHOCT M pa3psy OT KOMIUIEKCH MOJIMCTIaliK-0aBHA BBJIHA.

. Judepennnania quarto3a: beHUrHeHa MHOKIIOHMYHA CTUJIETICHS B PaHHA BB3PacT, CHHAPOM
Ha Dravet (SMEI), xkpuntorenen cunapom Ha Lennox-Gastaut (MHOKIOHMYEH BapHUaHT),
nporpecuBHn MuokioHuuHu erwiencun nmpu MERRF, 6onectu ma Lafora, Unverricht-Lundborg,
neBkoaucTpoduu (mporpecuparl HEBpoJoTuueH aeGuuuT u nporpecupamia arpopus B8 MPT u KT,
YCTaHOBEH METa0OIUTEeH Ae(EeKT), aTUMHNYHA OCHUTHEHH MapliMalHy eMUICTICHU B JIETCKaTa Bh3pPacT
(PonmanmoBa u tun Panayotopulos) mpu KouTo ca BB3MOXKHH JPOI-aTak MPU aTUIMUYHU aOCaHCU U
HETaTUBEH MUOKJIOHYC.

° Jleuenue: VPA, ESM, O6enzomuazenunu, TPM, LEV, nwucku no3um LTG, Opomuam,

KOPTHKOCTEPOUIU. XapakTepHo € Biomasane oTr CBZ, VGB, PHT



24

. [IporHoza - neOnarompustHa npu 50% mnopaau TepaneBTUYHO-PE3UCTEHTHH MPHUCTBHIIH,

KOTHUTHUBCH ,Z[e(bI/II_[I/IT, IOBEACHYCCKU OTKIIOHCHUSI.

Enunuencusi ¢ MMOK/JIOHNYHHU a0caHCH

. Psnxa enunencus (0,5-1%) ¢ navano mexay 5 mecena - 13 r., cpeano 7 T.

o Knuauuna xapakrepuctuka: MuUOKIOHMM (TIIEpUOpAIHM, Ha pbLETe, paMeHeTe, BKIL.
acumerpuynu  (8-60/s); ['TKII, aronuunu, abOcancen craryc. IIpoBokupar ce ot XB,
¢dorocTuMynanus.

. EET" e ¢ kpaTku reHepaim3vpand, (pOKaTHU WIM MYJITH(POKATHU KOMIUIEKCH OCTpue-OaBHA
BBJIHA WM MOJIKCIAiK-0aBHa BbJIHA ¢ yecToTa 3 Hz.

J [Iporuos3a: 4YecTo MeAMKAaMEHTO3HAa PE3UCTEHTHOCT, KOTHUTHBEH NEPUIHT, MPEXOJ KbM

IOBCHUJIHA MMOKJIOHHYHA CIIMJICTICH .

beHurnenu HeoHaTaJIHHU KOHBYJICHH

° Hskou ciydau ca ¢pamMuiiHu, ¢ aBTO30MHO-IOMHUHAHTHO MpEaBaHe.

° Hauano-2-3 nen cien pakaaHero.

° Knunnyna xapakrepuctuka: [lapiuanen enuienTuyeH CUHHAPOM - KPaTKH MPUCTBIIH.
° Hopwmasen HeBposornyeH cratyc.

° EET- necrienuduyna.

o [IporHo3a - no6pa.

IIporpecuBHM MHOKJIOHHYHY eNMUIENICHH

o Pasznmuuna ermomormst —  OojecTH ¢ HATpylBaHe B JIU3030MHUTe  (Hal-4ecTo
nepouuUnodyclnHo31), MUTOXOHIpHanHu Oonect, 6oject Ha Unverricht-Lundborg, Gomect Ha
Lafora.

o Knuanyna  xapaktepuctuka: MUOKJIOHWHM, CNUIENTHYHHA TOpUCTHIU. [IporpecuBeH
HEBPOJIOTHYCH EePUITUT.

J IIporuosa - HeOIaronpusTHa.

3. PeduiekcHu enusiencuu
[Ipotnyar ¢ pedaekcHU NOPUCTHIU (T€HEPATU3UPAHH, MHUOKJIOHWYHUA WM (HOKAIHH),
MPEIU3BUKAHU OT CIICIU(PUUHU aQepEeHTHU CTUMYJIH: 6bHuHY (MUTAIA CBETJIMHU, TAKTUIIHHU, YETCHE,
XpaHeHe) U epmpewny (IBHKCHUS, MUCIICHE, My3HKa, CMsATaHe, B3MMaHe Ha pereHue). Haii-yectu ca
(OTOreHHO-TIPOBOKMPAHUTE TPUCTHITH.
1. T'eHeTnyHa (MAMONATHYHA) (POTOCEH3UTHBHA OKIHUINTAIHA ENWJIENCHS M JPYrd

3pUTEJHO-UHAYIMPaHu enwiencuu. [Ipu narepmurtentna porocrumynamus (MPC) nnm npu apyra



25

CBETJIMHHA CTUMYyJalusl (BUACO-UTPU, CAMOMHIYKIMS MPU MUTAHE WIW JIBUKEHUS TpEJ OYUTE) Ce
reaepupa doronapokcusmaiieH otroop (PI1O) — GokanHu WM reHepaTu3upaHn CHANK/TOINCIANK-
06aBHa BbJIHA Mapokcu3Mu. GOTOTEHHO MPOBOKUPAHU MPUCTHIU UMAT 000 5 10 10% ot GonnHure ¢
enwiencus, 10 18 r. Ot mamuentute ¢ PIIO uyucma gomoeenna enunencus (camo (GOTOreHHO
MPEeIU3BUKAaHU MPUCTHIN) UMaT 42%, CIOHTaHHU U (HOTOreHHO MHIyUupanu - 40%, caMo CIIOHTaHHH
npuctbniu - 18%). Ot eenepanusupanume enunencuu c uszseen @PIIO ca nerckute abCaHCHH,
IOBEHWJIHATa a0caHCHa, IOBEHWJIHATa MHOKIOHMYHA enwiencuss u emuiencusrta ¢ ['TKII mpwu
ChOYXKIaHe, SMIIICTICHsI C MUOKJIOHWHY Ha KJienayuTe u abcancu (cuuapom Ha Jeavons) u SMEL

I'enernyna (Maumonmaru4yHa) (GOTOCEH3UTHBHA OKUMIMTAJHA eNMUJIENCHS € Bb3PacTOBO-
3aBUCHM CUHAPOM IIPH Jella C OKLUUIIUTAIIHA ENUJIENTOTeHHOCT IPY MUTAILY CBETJIMHU - BUJCOUTPH,
TV, nuckoteka u Aeua ¢ uaMonaTuyHa naplyaiHa Uiy reHepaju3upaHa enuiencus ¢ OKIUIUTAIHU
MIPUCTBIIN.

Knunuka - oxuunutanHu npuctbeiiv, uHaynupamu ce or ®C - aBTOHOMHM CHUMIITOMH
(moBpbIane KakTo npu c-M Ha Panayotopulos), BI'TKII, I'TKII.

EET- Humepuxkmanua: OO npu ®C - OKUMNUTAIHUA WIA T€HEPATU3UPAHU MAPOKCU3MHU.
Hxmanua EET- okIIUNIUTaTHA APOKCU3MU C TEMITOPAJIHA TTPOIIAraius.

2. Startle emuiencusi - y Jena ¢ HEBPOJOTMYEH W HMHTENEKTyaleH ACPUIMT U APYr THII
NPUCTBIIH, TIPH KOMTO MMa U MPHUCTHIN MPH CTPsICKaHe, Hail-uecto ot cuiieH 3Byk. JI/1- Hyperekplexia
(Startle disease)

3. Enunencusi npu 4eTreHe - U3sBsiBa C€ C MUOKJIOHUYHH MPUCTHITH B OpallHATa, IEpUOPATHA,

MaceTepHa MyCKyJaTypa IpH YeTeHe.

4. Enunentuynm eHuedanonaTtum
Cunapom Ha West
o Hauaro - mpe3 mbpBara roauna, Haii-uecto Mexay 3 u 5 mecena. Yecrora 2-4/100 000.
. Etnonorus - xpunrorenen npu 30%, cumnromatudeH mnpu okoio 70% (nereHepaTwBHH,
TM3METa00IUTHU Pa3CTPONCTBA, KOPOBH JAMUCIUIA3UU, TyOEpO3Ha CKJIEp03a, XMITOKCHYHO-UCXEMHUYHA

CHI_Ie(baJ'IOHaTI/ISI, MO3bYHH KPBBOU3JINBH, I/IH(I)GKI_[I/II/I, TpaBMHU U TH)

J VYBpeneHo HEpBHO-NICUXUYHO pPa3BUTHE Tpu 75% B HauanoTo (YyMCTBEH U HEBPOJIOTHYCH
neUInT).
o Enunentuynan mnpucthiu — WHGAHTHIHU CHOA3MH, Hal-4ecTo (DIESKCHOHHM, 3acsraiiu

aKcHaJlHaTa MyCKyJarypa.

. EET" - xumncaputmusi, Ae30praHu3upaHa, ¢ IBYCTPAaHHH aCHHXPOHHHM BHCOKOBOJITA)KHU OaBHU
BBJIHM, MYATH(OKATHU EMWICNTHYHU paspsadu TJIaBHO B 33JHUTE MO3bYHHM OOJIACTH, BOJTAXHA
JETpecus 10 BpEME Ha ChbH.

o Jleuenue - ACTH, Vigabatrin. Antepnarusau - VPA, Nitrazepam, Topiramate.
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. [IporHo3a — HeOmarompusTHa: BUCOKa cMbpPTHOCT (5%), mpexon B cuHapoMm Ha Lennox-
Gastaut unu Qokanna enunencus (25%-65%), koruutueH nedunut (66%), motopen nedpunut. C

HOpMaJTHO pa3BuTHE ca caMo 15%-30% OT KpUIIOTEHHUTE/UINOTIATHYHU CITyJaH.

Cunjapom Ha Lennox-Gastaut (LGS)

. 5-10% oT neTCKUTE eNUIICTICUH.

. Hauano - Haii-uecto mexnay 2 u 7 r. (amanason 1-14r.)

o IIpu 70% e cumnromaruuen, Hag 50% ot aeuara cbe c-M Ha West npemunasar B LGS.

. Kpurepun 3a tunmunus LGS ca: 1. [Tonmumopdau, TepaneBTUYHO PE3UCTEHTHU MPHUCTHIH -

TOHWYHH, aTOHUYHH, aTUMHYHU abcancu (2 ot 3 tuma). Beamoxknu ca u I'TKII, nmpoctu dokanau u
MuoksionnyHn npucTbiu. 2. EET ¢ reHepanusupanu paspsad oT 0aBHH KOMIUIEKCH ocTpue-OaBHA
BbJHA (< 3 HZ) B OymHOCT ¥ reHepanu3upanu 0bp3u putMu (> 10 Hz) mo Bpeme Ha chH. 3. YBpeaeHu
WHTEJNEKTYaIHU (QYHKIIUU - KOTHUTUBHU, [TOBEICHHUE.

. Jleuenne. He e Bb3MOXKEH ITbJieH KOHTpoJ Ha mpucTbnute. AEM Ha mbpBu n300p ca VPA,
LTG, TPM, anrepuatuBuu - ESM, LEV, CBZ, PB, Phenytoin (PHT), Clonazepam, Rufinamide
criopeq mpeodiaiaBauTe MPUCTHIN B AaneHust MoMeHT; KypcoBe ¢ ACTH /kopruxocrepounnu. [Tpu
LGS ce nmpunara u xupyprusi ¢ pe3ekuys Ha JIe3UH U Kajl030TOMHMS IPU YECTH M TPaBMATHU3HpPAIIH
JpON-aTaKH.

. [IporHo3a - HeGmarompusiTHa: BUCOKa CMBPTHOCT (5%), mHTENeKTYyaeH nedunut npu 85-95%
U TIepcUCTUpaHe Ha npunaabuute npu 78%m0 96%, Haii-uectu cien nmyoepreTa ca HOIIHUTE TOHUYHU

MIPUCTBIIN.

Texxka paHHa 1eTCKa MHOKJIOHMYHA enuiencus (cuaapom Ha Dravet, SMEI)

° 1% ot enunencuuTe B AETCKa BB3pacT, npu okoyno 80% ce ycranoBsiBaT mytanuu B SCN1A,
SCN1B, PCDH19, GABRA1, STXBP1

J Havanno HOpMaTHO HEBPO-TICUXUYHO pa3BUTHE.

o Enunentuyen cuHapom - mporpecupaii, noJuMopdeH, TeparneBTUYHO PE3UCTEHTEH. 3ano4yna
C ycnoxkHeHU (eOpUuiTHU T'bpUoBe ciiell 6 MeceuHa Bb3pacT U ce MpHUOaBAT ciaeAHUTe 4 XapaKTepHU
tuna npucteiu: 1. I'eHepamu3upaHu TPUCTHIU - TOHMYHO-KIOHWYHU, KIOHWYHU U aCUMETPUYHU
TOHHYHU, KIIOHUYHU U XEMUKIOHUYHU. 2. Muoknonnyau npuctbiu (80%) ¢ Hawamo mexnay 1 u 5.
3. Atunnynu abcancu (40%) ¢ Hayano mexnay 1 u 12 r. 4. KommexkcHu napuuaiiu npuctsiu (46%)
u BI'TKII mexny 4 meceuna u 4 r. Bp3pact. Yectu (40%) ca KOHBYJICUBHMST, MHOKJIOHUYEH WIIN
abcancen emmentudeH craryc (EC).

. [IpucTbnure ce MpoBokupar ot t°, GoTocTUMyNalus, IBUKEHUS HA OUUTE.

. Perpec B xoruunusara (100%) u B MmoTopHOTO pazButue (20-60%) cien 1-2 r. oT HavaiIoTO HA

3200JI1BAHETO.
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° Jleuenne: VPA, Clonazepam, Nitrazepam, ESM, Phenobarbital (PB), LEV, 6pomumm,
Stiripentol, CBZ, OxCBZ, PHT, GBP, VGB, TGB, PGB wu Bucoku mo3a ma LTG Biomasar

CIIMJICTITUIHUTC IIPUCTDBIIN, ITOPAAN KOCTO HE Tpﬁ6Ba Ja CC mmpujarar.

Enmniaentuuna eduedanonarusa ¢ CSWS wiH ejleKTpUYeH CTATYC MO0 BpeMe HAa 0ABHOBBJHOB
cbH (ESES)

Havano mexnay 1 u 10 r., nuk- 4-5r.

J Xapaktepuctuka: EEI' ¢ mpoab/KUTENTHU KOMIUIEKCH OCTpue-0aBHa BbBJIHA IO BpeMe Ha
6aBHOBBIHOB ChH (CSWS), xouto 3aemar Hax 85% ot BpemeTo Ha chHs. [lomumopdHu enmienTHyHn
npuctbiy. HeBporcuxonoruueH perpec - neuUUT HA BHUMaHHUE, XUIEPAKTUBHOCT, arpeCUBHOCT,
opo-(annanHa anpakcus.

. Kmunuka: 1/3 or manueHTuTe ca ¢ aOHOPMEH HEBpoJOorMYeH cratyc, a Hax 50% - ¢ MPT
MATOJIOTUS.

Craguu Ha pa3BUTHE:

. 1. Penku HOIIHM MOTOPHHM XE€MUKIOHWYHU npucTbiy; 2. CSWS, 3auecTsiBaHe U MpoMsiHA Ha
BUJa Ha emwientuuyHure npuctbiu (Howmu motopHu U ['TKII, Oneénu TUNMYHM U ATUNHYHU
abcaHCH, MHUOKJIOHWYHH, KJIOHUYHH, Opodarurainu), KOTHUTUBHUA W TOBEJACHYECKH OTKJIOHECHHS. 3.
Penxu nomuu I'TKII, nueBHu atonnynu. 4. [Togobpenue, Bkmountenno B EEI (2-7 r.), ¢ octarbueH
nedexT.

. Huarnoza: EEI" no Bpeme Ha cbH ¢ CSWS — kommiekcu octpusi-6aBHa BbJIHA ¢ HHAEKC >85%.
B 6yaHo cbcTOsIHUE - GPOHTATIHH U TEMITOPAIHU (POKYCH, aTUTUYHUA aOCAHCH.

. Jleuenue: VPA, O6enzomumazenunu (clobazam wu np.), LTG, LEV, TPM (CBZ u PHT
Biomagsar), ACTH (80 E/ nueBno) wiu prednisone 2-5 mg/kg ¢ peaykuus 3a 3 meceria.

. IIporHo3a - 3aBucuM OT BB3pacTTa IIPpU HAYAJIOTO, MNpOABIKATENHOCTTa Ha CSWS,

NPOABILKUTCIIHOCTTA U TCKCCTTA HAa KOTHUTHUBHATA YBpEAa, OTTOBOPA KbM AEM neuenue.

Cunapom Ha Landau-Kleffner (mpuaodura adasusi-enuiiencus)

. Hauano - mexnay 2 u 8 1.

. Kmuanuna xapakrepuctuka: Adasus (mporpecupama wind  Gaykryupama tpu  100%),
emwientuyeH cunapoM (75%) - T'TKII, dokanHu mMpocTH MM KOMIUICKCHH, aTHITUYHH a0CaHCH |
BI'TKII, noBenenuecku otkinonenus (75%) - XunepakTUBHOCT, arPECUBHOCT, IICUX034.

. EETl'- ¢okanna aGHOpMHOCT ¢ TemMmnopaiHa (Haif-uecTo B JTOMHMHaHTHaTa Xxemucdepa) u 1o-
PSAAKO TMApUETO-OKIMIIMTANHA JIOKAIW3alUsl OT OCTpHs, KOMIUIEKCH OCTpHe-0aBHAa BBJIHA,
MyATH(OKATHA U eeHepanusupara (MPEAUMHO TI0 BpeMe Ha ChH), C Bb3MOXKHa u3aBa Ha CSWS,

KOATO OIIPEACIIA ITPOrHo3ara 3a KOTHUIHATA U HHTCJIICKTA.
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° Jleuenune: VPA, ESM, Clobazam, Sulthiam, LTG, LEV, TPM, ZNS. ACTH wumm
KOPTHKOCTEPOUIU C HAYaJIHA BUCOKH JIO3H - 3 Mecella, KOETO ONpeelis IPOrHo3ara.

° IIporHo3a - oT OCHHMTHEHA JIETCKa ENWICICHUsS 10 eNuWienThyHa cHiedaronarus. [lo-
OJlaronpusTHa MPOrHO3a - MPH Havajao Ha adaszusara ciaex S5 T., KpaTKOTpaHU adaTHYHU CIH30.IH,

0bp30 mogoopenue Ha EEIL.

5. ®eOpusiHu ropyoOBe

Bw3pacToBo cBbp3aHO 3a00iBaHE ¢ €NMJIENTHUYHHM NPUCTBIM B KbpMauecka M paHHA JEeTCKa
BB3pact, npu temneparypa Haja 38°C, 0e3 mannu 3a uHpekuus Ha [[THC (MenuHrur, eduedanur),
METa0OJIUTHH PA3CTPOMCTBA, MHTOKCUKAIIUH U JIP., KOUTO HE HaJlaraT IMarHo3aTa emuIencHsl.
e @I ce u3sBABAT NpPHU BUCOKA TeMIlepaTypa, npuunHeHa B 85-90% ot ciydante oT WH(GEKIUU Ha
TOPHUTE W JOJHMA JAWXATEeIHH ObTUNIA (CPEAeH OTUT W OCThP TOH3WINT), BapHIena, APYrH
HecneupuIHU BUPYCHU UHGEKINH, ypouHdeKuu, cien umyHuzanuu (85-90% ot coyuaure).
e @I OuBar KOHBYJCUBHH, IMaBHO reHepanusupanu npuctoinu (I'TKII B 80% wunu Tonnynu B 13%),
enHoctpaHHu (4%), a okono 3-5% ca HEKOHBYJCHBHH, CaMO C OTKJIOHEHHME Ha OUYUTE, aTOHUS U
[IMaHO3a.
o Ilpocture” @I (70%) ca kpaTku (110 5 MUH.), TeHEPATIU3UPAHU U JUHUYHHM 3a 24 yaca.
o . Ycnoxuenure” unu ,.komruiekcHu® @I (30%) mpogbmxaBaT Haa 15 MHH., KOHCTaTHpa ce
(oKaTHOCT W/MIIH ciie/loBa napesa, Wi ca >2 3a 24 yaca. [Ipu 1sx ca Heo6xonumu uzcnensanus - KT,
MPT, EEI' u neuenue ¢ antuenunentuunu menukameHTu (AEM). MPT npu npoabixutenen ®OI°
MOJKe JIa pa3Kpue OCTpa XUIOKaMITaIHA YBpe/Ia U Mocye1Ballla mporpecupaiia arpous u CKiepo3sa.
e Puckbr 32 @I e ¢ 30% no-Bucok npu Hanuuue Ha | unm Il crenen poncrenunu ¢ ®I'. 3abaBeHo
MOTOPHO Pa3BUTHE U POJICTBEHUIU ChC 3a0aBEHO Pa3BUTHE.
e Pucksbt 3a peruauB cien mbpu DI e 30% - 40% mpu aena ¢ mppu OI' <18 Mecena, pammnHOCT
3a @I u t° npu Havannure <40° C.

e Puckbr 3a enmiencust cien npoct I e 1% - 2,4%, a cnen yenoxxuenu- 4,1% - 6%.

Ta6auua 5. /ludepennmana 1uarno3a npu gpedpuiieH rop4

®eOpuJIHU I'bpUYOBE

Nudexnnsa na IHC - menunrur, ennedaant/enuedanonarus:

o ['punien ennedanut/ eHnedanonaTus

o Reye cunnmpom ¢ ennedanonarus

o Octbp ennedanut ¢ ¢peOpusieH KOHBYJICHBEH EMIJICITHYCH CTaTyC

o Octwp ennedanut ¢ peppakTepHH, TOBTAPSIIH CE MapIHATHHI IPUCTHIIH

Ennnencus:
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o Cunapom Ha Dravet (SMEI)
o I'enepanusupana enunencus ¢ pedpunnu npunagsuu + (GEFS+)

o @poHTANHOAATIOBA enuerncus ¢ GeOpriTHI TpUunaIbIy +

Hucyar

Hexuaparauus

KonBysicuu npu ractpoeHTepur

V. Enuientuuen craryc (EC)

CbBpeMeHHa JepuHUIIUA M KJIacu(PUKAIUA HA enWlenTU4YeH cratyc (2015 r.)

EC e cbcrosiHMe, KOeTO € pe3yiaTarT OT HEBB3MOXKHOCT 3a JECWCTBUE Ha MEXaHU3MUTE
OTTOBOPHM 3a MPEKPATABAHE HA MPUCTHIIUTE WM OT MHUIMUPAHE HA MEXAHU3MHU, KOUTO BOJAT 110
aOHOpPMHA TPOABDKUTEIHOCT Ha MpucThIuTe (cien ti;). ToBa € ChCTOSIHHE, KOETO MOXE Ja HMa
MPOABIDKUTEIIHA TOCIEACTBUS (cien tp), BKJI. HEBpPOHHA yBpeda M CMBPT, yBpeAa Ha HEBPOHHHU
MpPEXH, B 3aBUCUMOCT OT BUJA ¥ TIPOIBJDKATEITHOCTTA HA IPUCTHITUTE.

Jedununmsata uma 2 u3MepeHus:

1. IlpogbmKHUTETHOCT Ha MPHUCThIIa M MOMEHTHT t; B KOHTO HPHUCTHIBT TpsiOBa Oa ce
pasraexnaa kato “abHopmHO mposioHrupan”’. ToBa e Bpemero, kKorato TpsiOBa ga ce OOMHCIA U
3aroysa JIeYeHHUE.

2. Bpemero, cien KOeTO PUCKBT 3a MPOMBIDKUTENHU TMOCIENCTBUS € rojisMm (tp). Toma e
MOMEHTBHT, B KOUTO CE€ B3eMa pPEIIeHHEe KOJIKO arpeCUBHO J1a Ob/Ie IEYSHHUETO C IeN MPEA0TBpaTsIBaHE
Ha MPOIBIHKUTEIIHU TTOCIIEICTBHS.

Ha 6a3aTta Ha excnepyMeHTaIHH MOJIEJIN C dKUBOTHHU 3a MO3bYHA yYBpEAa ca ONpPEIEIeHH t1 U to
MIPU HSAKOU BUJIOBE MPUCTHIIH.

Ta6auna 6. BpemeBu uatepBan t u t; 3a pazanynn suaose EC

Bung EC BpemeBu unTepBad t; 01 BpemeBu unTepBau t; '[2
TOHNYHO-KIIOHUYEH 5 MUH. 30 mMuH.
@dokajieH ¢ HapyILIEHO 10 muH. > 60 MuH.
Ch3HAHHUE
AOlcaHceH 10-15 muH. (BB3MOXHH IPOMEHHU Hewussecren

B Obele — OrpaHMYCHH JaHHN)

EC e naii-uect 1o S-roamimiHa Bb3pact u ciea 65 roguau. B 1/3 ot cnydante Bb3HUKBA MpU
enuiencus (Tpelkd B JIEYEHUETO, BHE3AHO INPEYCTAHOBSBAHE HA JICUCHHETO, MHTEPKYPEHTHU
3a0onsiBaHMs ¥ T.H.), B 1/3 e ocTbp cuMmnToMaTHueH (B XOJa HAa MO3bYEH HHCYIT, AHOKCHS,
KpaHuaiaHa TpaBma, nHekusa Ha [ITHC, MmeTabonuTHH HapylIeHuUs, aTKOX0JIHA aOCTHHEHLUS, TYMOD,

MEIMKaMEHTO3Ha WHTOKCUKAIMs), a B 1/3 mpuunHUTE OCTaBaT HeW3sicHEeHU. [Ipu mpoabmkaBani Hal
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30 muH. xonByacuBeH EC HactpnBat yBpenu Ha LIHC (Bazomwmiiatanus, HapylieHa KpbBHO-MO3bYHA
Oapuepa, VYBEIMYEHO BBTPEUEPENIHO HAJIATAHE, MO3BYCH OTOK, HEBpOHHa CMBpT). I[lpm
npoabmkuTeHoCT Hag 60 muH. EC ce nmpuema 3a pedpakTepeH, a mpu NPOAbIKUTEITHOCT Haj 24 4. —
3a cyneppedpakrepen. [Ipu pedpakrepen u cyneppedpakrepen EC cmbpTHOCTTa € 32%.

[Ipennoxxenu ca 4 TMArHOCTUYHU OcH 32 Kinacudukaius Ha EC:

1. Cemuosorus

2. ETuonorus

3. EEI xopeaatu

4. Bo3pact

Bceku manmeHT TpsiOBa na Obe KaTeropu3upaH Criopex BCHuku ocu. Ha mpakTuka ToBa psaKo
€ Bb3MOXKHO MOpaJu HEAOCTATHhYHU JaHHHU, HEBB3MOKHOCT 3a npoBexkaane Ha EEI B Hauanoro va EC

nnu nuHamuka B cemuonoruara Ha EC u EEL maxonkara.

1. lmarHocTH4HA OC CEMHUOJIOTHS

Ta3su nuarHoctMyHa oc ce orHacsd A0 KiuHuYHUTe mnposiBu Ha EC u e ocHOBHa 3a
knacudukanuara. [Ipuemat ce 2 TaKCOHOMUYHU KPUTEPUS:

1. Hanuume unu OTCHCTBUE HA 3a0€I€KUMU MOTOPHU CUMITOMU

2. CrerieH Ha HapyIIEHHs HA Chb3HAHUETO (KOJIMYECTBEHH I KAUeCTBEHH).

Ha 6a3ara na te3u 2 kpurepust EC Mmoxe na 0n1e:

» Konsyacusen EC - npu u3pazeHr MOTOPHU CHMITOMH

» HexonByJicusen EC - npu nurca Ha MOTOPHU CUMIITOMHU

CbBpeMenna kiaacuuxanus na EC (cemuoJsiorus)

(A) C uoumu momopnu cumnmomu

A.1 KonByicusen EC (cunoHuM: ToHHUHO-KJIoHHYEH EC)

A.l.a. 'enepanu3upaH KOHBYJICUBEH

A.1.b. EC ¢ ¢okanHo Hayaso ¢ eBOJIOLUS KbM JBycTpaHeH KoHBYscuBeH EC

A.l.c. Heyrounen kato (okaneH uin reHepaan3upal

A2. Muoxknonnder EC (¢ BuAMMH eMUICNTUYHI MUOKJIOHUYHU T'BPUYOBE)

A.2.a. C xoma

A.2.b. be3 xoma

A.3. ®okanen motopen EC

A.3.a. [ToBrapsiuu ce pokalHU MOTOPHU I'bpuoBe (JaKkChHOB)

A.3.b. Epilepsia partialis continua

A.3.c. AnBep3uBEH CTaTyC

A.3.d. OKyJIOKJIOHHYEH CTaTyC

A.3.e. Ukranna napesa (pokanen uaxudburoper EC)
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A.4. Tonnuen EC

A.5. Xunepkunernden EC

(B) be3 suoumu momopnu cumnmomu (nekongyncueen EC)

B.1. C koma (Bku1. T. Hap. TpyaHo gojoBuM EC)

B.2. be3 koma

B.2.a. I'enepanusupan EC

B.2.a.a. Tunnuen abcancos EC

B.2.a.b. Atunuyen a6cancen EC

B.2.a.c. Muoknonuuen abcancen EC

B.2.b. ®okanen EC

B.2.b.a. be3 napymienus Ha chb3HaHHWETO (aura continua, C aBTOHOMHH, CCTHBHH, 3PHUTCITHH,
MUPHUCHH, BKYCOBH, ICUXUYHU, CIIyXOBU CUMIITOMH )

B.2.b.b. Adaruuen cratyc

B.2.b.c. C HapymieHo cr3HaHue

B.2.c. HeyrouneH kato ¢okajieH Wi reHepaiu3upan

B.2.c.a. ABronomen EC

2. JIMarHOCTHYHA 0C €THOJIOTHA

CbBpeMenna kiaacudukanus Ha EC (eruosiorus)

- Octpp EC (MHCYNT, HHTOKCHKALUS, €HLeDAIUT U Ap.)

- EC, cBBbp3aH ¢ NpeXUBSIHO B MUHAJIOTO 3a00sBaHe (MO3bYHA TpaBMa, eHLIe(aIuT, HHCYIT)

- [IporpecuBen EC (Mo3bueH Tymop, 6omect Ha Lafora, nemMeHImm)

- EC npu yrounenu enexrpo-kimmHu4HN cuHapomu (Cunapom Ha West, Lennox-Gastaut,
Landau-Kleffner, Ohtahara, Dravet, FOBeHMIHA MHOKIIOHYC €TTUIICTICUS | JIP.)

- EC ¢ Hen3BecTHa eTHONOTHS (KPUTITOTEHEH )

TepMuHBT HaMONaTUYEeH (TEHETUYEH) HE Ce U3M0M3Ba 3a eTuoiorus Ha EC.

3. InarnoctuuHa oc EEI" kopenaTu

Koraro craBa Bbnpoc 3a EEI' kopenatn Ha EC, e BakHO Aa ce uMar NMpeABHUJ CIEIHHUTE
0co0eHOCTH:

1. EEI" (ocobeno EEI' MonuTOpHpaHe) € M3KIOYMTETHO BakHa NpH HeKOoHBYJcuBeH EC,
KOTaTo KJIMHUYHUTE TPOSBU Ca JUCKPETHH, HECTIEMU(PUYHU M BKIFOYBAT OCHOBHO HApYIICHHS Ha
CH3HAHUETO U MOBEIEHYECKHU IPOMEHU

2. Nonacrosimiem nuncear 6azupanu Ha gokazatencrsara EEI" kpurepun 3a EC.

3. Enunentuynure paspsau ce cydTar 3a OTJIMYUTENEeH Oejler, HO TMpu MO-TrojisiMa

npoabipkuTenHoct Ha EC, morar na npeo0iaiaBat pUTMHUYHU HESTTMJICNTHYHU TTaTEPHU.

[Ipennoxena e cnequara rTepMuHOIOruA 3a onucanne Ha EEI" marepHuTe:
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1. Jlokaam3anusi: reHEpAIU3UPAHU,  JaTEpAIU3UpPaHU,  JBYCTPAaHHO  HE3aBUCUMHU,
MyATH()OKATHH.

2. HaumeHoBaHMe HA NaTepHA! NEPUOAMYHU PA3pPSAM, PUTMUYHA JENTa AKTUBHOCT WIIU
NrKa-0aBHA BbJIHA/TIMKA-0aBHA BbJIHA IUIIOC MTOATUIIOBE.

3. Mopdoaorus: hopma, 6poii pa3u, aMmIuTyaa, MOIIPUTET.

4. Cebp3aHM ¢ BpeMeTO XapaKTePUCTHKH: 4YECTOTa, MPOABIDKUTEIHOCT, HAYyalo
(mocTeneHHo, BHE3AITHO), JMHAMHKA (€BOJIFOMPAIIH, (DIyKTyHpaIly WA IePCUCTUPAIIIHN ).

5. Moayaaums: npeu3BUKaHu OT CTUMYJIU WA CIOHTAHHHU.

6. EdexT oT MequkamenTo3Ha nuntepBennusi Bbpxy EEI" Haxoakara.

7. DuyKkTyanus - HaTM4Me Ha moBede oT 3 mpomeHu B yectota (¢ moue 0,5 Hz), mopdomnorus
WM JIOKQJIM3alMsl, IPe3 Mepruo/l He MO-TOoJsAM OT 1 MuHyTa.

8. EBosonusi - mpu moHe 2 KAaTerOPUYHU MPOMEHH B 4YECTOTa (MOHE 2 MOCIIeJOBAaTEeIHU
enHonoco4ynu npomenu ¢ noue 0,5 Hz), mopdonorus (moxe 2 nmocienoBaTeHd TPOMEHH 0 MOsIBa Ha
HOBa Mopdomorus) wim Jokamu3anus (MOCIEeNBAlI0 Pa3NpOCTPAaHEHUE KBbM TOHE 2 pa3IHyHH
cranaaptau 10-20 oTBexxaHus).

9. EEI" nogo0penue mpu peaylupaHe Ha MaToJOrMYHaTa Haxonka 1o psaka (mo 1-9% ot
ernoxa).

Moaunduunpanu kputepuu ot 3a1u0yprcKu KOHCeHcyc 3a HekoHBYJIcuBeH EC

[Ipez 2013 r. B 3anmuOypr ca yrBbpaenu padotHu EEIT kputepum 3a amarHoctuka Ha
HekonBysncuBeH EC. Ha Tta3zu 6a3a, npe3 2015 r., Leitinger u cbaBT. npeacraBaT Moaupuimpanu
3anuOyprcku Kpurepuu 3a HekoHBYJcHBeH EC, ¢ KouTo ce moctura 3HauuMa peayKuus Ha (aiimBo
MOJIOXKUTEITHUTE AUAarHo3u HeKoHByJcuBeH EC mpu MuHuManHa 3aryba Ha 4yyBCTBUTENHOCT. Criopen
TE€3U KpuUTepuu nuarHo3ata HekoHByJcuBeH EC ce 6aszupa Ha xomOuHaius ot EEI' u knuHM4HM
JaHHU KaTo KJIMHUYHUTE CUMITOMH, cycnekTHU 3a EC, Tps6Ba na mpoabmkaBaT noHe 10 MuH.
[Ipniaranero Ha T€3M KPUTEPUU CE€ NPENOPHUYBA NPU BCUYKHU IALUEHTH C KOJIMYECTBEHU WIIHU
KauecTBEHHU HApYILIEHUs Ha Cb3HAHUETO. Te BKIIOYBAT:

KauHu4HM JaHHM, TOANIOMATALIY INATHO3aTa:
- BiomaBane Ha CbCTOSTHUETO B PAMKHUTE Ha MUHYTH JI0 YaCOBE.
- JIurica Ha CHIIECTBEHO MMO100pEHNE B TIOCIETHUTE MUHYTH J0 YacCOBE.
- Jlunca Ha MeTabOJIUTHU HapYyLIEHUS WM JaHHU OT HEBPOM300pa3sBalIUTe METOAM, OOSCHSIBAIIM
EEI" Haxonkara.
EEI’ npomenn ¢ npoab/kuTeHOCT nmone 10 s:
A. Ilpu manueHTH 6e3 n3BecTHa eHnedasonaTus (Heooxoaum ¢ mone 1 kpurepuii ot 1-3)

1. Enunentuyau pa3psiam ¢ yectora Haxg 2,5 Hz.
2. TunuyHa WKTaJHA €BOJIIOLUSA BBB BPEMETO M IMPOCTPAHCTBOTO OT EMMWJICNTUYHU Pa3psiu WU

putMuyHa aktuBHOCT (Haza 0,5 Hz).
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3. JIuckpeTHN KIWHUYHU TPOSBU (JICKU MOTPENBaHUs B MEpHOpaliHaTa, epu-opOuTanHara ooiact
WIM KpaiHunuTe, OMm3ku Kato Bpeme Ha u3gBa ¢ EEIT HaxoakaTa) ¢ eNMIENTUYHU Pa3psAau WU
purMuyHa aktuBHOCT (Hax 0,5 Hz).
4. Ilpu nunca Ha KpuTepuu 1-3 M HaNIMYME HAa ENWIENTUYHU pa3psau ¢ dectrora < 2,5 Hz c
¢bnykTyanus win putmMuuHa aktuBHocT Hax 0,5 Hz c/6e3 ¢daykryauus u ciex oOMHCIsSHE Ha
KJIMHUYHATa KapTUHA, CE NpujaraT aJeKBaTHU aHTUENWICNTUYHU MEIUMKAMEHTU U C€ JOKYMEHTUpa
pPEaKTUBHOCTTA Ha nanueHTa ciueq 10 MuH.
B. Ilpu nanmeHTH ¢ M3BECTHA eNWJIeNTHYHA eHlledasonaTus

Kputepuu ot rpyna A + mo-noguyepTaHu KaTo CTENEH Ha u3sBa wiu dectota EEIT mpoMenu

niu kinHnyHO U EEI" mopo6penue ot npuiioskeHnTe MHTpaBeHo3Ho AEM.

JAnarsocTu4Ha oc Bb3pacT

CbBpemenna kiaacupukanus Ha EC (Bb3pacr)
1. B mepuon Ha HOBOpoaeHoTO (0-30 mHM)

2. B xppMmauecka Bb3pact (1 mecer| — 2 rouHm)
3. Ilpu nena (2-12 roaunn)

4. Tlpu roHomu 1 Bb3pacTHH (12-59 roaunm)

5. Crapuecka Bb3pacT (= 60 roguHm)

VI. ImarHocTuka

JlnarHo3ata emuWJIeTCUsl ce I0CTaBs IPU HaJIW4YMe Hal-Malko Ha 2 HEMpOBOKUpaHu/
MPOBOKUPAHHN CMWICTITHYHN TIPUCThIIA WIX | HEMpPOBOKHWPAH/TIPOBOKUPAH TIPUCTBI M BHCOKA
BEPOSITHOCT OT TTOCIIEABAI MPUCTHII. J[HarHOCTUIIMPAHETO ce U3BBPIIBA B 4 IMOCIIEAOBATEIHN €Tana
(®ur. 2):
1. XapakTepu3upaHe Ha MpUCTBIIa - AudepeHluanHa JuarHo3a MEXIy eNWIeNTUYHU H
HECTMJICTITUYHN TIPUCTHITH:
J Hudepenurpane oT HESNWISNTHYHH MAPOKCU3MAIHM CHCTOSHHUS KaTO: CHHKOIM, MUTPEHA,
MPEXOTHA MCXEMHYHH aTakW, JBUTATEIHU Pa3CTPOMCTBA, HAPYIICHUS Ha CHHS, TAHWYECKH aTakd H
Aap.
o PasrpannvaBaHe OT HESMMICITHYHN MPUCTHITHU (TICEBAOCTMICITHYHH MPUCTHITN U CUHKOIIH C
AQHOKCHYCH MPUCTBHIT)
o PasrpannyaBaHe OT MPHUCTHIIMTE B XOJa HA METAOOJWTHH HApYyIIECHHs, TPaBMH, WHCYITH,
MHTOKCUKAIIUS C MEAMKAMEHTH, BHE3aIIHO NPEyCTAaHOBSBAaHE Ha JICYCHHE, AJIKOXOJ M aJIKOXOJHA
aOCTUHEHLUS U Jp., KAKTO U OT (peOpUITHM I'bpPUOBE B AETCKA BH3PACT
2. OmpenensHe Ha BHJA Ha CMIICNITUYHUS NMPHUCTHI (cropen MexayHapoaHaTta Kiacu(uKarus

Ha eNMUJICNTUYHUTE MPUCTHIN) ¢ onleHKa U Ha EET" xapaktepuctukara (EEI, Buaeo-EEID")
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3. Knacudunupane Ha enunentuyHus CHHIpoOM (cnopen MexayHapoaHata KiacuuKanus Ha
CUH/IPOMMUTE)
4. W3acHsaBaHe Ha eTHosIOrMATa Ha 3a00iIIBaHETO C HEBpoM300pa3siBally, JIAOOPaTOPHH,

MeTa6OJ'II/ITHI/I, ICHCTUYHU U APYT'U U3CIICABAHUS.

1.Bnag npructonu

[eHeTUYHa

2. Enuvnencun crnopen smnaa rpuctolin

[eHepanu3upaHa &
®okanHa ['eHepanuanpaHa P P HewussecTHa
chokanHa
1

[ 3. EnvnentuyHmn CI/IHp,pOMVIJ

MeTtabonutHa

MmyHHa

MHdekumnosHa

MpuapyxasaLLy sabonseaxms

HeusBecTtHa

é. Enunencua ¢ YTOYHeHa eTHUOJ10Irn4A

@ur. 2. /[MarHOCTHYCH NMPOLEC NPH MALMEHTH € eNWJICNITHYHA HIPUCTBIIN

HeoOxoauMuTe wu3cnenBaHus 3a AMArHOCTHLIMPAaHE M KOHTpojiMpaHe Ha JedeHuero ca EEI,

HEeBpoU300pa3siBall U3CIEABAaHUSI U KOHTPOJ Ha cepyMHuUTE HUBa HAa AEM.

e HesposornuHo usciueaBaHe - IEPUOIUYHO.

e EEI u nepuonuuen EEI" KoHTpos B 3aBUCHUMOCT OT TepamneBTUYHMS €(EeKT, MpH TeparneBTUYHO
oBNajJieHH npucTeiu - npe3 6 wmecena. EEI' e HeoOxonmma 3a ycTaHOBsSBaHE BHJa Ha
EMUJICNTUYHUTE TPUCTHIIN U 3a JIOKa3BaHe Ha (poTomapokcusMasieH oTtroBop (tabdmn. 7). EEI no
épeme Ha CbH CE U3BBPIIBA IIPU UHAUKALMU IIPH JIeNa U MIIAJI1 XOpa CJe/l CbHHA JICIPUBALINAS WU

ynoTpeba Ha melatonin. Buneo-EEI" e Heo6xoanMa npu ManueHTy ¢ TMarHOCTUYHU 3aTPYIHEHHMS.

Ta6muua 7. [AudepeHuuaiHa JUardo3da Ha  eNMJIeNTUYHUTE TMNPHUCTBIOM  CHOpes
MesxkayHapoaHara kiaacupukanuss Ha enwienTuyHurTe npucrbiiu Ha ILAE nmo kiIMHu4YHU U

EEI" npusHauu

Ennaencus -
EEI' -uxranna EEI' uurepukranna
NPHUCTHIH
I. ®oxkanuu npucrbnu
®oxanuun - 0e3 | JJokanHu KOHTpanaTepamHu paspsau ¢ | JlokanusupaH
yBpena Ha | Hayajo oT ompezeneHa obnact. He BuHaru | KoHTpanatepalieH pa3ps
Cb3HAHHETO CE perucTpupa oT ckajimna




DoxajHu EnnocrpaHHM wiM 1o-decTto JBYCTpaHHM | EqHOCTpaHeH J5R105
NPUCTBHIU ¢ | pa3psiuy, mudy3HU WU dokanHH, | TByCTpaHEH, M0-4€CTO
yBpena Ha | TEMIIOPAJIHO WIH (PPOHTO-TEMIIOPAIHO ACUHXPOHEH dokyc,
Cb3HAHUETO obuknoBeno T wnu F
®oxaaHn ['opeonucanute paspsau TIeHepaln3upar
NPHUCTHIH ¢ | Obp30 BTOPUUYHO
€BOJIIOIHMA  KbM
ABYCTPAHHH
TOHHUYHO-
KJIOHMYHH
I1. I'enepanu3npann NpuCTHIHA
AOcaHcu- [TpaBuiinn  u  cumerpuynu 3  Hz, Ho | OcHOBHaTa akTUBHOCT € B
Cb3HAHHUETO € BB3MOXKHM Mexay 2 u 4 Hz KoMIUlekcH | HOpMaiaHM  TPaHUIM, HO
HapyLICHO ocTpue-0aBHa BbJIHA, MOHSAKOTA MOJIMCHAMK- | yecto  ce  HabioJaBaT
0aBHa BbJHA, JBYCTPAaHHO CHUHXPOHHHM, | ONMCAHUTE NapOKCU3MAIHU
nosBsiBany ce Ha (ona Ha HopManHa EEI'. | mposiB  OT  KOMILIEKCH
octpue-0aBHa BbIHA 3/,
IIPaBWJIHU U CUMETPUYHH.
ATUNINYHUA [TonudpexBeHTHH, acumetrpuunH | [l[pomenn B ocHoOBHaTa
abcancu KOMIUIEKCH OCTpue-OaBHa BbJHA, Obp3a | aKTUBHOCT, HENpPaBWJIHU U
Morar na ce AKTUBHOCT WM APYr THUI NApOKCHU3MallHA | HECUMETPUYHU KOMILJIEKCH

IIpUApYyXaBaT OT
IIPOMEHU B

MYCKYJIHHUS TOHYC

aKTUBHOCT, TOsBABalIM ce Ha (OHAa Ha
aOHOpPMHa 3a Bb3pacTTa OCHOBHA aKTHUBHOCT.
IIpomenuTe ca JBYCTpaHHH, HO YECTO

HEPETyJISIPHU U HECUMETPUYHHU.

OCTpI/Ie'6aBHa BbJIHA

MuoOKIOHUYHH Kommnekcn mnonucnaiik-6aBHa BbiaHa u | Chlmara Karo HMKTaJHATa
NPHUCTHIH ocTpue-0aBHa BbJIHA aKTUBHOCT
Tonnynu bbp3a aktuBHOCT, Wik 9-10/S puTbM win ¢ | Putmuudn  paspsam Ot
NPHUCTHIH HaMajsiBaHe Ha dYecToTaTa M YBeJWYaBaHE | OCTPM U OaBHU  BBJIHH,
Ha aMIUIUTyaTa MIOHSIKOTa ACUMETPUYHH,
yecTo aOHOpMHA OCHOBHA
aKTUBHOCT
Kaonuunn bbp3a aktuBHoct (10 B S wiu noseue) u | Cnallk-BbJIHA WIH
NPUCTHIHU 0aBHM BBJIHHU, PAAKO KOMIUIEKCH OCTpHE- | MOJUCIAWK-BBIIHA Pa3psiin

0OaBHA BEBJIHA
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Toununo- Purem or 10 wnu noseue/s ¢ wamanasaiua | [lonucnaik-seiaiHa UIIN
KJIOHUYHU YeCcTOTa U HapacTBalla aMIUIUTY/Ia 110 BpeMe | CrallK-BbJIHA WM  OCTpa-
NPUCTBHIHU Ha ToHWYHaTa (as3a, ¢ NOPEeKbCBAHUA OT | OaBHA KOMILIEKCH

0aBHU BBJIHU I10 BpEMC Ha KJIOHMYHAaTa (1)333

ATOHHYHH Kommexkcu mnomaucraiik-0aBHa BbJIHA, 10- | [lonucmnaiik-OaBHa
NPHCTHIH PSAKO HUCKOBOJITaXKHA Obp3a aKTUBHOCT KOMILIEKCH
> Jluncara Ha abnopmuoctu B EEI" He u3kitouBa AuarHo3ara ernujeTcHsl.
> Jluricata Ha enmnentudopmenHa aktuBHoct B EEIT B Xoma Ha MpOBEXAaHOTO

INPOTHUBOCITMJICIITUYHO JICUCHUEC O3HAa4YaBa, Y€ BCPOATHO JICUCHUCTO € e(i)eKTI/IBHO.
> Camo BB3 OCHOBa Ha CHI/IJ'IGHTI/I(bopMeHa AKTUBHOCT B EEF, HO 0€3 ChOTBETHA KIMHHUYHA

n3sgaBa, HEC MOXEC J1a CC IIOCTaBH JWarHo3ara CIrnjaCIICHs-i.

e HeBpon3oOpa3sBamm u3cjiaeIBaHUA

. Cnewnu:

. [TanuenTH, MOJIy4niIM 3a IBPBU II'BT ENMJICHTUYHU IPUCTBIM, C HOBOBB3HUKHAJI OTHUILIEH
HEBPOJIOTUYEH Ae(PUIINT, YBpeaa Ha Chb3HAHUETO (C WK 0€3 JaHHU 3a UHTOKCHKAIHs), TeMIepaTypa,
TpaBMa Ha [JlaBaTa, MNEPCUCTUPALIO TIJaBoOoiMe, aHaMHE3a 3a Heolla3Ma WM 3a IpHEM Ha
aHTHUKOAryJaHTH, o3uTuBHOCT 3a HIV, Hannuue Ha GokamHu mpUcTHIM Npu nanueHTH Haja 40 T.

J [TarueHTH ¢ U3BECTHA EMMUJIETICHS MPHU: CbMHEHHE HAa MO3bUHO-CTPYKTYPHH Jie3UH Ha Oa3aTa
Ha Iporpecupail HEBpOJOrMYeH Ae(UIUT, yBpela Ha Ch3HAHUETO (C WM 0e3 MHTOKCHKAalus),
TeMmIeparypa, KpaHHajlHa TPaBMa, MEPCUCTHPAILO ITaBoOOJIMe, aHaMHe3a 3a HeoIula3Mma, NMpHeM Ha
aHTHKOAryJaHTH, IPOMSIHA B TUIIA HAa IPUCTHIIUTE, IPOTrPECUpalll UHTENEKTyaleH 1e(UInT.

. Komniorspaa tomorpagus (KT) Ha rimaBeH MO3BK € ITOKa3aHa B yCJIOBUS Ha CIIEHIHOCT,
KaKTO M 3a BU3yaJM3WpaHe HAa MO3BbUHM Kalupukaty (TyoeposHa ckiepo3a u ap.). KT ¢ koHTpacT -
3a qudepeHImpane Ha apTepruo-BeHo3Ha Maidopmarusi, Mo3bueH Tymop. [loBTopau KT uscnensanus
- IIpY IPOTPECUPALIH IPOMEHN B HEBPOJIOTUYHHMSI CTATYC U TEPANIEBTUYHA PE3UCTEHTHOCT.

. MarnutHo-pe3oHancHa Tomorpagus (MPT) Ha riiaBeH MO3bK € CPEICTBO HAa M300p TpH
MAIMEHTUTE C eMUJICTICUS TOPAJAN Bb3MOXKHOCT 32 BU3YaJIM3UPaHe Ha MAJKHU M0 00eM Jie3un (KOpOBH
JMCIIIa3uK U JIe(eKTH B HEBPOHHATA MUTPALMs ), XUIIOKaMIIallHa CKJIepo3a U Heorwtasmu. [lokaszana e
3a manUeHTuTe ¢ (pokaaHa enmuiiencus ¢ U3KIYeHHe Ha JOKa3aHUTE WIUOMATUYHH JAETCKU (DOKaTHU
eNWIENICUY, KaKTO W TpU HOBOM3SIBWIIA CE€ EMWiencus ciex 25 T. Bb3pacT 3a YTOYHSABAHE Ha
cumnromatuyna eruonorus. [losropuu MPT wuscrnenBanus - mpu TepaneBTHYHA PE3UCTEHTHOCT Ha
eMUJISTICUATA W/UITH MIPOrPECUpAILY IIPOMEHHU B HEBPOJIOTHYHHSI CTATYC.

. TpancdonTaneanna exorpausi — B KbpMayecka Bb3pacr.
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e [IKK, TpancamuHa3u, eJIEKTPOJUTH - B HAYaJIOTO Ha JICYEHUETO, KAKTO U JAPYrd MOKa3aTeIu
pu Heobxoaumoct. [Ipu HopMaTHU CTOMHOCTH - KOHTPOJIHU U3CIIeIBaHuUs Mpe3 6 Mecela.

e EKI npu neua m Bb3pacTHH NpuU CbMHEHME 3a enwiencus u JJ[ cbc CHHKONM WM PUTHBMHHU
pa3cTpoiicTBa.

e OueH craryc

e MUzciaenBanusi Ha HUBO Ha AEM - cien npukitouBaHe Ha TUTPUPAHETO HA BaIIPOATH,
carbamazepine, phenytoin, cien KoeTo MOHUTOpPHpaHe ce u3BbpiiBa 1/romumino. [Ipu ceMHEHME 32
HUCKO HHMBO WM WHTOKCUKALUs, TEPANEeBTUYHA PE3UCTEHTHOCT, IOBEYE OT 2 JIEKapcTBa,
yepHOApoOHa 1 OBOpedHa HeIOCTaThYHOCT, ChACOHO-MEIUIIMHCKA ekcriepTru3a. [Ipu OpeMeHHH KeHH
— €KE€MeCe4YeH KOHTPOJ Ha CEpYMHUTE HUBA.

e [lcuxoyIOrMYHO H3cCJeBaHe MPU OOYUYUTEIHH 3aTPYAHEHUS M NEPUOAMYEH KOHTPOJI 3a OLIEHKa
Ha BB3MOXKEH perpec B KOTHUTUBHUTE (PYHKIIUU.

e T'enernuynu uscaenBanus (Taomn. 1,2,3,4)

IIpn napuuanuute (Ppokannu) enwmiaencuu, Hajguyue Ha BI'TKII m Hsakou HeompeneneHu
CHH/IPOMM C€ OCBHIIECTBABAT JOMBIHUTEIHO:

e JlomnepoBa u TpaHCKpaHHAIHA JAOIJIEPOBa COHOTpadusl.

e MP anruorpaduss mpu CbMHEHHME 3a apTepuoBEeHO3HM Maidopmauuu (AVM), creHo3u
XMIIOIJIa3UU Ha BbTPEIIHA ChHHA, CPEJHA MO3bYHA apTepHsL.

e Mo3byHa aHruorpadus - Npu CbMHEHHE 3a MO3buHO-ChaoBH Mandpopmanuu ciex KT, KT ¢
KoHTpacT, MP anruorpadus.

o OyHKUMOHATHU HeBpouzoOpassBamy usciensanus - SPECT u PET 3a ycraHoBsiBaHe Ha JOKalIHa
XHUNO-/XunepnepPy3ns u XUIo- WM XUIEPMETa00IN3bM.

e JIMKBOpPHO M3cJeBaHe - NPU CbMHEHHE 33 MEHHMHTHUT, OCTbp WU IOAOCTHD €HIe(auT,

cy0apaxHOUIeH KPbBOU3IIUB, JIEBKOIUCTPOUS

VII. Tepanus

CBOEBpPEMEHHOTO JMAarHOCTUIIMPAHE HA BUJA HA MPUCTHIIUTE U HA CMUJICITUYHUS CUHAPOM €
HEOO0XOMMO YCIIOBHE 3a TPAaBWIIHWS M300p HA aHTHUENIICNITHYHATA TEPAIHs, ONpeNesinia B Haii-
rojsaMa CTCIICH MPOrHo3aTta U IMCUXOJIOTMYHUTE U COLMAIHO-UKOHOMWYHU HpO6J’IeMI/I, CBIIBTCTBAIIH
enuiencusara. JledeHneTo Ha OOJHMTE C EMHJIENICHS CE€ OCBIIECTBABA OT CHELHMATHCTH-HEBPOJIO3H
W/WnM JeTCKU HeBposio3u. KoHcynTauus ¢ NCUXUAThp CE€ M3BBPIIBA MPHU HAIMYME Ha TCHX03a,
IMpoMAHa Ha JIMYHOCTTA, CBbp3aHa C CIIUJICIICHUATA U IICUXO0-CoOUaIHa }II/IC(l)yHKI_[I/IH.

llenuTe Ha AaHTHENTMJIENTUYHOTO JICYCHHE CA ITBJICH KOHTPOJ HA CMWICHTHYHHUTE MPUCTHIH
WIA PeAyKIUs Ha MPUCTHIIHATA YECTOTa W/WIIM TEXECT, IpU J00pa MOHOCUMOCT, 0€30HmacHOCT H
CLOGpaS}IBaHC C JICKApCTBCHUTC B3aHMOﬂeﬁCTBHﬂ, INOTHUCKAaHC Ha Cy6KHI/IHI/I‘IHaTa CIIMJICIITUYHA

AKTUBHOCT U Ha CITHJICIITOICHE3aTa, HO,I[O6p$IBaHe Ha Ka4€CTBOTO Ha KHUBOT.
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Tepanusara Ha enuiIeNCUATa BKIIOYBA MEIUKAMEHTO3HO JIedeHHe (MOHOTEpaIus, palioHaIHa
MOJIUTEpanusi) U Hpd HEOOXOIUMOCT (MEIMKAMEHTO3HA PE3UCTEHTHOCT WM HSIKOHM CHEHU(PHIHH
CUHAPOMH) - HEBPOXUPYPIrUYHO JIEYCHHE, aJTEpPHATUBHU Tepanuu (KeTOreHHa JueTa U
MoauduUKaIMy, Baryc-HepB cTumyianus). M300pbT Ha aHTHenuienTH4YeH MmeaukameHT (AEM),
MPOABDKUTETHOCTTA HA JIEYEHUETO, KAKTO W PEHICHHETO 3a XOCHHTAIM3alus Ce B3eMarT oOT
CTIELUAINCTH HEBPOJIO3U W/WIM JIETCKH HEBposio3u. Ilpu jedeHmeTo Ha enmuiierncusiTa ce cra3BaT
OCHOBHHM IPUHIIHIIH.

[Ipy enMHCTBEH TOHMYHO-KJOHHMYEH eNWJIEeNTHYeH MPHUCTBI JIEYCHHE C€ 3aro4yBa MpH
BUCOK puck or peuuauBu: EEI' ¢ wuHTepukramHu enwientudopMeHn aOHOPMHOCTU W/MIU
MEPCUCTHpAIlA IPUYMHA 33 SMWICTITHYHN IPUCTHIN KaTo Bu3yanusupana B MPT kopoBa mucmaszus;
HayvaJeH HEMPOBOKHMPAH EMWJICNTHYEH CTaTyC; aHaMHEe3a 3a MPEIIIECTBAI MHOKIOHHH, aOCaHCH.
OcHoBHaTa 11e71 Ha JICYEHUETO € MIBJICH KOHTPOJ Ha MPUNAJBIUTE IPU MUHUMAJIEH CTpaHU4YeH e(eKT
Ha AEM, ¢ mocturane Ha BB3MOXKHO Haii-1oOpo KauecTBO Ha >KMBOT. [IpeneHsBa ce mon3ata u
PHUCKOBETE OT MPOABIDKUTENHUS pueM Ha AEM npu Bcekn KOHKpeTeH OoJieH.

JleyeHHETO C AHTHENWJICTITUYHN MEIMKAMEHTH CE€ 3all04Ba HMPU CUZYPHA OUAZHO3A. CTIOPEN
HOBaTa JeUHULIUSA ciiell 2 HEMPOBOKUPAHU WJIM MPOBOKUPAHU MPUCTHIIA, HAOTIOAABAHH MPE3 MEePHO/]
mo-roisiM ot 24 4, cinen 1 HenmpoBOKupaH (WM IpoBokupaH) moHe 30 JAHM clies] HEBPOMH(EKIIHS,
WHCYJIT, MO3bYHA TpaBMa, WJIM CJIeJ] TOCTaBeHa JWarHo3a emwienTHueH cuHiapoMm. He BuHarm ce
HaJlara JICYeHHWEe TPU HIUOTNATHYHATA JETCKa (OKaHa ENMUIICHICHS C IEHTPOTEMITOPAIHU CIIaiiKOBE
(Ponannosa), Hikou (opMu Ha (POTOCEH3UTHBHU eNMWIIENICHH, (EeOpPUIHUTE I'bPUOBE HIIM PEIKU
eMWICITUYHN TPUCTBIU (MO-PEAKU OT BEIHBXK TOAUIIHO MPHUCTHIN WIH PEAKA U JIEKU HOIIHHU

MPUCTBIIN) U NIPH KPATKOTPaHU (POKATHU MPUCTHIIH.

A. IlpuHIMnM HA JieYeHHe

1. OmeHsBa ce BUAA Ha MWJICNCHUATA, BUJA HA NMPUCTBIINTE, HHAUKALIMU U PUCKOBH (HaKTOpH 3a
AHTUKOHBYJICAHTHO JICYECHUE

2. 3amoyBa ce C MOHOTEpaIus ¢ MeOuKameHm Om Nbpea JuHUsd, CbOOpa3eH C BUJA Ha
IIPUCTBIINTE, ENUIENTUYHUS CHHAPOM, BB3pacTTa Ha MAalMEHTa, HAJIWYMETO Ha IPUAPYKABALIU
3a0ossBaHMs, Ko-Menukauuu. IlpeauMcrBaTa Ha MOHOTEpamMaTa € HHMCKa TOKCHYHOCT, J100pa
ITIOHOCUMOCT, JIMIICA Ha JIEKAPCTBEHW B3aWMOJCHCTBHS, MUHUMU3UPAHN KOTHUTUBHHU HApYyLICHUS U
Ipyru HexxenaHu peakuuu. EdexkTpT ce KoHTposiupa cropesn KIMHUYHHUTE CHUMIITOMH (4ecToTaTra U
TexecTTa Ha npuctbnure) u ¢ EET.

3. 3arnoyBa ce ¢ HHCKa /1033, KOSITO CE ITOBUIIABaHE IIOCTENEHHO 10 KOHTPOJ Ha MPUCTBIIUTE WU
U3s1Ba HA CTPAHUYHU PEAKLIHU.

4. MonuTopHpaHe Ha CEPYMHUTE HUBA.

o, OreHKa Ha PUCK OT BH30OHOBABAHE HA MPUCTHIIUTE MPH CIIUPAHE WU MPOMSHA Ha JICYCHUETO.
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6. IlocTurane Ha ONTUMAIHO Ka4€CTBO HA KHUBOT.

1. IIpu TepaneBTUYHO-PE3UCTEHTHHU ENUJIENICUU (HeycIieX OT ABa aaekBaTHU AEM) — HacouBaHe
KbM CHELUUAIM3UPAHN KIMHUKU 32 IPOBEXJaHE Ha M3CIEIABAHMSA 3a €THOJIOTUYHO H3SICHSBAHE,
olpeliesisHE U IPOBEXJaHE Ha palMOHaHA IoJuTepanuss M OOCHXKAaHE 3a BbB3MOXKHO

HEBPOXUPYPTrUYHO JICUEHUE U KETOI'€HHA JUETA.

b. AHTHEeNWIENTUYHHN MeTUKAMEHTH

C”beeMeHHOTO JICYCHUE Ha CIIWICIICUATA IIPU ACIa U Bb3PACTHU CC OCHIICCTBABA CHC CICIHUTE
AEM Criope€a PEruCTpupaHuTe HHAUKAOKWKM KaTO MOHOTCpalrsa HWIHN paldOHaJIHaA IIOJHUTCpalius,
AICKBATHO HA BHUJA HA CHWJICIICUATA W BUJA HA NMPHUCTBIUTC, C"I)O6pa3eHO C Bb3pacTTa, TCrjiioToO Ha
MaIMeHTa U MPHUIPYKaBaIUTe COMATUYHU 3a00IsBaHus (4epHOAPOOHH, OBOpEUHH, KPBBHU U T.H.) H
pUCKa OT TEpPaTOreHHOCT MNpH MIIaau JXKeHU ¢ JerepoaeH mnoreHiuan: Carbamazepine (CBZ),
Clobazam**, Clonazepam (CZP), Eslicarbasepine (ESL), Ethosuximide (ESM), Gabapentin
(GBP),Lacozamide (LCM), Lamotrigine (LTG), Levetiracetam (LEV), Nitrazepam**, Oxcarbazepine
(OxCBZ), Phenobarbital (PB), Phenytoin (PHT), Pregabalin (PGB), Retigabine (RGB), Rufinamide*,
Stiripentol*, Sulthiam**, Tiagabine (TGB), Topiramate (TPM), Valproate (VPA) Vigabatrin**,
Zonizamide**, Methylprednisolon, Piracetam (PZT), Brivaracetam (BRV) (Ta6muuu 8, 9, 10, 11, 12
u 13).

* Peructpupan B bearapus no neHrpanusupasa nporenypa

**Hepeructpupanu B benrapus

OrunTa ce Bb3MOXKHOCTTA 32 CYUIIMAHO MOBCACHUEC NI UACAIUA OT IPUJIaraHuTC AEM.

B. HauaJiHo JleyeHHe HA eNUJIENCUSATA.

3arouBa ce MOHOTEpAIUs ¢ MEIMKAMEHT Ha IMbPBU U300p, ChOOPa3HO BUA HA ENMIIEIICUATA U
BUJIa HA IPUTIQIABIUTE CIIE]] IBa HEMPOBOKKHpaHH npucthna (Tabnuua 8), kaTo ce JocTura onTuMaiHa
no3a (Tabnuma 9). MonoTepanusra ¢ epextuBHa nmpu 60% 0T HOBOAMArHOCTUIIMPAHHUTE MarueHTH (I
MoHoTepanus - 47% wunu Il MmoHoTepanus - npu 13%).

I MoHOTepanus (MeTHKaAMEHTH HA MbPBH U300p) ca:

- Valproate - 3a renepanusupanu, HOKaIHH SMUWICNICHU WM IPU ChMHEHHS NIPU KiacupUIpaHeTo
Ha MPUCTBIUTE, Npu cuHApPoM Ha West. Bp3MoskeH e Teparorener edext Ha VPA npu miaau sxeHu ¢
JETEPOJICH TOTCHINAT U OPEMEHHHU.

- Carbamazepine - 3a ¢okannu emmencun i Oxcarbazepine - B nerckara Bb3pact. [IpenopbuBar
ce perapauute hopmu Ha Carbamazepine.

- Ethosuximide, a mpu nnaukanuu u Lamotrigine ca MequkaMeHTH Ha ITbPBU U300p MpH aOCaHCHTE.
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- lupoxocnekTspuu AEM karo Valproate, Lamotrigine, Levetiracetam, Topiramate ca cpencrsa
Ha MHPBH M300p NpU NAMEHTH C MOBEYe OT €IWH THUIl IPUCTHIU (0COOEHO ako MMa M abcaHcH,
ATOHUYHHU U MUOKJIOHUYHH MPUCTHIIN).

- Hakowu ot noBute AEM (Lamotrigine, Oxcarbazepine) Morar ja ce nmpuiarat KaTo MOHOTEPAIIHSI
IIpU cneyuarnu cbecmoanus (JETCKO-IOHOIIECKa Bb3pacT, MJIAAU KEHU U OpPEMEHHU, KOTHUTUBEH
NeUIUT), CTPAaHUIHY PEAKIIUU WIIM OPTaHHA HEJOCTAaThUHOCT.

II moHoTepanus (aJTepHATHBHA MOHOTEPANus) ce MPUWJIAra MpH JHICa Ha ePEeKT OT JICUCHHUETO,

HEMOHOCUMOCT, CTPAaHUYHU PEaKLUU WM OpraHHa HEJOCTaThbUHOCT, KaTo ce J00aBs IPYT MOAXOISII]
MEIMKAMEHT, KaTO TOCTENEHHO €€ U3TETIsl IbPBHUS:
- IPU TeHepaNu3upaHy U (HOKaIHHU MPUCTHIIU ChC U O€3 BTOpUYHA TeHepaIu3alus, MOIMMOPGHU
npucThIN, cHHAPOM Ha Lennox-Gastaut: LTG, LEV, TPM
- mpu (pOKaJTHU U BTOPUYHO-TeHepanu3upanu npuctbiu: OXCBZ u LCM
- npu cunjapom Ha West - CZP, LTG, TPM
. B®3MOXHO ¢ BJIOIIABaHe HA HAKOW CHWICHTHYHH NPUCTHIN ¥ CHHIApOMH 0T AEM (Tabiwuia
10). Ilpu neuerre Ha aOCaHCH ¥ MUOKJIOHHYHH MPHUCTHITU TIPH JICIa U Bh3PACTHU HE C€ MPENopbhYBaT
carbamazepine, gabapentin, oxcarbazepine, phenytoin, pregabalin, tiagabine m vigabatrin, a mpwu
cuHapoma Ha Dravet u Bucoku 1031 Ha lamotrigine mopaau puck ot BiomasaHe. Lamotrigine Moxke
Jla BJIOIIN U MAIMEHTHUTE C FOBEHWIHA MUOKIOHWYHA enwiencud. [Ipu gemna ¢ uanonatuuHu (GpokamHu
emmitenicun (Ponmanmosa, cuaapom Ha Panayotopulos u tun Gastaut) carbamazepine u oxcarbazepine
MOTarT BJIOMIAT MareHTuTe 10 u3sisa Ha CSWS.
o IIpuunnm 3a Heycnex 0T MOHOTEpANMsATA ca:
1. HempaBwina quaraosa (MO3bYHU TYMOPH, IICEBIOCTIHIICTITAYHA MPUCTHITA, CHHKOI, Chp/IeYHa
apuUTMUS U T.H.)
2. HempaBunen wu36op ©Ha AEM (Hemoaxomismi 3a BHAAa MPHUCTBIH, JIEKAPCTBEHU
B3aMMOJICHCTBHS)
3. Henonxopsmia mo3a, CTpaHHYHU PEAKIHH

4. HenpaBuieH HAYUH Ha )KUBOT (AJIKOXOJIU3bM, JIEKAPCTBEHA 3aBUCUMOCT U T.H.)

Ta6auna 8. AHTHeNUIENTHYHN MeIMKAMEHTH 32 JiedeHHe HA eNWiencuurTe (CHHIAPOMHTE) H

CIWJICNITUYIHUTE NPUCTHITHA

Bup enniencus (cunapom) | I uzdop AJITepHaTHBHA MOHOTepanus WU

CMUJICNTHYHA NMPUCTHIIH MOHOTepaHHﬂ noJiarepanus

ITbpBHYHO-TeHepaATH3UPAHH (MAMOMATHYHH/TEHETHYHH) eMNUJIENCHH/ TeHePaATN3HPaAHH

NnpunaaxbIu

TOHHYHO-KJIOHUYHHA CBZ,PHT,VPA CZP, LTG, LEV, OxCBZ, PB, TGB, TPM,
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NpunaIbuu

ATOHWYHY NPUCTHIH VPA LTG, CZP

AbcaHcu VPA, ESM CZP, LTG, TPM

MHUOKJIOHUYHH MPUCTHIU VPA CZP, ESM, LTG, LEV, TPM,
Koprtuxocrepouau

IOBennina muoxgonnuna | VPA CZP, ESM, LTG, LEV, TPM

eNUJIeNICHSA

doxannu enujiencuu / GOKAJIHU eNUWIeNTUIHN NPUCTHIN

@oxaJIHN NPUCTHIU CBZ, VPA CZP, GBP, LCM, LTG, LEV, OxCBZ, PB,
PHT, PGB, TGB, TPM, BRV

Bropuuno - | CBZ, PHT, VPA GBP, LTG, LCM, LEV, OxCBZ, PB, PHT,

reHepaju3upaHu PGB, TGB, TPM, BRV

NPUCTHIH

Hnnonarnuan  ¢oxannm | CBZ, VPA, | CZP, GBP, LTG, LEV

(PosranmoBa u | OXxCBZ

OKIUITMTAJIHH)

Ennjaentuunu eHuedanonaruu

Cunapom Ha West ACTH, VPA CZP, LTG, TPM,

Cunapom Ha LTG, TPM, VPA CBZ, CZP, PB, PHT, Rufinamide*

Lennox-Gastaut

Cunapom HA Dravet | VPA, TPM LEV, Stiripentol*

(SMEI)

Enunnentuyna VPA, ESM LEV, GenzoaunazenuHu, KOPTUKOCTEPOUIU

ennedasonatua ¢ CSWS
WIN eJIEKTPUYeH CTATYC 10
0aBHOBBJIHOB

BpeMe Ha

cbH (ESES)

- AEM, pa3penieHu 3a MOHOTepanus U JonbJjaBama tepanusa: CBZ, CZP, ESM, GBP (nan 12 r.

MOHO-, Haa 3 T. momutepanus), LTG (wax 2 r.), LEV (wag 16 r.- monorepanus, Hax 1 mecer-

nosyurepanus), LCM (uan 4 r.), OXCBZ, PHT, PB, TPM (nan 2 r.), VPA

- AEM pa3peuienu camo 3a gonbasama tepanusi: PGB (wax 18 r.); TGB (max 12 r.), koraro

APYTrA MoAXOAAIN JICKAPCTBCHU KOM6I/IHaI_II/II/I ca C€ OKa3ajiri HC3aAO0BOJIHUTCIHHN NI HE Ca IIOHOCUMM,

BRV (nwag 16 1.)

- Kmacuuecku AEM: CBZ - carbamazepine; CZP-clonazepam; ESM- ethosuximide, PHT-

phenytoin; PB-phenobarbital;

VPA-valproate
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- Hoeu AEM: GBP-gabapentin; LTG - lamotrigine; LCM - lacosamide; LEV-levetiracetam;
OxCBZ - oxcarbazepine; PGB — pregabalin; TGB-tiagabine; TPM - topiramate; Rufinamide*- 3a

cunapom Ha Lennox-Gastaut; Stiripentol*- 3a cunapom na Dravet; BRV - brivaracetam

* Rufinamide 3a neuenue Ha curapom Ha Lennox-Gastaut mo. Unen 266, an. 2 ot 3JIIIXM u ui. 16,
an. 4 ot Hapen6a Ne 10 ot 2011 r. 3a ycnoBusita 1 pena 3a jeuenne ¢ Hepaspemenu 3a ynorpeba B
PenyOnika bbarapust iekapcTBeHH TPOIYKTH

* Stiripentol 3a neyenue Ha cunapom Ha Dravet. mo. Uien 266, an. 2 ot 3JIIIXM un. 16, an. 4 or
Hapen6a Ne 10 ot 2011 r. 3a ycnoBusita u pena 3a nedenue ¢ Hepaspemenu 3a ynotpe6a B PermyOnuka
bwiirapus nekapcTBEHU POTYKTH

**He ca perucrpupanu B bparapus:

Clobazam 3a neuenue na abcancu, I'TKII u cunapom na Dravet u cunapom Ha Lennox- Gastaut;
Nitrazepam 3a siedenue Ha cuHapoM Ha West; Sulthiam 3a neyenune Ha (OKaJTHU TPUCTHIIH;
Vigabatrin 3a neyenue Ha cunapom Ha West; Zonisamide 3a ncueHre Ha (OKAJTHH M BTOPUUHO

TCHECPpAJIN3UPAHU IIPUCTDHIIN IIPU BB3PACTHU U ACLIA HAJl 6 I'., 3@ MUOKJIOHUYHHU ITPUCTBIIN, 3@ CHHAPOM

Ha Lennox-Gastaut; ACTH 3a neuenue Ha cunapoM Ha West.

Tabauua 9. BugoBe u 103UpaHe HA aHTHENWJIENTHYHUTE MeTHKAMEHTH

MexkayHapoaHo JEITA BB3PACTHU
HENATEHTHO Havauana Onrumanna | Havanna | Onrumanna MaxkcumaJjina
ume (INN) JHEeBHA 1032 | JHEBHA J03a JHEeBHA JHEeBHA /1032 JHEeBHA /1032
(mg/kg) (mg/kg) 1032 (mg) (mg)
(mg)
Valproic acid 10-20 10-50 500 1000-2000 2100
Carbamazepine |5 10-30 200 600-1200 1600
Oxcarbazepine | 10 30-40 300-600 900-2400 2400
Phenytoin 3-4 4-8 100 300-400 500
Phenobarbital 2 2-5 60 90-250 600
Clonazepam 0,01 0,01-0,02- |05 2-6 8
0,1-0,2
Lamotrigine 0,6 c ersumuM | 5-15 ¢ 50¢ 500-600 mpu | 700 mpu MoHO-
UHIYKTOPH C€H3UMHHU SH3UMHU €H3UMEH Tepanus
0,15 npu VPA | nuanykropu WHIYKTOPU | HHAYKTOP
0,3 mpu MmoHO- | 5 ¢ VPA 12,5 ¢ VPA | 300-400 mpu
Tepanus 15 npu 25 npu VPA
MOHO- MOHO- 500 npu
Tepanus Tepanus MOHO-
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Tepanws
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 Cnen 6. 30-35 300 1200-1800- 3600
10-15 3600
Pregabalin - - 150 450-600 600
Lacosamide Cnen4r. 200-400 100 200-400 600 mg wmm 10
2 mg/ kg mg/iH. mg/kg npu
MOHOTEpAINus MpH
Jena W IOHOUIH
nax 50 kg u 8 mg/
kg npu nema u
roHom 1onx 50
kg; 400 mg mpwu
JIOIT'BJIBAIIIA
Tepanus 3a jeuna
7 roHomH Hax S50
Kg 1 BB3pacTHH
Ethosuximide 10 40 500 1500 2000
Stiripentol* 50 1o 100 50 1o 100 4000
Rufinamide* Han4r.- 10 45 400 2400 3200
Brivaracetam Hax 16T 50-200 BB3 |50 - 100, | 50-200 BB3 | 200
50 - 100, | ocHoBa  Ha | pa3feneHa | OCHOBa  Ha
pa3jeneHa Ha | MHOUBUAYyal | Ha JIBE | MHIANBUIYaIIH
TIBE paBHH | HASL OTTOBOD | PaBHU J03U | U OTTOBOP U
TI03H " MTOHOCHMOCT
MTOHOCHMOCT

Ta6auna 10. Bb3mMo:kHO BiIOIIaBaHE HA eNUJIENTHYHUTE CHHAPOMHU oT AEM

AEM

Cunapom

BB3M0:KHO BJIOIIABaHE

Carbamazepine

CIIUJICIICU A

e [OBenwmina

e AOCaHCHA EIUIETICUS

e [IporpecuBna

MHOKJIOHHMYHA

MHOKJIOHHYHAa

AOcaHcu, MHOKJIOHHH

MUOKIIOHHYHHA IPUCTBIIN

Muoknonyc

CSWS
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enuJIencus

e Ponannosa enuiencus

e JleTcka OKIMIHUTAIHA STUIICTICHUS

e (CuMNTOMaTUYHHU TeHepaIu3upa-Hu
eNuIIeTICUU

e Cunapom Ha Angelman

e Cunapom Ha Landau-Kleffner

I'TKII - psaaxo
@OKaIHU NPUCTBIIN - PIIKO
ToHn4HM npucTHIN

ATOHUYHHU IPUCTHIU

Oxcarbazepine e AOcaHCHA CIHIICIICHS AoOcaHcu
e IOBenuina MHOKJIOHHYHA MHuUOKIIOHHH
CIHIICIICHSI DOoKaITHHU PUCTHITH
e Pomannosa enunencus
Phenytoin e AO0caHCHA EIUIIEIICHS AbGcancu
e IlIporpecuBHa MHOKJIOHHYHA LlepeGenapeH CHHIPOM
CITHJIETICHSI MHOKIOHUYHHU IPUCTHITN
e IOBenmina MHOKJIOHUYHA doKaIHH IPUCTHITN - PSIIKO
CIUJICTICUS I'TKII
e Cunapom Ha Landau-Kleffner
Phenobarbital e AGcCaHCHa eNMIIETICHUS A6cancu (TIIpu BUCOKH JIO3H)

e PorannoBa emuiencus

e Cunapom Ha Lennox-Gastaut

MunoknoHUYHN MMPUCTBIIN

Valproate (psinko)

e AOQOcaHCHA ENUJIEIICUS

o Eaunnuynu CJIydau 1pu CIIUICIICUA C

AOcaHcu

MHUOKJIOHUYHHA IIPpUCTBIIN

MHOKJIOHYC U KPUITOreHHa (OKaIHa doxaTHu
eTTnJIeICUS T'TKII
Ethosuximide e AOGcaHCHA eMUIeTICus A6cancu

e Enmnencusi ¢ MUOKJIOHYC

e Enwnnencus ¢ ['TKII

Munokn1oHUYHN IMPUCTBIIN

I'TKII

bensonazenuuu e Cunzapom Ha Lennox-Gastaut ToHMYHY PUCTHIIN
AbGcancu
MMHOKIOHUYHY ITPUCTHIIN
Vigabatrin e AO0caHCHA EITUICTICHSI AbcaHcu
e Enmiencuu ¢ MUOKJIOHYC Muoknonyc

e Cunnpom Ha Lennox-Gastaut

DOoKAHU NPUCTHIIU

TonnunM npucTeU
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Gabapentin e AOcaHCHA €IMIICIICHS AbcaHcH
e Enuencus ¢ MUOKJIOHYC Muoxkionyc
e Cungpom Ha Lennox-Gastaut
Lamotrigine e Panna TeXKa MHUOKJIOHUYHA [Tpu BUCOKH 1031
SIUIICTICHS MHUOKJIOHUYHHU TPUCTBITN
e [OBenuina MMOKJIOHMYHA
CIUIICTICUS
e PojaHji0Ba eNUICIICUS
Rufinamide e Cungpom Ha Lennox-Gastaut ATOHWYHU NIPUCTBIH
Topiramate e AQGCaHCHA EIMIIEIICHS Abcancu
Tiagabine e AO0caHCHA EIUIIEIICHS AbGcancu
e Enwmnencus ¢ MHOKJIOHYC MHUOKJIOHUYHHU TPUCTHITA
®dokanHu
I'TKIT
Levetiracetam e [OBeHmiHa MHUOKJIOHUYHA AobcaHcu
CIUIIETICHUS MUOKIOHUYHH IPUCTHITN
e AOcaHCHA eMUJICICHS dokamHu
e Cunapom Ha Lennox-Gastaut I'TKII
e Cunapom Ha Dravet
Pregabalin e AO0caHCHA EIUIIEIICHS AGcancu
e Enwmnencus ¢ MHOKJIOHYC MHUOKJIOHUYHU TPUCTHITH
Lacosamide e Cunzapom Ha Lennox-Gastaut Arunuunu abcancu

I'TKII

I'. JleyeHue ¢ moJMTepanus - 3ar04YBa ce MpU HenosauAsawu ce OOIHU OT MOHOTEpanus ¢ 2

AEM. Ilpunara ce npu okoio 40% OT manueHTUTe, NMPU KOUTO MOHOTEpanusATa € HeeeKTUBHA:

YeCTH, TEKKH (DOKATHU WM MOIMMOPQPHHU MPHUCTHIM, CHEHUPUYHU CHUHAPOMHM U ENMUJIECHTHYHU

GHI_[eraJ'IOHaTI/II/I, Harp. TEMIOPAIHO-AAI0Ba CIIMUJICIICHUA IMPU ME3UMOTEMIIOPATIHA CKIICpPO3a, TCXKKaTa

nercka muokinoHnuHa enuiencus (SMEI), cunapom nHa West, cunnpom Ha Lennox-Gastaut. Ilpu

HpI/I6aBHHC Ha BTOPU, PECIICKTUBHO TPCTHU AEM, CC IpCNIopbUBa pallMOHATIHA IMOJIUTCpAIlns, KaTO CC

komOuuupat — 2 (3) AEM ¢ paznuuen mexaHu3bM Ha aeiictue (Tabmuia 11).

Hsikom AEM (lamotrigine, topiramate, valproic acid) mmMaT MHOKECTBEHH MEXaHHW3MH Ha

neiicteue, apyru (phenytoin, carbamazepine, ethosuximide) — emuH OCHOBEH MEXaHHU3bM Ha

neiicreue. AEM ca paszaeneHu Ha cleHUTE TPYNH CIIOPE] MEXaHU3Ma Ha JIeHCTBUE:!
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1. brokepu Ha permeTHTHBHATa aKTHBALlUMSA HAa HaTpHeBHUTEe KaHamu - phenytoin, carbamazepine,

oxcarbazepine, lamotrigine, topiramate, rufinamide

3acuBaniy OaBHATa HHAKTHBALIMS Ha HaTpUEBUTE KaHanu - lacosamide

[ToBumasane Ha GABA-A penentopure - phenobarbital, 6en3oanazenuau

Mopnynatopu Ha Glutamate - topiramate, lamotrigine

bnokepu Ha N- u L- kanuuesute kananu - lamotrigine, topiramate, valproate

Monysaropu Ha H-motoru - gabapentin, lamotrigine

2
3
4
5. bnokepu Ha T-kanuueBute kanaau - ethosuximide, valproate
6
7
8

bnokepu Ha HeoOnuaiinu Mecta — levetiracetam, brivaracetam (Bucok u ceeKTHBEH aUHUTET

KbM IpoTeuH 2A (SV2A) Ha CUHaNTHUYHUTE BE3UKYJIU B MO3bKa, KOMTO MOJIyJIUpa €K30LIMUTO3aTa Ha

HEBPOTPAHCMUTEPUTE)

9. HMuxuburopu Ha kapboanxuapasaTa - topiramate

Taoauua 11. OcHoBHM MexaHu3MHu Ha AeiicrBue Ha AEM

AEM Baokup | baokupane | GABA Biaokupane Ha Apyr
ane/ /Moz[ynaun INOBHILIABAHE rJIyTaMaTHHUTE
MoAyJia | A Ha Ca®" peuenTopu
U Ha KaHaJIu
Na*
KaHaJIu
Phenytoin + - - -
Carbamazepine + - - -
Phenobarbital + - + -
Primidone + - + -
Valproate + + (T-Tum) + -
Ethosuximide - ++ (T- Tun) - -
Clonazepam - - + -
Gabapentin + + (L- Tum) - -
Lamotrigine + + (L- Tum) - -
Oxcarbazepine + - - -
Topiramate + + (L- Tum) + + (AMPA) Nuxubupa
kapOoaHxuIpas3a
Tiagabine - - + +(NMDA)
Levetiracetam Biokep Ha SV

MIPOTEUH
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Pregabalin

Lacosamide

Brivaracetam

biokep na SV2A
MPOTEHH,
MoJlyJiupa
€K301IMUT03aTa Ha
HEBPOTPAHCMU-

Tepure

GABA= rama amuHoMacJieHa KiucejarnHa

AMPA=aminomethylisoxazole propionate

NMDA=N-methyl-D-aspartat

SV2A - cunanTtu4eH Be3uKyJieH NpoTerH 2A

[TpenopbuBaT ce HAKOM yIa4HU KOMOWHALIMY MTPpU pe3ucTeHTHU npunaabiy (Tadmuma 12).

Crniope perucTpupaHuTe HHANKAIIAM 32 TONMBJABAIIA Tepanus ca cjaeaHuTe HoBu AEM:

IIpy reHepaaun3npanu u poxaauu npucrsnu: LTG, LEV, TPM

npu GoKaJTHU M BTOpUYHO-TeHepaiau3upanu npucrsmu: GBP (wag 6 r.), OXCBZ, PGB (nan 18

r.), LCM (nan 4 r.); BRV (nang 16 r.); TGB Han 12 1., npu KOUTO IPYrd MOIXOJSIIN JICKAPCTBEHH

KOM6I/IH8.I_II/II/I Ca CC OKasaJiid HE3aJOBOJIHUTCIIHHU UJIN HE Ca TIOHOCHUMHU

npu cunapom Ha Lennox-Gastaut - LTG, TPM, Rufinamide*

npu cuapom Ha Dravet (SMEI) - LEV, TPM, Stiripentol™*

Ta6auna 12. Ilpenopbuutennun komOuHanuu or AEM 3a MeamkamMeHTO3HO-pe3UMCTEHTHH

NPUCTHIH
KomOnnanuu Iloaxoasiu IIpuunnn
PHT nnu CBZ+
LTG - HeBpoTokcn4HM CTp. peakuuu
OXC - HeBpOoTOKCHYHH CTp. peakuu
TPM - HeBpoTokcn4HM CTp. peakuuu
LEV + CuHEpru3pM
BRV + Cuneprussm?
LTG nau OXC+
Gabapentin ++ CrHEepru3bpM
Pregabalin ++ CHUHEPTH3bBM
LEV ++ CHHEprusbpM
BRV ++ Cunepruzsm?
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TPM + CHHEpru3bpM
VPA +
PHT -
CBZ -
LTG + Puck ot 00prBH
TPM + HeBpOoTOKCHYHU CTp. peaKINH
LEV ++ CHuHEprussM
BRV ++ Cunepruzsm?
LCM + CuHeprusbpm

*KbeMm Bcmuku AEM Moske na ce no6asu Clonazepam

. Ocobenoctu npu npuiaoxennero Ha AEM npu pa3iu4HM THIOBe eNMUJICNCHS NPH

aeua, 6peMeH1m KCHHU, NIAMUCHTH B CTAP4Y€CKa Bb3PaACT U NAIUEHTH C HHTCJICKTYAJICH Ile(bI/IIII/IT,

¢ Jenpecus, ¢ YepHOAPOOHA WiIN 0BLOpeYHAa HeJOCTATHYHOCT

Enuiencusi B a1ercka Bb3pact. M300pbT Ha AEM 3a pa3siuyHUTE THUIIOBE EMUJICTICUU H

CUHAPOMHU B ACTCKATAa Bb3PACT € IIPCACTABCHU Ha Ta6nnua 8u 13, a4 HAYaJIHUTC U OIITHUMAJIHU JO3HU -

Ha Tabxuma 9.

Tabauna 13. U300p Ha AEM B Jerckata Bb3pacT NPH enuencuure/ enuienTHYHUTE

cunapomu - I, I monorepanus, fonb/aBalNa Tepanus

Enunnencus/ I moHOTEpanus | AlITepHATHUBHA Bb3mo:xkHa  MOHO-/IONMBJBAIIA
CHHIPOM MOHO-/I0NbJIBAIIA | TEPANUA
Tepanus
Cunapom Ha West ACTH VPA benzoaunazenunu, TPM
SMEI (c-m Ha Dravet) VPA, TPM ben3onuaszenunu, LEV, Stiripentol**
VPA
Cunapom Ha Lennox- VPA, VPA + |LTG,TPM benzoguazenunn, CBZ, GBP,
Gastaut LTG LEV, Rufinamide** nan 4 r.
Enuniaenrtununa VPA, ESM benzoguazenunu, LEV
enunedanonarus ¢ CSWS KOPTHKOCTEPOUIN
uian Enexkrpuyen craryc
1o BpeMe Ha
0ABHOBBJIHOB ChH
(ESES)
HUT'E c abcancu VPA LTG, ESM benzonnazenuau
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UT'E ¢ muokiaonyc ¢ wim | VPA LTG, ESM benzoguazenuuu, LEV, PB TPM

0e3 I'TKII

HUTI'E ¢ MHOKJIOHYC H VPA LTG, TPM benzomnazenunu, LEV, PB

I'TKII

HUI'E ¢ I'TKII VPA LTG, TPM LEV, PB, ben3oauna3enunu,

®dokanHa CBZ, OxCBZ, | LTG, TPM, GBP LEV, PB, LCM-uag 4 r., BRV
VPA Hax 16 1.

Hekaacuduumnpyemu VPA TPM LTG, LEV

HeonaraJjnu rop4yose PB

Jleyenue npu ¢pedpusinu ropuose (PI')

1. OctpoTo JeyeHue npu GeOPHITHN I'HPUOBE BKIIOYBA JICUCHHE HA OCHOBHOTO 3a00JIsiBaHE U
Ha npoabspkuTennus O kakto mpu enwmientudeH craryc ¢ Diazepam - 0,3-0,5 mg/kg pekranHo wiu
WHTPABEHO3HO. AHTUITUPETUIHOTO JedeHue ¢ Paracetamol (Acetaminophen) u Ibuprofen ne nmpomens
pucka ot peuuauBupan @', Ho MogOOpsBa OOMIOTO CHCTOSIHUE HA JETETO NPU MOHMKABAHETO HA
TeMIeparypara.

2. llpodunnakTuyHo Jeyenue. [IpenopruBa ce HHTEPMUTEHTHA NpoduiakTuka ¢ Diazepam
WIN MOCTOSIHHO JiedeHue ¢ Valproate cropen pucka ot penuausupamu ®I'. He ce Hanara nedyeHue
npu npoctu OI'. MurtepmurentHara npodpunaktuka Ha DI ¢ diazepam, cHmkaBa pucka 3a
petausupany OI'. IlocrossHHOTO J1eueHue ¢ aHTUKOHBYJICaHTU Npu DI He mpodunakTUpa prucka 3a
STTHJICTICHSI.

e  HHTepMuTeHTHA MPOPUIAKTHKA C peKTasieH uiau opasen Diazepam ce mpenopbuBa mpu
@I ¢ nauano nox 1 r.; pamumnnocT 3a @I B equn ot poautenure; 2 wiu noseue @I unm vectu O (2
3a 12 vaca, 3 3a 6 mecena wiu 4 3a 1 r.): Diazepam - 0,3-0,5 mg/kg pekranno npwu t° nag 37,5° C npes
12 gaca (TeparneBTHYHA IIa3MEeHa KOHIIEHTpanus ciex 2-4 muH.) win opained Diazepam - 0,3 mg/kg
npe3 8 yaca (TepaneBTUYHA IUIa3MeHa KoHIeHTpanus ciea 30-90 muH.) 1o apedpunnu 24 4. (mpuem
70 3 aHK).

. IIpu Bucok puck or peunauBupamu ®I' (cbuetanue oT ycinoxHeHH npojgoHrupanu OI' >15
MUH., HEBpPOJIOTHYeH JIepuuut, Bb3pacT nox 1 r., yectu @I, ®I' B mbpBus yac Ha (GeOPUIHOTO
3a00JIsIBaHe WIN TPU t°<38%) ce NpenopbyuBa MOCTOSIHHOTO NpoduiaakTuuHo seyeHue ¢ Valproate 30

mg/kg 3a 1-2 1. mpu u3cneaBanus 3a YePHOAPOOHU (YHKIIUH.

KoHnTpauenuus npu :KeHu ¢ enuiencus, Jjeyenue nNpu 6peMeHHOCT U KbpMeHe
[Tpu xeHute ¢ enuiencus TpsOBa 1a ce npeiara eeKTuBHA KOHTpAIenus 3a u30sirBaHe Ha
HeTTaHupaHa OpeMeHHOCT. PuckoBere 3a 3a0peMeHsBaHE, BBIPEKH KOHTpAICTIUATA, KAaKTO U 32

KpPaTKOCPOYHUTE U IBJITOCPOYHHU CTPAaHUYHH €(EeKTH OT BCEKHM METOJ Ha KOHTpallenuus TpsoBa aa ce
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o0sicHSIBaT BHMMAaTeNlHO. PHCKBT OT HeycnemHa KOHTpalenuus Npu KeHu Ha jedeHne ¢ AEM
€H3UMHHU UHAYKTOPHU € 3 MBTHU MO-BUCOK B CPABHEHUE ChC 3APABUTE KEHH. B TepaneBTUYHU 03U O]
200 mg/au. TPM He B3auMOJCiCTBA C IEPOPAIHUTE KOHTPALENTHBH, ChabpKamy norethisterone u
ethinylestradiol. B mo-Bucoku mo3u (200-800 mg/mu.) TPM moske ma yBenuum ciabo KIMpbHCA Ha
ethinylestradiol. [Ipu xenn Ha neuenne ¢ AEM eH3uMHU MHIYKTOPU €PEKTUBHOCTTA HA TIEPOPATHUTE
KOHTpAIICTITUBH MOJKE J1a C€ MOBUIIM C yBEJIMYaBaHe go3aTta Ha ectporeHute 10 50 pg (makcumym 70
Lg), HamMaJsiBaHe Ha CBOOOTHUS OT JIEKAPCTBA MHTEPBAJ OT 7 10 4 THU W BHBEKIAHE HA TPOCH IUKBII
(mpueM Ha 3 OMAaKOBKM e€AHA cJeA Jpyra). YMECTHO € KOMOWHUpaHe ¢ JpyrH METOAU 3a
KOHTpalenuus — 0apuepHu METOJH, TpaHCAEPMAalIHU IUIACTUPH U Jp. 3a KOHTpALECTLHUS CJe] MOJIO0B
aKT ce MpernopbuBa JABOIHA 1032 levonorgestrel (6 mg B pamkute Ha 120 yaca ciieq] IOJOBUS aKT).
[lepopanHuTe KOHTpaLENTUBU MOrar J1a IpoMEeHST epukacHocTtTa Ha Hsikou AEM — nanp. Ha LTG,
ocobeHo B mbpBuTe 3 nHU npu MoHoTepanus ¢ LTG u npu ecTporeH-chabpKalld KOHTPALECTITUBY.
JlumcBar AOCTaTBhYHO JOKa3aTelcTBa 3a €(PEKTUBHOCTTA HAa KOHTPALEHTHUBU ChABPIKAIIU CaMO

MPOTECTEPOH MPH KEHU Ha JeueHne ¢ AEM eH3MMHH HHAYKTOPH.

Puckose 3a OpeMeHHaTa JKeHa:
J Puck ot yyecTsiBaHe Ha MpuUCThOUTE (YBEIHMUEH 00EM Ha paslpellelieHue Ha JICKapCTBaTa,
MIPOTEMHOBO CBBP3BaHE M UYEPHOJPOOECH METa0OIM3BbM) - JTO3UPOBKATa C€ MOBHUIIABA MO MpPELEHKa
CJIe]] U3CIIe/IBaHE HA CEPYMHO HUBO.
o Puck 3a yciaokHeHHs1 Ha MalKaTa - IPEEKIAMIICHS, XHUIIEPEME3UC, IPEKIACBPEMEHHO
paxxJaHe, aHeMHUS.
o IIpu paxpane - 1-2% 0T jXeHUTE C EMUIIETICUS MOJIy4aBaT MPHUIAIbIIH.
o HeBposiorsT He B3eMa OTHOIICHHE 32 BOJACHETO HA PpPakIaHETO, BHAA Ha
POOpPAa3pelIecHHeTO H AKYIIEPCKOTO NOBeIeHUe
Puckose 3a miioga:
. Puck 3a mangopmanum - 25% 1o BHCOK 3a XKEHUTE C CMWICIICUS B CpaBHEHHME C oOIara
MOMyJIalysl U MOYTH 2 I'bTH MO-BHCOK NPU AHTHKOHBYJICAHTHO JIEUYEHHUE - ToJeMU MajdopManuu
(nedexTn Ha HeBpanHaTa TpbOa karo spina bifida, opodanuanau nedexkrtn karo palatum fissum,
Chbp/ACYHM Mal(pOpMally, XUIMOCHAAMa) U MAIKH (XUIIEPTEIOPU3bM, EMUKAHTYCH, XMITOIIACTUYHU
npbetn). [IpenopbuBar ce ynTpa3ByKOBM HM3CIIEIBaHUS Ha IUIO/Ia — B HA4YaJIOTO Ha OpEeMEHHOCTTa,
npe3 3-Tu, 6-TU ¥ HAYajaoTo Ha 9-TH JI.M., a IPH ChbMHEHHE 3a Majihopmalus - u3cienBaHe Ha anda-
(beTonpoTenH 1 aMHUOLIEHTE3A.
. IIpenopbKu 32 NoBeaeHUe NMPU OpeMEeHHU M KbPMellH sKeHHu ¢ enuierncusi ot 2016 r.

1. IIpu >xeHU ¢ IPUCTHIIN MO BpeME Ha BTOpATa MOJIOBUHA Ha OPEMEHHOCTTa, KOUTO HE MOrat

CbC CHUT'YPHOCT Ja CC ONpCACIAT KaTo CHUIICIITUYHH, CC 3alo4yBa JICUHCHUC KATO 3a CKIIAMIICHA
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(Marae3ueB cyidar) 1o nbpJaHOTO AMarHocTuyHO yrouyHsBane. MPT u KT ce cuurar 3a 6e3omacHu, a
PHUCKBT 3a IUI0/1a IIPU €JHOKPATHA €KCIO3ULUS € MUHUMAJIEH.

2. Ilpu BcHYKHM KEHHM C CMHWIICNCUSl Ce MpernopbyBa ImpueM Ha QoiueBa kuceiauHa 5 mg/d
npeny 3a0peMeHsIBaHETO U TIOHE JI0 Kpasi Ha IbpBUS TPUMECThP Ha OPEMEHHOCTTA C 11eJl HaMallsiBaHe
Ha pUCKAa OT BPOJEHU aHOMAJIMU. PUCKBT OT rojieMu BpOJECHU aHOMAJIMM 3aBUCH OT BHJA, Opos U
nozara Ha AEM. LTG (mox 300 mg/an.) u CBZ (nmox 400 mg/nH.) ca cBbp3aHU C Hali-MallbK PHUCK.
Haii-Bucok e pucksT npu npuem Ha VPA (10,7/100) wnu nonurepanust (16,8/100) B cpaBHenue ¢ 2,3/
100 mpu xenm Oe3 emwierncus. Criopen peructpu Ha BenukoOputanus u Upnanaus, pUCKBT TpH
monoTtepanusi ¢ LEV (0,7/100), cbiio € mo-HUCHK B cpaBHEeHHE ¢ mosmrtepanus (5,6/100). Jluncear
JIOCTaThUHO JIOKa3aTeJCTBa 3a pucka Ipu MoHorepanus ¢ apyrure AEM. PucksT 3a moBTOpHa
BpoOJIcHa aHOMaTHsI € TT0-BUCOK (16,8/ 100)mpu keHH, KOUTO UMAT BeUe JIETE C BPOJCHA aHOMAJIHSL.

3. Ilpuembr Ha VPA u monurepanus c¢ apyru AEM TpsbBa na ce MUHUMHU3MpaA Mpeau
3a0peMeHsIBAaHETO Clie]] BHUMATENHA MpPeleHKa OT eMUJICTITOJIOT.

4. Ha BcHYKM HOBOpOJIEHM Ha >KEHU ¢ enwiierncus jexkyBaHu ¢ AEM eH3uMHU MHAYKTOpU
(CBZ, PHT, PB, PRM, OCBZ, TPM, ESCBZ), tpsabBa na ce mnpumara 1 mg Buramua K
MHTPAMYCKYIIHO C IIeJI TPEBEHIIMs Ha XeMoparuyHa 0oJieCT Ha HOBOPOJeHOTO. JIumncBar qoctaTbuHo
JI0Ka3aTelICTBa 32 HEOOXOJMMOCTTa OT MpuiaraHe Ha BUTaMUH K Tpu KEHHUTE ¢ emuiencus 3a
MIPEBEHIIMS HA XEMOparuu ciejl paxxaaHeTo.

5. TlpuembT (mepopaneH WM Npu HeoOxoaumocT mapeHTepaieH) Ha AEM tps6Ba na
IPOABIDKM 1O BpeMe Ha paxaaHeTo. Jlumcmar mpoyuyBaHMs 3a onTuMmanieH u3bop Ha AEM mpu
IIPUCTBII 110 BpeMe Ha paxnaane. [Ipu enmnentuyen craryc 3a npegnountade ca AEM ot rpynara Ha
OEH30/1Ma3eTNHUTE.

6. IlpenoppunTenHO € NMPOIBIKUTEIIHO MOHUTOPUPAHE HA IJI0JA MPU KEHU C BUCOK PUCK OT
IIPUCTBII IO BPEME HA PaKJaHE, KAKTO U CJIE]] IIOJIYYEH NPUCTHII 10 BpEME Ha PaXkIaHEToO.

7. ObnekyaBaHeTo Ha OoJIKaTa MO BpeME Ha pa)k/J1aHe MPU JKEHH C eMUJIETICUS € MHOTO Ba)KHO
C 1[el MHUHUMH3UMpaHe Ha MpoBoKupamy ¢akTtopu 3a npuctbnute. JlokamHaTa aHecTe3us
(emunypanHa, crnuHaidHA, KOMOuWHUpaHa) € Oe3omacHa. Diamorphine e 3a mpeamounTane mpen
pethidine (emmunenToreHeH eeKT) 3a aHANTE3Us O BpeMe Ha paxaane. [Ipu HeobxoauMocT ot o01ma
aHecTe3us € 3a MpearoYrTaHe Jia ce u30sresat anecteTul kato pethidine, ketamine u sevoflurane.

8. JluncBar KOHTpauHAMKALMK 3a MPUJIaraHe Ha MHIYLHpAIId PakJaHEeTO MEIUKaMEeHTH MpH
KEHH ¢ enuiierncus Ha jiedenne ¢ AEM.

9. Ilpu >xenute c enuierncus TpsOBa a ce mpenopbuBa Ja NpoabpKkar npuema Ha AEM cien
paxnaneto. [Ipernienkara 3a KbpMEHE € MHIUBUAYAITHA, HO TpsiOBa na ce mma npeasun, ye LTG, LEV,
TPM npemuHaBaT B 1o-ToJisiMa CTENEH B KbpMarta B cpaBHeHue ¢ VPA, CBZ, PHT.

10. Cnen paxkxaaHeTo € MpenopbUMTENIHA MOJIKpena MNP MAMKUTE ¢ €MUJICTICHS, C KOSITO Ja Ce

MUHUMM3HPAT IPOBOKUPAIIUTE MPUCTHIH (PAKTOPU KaTO ChHHA JEMPUBALUS, CTPEC, OOJIKa.
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11. Ako nozara Ha AEM e Ouna 3aBuiieHa mo Bpeme Ha OpeMmeHHOCTTa, TpsiOBa aa Oble

peBHu3upaHa B paMkuTe Ha 10 AHU ciief pakJaHeTo ¢ 11e7 M30ArBaHe Ha MOCTIIApTaIHa TOKCUYHOCT.

IIpu seyeHue B crapyecka BB3PacT ce€ MNpernopbyBa Mo-HUCKM A03u Ha AEM, nopaau
3a0aBeH YepHOIPOOCH METaboIM3bM U CHIDKEH ObOpedeH kiupbHC. [Ipy manmueHTH c enuiencus B
CTapyecKa BB3pacT U enwierncus u uarenekryaieH aedumur (IQ<70) ce mpemopbuBaT MEAMKAMEHTH,
HETOBJIMSBAIM KOTHUTUBHUTE (YHKUMH, a TMpH JACHpecuss - MEIAUKAMEHTH, HEIOBIUSIBAILN

noseaeHuero (Tabmuna 14).

Ta6aunna 14. Epextn Ha AEM BbpXy KOTHUTHBHHTE (DyHKIMHU H NOBEJAEHHETO

AEM Koruurusuu IloBenenue
bysxuun
Carbamazepine MunuManexn CrabunmuszaTop Ha HACTPOCHUETO
Phenytoin VYBpexmane Hewussicaeno
Phenobarbital YBpexaane Hemnpecus
Valproate Munumarnex Crabunuzatop Ha HACTPOEHUETO
Clonazepam VYBpexaane Crabunuzatop Ha HACTPOEHUETO?
Gabapentin MuHuMaeH MuHuMaeH
Lamotrigine MuHuManeH MuHuManeH
Levetiracetam MunHuMasieH MunHuMaseH
Oxcarbazepine MuHuMaeH MuHuMaseH
Tiagabine MuHuManeH MuHuManeH
Topiramate VYBpexnane MuHumaieH, cboOILeHus 3a ICUX03U
LCM Heussecren Munumanex
BRV MunumajeH MuH#MaJIeH, ChOOIICHHS 3a IICHX 03U

IIpn nmanumenTH ¢ OBOpeyHa W YepHOAPOOHA HedOCTATBYHOCT M300pbT Ha AEM e
cbo0paseH ¢ MACTOTO Ha MeTaboau3Ma 1 ekckpenusita Ha AEM. Phenytoin He ce mpenopbuBa nopau
HeJIMHeapHa KMHETHKa, YepHOJPOOHA aBTOMHAYKIIMS, MHOXKECTBO JIEKAPCTBEHU B3aUMOICHCTBUS H
BHCOKa CTENEH Ha MpPOTEMHOBO CBBbp3BaHe. Phenytoin u Bammpoat# Morar Ja Mpeau3BHKAT
yepHoJpoOHa yBpena. Gabapentin u levetiracetam ce eKCKpeTHpaT TJIaBHO Ipe3 OwnOperure u
JI03UpPaHeTO UM ce CchoOpassBa ¢ ObOpeuyHaTa HEAOCTATHUHOCT. Te ce MmpuiaraT MpH YepHOAPOOHA
HEJIOCTaThYHOCT W TPH BH3MOXKHA JIEKAPCTBEHO MHAyHMpaHa erwosorus. Lamotrigine, koiito ce
MeTabosm3upa Ype3 IIIIOKOPOHU3UPAHE CHIIO Ce MpHJIara Mpy HAKOU MAIMEeHTH ¢ YepHOAPOOHA.

Jleuenne mpu NpoBOKHMpaHUTe NpUcTbNM: KparkoTpaiiHo nedyeHue ¢ OeH301MA3EIUHU

peaynupa pucka OT MPUCTHIM MPHU MPEyCTaHOBSBaHE Ha ankoxon u delirium tremens. Ciaen ocThp
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MO3bUYCH HWHCYIT WJIM HEBPOXUPYPrHs HE € HeoOXomuMmo npoduiakTuuHo jedeHne ¢ AEM.
3anoynarure AEM crien ocThp MO3bUEH MHCYIT €€ M3KIIOYBAT nocreneHHo. Jleuenne ¢ AEM ce

IIpOBEKAa IMTPHU HEIIPOBOKHUPAHU ITPUCTBIIN C IOCTUHCYJITHA ITPUYKMHA.

E. JIaGopaTopeH KOHTPOJI

. ITIKK, xoarymnamuonex mpodui, 4epHOApOOHN U OBOpeuHr (YHKIIUH, ChOOPAa3HO HEKECITAHHUTE
peakuu Ha npuemanuTe AEM, korato € He0OX01M.

. JlekapcTBeHO MOHMTOPHpPAaHe — NMpU yTouHsiBaHEe Ha no3ata Ha VPA, CBZ u Phenytoin cnen
KOETO MOHUTOPUpPAHE C€ HW3BBPIIBA |/TOAWIIHO W MPU HEOOXOAUMOCT (TIOMUTEpanusi, TOKCHYHU
peaknuu, npueM Ha phenytoin, yepHOAPOOHA M OBOpPEUHAa HEAOCTATHUHOCT, ChACOHO-MEIUITMHCKA

eKCIIepTH3a), eXXeMecedeH KOHTPOII IpU OpeMeHHHU.

7K. IIpeycranoBsiBane Ha JiedeHuero ¢ AEM

Cnex 2-5 1. OE3NPUCTBIICH IEPHOJ C€ TMpeIeHsIBa HEOOXOIUMOCTTa OT PEAYKIUS H
IpeycTaHoBsIBaHE Ha JiedeHneTo ¢ AEM, KoeTo e MHAMBUYaJIHO 32 BCEKH MAIMEeHT CIIOpes BUAA Ha
eMUJICTICUATA, HEBPOJIOTUYHHUSA M UHTENEeKTyaleH craryc. MauonaTuyHute (QOKaIHU JETCKU
enmIericid  OOMKHOBEHO ca ¢ jo0pa mporHo3a W 0e3 mocheaBamy penuauBh. HOBeHMIHATA
MUOKJIOHUYHA EMUJIENCUs € ¢ 100bp KOHTPOJ HAa MPUCTBIUTE NMPU HUCKHU 103U, HO C PEIUANBU MIPU
80-90% cnen mpeycTaHOBsSBaHE Ha JEYECHMETO B I'BPBUTE 2 T. W Hajara MpOJBIDKUTEIHO JICUCHHE.
PermnuBute npu Bb3pactaute ca 40-50%, npu aenara - okosno 25%. Ilo-OnaronpusiTHa € mporHosara
3a pUCK OT peuuauBu ciuen crnupane Ha AEM npu nanuentutre ¢ HopmanHa EED ciex cbHHa
JenpuBanysg M HopMmainHa Mo3byHa MPT, OTKOJNKOTO MpH MalUeHTH ¢ eNnuiaenTU(OPMEHU WU
¢oxanHu aGHOPMHOCTH IIPU ChHHA JIeNPUBALUS W/UiH (pokanHu KopoBu abHOpMHOCTH B MPT. Jlpyru
¢bakTopu 3a puck oT peuuauBH ciel AEM npeycraHoBsiBaHe ca:
. Ab6nopmHa EEI' (mo-HeGnaronpusaTHH ca MEpCUCTUPALIN EMUICHTHQOPMEHH pa3psiiu WIH

(hoxaTH1 aOHOPMHOCTH)

. Ab6HopMHa Mo3buHAa MPT (0c06eHO B KOpOBUTE M TUMOMYHU 00IaCTH)

. Bun npuctbsnm (mo-He01aronpusTHU ca TOHUYHUTE WM aTOHUYHH MIPUCTHITHN)
. Cpueranue Ha pa3IMYHHA BUAOBE TIPUCTHITH

. ["omstm Opoii 1 yecToTa Ha MPUCTHIIUTE

. [onsiMa PO IBIDKUTETHOCT Ha SMUJISTICUSATA MIPETH TA Aa 0bJie KOHTPOJIMpaHa
. KpaTka npoabpIKUTETHOCT HA IEpUOANUTE O€3 MPUCTHIIH.

Oxono 75% ot penumuBute ciuepd cruupane Ha AEM ca mpe3 mepBara rogmHa, 50% - B
p p p Y

nepBuTe 3 Mecena. AEM ce pexynupat 6aBHO, ocodeHo phenobarbital u 6en3oauazenuam.
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3. JleueHueTo Ha emWJeNTHYEH CTATYC C€ WM3BBPIIBA B OTJACICHUE C BH3MOXKHOCT 3a
WHTEH3WBHO JICUCHUE WM JHUXaTelIHA peaHUMaIlus, KbICTO CE OCBIIECTBIBAT €ICKTPO(OU3HOIOTUIHH,
HEBpoU300pa3siBally, OMOXMMHYHU, JUKBOPHHM U3CJIEABAHMS, CEPyYMHM HHBA Ha MEIUKAMEHTH,
peHtreHorpadguss Ha Osi1 OpoO, MOHUTOPUpPAaHE M TOAAbpPKAHE HA >KU3HEHOBAXKHUTE (PYHKIIHMH,
BKJIFOUMTETHO HApPKO3a MpU MHTYOAIMs W TOJIIbpXKAaHE HAa HM3KYCTBEHa OeloApOoOHa BEHTHIIALIWSL
Mepku 3a arpecMBHO aHTHEMHIJICITUYHO JIeueHUe U ToBeneHue karo npu EC ce mpeanmpuemar, ako
MPUTNIAIBIUTE MPOAbIKABAT HA 10 MuUH.

Jlo0onu4Ho Jeyenue Ha EC:

o OcwurypsiBaHe Ha TPOXOIUMOCT Ha JIUXATCIIHUTE MTbTUIIA

o OcwurypsiBaHe Ha TOCTOSTHEH BEHO3EH ITHT

o Diazepam — Benosno 0,2 mg/kg., mpu nena 0,3 mg/kg, pexranuo 0,3 mg/kg, npu aeua mo 0,5
mg/kg, Phenobarbital 10-20 mg/kg i.m.

Bosnnyno jgeyenune Ha EC:

1.  OcurypsBane Ha HOPOXOAMMOCT Ha JUXaTEIHUTE [BTUILA, MOJAbPKAaHE AMUIIAHETO,
apTepUaIHOTO HaJSITaHE M LMPKYJIALMATa, OCUTypsiBaHE Ha BEHO3€H IbT; MOHHUTOpPHpAHE Ha
tenecHara T, AH, EKI" u quxarennara ¢pyHKus.

2.  U3cnexBaHe Ha cepyMHH €JEKTPOJMTH, IIbJIHA KPbBHA KapTHHA, ypes, KpbBHa 3axap, AKP u
ra3oB CbhCTaB Ha KpbBTA, YEpHOAPOOHM (QYHKIMM, HHMBAa HA AHTUKOHBYJICAHTH, aJKOXOJ,
TOKCHUKOJIOTMYEH CKPUHHUHT ¥ ChbOTBETHA KOPEKLIHUSI.

3. bomycHo BeBexIaHe Ha riroko3a (40% 60 ml), Thiamine 160 mg i.v. (mpu neua u Vit Bg) npu
BB3MOXHA XUIOTIIMKEMUS WIN AJIKOXOJHA MHTOKCUKALIHS

4, Benzoauasenuuu

1. Diazepam — Beno3no - 0,2 mg/kg (3a meua - 0,3 mg/kg) nau pexranto 5-10 mg (3a gena
0,5 mg/kg); noBrapsine Ha go3ata cien 30 muH, 3a 1 dac - 1o 60 mg, 3a 24 yaca - no 200 mg npu
TOTOBHOCT 3a OpoTpaxeayiHa uHTyOarus. KynmupaHeTo Ha mpUCThIIa € B MPOMOPIIUOHAIIHA 3aBUCMOCT
OT CKOpPOCTTa Ha BbBEXaHe Ha Diazepam, HO mpu OBP30TO BEHO3HO BHBEKIAHE CHIICCTBYBA PUCK OT
JeTIpecrs Ha TUIIaHETO W apTepHaIHa XUIIOTOHHS, KOETO Hajlara TOTOBHOCT 32 aCUCTHPAHO JUIIAHE.

e  VPA (Depakine) - 15-20 mg/kg 6oinyc i.v. (50 mg/mMuH), nogaspkaima go3a 1 mg/kg/aac

. Phenytoin - naroBapBane - 20 mg/kg 6aBHO i.v. (50 mg/mun), 3a 24 gaca - no 2000 mg;
[IpenumcTBO - IBITOTPAHO JEHCTBUE.

Ilpu EC, npoovarxcasauy Hao 60 mun. - BbBeXIaHe B HapKo3a (Ipu HHTYOHpaH 00JIeH):

. Midazolam maroBapsamia mo3a - 0,15-0,20 mg/kg (<0,4 mg/mun), momabpxamia - 0,1-0,4
mg/kg/gac.
o Tiopental Na 5-6 mg/kg 10 500 mg 6aBHO i.v. 3a 3-5 MuH. U mogEbpxKane ¢ 1-5 mg/kg/4ac 10

nosiBa Ha EEI" maTtepH Ha moTHCHATH 3alIIOBeE.

o Propofol narosapsaria go3a- 1-2 mg/kg, mogaspskaria- 3-10 mg/kg/gac.
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Jleuenue na ycnoycnenuama na EC: na pabaomMuosnura - IogabpKaHe HOPMaJIHA TAype3a C BOJHO-
COJIEBM PA3TBOPU 3a Mpe/rna3BaHe OT ObOpeyHa HEAOCTAThYHOCT, HA XUIEPTEPMHUSATA, HA MO3BUYHUS
OTOK — ChY€TaHHME Ha XUIepBEHTUIANM ¢ Mannitol, KOpTUKOCTEPOUIH, HA CHITBTCTBANIN HH(EKIINHU-
aHTHOMoTHYHA Tepanus. [logrbpikaHe Ha ChpJACYHO-ChaI0BaTa PYHKIMS, TIPU XUIIOTOHUs — Dopamine

i.v.

N. HeBpoxupypruyHo Jje4dyeHue - IPU TEPANCBTUYHO-PE3UCTCHTHH CMWICTICUM U HAKOU
ENWICNITUYHH eHIle(allonaThuy B IeTCKa Bb3pacT. L{en Ha omepaTUBHOTO JieueHUE € OTCTpaHsBaHE Ha
eNWIENITOreHHaTa 30HA, TeHepUpalla MPUCTHIUTE, WIH MPEAOTBpaTsIBaHE Pa3NpPOCTPAHEHHETO Ha
SeNWICNTUYHUTE DPa3psad, a B PEAKU CIy4ald TPU MHOXKECTBEHU (OKYCH - JIOKIM3UpaHE [0
€IMHCTBEH (DOKYC.

HeBpoxupypru4Ho JiedyeHMe Ha eNWJIENCUUTE ce mpoBexnaa npu okono 10-15% ot
enmIenTuYHo 6onHuTe. Kanauaary 3a enuienTuyHa XUpyprus ca:

. PesucrentHu Qopmu cropsMo afekBaTHa Tepanus, MPOBEXJaHA 3a JOCTaThueH MEpPHOJ OT
BpeMe, ¢ moBeue oT 2 AEM, caMOCTOSITETHO MUJTH KaTO MOJUTEpanus;

. YTouHeHa enuJIeNTOreHHa 30Ha, JIOKAJIMW3WpaHa B ,,TMXa~ KopoBa obmact (T.e. 0e3 wiu c
OTHOCUTEITHO HUCHK PUCK 32 MOCTONEPATUBEH HEBPOJIOTUYEH JIe(PUITUT); JIUIICa HA KOHTPaUHANKALIUN

3a XUPYPrUYHO JICUCHUE.

Enunnencun 0e3 MHANKANNA 32 eNUJICNITHYHA XUPYPIHs ca:
1. [TarmeHTH ¢ MHOTO BHJI0BE IPUCTHIU OT Pa3IMYHU 00JACTH Ha MO3bKa, OCBEH ako 1 Buj HE €

AOMUHHpAIl W HWHBAJIMAWU3UPAI. BaI[’BJ'DKI/ITeJ'IHa OLICHKa C TPOABILKHUTCIHO BI/II[CO-EEF

MOHHUTOPHPAHE.
2. [TanenTH ¢ ABycTpaHHa XUnokamnanHa arpogus 8 MPT.
3. [MaruenTn ¢ waMonmaTHYHM (T€HETHYHH) TeHepajdu3upaHu enwiencud, c Pomannosa,

OKIIMITATAITHHU, PEIIEKCHU TTHIICTICHH.
4. Bw3pactHu ¢ nudysHa (MyntuinobapHa) MOTUMUKPOTHPUS MM CYOKOPTHKAIHA JIEHTOBUIHA
XEeTEepPOTOIHS

WuTenexTyanHuaT neunnuT, 0COOCHO B JETCKa BH3PACT W MpPH HIAKOW CHHAPOMH, HE €
MPOTHBOINOKA3aHWE 33 pE3eKTUBHA WM TaJMaTHBHA WHTEPBEHIWS, B HIKOM  CIy4ad
MPEOTBPATABAHETO HA WHBAIMIU3UPAIIATE APOIM-aTaKd BOAW JOPH JO TMOJOOPEHO KOTHUTHBHO
(byHKIMOHUpPaHE.

HeBpoxupypru4so JieyeHue ce npeanpueMa caen NpeABaApUTETHA
MYJTHAMCUMIUINHAPHA OlleHKAa Ha 0a3aTa HAa W3BbPIIEHH NPEeXUPYPIHYHU H3CJIeIBAHUS MO

NMPOTOKOJ (TIPUIIOKCHHE).
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IIporoxkoa

I eran — U360p Ha kanauaaTu (chriaacuo Schuele & Lueders, Intractable epilepsy: management and
therapeutic alternatives. The Lancet Neurology, 2008,7).
II eran — [IpexupypruyHa JHarHoCTUKA
1-Ba ¢a3a — HeunBa3suBHU U3ciIeABaHUSA
1. IIponemxurenno Buneo-EEI" MoHuTOpUpaHe B clieMAIIM3UPAHO OTACICHUE HA CIWICNITUYCH
LIEHTBP — PErucTpanus Ha npuctenu enHoBpeMeHHO ¢ EEI' m Buneo. B Hsakom ciaydam ce Hanara
penyuupane u nopu cnupane Ha AEM, u chbHHaA AenpuBanus. B moseuero cinydaun ce npoBexaa EED
[0 pa3lIMpeHa eJNEeKTPOJHAa CXeMa — H3MOJ3BaHE Ha MPEAHM TEMIIOPATHU (TeMIOpo-0a3aiHu)
€JIEKTPO/IU U TEMIIOPO-TIOCTEPUOPHHU (PETPOAYPUKYIIAPHHU) EIEKTPOIH, 38 IbJDKUTEIHO C OTBEXKIAHE U
Ha EKT.
Humepuxmanna EEI
OcHoBHO 30-MHUHYTHO H3CJIeABAHE — 33/IbJDKUTEIIHO 32 BCHUKU KaHIUIATH
Hocrarbuna peructpanus Ha EEI" B OyIHOCT ¥ ChH - 3aIBJDKUTENIHO 32 BCHUYKM KaHAMAATH — 3a
OlleHKa Ha 0AaBHOBBJIHOBU M €NMUJICITU(OPMEHN MPOMEHH (HACOKa 3a JIOKAIHM3AlKATA HA JIE3HOHHATA
30Ha ¥ UPUTATUBHATA 30HA)
Hrkmanna cxkannosa-EEI +/- cpenoudannu (cemu-uneasunu) eiekmpoou
v IMpu maruenT ¢ TLE
v HezanbkuTenna npu nanueHT ¢ eqHocrpanHa TLE: ¢ 1) kmMHMYHA ceMUoJIoTHsl Ha Me3HO-
TeMnopanHu TpucThiu; 2) uHTepukranHa EEIT ¢ manHuM 3a 0aBHOBBIHOBA W enuienTudopMeHa
AKTUBHOCT B OTBEXKJAHUATA, CHOTBETCTBAIM HA ME3MAIHUTE CTPYKTYpH; 3) KaTErOpUYHH JaHHU 3a
xunokammnanHa naronorus B MPT. Ilpyn TakuBa manueHTH ce NpHeMa, Y€ MMa I'bJIHA KOpPEJIalus
Mexnay cemuosorus, EEI" m MPT m mMoxe ga ce npuCTBIM KbM TEMIIOPAJIHH PE3EKTUBHU
WHTEPBEHLIUH.
Hrxkmanna ckannosa-EET

[Ipu Bcuukm xkannumatu € Heobxoamma Buneo-EED perucrpanust Ha mone 3 10 5 mpucThia,
aKO MalMEeHTHT UMa €VH BUJI IPUCTBIIN, UM [TOBEYE, IPU aHAMHE3a 3a M0BeYe BUAOBE NPUCTHIN. B

MOBCYCTO ClIydau CC HaJlara MOHHUTOPHUPAHEC IMOHC 3a 24 qaca, ¢ perucTtpanud U Ha CIIOHTAHCH CBHbH.

2. Bucokopaszaenurensa MPT Ha rinaBeH MO3BK — MPU MIPOBEKIAHE CHIVIACHO T.HApP. «IIPOTOKOI
3a eMmWIeTiCus», pa3paboTeH B HEBPOPAIMOJOTHYCH IIEHTHD C HAJIWYHWE Ha CHCIUAINCTH B
HeBpou3oOpa3sBaHe Ha emmierncus. [Ipu HeqocTaTbyHa JToKanu3anus Ha npucthiute ¢ Buneo-EEL u
MPT no enunenTtuyeH MpPOTOKOJI, B HAKOU CIy4au CE Hajlara U3IM0JI3BaHETO Ha JOMBIHUTEIHU MPT
TEXHUKH.

3. HeBpornicuxosoruyHo u3cienBaHe (MMa JOMBJBAIO 3HAYCHHUE) — JIaTepaln3upa U MOHSKOTa

JIOKaJIM3upa I[e(l)I/II_[I/ITI/I BbB BUCHIUTEC KOPOBU (bYHKHI/II/I, KOCTO OOII'bJIBA JAHHHUTE 3a JIOKAJIHU3alusaTa

Ha CIIUJICITOIrCHHATa 30HAa. I[aHHI/ITe 3a HaJIM4YHHU ,Z[e(l)I/II_[I/ITI/I Morar Aa nmoMorHart 3a OHIpCIAC/IAHC Ha
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BB3MOKEH IocToneparuBeH (pyHKIMOHaNeH puck 3a BK®, xoraTo emnumientoreHHata 30Ha € B WJIH
011130 10 QYHKIIMOHATHO HE00X0IMMa Kopa.

. Koraro pesynrature OT Te3M H3CIEIBAHMSA IIOKa3BaT IIbJIHA KOPEJALUs 10 OTHOILCHHE
JOKaJIM3alMsITa Ha ENUIENITOIeHHATa 30Ha (HallpuMep, KIMHUYHA CEMUOJIOTHS CIIOPE]] aHaMHe3aTa U
BHJICO-PETUCTpALUsl OTrOBapsi Ha Me3no-teMnopanHu npuctsnu + EEDT nemoHcTpupa Hadano Ha
MPUCTBIIUTE B TEMIOPAIHUTE OTBEXIAHUS, CHOTBETHHM Ha Me3HaJIHUTE CTpykKTypu + MPT
BU3yaJM3upa XUIIOKaMIIaJIHA CKJIEpO3a WIN APYyra JIe3Usl H ME3UO-TEMIIOPATTHUTE CTPYKTYpPHU) MOXKE J1a
CE IMpPHUCTBIIM KbM OIpaHMYEHA pE3EKTHUBHA WHTEPBEHLMs (Hampumep, IMpeJHa TeMIOpalHa
T00EKTOMUSI WIU  CeJeKTHUBHA amuraaisoxunokammnektomus npu MTLE - nHaif-yectara
CUMITOMaTHYHA TEPAEeBTUYHO-PE3UCTEHTHA (DOKATHA eMUJIETICHSI, 0COOEHO MPH Bb3PACTHH).

. Koraro nuncsar nocrarbuHo naHHH (Hampumep, HeratuBHa MPT), TpsOBa na ce u3Bbpiiar
JNOMBIHUTETHN (QyHKUMOHANIHU HeBpousoOpassBamu wu3ciensanus (SPECT wnu FDG-PET) 3a
UACHTU(UIMPAHE HA STMICTITOTCHHATA 30HA.

1. W3bpmBa ce wuHTepukTanieH w/wim wukTaneH SPECT, aemoHcTpupaml HWHTEpUKTAIHA
xunonepdys3us U UKTalHa xunepnepdysus B o6siacTTa Ha enuIenTUUHOTO orHuie. [1o oTHomeHue
Ha SPECT, mo-ymMecTHO € U3BBPIIBAaHETO Ha T.HAap. CyOTpakuus npu Kopeructpauus ¢ MPT
(SISCOM).

2. IIpn Hamnume Ha PET ko-perucrpanusara ¢ MPT cbiio yBenndyaBa BEpOATHOCTTA 3a I1O-TOYHO
JIOKaJIM3UpaHe Ha 30HaTa Ha MHTepUKTaleH xunomeradonussM (B PET) ¢ anaromuuHara cTpykrypa (B
MPT).

3. OynkuuonanHa MPT ce Hamara npu sBHM Jie3ud OJIM30 7O €JOKBEHTHAa KOpa, C JI0OKa3aHa
ceMuoyIorn4Ho U EEI" enuienToreHHoCT — ¢ 1ell ONpeielssHe TPaHULIMTE Ha Bb3MOXKHATA PE3EKIUA U
Hy’)XKJaTa OT MHTpaollepaTUBHAa KOPOBAa CTUMYJIALU.

. Koraro nuncsa kopenanus (Hampumep, HeratuBHa MPT; HeTunuuHa cemuosorus Ha
npucThiuTe; HesicHo ukTanHo EEI-Hauano), manueHThT ce HacouyBa 3a MPOBEXJIaHE HAa MHBA3HUBHU
IIPEXUPYPTUYHU U3CIIEIBAHUS.

2-pa (daza — HWuBasuBHM wu3cnenBaHus — BrmMouBaT EEI-MoHWMTOpHpaHe ¢ WHTpakpaHUATHH
enektpoau 1 Wada-tect

OTHacs ce 3a ClIeJHUTE TPYIU eNUJICTICUH, HO 0€3 OrpaHHUYEHHS 10 TAX:

(1) TLE, npu K0STO JUICBA CUTYpHA JIaTepan3alus;

(2) nBoitHa maronorus (HanpuMep, XUImoKaMIanaHa CKiepo3a U (GoKalHa KOPTUKAJIHA AUCTIIA3Us);

(3) ne3us npu Henokaymsupama EET

(4) nokanu3upaiia uHTepuKkTanHa u/wnn uktanHa EED, w/unmn ¢yHKIMOHATHO HEeBpoM300pa3sBaHe

TIpY JIMIICA Ha SICHO BUauMa Jyie3ust B MPT

. HNurpakpanuaano EEI'-monnTopupane
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[Ipy HamuuuMeTo Ha MOJCPHU HEBpPOM300pa3sBaliy TexHONoruu, camo 10-20% oT XupyprudHuTe
KaHJMIaTH U3UCKBAT TO3U BUJI JUATHOCTHKA. 3aIbJDKUTEIIHA € MIPH:

(1) JIByCTpaHHHM HE3aBUCUMHM TEMIIOPATIHU HPUCTBIIN

(2 ExcTpaTemMnopanHy OpUCTBIIN C IIponaraius KbM ME3UOTEMIIOPATIHUTE CTPYKTYpPHU

3) Temmnopaiuu npuctsiiy ¢ gokazano EEI" Hauano, Ho HeratuBHa MPT u FDG-PET

4) Jlurica Ha kopenanus Mmexay EEI-nokanu3anusra u Haxoakara B MPT

(5) HeBbp3MOKHO pasrpaHnuaBaHe MeX 1y HEOKOPTHKaJIHA U Me3uanHa TLE

(6) Jlarepanu3anus Ha MPUCTBIIUTE B ONpPENAENEH Asi, HO 6e3 maTojoruyHa Haxoaka B MPT wnu
¢dbynkuronamHoTo HeBpouzoopaszssane (PET, SPECT)

(7) Enunentorenna 30Ha B win 01m30 10 (QyHKIHOHAIHO HEOOXOAMMa MO3BYHA KOpa, KOETO

HU3KUCKBA U MHTPAOIICPpATHBHA KOPOBA CTUMYJIallUuA

W3BbpiiBa ce cbC cyOnypanHH eNeKTpoau (EJICKTPOAHH PELIETKH, JIEHTH) WU JIbIOOKH
enektpoau (crepeorakcnmuna umiuiantanus, SEEG) cbOoTBETHO Ha OCHOBHAaTa XuUIOTe3a 3a
Pa3noJIOKEHUETO HA EMUJICITOTEHHATa 30Ha Ha OCHOBaTa Ha JaHHuTe oT Buaeo-EEI. ITpuctrnBanero
KBbM TO3H €Tall Ce U3BBPIIBA IIPU 00CHKIAHE OT HEBPOJIOT (M3BBPIIMII HEBPODU3HUOJOTHYHATA OI[CHKA
Ha TAIMEHTa M0 BpeMe Ha mbpBaTa (a3za) U HEBPOXHUPYPT, C MOCIEABAIIO y4yacTHEe Ha IMAlMeHTa.
3a)I”bJI)KI/IT€J'IHa € pCFI/ICTpaIII/ISITa IIOHC HAa €AUH OT Xa6I/ITyaJ'[HI/ITC HpI/ICT'I)HI/I Ha ImalnueHTa, Kato B
MOBEYETO ClIy4yau C€ Mpujlara U TECTBAHE C EJIEKTPUYECKA CTUMYJALHUs C 1€ OLICHKA Ha TPaHUIIUTE

Ha CIUJICIITOI'CHHATAa 30Ha U CBCHTYAJIHATA 6J'II/I3OCT/HpI/IHOKpI/IBaHe C CJIOKBCHTHA KOpa.

. Wada-tect

WutpakapotunHata amobapOutanna mponenypa (IAP) (amobapbutan wuim  HaTpueB
Metoxekcutan /Brevital/) BpeMeHHO WHaKTHBHMpa HIICHJaTepalHaTa MO3bYHa XeMmucdepa, KOETO
MO3BOJIIBA HE3aBHCHMOTO TECTBAaHE HAa MAMETTa W pedTa B KOHTpajJaTepajgHaTa Xemucdepa.
HezaBucumo 0T moO-IIMPOKOTO HaBiu3aHe Ha ¢yHkuuoHamHata MPT 3a  ompenensHe Ha
narepanu3anus W Jokanuzamua Ha BK®, mopaam mnpoTuBOpeunMBUTE JAHHU MPH HIKOU OT

KaHAuaaTuTe, Bece ome Wada-TecThT ce M3Moi3Ba MUPOKO B IIpeaonepaTuBHaTa orjeHka Ha BKO.

3-ta ®aza — MyimuoucyuniunapHo 06CcvIHcOaHe Ha KaHOuoamume 3a enunenmuiHa Xupypzus

U cnen 1-Ba, u cien 2-pa (aza xaHAMIATUTE 3a EMWICITUYHA XUPYPrus ce oOCHXKIAT OT
MYJITHIACIHUIUIMHAPEH €KHUII, BKIIIOYBAI 3abIKUTEITHO HEBPOJIO3U-CMUIICIITOIO3H, HEBPOXUPYP3HU
ChC CIEIUANM3alMsl B eNUJICNTHYHA XUPYPTUs, a MpU HEOOXOJUMOCT U HEBPOICHXOJIOT, JOTroMes,
HeBpopaauonor, ncuxuatep. OOcwkxkmar ce mnonpobHo kimumHWuHUTe, EEI, MPT nanHwm,

HEBPOIICUXOJOTHYHUTE TECTOBE U Jp. pe3yATaTH (HampuMep peueBH (PYHKIHH, COIUATHU MPOOIEeMH
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u 1p.). lloTeHUManHUTE YCIOKHEHUS Cc€ OOCHKIAT C MalMeHTa/CeMEeCTBOTO, OCOOEHO TpHU
enuJIeTICUs B JOMHUHAHTHATa XeMucadepa.

[Tauuenture, NOAYYUIUM OT MYJATUAUCUUIUIMHAPDHUS €KUI CTAaHOBUIIE 3a OIEepaTUBHA
WHTEPBEHLHUS 3abJIKATEIHO C€ HACOYBAT KbM CIIELIMAIIUCT — €MWJIENTOJIOT 32 BTOPO MHEHUE OTHOCHO
IIpeJlarasaTta ornepaTuBHa Hameca.

IIpy xKOHKOpJAHTHM (CHBIAAALLM) PE3YATaTH U LIEJIM Ha MallMEHTa, €KWUIla U MHEHUETO Ha

CIIUJICIITOJIOT A, C€ HACPOUYBA CHbOTBCTHATA OINICPATUBHA MHTCPBCHIIUA.

Xupypauunu npouedypu.
1. KypatuBuu = jieueOHU (Hali-4eCTO pe3eKTHBHM)
e [lpenna remnopaJina jo0eKTOMUS
e CeleKTMBHA AaMUIIAJIOXHIIOKAMIIEKTOMMUS
o Jlesuonexkromus (OTCTpaHsiBaHE Ha emwientoreHHata nesus cmnopen MPT pannurte -
TEMITOpajIHa, eKCTPaTeMIIOpaIHA)
e , UHIMBHIYATHO NPHCIOCO0EHA” HEOKOPTHKAJIHA pe3ekuus — cropesn nanHure ot EEL,
MPT u GpyHKIMOHATHUTE U3CIICABAHUSA: ChXPAHsIBA IOKBEHTHATA KOPA.
e XemuchepekroMus 1 PYHKIMOHAJIHA XeMUC(HEPEKTOMUA
e MHoKeCcTBeHa CyONHMaJIHA TPAHCCEKIUA

2. [laanaTuBHA

e Kano3zoromus (Haii-uecto - mpenuu 2/3 na corpus callosum)

Crumyaanusi Ha n. Vagus (VNS) e ¢ uHaukanus KaTo IOMbJBAIlla TEpamus 3a PEAyKIHsS Ha
MPUCTBIIHATA YECTOTA MPU MEIUKAMEHTO3HO- PE3UCTEHTHA EIWJIEIICUA NIPU BB3PACTHU IALUEHTH U
nena Haja 4 T., KOUTO HE ca MOJXOJSIIN 32 PE3EKTUBHA EMUJICNTUYHA XUPYPIrUs WM €U THYHATa
XUpyprus € HeedekTuBHa. [IpermopbuBa ce ¥ mpu (HOKATHU EMHICITHYHNA TPUCTHIM C WK 0e3 BTOpHYHA
reHepaIu3alusl WiM eHepalu3upaHyd NPUCTBIM, MOCTTpaBMaTHYHA ENMHJIEICUs M TyOepo3Ha CKiepo3a, Mpu
MalueHTH cbC cuHApoM Ha Lennox- Gastaut (moObvp edekt mpu aTunuyHHMTE abCaHCH, TeHEpATU3UPAHUTE
TOHUYHO-KJIOHWYHHM ¥ MHOKJIOHWYHM HPUCTBIHM, HO HE M INPH aTOHWYHUTE W TOHWYHH mnpucThmu). [lpn
CTHMyJlallMsATa Ha n. Vagus ce yCTaHOBSIBa PEAYKLHMS Ha MPUCTBITHATA YyecToTa mpu okoino 45% mno 55%, xaro

edekThT ce mooopsiBa cbe BpemeTo (HuBO C).

K. Hedapmakosioruuam MeToau 3a JiedeHHe HA IeTCKUTE eNuJIerncuu
. Kerorennara auera e jombiBalia MpU JICUEHHWE HA HSIKOM TEPANEBTUYHO PE3UCTEHTHU
eNuJIeNICUU B JIeTCKaTra Bb3pacT. llenn mpoMsHa HAa CHOTHOIIEHHETO MAa3HUHHU: BbBIIEXHApPATH +
npotennu = 2:1 1o 5:1. [loBuieHnTE CTOMHOCTHA HAa KETOHHM TEJIa MOTaT Jia peaylupaT 4ecToTaTa Ha
enWIeNTUYHUTE NpucThiu. [lpunarat ce 1 MoaudUIMpPAHU KETOTCHHU JUETU. Y CTAaHOBEH € e(eKT

npu cunapoma Ha Dravet (SMEI), mHbaHTHIHM cna3Mu, MHOKIOHHYHO-aCTaTUYHA EMUJICTICHS
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(Cunnpom Ha Doose), kommiekca TyOepo3Ha CKiIepo3a U BpOACHN MeTaboNUTHH AedeKTu (mMpyBart-
nexuaporenasen aeduuut, aepunut va GLUT-1).
EnnientuyHu CHHAPOMH, IPH KOMTO HMA BePOSITHA e()eKTHBHOCT OT KeTOreHHATA ueTa (MoHe

2 HAYYHHU NMYOJIMKAIAN)

. I'mroko3en Tpancmnopreped nporern 1 (GLUT-1) nedurur
o [MupyBar-gexuaporeHaseH 1ePuIuT

. MuoxknonnyHo-acratuyHa enwierncus (Cunapom Ha Doose)
J Ty6eposna ckieposa

° Rett cunapom

. Cungpom Ha Dravet (SMEI)
. Wudantunau cnazmu

. Jena xpaHeHH €HTEpPaTHO

EnuienTuynu CHHAPOMH, MPU KOMTO MMAa Bb3MOKHA e(eKTHUBHOCT OT KeToreHHara auera (1

HAY4YHA MyO0JIMKaus)

. Hsxoun muToxoHapramHu 6071eCTH
° I'muxorenoza tun V

. Cunnpom Ha Landau-Kleffner

. Bonect na Lafora

. SSPE

HuBa Ha jieyeHHe HA eNMUJICTICHATA
JleyeHue B yCJI0BMATA HA M3BbHOOJHUYHATA CHENMAJIN3MPAHA MeJIMIMHCKA TOMOII Ce
M3BBPIIBA OT CHIEIHAINCT-HEBPOJIOT WIIM JIETCKU HEBPOJIOT ¢ HadaJHaTa MOHOTEpAINs C aJICKBaTEH 3a
TUIIA Ha ENUJIENCHUITA M Ha ENWICNTUYHUTE NPUCTBIM MEAUKAMEHT B ONTUMaJHA J103a IIpU
KOHTpOJIMpaHEe Ha CepyMHUTE HUBA. lIpm HeepeKTHUBHOCT IbpBaTa MOHOTEpANHs WU CTPAaHUYHHU
peakuuu, nepBusST AEM ce 3amens ¢ apyr AEM, noaxozsi 3a tuna npunaabiuu U enuiencusra (11
MoHotepanust). [Ipu HeedexkTuBHOCT ce 100aBsa BTopu U TpeTd AEM (panmonanHa nonurepanus), 3a
koMOuHarmu ot HoBute AEM - cnep pemienus ot ekciepTHu kKomucuu KkbM Y MBAJL.
boJITHMYHO JIeyeHHe ce IIPOBEXKIA IIPU:
e FEmwientuyeH CcTaryC - KOHBYJICHBHUAT € 3alUIAllBAIlO JKMBOTa CBCTOSHHE, a
HEKOHBYJICUBHUSAT 00yCliaBsi KOTHUTUBHU YBPEIH;
e (CepuiliHu npunaably;

e boiHHu ¢ HOBOOTKPHTA CIIUJICIICHUA U YCCTU CITUJICTITUYHU IIPUTIAABIN;
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e HoBooTkpuTa enuiencus B IeTCKa Bb3PACT, HaJarama HeBpOM300pa3sBalld WU3CICIBAHUS U

EEI nox napko3a;

e 3auecTsABaHE HA MPHUMNAABINUTE U HETIOBJIMSIBAHE OT JICUCHUETO, KOCTO Hajlara CrieliuaIn3upaHu

M3CJICABAHMS C OTJIC] CHMIITOMATHYHA CIIHIICTICHUS,

e [Iporpecuparr HEBpOJOTHYCH NS(UIMT U PA3BUTHE HA JIEMEHIIUS C OTJIe/l peIUarHOCTUIIMPAHE

Ha €THOJIOTHATA;

e boJIHM ¢ HEMOBJIMsSIBAaHE OT aMOyIaTOPHOTO JieUeHUE BKI. U ¢ HOBUTe AEM, ¢ enuinenTtuyHu

CTaTyCH B aHAMHE3aTa, IPH KOUTO C€ HaJlara CMsHA Ha JICYUCHUETO B OOJTHUYHU YCIIOBHS,

e bosHM ¢ TeXKH (HOPMH C MHOKECTBEHH MOJMMOPGHU MPUIAABIH, MMporpecupamu Gopmu,

HeKIacuumpanu GopMu, u ¢ yCIOKHEHUS;

e bonnute, mpu KOMTO Ce HajlaraT CHEIUAIU3UPAHU U3CIEBAHUS C OrJIe]l HEBPOXUPYPTUUHO

JICUCHHUE Ha CIUJICTICHSATA;

o  VYCIIOXHEHHUS;
e EkcnepTHu ciyyau 3a yTOUHSIBaHE Ha AMAarHO3aTa, MPU KOUTO MOXKE Jla CE HAJIOKU CIIUPAaHEe Ha

JIEYCHUETO TOJT JIEKAPCKU KOHTPOJL.

BoJITHMYHOTO JiIeYeHHe Ha SNUJICTICUATAa MOXKE J1a Ce MPOBEXK/Ia B HEBPOJIOTHYHO, JIETCKO WIIH
npoUIUPaHO ENMUIENTOJIOTHYHO OTACNIEHHWE WM HEBPOJIOTHMYHA KIMHHUKA/AETCKa HEBPOJIOTUYHA
kIuHUKa (cekTop) Ha Yb, cropen TexecTra Ha 3a00JIIBaHETO U YCIOKHEHUATA My. MeTMKaMEeHTH OT
rpymnara Ha “HOBHTE TPOTHUBOCTIMJICTITUYHHU CPEICTBA CE BHBEXK/IAT MPHU JTI0Ka3aHa HEe(hEKTUBHOCT OT
kiacuueckute AEM, cnenuwanHu Tpynu TanueHTH (Jena, crapu Xopa, OpeMeHHH, OOJHU C
4yepHOoApoOHa WK ObOpeuHa HeIOCTAaThYHOCT), CTPAHUYHU PEaKIIMU WM OpraHHa HEIOCTaThYHOCT.

Crabmin3upaHeTo W BIM3AaHETO B PEMHUCHS I[I03BOJISIBA MO-HATATBIIHUAT aMOyJIaTOpeH
KOHTpOJI, JICYEHUE U TPOCJeAsiBaHE Ha TaIMEHTa Jia ce MpoBexaar 2/roauinHo. JledeHuero 3a
eNuJIeTICUsl Ce TMpoBeXxAa 2-5 T. WM TMO-NPOABDKUTENIHO CIOpEN BHUAA Ha enujencusra/
eNWICNTUYHNST CUHApPOM. [IpeycTaHOBSBaHETO Ha JICUEHHUETO C€ MpeArnpuemMa OT CIEIUATHUCT-

HCBPOJIOI‘/,Z[CTCKI/I HCBPOJIOT.

VIIIl. Ennjencusi 1 BAKCHHH

MmyHu3anuuTe KaTo KOMIUIEKC OT NPOQHUIAKTHYHU MEPKH, KOMTO LENAT Ch3JaBaHe Ha
cienn(uYHa HEBB3NPHUEMUYHMBOCT KbM pEIUIla CEpUO3HH MH(EKIIMO3HU 3a00JsBaHMs, JAONpPUHECOXA
3HAYMMO 32 HaMaJIsIBaHE JIETCKaTa CMBbPTHOCT U paHHATa MHBATUIA3AIIHSI.

Puck ot umyHnuzanuu. ONUCaHN PeJKH TTOCTBAKCHHATHY YCIOKHEHUS OT TPUIIOKEHUETO Ha
mudrepus-reranyc-kokmom (ATK) wu mopOunu-napotur-pybeosa B TOJEMH MOMYJAllHOHHH
uscienBanus ¢ obma vectora 5,2/100 000 uMyHU3HMpaHU: TEMHUETUHU3UPAIIN MPOLEcH, (eOpHiIHHA

rbpuoBe, aheOpUITHN EMUICTITUYHU TPUCTBIM, CHIedanonaTusiTa 1 WHPAHTUIHN CIIa3MU MPU OT
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IIPWJIOKEHUETO Ha MBPBUTE >KMBU BakCHHU. CBBPEMEHHHMTE BAKCUHU CE€ NPOM3BEXKAAT 10 HOBU
TEXHOJIOTMH U €a 3HAYMMO 110 O€30I1aCHU U HAACKIHHU.

[Ipu nepmycucnama yanoxniemvuna 6akcuHa ca Bb3MOXHH T'bPUOBE, KOJIAICOMOAOOHU
enu3oau W eHnedanonarus. Mma mnoBulleH puck oT (eOpuHM T'bpUOBE B MBPBUSA JEH ClEl
mudrepus-reranyc-kokirom (JTK) u mexny 8 u 14 nen cnen mopounu-napotur-pyodeona (MIIP), o
HE CE€ YCTaHOBSBA IOBUUIIEH PUCK OT IOCIEABAIIM I'bpYOBE U KbCHU PEAKLUU U HEBPOJIOTMYHU
ycinoxxkHeHus. [IpyurHHa Bpb3Kka MEXIY ISUIOKJIETbYHATAa BaKCHMHA NPOTHBOKOKIIIOIIHA BAKCHHA U
MH(}aHTUIHY CHa3Mu, MpeJroyiaraHa B MUHAJIOTO, cera ce cMsTa 3a u3kitodeHa. KonarnconomqoOHuTe
(cuHKOMATHU) enmu30au ca 0e3 mocieauny. Te Bb3HUKBAT B IBPBUTE 24 4. ¢ Hal-Mainko 12 4.
HMHTEPBAJ OT MOMEHTA HAa NPWJIOKEHHUE HA BakcUHAaTa. ['bpuoBere, acouunpanu ¢ I TK umar xapakrep
Ha (GeOpuiIHN, HO HAMa J0Ka3aTeICTBA 3a POJsITa HAa MEPTYCHCHUS TOKCHH 33 IOCTBAKCHHAIHUTE
peakuuu. He e ycraHoBeHa Bpb3Ka MEXAy UMYHHM3AlUsATa U HAYAJIOTO HA EMMIIETICUs, WH(MAHTHIHU
cnasmu wim [THC undexus.

Ayenynapnama eaxcuna npomus nepmycuc BOJU A0 UMYHUTET, HO HE ChJIbPKa €HIOTOKCHH,
OTrOBOPEH 3a JIOKAJHATa peakuus U Temmeparyparta. [Ipu nena ¢ XpOHUYHM MO3bYHHU YBPEKAAHUS
(mercka uepeOpaliHa mapanusa, emuiIerncus, yMCTBEHO H30CTaBaHe) ce MPEenopbuBa MPHIOKEHUETO Ha
ariesiylapHa BakCHMHA TIOpaJAM TMOBUIIEH PUCK TMPU pecrnuparopHu 3abonsBanus. DaMUIHO
oOpeMeHeHHUTe ¢ TbpUOBE Jielia He Ou cienBaiio Aa ce omiarar oT JATK umynuzanuu.

[Ipu mopbunnama umynusayus ca Bb3MOXHHM (DeOpPUIIHUTE I'bpUOBE Ipe3 BTOpaTa ceaMuIla
cliesl UMyHU3anuATa. Bakcuaure 3a Mopouiu, npousseneHu cien 1978 r. ¢ nHaKTUBUpPAH MOPOHIIEH
BHUPYC Ca C MO-MaJIKO JIOKAJIHU CTpaHWYHU NposiBu. He € ycTaHOBeHa cUrypHa NpUYMHHO-CJIEICTBEHA
Bpb3Ka MEXJy BakKCHHaTa W IOsBaTa Ha ayTU3bM. AMEpHKaHCKara IeJuaTpuyHa akKaJeMHs
npenopbyBa M Jernara ¢ JMyHa Wwin ¢GaMuiIHa OOpPEMEHEHOCT C I'bpuUoOBE Ja ObIaT MMYHU3UPAHU
MPOTHB MOPOMIM ThU KaTo OosieyBaHE OT MOPOMIM MOJKE J1a JI0BE/e A0 MHOIO MO-YECTH M TEXKKH
YCJIOKHEHUS, B CPAaBHEHUE C eMH (heOpHIIeH I'bpU.

[lpu mnpoTHBOMApPOTHTHATA, MPOTUBOpPYOEONHATa, NpOTHBOOsicHaTa, cpemy Haemophilus
influenzae B, mportuBoxenmatuTHaTa M MPOTHUBOIMOIMOMHEIUTHATA BAaKCHHU HE ca HAOJIOJaBaHU
YCIIOKHEHUS OT TUI €NWICITUYHN TPUCTHIIH.

M3non3BaHUTE NOHACTOSIIIEM BAKCMHU MMAT OTIMYHA HAJEXKIHOCT M IMOHOCHUMOCT, 3HAYUMO
CHIDKaBaT 3a00JIIeMOCTTa U CMBPTHOCTTA, MpEAU3BUKaHA OT MH(EKIUH y JeraTa U Bb3PACTHHUTE.
Jlexapute TpsiOBa Na ChAEHCTBAT 3a NpUJIIATAaHETO UM, KAaTo ca MH(POPMUPAHHU 3a BH3MOKHUTE
CTPAaHMUYHM PEAKIMU U Ja ThPCAT M OTKpPUBAT MPUUYMHHA BpPb3KA MEXKAY TIX M BB3MOXKHUTE

HCBPOJIOTUYHU YCIOXKHCHUA.

IX. IIporuo3ara 3aBucu oT popmara, MOJATIMBOCTTA Ha JICYCHUE, TABHOCTTA, HACIEACTBEHU

u npugobutu ¢Qakropu. Ilpu HenekyBaHWTE WIM HENPABUIHO JIEKYBaHHM OOJIHU 3a00JSBaHETO
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nporpecupa ¢ MO-TeKKU U MO-uecTH mpucthiu. [Ipu O6maronpusitHo mpotuyane (oxoso 60-70% ot
CllydauTe) Jie4eHuero Tpae OoT 2 no 5 romunu. 20-25% ot OonHHTEe ca “MEIUKaMEHTO3HO-
PE3UCTEHTHH’, KOETO Hajara IMOJUTepanuss W NPWIOKEHUE Ha “HOBUTE  AHTUEIIHJICTITUYHHU

MEIMKaMEHTH WM XUPYPrUu4HO Jieuenue (tadbmuia 15).

Ta6anna 15. Ilpornosa npu enujiencuure

oOpa nporuo3a HebsaronpusiTHa mporso3a
1. Jlercka abcancHa 1. Cungpom nHa West™*
2. nuonatuuHu AeTCKH (poKaTHU 2. PanHa kppMadecka emuiIenTHYHA

enmnencus (PonannoBa, okuunuTamHa TN | eHuedanonarus™®
Panayotopulos u Tun Gastaut) 3. Texka gercka MUOKJIOHMYHA €TIUIICTICHS*
3. Enunencus B crapuecka Bb3pacT 4. Cungpom Ha Lennox-Gastaut*
4. debpuITHU THPUYOBE 5. Epilepsia partialis continua*
5. benurnenu uaronaTUYHU 6. IlporpecrBHa MHOKJIOHYC €IHIICIICHS ™
HEOHATAJTHU KOHBYJICUU 7. HOBeHWIIHA MHOKJIOHYC CTTHIICTICHS

8. Cunapom Ha Landau-Kleffner*

9. TeMmopaaHOIAIOBA SUICTICHS

10. Enmnericust mpu KOPOBH JAUCTUTA3HA

*  JlporHo3ara e  HeOmarompusiTHa  IOpaau

HEBPOJIOTUYEH U YMCTBEH JEPUIIUT

X. AHBamau3anus 1 CMbPTHOCT

CBOEBpEMEHHOTO W TNPABWJIHO JIEYEHHE OrpaHHuyaBa IMporpecusita Ha 3a00JsIBaHETO H
MHBaJIUAU3AlMITA, KOETO UMa 3/IpaBeH, COLMAIEeH U MKOHOMUYeckHu edekT. [IpeobnanaBamara yact
oT OosHUTE (MPOCTH, HEYCIOKHEHU (OPMH, PAHHO JHATHOCTUIIMPAHHU) C€ JIEKyBaT aMOyJIaTOpPHO C
n00bp edexT, 25% ca ¢ METUKaMEHTO3Ha PE3UCTEHTHOCT U C€ Haylara MojuTepanus, KOMOMHAIUU OT
HoBuTe AEM 1 decTn Xxocnuranuzauui. MeIUIMHCKUAT PUCK € TIOBHILIEH NP J00pe KOHTPOIUPAHH
U MEIMKaMEHTO3HO-PE3UCTEHTHHU enuiencur. CMbpTHOCTTA € 2-4 IBbTHU MO-BHCOKAa B CPaBHEHHE C
obmara momynanus. Hali-uecTn mpuYMHU ca ,,CHHIPOM Ha BHe3alHa HeodakBaHa cMbpT” (8-17%),
camoybOuiictBa (7-22%), KOHByJCHBHM enujentuyHu cratycu (10%), TpaBMH 1O Bpeme Ha

enmmienTu4eH npuctsei (5%), MmenukamenTo3Hu peakuuu (3-7%) u ap.
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AJITOPUTHM 32 JTHATHOCTHKA, JIeYeHHEe U MPOC/IeAsiBaHe HA MAIUEHTA C eNMuJIenCus
I. luarHocTHIMPaHe HA MANMEHT € eNUJIeNCUs
1. O0monpakTUKYBAIl JeKap - IPU HAIWYNE HA IPUIAIbIH:
. Hasnauaga I1KK, 6uoxumus, EKT" (3a JI/] cbc KapAHOTeHHH CHHKOIIH )
o HacouBa manueHTa KbM CHEIHAIACT HEBPOJIOT/IETCKH HEBPOJIOT, a MPU YECTU MPUTIAABIU
- KbM OOJTHUYHO 3aBEJICHUE
2. CienMajucT HEBPOJIOT/IeTCKU HEBPOJIOT B H3BHLHOOJHUYHATA MeIMIIMHCKA TTOMOIIL:
e AmnamHe3a
e HeBpoJorudeH CTaTyc, eBeHTYAIHO HAOIIOICHIE Ha IPUCTHII TI0 BPEME Ha U3CIICABAHETO.
e HasnayaBa u uHtepnperupa usciensanusara: EEI, neBpomzoOpazsasamo uscnensane (KT nHa
riiaBeH Mo3bK wiu MPT Ha riaBeH MO3bK)
e Jluarnoctunmpa «Enuiencusi» npu HaJIMYue Ha 2 HEMPOBOKUPAHU CMUJICTITUYHU MPUCTHIA WIH
eIMH TpH Hamuyue Ha enwientudopmena aktuBHOcT B EEI, chueranue ¢ OTKIOHCHUS B
HEBPOJIOTUYHHUSI CTATyC W/WJIH MaTOJIOTHS B HEBPOU300Pa3IBAIIMTE U3CIICABAHMUS.
e Ha3nauaBa sneyenne ¢ AEM, nmoaxonsmny 3a BHAA Ha CMWICITHYHUTE MPUCTHIN/ ENMICHTHYHHS
cunapoM — I MoHOTepamusi ¢ Banmpoard wim carbamazepine wiam ¢ apyr AEM (oxcarbazepine,
lamotrigine) ako MMa MPOTHBOIOKA3aHUS 3a KJIACMYECKUTE U MpPH CIELMATHU TPYNU NAlUEHTH;
13/1aBa MPOTOKOJL.
e [lpu yecTH eNUIENTHYHH TPUCTHIM WM HEBB3MOXKHOCT 3a ochbulecTBsiBaHe Ha EEI' m wim
n300pa3sBamio u3cieaBaHe (JeTe ¢ HEOOXOIUMOCT 3a YIOWKa) - HacO4YBa MalMeHTa KbM OOJHUYHO
3aBenenue (MBAJL, YMBAJI).
e [lpu 3aBbpiiieH MpoIleC Ha IMATHOCTUIIMPAHE HACOUBA MAIlMEHTa KbM JIMYHUS JIEKap 3a U3MHUCBAHE
Ha pELeNnTd CIopeq MPOTOKoJa W 3a HAOMIOJCHHEe Ha COMATHMYHOTO CHCTOSHHE Ha TMalueHTa
(eBEeHTYaJIHU CTPAHUYHU PEAKIIUU.
3. Cnenuaj ucT HeBPOJIOI/1eTCKU HEBPOJIOT B 0OJTHHYHA MOMOIIL
e [lpu mauMeHTy ¢ YECTH U WM TEXKKHU EMUJICNTUYHH MPUTTIATBIH, Aella WIH MAllUeHTH, Ha KOUTO HE
Morat na ce ocbmectBIT EEIT m HeBpom3oOpaszsBamy wu3cleaBaHus Oe3 yroWka TMopaan
HECIIOKOWCTBHE c€ auarHoctunupa «emuierncus» cien EED, HeBpon3oOpassBamio W3ClIeIBaHE,
nanuentu 3a TEJIK.
e [IKK, Guoxumus, uscnensane Ha cepymHo HIUBO HAa AEM (Ha VPA, CBZ, PHT)
e [IpoBexna ce aHTUKOHBYJICAHTHO JICUCHHE (MHTPABEHO3HO WJIM MHTPAMYCKYJIHO), aHTHEIEMHO
pU HEOOXOAUMOCT
e Ha3navaBa neuenue ¢ AEM, nmoaxonsi 3a BUa Ha MUJECHTHYHUTE MPUCTHIN/ CHMIICTITUHUHUS
cunapoM — | MoHoTepamusi - Bammpoar wim carbamazepine wiu ¢ apyr AEM (oxcarbazepine,

lamotrigine) ako UMa MPOTHBOIIOKAa3aHUA 32 KJIACHYECKUTE U MPH CHEIMAIHU TPYIHU MAlUEHTH.
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e HacouyBa manmeHTa 3a HaOMIOJACHWE W TMPOCIEASBAaHE OT CICIHAINCT HEBPOJOT B

HW3BBHHOOIHUYHATA ImomMour 1 OT JIMYCH JICKap.

IIpociensiBane Ha MAIMEHT C eNMUWJIENICHS
1. OomonpakTuKyBail Jekap - HazHauaBa [IKK, Ouoxumus pe3 6 mecera 1 mpu HeOOXOAUMOCT

11, cnenMaJIUCT HEBPOJIOT/ 1€TCKH HEBPOJIOT B M3BbHOOJIHUYHATA MEIMIIUHCKA MTOMOIIL:

1. Ha3nauaBa u unTEepripeTrpa U3ciaeaBaHUATA:
. ITKK, 6noxumMu4uHO U3caeaBaHe, CEPYMHO HUBO
J EET npe3 6 mecena npu 100pe KOHTPOIMpaHa SHIICTICUS WIH U TTO-YeCTO MPU HEOOXOAUMOCT

(uecTH, HemoOBNIMSIBAIIU ce OT Ha3HadeHata AEM tepanus);

. [ToBropHO HeBpomzoOpassBamo u3cieaBaHe (KT Ha rinaBeH mo3pk minu MPT Ha rnaBeH
MO3BK) IPHU MIPOrpecupaiiia OTHUIIHA UK O0IIOMO3bYHA CUMIITOMATHKA, TPABMa Ha IJiaBaTa.

. [Ipn wuHguKanuu (Y4ecTH, TEXKKU eNWICNTUYHH TMPUNAABbIM) WIX HEBB3MOXHOCT 3a
ocwiiectBsiBane Ha EEI" u/ wim HeBpon3o0pa3sBamio u3ciieaBane (1eTe ¢ HEOOXOAMMOCT 3a YIIOHKa) -
Haco4Ba naiueHTa kbM 0osHnuHO 3aBenenue (MBAJL, YMBAJIL).

° HacouBa mamuentu kpM komucuute kbM YMBAJI 3a HOBH uW3cClie/IBaHMS, KOPEKIHS Ha
neuyenuero ¢ AEM, tepanus ¢ HoBure AEM npu MHAMKanIMM CHOpel]] BHAA Ha EHWICNTUYHHUTE

NPpUCTBIIN U CITWIICIITUIHNUA CHHAPOM

[II. Cnenmanuct HeBPOJIOT/AeTCKH HEBPOJIOT B 0HUYHA noMoul- MBAJI

1. [Ipu nanyeHT ¢ YeCTH U WM TEXKKHU EMUJICITHYHA TPUIIAIbIN, CTPAHUYHHU peakiuu oT AEM
WIM OpraHHa HEJOCTaThYHOCT ce Mu3BbpuIBa u3cieaBaHe Ha [IKK, Gumoxumus, cepyMHO HUBO Ha
Baympoar, carbamazepine u phenytoin mo mperenka

2. EET

3. [IpoBexxma ce aHTUKOHBYJCAHTHO JiedeHHWE (MHTPABEHO3HO WJIM HWHTPAMYCKYIIHO),
AaHTHUEJEMHO U aHTUAJIEPTUYHO JICYEHUE NPH HEOOXOAUMOCT.

4. Kopurupa ce mnposexnanoro nedenue ¢ AEM (mpomeHu B [103UTe€), B JIEKapCTBEHATa
KOMOMHAIMS IPU TOJIUTEpausl.

5. OcbliecTBsABa KOHCYATAIUH C IPYTU CHEUAIUCTH IPU HEOOXOJUMOCT.

6. IIpu nanuentn, ©HacoueHn or TEJIK ce aHanu3upa Buga Ha ENWICNTUYHUTE
npuctbiu/mpunaabiy ([ ¢ nceBmoenunenTuyHy, HESNUICNTUYHU NApOKCU3MAIHU ChCTOSHUSA),
yecroTarta, npuemanure AEM (nanuuue Ha cepymHo HuBo Ha AEM?), EET'.

7. [Ipu enumnenTuyeH cCTAaTyCc JIEYEHUETO C€ MPOBEXJAa B KIMHUKA/CEKTOP 3a WHTEH3MBHO
JIeueHHe, KaTo ce M3MOJI3BaT UHTpaBeHO3HU Gopmu Ha Diazepam, Valproate u npu HE0OX0IUMOCT —

BBBEXKIaHE B HapKo3a u JieueHue ¢ Tiopental, Midazolam wmu Propofol.
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IV. Cnenuaanct HeBpOJIOT/1€TCKH HEBPOJIOT B 0OJTHUYHA oMol - YMBAJI

1. OcpbuiectBs ce EEI' (1 c ynoiika nmpu Mainky M HecnokoiHu Jnena); Buzpeo EEIT mpu
HeoOxomumocT, HeBpounzoOpassBamo wu3cieaBaHe (ako MAalMEHThT HE € H3CIeABaH WIH TIpH
MPOTPECUBHA YBPEAa B HEBPOJOTUYHHUS CTATYC)

2. Kopurupa ce neuennero ¢ AEM, II wiu Il MmoHOTEpanus uinu panyoHagHa HOJIUTEpAnus MIpU
0OJTHUM ¢ MEIMKAMEHTO3HA PE3UCTEHTHOCT, TeXKHU (POPMU C MHOKECTBEHU MOJUMOP(HH TPHUITATBIIH,
nporpecupamy Gopmu, Heknacuummupanu GopMu, aHAMHECTUYHU JIAaHHU 32 TIPEeKapaH CMICHTHICH
CTaTycC, YCJIOKHEHUS, aJIEPTUYHU PEaKIMu, CTpaHUYHU peakiuu oT AEM u opraHHa HE10CTaThUYHOCT.
3. [Ipn emwienTHueH cTaTyc JICUEHHWETO C€ NPOBEXKJIA B KIMHUKA/CEKTOp 3a HHTECH3UBHO
JICYCHUE, KaToO Ce M3IMOJI3BAT MHTpaBeHO3HU (popmu Ha Diazepam, Valproate, mpu HE0OX0IUMOCT —
BBBEK/IaHE B HapKo3a u JieueHue ¢ Tiopental, Midazolam wiu Propofol.

4, TepaneBTUYHO-PE3UCTEHTHUTE NALUMEHTH, MpPU KOUTO HUMa HHAMKAUUU 33 XUPYPrUYHO
JiedyeHue Ha enwiencusta ce HacouBar kbM YMBAJIL, B KOUTO MMa yCIIOBUSA 32 HPOABIIKUTEIHO
Buseo-EEI" MoHuTOpHpane, HEBpOM300pa3siBallld U3CIICIBAHKUS U HEBPOIICUXOJOTUYHU U3CIICBAHUS
3a U3BBPIIBAHE HA TPEXUPYPrUYHA OLIEHKA (CIIOPE ] MPUITOKEHHS TIPOTOKOI).

5. [Ipu naumentu, ©Hacouenu ot TEJIK - a”amu3upa BuJa Ha  CHWJICITUYHUTE
npuctbnu/mpunaabiu (/] ¢ mceBpoenunenTUYHU, HESMUJIESNTUYHH MAapPOKCU3MAIIHU CHCTOSHHUS),
yecroTara, npuemanure AEM (nannuue Ha cepymHo HUBO Ha AEM), EET.

6. Komucus kbm YMBAJI u3maBa €KCIEpTHO CTaHOBHUILE 3a JieueHue ¢ HoBute AEM wu
KOMOMHAIIMM OT TAX Ha 0a3ara Ha BUAA HA EMUJIETICHATA, MPUCTHIIHATA YECTOTa, MPEIXOXKIAII0
JIeYeHUE, Bb3PaCT, CTPAHUYHU PEAKLIMU U WM TaHHU 32 OpraHHa HeJI0CTaThYHOCT.

1. HacouBa mammenta 3a HaOmOIEeHHE TPOCIEAsBAaHE OT CIEHHUATUCT HEBPOJOT B

H3BBHHOOTHUYHATA IIoMOII U OT JIMYCH JICKap



IIpunoxenusn

@ur. 2. I[narnocnmeﬂ npouec nNpu NAaueHTH ¢ CMUWJICHTUYHHA NTPUCTHBIIA

1.Bua npuctbnu %

: [eHeTHuHa

2. Enunencun crnopen sua npuUcTbuiin

[enepanusupaHa &
QokanHa [eHepanuavpaHa P P HeussecTtHa
chokanHa
1
w

[ 3. EnunenTuyrm cmmpomw]

[NpuaopyxasaLum 3ab6onsBaHus

é. Enunencus ¢ YTO4YHEeHa eTnosorna
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®ur. 3. Kapra Ha NbTHA Ha MAlHEeHTAa

onn wnu UCMnN
MbpBa amGynaTtopHa cpelia l

Xocnutanusaums B oTaeneHme
Ha MBAJ1 - HeBponoru4Ho, getcko

B u3BbLHOONMHUYHA MeaULIMHCKaA

nomouy -Hesponor, aetcku
HeBponor/ neguaTbp
Btopa ambynatopHa cpetua ¢

Xocnutanusauma B Yb -
l HeBpONOrnyHa K-ka /geTcka <+—

HEeBPOJIOrM4Ha K-Ka (CeKkTop)

KoHcynTaTUBHM KaBUHETU KbM ¢
Yb

Xocnutanusauus B
HeBpoxupypruyHa knuHukal otaeneHve-
npu HeobxoammocT

MN3BBbHOONHUYHA MegULIMHCKA <
-
nomoLy -Hesporor, AeTcku Hesporor/ [l ¢

*KOHCYJ'ITaIII/IH C MCUXHUAThp CC M3BBHPUIBA IMMPHU CBMHCHHUC 3a IICUXO03a WK IMMPOMAHA HA JIMYHOCTTA,

CBbp3aHa C CIIUJICIICHUATA,; XOCIIUTAIIN3alNA B IICUXUATPUYIHO OTACIICHHUC- HA OOJIEH C CIUJICIICHS - npu

NCUXWYHU YCJIOKHCHUS OT CIIUJICIICUATA
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®ur. 4. A.]'Il"OpI/IT']:M 3a THATrHOCTUKA U MMPOCJICAABAHC HA MAIITUCHTA € CIUJICIICHA

nabopaTopeH MUHUMYM,
AnarHosa, neyeHue

AHamHesa, cTatyc, EET, \\

HeBponoruyHo otaeneHue B MBAJ — cnewHa
[(npn EC) nnun nnarHosa xocnutanusauus-npn
[iMarHoCTUYHO-TEpPaNeBTUYHN TPYAHOCTH

HeBponoruyHa / petcka
HeBpPOJIOrM4Ha KrimHuKa (CeKkTop)
B YB npu cnewwHn niaukaguu,
nporpecusi, yCroXHeHus1.

y

A
NMPOrPAMA 3A NMPOCJIEAABAHE

A 4 y

HeBponor, getcku
HeBpornor / neguatbp,
ncuxonor

OIlI

C yectn
npuctbnu 3

HeBpONor, AeTCKN
HeBponor, apyr
cneunanuct, npu
Heo6xoQuMoCT
OONHUYHO neyeHune

Cepumn
npuctbnn,EC

HeBpornor,

[IeTCKU HeBporior,
KMMHUYHO NeYeHue,
onepauus Npu MHANKaLMK



