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HageneHno cyuacHi AaHi, pe3y/IbTaTH aHAJTi3Y Ta y3araJibHeHHA HAYKOBUX MiZIX0/iB MI0/10 eNiTeNTHYHOTO
MiOKJIOHYCY, HOr0 JiarHOCTUKH Ta AudepeHniiHoi JiarTHOCTHKY, a TaKOK JiKyBaHHSI NALi€HTIB y pi3Hi
BiKOBi nepiogu. ¥ Xo0/i BIacHUX KJIiHiYHHX CIOCTepeKeHb XBOPHUX i3 MiOKJIOHIYHUMH eMiTeNTUYHUMHI
Hanajamu 0yJi0 BU3HAYEHO OCOOJMBOCTI iX mepediry npu pisHux ¢popmMax 3aXBOPIOBAHHSI.

Kniouogi cnosa: eninencis, 0imu, eniienmuuni MiOKAOHIUHI Hanaou.

Bizomo, 1mo 6arato ¢dopm emijernciii Ta emisen-
TUYHUX CHUHJPOMIB PO3IOYNHAIOTLCSA Y AUTIIOMY
Bini. Hamagu y miteit XxapakTepnayoThcs He TiJTbKU
BUCOKOIO 4acTOTOIO, ajie I OibIioio pisHomManiTHic-
ti0. Came B 11eil 1epion, Ko BigOyBa€TbCs iHTEH-
CHUBHUI PO3BUTOK MO3KY, HallaJll1 MOKYTb [IPU3BECTH
10 BTOPUHHUX 3MiH i3 OOKY IEHTPaJbHOi HEPBOBOI
cucremu autuHn [1]. IIpu cBo€uacHo posnouaromy
i kBastidikoBanoMy JikyBanHi HIMOBipHiCTb YHUKHEH-
Hs HATaiB y auTsidomy Biti ctanoButsb 80—-90 % [2].
Y Toii ke yac € (hopmu, BipoTiHICTD JiKyBaHHS AKUX
3uauHo Menma — Big 10 mo 40 % [3, 4].

OCHOBHUMM MPOSIBOM erijienicii € Hamaji, To6To
KJIIHIYHA 110151, y BU3HAYEHHI KOl Ieplie Micle 3a-
WMaloTh piBHI 3HaKM i cumntomu. Kainiuni mposiBu
3a7ekaTh Bif JioKamizamii emisenTudyHoro (OoKycy
B TOJIOBHOMY MO3KY, IIIJISIXiB ITONIMPEHHS elienTuy-
HOTO 30Yy/KEHHSsI, CTYIIeHs 3PiJocTi MO3KY i Ge3Jriui
inmux ynHHUKiB [5]. Y 2017 p. 6ymno onybiikoBaHo
miACyMKOBHiT 1oKyMeHT «Po6oua Kiacubikalis TUITiB
emiIeNTUYHNX HamaiiB MixHapoaHOi mpoTHeniern-
tuynoi jirn (MITEJI): nonosins komicii 3 xkmacudi-
Kamii i tepminosorii» [5].

[TpostBoM 6araThOX HEBPOJIOTTYHUX 3aXBOPIOBAHD,
SIK1 BIZIPISHAIOTHCS 10 TOTO K 32 €TiOJIOTI€I0 Ta 11aTo-
reHe30M, y TOMY YHCJIi i emiJsericii, € MiokoHyc [6].
[ocuTh BUCOKA MONINUPEHICTh MiOKJIOHYCY IIOJ0
KapAuHaJbHO PI3HUX BapiaHTiB IIPOTHO3YyBaHHA 3a-
XBOPIOBaHb He JiMIlle HepPBOBOI cHUCTeMU, aje U iH-
IIUX OPraHiB i cUCTeM BU3HAYAE aKTyaJIbHiCTh HOTO
npobeMu, CIOHYKAE 10 BUBYEHHS K CHHIPOMY,
YTOUHEHHs TepMiHoJorii Ta kiacudikaiiii, BIOCKO-
HaJleHHs [[iarHOCTUYHUX KPUTePiiB U onTumisarii
CXeM JI0JIaTKOBOi miarnoctuku [7, §].

MiokJoHyC — 11 KOPOTKOYaCHi MUMOBIJIbHI CKO-
POUEHHS IIOOAMHOKUX M's13iB a00 Tyl M'g3iB TyyOa
Ta KiHmiBok; oguanunuii penomen [9]. Cepito miokmo-
HYCiB Ha3MBaIOTh MiOKJIOHI€D. M'5130Bi CKOpOYEHHS
MOXKYTb 3MiHIOBATHUCS IT€PiOANYHUMU, HECIIO[iBAHUMU
M HHSMA M SI30BOTO TOHYCY, MO CTPUYNHSE BTPATy
BUXifiHOT 103U («HeraTuBHUIT> MiokIoHYC) [9]. OTiXe,
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PO3Pi3HAIOTH /1Ba Pi3HOBUN MiOKJIOHYCY: <IIO3UTHUB-
HUli» Ta «HeraTuBHMit». OOuIBA BapiaHTH MOXKYTb
TPAIJIATACS B OJTHOTO W TOTO K TAIli€EHTa, a TaKOX
B ofiHill i Tiit camiit rpyni M’s13iB. OxHNM i3 KpuTe-
PiiB ZiarHOCTUKU MiOKJIOHYCY, 1110 BUKOPUCTOBYIOTh
B EeIiJIenTOoJIOoTii, € TPUBATICTh M'I30BOT0 CKOPOYEH-
Hd, sika "He Mae nepesunryBatu 100 mc (MIIEJT)
[10].

Oxnum i3 MexanismiB PO3BUTKY MIiOKJIOHY-
cy € mucbanaHc HeWpoMeaiaTopiB Ta iXHIX perern-
TOpiB (CEpOTOHIH, TaMMa-aMiHOMAacCJsgHa KHUCJIOTa
(FAMK)-2, oniaTu, rainuh, godamin), SKuil TpU3BO-
JIUTH JI0 3HWJKEHHS aKTUBHOCTI CEHCOMOTOPHOI KOPH,
MiIBUIIIEHHST YYTJWBOCTI ceHcopHuX cucrteM [11].

Meta 1pOro MOCJI/UKEHHS — BUBYEHHS, aHa-
JIi3 Ta ysaraJbHeHHd Cy4aCHUX HayKOBUX IIi/IXOJiB
IIO/I0 eMiJICITUYHOTO MiOKJIOHYCY, KOTO 11arHOCTUKU
Ta AudepeHIiiioi JIarHoCTUKH, a TaAKOXK JIiKyBaHHS
y Ppi3Hi BIKOBI Ilepiogn AJs BIIPOBAKEHHS y IIPaAK-
TUYHY MEJUINHY.

Hamu 6yJi0 o6¢reskero 62 gUTHHU i3 MiOKJIOHIY-
HUMU Harajamu BikoM Bix 3 mic g0 17 pokis. ¥Ycim
XBOpUM GYJI0 TIPOBE/IEHO OIIHKY COMAaTHYHOTO Ta He-
BPOJIOTIUHOTO cTaTyciB, enekrTpoentiedanorpadiio
(EET), marnitao-pe3onancuy tomorpadiio (MPT)
rOJIOBHOIO MO3KY, 3a HeoOxigHocTi — JabopaTopHi
JNOCJIJPKEHHS, KOHCYJIbTallil IHIINX clieniaaicTis.

VYcix martientiB 6ym0 po3moiseHo Ha Taki BiKo-
Bi rpynu: 1 (n = 10) — HemoBIATa BikOM Bin 3 mic
1o 1 poky; 2 (n =6) — giT IepeIONIKIIBHOTO BiKy —
Bix 1 mo 3 pokis; 3 (n = 10) — xiTk MOMIKITBHOTO
Biky Bizm 4 /10 6 pokiB; 4 (n =7) — AiTH MOJOAIIOTO
mKigpbHOrO BiKy Bim 7 mo 10 pokis; 5 (n = 10) —
JiTH paHHBOTO MiAIiTKOBOTO BiKy Bim 11 mo 14 po-
KiB; 6 (n = 9) — mimmitkn BikoMm Big 15 10 17 pokis.

Buninsaiors kijsbka CHHAPOMIB eNiJIeNTUYHOTO
MiOKJIOHYCY, fIKi JirHOCTYIOTbCS B TaKMX BHUIIAJKAX.

1. Jobposxicna MiOKIOHIuHG eninencis Oumum-
cmea. BinzHavaeTbcsi KOPOTKUMHU MiOKJIOHIYHUME
Harma/iaMu B IUTUHU, SIKAa HOPMAJTbHO PO3BUBAETHCSH,
y Bili Bijt 4—6 Mic 10 3 pokiB. Y nesdKux BUIAJKaX
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MIPOBOKYIOUMMHU YMHHUKAMU € TYYHi 3BYKHU, JTOTUKH,
putrmiuni porocTuMy i, 3azBuyail Hamaau cepiii-
Hi, 3 mouacTimanuaM 1icias npobymkenns. Ha EET:
emniylenTu(opMHA aKTUBHICTh Yy BUTJISA/I KOPOTKUX
PO3pAiB TeHepaTi3oBaHol MiK-XBUJIHLOBOI aKTUBHOCTI,
1[0 PEECTPYETHCS TiIJIBKM B MOMEHT Haraiy i BifcyT-
H4 B iHTepikTasbHOMY TIepiomi [6].

2. Panns mioxnoniuna enuedaronamis (cunopom
Atikapdi). [lebior BigbyBaeTbca B mepiri 3 mic xut-
T4 JAUTUHU, OCHOBHUH Pi3HOBMJ HamaiB — eriJer-
Tuynuil Mioksonyc. Miokionii KopoTki, 10OAMHOKI
abo MOBTOPIOBaHi, Iy:Ke yacTi, Maiike Ge3repepBHi,
Bi/I3HAYAIOTHCS XAOTUYHICTIO, MEPeXOJATh 3 OJIHi€l
YacTUHM Tina Ha inmry. MoskauBa 1mosiBa renepasiso-
BAHOTO MiokJOHYycY. Pa3oM i3 MiOKJIOHIIMU MOXKYTh
BigzHauatucs okaabHI KIOHIYHI HaMaaM, a TaKOoX
TOHIYHI akciajpHi crazmMu. Y HEBPOJOTiYHOMY CTa-
Tyci — BUpa)keHa 3aTpUMKa TICUXOMOTOPHOTO PO3-
BUTKY, M’s30Ba rinoronis. Ha EEI: marepn «cma-
Jlax — TPUTHIYeHHs», MOXKJIWUBI KOPOTKi audysni
po3psau nosicnaiikis. HalimommpeHninoo mpuanHoo
PO3BUTKY 3aXBOPIOBaHHS BBaKAIOTHCS CIAJKOBi XBO-
po6u 0OMiHY (HEKETOHOBA IillePIIiInHEMIs], TPOTIio-
HOBA allUAyPisd, METUIMATOHOBA aluaeMis, nedimuT
6iotunigasu touo). CTPyKTYpHI MOPYIIEHHST MO3KY
TpamsoThes piako [12].

3. Cundpom Becma. Bixkosajexna ermijentunyHa
eHtedaIonariss IUTSIYOTO BiKy 3 1€6GI0TOM Ha MEPIIo-
My poti XuTTs. BifgHauaerbest HamazaMu 3a TUTIOM
inpanTuabHNX crmas3mis, rincaputmieio Ha EET, 3a-
TPUMKOIO TICUXOMOTOPHOTO PO3BUTKY. [HdaHTHIbHI
CIIA3MU YACTO BUABJIAIOTHCA MACUBHUMU MIOKJIOHIY-
HUMHU Ta/a6o ToHiuHMMHU Hamazamu [13].

4. Taocxa miokaoniuna eninencis oumuncmea (Cum-
opom [lpaee). Tlop’si3ana 3 MyTallissMi B TeHaxX Ha-
TpieBux kanamis: 2q23 (SCN1A) i 5q34 (GABRG2).
Jlebtor criocrepiraersest y Biti 0 3 pokis (wactiiie
Ha repiioMy poili xkutts). [lepmmmu 3’ aBAsIOTBCS
aJIbTePHYBa/bHi TeMiKOHBYJIbCii a60 reHepasizoBaHi
Hama/[u, AKi Ha MOYaTKy 3aXBOPIOBAHHSA IPOBOKYE
jguxoMaHka. Hagani Hanagu HaGyBatoTh adeOpuiib-
Horo xapaktepy. ITotiM npuennyoThest MiOKITOHIUHI
Hama/u (06JIraTHUN CUMIITOM 3aXBOPIOBAHHS ), aTH-
nosi abcancu, ckiaanni dhokanpni wHamaau. Ha EET:
yIoBiTbHEHHST (POHOBOT PUTMIKM 3 YAaCTUMU TeHepa-
JIi30BAaHUMU KOMILJIEKCAMM <IIOJIiCIIalilk — IOBiJbHA
xBuJIst» 1 «2 T'1i-craiik — moBijibHA XBUJIST», a TAKOXK
MYyJbTUPETiOHApHA MiK-XBUJIbOBA aKTUBHICTh. Y He-
BPOJIOTIYHOMY CTaTyci /10 3aXBOPIOBaHHSI 0e3 0Co-
6UBOCTEN, Y PO3rOPHYTIiil cTamii XBOpoOU — aTaKcis,
TiTIOTOHis, 3aTPUMKA MOBJIEHHEBOTO Ta iHTEJIeKTyalb-
HOTO PO3BUTKY [8].

5. Cundpom Jennoxca — Iacmo. Jursaya eninen-
TUYHA eHiledanonaris, 1e6t0T BiAOyBa€ThCs Y Billi Bij
2 1o 8 pokiB. dBisge cobo0 KOMOGIHALIIO CUMIITOMIB
i3 TOHIYHUMHU CyZIOMaMU, MiOTOHIYHUMU A iHHAMU,
aTumoBamu abcaHcaMi, MOTOPHUMH HallaflaM¥, Mio-
KJIOHIYHUMH, TeHepasi30BaHUMU CYJOMHUMH Hala-
namu. Y HeBposioriunomy cratyci y 60 % mnarienris
Bi/I3HAYaIOTbCA PYXOBI, KOTHITUBHI Ta IOBEAIHKOBi
nopytieHHs e 1o nodatky Hananis. Ha EET: niudys-
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Hi IOBiJIbHI KOMIIICKCU «IIIK — XBUJIS» 3 4aCTOTOIO
2,5 T'r i MeH1Ie, gegka MBUAKOXBUIbOBA aKTUBHICTD,
YHOBiIbHEHHST OCHOBHOTO (hoHy [7].

6. Eninencisi 3 MioxioHiuHO-aCcmMamuuynumMu Ha-
nadamu (cunopom Jloze). Ilebior eninerncii mpumna-
nae Ha 1-5-mit poku xutTs AntuHU. Ha mouyarky
3aXBOPIOBAHHA — TeHepaJi3oBaHi TOHIKO-KJIOHIYHI
CYJZIOMH, TIOTIM Ticyist 3—4 POKiB MPUEAHYIOTHCS MiO-
KJIOHIYHi Ta MiOKJOHiUHO-acTaTU4YHi Halaju, sKi
4acTO BUHUKAIOTHb Y IIPOKCUMAIbHUX BiJijax KiH-
iBOK, TMIOBI abcancu. BixsHavaeTbca BUCOKA yac-
ToTta HamaaiB ynponosxk nobu. Ha EET: koporTki re-
HepaaidoBaHi PO3PAAU «IIiK — HAIIBIIK — XBUJIbOBA
akTuBHiCTH» [11].

7. FOnauvka mioknoniuna eniiencis (cundpom
Anya). Inionatnuna reHepamizoBaHa dopma errise-
1icii, ge6roT Bapiroe y Billi Bix 7 1o 21 pokis. Mawi-
(ectyeThCs MiOKITOHISAMH, TTEPEBAKHO Y TIEIOBOMY
mosici Ta pykax mig wac npolymkenHs. Miokiowii
JIOKAJIi3YIOTbCS B KiHIIBKAaX, 30KpeMa TPAILISIOThC
3IpUraHHs najbilie. Takoxk OyBalOTh piAKicHi reHe-
pasizoBani TOHiIKO-KJIOHIUHI cyzoMHi Hammaau. Hespo-
storivynuii craryc y nopmi. Ha EET: koporki renepa-
JTi30BaHi pO3PSAAM TMOJICTAlK i HAMiBITIK XBUIbOBUX
KoMmILiekciB [14].

8. Eninencis 3 miokaonivnumu abcancamu (cum-
dpom Taccinapi). Emisencist 3 TAIOBUMY CKJIaHUMU
abcarcaMu, 3 MACBHUM MiOKJIOHIYHIM KOMIIOHEHTOM
y M’s13aX TIIIEY0BOTO TTOSICY Ta PyK. 3a3HAYAIOTh BUCOKY
YACTOTY HAIA/AiB YIPOIOBK H00U. Y YACTHHU XBOPUX
BiJI3HAYAIOTHCA JIETKI HEBPOJIOTIYHI TOPYIICHHA Y BU-
IJIsA/1i KOTHITUBHUX PO3JIa/iiB, anizopeduJiekcii, aTakcii.
Ha EET: Bucoko cunxponizoBaHi po3psn KOMILIEK-
CiB «ITiKk — HamiBIiK — XBHJIsI YyactoToio 3 [y [15].

9. Mioxnonis nosix 3 adcancamu (cunopom Jocu-
sonca). Abcancta (hopMa emniercii, SKa BUSBJIAETHC
KOPOTKOYACHUM BUKJIIOUEHHSIM CBiZIOMOCTI 3 3aK04y-
BaHHSIM OYHUX 0JYK Yyropy Ta MioKaomycom (Tpi-
MOTIHHSIM ) TIOBIK y MOEHAHHI 3 BUPakeHOI0 (PoTO-
CEeHCUTHUBHICTIO. [HO/II MOXYTh BUHMKATH MiOKJIOHIT
y kinmikax. /le6ioT mpumazae Ha BiKOBUI Tepiof
Bim 2 no 6 poxiB. Ha EEI' — renepanizoBana Ha-
MiBIIK-XBUJIbOBA aKTUBHICTHL yacToToo 3—5 I, gka
BUSBJISIETbCA IMijl 4ac PUTMIYHOT (HOTOCTUMYJISAIT
Ta 3aKkpuTTsd oueit [13].

10. IIpoepecyroui popmu eninencii 3 MiOKIOHYCOM.
CramkoBo-/lereHepaTuBHi 3aXBOPIOBAHHS IEHTPATBHOT
HepBOBOi cuctemu. /[0 HUX BiTHOCATD J1i30COMATbHI
XBOpPOOU HAKONWYEHHs, HEHPOHAIbHUIT 1EpOia-Ji-
o yCIUHO3, Ciamizosn, MiTOXOHApiaJbHi XBOPOOH
(MERFF), xBopoby Jladopa, xBopoby YHupeppix-
ta — JlyHa6opra, mporpecyody MioKJIOHYC-€eIiIencio
3 nemiakiero. [Ipu mux dhopmax yacto TpaniasgeTbes
MOEAHAHHS eHiJIEITUYHOTO Ta HeeliJeITUYHOTO Mio-
KJIOHYyCiB [2].

11. Epilepsia partialis continua, abo eninencis
Koocesnixosa. Ocobausuii BapianT (oKaJbHOI eri-
Jieticii, KW BiZI3HAYAETBCS TOENHAHHIM YaCTHUX
MOCTIHHUX MOTOPHUX [PKEKCOHOBUX IMapPOKCU3MiB
i3 GoxaTPHIMH MiOKJIOHIYHUMHU TTOCMUKYBAaHHSIMIL.
¥ HeBposioriuHOMYy cTaTyci XBOpUX HaifuacTilie Tpar-
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JITIOThCSE reMitapesu. JacTo ix crocrepiratoTs B 0cib,
SKi TepexBopiiiv Ha KJinoBuil eniedastit, a TaKOX
npu ennedaniti KoxkesnikoBa — Pacmyccena, aje
MOXYTb CIPUYUHATHACS iHIMUMK iHMEKIIHHUMET 3a-
XBOPIOBAHHAMHU TOJIOBHOTO MO3KY, a TaKOX ITyXJIN-
HaMW, CyIUHHUMU ypaKeHHAIMU, (DOKATHHUMHU KOP-
TUKAJbHUMHU Juciiadismu [16].

Y wmamomy gociigKeHHi OyJj0 BCTaHOBJIEHO
Taki ¢opmu emiserncii: goOposgKicHa MiOKJIOHIYHA
erisenicist gurtunctBa y 5 (8,06 %) xBopux, paHHs
MiokJIOHiYHA eHIedamonaTis (cuaApoM Aikapmi) —
v 3 (4,84 %), cunmpom Becra —y 7 (11,29 %), Ts1:xKa
MiOKJIOHIYHa emiznenciga puturcTBa (cuHApOoM /[lpa-
Be) — v 3 (4,84 %), cunnpom Jlennokca — lacro —
y 5 (8,06 %), emizericisi 3 MiOKJIOHITHO-aCTATUIHUMU
Hanazamu (cunapoMm [lose) —y 3 (4,84 %), roHampKa
MiokJoHiuHA eminencia (cuHaapom Axna) —y 21 mix-
npitka (33,87 %), eminerncigs 3 MiokaoHiYHUMEU a0-
cancamu (cunapom Taccinapi) Ta MioKJIOHiS TIOBIK
3 abcancamu (cunzapom Jlxxusonca) — no 2 (3,23 %)
BUIIAJIKHU, TTporpecyiodi (opmu emisericii 3 Miokio-
Hycom — y 5 (8,06 %), Epilepsia partialis continua,
a6o emizencig Koxesnikosa, — y 6 (9,68 %) mnaii-
enTiB (Tabsuis).

Mioxksoniuni Hamaau B OiJIBIIOCTI BUIIAAKIB Bij-
3Havanucst y 45 marientiB (72,58 %) y crpykrypi
iTionmaTMYHUX TeHepaai30BaHUX eliJernciii: 1106p0-
sKiCHa MiOKJIOHiIYHA eMiJiercisg JUTUHCTBA, IOHallbKa
MiokJoHIYHA emiserncisg (cuaapoM AHIA), emisencis
3 MiokJIoHIuHUME abcaHcamu (cuHApoM Taccinapi),
MiOKJIOHIst OBiK 3 abcarcamu (cuHAPOM J[KUBOHCA).
3 Hux OyJI0 BUIIJIEHO TaKi iionaTUYHi emijienTuyHi
CUHJIPOMMU: PaHHS MiOKJIOHIUHA eHItedasonaTiss (CuH-
npom Aiikapzi), cunapom Becra, TspKKa MiOKJTOHIYHA
emisericigs autuHCcTBAa (cuHApPOM [[paBe), cuHApOM
Jlennokca — Tacro, emisenicist 3 MioKJIOHIYHO-acTa-
THYHUMU Hamajgamu (cuHzapom /lose).

Y cTpykTypi cMMITOMAaTUYHMX ermijerciii mio-
KJOHIUHI Hamaau aiarnocryBanucst y 17 xBopux
(27,42 %): cunppom Becrta, cunapom Jlennokca —
lacrto, mporpecytoui dopmu emizencii 3 MioKJIOHY-
com Ta Epilepsia partialis continua, a6o ermisnerncis
Kozxesnikosa.

Dopmu HAMAIiB PEECTPYBAIUCS SIK TOOIHOKI, ce-
piitni Ta crarycni. [Toogunoki namaau 6yau y 75,91 %
npiteir. Y 17,11 % mamienTiB Bix 3arajabHOl KiJIbKOCTI
obcTex)keHUX criocTepiraaucs cepiiini nanaau. Haii-
GisbIlia KiJBKiCTh AiTeil 3 TakUME mposBamMu OyJia
y rpyTi paHHboro Biky — 72,26 %. Y 2,65% martientiB
(dikcyBascs Hanaau 3i cratycHuM tepebirom. ly:xe
YyacTi HaIMaAu Bifl3HAvAIUCA y AiTell paHHbOTO BiKY —
76,42 %. Xapaxkrepuum 6yJ0 TOETHAHHS KiJTbKOX TH-
MiB HaMa/iB: y [iTell paHHBOTO BiKy — iH(haHTUJIbHI
CITa3MU, TOHiYHi, KJIOHiYHi, aTOHIYHi Ta MiOKJIOHIYHi,
CTapIIoro BiKy — TeHepasizoBaHi (abcaHcu Ta TOHI-
KO-KJIOHIYH1).

ITpu 6ynb-aKiit popmi MiOKIOHYCY HEOOXiAHO BH-
3HAYUTH IPUYNHY HOT0 BUHUKHEHHS Ta JIOKaJIi3aIliio
BOTHUIIA YPAKEHH, 1[0 BaXKJIUBO JIJIST TTPABUJIbHOTO
nigxony no jikysanus [14, 17, 18].

IMepuii eTarn AiarHOCTUKY CKIAMAETHCS 31 300py
aHaMHe3y, OI[iHIOBaHHS 3araJbHOTO CTaHy, BU3HAYeH-
HSI HEBPOJIOTIYHOIO CTATYyCy MallieHTa:

— HEeBPOJOTiYHUI CTaTyc, HAIBHICTHh IHIINX
rinepkinesiB (AMCTOHisA, TpeMoOp, aTeTO3, XO-
pest) i HeBPOJOTIYHUX CHUMIITOMIB (CIACTUUYHICTB,
arakcis);

— JIOKaJli3allist MioKJIOHyCy (KiHIIiBKH, 1ITUs, CIIN-
Ha, 00JIMYYs, TiJIO B IiJIOMY);

— YacToTa BUHUKHEHHS: MIOKJIOHII MaloTbh Ia-
pPOKCU3MaJIbHUI ab0 MOCTiliHMIA, CTifiKnii Xapakrep;

— 3MeHMeHHsa ab0 301MbITeHHsT MiOKIOHYCY i/l
4Jac pyxis;

— HasgBHICTb MiOKJIOHYCY YBi CHi;

Po3noain namieHTiB i3 MiOKJIOHIYHHUMH HaMaJaMu 3a BiIKOBHMU NepiogamMu

Bikosi nepiogun

(Popma 3axBoptoBaHHs 3mic— | 1-3 | 4-6 | 7-10 [11-14[15-17
1 pik POKM | POKIB | POKIB | POKiB | pOKiB
JobposkicHa MiOKNIOHIYHA eninencia AUTUHCTBA 3 2
PaHHsa mioknoHiyHa eHuedanonaTisa (cuHapom Ankapai) 3
CuHapowm Becta 4 3
Taxka MIOKJIOHIYHA eninencia AuTuHCTBa (cuHapom [pase) 3
CuHapowm JleHHokca — lacTo 3 2
Eninencia 3 MioknoHiYHO-acTaTMyHMMK Hanagamm (cuHgpom [Jose) 2 1
lOHaLubka MiOknoHIYHa eninencia (cuHapom AHua) 4 8 9
Eninencisa 3 mioknoHiyHMMM abcaHcamu (cuHgpom TacciHapi) 1
MioknoHis nosik 3 abcaHcamu (cMHApPoOM KMBOHCA) 1 1
[Mporpecytoyi popmm eninencii 3 MiOKJIOHYCOM 2 3
Epilepsia partialis continua, a6o eninencis KoxeBHikoBa 2 2
Pasom 10 16 10 10 9
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— IIPOBOKAllid MiOKJIOHYCY PAlTOBUM 3BYKOM,
JIOTUKOM;

— I BUKJIIOUEHHS HEraTMBHOTO MiOKJIOHYCY
JUTUHI TPONOHYIOTH MiHATH PYKU Ta yTpPUMaTH
iX y BHCSYOMY TOJIOKeHHi. PartoBe posciabiieHHs
M’s13iB IPU3BOAMTH /IO TMAMIHHS PYK;

— HagBHICTH OICOKJOHYCY (<TaHIIOIOYUX» PY-
XiB oueil);

— HagBHICTDb eNJICNITUYHUX Halla/iB B aHamMHe3i
Ta M/l 4ac OTJIALY.

Ha npyromy erami giarHOCTUKY HeOOXiHO BCTa-
HOBUTH XapaKTep MiOKJOHYCY, BAKOPUCTOBYIOUH JI0-
natkoBi meronu pociimxkenns. EED ta Bigeo-EET-
MOHITOPUHT i3 OJJHOYACHUM 3allMCOM eJIeKTPOeHIle-
danmorpamu ta enexrpomiorpamu (EMT). [Ipuuomy
1 peecTparliss Mae GyTH TPUBAJOIO 32 YacoM, Mob
3adikcyBaT MiOKJIOHYC, i CyPOBO/IKYBATHCS TaKU-
MU MTPOBOKATIITHIUMHU TIpodaMu, sIK (HOTOCTUMYJISIIis,
rinepBeHTUJISAIS, TOBIIbHUH PYyX i pi3ki 3ByKOBI 110-
IpasHuKH, Iposenennsa npobu Bappe [10].

Bukmkani norentianu (BII), moTophi Ta cen-
COPHi, TakOX BU3HA4aIOTh MiokjoHyc. MoTtopui BII
JIOKAJIi3yI0Th yPa’KeHHS, CEHCOPHi 1/eHTH(hIKYIOTh
KOPTUKaAJIbHUN MIOKJIOHYC i3 TUIIOBUM yIOBiJIbHEH-
HSM XBUJIb.

Tpertiii eTamn giarHOCTUKYA — BCTAHOBJIEHHS €Tio-
Jjorii mMiokionycy. Ha mpomy erani HeoOXigHO:

— BUKJIIOUYUTHA OTPYEHHS XiMiYHUMH Ta TOKCUY-
HUMU PEYOBUHAMU, BUSHAYUTU PiBEHDb €JIEKTPOJIITIB
i TUITOK031 ¥ KPOBi, OIIHUTN (DYHKITT NeTiHKN Ta HUPOK;

— JIOCTIINTU TOPMOHATbHUI TIPO(iJib;

— BUKJIIOYUTH XBOpoOu 0OMiHy (CKpUHIiHI Ha
CIIaKOBI XBOpoOH 0OMIiHY), MITOXOHAPiaAbHi 3aXBO-
poBaHH: (aHaJi3 KPOBi Ha JIaKTaT);

— BHUKJIOYWTH JlereHepaTUBHI 3aXBOPIOBaHHS,
IUTSE SIKUX PO3pobJieHo crerudivune JiKyBaHHS, Ha-
npukaan xsopody Binbcona — Konosanosa (anasmis
KPOBi Ha IlepyJIoTIa3Mil, cekpelliio Miji i3 ceueio);

— BUKJIOYNUTH ayTOIMYHHHMH IIpoliec, CIIpUYH-
HEHWI CTPENTOKOKOBOIO iH(eKIlielo (KpOB HAa aHTH-
crpenrtosidun O), mapaneonjacTUIHUN TIpoiiec (KpoB
Ha a’bda-deTonpoTein, Hecrenuiyny eHoJasy);

— mpoBectn odrasbMockorio (Kiabie Kaiize-
pa — Dueiinepa, yacTkoBa aTpodist 30pOBUX HEPBIB,
JlereHepalisl CiTKiBKM 32 TUIIOM <«BMIIHEBOI KiCTOY-
KW», 3aCTiliHi IMCKU 30POBUX HEPBIiB).

MPT nae MOXAUBiCTb BUABUTHU CTPYKTYpHI
YPaskeHHsT TOTOBHOTO MO3KY. Ocob6IMBO 1€ BaskyIv-
BO B pasi HAABHOCTI OCEPEAKOBOI CUMIITOMATUKU
ta migospu na Epilepsia partialis continua y gurtn-
Hu. BukmounTty indexmiiinnii Ta napaindeximiinuit
MIOKJIOHYCH JOTTIOMOsKe JToMbanbHa MyHKIlisA 3 TPo-
BEJCHHAM MaKpO- Ta MIKPOCKOIIIYHOIO, LUTOJIOIiY-
HOTO Ta MiKPOGIOJIOriYHOrO AOCHIIPKEHHS, a TaKOXK
BU3HAYCHHA PIiBHA OJIITOKJIOHAJIbHUX AHTUTLIL

YerBepTuii etan AiarHOCTUKU — Te€HETUYHi JI0-
caijprkennsd. lenetnuni amanism npu MiokJjgonyci
MOKYTb JiarHOCTYBaTU TaKi CTaHW, K MIOKJOHYC-
JUCTOHis, xBopoba Tentinrrona, cruinoiepebensgpha
Ta jieHTatopyOpomaifonoicoBa atpodii, MiokI0HYC
eninencii [16, 18].
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JudepeHtiitamii 1iarHo3 Tpu MiOKJIOHYCI HEOO-
XiIHO IPOBOJMUTH 3 IHIIMMMU TillepKiHe3aMU: TPEeMO-
POM, TUKaMH, XOPEEIO.

Axitiiine, moctypasbHe abo iHTEHIiliHEe TPeMTiH-
HSA MOKE IIOMUJIKOBO TPAaKTYBaTHUCS K MiOKJIOHYC.
Cunzppomanbuuii audepeHIliiunil IiarHo3 TpeMopy
Ta MiOKJIOHYCY CIIPUYMUHSE BEJUKI TPYAHOIII, HAIIPU-
KJIaJl, TIpU JUCTOHIii (OCTAaHHS YaCTO IMOEAHYETHCS
3 TPEMTIHHSAM 200 MiOKJIOHYCOM ), MiOpUTMii, cerMeH-
TapHOMY MiOKJIOHYCi, ZIeIKMX BapiaHTax KOPKOBOTO
pedaexkToproro miokmonycy [1].

[Ipn Tukax, Ha BiAMiHY Bim MiOKJIOHIN, XBO-
puil MOKe BOJIbOBUM 3yCWJIJIAM Ha KiJbKa XBUJIMH
MPUAYIMIUTHA TillepKiHe3u, 3a3BUYail I[iHOIO HIBUIKO
3pOCTAIOYOro BHYTPIlIHBOTO HANPYKEHHS, SKe, ITPO-
PHMBAIOYNCh, BUKINKAE KOPOTKOYACHY «OypIo» THKIB.
Im MosKe TIepeyBaTi BiguyTTst HerepeOGopHOro OaskaH-
HsT 3pOOUTH PyX, IO CTBOPIOE BPaKEHHS JOBITBHO-
cTi TUKA. 3a3BUYAI TUKU CTEPEOTUITHI Ta BUHUKAIOTD
y IIeBHUX JIJ151 KOKHOTO XBOPOTO YacTUHaX Tija. XBo-
puii Mae cBill iHAUBiZyanbHUN «HAOip» TUKIB, AKMii
3MIHIOETbCS B Yaci. Y TaIlieHTiB i3 THKaMu HEPiaKo
CIIOCTEPITAI0ThCsT KOPOTKOoYacHi ab6o Oijibin TpuBaJi
BiBemeHHs ouell BOIK abo Bropy. Bouu Gimnbir cre-
PEOTUIIHI, Hi’K XaOTUYHI PyXU Ouel, sIKi TPAIISIOThCS
IIPU OIICOKJIOHYCI. BaskIMBO BiApisHATH TUKOIOAIOH]
PYXU Bil PUTMIYHUX KOJUBaHb OYHUX SIOJYK Y Bep-
TUKAJIbHIN IJIONMHI, 110 CYIIPOBOXKYIOTb TPEeMOp
(«miokJioHii») M’sikoro migHeGinHs [17].

Xopest Bifi3BHAYA€ThCST GE3MEPEPBHUM MTOTOKOM
MBUIKUX XaOTUYHUX, HEPErYJSIPHUX y yaci 3a aM-
IITY010 MyJIbTU(OKaAbHUX PyXiB. [inepkines naii-
yacTille 3aIyJya€ IUCTalbHi Bi/li/n KiHIIIBOK, MiMiuHi
M’sI31, iHOZI M’s131 ropJia, TopTaHi, Tyay6a. Hacuib-
HUIbKI PYXU HAaraaymTb Pi3Hi KPUBJIAHHS, HABMUCHE
KPUBJISTHHS, TAHIIOBAJIbHI pyxu [9].

Binpizuutu dactukysisiii Biji icTHHHUX MiOKJIO-
Hinn gonomoxke EMI, Ha sKill BOHU MaiOTb BULJISI],
MUPOKUX ABODAsHUX ab0 MyIbTH(hAZHUX MOTEHIATIB
pii. OgrovacHe abo MOCAIIOBHE CKOPOYEHHS Oesiui
PYXOBHUX OJMHUIIb CIPUYNHSIE XBUIETIOAIOHE CKOPO-
yeHHd M'43iB — Miokimito [16, 18].

JIikyBaHHS emiJIenTUYHOTO MiOKJIOHYCY IPOBO-
JIUTHCS BiJIIIOBIIHO 10 3arajlbHUX IPUHIIUIIIB: BaXKJIM1-
BO 3Ba)KaTH He TLIBKM HA TUTI MiOKJIOHII, aste i (hopmy
elriJiericii, i 3a MOKJIMBOCTI Ha ii €TioJIorilo, a TaKOXK
Ha BiK Ta cTaTh maimieHTa [4].

3TiZTHO 3 HAIIOHAJIBHUMU Ta Mi>KHAapOJHUMW Ha-
CTaHOBaMU /IS JIIKYBaHHS MiOKJIOHUYHUX HalaliB
IIUPOKO BUKOPUCTOBYIOTH BaJIbIIPOATH, JieBeTHpalle-
TaM, beHsoziaseniny (kaoHasenam), henobapbirain [2].
Baxkani MmonoTepariis Ta 11ocTymnose TUTPYBaHHS JIO3H.
CraproBa Ta niaTpuMmyloya 03U BaJblIpoaTiB y Ai-
teil cranoBagTh: 10—15 mr/kr/noby ta 20-30 (40)
Mr/KT/100y BifinoBiaHO, JeBetupareramy: 10 Mr/kr/
106y ta 10-60 mr/kr/noby; kinonasenamy: 0,01-0,03
mr/kr/mnoby ta 0,1-0,2 mr/kr/mnoby; denodapbitay:
3—6 mr/kr/mo6y [16, 18]. Bak/iBo BpaxoByBaru, 1o
kioHasenam ta gperobapbitan He 6axkaHo IPU3HAYATU
Ha TpuUBaJMil yac. Bubip mpemapary 3ajexuThb B pe-
3yJIBTATiB JIATHOCTUYHOTO MOIIYKY, TAKOXK HEOOXiTHO
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3BaskaTh Ha 1o6iuHi edexru [8]. Tpeba mam’stary,
o Kapbamaseriny Ta JaMaTpPUKIUHUT MOXKYTh CIIPU-
YUHSATH arpasallifo Hanafiis [3].

Y wmamomy mocuimkendi 32 gutunu (51,61 %)
Masin papMaKOPE3UCTEHTHUI mepebir, 1o 3yMOB-
JieHO eHIlepaTiTUYHUM TUIIOM errijienicii. Ase 3 HUX
y 21 gurunun Gijabin Hixk Ha 50 % 3MeHIIMIACH Kijlb-
kicts Hamazis. ¥ 30 miteit (48,39 %) Branocs pocsr-
TH cTiiikoi pemicii mporsrom nonaz 1 pik. [larienTn
orpumyBasu sik y Mmonorepartii (39 %), Tax i mosite-
parrii (61 %) mpenapaTu BaJbIIPOATH, JIEBETHPATIETAM,
KJIOHa3elaM y BiKOBUX J03aX.

TakuM 4YUHOM, pe3yJIbTaTU TTPOBECHOTO JIOCIIi-
JPKeHHSI CBifluaTh, 110 YacTillle MiOKJIOHIYHI eIrijell-
TUYHI Hamaau BigOyBalOThCs y HiTeil paHHBOTO BiKY —
58 %. MiokJioHiYHI Hamaan BifdHAYAIUCS y 45 XBOPHUX
(72,58 %) y CTPyKTYypi ifionaTHIHUX reHepati3oBaHmx
enizernciii: 106posKicHa MiOKJIOHIYHA erijerncisa xqu-
TUHCTBA, I0HAIIbKA MiOKJIOHIYHA erlijienicis (CuHapom
sluna), eminerncis 3 Miokaoniunumu abcancamu (CUH-
apom Taccinapi), MiokjoHig 1OBik i3 abcancamu
(cungpom /[:xuBonca). Crioctepiranucs Taxi igiona-
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OCOBEHHOCTHU ITMJIENTUYECKNX MUORJIOHNYECKHUX ITPUITA/TKOB ¥V TAIIUEHTOB

B PASHBIE BO3PACTHBIE IEPMO/IbI

T. A.JINTOBYEHKO, A. 0. CYXOHOCOBA, A. 1. 9K3APXOBA, C. M. KOPEHEB,
B. B. CAJIbHIMKOBA, B. b. OJIEHITY

IIpuBeeHbI COBPEMEHHBIE JAHHbIE, PE3YJIHTAThI aHAIN3a H 0000IIEHNUST HAYYHBIX MOAXO0/I0B K IMUJIEN-
THYECKOMY MHOKJIOHYCY, ero AuarHoctuke u auddepeHnnaapHoil AMarHOCTHKE, a TaKKe JeYeHHIO Ma-
[UEHTOB B Pa3Hble BO3PACTHbIE MEPHObI. B X0/1€ COOCTBEHHBIX KIMHMYECKHUX HAOIONEHUN GONBHBIX
€ MHOKJOHHYECKHUMH STMUIENTHYECKUMH MPUNAKAMHU ObLIN ONpeIeJeHbl 0COOEHHOCTH UX TE€UEHHUS MPU
pasHbIX (popmMax IIUIENCHH.

Knoueswvie cnosa: snuiencus, 8emu, nujienmudecKkue MUOKJiIoOHuuecKue npunaafcu.

FEATURES OF EPILEPTIC MYOCLONIC SEIZURES IN PATIENTS AT DIFFERENT AGE PERIODS

66

T. A. LITOVCHENKO, O. Yu. SUKHONOSOVA, A. I. EKZARKHOVA, S. M. KORENEV,
V. V.SALNIKOVA, V. B. OLENICH

Current data, results of analysis and generalization of scientific approaches to epileptic myoclonus,
its and differential diagnoses, as well as treatment of patients at different ages have been presented.
During own clinical observations of the patients with myoclonic epileptic seizures, the peculiarities
of their course in different forms of the disease have been determined.

Key words: epilepsy, children, epileptic myoclonic seizures.
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