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Muoknonyc seasemes nposigaeHuemM MHOUX HEBPON0SUMECKUX 3A00Ae8AHULL, OMAUMASCH NPU IMOM NO SMU0A02Ul U namoeere3y. Boicokas
PACNPOCMPAHEHHOCIb MUOKAOHYCA Y Oemeil npu KapoOuHAAbHO PA3AUYHBIX 8 OMHOUWEHUU NPOZHO3A 3A001e6aHUAX HE MOAbKO HEPEHOLL
cucmembl, HO U Opyeux OpeaH08 U CUCMeEM 3ACMmasasem G038pPAUAmbCs K U3YHeHUI0 MUOKAOHYCA KAK CUHOPOMA, YMOUHAMb €20
MepMUHOA02UIO U KAACCUDUKAUUI, COBEPUICHCMBO8AMb OUASHOCIMUYECKUEe KPUMepuu U ONMUMU3UPOBAMb CXeMbl 0ONOAHUMENbHOL
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Myoclonus is a manifestation of many neurological diseases, by differing in etiology and pathogenesis. The high prevalence of myoclonus in
children with cardinally different prognoses of diseases of not only the nervous system, but also other organs and systems causes to resume inves-
tigations into myoclonus as a syndrome, to specify its terminology and classification, to improve diagnostic criteria, and to optimize additional
diagnostic schemes.
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BeeneHue

Muokaonyc — KpaTKOBpEMEHHbBIE HETTPON3BOIbHbBIE
COKpAaIIEHUS OTAEIbHBIX MBI WX TPYMIT MBIIIIL TYJI0-
BUILIA U KOHEYHOCTe [5]; enmHu4HbIN (heHOoMeH. Cepuio
MUOKJIOHYCOB Ha3bIBalOT MUoKAOHUell [25].

Heeamuenwiii Mmuokaonyc — KOpOTKOE OTPBIBUCTOE
JBIKEHWE TI0 TUTTY B3I[paruBaHUsl BCJIEACTBHE BHE3AITHO-
TO TIPEPBIBAHUS MBIIIIEYHOTO TOHYca. TepMUH «HEraTUB-
HBI MUOKJIOHYC» YIIOTPEOJISIETCS B OCHOBHOM TTpH 000-
3HAYEHWU OTAETHLHOTO TUTIA ANUJICTITUIECKUX IIPUCTYIIOB.
CorjiacHO TepMUHOJIOTUM MeXIyHapOIHOW aHTUIITH -
sentuyeckoii turu (ILAE), HeraTUBHBII MUOKJIOHYC —
3TO MpepbIBAHUE TOHUYECKOW MBIIIIEYHOU aKTUBHOCTU
MeHee yeM Ha 500 Mc 6e3 MprU3HAKOB IMpeIIeCTBYIOLIETO
MUOKJIOHYca [21], KOTOpoe KoppeaupyeT C MosIBACHUEM
ANUAeNTU(GOPMHON aKTUBHOCTH (Mubdy3HO WU peru-
OHapHOI) Ha 3jiekTpoaHLedanorpadpuu (B3T).

ITo R.R. Young, B.T. Shahani (1986), acmepukcuc —
Pa3HOBUIHOCTH HETaTUBHOTO MUOKJIOHYCA HESITIICIITH -
yecKou ipupoabl. OH MOXKET BOBJIEKATh Pa3IMUHBIC MBI -
IIbI, TaKWE KaK KPyroBas MBIIIIIA TJ1a3a, CTHOATe N IIeH,
CcrubaTeNIv M pa3rubaTe/In MMajbleB KUCTH VTN TIPEATUIe-
4bsl, pazrudarenu o6enpa. JlaHHbI BapuaHT HETaTUBHOTO
MMOKJIOHYCa HaOJIfoaeTcsl py CMHAPOMe AHTeTbMaHa,
MEYCHOYHBIX W ITOYECUHBIX dHIe(aToIaTusgX, JEeTOYHON
HEIOCTaTOYHOCTH, TIPY HEKOTOPBIX CUHIAPOMAaX, CBSI3aH-
HBIX C MajibabcopOLIMeil, 1 TIpU TOKCUYECKUX H1e(haTo-
MaTUsIX, 9aCTO COUYETasICh CO CHMKCHMEM YPOBHST CO3HA-
HUsI, MOXET BO3HUKATh B TIEPUOJ, BOCCTAHOBJICHUS TTOCITC
o01Iel aHecTe3uu, IpreMa celaTUBHBIX MpernapaTos [19].

Knaccuthukauus
Bynyun BecbMa pactipocTpaHEHHBIM Yy IeTeit, MUO-
KJIOHYC TIPEACTABIISIET COOOI OIMH M3 CAMBIX 3aTaIOYHBIX
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Tabmna 1. Keunuueckue kaaccuguiayuu MuokaoHyca

Ilo sTtuonoruu

Ilo mpoBokatum

Ilo pacnpeneneHuto

ITo nokanu3anuu oyara

Ilo purmy

Dusnonornyeckuit
DcceHUnaTbHBII
DNUIeNTUYECKU I
CuMITOMaTUYECKUit

CrnoHTaHHBIH (6€3 MPOBOKALIMM)
PednekTopHbIi (BCIIBIILIKA CBETA, PE3KUIA 3BYK, HITUITOK)
Kunernyeckuii (mpon3BobHOE IBUXKEHUE)

leHepaTn30BaHHBII
CerMeHTapHbIi
MynbTrdoKamTbHBI
DokanbHBII

KopkoBbrit

TToakopKoBbIit

CerMeHTapHbIi (TPONIPUOCTIMHAILHBII)
Tepudepuueckuit (hacuukynsiuuu u hpudprLISIIAN)*

PutMuyuHbBII
ApPUTMUYHBI

Ilpumenanue. * — ps0 uccaedosameneii OMHOCAM PACUUKYAAUUU K MUOKAOHYCY, NOCKOAbKY 8HeulHe oHu cxocu. O0Hako caedyem nomMHume,

4O MUOKAOHYC B03HUKAEM NPU 04az2e 8030YlCOeHUs 8 UeHMPANbHOU HepHOI cucmeme (Kope, 6a3anbHbiX A0pax UAu 6EPXHUX Ce2MEHMAaX CNUHHO20
M032a), a pacyukyaayuu — ecredcmeue nopadlceHus nepugepuuecKoll HepeHoll cucmemsl (KOPewKos, Cniemeruil, CHUHHOMO3208bIX HEPBOB).
DQubpunisiyus — KAACCUMECKUD CUMNMOM OeHepeayuL npu nepugepu1ecKom napaiuye; npedcmasisem coboii co6CmeeHHble COKPAUeHUs: OMOeAbHbIX
MblUEHHBIX 8010KOH 0e3 63U ¢ 8030yic0eHuemM Hep8HOUl MKaHU. B anenoasviunoil aumepamype QuopuAtayuY HA3bI6AIOMCS He 6NOAHE KOPPEKMHbIM

MEePMUHOM «NONUMUOKAOHYC».

CUHAPOMOB B HEBPOJIOTUH, MOCKOJBKY €ro maToreHes
He BIOJIHE siceH. M3ydeHre MUOKITOHyca MpOI0JIKaeTCs,
B CBSI3U C Y€M ITPOUCXOUT MOCTOSTHHBIN MePEeCMOTP KJlac-
cudukanuii. B HacTosiIee BpeMsi CYIIECTBYET HECKOJIBKO
NEeCATKOB KJlacCU(UKaluii MUOKIOHYca, HEKOTOPbIE
W3 KOTOPBIX MPEICTaBICHBI B Ta0JI. 1.

Musuonoruyeckuil MUOKNOHYC

DU3NOTOTUIECKUIT MUOKIIOHYC — HEITPOU3BOJIBHBIE
B3IparuBaHusi, COMMPOBOXIAIONINE HOPMAIBHYIO TBUTA-
TEJTbHYI0 aKTUBHOCTb.

1. Muokaonyc nocae gusuueckoil naepysxu. KpaTko-
BpeMEHHBIE COKPAIeHWST MBI CTUHATBHOTO ITPOUC-
XOXJeHUsI, BOSHUKAIOIIME B Pe3yJIbTaTe MOBBIIIIEHHOMN
BO30YJIMMOCTH CETMEHTApHOTO JABUTaTEJIbHOTO ala-
para.

2. Hxoma. bricTpoe cokpalieHue MBI uacdhparmbl
¥ TOpPTaHU, CBSI3aHHOE C pa3IpakeHNeM HIDKHUX OTIEIOB
CTBOJIA, BOJIOKOH OJIyXIaroliero u amacdparMasbHOTO
HepBoB. YacTas mpuunHa — TeperoJTHeHre XeyaKa,
HO TaKXKe BO3HUKAET MPU TTOPaKeHUN CPETOCTEHUSI, TTe-
pYKapaa, MTHTOKCUKAIIMSIX, HETTOCPEICTBEHHO TTPU ITOBPe-
SKIEHUSIX HEPBOB.

3. Muokaonyc cna:

* TIpY 3aCBIMTAaHUM WA TTPOOYKIEHUN OTMEUYaloTCs
KOpPOTKME B3[IparvBaHUsI PyK WJIM HOT, MHOT/IAa BCETO Ty-
JIOBUIIIA;

* TO0OpOKaYeCTBEHHBI MUOKJIOHYC CHa B MJIaJieHIe-
cTBe. [eHepaM3oBaHHbBIC WY JIOKAJTM30BAHHbBIE PUTMU-
yecKue MoJepruBaHus KOHEUHOCTEM, KOTOPhIE MOTYT
BO3HUKATh Y JIETEl C TIEPBOTO THSI KU3HU U 110 3 JIET B BU-
Jle KOPOTKUX WU 00Jiee MPOJOJIKUTETbHBIX BCIIBIIIEK,
WHOT/Ia C TTOBTOPEHUEM B TeUEeHUE HECKOJbKUX YaCOoB.
TynoBuille 1 IULIO HE YYACTBYIOT B NBUXeHuUsx [1, 17].

4. Muoxaonyc npu ucnyee. JIerkuii uau MacCUBHBIN
JIBYCTOPOHHWI MUOKJIOHYC. BOo3HMKaeT Kak HeoXXMIaHHast
peaxkiusl Ha BHE3aIMHBI CEHCOPHBIM CTUMYJ (Pe3KUii
OKPUK, BCIIBIIIIKA CBETa, HEOXUIAHHOE IIPUKOCHOBEHUE).
SBnsercs nMposiBiIeHWEeM TTOJTMCUHATITUYECKOTO CTapTII-
pediekca, myra KOTOpOTO 3aMbIKaeTCst Ha ypOBHE YeTBe-
poxonmust. Yale BcTpedaeTcs y KEHITWH, YCUITUBAETCs
MpY BOJIHEHUM, ACTIPUBAIIMY CHA, 9MOIIMOHAJTbHOM Ha-
npsckeHnr. COTPOBOKIAETCST BBIPAXKEHHBIMY BETreTaTUB-
HBIMHA CUMIITOMAMU — TaXUKapaKueil, TTOBBIIICHUEM ap-
TepUaIbHOTO NABJIICHUS, KPAaTKOBPEMEHHBIM aIllHO?
C MOCJIEIYIONIEN OJIBIIIIKOM.

5. JlobpokauecmeenHulil HeANUAENMUHECKUT MUOKAOHYC
maadenuecmea (cunopom Peducepmana). OOBITHO BO3HU-
KaeT y JeTeil IepBoro rofa XU3HU. Penkuii TUI napok-
CU3MAaJIBHBIX COCTOSTHUM HEeAMUJIETITUIECKON TTIPUPOJIHI,
KOTOPBII TIPOSIBIISICTCS TUITMIHOM KIIMHUYECKOM KapTH-
HOI1 B BUJIe KPaTKOBPEMEHHBIX PE3KMX KMBKOB WJIH B3[Ipa-
rUBaHWil. B HEBpoJIOTMYECKOM CTaTyce BaXKHBIM ITpU3HA-
KOM SIBJISIETCST OTCYTCTBME OYaroBOil HEBPOJOTMIECKOM
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CUMITOMATUKU U HOPMaJIbHOE IICUXOMOTOPHOE Pa3BUTHE
y neteit. dnwientudopMHas aKTUBHOCTb Ha ODI B epu-
O]l TapOKCU3Ma U B UHTEPUKTAIBHOM MEPUONIE OTCYTCT-
ByeT [7]. [Tapokcr3Mbl MOXOXUW HA UH(MAHTUIbHBIE CTIa3-
MbI Tipu cuHapoMe Becrta. XapakTepHO BOZHUKHOBEHUE
MPUCTYIIOB B ITepro 60APCTBOBAHUS, Yallle TPX BOJHE-
HUU, CTpaxe, NHOTAA MpU NedeKauuu U ypuHaluu, oqHa-
Koy 15 % manueHTOB OHU MOTYT HaOJI0IaThCS U BO CHE
[18]. [Tapokcu3Mbl OOBIYHO CIIOHTAHHO MPEeKpaIlaTCs
no 2 net [13].

JcceHyuanbHblil MUOKNOHYC

1. Zlobpoxauecmeennas Hacae0CmMEeHHAs ICCEHUUANb-
Hast MUOKAOHUSL, UAU napamuokionus multiplex @pudpeii-
Xa. DTO penkoe HacjeIcTBeHHOe 3abosieBaHue. BeTpe-
yapTcs ceMeliHas (hopMa ¢ ayTOCOMHO-JIOMUHAHTHBIM
TUIIOM HacJIeIOBaHUsI, a TAKKe CTIOpaqudecKue CayJau.
3aboJieBaHUEe AeOIOTUPYET B BO3pacTe OT 2 10 64 Jer.
IIpostBIsIETCS HEPUTMUIHBIMU MYJIBTU(OKATbHBIMU
JIBYCTOPOHHUMU MUOKJIOHUYECKUMHU TTOACPTUBAHUSIMHA,
KOTOpBIE BOBJIEKAIOT MUMWYECKNUE MBIIIIIBI, MBITIIIHI
e, BEPXHUX KOHEYHOCTE, TYJIOBUIIA, MHOTIa MBITII -
bl HOI. MUOKJIOHUY B Pa3HBIX MBIIIEYHBIX TPYITITaxX
BO3HUKAIOT aCUHXPOHHO, YCUJIMBAIOTCS TIPU JIBUKEHM -
sIX, BOJITHEHUM, MOTYT OBITh TTO/IaBJICHBI BOJIEBBIM YCUJTH -
€M, MCcUe3aioT BO CHE. Y HEKOTOPBIX OOJILHBIX HApsIILy
¢ MUOKJIOHME OTMEYaloTCsI yMEPEHHBIE MTPOSIBICHUS
TUCTOHUM WJIM 3CCEHIIMAIILHOTO TpemMopa. Ipyrux He-
BPOJIOTUYECKUX CUMIITOMOB (B YaCTHOCTH, aTaKCUH,
JEMEHIINH, SIMUICTITUYECKNX MTPUCTYITOB), a TAKKe M3-
MeHeHuli Ha DI, MarHUTHO-PE30HaAHCHON ToMOrpachuun
(MPT) rojloBHOr0O ¥ CIMHHOTO MO3ra U MPU UCCeI0Ba-
HUU COMATOCEHCOPHBIX BBI3BAHHBIX MOTEHIIMATOB
He BhIsBISIeTCA [2, 14, 23].

2. Decenyuanvras muoxkionyc-oucmonusi. J1oopokaue-
CTBEHHOE MIIMOTMATUYECKOE COCTOSTHUE; TeH KapTUPOBaH
Ha xpomocoMe 7q21—q31. MuokioHuu HauboJiee 4acTo
3aTparuBaloT 1Iel0, TYJOBUIIE U BEpXHUE KOHEYHOCTH,
HoTH mopaxatotcs pexe. [Tpumepro B 50 % cirygaes oT-
MedaeTcs (oKajibHas WJIW CerMeHTapHasi TUCTOHUS
(kpuBoLIes Wiy nucuuii cnasm). Yacto MOryT oTMeUaThb-
cs1 00cecCUBHO-KOMITYJIbCUBHOE paccTpoiicTBo (OKP),
JIETIPECCHsT, paCCTPONCTBA TUIYHOCTH, MTAHWIECKUE aTaK1
u ankoroyusM. [losBiaeHre cCMMIITOMOB, KaK TIpaBUIIO,
MIPUXOAUTCS Ha NETCKUU IIKOJBbHBINA M MOIPOCTKOBBIN
BO3PACT, OTHAKO JeOI0T BO3MOXKEH B MHTEpBaJe OT 6 Me-
caueB 10 80 jeT. XapakKTepHbIii MpU3HaK — ocabjeHue
CUMIITOMOB (0COOEHHO MUOKJIOHYCA W, B MEHBIIIEI CTe-
MEeHW, TUCTOHWN) B OTBET Ha YIOTPeOJIeHNE aTKOTOJIsI
[20].

3. Cemetinwiit Hounoi muoxaonyc (ormucaH C.P. Symonds
B 1953 ., S. Lugaresi B 1965 1.). [ToBTOpHBIE CTEPEOTUIT-
Hble IBMXKEHUS BO3HUKAIOT Kaxable 15—40 ¢ B (a3zy
non-REM cHa. B 90 % cityyasix coueTtaeTcs ¢ CHHIPOMOM
OecTioKoiHBIX HOT. [TposiBIIeHMsI yMEeHBIIAIOTCS Ha (hoHe

nmpueMa 0eH30AMa3eMMHOBBIX U J0DaMUHEPTUUECKUX
TperapaToB.

4. Decenyuanbublii MUOKAOHYC MseK020 Heba. PUTMuUU-
HbIe (4acTOTOM 2 pa3a B CEKYHAY) MOAepruBaHus HEOHOM
3aHABECKM U MBIIIIIL TJIOTKH, COMTPOBOXKIAIONINECS XapaK-
TePHBIM CYOBEKTUBHBIM OIIYIIEHUEM «IIIeJIYKa» B yXe
(omHOBpeMeHHOE COKpallleHUue m. tensor veli palatini).

Jnunenmuyeckuil MUOKNOHYC

1. Jlobpoxauecmeennas MUOKAOHUYECKASA SNUNENCUSL
maadenuecmea (Briepsble ormrcana Ch. Dravet u M. Bureau
B 1981 ). XapakrepusyeTrcss KOPOTKUMU MUOKIIOHUYECKU-
MM TIPUCTYTIAaMU Y HOPMaJIBHO pa3BUBAIOIIETOCS peOeHKa
B Bo3pacte oT 4—6 Mecsiies 10 3 sieT. B psiie ciydaes mpo-
BOIIMPYETCS] TPOMKUMU 3BYKaMu, TPUKOCHOBEHUSIMU,
putMudeckoil dotocTumyasguuein. OOBIYHO MPUCTYITbI
CepuiiHbIe, C yUallleHUeM Tocie npoodyxaeHus. Ha 30T —
SMIeNnTU(GOPMHAst aKTUBHOCTD B BUJIe KOPOTKUX pa3psi-
JTOB TeHEPaIM30BAaHHON MUK-BOJTHOBOI aKTUBHOCTH, KO-
TOpasi PeruCTPUPYeTCsT TOJBKO B MOMEHT TPUCTYTa,
OTCYTCTBYET B MHTEPUKTAIBHOM Tepuoze [16].

2. Pannss muoknonuveckas snyepasonamust (Cunopom
Aiikapou). 1e0r0T B TIepBhIe 3 MecC XKU3HU pebeHKa, oc-
HOBHO# BUJI IPUCTYTIOB — SITWJIETITUYECKUI MUOKIIOHYC.
MMOKIIOHUM KOPOTKME, OMMHOYHBIE VJIM TTOBTOPSIOIIIM -
ecsl, OYCHb YacThie, TOUYTH HETTPEPBIBHBIE, HOCIT XaOTHY -
HBIIA XapaKTep, TIEPEXOIAAT C OHOM YaCTH TeJla Ha IPYyTYio.
Bo3MoXxHO TIOsIBIIEHNE U TeHEPaTM30BaHHOTO MUOKIIO-
Hyca. Hapsmy ¢ MUOKJIOHUSIMM MOTYT OTMedaTbes (ho-
KaJbHbIE KJIOHUYECKUE TIPUCTYITBI, a TAKKE TOHUIECKHE
aKcuasibHbIe cTTa3Mbl. B HEBpOJIOrMYeCKOM cTaTyce — BbI-
paxkeHHas 3aepkKa TICUXOMOTOPHOTO Pa3BUTHUS, MbI-
mevyHas runotoHus. Ha OO — maTTtepH BCHbIIIKA—
yTHETEeHUE, BO3MOXHBI KOPOTKHEe MU dy3HbIe pa3psiabl
noaucnaiikoB. Haubosee pacnpocTpaHeHHOW MTPUYUHON
pa3BUTHS 3a00JIeBaHUS CYNTAIOTCST HACIeICTBEHHBIE 0O-
JIe3HU 0OMeHa (HeKeTOHOBAsI TUTIEPTIUIIMHEMUS, TIPO-
IMMOHOBAs aAlMAYPUsT, METUIMAJIOHOBAS allUACMUsI, Jie-
GuIUT OMOTUHUIA3KI U T.1.). CTPYKTypHBIE HAPYLICHUS
MoO3Ta BCTpeyvaroTcs peako [8].

3. Cundpom Becma. BospacT3aBrcuMast SITMICTITHYC-
cKkas sHIedaronaTrs MIaJeHIecKoro Bo3pacra ¢ 1e01o-
TOM Ha TIEPBOM TOJy KU3HU. XapaKTepu3yeTcsl TPUCTyTia-
MU TI0 TUITY MH(GAHTUIBHBIX CITA3MOB, TUTICAPUTMUCH
Ha DI, 3a1epKKoii TCUXOMOTOpHOTO pa3Butus. MHbaH-
TUJIBHBIE CTIA3MbI YACTO TIPE/ICTABICHBI MACCUBHBIMU MUO-
KJIOHWYECKUMU 1 /WA TOHUYECKUMU TIpUCTynamu [ 15].

4. Tascenas MUOKAOHUYECKASL INUAENCUSL MAAOEHHECMBA
(curdpom pase). CBsi3aHa ¢ MyTallUsSIMU B TeHAX HaTpye-
BbIX KaHaJioB: 2923 (SCNIA) u 5q34 (GABRG?2). lebioT
1o 3 J1eT (Jailie Ha epBOM rofy XXu3Hu). [lepBbIMU TTOSIB-
JISTIOTCSI aJTbTEPHUPYIOIINE TEMUKOHBYJILCUY WJIA TeHEepa-
JIN30BaHHbBIE TIPUCTYTIBI, KOTOPbIE B HaYaJIe 3a00JIeBaHUS
MPOBOIMPYIOTCS JIMXOpaaKoi. B mocnemyrotieM rpucry-
bl TpUOOpeTatoT aheOPUIBbHBIN XapakTep. 3aTeM MPUCO-
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EIMHSIOTCS MUOKJIOHNYECKNE TIPUCTYITHI (0OJIUTaTHBIN
CHUMIITOM 3a00JIeBaHUsI ), aTUITMIHBIC A0CAHCHI, CIIOXKHBIC
(okanbHbie nmpuctynsl. Ha D3OI — 3amenneHue (poHOBOM
PUTMUKM C YaCTBIMU TeHEPATM30BaHHBIMM KOMILJIEKCAMU
MoMCcIaiik — MejieHHas BojiHa 1 2-Ti1 criaiik — MeiyieH-
Hasl BOJIHA, a TAKKe MYJIBTUPETHOHApHAsI TTMK-BOJTHOBAsI
aKTUBHOCTb. B HEBpoOJIOTMYECKOM cTaTyce — /10 3a00J1eBa-
HUsI 6€3 0COOEHHOCTEN, B pa3BepHYTON CTaaIM OOJIE3HU —
aTakcHsl, TUTIOTOHUS, 3a/Iep>KKa PEYeBOT0 M MHTEJUIEKTY-
aJIbHOTO pa3BuUTus [8].

5. Cundpom Jlennoxca—Iacmo. JleTcKast oImaenTHIC-
ckag sHIledanonarus, nedtt ot 2 no 8 jet. [1peacrasns-
€T co00if KOMOMHAIIMIO CUMITTOMOB, BKJTIOUAIOIILYIO TOHU-
YeCKMEe CYJI0POTH, MUAaTOHWYECKUE TTafeHUsT, aTUTTUYHbBIE
abCaHChl, MOTOPHBIE TPUCTYITbI, MUOKJIOHUYECKHE, TeHE-
payiM30BaHHbBIE CYIOPOXHbIE PUCTYITBI. B HeBpoornye-
CKOM CTaTyce — JIBUTaTeIbHbIe, KOTHUTUBHBIC U TIOBEICH-
yecKWe HapylleHUs oTMedaloTcs npumepHo y 60 %
MalKeHTOoB elle A0 Havyaia npuctynoB. Ha D90 — nud-
(by3HbBIE MeUTEHHBIE KOMITIEKCHI TUK—BOJTHA C YaCTOTOU
2,5 Ii1 1 MeHee, Mpoberu ObICTPOBOJHOBOW aKTUBHOCTH,
3aMeJyIeHre OCHOBHOTO (dhoHa [22].

6. Dnunencus ¢ MUOKAOHUHECKU-ACMAMUYECKUMU NPU-
cmynamu (curdpom Jlose). 1eOrOT STTAIICTICHN OT 1 10 5 J1eT.
B Hauasne 3abosieBaHUST — TeHEPATIM30BaHHbBIE TOHUKO-
KJIOHMYECKUE CYIOPOTH, 3aTeM ITocyie 3—4 JIeT Mprucoeu-
HSIIOTCSI MUOKJIOHMYECKME M MUOKJIOHUYEeCKM-acTaThye-
CKUeE TIPUCTYIIbI, YaCTO BOZHUKAIOIINE B TTPOKCUMATBHBIX
OTJIesIaX KOHEYHOCTE !, THITMIHbIC aOcaHChl. XapakKTepHa
BBICOKAsl YacTOTa MPUCTYTIOB B TeueHue cyTok. Ha B30I —
KOPOTKHE TeHEepaIIM30BaHHbBIC Pa3psiabl MUK-TTOJTUTINK-
BOJTHOBOI aKTUBHOCTH.

7. FOnoweckas muokaonuueckas snunsencust (CUHOPOM
Anya). Unnonatudeckas reHepaiM3oBaHHas (popma smu-
Jiericuu, ae01oT BapbupyeT oT 7 1o 21 roga. MaHudectu-
pyeT MUOKJIOHMSIMU, TJIABHBIM 00pa30M B TUIEYEBOM TTOSICE
" pyKax TIpy TIpoOyxaeHnr. MUOKJIIOHUM JIOKAJTU3YIOTCSI
B KOHEYHOCTSIX, B YACTHOCTHU XapaKTePHBI B3AparuBaHUsI
majblieB. Takke OBIBAIOT pelKue TeHepaIn30BaHHbBIE TO-
HUKO-KJIOHMYECKUE CYTOPOKHbIE TIPUCTYTIBI. HeBpomoru-
yeckuii craryc B HopMme. Ha OBI" — KopoTkue reHepaiu-
30BaHHBIC Pa3psIIbl MMOTMCIARKOB U TOJTUITAK-BOJTHOBBIX
KOMILIEKCOB.

8. Dnunencus ¢ muoksoHuueckumu abcancamu (Cum-
dpom Taccunapu). DIUNETICUS ¢ TATTMIHBIMY CJTOXKHBIMUT
abcaHcaM¥, C MACCUBHBIM MUOKJIOHMYECKMM KOMITOHEH-
TOM B MBIIIIIAX IUIEYEBOTO Tosica U pyK. XapakTepHa
BBICOKAsI YacTOTa MPUCTYTIOB B TE€YECHHUE CYTOK. Y YacTH
OOJIBHBIX OTMEYAIOTCS JIETKHE HeBPOJOTMYECKUE Hapy-
IIEHUs B BUJe KOTHUTUBHBIX PACCTPOMCTB, aHU30ped-
Jexcuu, atakcuu. Ha DB — BbICOKO CUHXPOHU3UPO-
BaHHBIC Pa3psiIbl KOMIUIEKCOB MMK—TTOJUTTUK—BOTHA
yacrtoroit 3 I [9].

9. Muokanaonus eex ¢ abcancamu (cunopom Jxcusonca).
AbcaHcHas (hopMa SMUJIETICUU, TIPOSIBISIONIASICS KpaT-

KOBPEMEHHBIM BBIKJIFOUEHUEM CO3HAHMS C 3aBeIcHUEeM
IJIa3HBIX SI0JIOK BBEPX M MUOKJIOHYCOM (TperieTaHueM) BEK
B COUETAHUU C BBIPAXKEHHOUW (POTOCEHCUTUBHOCTHIO.
HMHorma MoTyT BO3HUMKATh MUOKJIOHUN B KOHEUHOCTSIX.
IHe6tot ot 2 10 6 net. Ha BB — reHepanu3oBaHHast T0-
JINTIMK-BOJIHOBAsI aKTUBHOCTH 4acTOTOM 3—5 [11, BBIABIISI-
eMasl TIpy pUTMUYECKON (DOTOCTUMYJISIIIUY U TIPU 3aKPbI-
BaHUU TJ1a3.

10. Ilpoepeccupyrowue hopmul snusencuu ¢ MUOKAOHY-
com. HacnencTBeHHO-IeTeHepaTUBHBIC 3a00JIeBaHMSI TIEH -
TpaJIbHOM HEPBHOM crcTeMbl. K HUM OTHOCSITCS IN30CO-
MaJbHblE O0OJ€3HU HAKOMJEHUS, HEeWPOHaJbHBIN
LIEPOUI-JIUTIODYCITMHO3, CUATMI03bl, MUTOXOH/IPUAJIEHBIC
o6onesnu (MERFF), 6one3nb Jladbopsl, 6one3ns YHpep-
puxta—JIyHabopra, mporpeccupyoiias MUOKJIOHYC-3TTH -
Jrericust ¢ uenuakueid. [py naHHbIX (popMax yacTo UMeeT
MECTO COYETaHUE MUICTITUYECKOTO Y HESMIJIENTTUYECKO-
IO MUOKJIOHYCOB.

11. Epilepsia partialis continua, uau snusencus Koxces-
Huxosa. OcoOblit BapuaHT (POKAJIbHOM SMUIIETICUU, XapaK-
TEPUIYIOITUIACS COYETAHNEM YaCThIX ITOCTOSTHHBIX MOTOP-
HBIX TKEKCOHOBCKMX IMAapOKCU3MOB C (DOKaJIbLHBIMU
MMOKJIOHUYECKUMHU TIoiepruBaHusIMU. B HeBposornye-
CKOM cTaTyce OOJIbHBIX HanboJjiee 4acTo HaOII0IaoTCs
reMurapesbl. Yaile BcTpevyaeTcs y JIojIeid, iepeOoIeBIINX
KJIELIEeBbIM 3H1Ie(aTuToOM, a Takxke npu sHuedanure Ko-
JKeBHHUKOBa—PacMycceHa, HO MOXeT ObITh 00YCIOBJIeHA
U IpYTUMU MHOEKITMOHHBIMU 3a00I€BaHUSIMUA TOJIOBHOTO
MO3ra, a TAKXKe OIYXOJISIMU, COCYTUCTBIMU ITOPAKEHUSIMU,
(G OKaITbHBIMA KOPTUKATBHBIMY OVCILIA3USIMH.

CumnmomamuyecKuil (BmopuyHblii) Heanunenmuyeckui

MUOKNOHYC

1. Ilpu Heiipodeeenepayusx: CITHOIIEpEOCIUISIPHEBIC
aTaKCUW, CUCTEMHBIE aTpoduu, TeHTaTOPyOPOITaTNIO-
JoucoBa aTpodus, KOpTUKoOa3aabHbIe JAereHepaluu,
Oosie3Hb [eHTHHITOHA, OoJie3Hb [TapkuHCOHA, neMeHIUs
¢ TeabliaMu JIeBu.

2. Ilpu 60ae3nax HakonaeHUs: TU30COMHBIE 00JIE3HU
(60ne3ub Toure 2-ro u 3-ro Tuna, 6one3ns Tes—Caxkca
4-ro turna, 6ose3Hb Canaxodda, 6o1e3Hp Humanna—Iu-
ka, tun C), cuanauaos 2-ro TUIa, JUIKA03, HeHpOHasb-
HbII IepouI-TUodyCHUMHO3, Lienakus, 0one3Hb [atep-
BopaeHa—Illnarua, 6one3Hbr Bunbcona—KoHoBasoBa,
6071e3Hb Jladopsl, 1ePULIUT OMOTUHUIAZHI.

3. Ilpu aymoummyHHbIX 3a001€8AHUSX:

* pacCesTHHbIN CKJIEPO3, OCTPBIN pPaCCEIHHbBIN SHIIE-
daroMuenur;

* OINCOKJIOHYC-MUOKJIOHYC-cUHApOoM (OMC) (cuH-
npoM KWHCOypHa — CHHAIPOM <«TaHIYIOUINX TJa3»,
WJIM MUOKJIOHMYECKas HLedanonaTus MiajaeHuIecTBa).
J171sT HeTo XapaKTepHBI CaKKaaHbIe TBIDKCHMS I71a3 (HETIpOo-
W3BOJIbHEIC, HEPETYIISIPHBIC, KOHBIOTUPOBAHHEIE, BO BCEX
HaIlpaBJICHUAX, C HapyIIeHNeM (DUKCALINN), MIOKIIOHYC
IIECTBUS C BOBJICUCHHUEM JIMIIA, KOHCYHOCTEH, TaIbIICB,
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TyjoBUIIa. PazinuaroT mapaHeoriacTHIecKuil U apanH-
exumonHsiit OMC. IMapaneoractuueckuit OMC y neteit
accoIMUpyeTcsl ¢ HeMPOOIaCTOMOI MW TaHTJIMOHEUPO-
0JIaCTOMOIA, Y B3pOCJIBIX OH TIPEUMYIIIECTBEHHO CBSI3aH
C MEJIKOKJIETOYHBIM PAKOM JIETKUX, OITyXOJISTMA MOJIOYHOM
JKeJe3bl, MaTKU, IMYHUKOB, KOXW 1 cpenocteHus. [1apa-
nHdexkuronHbit OMC nosiBisercs yepes 7—10 nHelt mo-
cJie TIepeHeceHHO BUpycHolt nHgekuuu. Mmerorcs coob-
IIEHUS O POJU Pa3HbIX BUPYCOB B atuojorun OMC:
BUpyca DnureitHa—bapp, Bupyca noamomuesnura [4, 18].

4. Ilpu ungexyuonnvix/napaungexyuoHHbvlx 3a001e6a-
Huax: dHUEGATUTHI, MOJOCTPBINA CKIEPO3UPYIOIIUNA
naHsHLedanut, 6oje3nb Kperitudensara—Akobda, ctpern-
TOKOKKOBasT MH(MEKIINS.

5. Ilpu 3H00KpuHHbBIX HapyuweHusX: TATIEPTUPEO3, ca-
XapHBI TuadeT (TUITOTJIMKEMUSI ), HaIITOYeYHUKOBAsT He-
JIOCTaTOYHOCTD (3JIEKTPOJIUTHBIE HApYIIeHUsT), Hecaxap-
HbIii AuabeT (rumoHaTpueMus).

6. Ilpu cmpyKmypHbix nOpANCEHUSX 20A08H020 MO32A.:
WHCYJIBT, HEHPOXUPYPrUUECKUe Olepalliu, OITyX0JH, Je-
PEITHO-MO3TOBbIE TPAaBMBI.

7. Ilpu snyegharonamusix:

* Memaboauveckux: IOUEYHas U TTIeYEHOYHas Hello-
CTaTOYHOCTb, TIOPAXKEHUST JIETKHX;

* MoKcU4ecKux: OTPaBJICHUS razaMu, MeTajlylaMu, Op-
TAaHWYECKUMU PaCTBOPUTEIISIMU, TIECTUIIAAAMU;

* BbI3GAHHBIX 8030elicmauem PuU3U4ecKUX GaKmopos:
MOCTITUMOKCUYECKUI cMHAPOM JlaHca—AnmamMca, TeTUIOBOI
yaap, 2JIEKTPOIIIOK, TEKOMITPECCHSI.

8. Ilpu npueme nexapcma: aHTUKOHBYJIbCAHTHI (Basib-
poaThl, KapdaMazenuH, (heHUTOWH, JTAMOTPUIKWH, BU-
rabaTpyH), aHTUIETIPECCAHTHI (AMUTPUIITUIINH, IE3UTIpa-
MWH, 0JIOKaTopbl 0OpPaTHOro 3axBaTa CEPOTOHUHA),
aHTUACTMaTUYECKUE TIpernapaThl, ICUXOCTUMYJISITOPBI
(aMdetamMuHbI, MeTUI(heHraAaT, KoherH), renaToTOKCHUY-
HbIE TIpeTiaparhl, JeKapcTBa, YTHETAIOIINEe AbIXaTeIbHBII
LIEHTP, KOPTUKOCTEPOUJIbI, aAMUOAAPOH, AIIMKIIOBUD, BUC-
MYT, TAJUTMI, aHECTETUKH, ONTUATHI, IIPOTUBOOITYXOJIEBBIE
CpeICTBa, KOHTPACTHBIC BEIIIeCTBA, aATOHUCTHI (JIEBOIOIIA)
Y1 aHTarOHUCTHI (HEHpOoJeNTUKN) fohaMuHa.

9. Ilpu nospescoeHusx CRUHHO20 M032a: BOCTIAJINTEIb-
Hasl MUEJIOTIaTHsI, LIEPBUKALHBIN CIIOHINIIE3, OTYXOJIH,
TpaBMa, UIIIeMUYeCcKask MUEJIOTIaTHsI.

Jnupemuonorus

To4yHO OLIEHUTH PacTIPOCTPAHEHHOCTh MUOKJIOHYCA
TPYIHO, TTOCKOJIBKY OH C Pa3HOI 4acTOTOI BCTpedaeTcst
B pa3HbIX nomyJisguusx. Haubonee yacto BcTpeyaeTcs BTO-
PUYHBIA, WJIM CUMIITOMAaTUYECKUI, MUOKIOHYC (72 %
BCeX ciyyaeB), OOJbllas 4acTh CIAy4YyaeB MPUXOIUTCS
B OCHOBHOM Ha 00Jie3Hb AsblireiitMepa [12].

Mamorexe3s u namodpusuonorua MUoOKnoHyca y gemei
MexaH13M MUOKJIOHYCa U3ydeH HeaocTaTouHo. [1pen-
roJiaraeTcst iucOagaHc HepoMeTUaTOPOB U UX PELETO-

poB (CEpOTOHWH, TaMMa-aMUHOMACJsIHasA KUCJIOTa
(TAMK)) — 2, onmaTsl, IIMLUMH, 10DaMUH), YTO TPUBOIUT
K CHUXKEHUIO aKTUBHOCTU CEHCOMOTOPHOU KOPBI, MOBBI-
LIEHUIO YYBCTBUTEIBHOCTU CEHCOPHBIX CUCTEM, PACTOP-
MaXXWBAHUIO CTBOJIA MO3Ta U TUCHYHKIIUU MO3XKEUKa.

Kopxoeuviii muoxkaonyc BO3HUKAET, BEPOSITHO, TTPU Ha-
PYLIEHUU UHTUOUPYIOIIETO BIUSHUS CEHCOPHOU (TTOCT-
LIEHTPAJIbHOW U3BUJIMHBI) UM MOTOPHOM (MpeLieHTpaIb-
HOW M3BWJIMHBI) oOnacTeil Kopbl. YacToe coueTaHue
MMOKJIOHYCA C AMWIETICUEel MPeaIoaaraeT, YTO y HUX €CTh
obuasg npuurHa. [1pu maTtomMmop@oa0runueckom uccieno-
BaHUU MALIMEHTOB C KOPKOBBIM MUOKJIOHYCOM OOHapyxke-
Ha rpy0asi CHMMeTpUYHasi JereHepanys Kietok [TypkuHbe
BO BCeX JI0JIbKax Mo3xkeuka [24]; o0bsicHeHusI 3ToMy (ak-
Ty TOKa HeT.

MexaHU3M H00KOPK08020 MUOKAOHYCA HEN3BECTEH.
Ouar ero HaXoIUTCS B CTBOJIE WJIM BEPXHEM YETBEPOXOJI-
mun. [TpeanosoxuTeabHO, HapyIatoTCs B3aUMOIEUCTBUS
MEXIY CEHCOMOTOPHOM KOPOH U MOAKOPKOBBIMU CTPYK-
Typamu. Tak Ha3bIBaeMbI€ CTAPTI-CUHIPOMBI TTPOSIBIISIIOT-
CS1 TIOBBILIEHHOW aKTUBHOCTBIO HOPMaJIbHBIX CTBOJIOBBIX
CBSI3€li, UTO CHMKAET TOPMO3HBIE MTPOLECCHl B CIIMHHOM
Mo3re. MexaHW3M CTapTJI-CUHAPOMOB CBSI3bIBAIOT C MY-
Taluen peuenTopa HelipoMearaTopa IMIMHA.

CnunaavHblil MUOKAOHYC BOZHUKAET B BEPXHUX (ILIE-
HBIX) CETMEHTaX CIMHHOTO MO3Ta B pe3yJbTrate TUchyHK-
LIMU CerMEHTapHBIX CIMHAIbHBIX CBI3ei U meduuuta
TOPMO3SIIETO AEUCTBUS TIULMHEPTUUECKUX CBI3EH.
Hedbuuut BuTamuHa B12 npuBoauT K pacnaay MueanHa
¢ 00pa3oBaHUEM BaKyoJiell B TPYAHOM OT/AeJie CHUHHOTO
Mo3ra. B pe3yiabraTte MpoOUCXOAUT JereHepalus HUCX0-
asmux nupamMuaHbix TAMKepruueckux U BOCXOASIIIUX
ceHcopHbIX TyTeit. [Toutn y 16 % mauyeHToB ¢ CUPUH-
romuenueit (mo naHHeiM MPT) oTMedaeTcst ciuHaIbHBIA
MUOKJIOHYC U yBennueHue H-pedrekca.

Tlepugepuueckuii muokaonyc pa3BuBaeTcs Mpu mopa-
>XXEeHUU NTeprudepruIecKux HEPBOB B Pe3yJIbTaTe YMEHbIIIE-
HUS POJIUA LIEHTPATILHOTO TOPMOXKEHMSI, KOTOPOE MPUBO-
JUT K MaTOJOTUYECKU YCUTEHHOW BOCTIPUUMYUBOCTHU
CEHCOPHBIX CTUHATIBHBIX LIEHTPOB.

JluarHocmuxa MuoKnoHyca

ITpu n060it hopme MUOKIOHYCA HEOOXOAUMO OTIpe-
NeJIUTh MPUYMHY €TI0 BOBHUKHOBEHMS U JIOKAJIU3ALUIO
oyara nmopakeHus1, YTO BaxKHO JIJIsl IPaBUJILHOTO MOAX0/a
K JieueHuto. [1epBblii 3Tan AMarHOCTUKU BKJIIOYAET COOP
aHaMHe3a, OLIEHKY OOILIeT0 COCTOSIHUS, OTIPEeie/ICHUE He-
BPOJIOTUYECKOrO cTaTyca:

* HEBPOJIOTUUECKUIA cTaTyC, HAJTMUME JPYTUX TUTIep-
KMHE30B (IUCTOHMSI, TPEMOP, aTETO3, XOpesi) U HEBPOJIO-
TMYECKUX CUMIITOMOB (CAaCTUYHOCTb, aTaKCHUSI);

* JIOKaIU3alUsl MUOKJIOHYCA (KOHEUHOCTb, 1Iesl, CITU-
Ha, JINIIO, TEeJIO B LIEJIOM);

* 4acTOTa BOBHUKHOBEHMSI: MUOKJIOHUM HOCST Ta-
POKCU3MaJIbHBIN WX MOCTOSSTHHBIN, CTOMKWUIA XapaKTep;
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* yMEHbIIEHWE WJIW YBeJMYEeHUE MUOKJIIOHYca
TIpY IBVKEHUU;

* HAJIMYME MUOKJIOHYCA BO CHE;

* MPOBOKAIMSI MUOKJIOHYCA BHE3aITHBIM 3BYKOM,
TIPUKOCHOBEHHEM;

* JUIST UICKJTIOUEHMSI HETATUBHOTO MUOKJIOHYCa peOeH -
Ka TIPOCST TOIHATL PYKH M TIONEPXKaTh UX Ha Becy. BHe-
3aITHOe pacciabIeHre MBI TPUBOAUT K MAJeHUIO PYK;

* HaJIM4YMe OTICOKJIOHYCA («TaHITYIOIINX» JBVKEHUI
rias);

* HaJIM4Me SMWICTITUYECKUX TTPUCTYIIOB B aHAMHe3¢
U TIPY OCMOTpE.

Ha BTOopoMm aTare AmarHocTUKU HEOOXOAMMO YCTaHO-
BUTH XapaKTep MUOKJIOHYCA C TIOMOIIIBIO JTOTTOJTHUTEIb-
HBIX METOJIOB MCCJIeNOBaHUS. DieKTpoMuorpadus
(OMI') — ocHOBHOIT METOI AMATHOCTUKU MUOKJIOHYca. OH
BBISIBJISIET TIPOJOJIKUTETLHOCTD M YaCTOTY MUOKJIOHUIA,
XapakTep pacrpeiesIeHus 10 IPYTUM 4acTsIM Tella (Kak
TPU TTPOTIPUOCTTMHATIEHOM MUOKJIOHYCE).

IMonucomHorpadus ¢ oqHOBpeMEHHOM 3anmuchio DOT
u OMI yBenuyuBaeT MOCTOBEPHOCTh MCCAEIOBAHUS
JUIST OTIpeie/IeHUs] JTOKAJTU3all Uy TTOPaKeHMSI.

BoizBanHbie noteHuuansl (BIT) — MoTOpHBIE U CeH-
COPHBIE — TaKXKe XapaKTepU3yIOT MUOKIOHYC. MOTOpHBIE
BI1 nokanusyioT nopaxeHue, ceHcopHble BIT uaentudpu-
[IUPYIOT KOPTUKAIBHBIN MUOKJIOHYC C TUTTUIHBIM 3aMe]l-
JICHUEM BOJIH.

Eue onun Metoa — Buaeo-OO-MOHUTOPUHT € OJI-
HOBPEMEHHON 3aMuchio 371eKTpoKaparuorpammel (KT
1 OMI. Ha Ham B3rJ1sia1, BaXKHO MPOBOAUTH OMHOBPEMEH-
Hylo peructpanuio D01, OMI u BDKI. [Mpuuem ata peru-
CTpaIus MOJKHA OBITh JUIMTETHLHON 110 BpEMEHU, YTOOBI
3a(MKCUPOBATh MUOKIIOHYC, ¥ COTIPOBOXIATHCS TAKUMU
IMPOBOKAIIMOHHBIMU MPo0aMu, KaK (hOTOCTUMYJISIINS,
TUTIEPBEHTUJISIIINS, TIPOU3BOJILHOE IBVXKEHUE U PE3KHE
3BYKOBBIE pa3IpaKUTeu, MpoBeaeHue npoosl bappe.

Tpetwnii aTan AMarHOCTUKW — YCTAHOBJIEHUE 3TUOJIO-
U1 MUOKJIOHYca. [1pu aTOM HE0OXOMMMO:

* WCKJTIOUYUTD OTPABJICHUS XUMUIECKUMU U TOKCUYE-
CKUMH BEIIECTBAMMU, OTIPENIEINTh YPOBEHD JIEKTPOIUTOB
¥ TJTIOKO3BI B KPOBU, OIICHUTH (DYHKIIMY TICUEHU U TTOYEK;

* MICCJIEZIOBATh TOPMOHAJIBHBIN TTPOGUIIB;

* HUCKJIIOYUTH 00JIe3HN 00MeHa (CKPUHUHT Ha Ha-
CJIeJICTBEHHbIE 00JIE3HU OOMEHAa), MUTOXOHIPUAIbHbIE
3a00JieBaHUS (aHAIU3 KPOBU Ha JIAKTAT);

* MCKJTIOYUTH JIeTeHEPaTUBHBIE 3a00JI€BaHUS, TSI KO-
TOPBIX pa3paboTaHo cneurduyeckoe JeyeHue: 00Ie3Hb
Bunbscona—KoHoBanoBa (aHa1u3 KpOBU Ha 1LIepyJIOTLUIa3-
MWH, CEKPELIMS MEIA C MOYOi1);

* UCKJIIOYUTH ayTOMMMYHHBII TTPOIIECC, BBI3BAHHBIN
CTPENTOKOKKOBOM MHeKIINel (KpOBb Ha aHTUCTPEIITO-
qu3uH O), mapaHeomjlacTUYEeCKUU mpoluecc (KpOoBb
Ha ajibha-deTonpoTerH, Hecnenudbrdeckas 3HOIa3a);

* ipoBecTr odTaibMocKkonuto (Koubo Kaiizepa—
®Deitmepa, yacTuaHask aTpodusi 3pUTEIHHBIX HEPBOB,

JeTeHepals CeTIYATKH 110 TUITY «BHIITHEBOW KOCTOUKI»,
3aCTOMHbBIE TUCKU 3pUTEIBHBIX HEPBOB).

MPT rojioBHOro Mo3ra mo3BoJisieT BbISIBUTb OMTYXOJIH,
KPOBOMBIIUSHUSI, MaJTbPOPMAIIUK U APYTHUE CTPYKTYPHEIC
MopaxeHus O0JIbIIIOTO0 MO3ra, Mo3Xedka 1 cTBosia. Oco-
OEHHO 3TO BaXKHO MPY HAJTMYUK 0YarOBOM CUMIITOMATUKK
U MIOIO3PEHUU Ha epilepsia partialis continua y pebeHKa.

Hckmounth MHGEKITMOHHBIA U TapanHGbEeKIIMOHHbIA
MUOKJIOHYC TTIOMOXET JIIoMOaJIbHasl MyHKIIUS C TTPOBE/Ie-
HUEM MaKpO- ¥ MUKPOCKOTTMIECKOTO, IIUTOJIOTMYECKOTO
1 MUKPOOMOJIOTMYECKOTO UCCIEIOBAHUS, a TAKXKe OMpe-
JIeJICHUE YPOBHS OJIMTOKJIOHATbHBIX aHTUTE].

YacTo BBIpakeHHOCTh CUMIITOMOB 3CCEHIIMAIBHOTO
MUOKJIOHYCA WM MUOKJIOHYC-TUCTOHUU CHUXKAETCS
MpU MpUeMe MaIbIX A03 aTKOTOJs1. DTOT (PakT moye3eH
JUTSI TUaTHOCTUKU, HO HETIPUEMJIEM JUTS JISUeHUST IeTEH.

YeTBepThlii 3TNl IUAaTHOCTUKKA — TeHETUIECKIE MCCTe-
noBaHUs. [eHeTHUecKre aHau3bl TPU MUOKJIOHYCE MOTYT
JIMAaTHOCTMPOBATh TaKWe COCTOSTHMSI, KaK MMUOKJIOHYC-/TH -
CTOHUS, 007e3Hb [eHTUHITOHA, CTIMHOLepeOeIsIpHast
U IEHTATOPYOPOIa/UIMI0IIOUCOBA aTPODUN, MUOKIIOHYC-
SMWIETICUMU.

Nuththepenyuanbhblil UarHo3

JuddbepeHInaTbHBINA TMarHO3 TPY MUOKJIOHYCE He-
00X0AMMO MPOBOAUTH C IPYTMMU TMIEPKUHE3aAMU: TPe-
MOpPOM, TUKAMU, XOpEeH.

* AKIIMOHHOE, MOCTYpaJbHOE WU UHTEHIIMOHHOE
JIPOXXKaHUE MOXET OLIMOOYHO TPAKTOBATHCS KAaK MUOKJTO-
Hyc. CuHapoManbHbI quddepeHIInaibHbIi JUarHO3
TpeMopa U MUOKJIOHYCA BbI3bIBAET OOJIbIIINE 3aTPYIHEHUS,
HaImpuMep Npu TUCTOHUM (TTOCTEIHSIS 4YacTO COUYEeTaeTCs
C IPOXKaHUEM WX MUOKJIOHYCOM), MUOPUTMUU, CETMEH-
TapHOM MUOKJIOHYCE, HEKOTOPBIX BApUAHTaX KOPKOBOTO
pedieKTOpHOro MUOKJIOHYca [3].

* [1pu TMIKaxX B OJIMYKME OT MUOKJIOHUIA OOJTbHOM MOXET
BOJIEBBIM YCUJTUEM Ha HECKOJIbKO MUHYT ITOJABUTb TUTIEPKU-
He3bl, 00BIYHO LIEHO OBICTPO BO3PACTAIOLIETO BHYTPEHHETO
HamnpsDKeHMs1, KOTOPOe, MPOPBIBAsICh, BHI3BIBAET KPATKOBPE-
MEHHYIO «Oypro» TMKOB. THKaM MOXeT MPe/IIIeCTBOBATh OLILY-
IIEHKUE HEeTIPEOJOTUMOTO XEJIaHUSI COBEPIIUTh BUKEHUE,
cosnarolee BeyamieHue MPOor3BOIbHOCTU THKA. Kak mpa-
BWIO, TMKY CTEPEOTUITHBI ¥ BOSHUKAIOT B CTPOTO OMpeesieH-
HBIX Y TAHHOTO OOJIBHOTO YacTsx Tena. Kaxapiii 6o1bHOM
VIMEET CBOU MHIMBUAYATbHBIN «HAOOP» TUKOB, KOTOPBII Me-
HsIETCST BO BpeMeHHU [6]. Y GONbHBIX ¢ THKAMU HEPEIKO Ha-
OJTIOIA0TCS KPaTKOBPEMEHHBIE WM HECKOJTBKO OoJtee mpo-
JOJDKUTETbHBIE OTBEACHUS IJ1a3 B CTOPOHBI WK BBepX. OHU
OoJiee CTepEOTUITHBI, YeM XaOTUUHbBIE ABVDKEHMS IV1a3, HA00-
JAIOIIKECS TIPU OTNCOKJIOHYCe. BaxkHO OT/IMYaTh TUKOWIHBIC
JBUKEHUS TIa3HBIX SI0JIOK OT PUTMUYHBIX KOJIEOaHUH TTa3-
HBIX SI0JIOK B BEPTUKAIBHOM MJIOCKOCTH, COTPOBOXKAAOIINX
TpeMOp («MHUOKIJIOHMI» ) MITKOTO Heba [11].

» Xopest XxapaKTepu3yeTcsl HEMPEPbIBHBIM MOTOKOM
OBICTPBIX XaOTUYHBIX, HEPETryJSIPHBIX BO BPEMEHU
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U TI0 aMIUTATYE MYJIbTU(MOKAIBHBIX ABMXKEHUU. [unep-
KUHE3 Yallle BCero BOBJIEKAET TUCTATbHbIE OTAEJIbI KOHEY-
HOCTE!, MUMUYECKKE MBIIIIbI, THOTAA MBIIILBI TJIOTKH,
roptaHu, TyjoBuila. HacuabcTBeHHbIE IBUXKEHUST HAO-
MUWHAIOT TPUMAaCHUYAHbE, KPUBJISTHUE, HAPOUUTHIE YKUM-
KM, TaHLeBaJabHbIe ABuxKeHus [10].

* QacuuKyISIIUA — OT UCTUHBIX MUOKJIOHUI UX TT0-
MoxeT oTmuuTh OMI. Ha OMI hactmkyasumu BeITISASAT
Kak IIUpoKue AByxdaszHbie WIK MyIbTU(hA3HbIE TOTEHIIN-
asbl neiictBusg. OTHOBPEMEHHOE WX TTOCIE0BATEIbHOE
COKpallleHe MHOXECTBA IBUTAaTEIbHBIX €IMHUILL BbI3bIBA-
€T BOJHOOOpa3HOe COKpalleHWue MBIIIL, U3BECTHOE
KaK MUOKUMUSI.

NleueHue

JleyeHre HEAMWIENITUYECKOTO MUOKJIOHYCA TTPOBOISIT
TOJIBKO B TOM CJIy4yae, €CIM OH BIMSIET Ha KAYeCTBO KU3HU,
OTpaHWYMBasl THEBHYIO aKTUBHOCTD. LlIupokoe nprusHaHue
JUTS IeKapCTBEHHOM Tepanyu MUOKJIOHYCA MTOTyYUIu OeH-
30[IMa3eMHBI ¥ BaJIbIpoaThl. OMHAKO HEOTHOKPATHBIC
JIBOITHBIE CJIETTbIe PAaHAOMU3NPOBAHHBIE MCCIEIOBAHUS
MoKa3ajiu, 9YTO 3TH TperapaThl He 0Ka3bIBalOT BHIPAsKEH-
Horo 3¢ dekTa. XKenareapbHa MOHOTEpANus U MOCTEIIEHHOE
TUTpOBaHUE 103bl. BbIOOp MpenapaTa 3aBUCUT OT Pe3yJib-
TaTOB IUArHOCTUYECKOTO MOMCKA, TaKXKe HeOoOXOIUMO
YUYUTHIBATh MoOOUHbIe 3 dekThl. [IpenapaTsl BeiOOpa

Ta6maua 2. Jleuenue muokaonyca

JIJIS1 IeYeHUsI MMOKJIOHYCa TIpeACcTaBeHbl B Ta0. 2.

JleBeTupaiieram JIto60oii MUOKIIOHYC (MTapaHeoruiacTuye- HeusBecteH
CKWI1, HETATUBHBII, CTTUHAIBHBII),
0COOEHHO KOPKOBBII MUOKJIOHYC
TOCTTUTIOKCUYECKOM STHOIOTUN:
cuHapoMm JlaHca—Anamca;
TOCTAHIIE(DATUTUIECKIIT MUOKIIOHYC,
MPOrpeccUpyroline MUOKJIOHUYECKIE
SIJICTICUH,
6ousie3Hb Kpeittidenbara—Adkoda
BenzonnazenHbl DcceHIMaTBHBI MUOKIJIOHYC, HewussecreH, npemrmnona-
(KJI0Ha3emnam, cunapom Jlanca—Anamca, raercst [AMK-
bpusrym) TOIKOPKOBBIY MUOKJIOHYC IEUCTBUS, ¥ CEPOTOHMHEPTUIECKOE
CIUHATbHBI MUOKJIOHYC, MOJaBJIEHNE aKTUBHOCTU
OMC, dokyca KopbI, Taamyca,
BTOPUYHBII MUOKJIOHYC MTPU CTOJIOHSIKE  JTMMOUYECKOMN CUCTEMBbI
¥ Teparuy ONraTaMu
Banbnpoesast KopKoBblit MUOKIIOHYC, HeussecteH, BeposiTHO,
KHUCJIOTa TIOJKOPKOBBI MUOKJIOHYC, TAMKepruyeckoe
OMC, BJIMSIHUE
FOHOIIIeCKast MUOKIIOHUYECKast
SMUJIETICHS,
NpyTHe BUIbI MUOKJIOHYCA
TMupaneram TMocTrumokcuuecKnii MUOKIIOHYC, CTUMYJTHPYET YMCTBEH-
MPOrpecCcUpyoline MUOKIOHUIECKUE HYIO aKTUBHOCTb; BIMSIET
SMWIETICUN, KOPKOBBIA MUOKJIOHYC Ha TAMK u MmoHO-
aMUHEPTrUYecKyIo
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aKTUBHOCTb, IMIOBBIIIIAET
MeTaboIM3M afeHO3MHA,
MOJIYJIUPYET YPOBEHb
aleTUIXOIMHA

AcTeHUs1, TOJIOBHAS
00J1b, COMHOJICHTHOCTb,
TOJIOBOKPYKEHUE.
TIpoTrBoMOKa3aH Mpu
CHVXKEHUU (DyHKUMK
TIOYEK, Y TOXHIIBIX

Cenariusi, TOIOBOKPYKe-
HMUe, MOBEIEHYECK1e
M3MEHEHUST, IPUBbIKAHHE.
IIpoTrBonoKazaHusi:
0CTpast OTKPBITOYTOJIb-
Hasl [JlayKoMa, e4eHou-
Has HeTOCTATOUYHOCTb,

y IeTeil — napagoKcaib-
HOE€ BO30YXIeHME.
TTo6ouHble 3 dHeKThI
4acTO MEePEKPBIBAIOT
TIOJIOXKUTEbHbBINA

adexr

W anocuHKpaTryeckast
TeTIaTOTOKCUIHOCTD
(penko), maHKpeaTUuT
(penko), TOIIHOTA,
pBOTa, MpubaBKa B Bece,
yBEJTMUEHUE aTleTnTa,
cenauusi, TpemMop,
AJIOTICLHSI.
TIpoTrBOMNOKa3aHUsI:
HapyleHue GyHKINI
MeYeHH, C OCTOPOKHO-
CTBIO Y JIETei 10 2 JIeT
(rernaToTOKCMYHOCTD),
TEePaTOTeHHOCTh

Hapy1ieHust co cTopoHbI
KEJTyI0YHO-KUIIIEYHOTO
TpakKTa, TPOMOOLIUTOTIE-
Hus, diichopusi, MAHUSI.
[MpoTuBOMOKA3aHUS:
CHMXEHME DYHKIIMU
TICYCHU U ITOYEK.
TTpumeuaHue:

He mpuMeHstioT B CIIIA

20—40 Mr/cyt.
TutpoBaHMe MPOU3BOIST
1 pa3 B Heneno

B3apocinbie:

HavaibHas no3a 0,5 mr/
CYT C MEIUIEHHBIM
MOBBILIEHUEM;
cpenHsis ahdekTuBHAs
no3a 4—10 mMr/cyT.
Jetu:

HayvayibHast g03a 0,1—
0,3 Mr/Kr/cyr;
cpenHsist ahheKTuBHas
no3a 0,5 mr/Kr/cyTt

Bapocible:
HavyaJibHas 1032

15 mMr/Kr/cyT;
MaKCHMaJbHas 103a
60 mr/kr/cyt 10 4500 mr/
CYT.

Jetu:

HavyaJibHas 1032

15 mMr/Kr/cyT;
MaKCHMaJbHas 103a
60 Mr/Kr/CyT

B3apocible:

HayvasbHas 103a

7,2 T/cyT;
TepareBTHYecKast 103a
16—24 r/cyr.

Jetu:

HavaibHas 103a 80—
130 mr/kr/cyT;
TepareBTHYeCKast 103a
400 mr/kr*
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IIpodoaxcerue maba. 2

[Tpumunon KopKoBblii 1 TOIKOPKOBBII MUOKJIOHY- HeusBecteH Arakcusi, ToJIOBOKpyXe-  B3apocibie:
Chl HUe, BO30YKICHME, HavajbHast 103a 25 Mr/
HapyLIEHUsT CO3HAHMSI CYT, MEJUIEHHOE
MOBBILICHUE Ha 25—
50 Mr B He/IeIIO;
TepareBTHIeCcKast 103a
500—750 mr/cyT.
JleTu: HET JaHHBIX
AueTazoaMu KopKoBbIii MUOKIIOHYC WMHurubupyer kapooaHru- OpblliKa, CyI0pOru, Bapocible:
npazy TOJIOBOKpYXKEHME, HavaJibHas 1032 8§—
aHOpeKCHs, pBOTa, 30 mr/KT;
TOJIOBHAST OOJTb. TepareBTUIeCcKast 103a
TIpenynpexaeHue: 375—1000 mr/cyT.
OTCJIEXXHUBATH YPOBEHB JleTu: HEeT TaHHBIX
KaJvst
3oHMCaMuUL Bonesus Jladhops! u 6one3Hs YHbep- Crabunusupyet noHHble [00BHAsT GOJIb, B3apocinble:
puxta—JlyHa6opra KaHaJIbl, YMEHbIIAET TOJIOBOKPYXEHHE, BO30y- HaydaJibHasi 103a
BOJIBTaX3aBUCHMBbIE XKJIeHUEe, aHOPEKCHSI, 100 Mr/cyT, yBenmueHue
MOTOKM, CTAOMIM3BUPYET  JIAOMJIBHOCTh HacTpoe-  Ha 100 mMr/cyTt Kaxibie
HeWpOHATbHBIE HWUsI, aTAKCUST, TPEMOp, 2 Hell;
MeMOpaHbI U MOJABISIET  COMHOJICHTHOCTb, TepareBTHUYecKast 103a
HEWPOHATBHYIO cHmkenue norooraene- 200—300 mr/cyr
TUMEPCUHXPOHU3ALIMIO  HUSI, TUTIEPTEPMMSI. u 400—600 mr/cyT
C 0CTOPOKHOCTBIO y IAIIUEHTOB C MPOTPec-
MPUMEHSITb IPU CUPYIOILE MUOKIOHYC-
0O0JIe3HSIX MTeUYeHU SIUJIeTICHEen
Y MOYEK; OKA3bIBaeT
TepaTOT€HHOE JEVCTBUE
denobapouTa CrnHaJIbHbI MMOKJIOHYC 1 MUOKIIOHYC TAMKepruyeckoe Cenanusi, aTakcusi, Bapocible:
MSITKOTO Heba BIIWSTHUE HA TICHTPaTb-  TOJIOBHAST OOJIb, cpeHsist 1o3a 60—
HYIO HEpBHYIO CUCTEMY,  JEMNpeccHusi, TOIIHOTA, 200 Mr/cyT.
YMEHBIIIEHUE TTOpora pBOTa, TOJIEPAHTHOCTH Hetu:
BO30YAMMOCTH; cpemHsis 1o3a 3—6 mr/
AHTArOHWCT [TyTaMaTa KT/CyT
JlamoTpumkuH MMOKIIOHYC MSITKOTO Heba Briokupyer HaTpueBbie Tokcuueckuii HEKpo3 Cpennsist: 200—400 mr/
KaHaJTbI KOXH Yy JIETe. cyT B 1—2 mpuema
TTpumeyaHus:
HECOBMECTHM

S-TUIPOKCUTPUIITO-

ban

KopKoBbIii, MOAKOPKOBBIN, CIIMHAb-
HBIiA, MOCTTUITOKCUYECKUIA (CUHAPOM
JlaHca—Aniamca) MUOKJIOHYCHI,
MPOrpecCUpyIOIIe MUOKIOHYC-IMH -
JIETICUM, MMOKJIOHYC MSITKOTO Heba

SIBnsieTCst MpeAIecTBeH-
HHMKOM CEPOTOHMHA —
OJTHOTO U3 HelpoMeina-
TOPOB, Ae(ULIUT
KOTOPBIX MIPUBOIUT

¢ hoIMeBOI KUCIOTOM,
WHOTJIa YCUJINBAET MHO-
KJIOHYC, YBeJIMYEHUE
J103bI JOJDKHO OBITh
MEJIEHHBIM BO
n30exaHre TOOOYHbIX
abdexToB

CHUXeHUe areTuTa,
nuapesi, pBoTa,
KOJIEOaHUsI HACTPOCHUSI.
B coueranumu ¢ antumge-
MpeccaHTaMU — CEPOTO-

50—100 mr/cyt

(o1 KOHTPOJIEM
CepOTOHUHA U 5-OKCH-
MHIO0JIYKCYCHOM
KUCJIOTHI B MOYE 71032

K MHOKJIOHYCY HUHOBBIA CHHIPOM MOJXET OBITh yBETMUEHA

(ycuneHue MuoKIoHyca). 1o 500 mr/cyT)

B coueranuu ¢ jeBomo-

noii 6osiee achpeKTuBeH

MPU MUOKJIOHYCE,

HO Yallle BbI3bIBaCT

JIACTIETICHIO
CeeKTUBHbBIE KopKoBbIii (MTOCTAaHOKCUYECKMUIA) Biokupyet oOpaTHBI TonoBHast 60Jib, acTeHust, 30J0MT (pa3pelieH
MHTUOUTOPHI MMOKJIOHYC, TTOAKOPKOBBIII MUOKJIOHYC ~ 3aXBaT CEPOTOHMHA pBOTa, nuapest, ¢ 6 1et): 25—50 mr/cyT;
00paTHOTO 3axBaTa  IEHCTBUS WHCOMHWUSI, HEPBO3HOCTD JIPYTHUE Mperaparhbl —
CEpPOTOHMHA B 3aBUCUMOCTH

oT (hOpMBI BBIITYCKA
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OxoHuanue maoba. 2

Lukinonon MMOKIIOHYC MSTKOTO Heba
MenaToHUH MuokJioHyc cHa

AZIPEHOKOPTUKO- OMC y neteit

TPOIHBIA TOPMOH,

KOPTHKOCTEPOUIBI,

a3aTUONPUH

BHyTpuBeHHBIC [MapaHeoTUtaCTUIECKWIT U MIUOTIATHYE-
MMMYHOIJIOOYJIMHBL  ckuit OMC

XemoaeHepBalus ®DoKanbHbII MUOKJIIOHYC, 0COOEHHO
0OTYJJOTOKCUHOM remudalagbHblii cria3M U HEOHbII
TUMa A MUOKJIOHYC, UHOT1a CIIMHATIBbHBIN

MUOKIIOHYC

AHTaroHMCT alETUIIXOJTH-
HEPrIYeCKUX PEIIETITOPOB,
MHTHOMpYET MapacuMIia-
TUYECKYIO CUCTEMY

WHIyumpyet CoOH myTeM
TOPMOXECHHUSI PETUKY-
JISSpHOM hopmalum

[onaBJisist aKTUBHOCTh
JUMGOLIUTOB U aHTUTEI,
MpernapaTbl HOpMaJIn3y-
10T BaslaHC HelipoMeana-
TOPOB

3amecTUTeIbHAS
Teparusi 6eJIKOB IIa3Mbl
JUTST TIOBBITIIEHUST
COJIePKaHMUST AaHTUTEIT

B KPOBH 110 (hU3MOJIOTU-
YECKOTO YPOBHSI

XemoaeHepBalus
MBILILBI C OJI0KaI0M
BBIOpOCA alleTUIIXOJIMHA
B HEPBHO-MBIIIIEYHOM
cHHarce

CyxocCTb BO PTY,
HapyIIEHUS 3PSHMSI,
3a110p, TaXuKapaust

TonoBHast 60Jib,
COHJIMBOCTb, PBOTA,
napest

Cunnpom Kyimnra,
3a/1epKKa XUAKOCTH,
KapAMOBaCKYJISIpHbIE
OCJIOXHEHUS, s13Ba
JKeJTy/IKa, OCTEOI0Opo3,
MHGEKIUH, caxapHblii
JIMa0eT, paHHEE 3aKPbITHE
30H POCTa, JIEHKOMEHUsI,
TPOMOOLIUTOTIEHMUS,
TOLIHOTA, PBOTA

TonoBHas 6oib,
TOLITHOTA, PBOTA,
TTACTIETICHSI, apTePUaTb-
Hasl TUIIO- WJIW THITep-
TEH3WUsI, TAXUKAPIVIS,
LIMaHO3, OJIbIIIKA, AJUIep-
TUYECKUE PEaKInu;
penKo — TsKemnast
TUTIOTOHWSI, KOJUTATIC,
MoTepsi CO3HAHMSI,
TUIIEPTEPMUSI, 03HOO,
MOBBIILICHHOE TTOTOOT/IE-
JICHUE, MAAJITAH

JlokaabHbIE: TEMAaTOMBI,
00JIb B MECTE UHBEKIIUU,
TPEXOASIIUe HAPYIIEHMUs
TTOXOJIKY U TBUKEHUST

B TeueHue 10 gHeii.
CucremHsle (y nereit
KpaiiHe peiku): o01ast
MbILIeYHas c1ab0CTh,
YTOMJISIEMOCTb,
TTUTUTIETHS, AUCTICTICUST,
He/IepXaHue MOYH,
TPUIITIONONOA00HbIE
peakiuu

HavanbHast mo3a 1 Mr/cyr;
TepareBTHIeCcKast 103a
6—80 Mr/cyT, mpuem
Kaxnple 12 4

3—5 mr/cyt

AIpEHOKOPTUKOTPOII-
HbI TOPMOH Ha3HAyaeT-
Cs1 BHYTPUMBIIIIEYHO

B TeueHue 2 Mec,
Ha4YMHas ¢ 2 pa3 B CyTKU,
3aTeM MOCTETNIEHHO 103a
CHIKAETCSI

1—-2 r/Kr/cyT B TeueHME
1 mec u 6onee

Hucnopt (paszpenieH
c2ner): 12,5-70 En
(4—10 En npu HeOGHOM
MUOKJIOHYCE);

yepe3 2 rojia OTMEYaeTcst
yiayumenue y 96 %
MalUEeHTOB

Ilpumenanue. * — o neuernuss OMC 0doza nedocmamounas. Xupypeuueckoe neuerue MUOKAOHYCA: OeKOMNpeccus nepugheputeckux nopaiceruii npu
nepughepuueckux MUOKAOHYCAX, CRUHAABHOM MUOKAOHYCe, CIUMYAAUUS MANAMyCca npu MUOKAOHYC-0UCmoHuU, pesexyus onyxoau npu OMC.
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