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[Mporpeccupyiorre MUOKIOHYC-3TWICTICUA — KITUHUYIe-
CKM M 3THOJIOTMYECKU TeTePOreHHbIC TeHETUYECKHE 3a00JIeBa-
HUSI, XapaKTepU3YIOIIKNeCss MUOKJIOHYCOM, IeHepaln30BaHHbI-
MM TOHUKO-KJIOHMYECKUMU MPUCTYIIAMU ¥ IIPOrPECCUPYIOIIH-~
MM 1IepeOpaIbHbIMU PacCTPOMCTBAMU, TJIABHbIE U3 KOTOPBIX —
atakcus 1 ieMeHIwmst. [IpeobiamaHre MUOKJIOHUI C IPOTPecCr-
PYIOLLIMM TeUueHUEeM OOBSICHSIET O0ObeAMHEHUEe HE MeHee 15 Ho-
30JIOTMYECKUX (POPM, OTHOCHMBIX K MUOKJIOHYC-3IWICIICUU,
B onHy rpyiry. OQHaKo, Mo JaHHBIM MapceabCKOM TPYIIIbL CO-
[JIACOBaHUsI, aOCOMIOTHOE OOJIBIIMHCTBO COCTABJSIIOT IISATH 3a-
OoneBaHUIi, a MUMeHHO: OoJjie3Hb YHbeppuxta—JlyHadopra

(BVYJI), 6one3un Jladopa, cunnpom MERRE HelipoHanbHBIM
LepOUTHBIN TunodycimHo3 u cuamunos [1]. Kimonyc (ot rped.
clonos) — 310 IBIKeHNE. MUOKIIOHYC — 3TO apUTMUYHBIE/PUT-
MUYHbIE, HEMPOU3BOJbHbIE ObICTPbIE KPATKOBPEMEHHBIE MbI-
LIeYHbIe COKpallleHUs, 0OYCIOBJIEHHbIE BOBJIEUYEHUEM B MaTO-
JIOTUYECKHUIA TIpoliecc LEHTPaIbHOW HEPBHOI cUCTeMbI (MTO3U-
TUBHBI MUOKJIOHYC). Hapsiny ¢ 3TuM pa3inuyaioT HeraTUBHbBII
MUOKJIOHYC, pealu3yeMbIil KPaTKOBPEMEHHBIM BBIKIIOUEHUEM
MBIIIIEYHOTO TOHyca. B ocHOBe 3aboseBaHMs JieXaT TeHeTHuYIe-
ckue (hakTopbl, B YaCTHOCTU HAPYIIEHUSI B MUTOXOHIPUATLHOM
reHoMe, JIM0O HaceACTBEeHHbIEe 00JIe3HU oOMeHa [2].
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[MpuBOIMM KIIMHNYECKOE HAOIIONEHME.

Ilayuenmka P.B., 1993 2.p. (24 200a). Ha momenm ocmom-
pa npedssensem xHcaniobbl HaA NOCMOSHHblE 830pacueanus, nodep-
2UBAHUSL 8 KOHEUHOCMAX, NepUooUvecKy — 6He3anHle NadeHus,
evinadenue npeomemos u3 pyK, HeyCmouvugocms npu xoovoe,
CMpax ynacmo, 603HUKAIOUUIL 6 00UleCIMBEHHbIX MeCax, CHUNce-
Hue namamu. Co cr06 mamepu, bepemMeHHOCHb RPOMEKaNa ¢ yepo-
300 npepwiganus. Poovl 6 cpok, camonpouszeonvrole, Ha GoHe ocm-
poil pecnupamopHoii eupycroil ungexyuu (OPBH). Ommeuanace
caabocms podogoill desmenvHocmu (co ca06é mamepu, HA00
«gbldasausaru»), acgukcus 6 podax, Kegharoeemamoma 6 npa-
6oil memenroil oonacmu. Ouenka no wxanse Aneap 7/7 6arnos.
B 2 u 6 4 200a 6viau ghebpunvubie npucmynst Ha gpone OPBH, ocm-
poeo bponxuma. Pannee pazeumue — coenacto eospacmy. Hacneo-
CMBEHHOCMb N0 JNUAENCUU NO AUHUU Mamepu He OMs2oUeHd.
Omeuy ymep 6 42 eoda; npuuuna cmepmu ne ussecmua. Ceo0HoMYy
6pamy no mamepu 10 nem, 300pos.

Jlebrom 3abonesanus ¢ 10 nem (8 2003 e.), koeda enepsvie
cmanu 603HUKAMb KOPOMKUE MHONCECMBEHHbIE MUOKAOHUYECKUE
no0depeusanUs PasHuix epynin Molidy, paziudaouuecs no aMniumy-
de u wacmome, 6 meuenue 3 MUH, NPU COXPAHHOM CO3HAHUU, U NPO-
souupyembvle 3pUMeNvHoll CMUMyAAYUeil ¢ 4yacmomoii 0o 08yx pas
6 Hedento npu npobysucoenuu. Coenacho evinucke u3 0emckoii 601b-
HUUbL, Kyoa nayuenmka 0viaa 20CRUMAnu3upo8and, 6 Heepoao2U-
YeCKOM CMamyce 04az060i He8PON0UMECKOL CUMNMOMAMUKU He
8bISI6ASLN0CH, UHMENNEKI COOMBEMCME06an 803pacmy. Yemanos-
NeH OUaeH03: HBeHUAbHAA MUOKAOHU4eckas anuaencus (FOM3).
Ha3znaueno aeuenue: denakun-snmepux 15 me/ke 6 cymku ¢ noao-
acumenvuovim Ipghexmom. Janee nabaodarace 6 0emckoil opoo-
CKOUl He8pON02UHECKOll NOAUKAUHUKE, nepeéedeHa Ha 0enaKuH-Xpo-
o 900 me/cym. Bo epems pymuHnnol 31eKmpodnyedaroepaduu
(D3I) om 2004 e. pecucmpuposanuce dugghysusie paspsadst 6bico-
KOAMNAUMYOHbIX mema- U 0eabma-60aH, npeodaadaruux no amn-
aumyde 8 MeMeHHO-3aMblAOYHbIX OMeedeHusx. Inurenmupopm-
HOU QKMUBHOCMU He Bbls61eHO.

B 12 aem (& 2005 e.) — noémopHas eocnumanu3ayus 8 00-
HY U3 demckux 00AbHUY, 8 CE:3U C NOBMOPSIOUWUMUCS (NPUMEDHO
a3 6 Hedenr)) MHONCeCMEEHHBIMU HACUALCMBEHHbIMU NO0ePUBA-
HusAMU YK 6e3 nomepu CO3HAHUSL C 8blNAOeHUEeM NPeoMemos, Kue-
KOM 20/108bl, NPEUMYUeCMBEHHO NOCAe NPUeMa NUWU 80 8MOPOLL
nonosumne OHs. B Heepoaoeuneckom cmamyce ommeueHo oxcugne-
Hue cyxoucunbHolx peaexcos. Koenumugnoie gyynkyuu coxpame-
Hol. Ha D3OI «lenepanrusoganHnoie OunamepansbHo-CUHXPOHHbIE
paspsadsl 0cmMpuiX 60AH amnaumydoii do 400 mkB ¢ akuyenmom
6 3amuliouHbIX omeedenusx. O6paujaem Ha cebs BHUMAHUE He3pe-
A0CMb OCHOBHOU OUOINeKMPUHECKOl aKmugHocmu mosea». Pexo-
MEHO08AHO NPOOOANCUMD AeUeHUEe BAAbNPOAMAMU: OeNAKUH-H-
mepuk 25 me/ke 6 cymiiu.

B 13 1em (6 anpene 2006 e.) — eochumanuzayus u 06c1e00-
eéanue ¢ HIIL[ nomowu demsam. uaenoz FOMD noomeepacoen.
Ilpu nposedenuu maenumuo-pesonarcroil momoepapuu (MPT)
20108H020 M032a OPeAHUYECKOL namoaoeuu He evisigaeHo. Ha py-
munnoti DI pecucmpupyromes oug@ysuvie pazpsaovl MeOAeHHbIX
601H 0eabma-o0uanasona, KOMHAEKCbl NUK-B0AHA C AKUEHMOM
8 UEHMPAaNbHO-MeMeHHbIX omeedenusx. HHoekc snurenmughopm-
HOU akmueHocmu cpednuil. B neeponoeuueckom cmamyce: cena-
JHCEHHOCMb NPABOU HOCO2YOHOU CKAAOKU, 0XCUBNCHUE CYXONCUNL-
Hbix pegnekcos. Tlcuxuueckoe pasgumue coomeemcmeyem 603-
pacmy. Pexomendosano: k easvnpoamam (0enakuH-3Hmepux
1500 me/cym) dobasume aamompudxncur 100 me/cym. B vinucke
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ommeueno, 4mo Ha yoHe peKoOMeHOYeMOll cCXxeMbl AeHeHUst MUOKA0-
HUU KYRUPOBAAUCH, HO COXPAHSAACH INUAENMUDOPMHAT AKMUG-
Hocme Ha DI

B oanvneitwem npoeodunace noaumepanus paznudHsiMu
KOMOUHAUUAMU NPOMUBOINUNENMUYECKUX Npenapamos, 2oe
6a308blM npenapamom 0cmaeardachb 8aabnpoesas Kucioma:
sanvnpoamsl + monupamam, negemupayemam, IMOCYKCumuo.
O0rnaxo nepuoduuecku HAOAOAAUCL 2eHEPANUZ08AHHbIE CYOO-
POdCHBLE npUcmynsvl npobyxcoerus. B ambyramoproii kapme ae-
YauwUM 8pa1oM ommeuandacb Cmoukas dnuienmugdopmuasn ak-
muerocms Ha DII.

Kaunuueckoii pemuccuu yoanoce dobumoscs Ha KOMOUHA-
yuu nesemupayemam 3500 me/cym + eanvnpoesas Kucaoma
1250 me/cym. Yeeauuerue 003vl 6an16npoamos npueooUn0 K 6bvl-
pasicenHomy mpemopy pyk. JaumensHocms pemuccuu — 0K040 2.1em.
3amem 60300HO8UAUCH MUOKAOHUYECKUE NPUCIYNbL U 2eHepanu-
308aHHble cy0opodicHble npucmynst npooyxcdenus. Ha MPT ne-
gblcoK020 paspeuwienus (om 2011 e.) — npuznaku cmeulanHoll Ha-
DYIACHO-BHYMPeHHell eudpouedaruu.

C 18 aem (c 2011 e.) HabaoO0aemes: OKPYICHbIM HEBPONO2OM
no mecmy ocumenscmea u 6 MedgicokpyscHom omoeneHuu napo-
kcuzmanvrvix cocmosnuil (MOIIC). B okmsbpe 2013 e. — cpuvié me-
OUKaMeHMO3HOU PeMUCCUU 8 C8A3U ¢ Nepexo00M HA 2eHEPUHECKYI0
hopmy nesemupavemama (Komeupon). B danvrheiiwem naznauanaco
xennpa 6 cupone 3000 me/cym, KoH8YAEKC NPONOHUPOBAHHbLI
1500 me/cym, ommeueno yuaujenue MUOKAOHUHECKUX NPUCIYNOB.
B mapme 2016 e. eocnumanusuposana ¢ I'KB No68 ¢ cepueii muo-
KA0HUueckux npucmynos. B anpene 2016 e. ¢ 3axarouenuu MOIIC
duaenos: «FOMD. Tpyonokypabeavnas ghopma». K aeuenuro dobas-
aen Kaonasenam 1,5 me/cym. C anpens 2016 e. cy0opoichbix npu-
cmynog He 6vlio. Ommevaem ycunenue NOCMOAHHbIX MUOKAOHUYE-
CKUX nodepeusanuil 6 pyKax, Ho2ax, nadeHusi, NPoBouupyemvle
IMOUYUOHANbHBIM HANPSICCHUEM.

B uione 2016 e. dsaxcowr ynasa na neuiexoonom nepexooe,
6 ce:3u ¢ uem eocnumanusuposana 6 'Kb Ne29 um. H.D. baymana.
Heeponoeuueckuii cmamyc: 2opu30HmManbHblii MEAKOPAZMAUUCTbLI
HUcmaem, MUOKAOHUU 6eK npu 3akpvieanuu eras. Muokionuu
Moluiy, a3vika. Molueunslii moHyc He3HaUUMeAbHO NOGblUieH 8 Ne-
6bix Koneunocmsax. Cyxodcunsvhvie peghrexcol 6e3 uemkoil pazHulbl
cmopon, Hegvicokue. [lape3oe nem. Ilpu ocmompe obpawarom na
cebs GHUMAHUE 2eHepanu308aHHble MUOKAOHUU, 00abuie cresa.
Amakcus npu 6binoaHeHUU KOOPOUHAMOPHbIX NPOO, Ooablue ciesa.
IIpu xo0bbe Heycmotiuuea, OMKAOHAEHCA 61€60.

Tunexonoeuveckuii anamue3: ducgynkyus auunukog. C saH-
eaps 2016 e. — amenopes. Y3HU opearnos manoeo masa: sxonpusna-
KU NOAUKUCMO3HBIX AUMHUKOB.

Koncyaomayusa opmanwvmonoea: namonoeuu enasnoeo oLa He
8blA16/1€EHO.

MPT 201061020 MO32a NO PNUNENMON0LUYECKOL NPOSPAMME
(3 mecaa): 60K08ble HCeNYOOUKU PACUUPEHbL, KOHIYPbL UX POGHBLE.
Apaxnoudanshble npocmpaHcmed KOH8eKCUmManbHol no8epxXHocmu
Mo3ea ymepeHHO dughghysno pacuupenst. Mozoaucmoe meno 6 dop-
CanbHbLIX 0moenax Kopnyca u 6 obnacmu nepeuietixa UcmoH4eHo.
Tpaxkmor mo3oaucmoeo mena cuMmempuuHo 00e0HeHbl, CIMpYKmy-
pupogansl Ha omoenvHoie nyuxu (puc. 1).

Pesyavmamor nounoeo udeo-III-monumopunea: ocHos-
noit pumm, wacmomoii 9 Iy, amnaumydoii do 100 mx B, ymepenno
MOOYAUPOBAHHbLI, NPABUALHO20 30HANLHO20 epaduenma, ¢ pac-
npocmpanenuem Ha YeHmMpaibHvle U 8UCOUHbIE OMOebl NOAYUA-
pull, yMepeHHO 0e30p2aHU308aHHbII MEONeHHbIMU BOAHAMU, NO-
aughaznvimMu nomenyuaramu u epynnamu 6ema-eoan. Bo epems
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60dpcmeosanus 3apeeucmpuposana Oug@y3nas snuienmu-
@opmuas akmuenocmes 6 eude KOMNAEKCO8 NUK — MedAeHHas
601HA, OcMpas — MeONeHHAsl BOAHA C AMAAUMYOHbIM aKUeHMOM
6 JN00HO-UYeHmpPaibHblX omdenax noayuiapuii, uroeda S>D,
do 150 mkB. Bo cHe 3apecucmpupogano npucoeduneHue peauo-
HAapHOUl 2NnUNenmMu@opMHOI AKMUBHOCIU 8 8ePMEKCHbIX omde-
AaX NOAYWAapuii, ¢ pacnpocmpaneruem Ha cocednue omaenst no-
aywapuii, uHo20a ¢ Ou@@y3uvim pacnpocmpaumeHuem, 6 eude
KOMNAeKCc08 NUK — MeOAeHHAs: 60AHA, NOAUNUK — MeOAeHHas
B0/IHA, CCPYNNUPOBAHHBIX OCMPLIX 80AH, amnaumyooii do 100 mx B
(6 Hekomopuwix 3noxax 3anucu docmuzaem 90— 100%). B xo0e uc-
caedoganus, 60 epemsa 6OOPCMBOBAHUA U 80 CHe, NPeUMYUulecn-
6eHHO npu 600pcmeosanuu nocae npodyl’coenus, 3apecucmpupo-
8aHbl MUOKAOHUUECKUE INUNenmuteckue npucmyneol (6ceeo 15 npu-
cmynog). B odnom cayuae, 6 nonoscenuu cuos ¢ @blMAHYMbLMU
pyKamu, 6bia 3apecucmpupo8ar MUOKAOHUHECKUL NPUCMYN € NO-

BUMUBHbIM U CACOYIOUUM 3Q4 HUM He2amuGHbIM KOMHOHEHMOM
(nodmeepicoen Kpamrko8pemMeHHOU amoHuell Ha Muozpamme).
Kaunuuecku — enobanvhovie MUOKAOHYCbL UAU MUOKAOHYCbI HUIC-
HUX KOHeYHOCmell, 4acmo U3 Komopuix 6o1ee @bipajicenvl cae6d.
Ha 231 npucmynsi conpososcdanrucy ouggysnsimu paspsamu
KOMNAEKC08 NUK — MeOAeHHAs 60AHA, NOAUNUK — MeONeHHAs
80HA, CCPYNNUPOBAHHBIX OCIPLIX BOAH, C AMAAUMYOHbIM AKUEH-
mom 6 nepedrux omaoenax noayuapuii 0o 180 mx B (puc. 2). Tak-
Jce 6 xode uUcCcAe008aHUs OMMEHAAUCh INU300bl MUOKAOHYCA
8 6ude HU3KOAMNAUMYOHbIX nodepeusanuil pyk, Hoe, S>D,

0e3 snunrenmu@opmubix paspsa0oe Ha HII.
Ilcuxonespoaoeuyueckoe KoHcyibmuposanue no uikaae
MMSE. Ilayuenmka opuenmuposana 6 Npocmpancmaee, gpeme-
Hu u cobcmeennoll auuHocmu eepro (10 o6asnos uz 10). Obsem
KPamKoepemMeHHOl hamsamu He cHudicer. Bnumamensro cayuaem
3adanue, npasunbHO NOBMOpsem npedss8ieHHble C1064A U NblMa-
emcs ux 3anomuums (3 6asna uz 3). Ma-

memamuueckuil cuem 6 npeoeaax 00H020
decamka He HapyweHn (100 munyc 7
u 79 munyc 7), npu nepexooe u3 00H020
decamka 6 dpyeoti (93 munyc 7, 86 mu-
uHyc 7, 72 mumyc 7), ommeuaromcs 3a-
mpyOHeHUs 8 GblMUCAeHUU, K codcare-
HUlo, 0e3 Noay4eHUs 6epHo20 omeema
(2 6anna uz 5). Boinoanenue 3adanus Ha
GHUMaHNUe 3ampYOHeHO, 4mo ommeyaem
u cama navuenmrka. OOHAKO KOHUEHM -
payus Ha NOCMAeAeHHOIl 3adaye npueo-
dum K JceaaemuiM  pe3ysbmamam,
a umMeHHo — ydaemcs npousHecmu c1080
«3EMJIS» no bykeam naobopom, c He-
b6oabwoll naysoi Ha mpemoell Oykee

(5 6anno6 uz 5). Ilpu oyenke doacospe-

Puc. 1. MPT 20106H020 mo3ea. a — MPT T2 (Fat Supressed, pesxcum ¢ nooasérernuem cue-
HAAa om JHCUpo8oll MKAHU): cmpoerue, obvem u ouggepenyuposka eeuecmea eunnoKam-
noe 6e3 cmpykmypruvix Hapyuienuii; 6 — MPT AX T2: npuznaku HapyjicHo-8HympeHHell
eudpoyegharuu
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Puc. 2. Jlughgysnuiii pazpso komniekcoé nuk—e0ana, NOAUNUK—E0AHA, 3aPeeUcmMpUpo8aH-
Hblil nocae npodyycoeHus U KAUHUMECKU NPOSBAAIOUUIICS MUOKAOHUMECKUM NPUCMYNOM

MEHHOU namsamu Guls681eHO CHUdICeHUe ee
obsema. OmcpoueHHo cmo2na 60CHpOU3-
gecmu auulb 0éa caoea us mpex. Heyoau-
HOIMU OKA3aAUCh U NONbIMKU HA36AMb
€080 Nocae Kame2opuanbHoil NOOCKasKu
U NOOCKAa3KU MHOJCECMBEHH020 8bl60pa
(2 6aana uz 3). Ilpedmemuniii eHo3uc He
Hapywen. Ommeuaemcs HapyueHue cno-
cobHocmu K noemopeHuio @pasvl, cKa-
3aHHOU 8pauom, 6 gude «NpoAambvlea-
HUS» €08 UAU UX 3amenbl (2 6arna us 3).
Beinoanenue onepayuu uz mpex nocaedo-
eamenvHblX delicmeuil HapyuieHo (2 6an-
aa u3 3). UYmenue ne napyweno. Ilonu-
maem u epHO BbINOAHAEM HANUCAHHbIE
unempykyuu (1 6aaa uz 1). Iucomo doc-
moeepHO nposepums He npedcmagnsiem-
€ B03MOJCHbLIM U3-34 BbIPANCEHHBIX
Muokaonuii. Pezyavmamoi: 22—25 6an-
1086 u3z 30 6o3moxuchvix no wkase MMSE,
YmMo coomeemcmeyem neckKomy CHudice-
HUIO KOCHUMUBHBIX (DYHKYUIIL.

Tecm pucosanus uacog das ouen-
KU  3pUmMeAbHO-RPOCMPAHCIMEEHHO020
eHoszuca. Konmyp uugepbrama kpye-
Ablil, ommeuaemcs AUWb He3HAYUMeNb-
Hoe uckpueaenue 8 eude 1e2K020 Heco-
8epuleHcmea npu 3aMulKaHuu Kpyed.
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Ilpedcmasnensr 6ce yucaa na uacax, 0ONOAHUMENbHBIX YUCEN
Hem, Yugpol pacnonodcensvl 8 NPAsUIbHOM NOPSAOKe, 00HAKO pa3-
MeuwjeHue ux 6 Coomeemcmayuux Keaopanmax Ha yugeporame
HapyuweHo. Umeromces dée cmpeaku, pacnonodiceHHble He 8 UeHm -
pe uugepbrama, noKazvlearujue HenpasuibHoe pemMs, 00HAKO
COXpaHeHa pA3HOCMb 8 OAuHe CMmpenok (4acoeas Kopoue, uem
MUHYMHAS).

Takum obpazom, npu OaHHOM NCUXOHEBPONOUYECKOM MeC-
MUPOBAHUL BbIAACHO HAPYULEHUE MAMEMAMU1ecKo20 cuema, CHU-
JICeHUe KOHYeHMPAayuu 6HUMAaHUs U 00sema 00420CpOYHOL Namsamu,
ONMUKO-NPOCMPAHCIMBEHHASA ACHO3USL.

IIposeden Koncuauym 6 cocmase uaeHaA-KOPpecnoHOeHma
PAH npogeccopa B.A. Kapnosa, npogeccopoé H.A. 2Kudkosoii,
I1.H. Baacosa, 3a6. Hesponoeuueckum omdenernuem H.B. Mapeo-
croka, epaueil Heaposoeuueckoeo omoenenuss I'Kb Ne29, no pe-
3YAbMamam Komopozo 8blHeCeHo 3aKA04eHue: paHHuil 0ebrom 3a-
b0n1e6aHUs1, €20 NPocpeccUpyrOuUil XapaKmep,; eeHepaiu308aHHblil
acuMmempuyHblil NOAUCE2MEHMAPHbLL, 8 YeaoM OUp@Y3HbIL MUO-
KAOHYC, €20 3a8UCUMOCIb OM BHEUWHUX 8030elicmeuil, Komopoie
MO2YM KaK aKmusupoeamns, max u 0cAa0asims MUOKJAOHYC,; HAAU-
Yie KOHeYHOCMHOU U MYA0BUWHOU amakcuu (Komopas Hocum He-
nocmosiHHbLlL Xxapakmep). Bce amo ¢ KauHuveckoii mouxku 3peHus
no3zeonsiem omuecmu 3a001e6anue K epynne npoepeccupyrouux
MUOKAOHUYECKUX dnuaencull. Pekomendoeano eenemuueckoe 00-
caedoganue: nanens «JlecenepamusHule 3a601e8anus» AUb0 «Inu-
nencuu».

Oocyxkaenne. B tTaHHOM KJIMHMYECKOM HAOIIOACHUM Be-
OYIIUMU TPOSIBICHUSIMU CIyXKaT MUOKJIOHO-aTaKTUYEeCKUI
CHHJIPOM M pelKWe TeHEepaJN30BaHHbIE CYJTOPOXHBIE MPUCTY-
mel. Ob6pamaeT Ha cebs1 BHUMaHUEe HEYKJIOHHO TTPOTPEeIUeHT-
HOe TeueHue 3a0oeBaHms Ha (POHE aleKBATHOW ITPOTUBOAIIU-
JIENTUYECKON Tepanuu. B 1ieom, 1narHo3 MoxXeT ObITh chop-
MyJMPOBAaH KaK MHOKJIOHYC-3MUJIeNncHus, KOHKpeTHas ¢dopma
KOTOPOIl MOXET OBITh YCTAHOBJIE€HA TOJBKO T€HETUYECKM.
Bo Bcsakom ciydae, 1o KIMHUYECKOW KapTUHE CUAJIMI03
u cunapoM MERRF uckiouatorcs. Haubosee BepositeH cpe-
nu3eMHOMOpcKuil BapuaHT BYJI, KOTOpbIit OTHOCUTCS K 00JIb-
IO TPYIINe HacIeACTBEHHO-IEreHepaTUBHBIX 3a00JeBaHUN
LIEHTPaJbHOI HEPBHOW CHUCTEMbl, OCHOBHBIM KJIMHUYECKUM
CHUMIITOMOKOMIIJIEKCOM KOTOPOIA sIBIsIeTCSI PEHOMEH MHOKIIO-
Hyca [2, 3].

B 2017 1. ObUT TIpOBEZIEH TIOWCK TEHETUYECKUX MYTAlIWiA,
aCCOIMMPOBAHHBIX C HACJIEACTBEHHBIMU (DOPMAMU STWIIETICUH,
a TaKkKe C IPYTMMU HACJIeICTBEHHBIMU 3200JI€BAHUSIMU CO CXOJI-
HBIMU (DEHOTUITMYECKUMU MPOsIBJIcHUAMU (naHesb «Hacnenct-
BEHHBIE SMUJIETICUW»). JHAYUMBIX U3MEHEHUI, COOTBETCTBYIO-
IIUX KPUTEPUSIM TTOUCKa, He 00HapyXeHo. TakuM o0pa3oM, HO-
30JIOTUYECKUI TMAarHO3 B TaHHOM HAOJIOCHUN TTOCTABJIeH He
Ob1. [Ja 9T0 M He yauBuTedbHO. Tak, B HabJOAEHUU
M.M. Onunaka u coaBT. [4] U3 9 GOMBHBIX C TIPOrPECCUPYIOLIH -
MU MUOKJIOHYC-3TWJICTICUSIMU Yy TPOUX TMArHO3 YCTAHOBUTH HE
YIaJIOCh.

YauTeiBasi BBIIICONMMCAHHBIE KIMHUKO-WHCTPYMEHTAIb-
HBblEe TaHHBIe, HECMOTPSI Ha OTCYTCTBME TE€HETHMYECKOTO IO/~
TBEPKJIEHMUSI, CIIelyeT pacCMaTPUBATh JAHHOE KIIMHUYECKOe Ha-
OmoaeHre Kak KimHndeckuit penotun BYJI.

JuddepeHunanbHas AMarHOCTUKA Pas3sAUYHBIX hopm
MPOTPECCUPYIONINX MUOKIOHYC-3IUJICTICHII TTOAPOOHO Oomuca-
Ha B pykoBoacTBe mis Bpadyeit K.FO. MyxuHa u coabt. [3]
U TIpEeNICTaBlIeHa B Ta0JIUIIe.
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bYJI Bnepsbie Obl1a onvcaHa HEMELKUM BpadyoM [epma-
HoM YH(peppuxtom B 1891 1, a 3aTeM B IOKTOPCKOI nuccepTa-
LIMM IIBEACKOTO HeBpoJiora, rncuxuarpa M Ouojora IepmaHa
bepnapna Jlynnoopra B 1903 .

B Hacrosiiee Bpemst cuuratot, uto BYJI — 310 XpoHuue-
CKO€ MPOrpeccUupylolliee HacAeICTBEHHOE HelpoaereHepaTuB-
HOe 3a0oJieBaHUE, MPOSIBISIONIEECS] CTUMYJI-UYYBCTBUTEIbHBIM
MUOKJIOHYCOM, T€HEPaJTM30BAHHBIMU TOHUKO-KIOHUIECKUMU
MPUCTYMaMU C BO3MOXHBIM Pa3BUTHEM aTaKCUM, WHTEHLIUOH-
HOTO Tpemopa, au3apTpuu [2].

BVYJI aBnsieTcst peakuM HacjieACTBEHHbIM 3a00JIeBaHUEM
HEPBHOU CUCTEMBI C PACITPOCTPAHEHHOCTHIO OKOJIO OJIHOTO CITy-
yast Ha 100 ThIC. HaceneHUsI, OMHAKO B HEKOTOPBIX TOITYJISIIASIX
(®unnsaaus, Bocrounasa Benust, CeBepHast Adpuka) 3a60-
JIeBaHME BCTpeyYaeTcsl 3HAUUTENbHO 4Yalle (OAMH ciydyail Ha
20 ThIC. HaceJeHMUS).

YV 310poBoro yeaoBeka Ha JUIMHHOM Tuieue 21-it xpomoco-
MbI B JIOKyce q 22.3, UMeeTCsl TeH, KOIUPYIOLINI CUHTe3 OeJika
uucratrHa B (CSTB). benok nucratua B siBiisieTcst o6patuMbiM
KOHKYPEHTHBIM WHTUOUTOPOM KATEIICMHOB, COCTAaBIISIOIINX
TPYIITY IMCTEMHOBBIX ITPOTea3, HAXOASIIMXCS B Tu3ocomax. Oc-
HOBHasi GYHKIMsI KATeICMHOB — 3TO HECeJeKTUBHAsl JAerpajia-
LIMsI BHYTPUKJIETOYHBIX OEJIKOB, a TaKXKe yJacThe B TiepepaboT-
K€ aHTUTEHOB U MPOIleccax OKUCIUTEIBHOTO CTpecca 1 arromnTo-
3a. TakuM obOpazom, OanaHCc Mexay OejlKaMM LKUCTaTUHAMU
1 OenKaMy KaTeTiICMHAMU OTBEYaeT 32 HOPMaTbHYIO (DyHKIINIO
KJIETOK.

Y 6oabHbix BYJI nporcxoaut myTtanus reHa 6enka CSTB,
JIOKQJIM30BaHHOTO B JioKyce 21q22.3, B CBA3U € YeM HOPMaJIbHO
yukuunonupytoiero 6enka CSTB craHoBUTCS MeHbIIIE, a ypO-
BEHb KaTeTICUHOB, COOTBETCTBEHHO, 3HAYUTETHHO TIOBBITIIAETCS,
YTO 00YCIIOBJIEHO BBIXOJOM (hepPMEHTOB U3 in30coM. KoHeuHbIM
pe3yJIbTaToOM SIBJISIETCS] BBIPAXKEHHBIN AMcOaTaHC MeXIy Oenka-
MU Y CPbIB BHYTPUKJIETOYHOM peryisiiuu [5].

Knunnyeckas kapruna. [le6rot 3a6oneBanust — B 9—13 net
[6]. ManudecTHBIM TTPOSIBICHUEM OOBIYHO CITY>KAaT MUOKJIOHUH
TpU TIPOOYXIEHUU. 3aTeM OHU TPOTPECCUPYIOT M CTAHOBSITCS
MAacCCHBHBIMU, TIPE00OIaIAI0OT B MBIIIIIIAX TUIEYEBOTO TOsIca U pa3-
rubaTensix pyk. MUOKJIOHMY HapacTaloT MPU ABMKEHUUM U MO-
IYT TMEPEeXOAUTh B TeHEepaTu30BaHHbIE TOHUKO-KIOHUYECKUE
TIPUCTYTIBI, a TAKXKE TTPOBOIIMPOBATLCS PUTMUYECKON CBETOBOM
CTUMYJISIIIMEN W TIepeMellleHWeM IallMeHTa U3 3aTeMHEHHOTO
TOMeTIeHUs B cBeTioe. [1apayuieTbHO HapacTaloT SIBICHUSI MO3-
JKEUKOBOU aTakcuu. Bo3moxkeH mupamunubsiii neunmt. Otme-
YaloTCsl 9MOLIMOHATbHAsI JTaOUIBHOCTh, JAEMpeccHsl U JIeTKoe
CHIXKEHUE MHTEJUIEKTyalbHBIX TTOKa3aTesneil o Mepe mporpec-
cupoBaHus 3aboseBaHus [2].

B TeyeHuu 3abosieBaHUSI MMEET MECTO YepeloBaHUE
«OIIarOTIPUSITHBIX» U «HEOIATOTPUSITHBIX» THEH, 3aMEeTHO pa3-
JIMYAIOIINXCST MEXKIY cO0O0 TIO CTeTeHU BBIPAXXEHHOCTHU U Ya-
CTOT€ MMOKJIOHUYECKUX TMOAEPTUBAHUN U SMWICHTUYECKUX
Mapokcu3MoB. [1ponoTKUTEeNbHOCTh XU3HU HE CHMXKAETCS.
PanHuit ne6roT 3a601€BaHUS — 3TO MJIOXOU MPOTHOCTUYECKU I
npusHak. [Iporpeccupyioniyue, MacCUBHbBIE MUOKJIOHUU TIPU-
BOJISIT Yepe3 HECKOJIbKO JIeT K WHBATUAN3AINN OOJBbHBIX, Ofl-
HAaKO C TeUYeHWEM BpPEMEHU TMPUMANKUA MOTYT CTaHOBUTHCS
peakumu. B To e Bpemsi HeJaBHO YCTaHOBJIEHO Hajauyue
«MSITKO» (POPMbI MUOKJIOHYC-3TTMJICTICUM, & UMEHHO — 00-
ne3nu Jlagopa [7].

Jleuenune. BanbnpoeBasi kuciaoTa gBISIETCS IMperapaToM
BBIOODPA, CHIDKAET BHIPAKEHHOCTh MUOKJIOHYCA U YaCTOTY TeHe-
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Nudpdpepenyuarvnas duaeHocmuka MUoOKAOHYc-2nusencuil [3]

BYII

AyTOCOMHO-PELIeCCUBHBII

Ipy POU3BOJIBHBIX ABKEHUSIX.
IMpenMyIiieCTBEHHAS JIOKAIM3a-
[IMST — MBIIIIIBI JIEYEBOTO MMOsica
U pa3rudaresn pyK

TeHepann3oBaHHbIE TOHUYECKHE
I TOHUKO-KJIOHHUYECKUE TIPUCTY-
mel. Pexxe — aGcaHChI

Mos3keukoBasi aTakCust

KorHuTrBHBIE paccTpoiicTBa

TMupamunHbiii feunuT

3aMeuIeHe OCHOBHOM aKTUBHO-
CTH, TeHEPATM30BaHHbIE
KOMILIEKCHI «[TMK—BOJIHA», B 90%
citydaeB (DOTOCEHCUTUBHOCTD

MeuieHHOTIPOTPECCUPYIOIIEE

Cuammno3, tun [ Cunapom MERRF

Tun Hacaedosanus

AyTOCOMHO-PELIeCCUBHBII MarepuHcKuit

Muokaonyc

[MpenmyinecTBeHHAS JIOKAIHA3a-
LU — JMLEBas MycKyJiaTypa cs1y 84—85% GONBHBIX B TIOKOE

U IIPpU IMPOU3BOJIBHBIX IBUXKECHUAX

Ilpucmynst

TeHepanM30BaHHBIE TOHUKO-KIIO-
HUYECKUE MTPUCTYIIbI BCTPEUAKOTCS
y 69%, He SBISIOTCS 00JIUTaTHBIM
MPU3HAKOM, MOTYT BO3HUKATh 3
HECKOJIBKO JIET 10 OCHOBHBIX CHIM-
nromMoB. MHorma — napuuaibHble
TIPUCTYITB

IeHepan3oBaHHBIE TOHMKO-KJIO-
HUYECKUE MPUCTYTIbI

Amakcus

Mo3xeuKoBast aTaKCUst MoskeukoBasi aTakCust

Jemenyus

BbipaxkeHa yMepeHHO OO6aMraTHbIN MPU3HAK

Jpyeue Kaunuveckue nposgaeHus

HeiipoceHcopHasi TyroyxocThb,
aTpodust 3pUTETbHBIX HEPBOB, pac-
CTpOICTBAa BUOPALIMOHHOM YyBCT-
BHUTEJILHOCTU M CYCTaBHO-MbIIIIEY-
HOro 4yBcTBa. [Ipu3Haku muomna-
TUU BbIPAXEHBI YMEPEHHO

WJIU 1200

[Iporpeccupytoliee paccTpoiicTBO
3PEHMSI, BIUIOTH JI0 CIIEMOTHI. Xapa-
KTepHbIE U3MEHEHMUsI Ha [TTa3HOM
JIHE B BUJIE «BUIIIHEBOW KOCTOUKM»

HUszmenenus na 39T
3aMeieHue OCHOBHOM aKTUBHO-  [eHepain30BaHHbIE KOMITIEKCHI

CTU, TCHEPAJIM30BAHHLIC ITNMKU, OCT- <«IIOJIMITUK — BOJIHA»
PbIC BOJIHBI

Teuenue 3abonesanus

[Mporpeccupyroiee BapuabenbHoe

OOMraTHEIN MPU3HAK, HAOIIOTAeT-

Bounesub Jlagopa

AyTOCOMHO-PELIECCUBHBII

MaxkcumaabHO BBIPAXEH B COCTOA-
HUMU IMOKOA

TeHepann3oBaHHbIE TOHUUYECKIE
WJTH TOHUKO-KJIOHUYECKUE ITPUCTY-
miel. Pexke — abcaHcnl. [1pocThie
MaplyaibHbIe PUCTYIIBI C HAPY-
IIIEHUEM 3PUTETbHBIX (DYHKIIUI

Mo3xeuKoBast aTaKCUst

CHMXKEHMEe MHTEJJIEKTa C MCXOA0M
B IEMCHIIUIO

YMepeHHble TUpaMUIHbIE HApYIlIe-
Husi. KopkoBble HapylIeHusI: arpa-
KCHsI, arTHO3MsI, CJIeTIoTa

3amMeuieHe OCHOBHOI aKTMBHOCTH
(ona. [eHepann30BaHHAs TTOJIU-
MHK-BOJHOBAs aKTUBHOCTh. Perno-
HapHast SIIMAKTUBHOCTD B 3aThUIOY~
HBIX oTBeieHUsIX. PoTOnapoKcus-
MaJibHasl PeaKIIust

BricTpornporpeccupyloniee

paJM30BaHHBIX CYAOPOXKHBIX TTPUCTYIOB. KiloHa3emnaMm 1 BbICO-
KHe 03Bl MMpaleTaMa TakKKe WCIIOJIb3YIOTCS B JICYCHUM MUO-
kioHwmii. JleBetupatetam 3 HEeKTUBEH B OTHOLIEHUN O0OUX TH-
1moB npuctynoB. TomupamaT U 30HUCAMUI MOTYT IIPUMEHSIThCS
B Ka4yeCTBe AOIMOJHUTEIbHOM Tepanun. CUMIITOMAaTHYECKOE Me-
IUKaMEHTO3HOE M BOCCTAaHOBUTEJILHOE JICYCHUE, B TOM JHCIIe
W TICUXOJIOTWYeCKast TOIIePXKKa, SIBJISIETCS] OCHOBOM yxoma 3a
JAHHBIMU TTALAEHTAMMU.

CylIecTByeT psii IpernapaToB, KOTOPhIE YCYIyOIsSIOT Te-
yenue BYJI: Hanpumep, (GEHUTOMH OTIrOLIAET BbIpaXKEH-
HOCTb HEBPOJOTMYECKOI CMMIITOMATUKU U JaXkKe YCKOPSIET e~

reHepanuio Mo3xedka. biokaTtopsl HaTpHUeBBIX KaHAIOB (Kap-
OamaszennH, OKCKap0OasenmwH) W TpernapaThl TaMMa-aMWHO-
MacCJISTHOW KMCJIOTHI (TMaradbuH, BUTabaTpuH), a Takxke rabda-
MEeHTUH U MperadaiuH MOTYT arrpaBUpoOBaTh MHOKJIOHUYE-
CKUe€ MPUCTYTIHI.

IMauuentsl, crpagaomue bYJI, HyXmalOTCd B TOXU3-
HEHHOM KJIMHWYECKOM HaOIONeHUN, B TOM YHUCJIEe B TIOXU3-
HEHHOU MeINKaMEHTO3HOU Tepanuu U KOMIUIEKCHOU peabu-
qutauuu [8].

MpbI counu 1eecoo0pa3HbIM OMyOJIMKOBATh JaHHOE Ha-
OJII0ZICHUE B CBSI3U C PEIKOCTBIO MPOrPEeCcCUpPYIOINX MUOKIIO-
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HYyC-3TWIETICHIA; 3aTPYTHEHUSIMA B TUATHOCTUKE, OCOOCHHO Ha
paHHUX CTaAMsIX 3a00sieBaHusT (MALMEHTKA JJTUTEIbHO HAOJI0-
nanack ¢ auarHozom KOMD); oTHOCHUTETbHOI POJIBbIO TEHETUYEe-
CKOTO MCCJIeIOBaHUSI, MTOCKOJIbKY B MPUBEACHHOM CJlydae OHO

HAWHUYECHKUE HABNKWAEHUA

He TIPUHECIO pe3yibTaTa; W, HAKOHEL, TPYIHOCTBIO Teparuu
Y 3HAYUTETbHBIM BKJIAZIOM B JOCTIDKEHUE OIPEIEICHHOTO YCTIe-
Xa COBPEMEHHBIX MTPOTUBOMUICTITUICCKUX TTperapaToB, B ya-
CTHOCTH JIeBeTUpalleTama.
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HccnenoBaHye He MMeJIO CIIOHCOPCKOM MOAAEPKKM. ABTOPBI HECYT MOJIHYIO OTBETCTBEHHOCTD 3a MPEI0CTaBIeHIUE OKOHYATE b~
HOIi BepCHU PYKOITMCH B ITevaTh. Bce aBTOPBI MPUHUMAJIHM ydacTHe B pa3pab0TKe KOHIICTIIIMY CTaTbi U HarmucaHuu pykonucu. OKoH-
yaTeIbHasl BepCcHsl pYKOIMCH OblJIa 00OpeHa BCEMH aBTOPAMU.
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