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BBEJEHHUE

Mpl11e4HbIE TUCTOHUY SIBISIOTCA HIIMPOKO pacHpOCTPAHEHHOM, HO HE-
JIOCTaTOYHO M3YYEHHOW IATOJOTUEH, MPUBOIAIICH K BOSHUKHOBEHHUIO CE-
PBE3HBIX MEIMKO-COLMANBHBIX MPOOJIEM, YTO JIEMOHCTPUPYET aKTyallb-
HOCTb TAHHOM T€Mbl. MHOTOUHCIIEHHBIE TEOPUU PA3BUTHUS TUCTOHUYECKUX
TUIIEPKUHE30B HE MOJHOCTHIO PACKPBIBAIOT BOMPOC MaToreHe3a 3abosieBa-
HUSA. AKTUBHOE U3YUY€HHE MBIIICYHON JUCTOHUY MOTYYHIIO CBO€ HAUOOIb-
1iee pa3BUTUE B MOCJIEAHUE ACCATHIETUS. JTO CBSI3aHO C BHEJIPEHHEM B
MPAKTUKY JIAOOPATOPHBIX W HEHPOBU3YATU3AIMOHHBIX METOJIOB MCCIIEO-
BaHus. bonee toro, 6puTM opraHuzoBaHbl POHA MO U3YUYCHUIO NUCTOHHU
(Dystonia Medical Research Foundation) u Koanuiiys mo u3y4eHuo JUCTO-
Huu (Dystonia Coalition), k koTopsIM IIpHCOeIUHUINCH EBponierickast de-
aepaiusi HeBpojorudeckux oomiectB u OOmecTBo J[BUraTenbHBIX pac-
crpoiicte (European Federation of Neurological Societies / Movement
Disorders Society, EFNS/MDS). B pe3ynbrate ObUIH BBIACICHBI KITFOUCBBIC
CTYIE€HU JUATHOCTUKU 3a00JI€BAHUS U MPEJICTABIEHA COBPEMEHHAS KJIACCH-
¢dukarus, KOTopasi TECHO CBsI3aHA C KIMHUYECKOW KapTUHON. OHAKO KITH-
HUYECKas KapTHHA IAaHHOW MaTOJIOTUU HE OTPaHUYMUBAETCS JIUIIIb TUCTOHU-
YECKUM TUIepKruHEe30M. Kak moka3bpIBalOT MOCIEAHUE UCCIIEIOBAHUS, 3HA-
YUTEIbHBIA BKJIA]] B TEUYEHHUE 3a00JIEBaHKSI BHOCAT HEMOTOPHBIE MPOSIBIIE-
HUA. B mocneaHue ropl MOSBIISIETCS. BCE OOJIbINE MyOIuKaIuidi O BIUSHUU
HEJIBUTATEIbHBIX HApYyIIEHUW MPU MBIIIEYHONM IJUCTOHMM Ha KadeCTBO
KU3HU 3TUX ManueHToB. Ha ceronnsmHuii qeHb Hanbosiee 3(pGHeKTUBHBIM
METOJIOM JICUCHHUSI MBIIICYHBIX JUCTOHUM SBISETCS OOTyJIMHOTEpamus
(kmacc pexomengaruu A). OmHAKO JIGYCHUE ITOW MATOJIOTHH JI0 CHUX TIOP
OCTaeTCsd CUMITOMATHYECKUM, a KOHIIEMIHS MYJIbTUMOJAIBLHOIO MOJIX01a
B T€paruu, HAIIPaBJIECHHOTO Ha KOPPEKIIUIO KaK IBUTATEILHOT0, TAK U HEMO-
TOPHOTO KOMIIOHEHTa 3a00JeBaHUs, TpPeOyeT HaibHEeWlIell pa3paboTKHU.
[IpruMeHeHrne B MPAKTUUECKON NESATEIbHOCTH PE3YyJIbTaTOB UCCIEIOBAHUH,
MOCBSIIIIEHHBIX NaTO(U3NOIOTUUECKUM, TeHETUYECKUM, JTUArHOCTUUYECKUM
aCIleKTaM MBIIIECYHBIX JUCTOHUM, MO3BOJUT MOBBICUTHh Kau€CTBO JICYEHUS
ATOTO CIIOKHOTO 3a00JICBAHMUSI.



I's1aBa 1

MMOHATHE O MBIIIEYHOHW JUCTOHUU

1.1. HUcTopuveckue acneKThbl

B cpennue Beka OyiieBania Tskemnas, 4aCTO CMEPTEIbHAs, 3arajgoy-
Hasi 00JIe3Hb C MHOTOBEKOBOW HCTOpPHEN MOJ Ha3BaHUEM SProTusM (OT
¢dpaHIry3cKOoro ergot «CropbiHbs»), WIH «AHTOHOB OTOHB» («OTOHb CBS-
TOro AHTOHUS). [IpuunHbI 3TOTr0 3200JI€BaHUs CBSA3BIBAIIN C OTPABICHUEM
CIIOPBIHBEW B pe3yJibTaTe YMOTPEOJICHUS PKAHOTO Xjeba, MOPakeHHOTO
ckieporusaMu (Mutienuit rpuba). Bemblku 3TOoro 3a001eBaHuUs MOSBIIA-
nvch B EBponie Ha NpOTSKEHUH BEKOB, YaIll€ B pallOHAX C BIIAXKHBIM U MPO-
XJIAAHBIM K1uMaToMm — B ['epmanun, llIsenun, @panuuun, I onnanauu, Poc-
CHH, — U Yallle CIIy4aJIuCh B TOJIOJHBIE HEYPOKANHBIE TOAbl. CMEPTHOCTH
OT «OTHSI CBSITOTO AHTOHHUs» OblJla COMOCTaBUMa CO CMEPTHOCTHIO OT
YyMBbl, HAIpUMEp, snuaeMus 922 roga B AKBUTaHUH, PETUOHE HA F0T0-3a-
nage @pannuu, yaecna xu3au 40 Teicad yeaoBek [ 1].

Puc. 1. Matuac I'proneBansa. M3enreiimckuit antappb (1512—1516 rr.).
N300paskeH MamueHT rocuTaIs aHTOHUTOB B M3eHreiime,

CTpaJArOIINHN TSAKEIBIM 3PTOTU3MOM
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Jlpyroe Ha3BaHHWE JAHHOTO 3a00JICBAHUS — «KOPYU BEIbMBI» WU
«BEJIbMUHA KOpPYa», KOHBYJbCUBHBINA 3protusm (puc. 1). Knuanuecku 60-
JIE3Hb TPOSABISUIACH OOJIE3HEHHBIMU TOHHUYECKUMH CYJIOpPOTaMH Pa3HBIX
TPYIII MBIIII], B TOM YHUCJE crudareieil KoHeUHOCTeH (puc. 2), KOPEIIKO-
BBIMH 0O0JISIMH, CYJIOpPOTaMHM IJI0TaTeIbHON MYCKYJIaTypbl, apedIeKcue cy-
XOXKWINH, CIYTAaHHOCTBIO CO3HAHUS, MNCUXO3MOIMOHAIBHBIMU IIPUCTY-
namu.

Puc. 2. Xoizunrep (Heusinger, 1856 r.), Bocnp. o Barger (1931 r.).
N300pakeHbl KITMHUYECKUE BApUAHTHI JUCTOHUH KOHEYHOCTH Y OOJIBHBIX,
CTpaJaroNX KOHBYJIHLCUBHBIM SPTOTH3MOM

[lepBbie omucaHWs MBIIIEYHOW TUCTOHUM ObUTH CHI€JIaHbl HEMEIIKUM
HeBposoroM ['ycraBom IlIBansbe (Gustav Albert Schwalbe) (puc. 3) B
1908 r. Ha mpuMepe ceMelHOro ciay4dasi 3a00JIeBaHUs y TPOUX AeTel (IBYX
OpaTheB M X cecTpbl). OAHAKO OH PACIIEHUII 3TO 3a00JIEBaHUE KaK «IICUXO0-
reHHoe» [2].

Teonop Luren (Ziehen) (puc. 4), Hemenkuii HeBpoior, B 1911 r. pac-
[IEHUBAJ 3Ty OOJIe3Hb KaK CBOECOOPa3HbI «TOHMYECKHI TOPCUOHHBIN
HEBPO3Y.

B stom ke 1911 r. npyroit Hemeuxkuii HeBposor, ['epman Onnenreim
(Oppenheim) (puc. 5), cooOUMI O MOXOKKX PACCTPOMCTBAX JIBUKCHUU U
BIIEPBBIC 0OOCHOBAJI OPTaHUYECKYIO MMPUPOY JTAHHOTO CTPaJaHus, XOTS U
OTpHIIA] €€ HaCIeACTBEHHBIN XxapakTep. OOpaTusl BHUMaHUE Ha XapaKTep-
HbIE BpallaTeJIbHbIC U CTHOATENIbHBIE YCTAHOBKHU TYJIOBHINA MPU XOJbOE,
OBICTpBIC, UHOTAa PUTMHUYECKHUE, TUTICPKUHE3BI, MPOTPECCUPOBAHNE CHUMII-



TOMOB, IPUBOAAIIEE K CTOMKUM AehopMaIiysM mo3sl. OnmneHreim mpeio-
KU JIBa pa3HbIX Ha3BaHUS ISl TOTO cuHApoMa. OQHO M3 ATUX HAa3BaHHM
— «IIporpeccupyromuii u3rud mno3BoHouHUKa» («Dysbasia lordotica
progressiva») oTpaxkajio XxapakTep HapylIeHUs OXOJKHU U TeUCHUs 3a00J1e-
BaHUs (CHa3Mbl U MOCTypaiabHas Aedopmalius, pa3BUBAIOIIAIC Y JIeTEH).

Puc. 3. I'ycraB Anp0ept 11IBans0e Puc. 4. Teonop luren

x;:%;—;; e
- - * - i

Puc. 5. I'epman Onnenreim



Btopoe Ha3zBanue — «J/lepopmupyromias MbllieyHasi JUCTOHUS
(«Dystonia musculorum deformans») oTrpakano U3MEHYHBOCTb TOHyCa U
nedopmanui mo3bl, K KOTOPbIM B KOHEYHOM UTOTE MPUBOIUT 3a00JI€BaHNE
(moxojKa, MOX0Kasi Ha «IOXOJIKY BEpOJ0/1a», U MPOrPECCUPYIONMINI TUI
Teuenus). [locnennee Ha3BaHUE CTANIO UCMOJb30BATHCS TIOBOJIBHO IIMPOKO
[2]. Hy>kHO OTMETHTB, 4TO N300pa’keHUS TUCTOHUIA HAXOIUIN Ha KapTHHAX
emie XV u XVI BB. Hanpumep, nosnoxkenue cron Xpucrta Ha «Pacnsaruu
Xpucra» ¢ UEHTPAIbHOW YacTu M3E€HreMMCKOro ajiraps UMeEET MPU3HAKU
JIBYCTOPOHHEW IUCTOHUU CTOIBI (pUC. 6).

Puc. 6. Martuac I'proneBanb. M3enreitmckuii antaps. Pacniarue Xpucra
(1512-1516 r.)

B 1919 r. nosiBuinace obo0maromas padora Mennens (Mendel), rae
JaHO omnucaHue 33 cllydaeB TOPCUOHHOM JTUCTOHUU W MPEJICTABJIEHBI €0
BBIBOJIBI O MPUPO/IE 3a001eBaHus. EMy IpHUHAIICKUT TEPMUH «TOPCUOHHAS
IUCTOHUS». Bompoc o HacineacTBEeHHOM mnpupoje 3a0o0JieBaHUST BO3HUK
cpa3y nocie neporo cooomenus I'.A. [lIsans0e (Gustav Albert Schwalbe),
KOTOPBIM OIKCal CEMBIO ¢ TpeMs 00JIbHBIMU cuOcaMu. BriociiecTBUU BbI-
SICHUJIOCh, YTO JIETH CUOCOB CTPaiajii TOPCUOHHOW NUCTOHUEH, a UX POIU-



TeNU — JIOKaJbHbIMU (hopMamu 3a0oJieBaHusl. B HacTosiiee BpeMsi HO30J10-
rusi 3a00JIEBaHUSI U ayTOCOMHO-JIOMUHAHTHBIN TUIT HACJEIOBAHUS B OIHU-
CaHHOM CeMbE HE BBI3BIBAIOT COMHEHUMH [2].

B 1926 r. C.H. [JaBujeHKkoB omucal OpaTa U CECTpy, CTPaJiaBIINX
MUOKJIOHUYECKUMU TMOJCPrUBAHUSMHU Ha ()OHE TOHUUYECKUX TOPCHUOHHBIX
cna3moB. B 1934 r. nmogo6Hoe 3a6oneBanue onucana T.E. Jlrobapckas. B
Havasie 1970-x rogoB E.JI. MapkoBoil ObLI J0Ka3aH HE TOJBKO KIMHHYE-
CKHI, HO U OMoxumuyeckui nonumopdusM 3adbosieBaHus. ABTOp omnucasia
AKMHETUKO-PUTUIHYIO (OpMY, UYYBCTBUTEIBHYI0 K MaJbIM J103aM
L-TIO®A, npu KOTOpOW CHUIKEHO COJIEPKAHUE KATEXOJIaMUHOB, UX TPE/I-
IIECTBEHHUKOB U META00JIUTOB B JIUKBOPE U IJIa3Me, IKCKPELUs ¢ MOYOM.
B aT0 )¢ Bpems B Snonun M. Segawa ObuT mOKa3aH JOMWHAHTHBIA THI
HaCJICIOBAHUS OJTHOM W3 TaKUX PUTHUIHBIX (hopM [2].

Baxubie pabotsl Obutn omyOnukoBanbl ®Dmatay u IlITepiauHrom,
bpermanom, ®penkenem, Tomamra, @epcrepom (Flatau, Sterling, Frankel,
Thomalla, Forster) u np.

Konery XX B. cTajl 3HaYUMBIM JJIs1 COBPEMEHHOTO TTOHUMAaHUs 3THO-
JIOTUU, TATOPUZHOIOTHUECKUX OCHOB M A((PEKTUBHBIX METOIOB JICUCHUS
JTUCTOHUH.

1.2. Jebununun (onpeaejeHue MOHIITHS «TUCTOHMS)

[Ton nucToHMEW MOHUMAIOT CUHIPOM KIIMHUYECKH U TEHETUUECKHU Te-
TEPOTreHHOTO JBUTATEILHOTO PACCTPOMCTBA, XapaKTEPU3YIOIIETOCs MOBTO-
PSAIOITUMHUCS HACUJILCTBEHHBIMU MBIIIICYHBIMU COKPAILICHUSIMH, ITOPaXKaro-
IIUMU OJIMH WK 00Jiee yYaCTKOB Tejla U 4aCTO MPUBOIAIINMU K (GOPMUPO-
BAHMIO ITATOJIOTMYECKUX 103 [3].

JlaHHOE ormpe/ieNieHre TUCTOHUU SBJISETCS KJIACCUYECKUM B HEBPOJIO-
TUU U OTPAKACT KIIMHUYECKYIO KapTHHY 3a00JI€BaHMsI, HECMOTPS Ha pa3Ho-
oOpa3zue mnposBiaeHuil. M3-3a MHOTOOOpa3us MaToJOrHYeCKUX JUCTOHUYE-
CKHMX 1103, pa3HO00pa3usi KIMHUYECKOW KapTUHBI TUIIEPKUHE3A, MBIIIEUHAsI
JTMCTOHUS SIBJISICTCS OJTHOW M3 HamOoJjee TPYAHBIX JJIsi JUAarHOCTUKH HO30-
JIOTHUH.

JIs TUCTOHUU XapaKTEPHO COKpPAIIEHWE MBIIII MOCTOSHHOTO WJIU
CIIa3MaTHUYECKOr0 XapakTepa. ITO COKpAICHUE MPOUCXOJUT KaK B MBIIII-
[[ax-arOHUCTaX, TaK U B MPOTUBOJCUCTBYIOIIUX UM MbIIIaM. [IposBieHue
TaKWX CIa3MOB HEJb3S MpecKa3arh [4].
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Manudecramnusa 3abo1eBaHUsS OTMEYAETCS B TPYJIOCHOCOOHOM BO3-
pacTe U XapakTepu3yeTcs: pa3BUTHEM (QYHKIIMOHAIBHOTO Jeduiurta B Ghop-
MUPOBAHUU MTATOJIOTUYECKON TI03bI, TTOSBICHUEM 3aTPYIHEHUM MTPHU BBITOJI-
HEHUU MPOGECCUOHATIBHBIX 00S3aHHOCTEH, BOSHUKHOBEHUEM COIHATBHOM
7e3aIalTalllK ¥ TICUHXOJIOTMYECKOTO TUCKOM(OpPTa, YTO MPUBOIUT K 3HAYH-
TEJIBHBIM BPEMECHHBIM M SKOHOMHUYECKHUM 3aTparam [5].

XpOHUUYECKOE TEYEHUE ITUCTOHMI, MPOrpeccUpyrollee TeYeHue, a
TaK)Xe TPYJIHOCTH B JICUCHUH HEPEIKO MPUBOJAT HE TOJIBKO K COIMATBLHOMN
Je3alanTali, HO U K UHBATUAU3ALMUKU OOJBHBIX. DTH (HaKTOpbI Ompee-
JSAI0T 3a00JIEBaHHE KaK «BAXHEUITYIO COIUAIBHO-MEIUIIMHCKYIO TIPO-
onemy» [6, 7].

HecMmoTpss Ha TO, 4TO UCTOpUSI U3YUCHHUS KIMHUKH, MOP()OIOTHH,
ATUOJIOTUU U TATO(U3UOJIOTMH HACUUTHIBAEeT OoJiee CTa JIET, MEXaHU3MBbI
Pa3BUTHUS JUCTOHHUH JI0 CHX IOP OCTAIOTCS HEIOCTATOYHO M3YYEHHBIMH H,
KaK CJICICTBUE, HE pa3paboTaHbl YQPEKTUBHBIE CXEMBbI JICUCHHSI, KOTOPHIC
YYHUTHIBAIA OBl KaK IIEHTpabHBIC, TaK U NTepudepruuecKue MEXaHU3MbI pa3-
BUTHUS [5].

1.3. DnuaeMuoJI0rus MbIIIEYHOH JUCTOHNH

OT MOMEHTa NEPBBIX ONMUCAHUN MBIIIEYHOW TUCTOHUU U 10 HACTOS-
IIEr0 BPEMEHU MPOBOAATCS SMUIEMHUOIOTHYECKUE UCCIEAOBAHUS JIJI BbI-
SCHEHUSI BCTPEUYaeMOCTH AaHHOTO 3a0oisieBanus. [lockonbKy He ObLIO crie-
HAPUYECKUX KIMHUYECKUX KPUTEPUEB U €AUHON METOJ0JIOTUU OCYIIECTB-
JIeHUsl TOJO00HOr0 pojJa MCCIEAOBAHUM, 3TO 3a00JEBaHHE CUUTAIHU J10-
BOJIHO pelKuM. B HacTosmiee BpeMs OHO HAXOJWUTCS Ha TPETbEM MECTE
Cpellr BCEX PACCTPOMCTB ABMKEHUM B HEBPOJIOTHH [8].

ITo nanubM Paiixens I'. (2012), pactipocTpaHeHHOCTh AUCTOHUN CO-
craBisgeT S0 ciydaeB Ha 100 ThIC. HaCEIEHUSI, HA IEPBOM MECTE HAXOASATCS
uepBukanbHbie guctonun — 20/100000 Hacenenus, 3arem Onedapocmnasm —
10/100000 u BcTpearolecs: 3Ha4UTEIbHO PEXe TeHEPATM30BaHHBIE U CET-
MeHTapHblie nuctonuu — 4/100000 [9].

PacnipocTtpaneHHOCTh cuHApOoMa Melka, B KITMHUYECKON KapTUHE KO-
TOPOT0 MPUCYTCTBYIOT CUMITOMBI OJjiepapocnasma U opoMaHaAUOYISIPHOM
TUCTOHWH, IIIMPOKO BapbUPYyET BO BceM Mupe. Mranbsackuii yuensiii Defa-
zio u ero kosuteru (2004) mpoaHaIM3UPOBAIIN ATUAEMHOIOTHYECKHAC TaH-
HbIe 14 HayIHBIX UCCIEIOBAaHUHN (POKATBHBIX TUCTOHUM, COTJIACHO KOTOPHIM
pPacIpoCTPaHEHHOCTh CErMEHTApHOU IUCTOHUU COCTaBMJIA
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2—20 % [10]. B npyrom ucciaeioBaHUM 3TH K€ aBTOPHI Ipy00 OIIEHUIIH pac-
MPOCTPAHEHHOCTh CETMEHTapHOM JUCTOHUM Kak 59 ciaydaeB Ha
1 mummmon. Bospact mocie 50 et — 3To He3aBUCUMBINA (haKTOp pHUCKa pas-
BuTHs cuHapoma Meika. O'Riordan u coaBTopsl (2004) caenanu MeTaHa-
au3 83 wHccaenoBaHUM, B KOTOPBIX CPEAHHMM Bo3pacT Hadaina Oneda-
pocrna3Ma u OpoOMaHANOYJIIPHON TUCTOHWHU ObLI BbIIIE 55,7 JET, TapuHre-
aJbHON NUCTOHMU — BbIlIE 43 jneT, nepBukaibHor auctonuu — 40,8 e,
nucyero cnasMa — 38,4 roga. OHU BBIABUHYJIA THIIOTE3Y, UTO KJIMHUYECKAs
KapTUHA 3a00J€BaHMs 3aBUCHUT OT BO3pacTa J1e0l0Ta HE3aBUCUMO OT I'€HO-
tuna [11]. KpoMe Toro, umMeroTcs gaHHble, YTO 4alle CUHAPOM Meilxka
BCTPEUAETCS Y KEHIIUH, YEM Y MYKYHUH, B COOTHOIICHUH 2:1.

Soland u coaBTopsi (1996 r.) omy0IMKOBAIM UCCIICIOBAaHUE O TCHIEP-
HOM TMpeBaJIeCHTHOCTHU Npu (oKaIbHOU (Osieapocna3M, cnacTuyeckas Kpu-
BOIIIEs, MUCYMNA CIa3M, JAUCTOHHUS CTOIbI) JUCTOHHMH, TJI€ COOTHOIICHHE
KEHILIHUH K My>XYMHaM cocTaBuio 1,6:3, Torna kak mpu cerMeHTapHou (Kpa-
HuorepBuKkaibHoi) — 3:1 [12].

HccnenoBanue, MpoOBEICHHOE B HAIIMOHAIBHOM TOCHHUTAJE U KOPO-
JIEBCKOM KoJuieke B JIOHJ0HE, BBISIBUJIO COOTHOIIEHUE )KEHITUH K MY KYH-
HaMm kak 1,92:1 [13]. C. Marsden, onuceiBasg 39 ciydaeB KpaHUAJIbHOU
JUCTOHUM TaKXKe, OTMETHJI CPEeAN HUX MpeoOsiajaHue KEHIUH ¢ COOTHO-
menrem 25:14 [14]. J. Jankovic and J. Ford noay4unnu nomgo0Hoe mpeobiia-
JaHue B TPYIINe KpaHUAIbHOU IUCTOHMM xeHIuH (62:38) [15]. D.D. Duane
(2005) BBICKa3an MPEANOI0KEHUE, YTO HETPOU3BOJIbHBIC IBHXKEHUS MOTYT
OOBSICHATBCS CcHeUM(UUYECKUM BO3JCHCTBHEM PEIEITOPOB ACTPOrCHOB
[16].

B Upnanauu B 2016 1. OBLJI0 IPOBEJEHO MACIITAOHOE HAIIMOHAIHLHOE
AMUJIEMUOJIOTUYECKOE HUcclieloBaHne (DOKaIbHOM NUCTOHUU C MaHU(pecTa-
e Bo B3pocaoM Bozpacte [17]. JlaHHbIN 1uarHo3 ObL yCTAaHOBJIEH CIie-
LHUATMCTAMU-IKCIIEPTAMUA B PACCTPOMCTBAX JBUKEHUMN. DBUIO BBISBIEHO
592 nanueHnTa ¢ oKaabHON TUCTOHUEH, CHMIITOMBI KOTOPOM BIIEPBHIE ITPO-
SBWJIKCH B 3pesioM Bo3pacte. [Ipu stom HacuuteiBanock 410 (69,2 %) 6071b-
HBIX IIEPBUKAJILHOW JTUCTOHUEH, IapuHreaabHol — 18 (3 %), nucToHueit y
My3bIKaHTOB — 17 (2,9 %) n opomanauoysipHoii — 6 (1 %). Pactipoctpanen-
HOCTB 3a0osieBanus coctaBuia 17,8 cimyyaeB Ha 100 000 Hacenenus. beuin
OMHUCaHbI TPEMOP, CETMEHTAPHOE PACTIPOCTPAHEHNE JUCTOHUU, KOPPUTHUPY-
IOIIME JKECThI, 00JIb U NICUXUYECKHUE CUMITOMBI. ABTOPHI C/ICJAIN BBIBOJ,
YTO PACpPOCTPAHCHHOCTh JAHHOTO 3a00JICBAaHMS HE OlICHEHA JOJIKHBIM 00-
Pa3oM U ee MoKa3aTesu 3HAUuTeNbHO Bblle. KpoMme Toro, Obliia BhICKa3aHa
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TUIIOTE3a, YTO JJUTEIbHOE BO3JICCTBUE COJIHEUHOTO CBETa MOXKET SB-
JATHCS (PAKTOPOM pHUCKa cra3Ma KpyroBbIX MbIII 11a3. [lo MHEHMIO aBTO-
POB, UMEHHO OTCYTCTBHUE JJIUTEIBHON MHCOJALMHN OOBACHIET HEOOJbIIOE
KOJINYECTBO MAaIMEHTOB ¢ OyieapocnazmoM B UpiaHauu, Mo CpaBHEHUIO C
apyrumu opMaMu JUCTOHUHU.

Hccnenoanne G. Defazio (2004) mokasayio, 4To pacrnpoCTpaHEH-
HOCTb MEPBUYHOU JTUCTOHUU paHKUpyeTCs oT 2 710
50 ciyyaeB Ha MWUIMOH ISl JUCTOHUU C PaHHUM HayaioM u oT 30 1o
7320 cnydaeB — ¢ Mo3AHUM HadajoMm [ 18].

bosnee ToyHOE AMUIEMUOJIOTHYECKOE UCCIEIOBAHUE C XOPOIIUM Me-
TOJOJIOTUYECKUM JU3allHOM OBLIO TPOBEICHO B pailoHE Hbm—ﬁopxa
(2004), rae BeIsiBIIEHA pacrpocTpaHeHHOCTh 111 ciaydaeB Ha MUIITMOH [
JVMCTOHUY C pAHHUM HAa4daJIOM y €BpeeB AlKeHas3u, a Takxe 600 ciaydaes —
¢ mo3aHUM HayajaoM B ceBepHoMl AHrimu u 3000 ciyyaeB — ¢ MO3JHUM
HA4aJIOM B UTANBAHCKOM nomyssanuu crapie S0 et [10, 19].

Portuectepckoe uccnegoBanue (1988 r.) mokaszajuo, 4To pacrpocrTpa-
HEHHOCTh (POKaTbHBIX (OpM AUCTOHUU cocTaBmiia 29,5 ciaydaes Ha 100 000
Hacenenus, a B Hero—Kactie — 12,9/100 000 [20].

Smuaemuonorudeckoe uccinenosanue ESDE (Epidemiological Study
of Dystonia in Europe, 2000), npoBenenHoe B 8 ctpanax EBpomsl, onpene-
JUJIO0  YacTOTy  PAacHpOCTPAHEHHOCTHM  IMEPBUYHOM  JIUCTOHUU B
15,2 cinyuaeB Ha 100 000 Hacenenusi, poxanpHoit — B 11,7 [21]. B Tabnuie
1 mpeacTaBiieHbl TaHHBIE PACTIPOCTPAHEHHOCTHU JUCTOHUI C paHHUM Hada-
JIOM B Pa3JIMYHBIX CTpaHaX.

Ta6nuna 1
Pacnpocmpanennocms oucmonuu
C PAHHUM HAYALOM (HA MUJIUOH HACEIeHUs)
HUccaeno- | Crpana, | Iu3aiin IHomy- | Bo3- Koua-Bo | Pacnpo-
BaHHe rojbl HCCJIeIOBAHUA | JISIUSA | pacT cJIyuyaeB | CTPaHeH-
ncciaeno- HOCTh
BaHUI
Zilberetal | Uspawnsb, | Jannabie uctopwmii | 455 169 | < 20 11 24
1949- 00JIe3HU B KIIMHH- JeT (12-43)
1959 KaX ¥ TOCIUTAJISX
Li et al. Kuraii, |«Otr gBepm k|63195 |Jlroboit |3 50
1983 JIBEPH» BO3pacT (10-150)
Nute et al. | CIIIA, HNannbie uctopuii | 40 6976 | JIroGoit | 2 34
1952— 00J1e3HU B KIIMHH- BO3pacT (2-124)
1980 KaX U TOCITUTAJISX
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Oxonuanue mabauywt 1

Nakashima | fImonus, | Cnemmamusupo- | 245000 | JIroGoit |1 14
1988 BaHHBIC IICHTPHI BO3pacT (0,1-23)
1993 paccTpoicTB ABU-
JKCHUMN
Risch CIIIA, Crnemmamusupo- | 1466800 | <28xer | 73 50
et al. 1990 BaHHBIC IICHTPHI (39-63)
pPacCTpONCTB JBU-
KECHUI
Castelon- |I'epma- | Crnenmaymsupo- | 1807000 | JIroGoit | 4 3
Konkie- | Hus, BaHHBIC IICHTPBI BO3pacT (0-6)
witz etal. | 1996- PacCTpOMCTB IBU-
1997 YKEHHI
Matsu- Anonns, | Cnenmammsupo- | 1459130 | JIroboi | 1 0,7
moto et al. | 2000 BaHHBIC IICHTPHI BO3pacT (0,02—4)
pPacCTpONCTB JBU-
JKCHUM
Butler Anrmus, | Hannaeie ucropwmii | 101 766 | JIroGoit | 4 40
et al. 1993- 00JIe3HU B KIIMHH- BO3pacT (11-101)
2002 KaX U TOCIUTAIAX

B Ta6HI/II_[e 2 NpeACTAaBJICHBI PC3YyJIbTAaThl KIIMHHUYCCKUX I/ICCJ'ICI[OBaHI/II\/JI
paciIpoCTPpaHCHHOCTH JUCTOHHUH C IIO3JHHUM HAYaJIOM B CXOJHBIX CTPpAaHaXx.

(Ha MUNLTUOH HACeNleHUs1)

Ta6muia 2
Pacnpocmpanennocmos oucmonuu ¢ no3oHumM Ha4aiom

Hccne- | Crpana, | Iuzaiin | [lonyasi- | Bospact | Jloka- Koua-Bo | Pacnpo-
JTOBaHUE | TOIbI nccJe- nus JHM3aIusl | CJIy4aeB | CTPAHEH-
uceJie- TOBAHUS JAUCTO- HOCTh
JIOBAHHUSI HUH
Lietal. | Kuraii, «Ot 63 195 JIroOoit dokanp- | 2 30
1983 JBEPH K BO3pacT | Has (4-110)
JIBEPH
Nutt CHIA, Hanneie | 406 976 | JIroGowt | dokanp- | 17 295
et al. 1952 UCTOpUI BO3pacT | Has (172-479)
1980 0ome3HH
B KJIMHU-
Kax "
rOCIUTa-
JISIX




Oxkonuanue madbauyol 2

Nakashima | Slmonusi, | HeBpomo- | 245000 | JlroGoit | ®okame- | 15 61
et al. 1988- THYCCKUE BO3pacT | Has (34-101)
1993 OTHEJICHUSA
Kandil et al. | Eruner, «Ot nmBepu | 42000 | JIro6oit | @okamp- | 4 100
1988 K JIBEPU» BO3pacT | Has (26-243)
1990
ESDE 8  eBpo- | HeBpomo- | 5792937 | >20 ner | ®okans- | 677 | 117
NEUCKUX | THYCCKUE Has (108-126)
CTpaH, OTJICIICHUS
1996
1997
Urtamus, | HeBpomo- | 67606 | JlwobGoit | @okams- |9 133
Defazio et | 1987- THYECKHE U BO3pacT | Hasl, Cer- (61-253)
al. 1999 Ip. OTIee- MEHTap-
HUS Hast
Castelon- I'epma- Hespomo- | 1807 Jlroboit | @okans- | 182 | 101
Konkiewitz | aus, ruaeckre | 000 BO3pacT | Hasl, cer- (84-119)
et al. 1996— OTJIEJIEHUS MEHTap-
1997 Hasi
Muller et al. | Utamus, | Ilomymns- 707 >50 ner | ®okanp- | 6 7320
2000 IIHOHHBIE Hast, Cer- (3190-
HCCIe0- MEHTap- 15640)
BaHUs Hasi
Matsumoto | Anonus, | HeBpomo- | 1459 Jroboit | @okans- | 146 | 101
etal. 2000 rudeckue | 130 BO3pacT | Has, Ccer- (84,5-118)
OTJCIICHUS MEHTap-
U JIp. OTJe- Has
JICHUS
Dung Le Hopge- Hespomo- | 508 726 | JIroGoit | @okanb- | 129 | 254
et al. THs, THYECKHe BO3pacT | Hasl, Cer- (212-301)
1999 OT/ICTICHUS MEHTap-
2002 Has
Pekmezovic | Cepous, | Hepomo- | 1602 JIroboii | @okanp- | 165 | 136
et al. 2001 rudeckue u | 226 BO3pacT | Has, Ccer- (116-159)
ap. OTAese- MEHTap-
HUS Hast
Butler etal. | Aurmus, | Jlanasie 101 766 | JlroGoit | @okans- | 43 430
1993- UCTOPHIA BO3pacT | Hasl, cer- (306-569)
2002 Oone3Hn B MEHTap-
KJIMHHKaX Hast
U TOCIHTA-
JISIX
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HOHY‘I@HHBIG IMOKa3aTeJIM 3a00JIEBAEMOCTH ITO3BOJISIOT IpCaAIoJIo-
JKUTb, YTO MbIIICYHAs AUCTOHHUA ABJIACTCA PCAKHUM 3a0oneBanueM. B To ke
BpEMA HECT BAJIMAHBIX KIIMHUYCCKUX KPUTCPUCB JUAI'HOCTHUKU 3TOI'O 3a00-
JCBaHUs, OTCYTCTBYIOT JHUAIHOCTHYCCKUC TCCThI NI 61/10Map1<ep51. Bce 310
ACJIacT HGI[OCTaTO‘lHOIL/i JAUArHOCTHUKY 3360H€BaHI/I${, da 3Ha4YUT, CHUXKXAECT TOY-
HOCTB SIIMACMHUOJIOI'HYCCKUX HCCHGﬂOB&HHﬁ. MHorue ITAalIMCHTHBI HC 06pa-
OIarTCA 3a MGHHHHHCKOﬁ IMOMOIIbIO HUJIM UM HCKOPPCKTHO YyCTaHABJIHMBA-
€TCA AUarHoas. n JAaXKC IMOITYJIIIHUOHHBIC UCCIICIOBAHUA HC MOTI'YT OBITB «30-
JIOTBIM CTAHAAPTOM».

1.4. DTHoJ0THSA ¥ NATOreHe3 NEPBUYHOM MBIIIEYHOH TUCTOHUH

HecMoTps Ha MHOTOUYHCIICHHBIE UCCIIEIOBAHNUS MEXAHU3Ma Pa3BUTHUS
MBIIIIEYHON TUCTOHUU, OCTACTCS MHOTO «OE€JIBIX MSITEH» B U3yUYEHUHU ITOTO
BOIIpOCA.

B Hacrosiee Bpemsi BeayIIeH SBISETCS TUIIOTE3a MYJIbTH(AKTOPU-
aJTbHOCTUA JIAHHOTO 3a00JieBaHUs, TJ€ T'e€HETUYECKas MpPeapacioyIOKeH-
HOCTh PEIN3yETCs BCIIECTBUE BO3ICHCTBHS DK30TCHHBIX (DaKTOPOB OKPY-
Karolien cpeasl [3].

JlanHO€ 3a00JieBaHHE HE UMEET YETKOTO U OJHO3HA4YHOro MophoJo-
TU4ecKoro cyocrtpara B mosre. OHaKO €CTh JaHHBIC, YTO JUCTOHUYECKAS
AKTUBHOCTH MBIIIII] peaiu3yeTcsl BCIAEACTBUE AucOananca HeHpohus3noio-
TUYECKHUX TMPOIIECCOB B KOPE TOJOBHOTO MO3ra, IMOJKOPKOBBIX SIpax,
CTBOJIE MO3Ta M KOPKOBBIX 30HAaX, YTO OOYCIOBJIEHO CYOKJIETOYHBIMU
HEUPOMEUATOPHBIMU M HEUPOJUHAMUYECKHUMHU HAPYUICHUSIMU B O3THUX
CTPYKTYpax, a Take MaTOJ0THUYeCKOM HHBEpCUEel (PYHKIIMOHAIBHBIX B3au-
MOOTHOWIECHUW MEXAY OTHEIbHBIMU MO3TOBBIMU CTPYKTYpamMHu, B TOM
YUCJIE MEXYy MPABbIM U JIEBBIM MOJIYIIAPUSIMU, MEKIY IIEHTPATbHBIMUA U
nepudepruIeCKUMHM 3BEHbSIMU TTOCTYpAJIbHOM perymnsuuu [3, 22, 23, 24].

Mexann3M OMOXMMHUYECKON AU3PEryJsiliiK, MPUBOIAIINI K pa3Bu-
TUIO TUCTOHUU, IO CUX TIOp OKOHYATEIbHO HEe n3ydeH. OqHu paboThl MoKa-
3bIBAIOT PA3BUTHE MBIIIECYHON JUCTOHHUM MPU HEAOCTATKE JodaMuHaA U U3-
ObITKE arleTUiIXxoJinHa. J[pyrue uccienoBaTeiam OTMEUAOT YBEIUYEHUE HO-
paJpeHaJiHa B BEpXHUX OyTrpax 4eTBEPOXOJIMHUS, KPACHBIX siapax U aedu-
UT HEHpOMeEIUATOpa B sipax rumnorajamyca (MeIHaibHOM U JIaTepaibHOM
MaMUWJUISIPHBIX AIPAX, 3aJHEM TUIIOTAIIAMAYECKOM, HaJl- U IPEIMaMUILISAP-
HOM U BOKPYTCBOJOBOM), a TakXe B sijipe JIproeca u roayoom msitHe [25].
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B peanuzanuu runepkUHE30B U3BECTHA POJIb JT0(DaMUHEPTUUECKUX,
xonuHepruuecknx u "AMK»spruuecknx cucrem mosra. OgHako HemOCTa-
TO4YHO 3 (eKTUBHAS TEpaMNus MpernapaTaMu, BO3ICHCTBYIOIIMMHU HA 3TH Me-
JMATOPBI, TA€T OCHOBAHUE MPENOI0KUTh HATMYHUE U IPYTUX OMOXUMUYe-
ckux Hapymenuii [4]. IIpeacraBiaeHbl pabOTHI ¢ HCOJIB30BAHUEM JKCIIEPH-
MEHTAJIbHBIX MOJIeJIeH M0 U3y4eHUI0 MOp(dOI0oruueckoro cyocrpara B ro-
JIOBHOM MO3T€ KUBOTHBIX. OJIHU aBTOPHI ONUCHIBATIN KIUMHUYECKUE MPOSIB-
nenusa [/l npu moOBpEeXKIEHUM TMOKPBILIKA CPEAHETO0 MO3ra U BEPXHEWU
HOXXKH MO3Xeuka. J[pyrue uccienoBaTenu Moayqdusiid pe3yabTaThl HAOII0-
JICHUU TPU OJHOCTOPOHHEM IMOBPEXKACHUU PETUKYJISIPHON dopMaliu Ha
YPOBHE KayJaJbHOM U JOPCAIIbHOW MPOCKIMU KPACHOTO sApa U BEPXHEU
MO3KE€YKOBOU HOKKH. OTMEUEHA BOBJICYECHHOCTh B MATOJIOTUYECKUN MPO-
1ecc sifep 3pUTENbHOTO Oyrpa (BEHTPOJATEPATbHOTO U MHTEPCTUILINATB-
HOT'0) U cyOTamamMu4eckou ooiactu [25].

B 2008 r. X.0O. Breakefield BmecTe ¢ coaBTOpamu mpoBen paboThl ¢
HCMOJIb30BAHUEM METOJIOB HEMPOBHU3yaIU3alMU: BOKCEI-OPUCHTUPOBAH-
Hoit Mopdomerpuu (BOM) u nuddy3noHHO-TEH30pHONW MArHUTHO-PE30-
HaHCHOW Tomorpaduu. C MOMOIIBIO ITUX METOIUK Mpu (PokadbHBIX (Pop-
Max IMCTOHHUH B BEIIECTBE IOJIOBHOTO MO3ra ObLIIN 3apErUCTPUPOBAHBI TOH-
Kue aHaToMuueckue Hapymenus [26]. C.JI. TumepOaesa (2012) B cBoeM Hc-
CJICIOBaHUH, IPUMEHUB ClieMaNbHbIE pexxuMbl: BOM, dhyHKIIMOHAIBHOM
MAarHUTHO-PE30HAHCHOW TOMOTpaduu U OAHOGOTOHHOW HSMHUCCHUOHHOU
KOMIBIOTEPHOU ToMOrpaduu, oka3aja HAIMYNE U3MEHEHUN B aKTUBAIlUU
MOTOPHOM 00JaCTH MOSACHON U3BWIMHBI. BbUIN BBISIBIICHBI HAPYIIEHUS 00b-
€Ma Ceporo BEIIECTBA B MOTYIIAPUSIX MO3XKEUKA M XBOCTATOM SIJIPE, a TAKXKE
JIOKaJIbHOE yBeIn4YeHue nepdy3uu B CKOpJyIe, CCHCOPHOM 00JlacTH Tpa-
BOI0 TOJyIIapUs U B MPEMOTOPHOM KOPE JIEBOrO MOdymapus. ABTOPOM
OBLJIO CAENaHO MPEATNOJIOKEHUE O CBSA3W JAHHOrO MaTTepHa ¢ (PyHKIIMO-
HAJIBHBIM COCTOSIHHEM T'OJIOBHOTO MO3ra, MPUBOASIIAM K HEMPOHAIBHOM
AKTHUBALIMUA U TUIIEPKUHE3aM. B OCHOBE COBPEMEHHON TEOPUU IMATOreHe3a
JTMCTOHUU JICKUT NATOJOTNYECKasl INTACTUYHOCTh MO3ra C Y4aCTHEM MOTOP-
HOTO U CEHCOPHOI'O KPYTOB, & TAKXKE CTPYKTYPHBIC U3MEHEHUS BEIIECTBA
TOJIOBHOTO Mo3ra [3].

3acIy’KMBalOT BHUMaHUs paOOThI, MMOKA3IBAIOIINE HATUYUE KIIETOY-
Hoit aerenepanuu. B 2004 r. K.Mc. Naught ¢ coaBTropamu BBISIBIII NEpH-
HYKJICApHBIE arperaTtbl, OOHAPYKEHHbIE B PETUKYJSIpHOW (opmaruu Ha
YPOBHE CPEIHETO MO3ra U HEMPOHAX CEPOT0 BEIIECTBA OKOJIOBOIOMPOBO/I-
HOM oOnactu y 4 maruentoB ¢ DY T1-aucronueit. Kpome toro, y Hux 0bu1H
OMHUCaHbl Tay-IPOTEUH- U YOMKBUTHUH-UMMYHOPEAKTHUBHBIE KOMILIEKCHI,
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0oOHapy’KEHHBIE B TOJIyOOM MSATHE U MUTMEHTUPOBAHHBIX KJIETKaX KOMIAKT-
HOM oOJjlacTh yepHOM cyOcTaHuuu. B rpyrmme KOHTPOJs MaTOJIOTHUYECKUE
BKJIFOUEHUSI OTCYTCTBOBAIH [27].

Posb koMOMHAIIMKM MHOTOUYUCIICHHBIX (haKTOPOB B (hopMUpOBaHUU (e-
HOMEHA MHUCcYero cnasMa xopoiuo omnucada B padore N.N. Byl (2009). Uc-
CJIEIOBATEIb JOKA3hIBAET MYJIbTU(PAKTOPHUATILHOCTh 3a00JI€BaHNUS, B Pa3BU-
TUM KOTOPOI'O MPUHUMAIOT YYaCTUE KaK SHJIOTC€HHbIC, TaK U HK30T'CHHBIC
Tpurrepbl. Cpey dHAOTCHHBIX TPUYUH PA3BUTHS MUCYETO Clla3Ma OHa OT-
Me4yaeT 0COOCHHOCTH aHATOMUH, (PU3UOJIOTHUH M OMOMEXAHUKU: MBIILIEYHO-
CKEJICTHbIE aHATOMUYECKHE U HEUPOBACKYJIAPHbIC HAPYILICHUS U OUOMeE-
XaHU4ecKue J1e(eKThl, TAKKE KaK N30BITOYHOE UJIM OBICTPOE PHIBKOBOE CO-
KpAIllCHUE MBIIIEYHBIX BOJIOKOH; OTCYTCTBHE JOCTATOYHOM TMOKOCTH, a
TaK)X€ pOTalMs JIOKTEBOM W TIJICYEBOW KOCTH, CHM)KEHHUE COOTHOIICHUS
CHUJIbI TOBEPXHOCTHBIX U riy0oKkux mbiiil [28]. Kpome Toro, ecth paboThl,
MOKA3bIBAIOIINE, YTO JUCTOHUSI MY3bIKAHTOB, BEPOSITHO, Pa3BUBAETCS HE Y
BceX MPpoheCCUOHATIOB, a TOJIBKO Y CKJIOHHBIX K MePPEKIIMOHU3MY U UMEIO-
IIMX TEHETUYECKYIO TPEAPACIIONIOKEHHOCTD [29].

Pa3Butue crnactuueckoil 1ucoHUM CBSI3aHO C PSAJIOM DHAOTEHHBIX U
AK30reHHBIX (hakTopoB [30].

B nutepatype umeroTcs 1aHHbIe 00 y4acTHUH MO3)KEUKa B MTaTOreHE3e
LIEPBUKAIIBHON qUCTOHMU. TaK, MpeCTaBIEHbI UCCIIEI0BAHNUS, KOTOPBIE MO~
Ka3bIBAIOT CHUKEHHE IUIOTHOCTU KJIeTOK IlypkuHbE B KOpe MO3KeUKa Mpu
nepBuKaibHOM auctonuu [31]. JIpyrue uccienoBaHus Ha J1abOpaTOPHBIX
MOJIENISAX KPBIC C TUCTOHUEHN BBIABUIIN JUCPYHKIIMIO HATPUEBBIX KAHAJIOB B
kieTkax [lypkuHbe ¢ ux mociaeayronen ranepakTuBHOCTHIO [32].

C xoHma XX CTOJICTHSI MHOTO BHUMAaHUS YJAEJSIETCS U3YUYECHHUIO T'€HOB,
KOTOpPBIE MOTYT OBITh OTBETCTBEHHBI 3a Pa3BUTHE HIUOINATHYECKOU (¢o-
KaJIbHOUW TUCTOHUHU.

JlanHoe HaIpaBJieHHE cTalio pa3BuBaThes ¢ 1989 r., korma L. Ozelius
C COABTOpPaMM KapTUPOBAJIA MATOJIOrNMYeCKnil reH B okyce DY T1, pacno-
J0XKeHHBIN Ha XpoMocoMe 9q34. Tlo naHHBIM JTUTEpPaATyphl, BIUSHUE TCHE-
trdeckoro ¢akropa mocturaet 30—40 %. Ha momto HacaemoBanus (pokajn-
HBIX (popM JuCTOHUN npuxoautcs ot 2 10 15 % [25]. 'enetnyeckas gerep-
MUHHPOBAHHOCTh PEaJu3yeTcsl MOJ BO3JACHCTBHEM BHEIIHUX (PaKTOpPOB
oKpyKaroieit cpeapl. Onucano 6osiee 20 BapuaHTOB JUCTOHUM C YETKUM
MEH/IeJICBCKUM HaclieoBanueM. CaMoi pactipocTpaHeHHOU (GopMoil sBIISI-
ercs DYTI1, umerommasics cBs3b ¢ renom TOR1A [33]. Myramuu DYT6,
pexxe DYT7 nu DYTI13 mposBAsFOTCS KPaHUOLEPBUKAIBHOU JTHCTOHUEHN
[34]. B nmureparype npeacraBiieHsl cirydau 3Toi hopmel ¢ DY T1-aenernueii
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[35]. Auctonus DY T6, xapakrepu3yomascs HadajaoM B CpeaHeM B 16-J1eT-
HEM Bo3pacTe, cocTtaBisgeT oT 1 % 10 25 % Bcex ciydaeB IEpBUYHOM JUCTO-
HUU C paHHUM J1e0I0TOM, C MEHETPaHTHOCThIO reHa ot 40 mo 60 % [36].
Knunuueckue nposiBiieHUs 3Toil popmbl, Kak IIPaBuio, 1eOITUPYIOT C TH-
nepkuHe3a B pyke (50 %), 3arem BoBjeKarOTCs KpaHuaibHbIe (25 %) win
uepBUKaAIbHBIE (25 %) Mbimel. bojee yeM B MOJTOBUHE CIy4aeB MPOUCXO-
IUT TeHepaln3alus MaTojaoruueckoro npouecca [37].

Takum 00pa3oM, aKkTyaJbHBIM CTAHOBHUTCSI BOMPOC JIOKAJIU3AIMU Te-
HETHYECKOTO JedeKTa, MPUBOIAINIECTO K Pa3BUTHIO AWCTOHWU. Ha cero-
JTHSITHAN JeHh OOHAPYKEHO 25 JIOKYCOB, aCCOIIMMPOBAHHBIX C Pa3BUTHEM
nUucToHUU [38], MpU 3TOM MNOCIEIHUE NATH JIOKYCOB OTKPBITHI CpPaBHU-
TEeJNbHO HemaBHO [39—43]. Ha ceromHsAIIHUN JI€Hb CYILIECTBYET T€HETHUYE-
CKas Ki1accHHKAIUS MBIIIIEYHONW TUCTOHUH [33, 44].
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I'J1aBa 2

FETEPOTEHHOCTbD
AUCTOHUYECKHUX I'MITIEPKUHE30B

2.1. Knaccudukanus MbIIIEYHbIX TUCTOHUI

Kimaccudukamuss MBIIIICYHBIX JUCTOHUI TO3BOJIIET 0OJIee JETaIbHO
MOHATH CYTh 3a0o0yieBaHMs, CHOPMYITUPOBATH KPUTEPUU JHATHOCTUKH H
OTIPEACIUTh TAKTUKY BeJIeHUS manueHToB. O0beM HaKOIIJICHHON HH(pOpMa-
IIUY 110 JUCTOHMYECKUM THIIEPKUHE3aM CITIOCOOCTBOBA CO3aHUIO KJIACCH-
dbuKanum, MpeTepIieBarIei n3MeHeHus 1 B Hau gaM. [locienane oOHOB-
JeHusl ObUTM TIpencTaBieHbl KOHCEHCYCHBIM KOMHUTETOM II0 H3YYEHHIO
auctoruu B 2013 r. (Tadm. 3).

Tabnuua 3
Knaccuguxayusa oucmonuu (Koncencyc, 2013)

I. Kinnuyeckue XapakTepuCTUKH
Knunuueckue ocobennocmu Oucmonuu
Bo3pact Ha MOMEHT Haudasna 3a00JIeBaHUS:
. paHHUM AETCKUI BO3pACT (OT pOXKACHUS 10 2 JIET)
*  paerckuit Bo3pacT (ot 3 1o 12 ner)
*  1oApocCTKOBBIN Bo3pact (ot 13 1o 20 ner)
. MOJIOZION B3pochbiil Bo3pact (ot 21 1o 40 ner)
. B3pocIbii Bo3pacT (crapiie 40 jeT)
Pacnipenenenne mopaxkxeHHbIX 00IacTe Tena:
. doxaapHOE
. CErMEHTapHOE
. MYJIBTU(POKATHHOE
*  TEHepaJu30BaHHOE (C BOBJIEUEHUE HOT/ 0€3 BOBJICUEHUS HOT)
. TeMUIUCTOHMSI
Bpemennas ctpykrypa:
¢  Teuenue 3a0oneBanus:
- cTabWiIbHOE
- IPOrpeccUpyrolee
. ITocTosiHCTBO:
- MEPCUCTHUPYIOIIAS
- aeucTBue-cnenupuIHas
- C CYTOYHBIMH KOJICOaHUSIMU
- TIapOKCU3MAaJIbHAS
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Oxkonuanue mabauywl 3

Conymcmeyrowjue ocodeHnocmu
W3omupoBaHHas AUCTOHUS WU B KOMOWHAIIUW C APYTHMMU JBUTATEILHBIMU Pac-
CTPOWCTBaMH:
*  HW30JINPOBAHHAS JUCTOHUSA
*  KOMOMHUpPOBaHHAas JUCTOHMS (JIMICTOHUM-TLIIOC)
Hannuue nqpyrux HEBpOIOTUYECKUX WM CUCTEMHBIX MPOSIBICHHIA:
*  MEpEeYEHb COMYTCTBYIOIIMX HEBPOJOTHUECKHUX MPOSIBJICHUM
I1. OTHoNOTHS
Hapyuienust HEpBHOM CHCTEMBIL:
*  MPU3HAKU JCTCHEPATUBHBIX HAPYILICHUM
*  IPU3HAKHU CTPYKTYPHBIX (OOBIYHO CTATUYECKHX) HAPYLIECHUI
*  OTCYTCTBHME MPHU3HAKOB JETCHEPAIIMU WU CTPYKTYPHBIX HAPYIICHUIN
Bpoxnennas wiu npuoOpeTeHHas:
. BpoxnenHas:
- ayTOCOMHO-JIOMHHAHTHAas
- ayTOCOMHO-pPELIECCUBHAS
- X-CleIJIeHHas! pelieCCUBHAs
- MHUTOXOHpHUAIbHAs
*  IlpuoOperenHas:
- TIepuHaTajbHasl TpaBMa roJIOBHOTO MO3ra
- uHpEeKIUU
- JIEKQPCTBEHHOE BO3JECHCTBUE
- TOKCHYECKOE BO3JEHCTBUE
- COCYJIUCThIC HAPYIICHUS
- HEOIUIaCTUYECKHE HApYILICHUS
- TpaBMa roJIOBHOT'O MO3ra
- TICUXOTE€HHbIE HAPYUIECHUS
. N nuonarnueckas:
- cropaauueckas ¢popma
- ceMeiiHas popma

B ocHOBy coBpemMeHHON KiaccH(pUKaAIUM TOJIOKEHA KIMHUYECKas
KapTUHA W dTHOJIOTHS 3a0osieBanus. [45]. KomOuHAIMs 3THX IBYX KaTero-
pHUM ONIMCaHUsI TTIO3BOJISIET OXBATUTh BCIO 3HAUYMMYHO MH(POpMAIIHIO 0 JTH000M
NalueHTe, CTPAAIONIEeM TUCTOHUEH, M MOXKET CIY>XUTh OCHOBOM JIJISI pas-
pabOTKU CTpaTeruit Jyisi JadbHEUIINX UCCIEA0BAHUM U JICUCHUS.
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2.2. KiunHn4eckoe 3HAYeHHE KJIACCUPUKANUU AUCTOHUI
U XapPaKTEePUCTUKH OTAeJbHBIX (hopM

2.2.1. [lepBoe HanpaBJIeHHE KJIACCH(PUKAIIUN:
KJIMHUYECKHE XaPAKTePUCTUKHU TUCTOHUHA

Knaccugpukayua no eozpacmy

Knaccudukarus mo Bo3pacty Hayaja 3a00JIeBaHUSI UMEET BaXKHOE JH-
arHOCTHUYECKOE U MPOTHOCTHYECKOE 3HaueHue. [Ilpu quctonuu, pa3BruBaro-
Hieiicss B IETCKOM BO3pacTe, CYHIECTBYET OOJbIasi BEPOSITHOCTh YCTaHO-
BUTH NpuunHy. Kpome TOro, Takoil BUJ JUCTOHUU XapaKTepU3yeTcs: 00JIb-
1Iei BEPOSITHOCTHIO MPOTPECCUPOBAHUS OT (POKATILHOM A0 T€HEpaIN30BaH-
HOM ¢opmbl. Hampumep, 1e010T AMCTOHWMA C ayTOCOMHO-IOMHHAHTHBIM
HacnenoBanueM DYT1, DYTS cooTBeTCTByeT AETCKOMY WJIH ITOJIPOCTKO-
BOMY Tiepuonay, a DYT7 — ne6roTy B OoJiee cTapiiieM BO3pacTHOM MEPHUOJIE.
MitaieH4eCKMM Ha4ajaoM U arpeCCUBHBIM MPOTPECCUPOBAHUEM XAPAKTEPU-
3YIOTCSl OOJBITMHCTBO HEUPOAETCHEPAINH, CIIETVICHHBIX C X-XPOMOCOMOH,
MHO>KE€CTBEHHBIMHU (hOpMaMH HACJIEIOBAHUS U MUTOXOHIPHUATILHBIMU 3200-
neBanusIMU. B 9TOT ke nepuoa GopMUPYIOTCS TPOSBICHUS TUIICPKUHETHU-
yecKkor (hOpMBbI JETCKOTO LIepeOpaIbHOTO Mapaanya, 4To TpeOyeT TIaTeb-
HOM nuddepennuanuu ¢ Hepoaerenepanusimu. [Ipu qucronun, BO3HUKa-
IOIIEH B TEUCHUE MEPBOTO rofia KU3HU, UMEECTCS OYCHb BBICOKAS BEPOSIT-
HOCTh HAJW4UsS B KA4eCTBE STHOJOTHUU BPOXKICHHBIX META0OIMYECKUX
HapyleHuH. /J[ucToHus, KOTOpast BO3HUKAET B BO3pacTe OT 2 10 6 JeT, Mo-
KET B OOJIbIIIEH CTENEHH COOTBETCTBOBATH AUCTOHUYECKOMY IIEpEOpaib-
HOMY Mapajindy, 0COOCHHO €CJIM OHA CJEAYET 3a MEPUOJAOM 3aJCPKKU MO-
TOPHOTO pa3BUTHUs. [[pyrue CUHIPOMBI TUCTOHUH, TaKKe KaK J0¢a-3aBUCH-
Masi AUCTOHUS, UMEIOT TEHICHIIUIO PA3BUBATHCA B BO3pacTe OT 6 10 14 ner.
Haxownern, cnopanguueckasi hokaiabHasi JUCTOHUS OOBIYHO BO3HUKAET B BO3-
pacte crapmre 50 net [46]. B panHeM B3pocioM Bo3pacTe (GopMupyercs
NepBUYHAS LIEPBUKAJIbHAS TUCTOHMS, a OnedapocmnazMm — B 0ojiee O3THEM.
BoJIbINIMHCTBO MTEPBUYHBIX JUCTOHUMN, BOSHUKIINX BO B3POCIOM BO3paCTE,
HOCAT (DOKATBHBIN MM CETMEHTApHBIN XapakTep [47].

Knaccugpukayua c yuemom pacnpeoenenHus noparxceHnwvix o0o.na-
cmeu mena

Pacnipenenenune BOBICYEHHOCTH YaCTEM TeJIa B MATOJIOTUUECKUH MPO-
HCCC MOXKCT UBMCHATHCA C TCHCHUCM BPCMCHU, 0OBIYHO MMPpOUCXOOUT BOBJIC-
YEeHWE paHee HEMOpaXEHHBIX obsiacTed. PacmpocTpaHeHune IUCTOHUU

MOXHO Ha6J'IIOJIaTB IIpHU MOBTOPHBIX ICPUOANICCKUX O6CJ'ICI[OB3HI/I$[X.
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Brienstor HecKoabKo (hOpM JUCTOHUHU B 3aBUCUMOCTH OT BOBJICUEHUS 00-
nactei tena [46].

@Dokanvnan. BoBiaedyeHa TONIbKO ofHa 00yacTh Tena (6nedapocmnazm,
OpOMaHIUOYJISIpHAS TUCTOHUS, IIEPBUKAIbHAS JUCTOHUS, JIADUHTeaTIbHAS
JTUCTOHUS M MHUCYMK cma3M). [lepBukanpHas AUCTOHHUS paccMaTpPUBACTCS
KaKk ¢opma (HoKanbHOW JUCTOHUHU, HECMOTPS Ha TO, UTO B (POPMUPOBAHUU
JTAHHOM MaTOJIOTUX MOKET Y4aCTBOBATh HE TOJIBKO II€s, HO TACKE U TICYO.

Cecnenmapnasn. 1lopaxensl 1Be U 00Jiee CMEXKHBIE 00JaCTH Tela
(KpaHHAJIbHAS TUCTOHMS, OpaxuaabHasi TUCTOHUSA).

Mynemugokanvnaa. Ilopaxxensl 1Be u 00Jiee HECMEXKHBIE 00JIACTH
Tela (IUCTOHUS BepXHEH U HUKHEH KOHEUHOCTEH, KpaHUallbHAs M HDKHEH
KOHEYHOCTH).

I'enepanuzosannan. BoBieueHo TyJTOBUIIE U KAK MUHUMYM 2 JpyTUe
obnactu. I'eHepanuzoBanHas ¢opMa ¢ BOBJICYECHUEM HOT pacCMaTpUBaECTCS
OTZIENTLHO OT (JOPMBI JUCTOHUH, TIPU KOTOPHIX HOTH HE BOBIICKAIOTCS.

I'emuoucmonusn. 3aTpoHyTO HECKOJIBKO 00JIacTel Tejia ¢ OJTHOM CTO-
poHbl. OOBIYHO T'EMHIUCTOHUSI BTOPUYHA 1O OTHOIIEHHWIO K KOHTpaJiaTe-
pabHOMY MOBPEKICHUIO TOJIOBHOTO MO3TA.

XapakTep pacnpenesieHus TUCTOHUH IO TYJOBUIILY HEPEAKO CBUJIE-
TEJIBLCTBYET 00 3THOJIOTUH U OTIpEeIeIIIeT MPOTrHOo3 3a00eBanus. Tak qucTo-
HUA y JETEeH, C U3HAYAIbHON JIOKAIM3AlUEeH B HUKHUX KOHEYHOCTSIX, HOCUT
HEOJIAronpusATHOE TeUEHHE, a TEMUIUCTOHHS yKa3bIBaeT HA BTOPUIHOCTH
mpoiiecca.

O BTOPUYHOCTH JUCTOHUU CBHUACTEIHCTBYET U MEPBUYHAS JOKATIU3a-
IIUsl THTIEPKHWHE3a B 00JaCTH JIMIA y JIETeH W B HIDKHUX KOHEYHOCTSAX Y
B3pOCIBIX [47].

Bpemennasa cmpykmypa

BriaensroT 4 tuna BapuadenIbHOCTH TeueHus [46]:

Ilepcucmupyrwuiee meuenue. TPOSIBICHUST NTUCTOHUN CTAOWUJIbHBI B
TEUEHHE BCETO JHSI.

Jleiicmeue-cneyuguunoe meyenue. TMCTOHUS MPOSIBISETCS TOJIBKO
IIPY BBITIOJIHCHUH OTIPE/ISIICHHBIX IEUCTBUIN WU 3a]1a4.

Teuenue ¢ cymounvimu Konedanuamu POSIBICHUS TUCTOHUU C 3a-
METHBIMU CYTOYHBIMH KOJICOAHUSMH YCIOBUI BO3HUKHOBCHHSI, TSKECTH U
(eHOMEHOJIOTHH.

IHapokcuzmanvhoe meueHnue . BHE3AHBIE CAMOCTOATEIILHO pa3penia-
IOIIHECS AMU30/IbI JUCTOHUH, OOBIYHO MHIYIIUPYEMbIC MYCKOBBIM (paKTo-
pOM, C MOCJEIYIOINIMM BOCCTAHOBJICHHUEM HCXOJHOTO0 HEBPOJOTHYECKOTO
cTaTtyca.
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Conymcmeyrouwjue 0codeHHOCmU MblLUMEYHOU OUCHOHUU

H3onuposannaa Oucmounus SIBASETCS €IUHCTBEHHBIM MOTOPHBIM
HapylUIEHUEM (HO MOXET BKJIKOYATh TPEMOD).

Komounuposannaa oucmonus (Jucmonuu-niaroc) BKIOYACT
JTUCTOHUYECKUE CUHJPOMBI C JIOMOJHUTEIbHBIMU CHUMIITOMaMHu, HO 0e€3
MPU3HAKOB JiereHepanuu. [[OmoJIHUTEIbHBIMH CUMIITOMAMH MOTYT OBIThH
MPOSIBIICHUS TAPKUHCOHU3MA WJIM MUOKJIOHHUS.

['pynma gAucCTOHUMN-TUTIOC:

1)  moda-uyscrButenbHas auctonus (DY TS5a, DYT14);

2)  wmuoxkionyc-auctonus (DYTI11, DYTI15);

3)  JOUCTOHMS-IAPKMHCOHU3M C paHHUM HadayioM cumnTomMoB (DYT12);
4)  ayTOCOMHO-peliecCUBHAs aucToHus-mapkuaconn3m (DY T16) [46].

2.2.2. Bropoe HanpaBJ/ieHHe KJIACCU(PUKALUU:
ITHOJOTHYECKAS XaPAKTEPUCTHKA

Hapywenus nepenoii cucmemoi

[Ipu3Haku aereHepanuu, BbISIBISIEMbIE HA MAKPOCKOIIMYECKOM, MUK-
POCKOMMYECKOM MJIU MOJIEKYJISIPHOM YPOBHE, SIBJISIFOTCS Ba’KHBIM CITOCOOOM
pasjiesieHus1 pa3IudHbIX (OpPM AUCTOHUM HA MOJATPYMIBI C JEreHEepPaTUB-
HBIMHU U HeJlereHepaTUBHbIME (popmamu [46]:
— JlereHepanusi (IporpecCUpyromniee CTPYKTYPHOE HAPYILIEHHUE, TAKOE KaK
rudesib HEUPOHOB);
— Mopa)keHue (He MPOrpeCcCUpyIollee HApPYIIEHUE HEHPOHAIBHOTO pa3BU-
THS WIK TPUOOPETEHHBIE TTOPaKEHUS);
— OTCYTCTBHE MPU3HAKOB JEr€HEPALNH WU CTPYKTYPHBIX HAPYIICHUH.

Btopuunbie cToiikre HEOOpaTUMbIEC TUCTOHUH Yallle BCErO SIBJISIIOTCS
CJIEACTBUEM «CTATUYECKUX)» MOBPEKICHHI 0a3aibHbIX TAHTJIUEB, TaJaMyca
WM cTBoJia Mo3ra. HeilponerenepaTuBHbie 3a00JIEBaHHUSI MOTYT HOCHUTH
HACJIEeJICTBEHHBIN (Harmpumep, 001e3Hb BriibcoHa) MM cCriopagnvecKuil Xa-
pakTep (HampuMmep, MPOrpeCCUPYIONINI HAIbAICPHBIA TTapainyd), IpU KO-
TOPBIX AUCTOHUS BEAYILUM, HO HE €IUHCTBEHHBIM CUMIITOM MPOTPECCUPY-
IOIIETO JeTeHepaTUBHOIO Mporecca [47].

Bposrcoennan unu npuoopemennasn popmot oucmonuuu

['enetnyeckas kinaccuduKaius BKIOYAET OOJBITYIO IPYIITY 3a00I1e-
BaHHUI C U3BECTHBIM T'€HOM WJIM JIOKYCOM T'€Ha ayTOCOMHO-IOMHUHAHTHOTO,
ayTOCOMHO-PEIECCUBHOTO WM X-CIEMJIEHHOTO BAPUAHTOB HACJIEI0BAHUSI,
KoTopeie oOo3HauvaroTca kak DYT. IlepeueHb cOAepKUT, MO MEHBIIEH
Mmepe, 21 MoHoreHHoe 3abosieBanue, 7 u3 kotopsix — DY T1, DY T2, DY T4,
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DYT7, DYT13, DYT17, DYT21 — oTHOCATCS K MEPBUYHBIM JHUCTOHUSM;
5 — k quctonuu-mitoc — DYTS u DYT14 (noda-uyBctButenbHbie), DYT11
u DYTI1S (Muoknonyc-guctonun), DYT12 (BHe3anHO BO3HUKILAS AUCTO-
Hus). DYT3 (X-cuemnennas aucronus-napkuHconnsm) u DYT16 (aucto-
Hus-napkuHcoHu3mM PRKRA) aBisitoTCs HelipoiereHepaTuBHBIMU 3a00J1e-
BanusmMu. DYTS, DYT9, DYT10, DYTI18, DYTI19, DYT20 BXoasT B OT-
JEIBHYIO0 TPYIIY Pa3IMYHBIX MAPOKCU3MAJIBHBIX JTUCKUHE3UM. 32 UCKIIIO-
YEeHHEM HECKOJIbKMX peakux BapuanToB (DYT2, DYT3, DYT5b, DYTI6,
DYT17) Bce ocTajibHbIE JUCTOHUU ABJSIOTCS ayTOCOMHO-JIOMUHAHTHBIMHU
[33, 46, 47]. BoABIMIMHCTBO U3 I'EHETHYECKU ACTCPMUHUPOBAHHBIX IHUCTO-
HUM aCCOIMUPOBAHBI C BIIOJHE OINpPECICHHBIM (DEHOTUIIOM, XOTSI MHOTJA
MMEIOT U HETUIIUYHbIC KIMHUYECKUE YepThl. MHOTME M3 T€HOB JUCTOHUI
JEMOHCTPUPYIOT HU3KYIO NMEHETPAHTHOCTh U BapuaOEIbHYIO IKCIPECCHB-
HOCTh [47].

K eposicoennbin_ghpopmam oucmonuu oTHOCATCS (HOPMBI C TOKa3aH-
HOM reHeTHYeCcKoi aTnonoruci [46]:
1.  Aymocommno-oomunanmnasn ¢popma. K 3Toil KaTeropuu OTHOCUTCS
HECKOJIbKO ayTOCOMHO-AOMHHAHTHBIX (opm, Takux kak DYTI1, DYTS,
DYT6, DYTII, ObicTpopa3BUBAIOMIAsCA JUCTOHUS-MAPKUHCOHU3M —
DYTI12, netipodheppurunonatus (NBIA3), nentopyOpanbHas MaJIdI0-
JbIOMCOBa aTpodus U 00y1e3Hb [ eHTUHTTOHA.
2. Aymocomno-peueccusnasn popma. llepedeHb ayTOCOMHO-PEIIECCHB-
HBIX (HOPM BPOXKIAECHHON JUCTOHUU HETIPEPHIBHO paciupsiercs. Cpeau 3Thux
dbopM MOKHO BbLIEIUTh 00s1e3Hb Bunbcona, PK AN, PLAN 1 10BeHUIbHBIN
NapKUHCOHW3M 2 THUIIA, a TaK)XK€ HEUPOJIETeHEepaII0 C HAKOTUICHUEM JKe-
Je3a B MO3Te, TUIl |; aTakCHIO-TeJIeaHTUIKTa3uio; nepuuut ButamuHa E;
cunronunuao3; 6onesnp Humana—Iluka, Tun C u D; nepouHblid JIUIO-
GyCIIMHO3; TOMOIIUCTUHYPHIO; 00JI€3Hb XapTHYIIA; THPO3ZUHEMUIO.
3. X-cuennennasa peuyeccusnasa popma. BpoxjaeHHas IUCTOHHUSA C
X-CUEMJICHHBIM HACJIEJIOBAHUEM BKJIIOYAET Takue (POpMbI, KaK CHHAPOM
JIrobar (LUBAG) (DYT3), cunapom Jlema—Huxana u cunapom Mop—
Tpane6epra (Mohr—Tranebjaerg).
4. Mumoxounopuanvnaa ¢popma. MUTOXOHIpUATBHBIE (POPMBI, TaKHUE
kak cunzipom Jles (Leigh syndrome) viu cunapom Jlebepa ¢ arpodueii 3pu-
TEJILHOTO HEPBA U JAUCTOHUEH, TaKkKe MPEACTABIISIIOT COOOM HAcleayeMbIe
(GbOopMBbI TUCTOHUM.

Ilpuoopemennvie ghopmovl Oucmonuu BbI3BaHbI U3BECTHBIMU CIICITH-
dudaeckuMu mpuarHaMu [46]:
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— HePUHAMAIbHAA MPABMA 20]108HO20 MO032@: TUCTOHUYECKUI 1IepeOpalb-
HBIN Tapaiuy, JUCTOHUS C MO3JHUM Ha4yajaoMm;
— uH@hexyua: BUPYCHBIN 2HIICDATUT, JETAPTUUECKUHN SHIIEPaTUT, TTOTO0CT-
PBIi CKIEPO3UPYIONINI MaHAHIIEPATUT, BUPYC UMMYHOE(DUIIMTA YeTOBEKA
(BUY), npyrue (Tyoepkyne3, cupuiuc u T.1.);
— JleKapcmeeHHoe 6030elicmeue; aroOHUCTHl JIEBOJOMNBI W AodaMuHa,
HelposienTuky (OJI0KaTOphl J0(aMHUHOBBIX PELENTOPOB), MPOTUBOCYIO-
PO’KHBIE TIPENapaThl U OJIOKATOPHI KAJIBIIUEBBIX KAaHAJIOB;
— MmoKcuueckoe 6o30elicmeue. Maprasell, KoOaiabT, CEpOyrJepoa, Lua-
HUJIbI, METAHOJI, TUCYIb(PUpaM U 3-HUTPOMPOIIMOHOBAS KUCIIOTA;
— cocyoucmole HApywileHUusa. VIEMUs, KPOBOTCUCHUE, apTEPHUOBEHO3HbIC
MIOPOKHU Pa3BUTHS (BKJIIOYAsS AHEBPU3MBI);
— HeonJiacmuuecKue HapyuwieHus: onyxojib TOJIOBHOTO MO3ra U MapaHeo-
MJIACTUYECKUM dHIE(DAIINT;
— mpaema 20;106H020 M032a: TPABMa rOJIOBbI, XUPYPrUu€CKOE BMENIATENb-
CTBO Ha TOJIOBHOM MO3T€ (BKJIOYasi CTEPEOTAKCHUUECKYIO JAECTPYKIIHUIO), a
TaK)Ke JICKTpUUECKas TPaBMa;
— HCUXO02eHHble HapyuwleHusa (hynKuuonaivHole).

Houonamuueckaa oucmonusa xiacCuDUIMPyeTCs, €CIU NpUUYUHA
JTMCTOHUM HE YCTAHOBJICHA U MIPOSIBIISCTCS B BUJIE:
— cnopaouyeckot gpopmol;
— cemeunol hopmeol.

[To Mepe u3yueHus U OTKPBITHUSI HOBBIX T€HOB, OTBETCTBEHHBIX 3a pa3-
BUTHE JUCTOHUH, UAUONIATUYECKHUE (DOPMBI MOTYT OBITh MEPEKIACCUPHULIH-
POBaHEI B HACIIEACTBEHHYIO (hopmy [46].

2.3. Hozoaormueckue exuauubl no MKbB-10

G24.0 JlucToHusl, BEI3BaHHAS JICKAPCTBEHHBIMU CPEJCTBAMU
G24.1 Nnuomnarnyeckas ceMeHas JTUCTOHUS

G24.2 Nnnonarnueckas HeceMeiHas TUCTOHUSI

G24.3 Cnactruueckas KpuBOIIes

G24.4 Nnuonaruyeckast poTo-JuiieBasi AUCTOHUS

G24.5 brnedapocnazm
G24.8 [Ipouune quctoHun
G24.9 JlucToHUsI HEyTOUHEHHAsI
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I's1aBa 3

K/IMHUYECKHUE OCOBEHHOCTH OTAE/IbHbBIX ®0PM
MBIIIEYHBIX JUCTOHUHA

Bompockl KIIMHUYECKON KAPTUHBI MBIIIEYHBIX JUCTOHUKA TECHO MEpe-
KJIIMKAIOTCS ¢ BOIIPOCaMU KiacCU(PUKAIIMA U TUATHOCTHKH.

[lepBukanpHas TUCTOHUSA, OaedapocnasM U MUCUYUI CITa3M SBIISIOTCS
HanOosee yacTeiMu popmamu (pokanbHOM qucToHuu. bosnee peakumu dop-
MaMH SIBJISIOTCS OPOMaHIMOYJIsIpHAsl, JapuHTeanbHasl, (hapuHTeabHaAs |
(okaJibHAsT JUCTOHUS CTOIBI [46].

[Ip1 MBIIIEYHBIX JUCTOHUSX BBICOKA CTENEHb COIMAIBHOM Jie3aaan-
TallMy ¥ WHBAJIUAN3AIIMHA OOJIBHBIX BCIICICTBHE (DOPMHUPOBAHUS Y HUX BHI-
paxeHHOTO PyHKIIMOHAIBHOTO AcheKTa (YIep>KaHUs IOJOBBI B IPSIMOM I10-
JI0O)KEHUHU — MPHU [IEPBUKATLHON JTUCTOHUM, PYHKITMOHATIBHON «CIICTIOTHI) —
pu 61edapocnazme, HapyIIeHNS TMChMa — IIPH MUCYEM CTa3Me, HapyIle-
HUSI PEUH, )KCBAHHS U TJIOTaHUS — IIPU OPOMAHIUOYIApHON 1 (DapuHTeahb-
HOHM JUCTOHUU, TOJIOCO00pa30BaHus — IIPU JapUHICANbHON JUCTOHUH) [46].

PaccMoTpuM Hambosee 4acTo BCTpeHaroluecs KIMHUYECKHE Bapu-
AHTBI JTUCTOHUM.

3.1. llepBuKajbHasi AUCTOHUA

HepBukanbHas quctonus (111, panee — cnacTudeckasi KpUBOIIIEs ) OT-
HOCHUTCS K caMOM 4acToil (pOKAIbHON (hOpME MBIIIEYHBIX JUCTOHUM U MO-
KET BO3HMKATh KaK CIIOPAJUYECKH, TaK U OBITh TEHETUYECKH 00YCIIOBJICH-
HOM. CyIIHOCTh AUCTOHUYECKOTO CUHIAPOMA MPU HEMl — HapylIeHUue yaep-
YKAHUSI TOJIOBBI B MIPSIMOM TOJI0KEHUH, YTO MPOSIBISETCS MAaTOJIOTHUYECKUM
Pa3BOPOTOM WJIM HAKJIOHOM T'OJIOBBI W/ WJIW LIEH.

JleGroTupyet 3abosieBaHue B paOOTOCTTIOCOOHOM U COITMATILHO aKTHUB-
HOM Bo3pacte 30—45 ner. [InurenbHoe BpeMsl y MHOTHX MAllHEHTOB COXpa-
HSETCS BOJICBOM KOHTPOJIb HaJl HEMPOW3BOJILHBIM JBHKCHHUEM TOJIOBBI
n/wm mren. Kenmuael 6oseroT L] B 1,5 pasza yame myxuwa. 1] moutu
HUKOTJa HE T€HEPaIN3yeTCs, OJJHAKO MOKET COYETAThCS C MUCUYUM CIIa3MOM
(45 %), onedapocmnazmom (35 %), opoManuOyIsspHOM auctoruei (10 %),
TUCTOHUYCSCKHM TpeMopoM kuctu (27 %) [3, 4, 6, 46].
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Hma 1/ xapakTepHO BOBJIEUEHHE B TUIECPKUHE3 OTPAHUYEHHOU
IPYMIbI MBI IIEU U 3aThUiKa. Yale Bcero BOBICKAIOTCS PEMEHHAs1, KH-
BaTEJIbHbIE MBIIIIbI, HEPEAKO TPANECUUEBUIHBIE U TPYIIA JIECTHUYHBIX
MBIIIII, & TAKKE MBIIIIA, TOJHUMAIOIAs JIOMATKY.

Ilo 3muonocuu BBHIICISIOT MEPBUYHYIO U BTOpUUHYIO dopmbl [/
IlepBrunas L{J] xapakrepuszyeTcs HAJIMYUEM MATOJOTMYECKOU YCTaHOBKHU
r'OJIOBBI U LIEH, SIBJISIOLICUCS €IMHCTBEHHBIM U BEIYILIUM CUMIITOMOM. BTO-
puuHas ¢opma I mposiBisieTcss nmpu renarouepedpaibHOi IUCTpoduH,
aHTOTEHAaTKHUHA3bI-acColMupoBaHHOM Helpoaerenepaiuu (PKAN), oopa-
30BaHMAX 3aJHEH 4YepenHON SMKH M BEHTPHUKYJISIPHON 00yacTd, 0OJe3HU
['eHTUHITOHA, COCYIUCTHIX U JPYTHUX 3a00JIEBAaHUSIX TOJIOBHOTO MO3Ta.

B.H. IlITok (2002) npemioxun aenuts 11/ mo nmpeodiianaHuio xapak-
Tepa runepkuHe3a. Tonnyeckuit tun 1] xapakrepusyercs HanmpsiKEHUEM
MBIIIIII, YYaCTBYIOIIMX B MaTOJOTHYECKOM MATTEPHE, MPU KIOHUYECKOM Ba-
pUaHTe TOMUHHUPYET TPEMOP T'OJIOBBI, a UX KOMOWHAIIMS TOBOPUT O TOHUKO-
KJIOHMYecKoi popme 3abosieBanus [48].

Jns 1] xapakTtepHa MyibTrdakTOpuaibHas MPUpPoJia, B OCHOBE KO-
TOpOW JIe)KaT TreHeThuyeckas, naniepeOpanbHas U nepudepuyeckas auc-
byHKIMU, B pe3ysbTaTe Yero NUCTOHUYECKUN THUIIEPKUHE3 UMEET CIIOXK-
HYI0, MHOTOOOPa3HYI0 KIMHUYECKYIO KapTUHY.

[Ipodeccopom I'. Paiixenem (2009) nms paznuaust MaTOIOTHUCCKUAX
MOTOPHBIX MATTEPHOB ObLiIa MpeIoXKeHa KoHuenyus «Col-cap» (puc. 7), B
KOTOPOU OIpe/ieseHbl IBUKEHHUSI TOJIOBBI IO OTHOIICHHUIO K IIee U IIeH 10
OTHOIIICHUIO K TysoBuIty [49]:

1)  TOPTHKOJLIMC / TOPTHKAIYT — POTAIUs IIIEH / TOJIOBBI K TLICYY;
2)  JaTepOKOJUIMC / JATepPOKaIyT — HAKJIOH IIIEH / TOJIOBBI K IUICYY;
3) aHTEepOKOJUINC / AaHTEPOKAITYT — HAKJIOH ITIeH / TOJIOBBI BHU3 C MIPUBE-

JIEHUEM TIOA00pOJIKA K TPY/IH;

4)  peTpoKOJUIHC / PEeTPOKAITYyT — 3alPOKUIBIBAHKE IIEH / TOJIOBBI K3aIH;
5) mmdT (caruTTaNBHBIN, TaTEPATLHBIN) — CMEIICHHUE TOJIOBHI / IIEH.

Hawnbonee npeactasnenHoit popmoii L] sBisieTcst TopTUKOILIUC (pas-
BOPOT T'OJIOBBI Y IIIEM B CTOPOHY ILJIeUa) M JIATEPOKOJIINUC (HAKJIOH TOJIOBBI
U IIEH K IIJIeYy).

B 3aBUCHUMOCTH OT CTOPOHBI poTaIuy (MOBOPOT MOAOOPOIKA K COOT-
BETCTBYIOIIEMY IUIEUY) BBIACISIIOT JIEBOCTOPOHHIOIO U MPABOCTOPOHHIOIO
dopmy LI

XapakTepHo BosiHOooOpasHoe Teuenue LIJ[. B nauane 3aboneBanus
OOJIbHBIE CITIOCOOHBI YCUIJIMEM BOJIM OCTaHABJIMBATH PA3BUTHUE TUIIEPKUHE3A,
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1103K€ TOHMYECKNE COKPAIIICHHS MBIIII HApacTalOT, M HACHUJIbCTBEHHAS I10-
3Hasl YCTAHOBKA 'OJIOBbI CTAHOBUTCS MPAKTHYCCKU MTOCTOSHHOM, 3a001eBa-
HUE IMOYTH TEPSIET MaPOKCH3MAIBHOCTH [4].

CxemarHieckoe H3L’ﬁ|]ﬂ'.‘KEHHE' PHMI'I'\'IHHI THIMOB I.lEPBHHﬂﬁH'Iﬂli AHCTDOHHH

;Q

no NOpALKY: .na'reuuhan*nlll NATEQOHOAINC [2); TopTukanyT [3); TopTHROAAKE [4); NATEPANEHOE EHAEMMEHHE HANPAED [5); awTepokanyT [B), aHTepokon-
AHC l,.. |}ETF}I}REII1"FI' [El PETPOKONANLC [EII CErHTTANLHOE ELgEHHEHHE snepe,a, (109
wepudHRE: crars & Llag .‘ J.II e IAALHE B I \. LA 113 J.H TGN ST rPJHl\._II L WL pes LB B Haeasio-w

Bar s |‘|‘J. T 112 MIVRIAED HDVAISAH MO T SYHRLHH o J.‘ul' 1N BB TIDORTARD NIy SHATHCTARA . snasass apaganscen, g :F A HJI'“
HAN HENINGT A # ICARATD .‘.‘ ¢1212|

Puc. 7. Knuauueckue popMbl [IEpBUKaIBLHON TUCTOHUU

[To mepe Toro, kak 3a00€BaHUE MPOTPECCUPYET, B ATOJIOTHUECCKUMA
IIPOLIECC BOBJIEKAIOTCSI HOBBIE MBIIIIIBI, YTO MOXKET COIPOBOKIATHCS U3ME-
HEHUEM II0JI0KEHUS T'OJIOBBI HE TOJIBKO B OJHOW, IBYX, HO U B TPEX ILIOC-
KocTsx. Kak mpaBuiio, UMeeTcs coueTaHue MaTOJOTUYECKUX M03 (Hampu-
Mep, TTIOBOPOT T'OJIOBBI B CTOPOHY M HAKJIOH TOJIOBHI K mieuy) [50].

Jucronnyeckuit runepkunes npu L1 xapakrepusyercs cienyto-
IUMH TPU3HAKAMHU, SIBJISIOIIUMUCS OCHOGHBIMU KPUmMEPUAMU 3a00./1€6a-
Hus [25, 51]:

1.  JluctoHuueckas mosa.

2.  Hanmuuue nuctonuu aeiictBus. [laliueHTH UCTIBITHIBAIOT 3aTPy AHEHUS
Py BEPTUKAJIM3AIUM TOJOBBI U IIed, HO CBOOOJHO BBITIOJHSAIOT JIPYTHE
IBWKEHUS, TAE 3aI€ICTBOBAHBI TE K€ MBIIIILIBI.

3.  BzauMoCBs3b BBIPaKEHHOCTH TUTIEPKHUHE3a CO CTATUHYECKUMU Harpy3-
KaMU: YCWJIMBAETCS MPU NEPEABUKEHUU U CTOS, OCIIA0E€BAET B MOJOKEHUU
Jexa.

4.  Koppensuuss ¢ NCUXOAMOILMOHAIBHBIM COCTOSHUEM. BO3PacTaHUE
CHMIITOMOB IPHU IIOBBIICHUH HArpy30K HMOILMOHAJIBHOTO XapakTepa.
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CBOICTBEHHBI CyTOUHbBIEC KOJICOAHUA: OCJIa0JieHHe TUIIEPKUHE3A MOCIIE CHA.
Marbie 10351 aJTKOT0JIs1 YMEHBIIAIOT KIMHUYECKUE TPOSIBJICHUS .
5. IlpumeHeHnEe KOPPUTHPYIOIIMX TPUEMOB (CEHCOPHBIE TPIOKH), KYIIH-
PYIOIIUX JIMOO YMEHBIIAIOUIMX MaToJIOrnyeckyto no3y. Ha panHux 3Tamnax
3a00JIeBaHUs MAIIMEHTAM YJAeTCsl YMEHBIIATh BHIPAXKEHHOCTh TUCTOHUYE-
CKOr'0 TMIIEPKUHE3A, UCIIOJIB3Ysl CEHCOPHBIE Tproku. Koppurupyromue xe-
CTBhI MOTYT UMETh CaMbIil Pa3HOOOPA3HBIN XapakTep, HapUMeEp, TPUKOCHO-
BEHUE PYKOU K HWKHEW WJIM BEPXHEW YaCTH JIMIIA U T'OJIOBBI, a TAKXKE K MO~
oopoaky, k mee unu miedy [52]. Taxxke cumnromsl 11J[ MoryT ymeHb-
IaTHCS PU KACAHUM 3aTHUIKOM CTEHBI B MOJOKEHUU CTOS WU CUIS, TIPU
MPOCTOM TOJHSATUM PYKH Haja rojoBoi. MHorma mamueHty JO0CTaTOYHO
JUIIb TPEACTABUTh KOPPUTHPYIOMIMN KECT Il YMEHBIICHHUS TUCTOHUU
[53]. Koppurupyroriue sxectbl 00HapyxuBarorcs y 70 % manueHToB U yka-
3BIBAIOT Ha 3aMHTEPECOBAHHOCTh CEHCOPHBIX appepeHTHBIX cucTeM [54].
6. Hanmuume mapagoKcaqbHBIX KHUHE3WH: BBIPAKEHHOCTb JUCTOHHUYE-
CKOT'0 THUIIEPKHHE3a YMEHBIIAETCS MPU CMEHE CTEPEOTUITHOTO JBH)KEHUS.
Tak, Hanpumep, MOTOPHBIN KOMIIOHEHT Tipu [/] ocriabeBaeT niau BpeMEHHO
KyUpyeTcs npu 0ere, Xoap0e CIMHOW BIIEpE1 WU BOKIECHUHA aBTOMOOMIIS.
/.  CrOHTaHHBIE PEMHUCCUM — BPEMEHHOE MCUEC3HOBEHHUE WJIU yMEHbIIIE-
HUE KJIMHUYECKUX MPOsiBIeHUI 3abosieBanus peructpupyercs B 20-30 %
cinyudaeB. CpeiHsisl JIIUTEIbHOCTh PEMUCCHI MOXKET OBITh 10 6 MECSIIEB.
8.  HuBepcus, NposBIAIONIAscs U3MEHEHUEM CTOPOHBI TOBOPOTA I'OJIOBEI
U IIEH.
9. Junamuunocts L[], npencraBnenHas komOuHaruen u Tpanchopma-
e BapuaHTOB ()OKAJIBHOW JUCTOHWUU, CMEHOM MAaTOJOTMYECKOro maT-
TE€pHA, HAIMYUEM CIIOHTAHHBIX PEMUCCHH.

B 75 % cnydaeB y naiiueHTOB OTMEeYaeTcs (PEHOMEH TUIEePIKIIIEKCUN
(MMoANpBITMBaHUE, B3IparMBaHUE MPY HEOXKHMJIAHHBIX cTUMYIax) [46].

[ToMrUMO MOTOpPHBIX MPOSBIEHUN B KIMHUYECKOU KaptuHe LJ1 mpu-
CYTCTBYIOT 3HAUYUMbIC HEMOMOPHbBIE COCMOAHUA (TTaBa 5), KOTOPbIE OTS-
rOMIAIOT TEUCHHE IUCTOHUYECKOTO THUIEPKUHE3a, YXYAIIAI0T KauyeCTBO
KHU3HU OOJIbHBIX, CHOCOOCTBYIOT NPOTPECCUPOBAHUIO 3a00JE€BaHUS U, KaK
CJI€ACTBHE, MHBAIMAN3AINYU STUX NMAalMEHTOB. K HEMOTOPHBIM COCTOSHUSIM
npu L[ otHOCAT: 00MB, TPEBOTY, ACTPECCUIO, ACTEHUIO, HAPYILICHUS CHA,
KOTHUTHBHBIC U3MEHEHUS.

bonesoit cunopom siBisiercs HauOoJee 3HAYMMBIM J€3aJalTUPYIO-
MM CEHCOPHBIM CHUMIITOMOM B KJIMHWYeCKOW KapTuHe L[J[. bomu B mien-
HOM, 3aTBUIOYHOM, IJIe4YeBOM oOJlacTH HaOmromaroTcs Ooiiee yeMm B 75 %
cinydaeB. HekoTtopeie O0JbHBIE OTMEUAIOT MOSIBICHUE 00JIEH U HANIPSIAKEHNE
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MBIIII] €W €1Ie 0 MOSBJIECHUS OTYETIMBOTO TUIIEpKHHE3a. Buiaensercs
JBa BapuaHTa OO0JIEBOIO CHUHJpPOMA MPU MEPBUYHBIX MBIIMICYHBIX JUCTO-
HUSIX: HOLICUENITUBHBIN U HEUPpONATUYECKUM. boJb, COOTBETCTBYIOIIASA KPH-
TEpUSM HOIUIIENTUBHOM, MOKET BOZHUKATH BCIIEICTBUE O0JIC3HEHHOTO T'U-
MEPTOHYCa B MBIIIIIEC, MPUBOJISIIETO K €€ UIIEMUH, IEPEHANPSIHKEHUS CBSI-
304YHOTO arapaTa MBI, BO3MOXHOM BTOPUYHOM IepopMariiu CycTaB-
HOTI'O amnmapara U BTOpUYHOro MuodaciuaibHOro CUHaApoMa. B BoBiedeH-
HBIX MBIIIIAX Pa3BUBAIOTCS MUOGACIIUATBLHBIC CHHAPOMbBI C TUIMYHOU UP-
paauaiuen, 4To SBIsSETCS OJTHON U3 BEAYIIUX MPUYUH O0JIEBOTO CUHIPOMA.
Takxe 007b MOXET OBbITh BbI3BaHA KOMIIPECCUENH HEPBHBIX CTBOJIOB CIa3-
MUPOBAHHBIMU MBIIIIAMHU, Pa3apaKeHUEM OO0JIEBBIX PEIENITOPOB OKOJIOCY-
CTaBHBIX CTPYKTYp [55]. HeilponnaTuueckuii BapuaHT 00JIEBOTO CHHAPOMA
[IPU MBIIICYHBIX TUCTOHUAX (OPMUPYETCS BCIEICTBHE U30BITOYHON aKTHUB-
HOCTH CyIpaclUHaIbHBIX MPOEKIUi ahepeHTOB MBIIMICUHBIX BEPETECH U
VW3MEHEHHS YyBCTBUTEIBHOTO BOCIIPUATHSL.

Hpyrue nemotopusie npossieHus LJ] (TpeBora, aenpeccusi, acTeHusl,
HapyIIEHUs CHA, KOTHUTUBHbBIC U3MEHEHUSI ) MPE/ICTaBIICHBI B IJ1aBe 3.

Tspxects L[/] 3aBUCUT OT CKOPOCTH MATOJIOIMUYECKOTO MpoLecca, Bbl-
PaXKEHHOCTH KJIMHUYECKOW KapTHUHBI, @ TAaKX€ OT YacTOThl U BPEMEHU
HACTYTUJICHUS] PEMUCCHIA.

O.U. Kangens (1981) Beiaensin uetrsipe cmenenu maxcecmu LT
1)  npu nepBoi CTENEHH TUIIEPKUHE3 MOSBIIICTCS TOJIBKO IPH HAarpy3Kax
C BO3MOKHOCTBIO €r0 KOHTPOJIS;

2)  TIpH BTOPOU CTETICHU COXPAHACTCS BEPTUKAIBHOE YACPIKAHNE TOJIOBBI
0€3 MPUMEHEHUSI KOPPUTUPYIOITUX JKECTOB, HO JIMIIIh HA HEMTPOJOJKUTEIb-
HOE BpeMH;

3) TpHW TpeTheH CTETNCHW TOJOBa BBIBOAUTCS B MPSMOE ITOJOKEHUE
TOJILKO C TIOMOII[BIO )KECTOB-arOHUCTOB; OOJIBbHBIC UCTIBITHIBAIOT TPYAHOCTH
Py CaMOOOCITYKMBAaHUU U MPO(ECCUOHATIBHOW JEATEIbHOCTH, TPUBOIS-
M€ K MTHBAIMIN3AIUY;

4)  yeTBepTas CTEICHb XapaKTEPU3YETCs CTOMKOM MaTOJIOrMYEeCKOM yCTa-
HOBKO T'0JIOBBI, TPUBO/IAIIECH K pE3KOMY HAPYIICHUIO CAMOOOCTYKHUBaHMUSI.
Koppurupytomue xectbl He 3()GHEKTUBHBI.

Kpome Toro, paspaboranbl peiimunzoevle uikaavl (TMPUTIOKEHUE
3-4), no3BoJsIomKue 00BEKTUBHO OIICHUBATH CTCICHb TSHKECTH 3a00JIeBa-
aus. Illkama TWSRS (Toronto Western Spasmodic Torticollis Rating
Scale) ompenenseT CTENEHb BBIPAKCHHOCTH MPOSBICHUN THIICPKUHE3A,

Oonu 1 nHBaNmUaM3anuu. Jpyras mkana orieHKH TsoxecTd L] — Tsul momo-
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raeT OlEHUTh aMIUTUTYAY U JUIUTEIbHOCTh TPEMOPA, Mo IbeM Iuieua. Pazpa-
ootanubsie Kinuanueckue Pekomenmanuu (2014) mo quarHOCTHKE U Jieue-
HUIO JUCTOHMM OTMEYAIOT BaKHOCTh HMCIOJIb30BAHUS OIIEHOYHBIX IIKal,
BUJI€O- U (HOTO peructpanuu (nmpusioxenue S). JJokyMEeHTHUpPOBAHHUE TATO-
JIOTUYECKOr0 MaTTepHa HEOOXOIUMO JIJIsi OLIEHKU PE3yJIbTATOB JICUCHUS U
TUTAHUPOBAHUS JATBHEHUIITNX ATAroB Tepamnun [46].

HeobOxoaumo moMHuUTH, uTo auarHo3 I1JI, kak u mpexjae, ocTaercs
KJIIMHUYECKUM.

[Tpu Bepudukauuu /] cneayer npoBoauTh oughgpepenyuposannsiii
OUazHO3:

1) ¢ HeomIaCTUYECKUM IPOIECCOM (CapKoMa KUBATEIbLHOMN MBIIIIIbI, 00-
pa30BaHUsl B 3aJHEN YEPEITHOW SIMKE, «BBICOKAsH CIMHAJIbHAS OMYXOJIb);
2)  OpTONEIWYSCKUMH 3a00JIeBaHMSAMU (IIOJBBIBUX B aTJAHTO-aKIUIIH-
TaJbHOM cycTaBe, cuHapoMm Krnunmnens—Beins, matojgorudyeckue mnepe-
JIOMBI);

3) maTojoruei co CTOPOHBI Ii1a3 (HEAOCTATOYHOCTh OTBOJSIIETO U APY-
UX TJIa30/IBUTaTENIbHBIX HEPBOB, HUCTarM, CTpabus3M, JeiKkoma, Karta-
paKTa);

4)  maTOJIOTHEH CO CTOPOHBI BHYTPEHHETO yXa (JJAOUPHHTHT, TOJOBOKPY-
KEHUS);

5) MHONATHYECKUM CHHAPOM;

6) occuHIMPYIONUM MHO3UTOM IICHHOM MBI / (PHOPOMATO30M KH-
BaTEJIbHOM MBIIIIIIHI;

7) mopaxeHHeM JT0OaBOYHOTO YEPEITHOTO HepBa (Nn. accessorius);

8) cunapomom Canmudepa (KeiryT0THO-TTUIIEeBOIHBIN pedITtokc);

9)  «IICHXOreHHOH KPUBOIIICCH.

Opnnako HeoOxoauMocTh Audpepenumnanuu /] 1 HeBpoTHUECKUX TH-
NEePKUHE30B BO3HUKAET PEXKE, TaK KaK MaJOBEPOSITHO, YTO JJIUTEIbHOE,
CTOMKOE€ M HHTEHCHUBHOE HAMNPSIKEHHE CTPOTO OINPEICIICHHON TPYMIIbI
MbIII, xapaktepHoe st L[, MoxkeT ObITh peain30BaHO MCUXOTE€HHBIMHU
MexaHuaMamu. [Ipu HEBpO3e UMEIOT MECTO CUHEPTHHU MBIIIII, CBOMCTBEH-
HBIX HOPMAJIbHBIM JIBUTATEJIbHBIM aKTaM.

Kaxk npaBuio, L[I/] sBisieTcss npUunHON HETPYI0CIOCOOHOCTH U NHBA-
JUIU3AIAN TTAIIUEHTOB, B 3HAUUTEILHON CTEIICHU OrpaHUYnBasi OBITOBYIO U
COIIMAJIbHYI0 aKTUBHOCTh 3TUX OOJIbHBIX.

Ilenvo mepanuu 6onbHbIX L1J] ABISETCS NOCTHXKEHHE YCTOMYMBOM
PEMHUCCHH U COXPAHEHHE COIMAIbHO-TTPO(EeCCHOHAIbHOM akTHBHOCTH [46].
Jledenre naHHOM HO30JIOTUM MIPEJICTABICHO B IJ1aBe 6.
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3.2. TIucumii ciazm u apyrue (popMbl NPoPecCHOHAIBHBIX CIIA3MOB

[Mucunii cnazm oTHOCHUTCS K (POKanbHOM (hOpME MBIILIEUHOHN TUCTOHUU
[56] u xapakTepusyeTcs HapylIeHUEM CIEHU(PUISCKOro I aKTa MHCchMa
CUHEPruYeCKOT0 KOMILJIEKCA JBUXKEHUU MPU COXPAHHOCTH APYTUX JBUTaA-
TEJIbHBIX AKTOB, BBIMTOIHAEMBIX PyKOW. JlaHHAs MATONOTUs TPOSIBISETCS BO
BpeMsI MTUCbMa M B UCKJIIOUUTENIBHBIX CIy4asix — MpU paboTe Ha KOMIIbIO-
Tepe. 3adojeBanue AeO0TUPYET B Bo3pacte 20—30 jeT, 0JMHAKOBO 4acTo y
MYX4MH ¥ keHIIUH. Cpeau OOJIbHBIX MPE00SIaatoT JIOAU «ITUITYIIHAX)
npodeccuii: Bpauu, yuuTesis, FOPUCTHI, )KYPHAIUCThI, My3bIKaHTHI.

B kadecTBe €amMOCTOSITETLHOTO KJIMHUYECKOTO CHHAPOMA MHUCUYUIN
cna3m ObuT onucan B 1818—-1820 rr. Anbbepcom (Albers) u mo3zxke Y. ben-
aom. TlonHoe kiMHMYECKOe ompezeseHrue Opui0 naHo B 1831 r. bprokom
(Briick) mon HazBanueM «rpodeccuoHaabHas cyaopora nmucion» [57].

B Hacrosiiee Bpemsi, COriacHO MEKIyHapOAHBIM KPUTEPHUSIM, MUCUUN
CIla3M pacCMaTpPUBACTCS KaK JUCTOHHUS CHEIU(PUIECKOTrO BHUA JTECUCTBUS
(task specific focal dystonia), mpu KOTOpOit HapyIIa€TCsI CTPOTO ONPEICTICH-
HBIM BUJ IBUKEHHS MPHU BBINOJIHEHUU KOHKPETHOTO MOTOPHOTO 3aJaHUs
[58].

JInsl KnuHuveckol KapmuHpl TMCUETO ClIa3Ma XapaKTEPHBI:

1.  JlucroHuueckas no3a KUCTHU. [Ipu momnbITKe nMucaTh BO3HUKAET PE3KOE
TOHUYECKOE HAIPSIKEHUE B Pa3HbIX TPYIIAX MBIIII PYKH, YYaCTBYIOIINX B
akte nmucbma. Yamie oHo 3axBathiBaeT crudarenu -1 manbieB u npoxa-
TOpBI KUCTU. Hapsiny ¢ TOHMYECKMM HampsiKEHUEM MBI HAOII01aeTCs
IpOoXKaHUuE PyKH, OOJIM M CIA00OCTh B HEM, UTO PE3KO HMCKAXKAET MOYEPK
(puc. 8) u 3aTpyAHSICT aKT MHChbMa, MHOTIA JeJIaeT €ro HEBO3MOXKHBIM [57].
2.  OCHOBHBIM OTIIMYUEM TPOPECCUOHATBHBIX JUCTOHUN OT JIOKATBHBIX
(GbopM LIEHTPAJIbHBIX TUCTOHUH SIBJISIETCS HAJIUYUE BHIPAXKEHHOTO OOJIEBOTO
CUHAPOMA, KOTOPBIN COMPOBOKIAET MBIIIEYHBIN CIIa3M.

3. B pesynprare HEpaBHOMEPHOTO paclpeiesieHusl TOHyca crudaresnei u
pasrubarteneit KUCTH MOXKET HaOJII0aThCsl HPOHAMOPHAA VT CYRUHAMOP-
Has ycemanoeka kucmu. [Ipy mpoHaTOPHON YCTAHOBKE KUCTU OOJIbHOM MU-
HIET, TPUIIOAHUMAS TIPEAIIIICYbE U OTPHIBAS JIOKOTh OT CTOJA, IPU CylHUHA-
TOPHOM — KUCTh HAXOIUTCS B COCTOSIHMU SKCTEH3UU U CYTTHMHAIIUU, OOJIbHOM
MPUMIOJHUMAET PYKY U BBIABUTAET €€ BIEpEa. MBbIIIIbI KUCTH OXBATHIBAECT
OoJie3HEHHAs C1abO0CTh, a B MSCTHBIX KOCTSAX MOSIBIAETCS Tynas 00Jib. bo-
JIEBBIC OIIYIIICHUS MOTYT OTMEUaThCsl B ThUJIBHOW YaCTH 3amsiCThs, B 00JIa-
CTH TMPEIIUICUbsi HUXKE JIOKTEBOTO CyCTaBa U JIa’K€ B MBIIIIAX MJIEYEBOTO

nosica. [{ist 60IpHOTO 3aTpyJHEHO BEICHUE Tepa Mo CTPOUYKe, OCOOSHHO B
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KOHIIE CTPOKH, U JBWKEHHE PYKH MO Oymare (akT mucbma oOJierdaercs,
€CJIM UCCIICAYIOUIMM MOATATUBAET TUCTOK OyMmaru). Hepeako OobHbIE TpU-
OeraroT K pa3IuyHbIM KOMIICHCATOPHBIM Mpuémam: (PUKCUPYIOT PYUKY
mexay II-I1, -1V maneiiamu uan 3akuMaroT e€ B KyJlake, HOATaJIKHUBaIOT
MPABYIO PYKY JIEBOM, MUIIYT TOJCTOM, TAXKEION PYUKOU, IPUMEHSIOT PyY-
KOJIepKaTeln, 4To obJyierdyaet muchbMo (puc. 9).

-
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Puc. 8. OGpa3iipl nuchbmMa O0JILHOTO C TUCYUM CITa3MOM:
a — 70 JedeHus1, 0 — 1mocie JICUCHHUs

Puc. 9. Y aep:xanue pydku Ipu NUCbME C MOMOILBIO 11apa

4,  JIMHAMUYHOCTH 3a00JICBAHUS MPOSBIISETCS B 3aBUCUMOCTH COCTOSTHUS
nuchbMa OT ero Temma. Tak, yObICTpeHHE TemIla PEe3KO HapylIaeT akT
nrMchbMa.

5.  IlapagokcaibHble KUHE3UU MPU MTUCUEM Cla3Me MPOSIBIAIOTCS B BUJIE
HapyLIECHUS MHUChMa U30JIMPOBAHHOTO XapaKTepa MPU COXPAHHOCTU APYTUX
JIBUTATEJIbHBIX AKTOB, BBIMOJHSIEMBIX «OOJIbHOM» PYKOH: MOJb30BAHHE
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JI0)KKOW Y BUJIKOW, OpUTHE, 3aCTETMBAHUE IMYTOBUI], MUCHMO CTOS (MEJIOM
Ha JIOCKE).
6. Pemuccuu npu I1C penku u, kKak MpaBuiIO, HEMPOAOTKUTEIBHBI.

OnbIT HAOIIO/IEHUS 32 OOJIBHBIMU C TTUCYMM CITIA3MOM I1O3BOJIUJ BhI-
SBUTh XapaKTEPHYIO0 3TAMHOCTh (OPMUPOBAHUS JUCTOHUUECKOTO (PEeHO-
MeHa [59].

B ne6Grote 3a00eBaHus MepBbie CYOKIMHUYSCKHE IPOSBICHUS IIHC-
Yero crna3Ma B BUJI€ HECTaOMIIbHOCTH IMOYEPKA 4acTO UTHOPUPYIOTCs. [lanee
HapylUIEHUS TMChbMa HAUMHAIOT YIIOPHO MPOSIBIATHCS B ONPEEICHHBIX CH-
Tyanusix (cTpecc, pusndeckass Harpy3ka u mp.). 3aTeM MalueHT OTMEYaeT
M3MEHEHUE XapaKTepHBIX YEPT MOYEepKa U 3aMeiJIiecHHe ckopomnucu. B mo-
CJIENYIONIEM MPOUCXOIUT HEMPOU3BOJILHOE (POPMHUpPOBAHHME IUCTOHUYE-
CKOT'O TOJIOKEHUS KUCTU / MalblEB W MOSIBIAIOTCS TEPBbIC KAJIOOBI Ha
HapynieHrue nucbma. Ha cremnyroiiem starne naiueHT UCIOIb3yeT UHIUBU-
IyaJlbHO BBIpAOOTaHHBIE KOMIICHCATOPHBIC CTPATETHUH: KOMIIEHCATOPHBIC
M03bl, KOPPUTUPYIOIIUE KECThl, HUBEIUPYIOIIUE MPOSIBICHUE IHUCUETO
cna3ma. /lanee mpoucXouT MOCTENEHHOE YTaCaHUE MOJIOKUTEIBHOTO K-
CTBHSI KOMIIEHCATOPHBIX CTPATErMd U y4acTHUsl BOJEBOTO KOHTPOJIs, MOSB-
JISI€TCS CTpax Mepej HavyajioM MUChbMa, U TOJIBKO Ha 9TOM AdTalle MallMeHTHI
BIIEPBBIC OOpaIllalOTCs K Bpayy.

B nanpHelineM HapyIieHus: CTAaHOBSTCS 00Jiee BhIpaXKEHHBIMU, U3ME-
HSIETCS] TIOJIMKUCH, OOJIBIIMHCTBO OOJIBHBIX OTKA3bIBAIOTCSI OT MUCHhMA U TIe-
PEXOMAT K UCTI0JIb30BAHUIO MIEYaTHBIX YCTPOUCTB. [Ipu nmporpeccupoBanuu
3a00JieBaHUs OOJIbHBIM CTAHOBUTCSI TPYJHO BBIMOJIHATH U JIPyTUE JBUTA-
TEJILHBIC aKThl, BBITIOJIHSIEMbIE pYKO# (OBITOBBIE, TTpodeccuoHanbubie). [Ipu
OTCYTCTBHUH JI0JXKHOTO MEAMKAMEHTO3HOTO U peaOUIIMTallMOHHOTO BO3/ACH-
CTBHS HACTYIIAET CTOMKAsi MHBAIUU3 LS.

Cpenu ghopm nucuezco cnazma BbIACISIOT CIAEAYIONIUE:

1. Cynopoxhas (hopMa xapaKTE€pU3yeTCsl MOBBIIIEHUEM TOHYca (cra3-
MOM) MEJIKMX MBI KUCTU. B pyke BOZBHMKAET OLyIIEHUE HETOBKOCTH, TSI~
KECTH.

2. Tlapermueckas ¢dopma XapaKTepu3yeTCss BHE3aIHOW CIa0O0CThIO B
pyke. [Ipu nuceMe pyuka B OYKBAJIbHOM CMbICIIE HAUYMHAET BhINIAJIaTh U3
PYKH OOJIBHOTO.

3. poxarenbHas (popMa — HHTEHCUBHOE JIPO’KaHUE PYKHU, MPOBOLIUPY-
eMO€ MUCHbMOM, JIETIA€T HEBO3MOXKHBIM JaJIbHEUIIIee BBITTOTHEHUE PA0OTHI.
4.  HespasibHas popma xapakTepu3yeTcsl BHE3AMHOW MBIIIEYHONU OOJIBIO
TAHYILETO U JIOMSIIETO XapaKTepa, paclpoCTPaHIIOICHCS Ha NpeArieube,
TJIEYO.
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Knunuueckuit nopmpem 60161020 C IMCUYUM CIIa3MOM BKJTIOYAET:
1)  onpenenéHHBIA PUTYal MOATOTOBKU K MUCHMY (YI00HOE TOJOKCHHE
3a CTOJIOM, BBIOOD PYUKH);
2)  IHCTOHUYECKYIO MO3y (depe3 3—5 ceKyH]I OT Hayaya muchMa IpH Cy-
JTOPOXKHOM (popMe MHUCYEro cra3Ma) WK ApoKaHHue KUCTH / TIaJIbIeB (C MO-
MEHTa KacaHHusi Py4KOW Oymaru Mpu JIpoKaTelbHOW ¢GopMe MUCUEro
criazma);
3)  dacThie MEPEPHIBBI MPH MUChME (MAaCcCaX MM BCTPSIXHUBAHHE KUCTH,
nepedupaHne najablaMu);
4)  uW3MEHCHHE YepT Hmouepka (pa3HOBEIMKHE OYKBBI, HAPYIICHHUE CIINT-
HOCTH) YK€ B HadaJie WU K KOHITY ITEPBOM CTPOYKH;
5)  uWcmoJb30BaHHE KOMIICHCATOPHBIX MPUEMOB [59].

ughpepenyuanvuyro ouaznocmuKy nucyero criazMa npoBOJIST:

1) ¢ TeHJOBarMHUTOM, TaK KaK MPOPECCHOHAIBHBIE CITa3Mbl MBIIII] PYKH
Yy MY3bIKaHTOB, MAallIMHUCTOK, MTAPUKMaXEPOB, IOBEINPOB, YACOBIIIU-
KOB, a TaK)X€ y CIIOPTCMEHOB (TEHHUCHUCTOB, UTPOKOB B TOJIb(], OMIIb-
SPAUCTOB) HEPEAKO OOYCIOBIICHBI TEHJOBATHHUTOM Ha TIOYBE XPOHU-
YECKOTO IICPEHAINPSIKEHUS MBIIIICUHO-CYCTaBHOIO armaparta [4];

2)  C TYHHEJIbHBIM 3aISICTHBIM CHHJIPOM;

3) ¢ mopaXeHUsIMH JJIOKTCBOTO HEPBa,;

4) ¢ mIeHHON paguKyJIOnaTHEH;

5) ¢ nopakeHHSAMH IUICUECBOTO CILICTCHUS;

6) ¢ BTOPUYHOW NHUCTOHWUEH KHCTH B PE3yJIbTaTe TeMHUIIape3a IOoCIe
OHMK;

7)  BTOPWUYHOM JUCTOHHMEH KUCTH MOCIIE TpoMOO03a apTepuii YeUeBHIICO0-
PAa3HOrO fAIpa U MOJIOCATOTO TENA;

8) ¢ MapKHUHCOHHU3MOM;

9) ¢ medopmupyromei MBIIIIEYHOW TUCTOHUCH;

10) c aTeTo3om;

11) c remarouepeOpaabHOI TUCTPOPHUCH;

12) ¢ omyxoJbro 0a3aabHBIX SIEp WK TPAaBMOW CPEAHETO MO3Ta.

13) ¢ nekapcTBEHHOW AUCTOHHMEH (TIPH JTMTEILHOM JICYCHUN HEHPOJICTI-
TUKamu). B 3TOM cityyae Bceryia HapyIaeTcs BBIIIOJHEHUE BCEX TOH-
KUX JABW)KCHUM KUCTHIO U MATbIIAMU, & HE TOJIBKO aKTa MUChMA.
B neyenuu nucyero criazma cienyeTr IpUACPKUBATHCS CIEAYIOMIEH

CXEMBbI KOMITJIEKCHOT'O TEPANeBTUUYECKOTO BO3ACHCTBHS: (hapMaKoTeparnus,
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BO3JeiicTBUE Ha nepudepuueckue pakTopel, HelpopeadbunuTalus (CEeHCo-
MOTOpHOE IepeodydeHue), popmMrupoBaHre HOBOH MOTOPHOM MPOTrpaMMBl,
IICUXOJIOTHYESCKas aJanTalus, conranmsanus [59].

Pabora O.A. IlaBnoBckoit (2011) npoaemoncTpupoBaia 3hPpeKkTuB-
HOCTh COYETAHHOTO MPUMEHEHHUs KJIOHa3enama u OakiodeHa B JICUCHUU
nrcyero cnasma. [Ipu 3ToM HavanbHas g03a KioHa3zenama coctaBuiia 0,5 mMr
B CYTKH, C TIOCTETICHHBIM YBEJIMYEHUEM JI03bI /10 2 MT' B CyTKU. bakiodeH,
apisromuiicas 'AMKMumernueckum npenaparom, BO3JICUCTBYIOIIAM Ha
CIIMHAJIbHBIC MEXAHU3MbI PETYJISILIMK MBIIIEYHOTO TOHYCA, TPUMEHSIETCS B
no3e 10-20 mr B CyTKH.

[Tokazana HEOOXOIUMOCTh BO3CHCTBUS HA:

1)  MexaHW3Mbl HEHPOILIACTHYHOCTH — CCHCOMOTOPHBIC TPCHUHTH (M3Me-
HEHHE MOTOPHOI'O CTEPEOTHUIIA U 3PUTEILHO-MOTOPHBIX KOOPJIUHAIIUNA TIPU
MHUChME C UCTIOJIb30BaHUEM IpaUUeCcKOro MiaHIleTa, OuMaHyajlbHas UMU-
Talus MUCbMa, UJICOMOTOPHASI CUMYJISIIIHS);

2) mnepudepuyeckyro apdepenTanuio (ahpepeHTHas CTUMYIIAINS KOH-
YUKOB IAJIBIICB);

3)  MaToJIOTMYECKUH MATTEPH MHUChMA MPH ITUCYEM CIIa3Me IIOCPEICTBOM
dbopMUpOBaHUS SPrOHOMHUKHM MHUCbMa (M3MEHEHHE yIja HaKJIOHa CTOJia,
M03bI T€JIa ¥ PYKH 3@ CTOJIOM, MHAUBUAYJIBHO MOI00PAHHOTO MTUCYEr0 UH-
CTPYMEHTA);

4)  bakTophl, ABIAIOMIKAECS IIPOBOKATOPAMH MKCYEro cra3Ma (M3MEHHUTh
CIoco0 MrchMa, HaMpUMEpP, 3aMEHUTh aBTOPYUYKY KOMITHIOTEPOM HIIH TIO-
MEHATh (POpMy U 00BEM aBTOPYUKH, a TAKKE U3MEHUTh CTWJIb NMUChbMa —
PEKOMEHIyeTCs MUcaTh 00j1ee MEIJICHHO (PaCTITUBAIOIIUN CTUJIb) U OJTHO-
BPEMEHHO MOXHO TOATSATHUBATH JIUCT OyMaru; CTPECCOTCHHBIE CUTYyallUuU
(momo1mp rcuxotepareBra)) [59].

3.3. KpanmajgbHasi 1MCTOHUS

OTOT TepMHUH 00BbEANHSET NMPOSIBICHUS (HOKAIBHBIX (OPM TUCTOHUU
B 00JIaCTH JIMLIA U TOJIOBHI B Pa3HBIX COUECTAHUSIX.

3.3.1. baedapocnazm
bredapocnasm sBrsgercss olHOW U3 (POpM KpaHUATBLHOW MBIIIEYHON
JTUCTOHUH, 3AKJIFOYAIOIIEHCS B TUTIEPAKTUBHOCTH KPYTOBOM MBIIIIIHI TJ1a3a.
3aboneBanue Aedr0THpYET B Bo3pacte S0—60 JeT, pu 3TOM KEHIIUHBI
OoneroT B 3 pasa yarie MyX4uH [22].
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JlanHoe 3a00JiIeBaHKE HE MPUBOJIUT K TMOEIN O0JILHOI0, OJTHAKO U3-3a
BBIPOXXCHHOTO HAPYIIIEHUS 3PEHHS 4acTO OOYCIIOBIMBAET COIMAIBHYIO J1€3-
aJanTaIuio, 3aTPyAHESHHS MMPHU YCTAHOBJICHUH MEKTMIHOCTHBIX KOHTAKTOB,
B IIpo(pecCHOoHANBHON JEATETLHOCTH U B JANbHEHIIIEM TPYAHOCTH B CaMO-
00CITy>KUBAaHUHM, YTO TIpUJAET mpodiieme Onedapocnazma BakKHOE METUKO-
conuanbHoe 3Bydanue [60].

bredapocmnasm BeI3bIBaeTCS AUCTOHUIECKUMHE COKPAIIEHUSIMH KPYTO-
BOI MbIIIIIEI T1a3a (M. orbicularis oculi), 4yTo Takske 4acTo COMPOBOKIACTCS
COKpAILEHUSIMH MBIIIIBI ropacioB (m. procerus) ¥ TOPH30OHTAIBLHOMN
MBIIIIBI, CMOpIIUBatolei OpoBb (m. corrugator) (puc. 10). IIpeobnananue
KJIOHMYECKOT0 KOMIIOHEHTa MPUOJIMKAET ero no gopme K TUKY (HACHIIb-
CTBEHHOE MOpPTaHue).

Puc. 10. AHatoMust MBIIII 001aCTH TIEPEHOCHUITBI

[Ipu mepBuuHOM Onedapocnasme paszauyaroT clieayromue GopMbl
[60]:
1) cmopamudeckre — ¢ HadajaoM 3a00JIeBaHUS BO B3POCIOM BO3pacTe;
2) HacCIIeJICTBEHHBIE — C Ay TOCOMHO-JOMHHAHTHBIM THIIOM HACJICJIOBaHUSI.
s psiga GopM MAMONATUYECKUX AUCKUHE3UN WICHTU(UIIMPOBAH
KOHKPETHBIN reHeTnyeckuil nedext 9q34 (ayTocoMHO-TOMUHAHTHBIN THIT),
18q (ayTOCOMHO-TOMUHAHTHBIN TUI C HEMOJIHON MEHETPAHTHOCTHIO T'€HA),
Xql3, Xp22 (X-cuenjaeHHblid THM).
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Cpenu ATHOJIOTHYECKUX MPUYUH MOTYT OBITh BBISABICHBI (PAKTOPHI,
BO3J/ICHICTBOBABIIINE KPATKOBPEMEHHO WM JUIMTEIBLHO Ha 00JacTh JMIla
[61]:
®  TpaBMaTU4HbIC, MOBTOPHBIE CTOMATOJIOTUYECKHE MPOLEAYPHI (IKC-
TpaKIMK, MPOTE3UPOBAHUE 3yOOB);

° TpaBMbI B 00JIACTH JIUIIA;

®  XUpPYpPru4eckue omepanuu B objactd jula (yJajleHuE ManuuioM,
Ipyrux oopa3zoBaHuil);

BOCMAJIUTENIbHBIE 3a00JIeBaHUS I71a3;

CUHYCUTHI;

HEBpOMATHS JTUIIEBOTO HEPBA;

JIUIIEBBIC THKH;

OTMEYEHA CBA3b 3a00JIEBaHUS ¢ NPOPECCUOHAIBHOUN AEATEIBHOCTHIO,
CBSI3aHHOH C JJIUTEIIbHBIM HAMPSIKECHUEM 3PSHHS] 1 MUMHUYECKUX MBIIIIII.

N3BecTHO, uTO Oedapocmna3M MOXKET BBICTYIIaTh B KAUECTBE HaYaIb-
HOTO TMIPOSIBJICHUS T'€HEePATU30BaHHON TOPCUOHHOMN AUCTOHUH, a TAKKE MO-
KET OBITh MPOSBICHUEM MOPAKCHHUS HEPBHOW CHCTEMBI IIPH 0OOCTPECHHUH
TaKuX ayTOMMMYHHBIX 3a00JI€eBaHUM, KaK CUCTEMHas KpacHas BOJYaHKa,
cunapom llerpena. [Ipu XxpoHndecKkuX ria3HbIX 3a00JI€BaHUSAX, OCOOCHHO
CONIPOBOXKIAIOMIMXCS PA3IPAKEHUEM CIU3UCTON 000J0UYKH U OOJIEBBIM
koMmrnoneHToM, b® pazpuBaercst kak pediaekropHas Gopma THIepKUHE3a
[4].

Knunuueckaa kapmuna, Kax paBUIO, HAYNHAETCS 08USAMENbHbIMU
NpOosGIeHUAMY: YUAUIEHHBIM MOPTaHUEM, NPUILYpUBAHHEM, OMYyCKaHUEM
Bek. OgHaKO Hepeako B /1e0roTe 3a00JieBaHUSI HAOIIOJAIOTCA CEHCOpHblEe
HapyuweHus: CBETO00s3Hb, 00JIb, ONIYIICHUS «IIECKa» B Ija3ax, MOKEHUS,
HaIpsDKEHUs B 00J1aCTH TJ1a3, YTO MPUBOJUT K HEMPABUILHOW MUHTEpIIpETa-
[IMA COOTBETCTBYIOIIMX >XaJI00 BpayaMyd M OOJIBIIMHCTBY OOJIbHBIX CTa-
BUTCS IMArHO3 TEKYIIETro 0hTaaIbMOJIOTHYECKOTO 3a00JieBaHus (Hampumep,
KOHBIOHKTUBUT, KepaTut, 0siedaput). IMEHHO O3TOMY MPU AHUArHOCTUKE
ATOTO 3a00JIEBAHUS] CEHCOPHBIM CUMIITOMAaM JIOJIKHO YACISITHCS CEPHE3HOE
BHUMaHHUE.

Takxe BaXXKHO OTMETUTh, UTO XapakTep pa3BUTHs O1edapocnazMa Mo-
KET ObITh, KAK CHMMETPUYHBIM, TaK U aCUMMETPUYHBIM. IMEHHO acuMMeT-
pHsSL CUMIITOMOB SIBJISICTCSI OJTHOM M3 NMIPUYMH HENPABUILHON THArHOCTUKHU
osnedapocnazma (reMudanuaibHbIN Clia3M, HEBPONaTHUs JIMIIEBOTO HEPBA).
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Ha panHux sTamax 3a00JieBaHUSI COXPAHSIETCS YACTHUYHBIM BOJICBOM
KOHTPOJIb HaJl HEITPOU3BOJIBHBIMHU JIBIKCHUSAMU, KaK U TP IPYTHX THUCTO-
HUYECKUX TUMEPKHUHE3aX, OJIHAKO MOCTENEHHO MpOollecC MproOpeTaeT xa-
pakTep MOCTOSIHHBIX TOHUYECKUX WJIM TOHUKO-KJIOHUYECKHUX CIIa3MOB, CO-
IIPOBOXKIAFOIIMXCS CTOMKUM CMBbIKaHUEM Bek [61].

B knuHMueckoil kapTuHe HAOMI0AAI0TCA CIEAYIOIINE BapUaHThI OJie-
dapocnasma [22]:

1)  BIU30IBI JUTMTEIBHOTO 3aKMypHuBaHus 1J1a3 (y 46 %);
2)  3aKpbIBaHUE TJIa3, Ha3bIBaeMOE OOJBHBIMU «OITyCKaHHWEM BeEk» (y

20 %);

3)  2nM30/bl 3AKMYPHUBAHUS B BUJIC YACThIX, KPATKOBPEMECHHBIX, PHTMHY-

HBIX CITa3MOB KPYroBbIX Ml T71a3 (y 17 %);

4)  yuamenHoe mopranue (y 10 % OonbHBIX);
5)  SnM30/bl YaCTHIX PUTMUYHBIX CIIA3MOB KPYTOBBIX MBIIIII IJ1a3 B COYe-

TaHUH C OTJICIBHBIMU TOJIepruBaHusaMHU Bek (y 7 %).

Jlns 6nedapocnazMa TakKe XapaKTEPHbI Koppueupyrowue icecmol,
MOMOTAOIIUEe OOJBHBIM OCIA0UTh WJIM BPEMEHHOT'O YCTPAaHUTh THIICPKH-
He3. OHM MOTYT OBITh MOApa3ieicHbl Ha TpH rpyiisl [60]:

1)  npuembl, IPUBOIALINE K N3MECHEHUIO 3pUTCIIbHOM addepeHTaruu (3a-
KpBIBaHHE OJIHOTO TJla3a, NPHUIIypHUBaHUE, HOIICHHE OYKOB C 3aTEMHEH-
HBIMU CTEKJIaMH, CHUMaHWE 1 HaJIeBaHUE OYKOB, B3TJIS]] BHU3);

2)  pa3IM4YHbIe MAHMIYJISIUU B BEPXHEH MOJOBUHE JIMIA (IPUKOCHOBE-
HUE WM HaJaBJIMBaHHKE MTaJbllaMH Ha 00J1aCTh BUCKOB, HAIOPOBHA, 104, TIe-
pEeHOCHIIbI, BEpXHETO Beka (puc.11);

Puc. 11. Koppurupyrommue xxectsl nmpu osedapocnazme
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3) pa3nIMuYHbIC MAHUNYJIAIWHA B HUXKHEH IMOJIOBHHE JMIA (MTPUKOCHOBE-
HUE K MOJI00POJIKY, KypeHUE U MAHUITYJISIIUU C CUTapETOUN BO PTYy, HAUIMYKE
MTOCTOPOHHETO MPEAMETA BO PTY — KEBATEIbHOW PE3UHKH, CEMEUEK, KOCTO-
YeK, KOH(ET; KallleJib, COBEPUICHUE PA3IMUYHBIX TPOU3BOJIbHBIX JIBUKCHUI
MBIIIIAMH HUYKHEH TOJIOBUHBI JIUIA).

Jlns 6nedapocnasma, Kak U JIsl MBIIIEYHON AUCTOHHUM B IIEJIOM, Xa-
paKTepHA OUHAMUYHOCMb KIMHUYECKUX MposBiIeHUM. Tak, HanOosbIas
BBIPAKEHHOCTh TUTIEPKUHE3a OTMEYAETCA BO BpEMs TEX BUJIOB JEATEIbHO-
CTH, JJIsl BBIIOJTHEHUS KOTOPBIX TpeOyeTcs crnenupruuecKoe UCIOIb30BaHHE
3pEHMS, a TAKXKE CTOS U IIPU X0/1b0€, Ha YJIUIIE, TPU SMOLIMOHAIILHOM HaMpsi-
KEHUM, YTOMJICHUH, NIPU PA3roBOPE, BO BTOPOM MOJOBUHE JHS, MIPU SIPKOM
ocBellleHnu. M3BECTHO, UTO MPUEM AJKOTOJIsl KPATKOBPEMEHHO YJIy4IlIAeT
COCTOSIHUE€ Y YaCTU OOJIbHBIX.

llapadokcanvrvle Kune3uu TMPOSIBISIOTCA B YMEHBIIICHUU WIN KYIIH-
POBaHWU TUTIEPKUHE3a B HEOOBIYHON 0OCTaHOBKE, HAIIPUMED, HA TIPUEME Y
Bpaya, 4TO MOXKET TaK)Ke CIIOCOOCTBOBATh TPYAHOCTSIM B JMArHOCTUKE 3a-
OoJieBaHUS.

Cnonmannvle pemuccuu 1 001abHbIX ¢ B MeHee XapakTepHbl, YeM
JU1s1 OOJIBHBIX C IIEPBUKATBLHON JTUCTOHUEH.

B ouacnocmuueckux yenax peKOMEHJIOBAHO MCIIOJb30BaTh MPOBO-
MUPYIONTUH TTPUEM: 110 KOMaH 1€ Bpaua 00JIbHOTO MIPOCST HAa 5 CEKYH]T MaK-
CUMAJIPHO 3KMYPUTH IJ1a3a, 3aTe€M Ha 5 CEeKyHJ MaKCUMaJlbHO OTKPBITh.
Yepes 4—6 MOBTOPOB TaKUX JBUKECHHUIN CUMIITOMBI OJjiedapocrazma CTaHO-
BATCSI OUEBUIHBIMU [46].

brnedapocnazm HeoOxonumo oughghepenyuposams C psaaoM maTosio-
TMYECKUX COCTOSTHMH, MMEIOIIHMX CXOIHbIC KIMHHUECKHE mposBiacHus [60]:
1) ¢ OImyXOJIbIO TOJIOBHOTO MO3Ta;

2) ¢ cocynucToit marojorueii (MH(GapKT B JICBOM JOOHOM J10I€, ABYXCTO-
pOHHUI UH(APKT TajgaMyca);

3)  C IrIayKoMoM, TOCKOJIBKY BO BpeMs MPHUCTYIIA TJIAYKOMBI IIPOUCXOTUT
pEe3K0e yCUJIGHHE MUTATeNIbHOTO pediiekca BILUIOTH /10 Oiedapocma3ma, o1-
HAKO 3TOT MPOIIECC COMPOBOKIACTCS CHIIbHEUIIUMU OOJISIMU B IJ1a3y C UP-
paauaiyet B J0OHO-TEeMEHHYIO0 00J1acTh. I'J1a3HOE s0JI0KO THUIIEPEMUPO-
BaHO, 3pauy0K PacCIIUPEH, CHIKEHBI PEaKIUs Ha CBET M OCTPOTa 3peHus. Xa-
PaKTEPHO BOBHUKHOBEHUE MPUCTYTA HOUYBIO, B TIOJIOKCHUU JIEKA;

4) ¢ UPHUIOIUKINTOM / KOHBIOHKTHBUTOM. B 3THX ciydasx oTMedaroTCs
MECTHBIC CHMITOMBI: CBepJsiue 00 B OOJAaCTU TJiaza W TJIa3HMIIHI,
Han0oJIee BIPAXKEHHBIE HOUBIO U YTPOM, pACIIPOCTPAHSIONIMECS HA BCIO IO~
J0BUHY Julla. KOHBIOHKTHBA TUIIEpEMUPOBAHA, TIPU MaJbIAIlMX TJ1a3HOTO
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s0JI0Ka oTMeuaeTcs O0JIC3HEHHOCTh. SBieHus OJiedpapocmna3mMa perpeccu-
PYIOT 110 MEpe JTUKBUIALMKU BOCTIAJIUTEIILHOTO IIPOIIecca, T.€. IPU BOCIIaJIe-
HUM BCErJa MPUCYTCTBYIOT U APYTHE, XapaKTEpHbIEC JIsI HA3BAHHBIX IMPO-
1[IECCOB CUMNTOMBI (00Jib, TUTIEPEMHUSI TIA3HOTO SI0JIOKA U JIp.), a B PE3yJib-
TaTe JEeUCHUs OCHOBHOTO 3a00JIEBaHMS PErPEeCCUPYIOT U siBJIeHUs Oneda-
pocnaszma;
5) ¢ MHOTOHHEH, MPU KOTOPOH OTMEUaeTCs 3aJIepKKa pPacCiIaOICHHS
KPYTrOBOM MBIIIIIBI TJ1a3a MOCE CHIIBHOTO 3KMYPUBAHUS, YTO 3aTPYIHSICT
OTKpBIBAaHUE BEK M TEM CaMbIM MOXET UMUTHUPOBATh Oiedapocnasm; aHa-
JIOTUYHBIEC MPOSIBICHUSI MOTYT HAOJIIOJAThCs TPU TUIIOTUPEO3E;
6) C renaToJCHTHKYJISIPHOM JereHepaluei;
7 ¢ [MAHTOTEHATKUHA3bI-ACCOLIMMPOBAHHOM HEeWpoaereHepamnuen
(PKAN);
8) ¢ mmoronwueii [1IBapria—/>xamrrens;
9) ¢ manbdopmanueit ApHoabaa—Kuapuy;
10) ¢ Oone3npro Mauago—/lxko3eda;
11) ¢ MHUTOXOHIPOIATUSIMH;
12) c jgekapCTBEHHOHN MUCKWHE3Wel (Mpy MpHeMe HEHPOJICIITUKOB, aHTH-
JEMPECCAHTOB, AHTUIICUXOTUYECKUX, MPOTUBOMAPKUHCOHUYECKUX Tperna-
paToB);
13) ¢ TOKCHYECKOW TUCKUHE3MEH (TIPU JTUTHEBONH MHTOKCHUKALIHH);
14) ¢ anpakcueit OTKPHITHS BEK, B OCHOBE KOTOPOM JISKUT HEJIOCTATOYHAS
aKTUBHOCTH MBIIIIIBI, TTIOJHUMAIOIIECH BepxHee Beko. B Takom ciydae oc-
HOBHOM kajio00W sIBIsI€TCS OMycKaHue BeK. [Ipu 3ToM 3akpbiBaHUE U 3a-
KMypHUBaHUE TJ1a3 HE 3aTPYJAHEHO, & BO3HUKAIOT MEPUOIUUECCKU ITTU30IbI
CIIOHTAHHOTO OTKphIBaHMs ria3. [Ipu Mpou3BOIBHON MOMBITKE OTKPHITH
rjia3a MalyeHT 3alpOKUIbIBAECT TOJOBY, MPUIAEPKUBAET BEKU MaJIbIAMH,
HaMOPITUBAET MBIIIIIHI J104;
15) ¢ ucrepudeckum OsedapocnazMom.

Crnenyer BBIICIUTD OCHOBHbIE OUazHOCMuUYecKue ouuoku [61].

YacToe Mopranue HepeIKo TpakTyeTcs Kak muxu. OaHAKO NI TUKOB
XapakTepeH AETCKUW U MOJIOJIOM BO3pACT BO3HMKHOBEHHUS MATOJIOTHUH, a
TaKXe€ COXpPAaHCHUE CUMIITOMATUKH BO CHE. Takke XapakTepHa WX BHE3all-
HOCTb U HETIPEJICKA3yeMOCTh.

XapakTepHON JUArHOCTUYECKON OIIMOKOM SBJISETCS TPaKTOBKA Ka-
7100 Ha «OMyCKaHWE BEK» Kak MposiBIeHUE Muacmernuu. Bepudukanus Osne-
dapocmnazmMa 1 UCKII0OUCHUE MUACTCHUH UMEET MPUHITUITHAIBHOE 3HAUCHHUE,
TaK KaK MHACTEHHUS SIBJIACTCS OTPAHUYEHUEM ISl JICUCHUS] OOTYyJIMHUYE-
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CKUM TOKCHHOM. ['J1a3Hy10 (hopMy MHUACTEHUM OTJIMYAET HAJUYUE MMATOJIO-
THYECKOi Cc1ab0CTH MEPUOKYISPHBIX MHUMHYECKUX W HAPYKHBIX MBIIII]
rinaza. KnmuHudecku 370 nposiBisSeTcss HEBO3MOXKHOCThIO MAaKCUMAaJIbHO 3a-
AKMYPUTH TJ1a3a, MOJIOKUTEIbHBIM «CUMIITOMOM PECHUL», UHOTIA J1arod-
TaJIbMOM, IJ1a30/IBUTaTE€IbHBIMUA HAPYILICHUSIMU: TUILIONUEH, KOCOTJIa3UEM,
HuctarMoM. Kpome Toro, B OOJBIIMHCTBE CIydaeB IJa3Has opMa TpaHc-

(dopMupyeTcs B TEHEPAIU30BAHHYIO, U TOTAA MPUCOETUHAIOTCS COOTBET-

CTBYIOILIME KaJI00BI U HAOJIIOAAETCS TUMIMYHAS KJIIMHUYEcKas kapTuHa. [{u-

arHOCTUYECKU 3HAaYUMBIMH B JJAHHOM CIIy4ae SBJISIFOTCS JaHHBIE DJIEKTPO-

HEHPOMUOTPaPUUECKOTO UCCIEAOBAHUSA, COACPKAHUE B CHIBOPOTKE KaJMs

Y COOTBETCTBYIOIIUX (PEPMEHTOB U UCKIIFOUECHHE SHIOKPUHHON AaTOJIOTUU.
PaccMmoTpeHHast Bbllle anpakcus OMKpulmus 6eK MOKET BCTPEUATHCS

B CTPYKTYp€ APYTMX MNaTOJOTMYECKUX MPOLIECCOB C BOBJIIEUEHHEM 3KCTpa-

MUPAMHUJIHON CUCTEMBI (MYJIbTUCUCTEMHAs aTpodusi, Xxopes: [ eHTUHTTOHa,

0one3nb Bunbcona—KoHoBanoBa, uepenHo-mMo3ropas TpaBma, OCTpoe Hapy-

HIEHUE MO3TOBOT0 KPOBOOOpAIlIEHHS] B HEJOMUHAHTHOM modymapun). OT-

CYTCTBUE XAapaKTEPHOU Il HUX KIIMHUYECKON KapTUHBI U JaHHbIE 00cCIe-

JOBaHUS MO3BOJSIOT UCKIIOYUTH BTOPUYHBIN XapaKTep OMUCAHHOI'O CHH-

apomMa.

CrnenyeTr ocTaHOBUTHCA Ha IU(depeHInanbHON TUAarHOCTUKE Ucme-
puyeckozo bnegapocnazma. OH XapaKTepU3yeTCs CIEAYIOIIMMH MPOSIBIIE-
HusiMu [60]:

—  CYJOpOKHBIE COKPAILIEHUS OIPaHUYUBAIOTCS TOJIBKO KPYTOBOM MBIIII-
el ria3a, Torja Kak MbIIIIbI 102 ¥ HU’KHEW TOJIOBUHBI JIMIA HUKOTA
HE BOBJICKAIOTCS;

—  OTCYTCTBHE KOPPUTHPYIOLIUX KECTOB;

—  CBA3b 3a00JI€BaHUs C MCUXOTPABMOM; HaJUYUE APYTHMX HEBPOTHUYE-
CKHUX PacCTPOMCTB; (pUKcalusi BHUMAaHUS Ha TUNEPKUHE3E; YTPUPO-
BaHHBIHN XapaKkTep M03 U ABMKCHUI; TOJOXKUTENbHBIN 3P HEKT OT 1cH-
XOTepanmu;

—  IpH 3aKpBIBAaHUU OJIHOTO TJI1a3a JaJ0HbI0 CYyI0pOra KPyrOBOM MBILIIbI
rj1a3a yMEHBIIAETCS UM UCUYE3AeT.

Takum 00pa3oM, TIIATENBHO MPOBEACHHBIA OCMOTP OOJIBHBIX, CO-
OpaHHBI aHAMHE3 3a00JIeBaHUS W JAHHBIE KIMHUKO-HEBPOJIOTHYECKOTO
OCMOTpa MO3BOJIAIOT OCTABUTh NMPABUIbHBIN TUAaTHO3.

Ha ceroansimiauii geHb cambiM 3(P(EKTUBHBIM CHOCOOOM J1eueHus
onedapocnasma SBISIOTCS PEryJIIpHbIE KypChbl OOTYJIMHOTEpANUU (MHBEK-
[IMOHHOE BBEJCHHUE MPEnapaToB OOTYIMHUYECKOTO TOKCHHA Tuma A). Jleue-

HUE€ JJAHHOW HO30JI0TUH MPEJICTABJICHO B IjiaBe 6.
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3.3.2. OpoMaHauOyJIApHAsi AMCTOHUSA

OpomannuOymsipHasi ITUCTOHUSL (MauomnaTthdeckas opodaruanbHas
JIUCTOHUS, OpOOYKKO(DaIuanbHas JUCTOHUS ) IBJISETCS CIIOAKHBIM TUIIEPKU-
HE30M, COIMPOBOXKIAIOIIMMCSI HACUJIbCTBEHHBIMU JIBUKEHUSIMUA B HUXKHEU
MIOJIOBHMHE JiIla U B o0yiacTy pra (puc. 12). B npouecc Hanboiee 4acTo BO-
BJICKAIOTCS JKE€BATEJIbHBIE MBIIIIIBI, MBI S3bIKa, KPYTOBasi MBIIIIA PTa,
o00POA0YHAS MBIIIIIIA, TTOJAKOKHAsI MbIIIIA meu [62], mpu 3TOM MaIu-
€HTBI UCIBITHIBAIOT TPYJHOCTU B KEBAHWH, TJIOTAaHUU, apTUKyJsiiuu. Kak
MpaBUiio, OpPOMAHAUOYJApHAs JHUCTOHUS pa3BUBAETCA B  BO3pacTe
40-50 met u yare y »KeHIIHH.

Puc. 12. OpomannuOynsipHast TUCTOHUS

Cpenu npuuun pazeumus opoMaHIUOYJISIPHOM TUCTOHUM paccMar-
puBaetcs eenemuueckas mymayus. Tak, ONMCaHbl CIy4an U30JUPOBAHHON
OpOMaHINOYJISIPHOW TUCTOHHUH TIPU OOHAPYKCHHUH TATOJIOTHISCKUX T'CHOB
DYT 1,DYT 4, DYT 6, DYT7. 3a0oneBanue MOXKET MepeaaBaThCs Kak 1Mo
ayTOCOMHO-JOMHUHAHTHOMY, TaK U TI0 ayTOCOMHO-PEIIECCUBHOMY THITY C
Hu3koM (40—60 %) nenerpanTHOCTHIO reHa [63]. Tak ke, Kak U mpu APYTrux
(bopMax MBIIICYHOMN TUCTOHHUH, B PSJIC SKCIIEPUMCHTAIIBHBIX HCCIICIOBAHUMA
JI0OKa3aHO HAJIMYUE HeUpoOuHamuiecko2o oehekma Ha YpOBHE OazaabHbBIX
TaHTJINEB, NPONPUOYENMUBHOU OUCHYHKYUU U CEHCOMOMOPHOU Oe3uHme-
epayuu BCICJCTBHEC HAIMYNS J1e(PEKTOB JBUTaTeIbHON CXEMbI MEXKIY MO-
TOPHBIMH 30HAMH KOPBI TOJIOBHOTO MO3Ta, 0a3aJbHBIMH TaHTJIMSIMH, MO3-
KEUKOM [64, 65].
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Oco6oe 3HaueHue B maToreHeze GopMHUPOBaHUS OPOMAHIUOYISIPHON
JTUCTOHUM OTBOJUTCS MPaAsMamuieckomy pakmopy: SKCTPaKIUsl HECKOIb-
KHX 3yOOB, TpaBMbI HIDKHEH YEIIOCTH, HEMPaBUIIbHOE MPOTe3upoBaHue. B
HACTOSIIIEE BPEMSI CYUTAECTCA, YTO MEXAHUYECKOE BO3/ICMCTBUE MMPUBOJIUT K
WHBEPCUU MPONPUOLIENTUBHON addepeHTaluu U MOXKET SIBJISATHCS OJHUM
U3 TPUITEPOB, MPOBOLUPYIOMIMX J€OIOT OPOMAHAMOYISPHON AUCTOHUU
[66].

N3BecTHO, UTO OpOMaHIUOYIsIpHAS TUCTOHUSI MOXKET BCTPEUYaAThCS B
BUJIE CAMOCTOSITEILHOTO 3a00JieBaHusl (M30JIMpOBaHHAS (PopMa), a TakKe
MOXET OBITh OJTHUM U3 MPOSBICHUN IeHEPaTU30BAHHON UM CErMEHTApHOU
GbopM MBIIIEUHOM JUCTOHUM. B 3TOM cilydae B TMIIEPKMHE3 BOBJIEKACTCS
HECKOJIKO YYacTKOB T€Jla, HAmpuMep, COYETAaHHE OPOMaHIUOYISIPHON
auctonuu ¢ L[ uim ¢ nucunm cnazmom [67].

Knunuuecku BoIIETSAIOT 7 TUIIOB OPOMAHIUOYIAPHON JUCTOHUU:

1)  aucTOHHMYECKOE CBEJCHHME 4YeaocTel (pPOTO3aKphIBaOINas, jaw-
closing dystonia);

2)  IUCTOHUYECKOE pa3BelCHUE deltocTed (POTOOTKPHIBAMOIIAS, jaw-
opening dystonia);

3) JMCTOHMYECKOS CMEIICHHEe HIKHeH democtu  (jaw-deviation
dystonia);

4)  mepuopanbHas TUCTOHUS — TUCTOHUS Ty0 (perioral dystonia);

5) mmareaneHas quctonwms (lingual dystonia);

6) dapunreansHas auctonus (pharyngeal dystonia);

7)  xomOmHMpoBaHHBIE popMbl OM/I (combination) [68].

Pomoszaxpuisarowuti mun opoMaHIUOYISIPHOW TUCTOHUU SIBIISICTCS
Han0oJiee YacTO BCTPEUAOIIUMCS KIMHUYECKUM IPOSBICHUEM 3a00JieBa-
HUs. B 3TOM ciydae HaOmrogaeTcs: CXKUMaHHUE YSIOCTeH C TPU3MOM, BO3-
MO>KHO CKPEXKET 3yOOB (OpYKCH3M), B pe3yJIbTaTe Y€Tro MOCTEIEHHO CTUpa-
10TCsI 3yOBl, a TAK)KE Pa3BUBAIOTCS IETCHEPATUBHBIC U3MEHECHHS B BUCOYHO-
HUKHEYCITFOCTHOM CYCTaBe.

OnHUM U3 KJIMHUYECKUX MAPKEPOB ABJISIETCS CTOMKAs Jrcanoda nanu-
€HTOB Ha «HEYJ00CTBO XEBAHUI» WIH «HEYJOOCTBO MOJOKEHUS HUKHEH
YEIFOCTH U TIPOTE30B». | MIIEpKUHE3 Yalle BCero HauuHaemcs BO BpeMsl 1o-
IBITKH 3arOBOPUTH, YCUIIUBACTCS MPU BOJTHEHUU, YMEHBIIAETCS TOCHE OT-
JIbIXa, BOJICBOM KOHTPOJIb HAOJI01aeTCsI PEIIKO.

Jlst opoMaHAMOYISIPHOM TUCTOHNHN, KaK M JUIS IPYTHX (hOPM MBIIIEY-
HBIX TUCTOHHH, XapaKTEPHO HATMUUE KOPPUSUPYIOUJUX HCeCmO8, YMEHbBIIIa-
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IOIIUX BBIPAXKEHHOCTh JUCTOHUYECKOTO TUIIEPKUHE3a: UCIIOIb30BAHUE TaK-
TUJILHOW CTUMYJISALIMU B 00JIaCTH HUKHEH TMOJOBUHBI JiKIla (IPUKOCHOBE-
HUE, HAJaBJIUBaHUE, IPUKYChIBaHKUE T'y0), )KEBaAaHUE WJIM COCAHUE pa3liny-
HBIX MPEIMETOB (3KeBaTeNbHAasl PE3WHKA, KOH(PETHI, yAepKUBasi majiel] BO
pTy) U apyrue. IIpuMeHeHne NManMeHTaMH KOPPUTHUPYIOLIUX MPUEMOB B
psizie cydaeB BBOAMT B 3a0JIyKJ€HHUE MOJIOABIX Bpaue U OMIMOOYHO Jua-
THOCTHPYETCS KAK KOHBEPCUOHHOE PACCTPOMCTBO UK cUMYyJsAus [69].

Jugpgpepenyuanvnyro ouaznocmuky cieayer NpoBOJIUTH:

o C JIUIIEBBIM T€MHUCIIa3MOM (TIpU OPOMAHANOYIISIPHON TUCTOHUU HE ObI-
BaeT Onedapocnazma);

o C MO3JHEHN JIEKAPCTBEHHOW JUCKUHE3UEN (MpPH JIUTEIBHOM IPUEME
HEUPOJIENITUKOB, METOKJIONIPAaMU/1a, [TMHHAPU3MNHA; CEJIEKTUBHBIX UHTHOU-
TOPOB 0OPATHOTO 3aXBaTa CEPOTOHMHA ((hTyOKCETHH, CEPTPATIUH U IIUTAJIO-
mmpam), pe3eprnHa, aMuoAapoHa, IUMMETHINHA, NPEenapaToB BalbIPOECBOM
KUCIIOTHI) [62, 70];

C IEPBUYHON TUCHYHKIMEH BUCOYHO-HIKHEUEIIOCTHOTO CyCTaBa;

C OpyKCHU3MOM;

C pa3HbIMU BUJIAMU TPU3MA;

¢ MuodaciagTbHbIM CHHIPOMOM KEBATEIbHBIX MBIIIIII;

CO CTOJIOHSIKOM;

c TUKamu [4].

[Ipy nepBUYHOM JUATHOCTHUPOBAHWHM OPOMAHAMOYJISIPHOW NUCTOHUU
BCEM MAaIlMEHTaM IIeJIeCO00pa3HO MPOBEICHUE KOHCYIbMayuy 4eIIOCTHO-
JIMIIEBOTO XUpYypra JJisl OUEHKU NPUKYCa, [IETOCTHOCTH 3yOHBIX PSIAOB, CO-
CTOSIHUASI BUCOYHO-HUKHEUEITIOCTHBIX CyCTaBOB [71].

B uuncno »¢QdexkTUBHBIX Memo0os jneuenus OPOMaHIUOYISIPHOMN
JTUCTOHUM BXOJIAT JIOKAJIbHbIE MHBEKIIMU OOTYJIMHUYECKOTO TOKCUHA. boTy-
JIMHOTEpAIKs B TAHHOM CIIy4ae SIBIISIETCS TEXHUUYECKHU CIIOKHOU MpOoueIy-
poii ¥ TpeOyeT KPOMOTIMBOM MOATOTOBUTEILHON PaOOTHI C OLIEHKOM COCTO-
STHASL OPOMaHIUOYIIIPHBIX MBI U 3yO0UYEIIOCTHOW CUCTEMBI [62]. Jleue-
HUE MBIILICYHBIX JUCTOHUU MPEICTABICHO B riase 6.

3.3.3. JIuueBou napacnasm (cunapom bpeiireas, cunapom Meiika)
JlunieBo#t mapacma3m (IBYCTOPOHHHMI T'e€MHUCIIA3M JIMIA, CHHIPOM
Bbpeiirens, cunapom Meibka) npeacTaBiseT co0oil onHY U3 (OKaIbHBIX
(GbopM MBIIIIEYHON JTUCTOHUU, IPU KOTOPOI oTMeUaeTcs couemanue 0neda-
pocrnasMa U OpoMaHIuOyJsipHOM qucToHuM (puc. 13).
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Puc. 13. Jlunesoii napacnasm (cuuapom bpeiirens, cuaapom Meiixka)

Ectb cBeneHus, uto cuHapoM Meixka npaBUiIbHEE OTHOCUTH K CEr-
MEHTapHON KPaHUOUEPBUKAIBHON MBIIIEYHOW JTUCTOHUU, MOCKOJIbKY OJie-
(apocnazM codeTaeTcsi ¢ JUCTOHUSMH JAPUHTE€AIbHBIX MBIIIL, OTHOCH-
IIMXCS K KpaHUAILHOMY U IIEpPBHKAIbHOMY peruoHam [72].

JInueBoli mapacna3M BIEPBbIE ObLT ONMMCAH AMEPUKAHCKUM HEBPOJIO-
rom ['opanmo Bynom B 1887 r. M3yuas paznuuHbie HEPBHBIC 3a00JICBaHMUS,
OH MEPBBIM 00paTUJI BHHUMaHUE Ha OlieapocnasM U OpOMaHIUOYISPHYIO
JUCTOHUIO U O CA UX CUMIITOMBI B cBOel paboTte «HepBHbIe 3a001eBanms
u ux aquarHoctuka». B 1910 r. ¢ppaniy3ckuii Bpau ['enpu Meiix o6cneno-
BaJl 10 manueHToB, CTpagarouX 3TUM 3a00JI€BaHUEM, U TOYHO OIKCAJl BO3-
HUKIIKE y HUX cumnTombl. Hakonen, Opuranckuii Bpau Yapnn3 JleBun
MapcaeH OTMETHI, YTO BBIPAKEHUS JTUI] OOJIbHBIX, CTPAIAIOIINX JIULEBBIM
rapacrna3MoM, HallOMUHAIOT FPUMACY Te€posl KapTUHBI «3eBaroluii» ¢a-
Manjackoro >xuBonmcua Ilutepa bpeirens—Crapiiero, TBOPUBILETO B
XVI B. 1o uMeHM KUBOMHUCIIA CHHIPOM U TTOJTYYHII CBOE Ha3BaHue [73].

ONOHUMHUYECKUA TEPMHUH «CUHIPOM Meika» HCIOIb3yeTcsl MpH-
MEpHO B 2 pa3za wdame, 4YeM «cuHApoMm bpefirens» B PubMed
(www.ncbi.nlm.nih.gov) [72].

B kauecTtBe HanOoJIee BEPOATHBIX TUIIOTE3 TPUUUH PAa3BUTHS KPaHUO-
LHEPBUKAIBHBIX TUCTOHUM, KaK M JUCTOHWU B LEJIOM, PACCMATPUBAKOTCS
HapYIICHUS] CCHCOMOTOPHOUM MHTETpalliy, TeHETHYeCKUe MyTaluu (riasa ).

N3BeCTHO, UTO Jrcenuyunsl CTPANAKT CUHAPOMOM MelKa B TpU pasa
yaiie, 4YeM MYXXYuHbl. Hauano 3a00neBaHUs TPUXOIUTCS HA BO3PaCT
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50-60 net. Jebromupyem 3abonesanue (B %/3 ciayuae) ¢ Onedapocnazma
(TUTIEpKUHE3 KPYroBOW MBIMIIBI Ta3a). [losToMy BHauajge MafueHThI
NPEABIBISAIOT J#a100bl HA YaCTO€ MOPTaHHE W OIIYIICHUE pa3apaKeHHUs
ri1a3. J{omoJIHUTEIbHO MOTYT BOBJICKATHCS MBIIIIIHI J10A M MMapaHa3aibHbIC
Mbltel. [Ipu npoepeccuposanuu cuaapoma NpUCOCIUHSIETCS OpOMaHIuU-
OynsipHasi AUCTOHUS (TUMIEPKUHE3 MBIIIII] JIUIIA, HUXKHEHW YetOCTH, SI3bIKA).

IIpu ocmompe HaOIIOJAIOTCS CMBIKAHUE KPYTOBOM MBIIIIIHI 123, IPU-
MoJHUMaHue OpOBEH, HaMOpITMBAaHKUE J10A, OTKUABIBAHWE TOJOBBI Ha3ajl,
BBICOBBIBAHUE SI3bIKA, COCATEIIBHBIC U K€BATEIbHBIC ABUKEHUS, HAPYILICHUS
peun. IIpoBonupyromumu (hakTopamMyd MOTYT OBITh OBICTPOE H3MEHEHHE
HaIpaBJICHUS B30pa, X0/10a, ICUX03IMOIIMOHAIBHOE HAIIPSKEHUE.

XapakTepHbl napadOKcalbHble KUHe3uu: HEPEIKO TUIEPKUHES YMEHb-
IIaeTCsl MPU 3aKPBIBAHUW OJHOTO TJjla3a JIAJIOHBIO, a TAKXKE MPU TICHUU H
CBHUCTE.

Koppueupyrowue oswcecmovl, npuUMEHsSIEMble MAIllUEHTAMH TPH CHH-
npome Meiixka, aHaTOTUYHBI HaOJI0AaI0IUMCS TIpH Osiedapocnasme U opo-
MaHIUOYIAPHOW JUCTOHMHM (TaKTUJIHLHOE BO3ICHCTBHE HaA pa3IUYHbBIC
Y4acTKHU JIUIIA; UCTIOIb30BAHUE KEBATECIbHOU PE3UHKH, KOH(ET, CEMEUeK U
apyrue).

Jughgpepenyuanvuyro ouaznocmuky JIUIEBOTO MapacnaMa ClIeayeT
MPOBOJIUTH C HO30JIOTHSIMHU, PEKOMEHAYEMBbIMH TIPU THUAarHOCTUKE Oseda-
pocrnazMa U OpOMaHIHOYIIIPHON TUCTOHNH, a TAaK)KE C KIIOHUICCKHUM JIUTIC-
BBIM remMucnasMom (riara 3.3.3.).

JI1s1 neuenus TunepkuHe3a MpuOETaroT K BBEICHHUIO B MBIIIIIHI Mpera-
paTa O0TYJMHUYECKOTO TOKCHHA, MUOpEeJIaKCaHTaM, O€H30/IMa3eruHaM, XO0-
JUHOJIUTHKAM (TJ1aBa 6).

3.3.4. JlapuHreajabHasi IMCTOHUSA

JlapuHreanbHasi AUCTOHUS SIBJIIETCS OAHOM U3 (POKAIBHBIX (POPM MBI-
IEYHON JUCTOHHMH, IPU KOTOPOW BO3HHUKAIOT HACWJIHLCTBEHHBIE HAMpsiKe-
HUS U JIBUKEHUS B MBIIIIAX TOJIOCOBOTO aIrapara, MpUBOIAIIME K Hapy-
HMIEHUIO T0JI0CO00PA30BaHUS, MPOSBIISIONINECS HANPSKEHHO-CAABICHHOM,
npepbeIBUCTON (poHanumeii [4, 7].

['unepkuHe3 npu JapuHTeaaIbHONU TUCTOHUN HE OTPAHUYHMBACTCS TOP-
TaHbIO, & PACIPOCTPAHSAETCS HA BCE 3BEHBS IOJI0CO00Pa3yOUIEN CUCTEMBI:
apTUKYJIAILMOHHBIN anmnapar, ropTab, 1uadparma.

3aboneBaHNe HAUMHAETCS B 3pesioM Bo3pacte. HauanbHble CUMITOMBI
UMEIOT Hecienu(pruuecKue nposBiaeHUs (OXPUILIOCTh / OCUILIOCTh rojoca),
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Y TOJIbKO MPOBEJICHUE JTAPUHTOCKOIUHY TTO3BOJISICT ONPEACIIUTh TUCTOHNYE-
CKHE CITa3Mbl TOJIOCOBBIX CBSI30K.

BBIICISIOT TPpU hopmbl TapUHTEATBHON nucToHMH [7]:

1. AnnykropHas gopma (puc. 14). HaGmronmaercs B 83,3 % ciydaes.
[Tpu sTo0i hopme nrucTOHNYECKAs TUTIEPAKTUBHOCTh HAOIOIA€TCS B MBIIII-
11X, CY>KUBAIOIIKX TOJIOCOBYIO MIEb (AJAYKTOpaxX), K KOTOPBIM OTHOCSITCS
HMTOUepIagoBuaHas Mbia (M. thyroarytenoideus), naTepanbHas mepcrT-
HedepragoBuaHas Meima (M. cricoarytenoidales lateralis), momepeunas
yepnayoBuAHas Mblia (M. arytenoideus transverses), kocast 4eprajioBu/I-
Has Melia (M. arytenoideus obliqus) [74].

2. A6ayxropHas ¢opma (puc. 14) Bctpeuaercs B 12,5 %. Ilpu stoi
¢dbopmMe runepakTUBHOCTD HAOJII01a€TCsl B MBIIIIIAX-a0yKTopax (paciiupsi-
IOIIHX TOJOCOBYIO IIIEJIb): 3aIHEH TIEPCTHEIMTOBUAHAS / TIEpCTHEYEPITAIO-
BUJIHOM MbIIIIE (m. cricoarytenoideus posterior) [74].

3. Cmemannas gopma (4,2 %), mpu KOTOpOH HAOIIOAAETCS COUETAHUE

ABYX MPenbIAyIuX GopMm.

Right Lett

ADducted or Vocal Cords Together

ABducted or VYocal Cords Apart

Puc. 14. ®opmbl napuHTreanbHON TUCTOHUN
(cipaBa — abaykTopHas popma, cieBa — aaaykTopHas popma)

OCHOBHBIMU KIUHUYECKUMU NPOSIGIEHUSMY JTAPUHTCATBHON JTHCTO-
HUH SABJISIOTCS. OCHILIOCTh U MPEPHIBUCTOCTH TOJIOCA BO BPEMsI pa3roBopa.
CkiazipIBaeTCs BIICUYATIICHHE, YTO peub TpeOyeT 00bImx ycwmmid. Ha nute
y 0OJILHOTO TIOSIBIIICTCS FPUMAaca HaNPsKSHMsI, HAMOPIIIMBaHKE JI0a U HOCa,
3axkmypuBanue. Hepeako Bo Bpemsi pa3roBopa OTMEYAIOTCS THIICPMHUS
JIMIIA, TIOJTHOKPOBHE MICHHBIX BEH, HA JIMIIC, TOJIOBE, TYJIOBHUIIE BHICTYIIACT
notT. Peub cTaHOBHTCS HEpPa3OOPUYMBOW M MMEET BHJ I'PyOOro, XpHUILIOIO,
npephIBaromerocs memnota [7].
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[Ipu agaykTopHOH hopMe XapaKTepHO HATUYUE CAABICHHOTO TOJI0Ca,
C IEpephIBAMHU B 3BYUaHUU B CEPEJIMHE TIIACHBIX «a», «0», «3». [Ipn adbayk-
TOpHOU (opMe TOJOC CTAHOBUTCS CIAOBIM, XPHUILUIBIM, MOHOTOHHBIM,
HaOJI01a€TCs YMEHbIIIEHUE TPOMKOCTH T'0JIoca JI0 menoTHo# peun. Ctpa-
JaeT MPOM3HOIICHHUE TIYXUX COTIIACHBIX «W», «C», <K», «P», «T», «K» [74].
Hapsiny ¢ HapymieHusMu (QoHaIuu, XapakTEPHBIM CUMIITOMOM SIBIISETCS
HapyuteHue ovixanus (M3-3a HAPYIICHUS IIPOX0KACHHS BO3yXa Yepe3 rop-
TaHb), KOTOPOE€ CTAHOBUTCSl MPEPHIBUCTBHIM, CAABICHHBIM. MHOrAa »TOT
CHUMIITOM OITUOOYHO PAacCIEHUBACTCs Kak OpoHXHaibHas acTMa [46].

Jlapuneockonus HE BBISIBIISIET OPTAaHUYECKUX TPUYUH JIJI1 U3MECHEHUSI
rosioca. [Ipu BUJEOIAPUHTOCKONMHU C UCIOJIBb30BAHUEM pEXKUMA CTPOOO-
CKOIMU HAOJII0JJa€TCsl YMEHBIICHHE MEPEAHE3ATHETO Pa3Mepa ropTaHu, Mo-
BBIIIICHUE TOHYCA BECTUOYJISIPHBIX CBSI30K, OJIEITHOCTh TOJOCOBBIX CBSI30K.
VY Bcex MalMeHTOB BBISIBISETCS HEIMOJIHOE CMBIKAHUE T'OJIOCOBBIX CBSI30K
npu GOHAIUH.

Jlnst mapuHTreanbHOM AUCTOHWU, KaK W JUISI IPYTUX HO30JIOTHUA MBbI-
IIEYHON UCTOHUH, XapaKTepHA OUHAMUYHOCMb, KOTOpPask MPOSIBISETCS B
BBIPAXKECHHOM YMEHBIIICHUHN TUC(POHUH MOCTIE HOYHOTO CHA (MJIM OTHAbIXA),
nocJje npuemMa HeOONbIUX 703 ankoroys. CuTyaluu MCUX03MOIMOHAb-
HOT'0 HANPsDKEHUS, OOIIEro YTOMJICHUS MPOBOLMPYIOT HapacTaHue 1ucgo-
HUU.

Taxoke mapuHreasTbHOW TUCTOHUU CBOMCTBEHHBI HAPAOOKCANbHbLE KU-
He3uu: BOCCTAHOBJIEHUE I0JIOCa BO BpeMsI MEHUS, CMeXa, MU I1ave. 3ame-
YEHO, YTO r0JI0CO00Pa30BAHUE MOKET YIYUIIATHCS MOCIIE IEPBOM MUHYTHI
pasroBopa 1o Tenedony, IeKIaMalliu, EMOTHON peyHn.

JIis1 yMEeHbIIICHUS TUMIEPKHUHE3a MaIlMEHThI C JapUHTeaIbHONU JUCTO-
HUEW MPUMEHSIOT Koppuzsupyrowue dxcecmvl: HaJaBIWBaHUWE Ha 00JIACTh
IIUTOBUIHOTO XpsIa JUO0 MOJHUMAHHUE €ro KBEPXY, CCHCOPHOE BO3JIEH-
CTBHE Ha 00JIACTh yTJIa HU>KHEN YEITIOCTH.

Hepenko y 00JIbHBIX C TApUHT€AIbHOM JUCTOHUEN HAOIIOAAETCA mpe-
MOp, KOTOPBIM MOXKET UMETh Pa3HYIO JIOKATU3AIUIO U 0XBATHIBATh I'OJIOBY,
HUKHIOIO YETIOCTh, KOHEYHOCTH (4aie pyku). Ho cambiM yacThiM ObIBaeT
TPEMOP T'OJIOCOBBIX CBSI30K.

Juppepenyuanvuyro ouacnocmuxy NapuHTEATLHON TUCTOHHHU TIPO-
BOJISIT C U30JIMPOBAHHBIM TPEMOPOM I'OJIOCOBBIX CBSI30K, KOTOPBIM MPOSIBIIS-
eTcs 0e3 AUC()OHUY U ABJISETCS BAPUAHTOM 3CCEHIMAIBHOTO TPEMOPA.

Taxkum oOGpa3zom, JapuHTEaIbHAs] JUCTOHUS SBISETCS PEIKUM HEBPO-
JIOTUYECKUM 3a00JI€BaHUEM, KOTOPOE CII0KHO JAHMArHOCTUPOBATH B Hayaje
ero pasButus. Bepudukanus nuarnoza TpeOyeT TECHOTO COTPYIHHUYECTBA
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HeBposiora u JIOP-Bpaua, 00s13aTebHBIM SBIISETCS BBITIOJIHECHUE BHJICOJIa-
PUHTOCKOIIHH.

Haubonee 3hPeKTUBHBIM Memooom JleyeHus TIpU JapUHTEATbHOU
JTUCTOHUU SBJISIOTCS MHBEKIMH OOTYJIMHUYECKOTO TOKCHMHA THMa A B
MBIIIIIBI TOpTaHu (Ty1aBa 6).

3.4. TopcuoOHHASA TUCTOHUS

Topcuonnas nuctonus (aedpopMHUpYyIOIIas MbIIIEYHAs! TUCTOHUS, 00-
ne3Hb [{usHa) — 3TO XpoHUUYECKOE MPOrpeccupyloiee 3adojieBaHue, KOTO-
pOE XapaKTEepU3yeTCs MEIJICHHBIMU TOHUYECKUMHU TUIIEPKUHE3aMHU MBIIIII]
TYJOBHUILA U KOHEYHOCTEW U CBOCOOPA3HBIMH M3MEHEHUSMH MBIIICYHOTO
TOHYyCa, MPUBOASAIIMMHU K MOSBJICHUIO MAaTOJOTMYecKuX o3 [4]. 3aboseBa-
HUE SIBJISIETCS HACJICICTBEHHBIM C T€TEPOTreHHBIM TUIIOM TI€pe/Iadyud U MOXKET
HACJIEIOBAThCA KaK M0 JOMUHAHTHOMY (Yallle), TaK U MO PELECCUBHOMY
tumny [7].

BaxHyro ponb B namozenese TOpCUOHHON TUCTOHUU UTPAIOT HapyIlle-
HUSI LEHTPAJIBHOUN PEryJISIIMUA MBIIIEYHOTO TOHYCA, B PE3yJbTAaTe KOTOPHIX
M3MEHSIETCSA MEXaHW3M PEIUNPOKHON MHHEPBALIMKM U BOZHUKAET MAaTOJIOTU-
YECKHUH «CIa3M aHTaroHUCTOBY», YTO MPUBOJUT K PA3BUTUIO CBOCOOPA3HBIX
TUNIEPKUHE30B U MO3HBIX HapyuieHuil. [lepBUYHBII OMOXUMUYECKUN Jie-
(deKT, CBSI3aHHBIN C HACIEACTBEHHON MATOJIOTHEH, IPU TOPCUOHHOM AUCTO-
HUW MOKA HE U3BECTEH [4].

B kaunuueckoii kapmune TOPCHOHHOW THUCTOHWUH LEHTPAITBbHOE MECTO
3aHUMAIOT HACWJILCTBEHHBIE COKPAIIIEHUs] MEJICHHOT0, OJHOTUITHOTO, Bpa-
IaTeILHOT0 XapakTepa. | unepkuHes3bl HAOMIOAI0TCA B MBIIIIAX CIIUHBI,
1IeH, TA30BOTO TMOsCa U MPUBOJAT K (DOPMHUPOBAHUIO MATOJIOTUYECKUX 1103
KOHEYHOCTEU U TYJIOBUIIA.

Paznuyarot cienyronme ¢popmvl TOPCUOHHOW TUCTOHUU:

1. T'enepanuzoBaHHas (jopmMa TOPCUOHHOM AUCTOHUU (pUC. 15) XapakTe-
PHU3YETCSl HAJTUYHMEM BBIPAKEHHBIX PACIPOCTPAHEHHBIX TOHUUECKUX THIIEP-
KMHE30B, OXBATHIBAIOIINX MBIIIIBI TYJIOBUINA, IIeU, KOHEUHOCTEH. B pe-
3yJIbTaT€ ATUX TUIEPKUHE30B TYJOBHUILE BHITMOAETCS B pa3HbIE CTOPOHHI,
UCKPUBJISCTCS IO TUITY BPAIICHUSI BOKPYT MPOI0ILHOM ocu. YacTo mpu re-
HEpaIU30BaHHOU (POpMeE TOPCHOHHOM AUCTOHUU HAOIIOAAIOTCS IPUYY AJIH-
BbIE MCKPUBJICHUSI TO3BOHOYHUKA C OOpa30BaHUEM MATOJIOTUUYECKOTO
aopao3a. ['ojioBa pe3ko 3alpOKUIBIBACTCS HAa3a/l, HAKJIOHAETCS B CTOPOHBI
WM BIEpE]l, KOHEYHOCTH 3aHUMAIOT PA3JIMYHbIC, YACTO HEOOBIYHBIE, BBI-
yypHbIe 103b1. [locTeneHHo pa3BuBarOTCA J1eopMallui U KOHTPAKTYpPHI B
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cyctaBax. Tem He MeHee, OOJIbHbIE MOTYT JIJTUTENILHO COXPAHATh CIOCO0-
HOCTb K CAMOCTOSITEIIbHOMY TIepeaBMKEeHUIO. [Ipu mporpeccupoBaHuu 3a-
0oJIeBaHUSI MOTYT BOBJICKAThCSI MBIIIIIIBI JIMIA, SI3bIKA, TJIIOTKH, MEXpeOep-
HOW MYCKYJIATYpbl, YTO IPUBOJUT K HAPYIICHUSIM PEUH, JIBIXaHUS, TJ10Ta-
HUSL.

Puc. 15. I'enepanuzoBannas popmMa TOPCUOHHOUN TUCTOHUU

2.  JloxanpHas ¢popMa TOPCHOHHOM TUCTOHUH BCTPEUAETCA Yallle, 4YeM Te-
HepaJIM30BaHHAS, U XapaKTEPU3YyeTCsS M3MEHEHHEM TOHYCa W THUIICpKUHE-
3aMH, paCIPOCTPAHSIIOMIUMHUCS TOJIBKO Ha OTIACIBHBIC TPYIIIBI MBI WITH
oTnenbHbIe KOHEYHOCTH (puc. 16). [Ipu 310l hopme yacTo pa3BuBaeTCs He-
MpaBUJIbHASI yCTAaHOBKA CTOIIBI, UYTO MPUBOJINUT K U3MEHEHHUSIM TTOXOIKH, UITH
PYKH, 9YTO MOXKET BBI3BIBATh Pa3BUTHE CHHAPOMA ITHCYETO CIa3Ma.

Ba)xHO MOMHHTB, YTO JIOKAJIbHBIE MPOSBICHUS MBIIIIEUHON TUCTOHUU
MOTYT OBITh HayaJbHbIM CUMIITOMOM MEJJIEHHO MPOTPECCUPYIOIIECH TeHe-
paM30BaHHONW TOPCUOHHOM TUCTOHUHU.

Jlebrom 3a001€BaHUs TeHepaaIn30BaHHON (DOPMBI HAUMHAETCS B 00Jiee
paHHEM (IETCKOM) BO3pacTe, a JioKaibHasi (jopMa HAUMHAETCS B BO3PACTE
ot 20 1o 40 ner.

JI71s1 TOpCMOHHOM TUCTOHUM XapaKTepHA OUHAMUYHOCMb: TACTOHUYE-
CKHUM TUTIIEPKUHE3 PE3KO YCUIMBACTCS NPU JBUKEHUSIX (X0ah0€), a yMEHb-
[IA€TCSl U BPEMEHHO KYyIUPYETCsl B TIOJIOKEHHUU JIexkKa, BO BPEMsI CHa.
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Puc. 16. JIokansHas popMa TOPCUOHHOMN AUCTOHUU

Juppepenyuanvuulii ouacno3 caeayeT IPOBOAUTH ¢ 3a00JICBAaHUSIMU,
B KIIMHUYECKOH KapTHHE KOTOPBIX MOXKET Pa3BUTHCSI CHHIPOM TOPCUOHHOM
JTHACTOHUH:
o HelpoereHepaTuBHble 3ab0ojieBanus (O0one3np IlapkuHcoHa, mpo-
IPECCUPYIOMNA HATbICPHBIA Mapand, MyJIbTUCUCTEMHAs aTpodusi, KOp-
TUKOOa3alIbHAs AereHepanus, 00jae3Hb I eHTHHrTOHA, 00J1e3Hh Buibcona—
Konogasnoga u 1p.);
o MOCTUH(EKITMOHHAs CHMIITOMaTHYeCKas IUCTOHHMSA (KOpb, peBMa-
TH3M, SMUAEMUICCKHUN SHIICPATUT);
o WHTOKCHKAIIMOHHOE BO3JICUCTBHE, B TOM 4YHCJIE JICKAPCTBEHHOE
(HEHUpOJIENTUKH U Ap.);
° TIOCJICICTBHUS POJIOBOM TPaBMBEI.

Jlns1 neveruss TOPCHOHHOW TWCTOHUN MPHOETAIOT K MHOPEIIAKCAHTaM,
OeH30QMa3enHaM, XOJINHOJUTHKAM, a TAK)KE€ K BBEACHUIO B JUCTOHHYE-
CKHE MBIIIIBI Tpenapara 00TyJIMHUYECKOTO TOKCHHA (T71aBa 6).

3.5. I'emudanuanbHbIN JUIEBON CIIA3M

['emudanuanbHbiii TUIIEBON crma3M (JIMIIEBOM TreMucnasMm, OOJie3Hb
bpucco) (puc. 17) 3aboneBanue, mposBisitoiieecss 0€300JI€3HCHHBIMU He-
MPOU3BOJILHBIMUA OJHOCTOPOHHUMHU TOHUYECKUMU WJIM KIOHUYECKUMHU CO-
KpAIlIEHUSIMU JTUIEBON MYCKYJIaTYpbl, UHHEPBUPYEMOMN UIICUIIATEPATIbHBIM
JULIEBBIM HEPBOM [75]. XapakTepHO, YTO COKPAIICHUS HE PacCIpOCTpPaAHSI-
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FOTCS 32 MPEIEIIbl IBUTATEIIbHOM HHHEPBAIIMY JIMIIEBOTO HEPBA U HOCAT Ma-
pPOKCU3MaNIbHBIN xapakTep. MHTepecHO, YTO JIEBOCTOPOHHUN TeMudariu-
AJBbHBIN JIMIIEBOM CITa3M BCTPEUYAETCA B HECKOJIBKO Pa3 yallle mpaBOCTOPOH-
Hero. CpeaHuil Bo3pacT Havana 3abosieBaHus okoio 50 jer.

Puc. 17. JIuneBoit remudanuaibHbIi cria3m

BaxxHO OTMETUTH, 4TO reMualmaibHblil JUIEBON cna3M HE OTHO-
CUTCS K KCTpAlMPaMHUIHBIM THUIIEPKUHE3aM, [I0O3TOMY OH COXPAaHSAETCS BO
CHE W MPU HEM OTCYTCTBYIOT KOPPUTHPYIOIIME KECTHI, MAPaJTOKCAIbHBIC
KUHE3WHU, HE XapaKTepHa AMHAMUYHOCTH (OTIIBIX U COH HE YMEHBIIIAIOT BbI-
PaXXEHHOCTh CI1a3Ma).

OCHOBHBIM namozenemuyeckum akmopom pa3BUTUS reMudaaib-
HOTO JIMIIEBOTO Cla3Ma SIBJIIETCS MUKPOBACKYJISIPHASI KOMITPECCUS KpaHU-
albHBIX HEPBOB (pUC. 18) — MexaHWUYECKOE BO3/ICUCTBUE MYyJIbCUPYIOIIETO
COCyJla Ha CTBOJI HEPBA C MOCJIEAYIOIIUM PACIPOCTPAHEHUEM NATOJIOrNYe-
CKOM MMITYJIbCALIMM U Pa3BUTHEM €T0 MapOKCU3MaIbHON (DYHKIIMOHAIBHOM
AKTUBHOCTH (ITapOKCHU3MasbHas JIUIEBas 00Jb — IPU BO3ACHCTBUH HA TPOU-
HUYHBIN HEPB, MAPOKCU3MbI COKPAILICHHS MBIIII] JULA — [IPU BO3AECHCTBUU
Ha JiuieBoi HepB). DakTopamMu KOMIPECCUU OOBIYHO SIBIISIFOTCS aTEPOCKIIe-
pOTHUYECKHE a0EppaHTHBIE UJIU IKTa3UPOBaHHbIE apTepuu. Yaie Habmoaa-
eTcsl KOH(QJIUKT HEPBA C apTEPUAIBHBIM COCYJOM (MepeaHEeN WIH 3aHEU
HUKHUMU MO3KEYKOBBIMU apTEPUAMH, TO3BOHOYHOU MM Oa3UIISIpHOM ap-
TEpUSIMU), PEAKO OTMEUYAETCs] KOHPIUKT HEPBA C BEHO3HBIM COCYIOM [64].
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Puc. 18. KoMnpeccus nmuiieBoro Heppa MO3:K€4KOBOU apTepue

B nuTepartype npuBOASTCS JaHHBIE O CBS3H MEXTY apTepHATIbHON TH-
nepTeH3neil U reMudaluaibHbIM JIMIEBBIM ClIa3MOM. ApTepuaibHas TH-
MEePTEH3Us paccMaTpUBaeTCA Kak (paKkTop prcka JJig BOSHUKHOBEHUS JTUIIE-
BOI'0 T€MHCIIa3Ma, TaK KaK TUIIePTEH3HUs CIOCOOCTBYET IPOTrPECCUPOBAHUIO
aTEPOCKICPOTUUECKUX U3MEHEHHUH COCY/IOB, YTO MPUBOJUT K UX SKTA3UH U
MAaTOJIOTUYECKOW HM3BUTOCTH, MPEAPACIIONATraroluX Pa3BUTHIO BaCKYJISp-
HOU KoMIIpeccun. B cBOIO odepenp mpemonaraercs, 4To KOMIPECCHsI BEH-
TpoJiaTepajIbHbIX OT/IEJIOB MPO0JITOBATOTO MO3Ta SYKTa3UPOBAHHBIMU COCY-
JaMH MOXET IPUBOJUTH K apTEPUAIBHOU runeprensuu [ 76, 77].

['emudanuanbHbIi JULEBOIN clla3M Bceraa dedromupyem NOAepTruBa-
HUEM KPyTOBOM MBIIIIIBI T71a3a. Kak mpaBuiio, cHadama 3TH MOAepTUBaAHUS
JIOKaJU3YIOTCSl B 00JIaCTU HUKHETO BEKa U OTPaAaHUYMBAIOTCS OTICIBHBIM
MyYKOM HJIM CETMEHTOM MBIIIIBL. [ToCTeneHHO OHM yJamarTcs U CTaHO-
BATCS 00JIee MHTCHCUBHBIMU, PACTIPOCTPAHSSACH HA BCIO KPYTOBYIO MBIIIIITY
TJIa3a U COCCIHHUE MBIIIIBI ekH [78].

B xnunuuecxoii kapmune MPUCYTCTBYIOT CEPUU KOPOTKHX, OBICTPHIX
MHUOKJIOHUYECKHUX TOJIEPrUBaHUM B BUJIC CYXKEHUS TJIa3HOM IeJId Ha Imopa-
KEHHON CTOPOHE M TOHMUYECKUX CHA3MOB B BHJE TMOATATHUBAHUS IIEKH,
KpbLTa HOCa, yIJIa pTa, HHOT1a Ha0JIt01aeTCs OJTHOBPEMEHHOE COKPAIIICHHE
MBIIIII] TOI00POIKA U MTOAKOXKHOM MBIIIIIBI UJIK Ha TOU K€ TTOJIOBUHE JIHIIA,
4TO MPHUIAET €My XapaKTepHOE HEECTECTBEHHOE BhIpaKEHUE. Y HEKOTOPHIX
OOJILHBIX B MOMEHT CIla3Ma MOJKET IOSBUTHCS OIIYIICHHUE MIESTYKOB HIIH
3BYKOB B YX€ Ha CTOPOHE MOpakeHus (BOBJICUEHNE B MPOIIECC CTPEMEHHOU
MBIIIIIIBI).
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[Ipuctynbsl JNHMIIEBOrO TeMHUCHA3Ma npoGoOYUpPYIOmMcs PasrOBOPOM,
€101, SMOIIMOHAILHBIM HAIPSXKEHUEM U, HAIPOTUB, CTAHOBSITCS PEXKE B CO-
CTOSIHUM TIOKOSI U penakcanuu. Bo Bpemsi cHa mapOKCHU3Mbl THIIEPKUHE3A
MPEKPALAIOTCS WM (Yallle) 3HAYUTEIBHO YPEKaIOTCs, IEPUOANIECKU BO3-
OOHOBJISISICH B ONpeICCHHBIX (ha3ax cHa [78].

[To xapaktepy KIMHUYECKUX TMPOSIBICHUN BBIICIAIOT CIEAYIOIIHNE
¢dbopMeI JiniieBoro remucmasma [78]:
1.  Knaccuueckas gpopma. Ilpu HEl B MOMEHT MPHUCTYTIA JIUIIEBON TE€MUC-
Ma3M BO3HUKAET MPAKTUYECKH OJHOBPEMEHHO B OOJIHIIMHCTBE MHUMUYE-
CKHMX MBIIII OJTHOW MOJOBUHBI Jinia. KIMHUYECKH B MOMEHT MPUCTYIIA Ha
CTOPOHE TMOPAXKEHUSI ONPENEIACTCS CYKEHHME TIJIa3HOW LIEIH, MOJHATHE
OpoBHU, YTOJ pTa U HOC OTTITUBAIOTCS B CTOPOHY YIITHOM pakoBUHbI. Criazm
0€300JI€3HEH, YaCTO COMPOBOXKIAETCSI CUHKMHE3USIMU Ha MPOTHUBOIIOJIOXK-
HOU cTopoHe nula. BHe npucTynoB npu3HakoB mpo3omnapesa (ciadocTb Mu-
MHUYECKOM MYCKYyJIaTypbl) HE OOHAPYKUBAETCHI.
2.  Jlokanvnasa ¢hopma. XapakTepu3yeTcss IpUCTyaMu HEMPOU3BOJIbHBIX
HAaCWJIHCTBEHHBIX COKpAIICHUN B OTJEIBHBIX MBIIIIAX WIK IPyNIe MUMU-
YECKHUX MBI 0€3 pacrpoCTpaHEHUs Ha BCIO MOJIOBUHY Jiniia. OOBIYHO OHA
BCTpEUaeTCsl Ha HaYaJIbHBIX dTamax 3a00JeBaHus U, KaK MPaBUio, CO Bpe-
MEHEM MEepeXOoaUT B Kilaccuueckyto popmy. Hanbonee yacTeiM BapruaHTOM
TaHHOM (DOPMBI SIBIIIETCS JOKATBLHOE COKpAIIEHNE KPYTOBOM MBIIIIIIHI 71434,
YTO MPUBOJUT K €ro 3aKMYPHUBAHUIO M HEPEAKO OMMOOUYHO MPUHUMACTCS
32 OJJHOCTOPOHHUM Onedapocnasm.
3. Heycmoponusas ¢popma. llpu He#l nuiieBo reMucnazM HaOII01aeTCs
TO Ha OJIHOM, TO Ha JAPYroi MojJoBUHE Julla. YacTo MeXy reMucrnasMaMu
Ha pa3HbIX CTOPOHAX JIMI[A OTMEYAECTCS POAOKUTEIbHBIN HHTEepBa. B oT-
JU4ue OT JIMIEBOIrO Mapacia3Ma, Ipu JIBYCTOPOHHEM FeMHUCTa3Me HACUIIb-
CTBEHHBIE COKPAILICHUS MBI 00EHX MOJOBHH JIMIla HE CHHXPOHHBI.
4.  Dopma c nocmHespumu4eckou KOHMpAaKmypou Moy 1uya 6He npu-
cmyna. OHa BCTPEUYAETCS y MAIMEHTOB C HEBOCCTAHOBIICHHBIM MPO30Iape-
30M MUMHUYECKUX MBIIIIL, TPUYEM KJIMHUYECKUE TTPOSBJICHUS TOCTHEBPUTH-
YECKOM KOHTPAKTYPhI JOCTATOYHO THUIMYHBI U OOBIYHO HE BBI3BIBAIOT 3a-
TPYAHEHUN B JUATHOCTHUKE.

Juppepenyuanvuuiii ouacno3 cneayeT IPOBOAUTE:

1) ¢ maToJOrMYeCKUMHU IPOIECCAMH B BapOJIMEBOM MOCTYy (00JacTh
AJipa, Ha4aJIbHOW YacTH KOpEIIKa JIMIIEBOT0 HEPBA):
— OHMK B BepTeOpanbHO-0a3uIsipHOM Oacceiine (IbTEpHUPYIOMIUM CHH-
npom bpucco—Cukapa);
— PACCEesIHHBIN CKIIEpPO3;
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— OCTpasi BOCMAIMTENbHAS JEMUCIUHU3UPYIOIAs MTOJUPAINKYJIOHEBPOIIA-
tusa [ miena—bappe;

— 00BEMHBIH MpoIece B 001aCTH MOCTA (OIMyX0JIH, ApTEPUOBEHO3HBIE MaJIb-
dbopmauuu u ap.);

— OTOT€HHBIEC HEBPUTHI HA HAYaIbHBIX dTanax 3a00JieBaHuUs;

2) ¢ MaToJIOTMYECKUM IPOIIECCOM B 00JIACTH MOCTOMO3KEUKOBOT'O yTJia
(omyxouiH, apTepHOBEHO3HbBIC MaIb(opMaIuu, Oa3aaIbHbIA apaXHOUIUT);
3) ¢ KOMIPECCHOHHO-MIIEMHYECKON HEBPOTIATHEH JIUIIEBOTO HEPBA;

4) ¢ mepeioMaMH OCHOBaHHS depena. B JaHHOM citydae mopakeHUe He-
pBa OOBSICHSIETCA TE€M, YTO TPEIIMHA OCHOBAHUSI Yeperna B MOJIOOHBIX CITy-
yasx 3aXBaThIBACT U MUPAMUIY BUCOUYHOU KOCTH;

5) ¢ HelipoOOPpeITHO30M;

6) c IHMIEBOH MUOKMMHUCH;

7) ¢ THKamu;

8) ¢ MOCHEBPUTHYECKON KOHTAKTYPOH MUMHYECKUX MBIIIIL (TTOCIIE TIepe-
HECEHHOU HEBPOIATHH JIUIIEBOTO HEPBA);

['emudanuanbHbii TULEBON CHa3M SBISETCS AUArHO30M KIMHUYE-
CKHUM, OJHAKO JJISI UCKJIFOUEHHS €r0 «BTOPUYHOCTU» B OUACHOCMUKE PEKO-
MenoBaHo npuMeHITh MPT / KT roioBHOro Mo3ra ¢ KOHTpacTHPOBAaHUEM,
OHMI', nonucomMHorpaduio, CEPOJIOru4ecKrue UCCieI0BaHus.

HecMoTps Ha TO, YTO HCTUHHBIN F'€MUCIIA3M HE HECET HEMTOCPEICTBEH-
HOM YTPO3bI )KU3HU MAlIMEHTOB, OH B 3HAYUTEILHOW CTENEHU YXY/IIIAET €€
KaueCTBO, OTPAaHMYMBAs HX MPO(PECCUOHAIBHYI0O U COLMAIBHYIO AKTHUB-
HOCTb, SIBJISISICh IPUYUHOM TICUXOJIOTHYECKOTO auckoMdopTa [75]. Papma-
KOTeparnus JaHHOU MaToJIoruu He3((DEKTUBHA, HO MMOCTABUTh MPABUIIbHBIN
JIMarHo3 U OJJTHOBPEMEHHO OKa3aTh MOMOIIb OMOTAET MOMBITKA MUKPOXH-
PYPrUYECKON JEKOMIIPECCUU JIMIIEBOTO HEPBA U MPOBEICHUE OOTYINHOTE-
panuu.

3.6. IlapokcusmaibHbie (POPMbI AUCTOHUIMI

[TapoxcusmanbHbie (POPMBI TMCTOHUHU — 3TO HEBPOJIOTUYECKHUE COCTO-
SIHUS ¢ Pa3HOOOpa3HOM KITMHUYECKON KapTUHOM, XapaKTePU3YIOIINECs BHE-
3alHBIMHA ATAKAMH ITATOJIOTUYECKOW HETPOM3BOJILHOW JBUTATEIBLHOU aK-
TUBHOCTH (T.€. COIIPOBOK/IAIOIIUECS MPUCTYIIaMU TUIIEPKUHE30B) B MBIIII-

[ax KOHEYHOCTEW, TYJIOBUINA, UL, IIeU. SABIAIOTCS peakumMu popmMaMu
[79].
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[Tapokcu3MaabHOCTh TUNEPKUHE30B OOYCIOBICHA WX GHE3ANHLIM
HayajoM M OKOHYaHUEM, IIPU ITOM JIBUTATEIbHAs cepa U MOBEACHUE Ye-
JIOBEKA MEXK]ly MTPUCTYIIAMU HE U3MEHEHHBI.

OpnHako mapokcu3MaibHble (POPMBI JUCTOHUU MOTYT Pa3BUBATHCS
BCJICJICTBUE HEACHBIX NMPUYUH (Criopagudeckue (opmbl) WU OBITH BTO-
PUYHO OOYCIIOBJICHHBIMU, BO3HHKATh Ha ()OHE KAKOTO-THOO0 3a00JICBaHUS
(cumnroMarudyeckue opMal).

Jlugpghepenyuanvnviti ouacrno3 mapoKCcU3MalbHBIX (OPM IUCTOHUU
CIEAYET IPOBOJAUTH:

1. C BTOpUYHBIMH (CUMITOMATHUYECKUMU ) TAPOKCU3MAIbHBIMU TUCTOHU-
MU
® 110CJIE€ IEPEHECEHHBIX TPABM C HEUPOMH(PEKIIUN, HHTOKCUKAIIHIA;
e [10cJe nmpueMa MeTtakiaonpamuaa [80];
® C JICTCKUM LiepeOpabHBIM MapainioMm;
® C pacCesHHBIM CKJIEPO30M;
® C IrMIIONapaTUpPEO30M;
C METa0OJINYECKUMHU HAPYIICHUS: TUTIOKABIIUEMHUEH, THIIO- U
TUTIEPIVIMKEMUEH, 1IeTnaKuen
2.  C noOHOM snMyIenicCuel CHA: ayTOCOMHOJIOMUHAHTHAsI My Tallusl TeHa,

KOJIUPYIOIIETO HUKOTUHOBBIE AIIETUIIXOJIMHOBBIE PELENTOPHI HA XPO-

mocome 20 u 15 (CHRNA4 u CHRNB2). [Ins Hee XxapakTepHbI MpHU-

Yy IJIUBBIC HOYHBIC TAPOKCU3MBI, BKITIOUAIOIIHE TUCTOHUH, CTEPEO-

TUIIAH, XOPEIO U TaKe BoKanu3auio [81].

3.  Cucrepueil.

Bri1ena0T Tpy OCHOBHBIX 8apuanma napokcu3mos.

1) mapokcu3MalibHass KHHE3WOTCHHAs IUCKWHE3Ws, BhI3BaHHAS BHE3AIl-

HBIM JIB)KCHUEM;

2) mapokcH3MallbHas HEKMHE3UOTCHHAs JTUCKUHE3Us, HE HMEIoIas mpsi-

MOU CBSI3U C IBUKCHHUEM,

3) mapokcu3MajbHas JHUCTOHHS, BBI3BaHHAs (PU3NYCCKON HArpy3Komn

[82].

3.6.1. IlapokcusmajibHA KHHE3MOTEHHAS JUCKUHE3U I
[Tapokcu3manbHass KUHE3WMOTEHHASI TUCKUHE3Usl (MHTCHIMOHHAS CY-
nopora Pronbda) npeodnanaer y myxuuH (4:1) u aBisiercst Hanbosee BCTpe-
yaronumcs BapuanToMm (¢ wactoroit 1:150 000) [82].
Jle6roT 3a00JieBaHuMsl, KaK MPaBUIIO, TPOUCXOAUT B Bo3pacte 7—20 Jier,
XOTS BO3PACT HavaJia CyJJOPOr MOXET BapbUPOBATH OT 6 MECSILEB A0 57 JieT
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[82]. BaxxHO, 4TO MapOKCHU3MBI THTIEPKUHE30B 1POBOYUPYIOMCSL TPUTTEPAMU
(YCWJICHHBIM ~ JIBIXaHHEM, CTapT-peiIeKcoM, H3MEHCHHEM CKOPOCTH
XO0JIbOBI U JIp.), KOTOPbIE€ BO3ACUCTBYIOT HEOKHUJAHHO M BHE3AITHO.

Ha pannux cmaousx nuckuHes3us 3aTparuBaceT MBIl PYK U HOT, HO
MIpU npozpeccuposaruy 3a00JIEBAHUS PACIIPOCTPAHACTCS HA MBIIIIbI JIUIIA,
LIEH U TYJIOBUILA.

B kaunuueckoit kapmune MoxHO HaOMIOAATh OJTHOCTOPOHHUE WU
JIBYCTOPOHHUE JUCKUHE3WH, OJIHAKO XAPAKTEPHOM YEPTOU SIBISIETCS HX
HecuMMempuyHocms AaXe npu OunatepaibHoM xapaktepe [79]. [Ipucty-
naM OObIYHO MPEAIIECTBYET dNUTacTpaibHas aypa, F0JIOBOKPYKEHHUE, T0-
KaJIbIBaHUE / AKEHUE U JPYTrUe MapecTe3ud B KOHEYHOCTAX. BaxHo, 4TO
aTaKu HUK020d He CONPOBON#COAlomcs U3MEHEHneM co3Hanus. [lapokcuszmel
MHOTOKpaTHO MOBTOpst0TCsA B TeueHue aHs (ot 30 go 100), ogHako ux 4va-
CTOTa C BO3PACTOM YMEHBIIAETCS. ATaKU UMEIOT CrmepeomunHsiii NaTTEPH:
OOBIYHO HAYMHAIOTCS C OTBEJCHUS Tiedya, CTHOAHUS PYKH B JIOKTEBOM CY-
CTaBe, MPOHAIMU TMPEAIUICUbs, pa3ruOaHusi KUCTH, pa3TMOaHUs HOTU U
HApY>KHOM poTanuu ctonbl. [lajee MOryT ciegoBaTh CMEHSIOIIUAE JIPYT
apyra cru0aHue u pa3rubaHre KOHEUHOCTEH, 3aKpyUnBaHUE KOHEYHOCTEH
Y TYJIOBUIIA. | UIIEpKUHE3, BOBHUKAIOUINI B HOTaX WIH TYJIOBHIIE, IPUBO-
JIUT K BHE3AITHOMY MAJCHUIO M 3a4acCTyl0 MHOTOYHCJIEHHBIM TpaBMaM. Y
OOJBITMHCTBA MAIMEHTOB aTaKh KOPOTKHE — OT HECKOJBKUX CEKYHI 0
5 muH. Pexe aTaky runepkuHE30B ISITCA HECKOIBKO 4acOB, MPUYEM, JIJIH-
TEJbHBIC U PEJKUE aTaKu JCOIOTUPYIOT Y MAIMEHTOB B 00Jiee MO3JHEM BO3-
pacte [79, 83].

B namoecenese 3aboneBaHus pacCMaTpUBalOT TeHETUYECKUN (akTop.
Tak W3BECTHO, 4YTO NAPOKCHU3MAJIbHAsI KWUHE3UOTCHHAs IUCKUHE3US B
65—72 % cnydaeB mMeeT ayTOCOMHO-IOMHHAHTHBIN THI HACIEIOBaHMS.
[Tpu sTom B 62—-100 % Bcex ceMEWHBIX CIydyaeB UMEETCS TE€TEPO3UTOTHAS
MyTanusa ycedeHus Ha 16 xpomocome B jokyce 11.2-12.1 B rene PRRT2,
KOTOpBI KoaupyeT OoraThlii MPOJMHOM TpaHCcMeMOpaHHbIM Oeiok. B
HacTosIIee BpeMs BbIsABIEHO Oosiee 40 BapuaHTOB MyTallui B JAHHOM JIO-
kyce PRRT2 rena [84]. B nureparype npuBOIATCA JaHHBIE, CBUACTEIIb-
CTBYIOIIUE O TOM, 4TO MyTanuu B rene PRRT2 ymenbmator ¢pyHkiuio 60-
raToro npoJMHOM TpaHCMeMOpaHHOro Oelka, UPOKO MPEACTAaBICHHOIO B
KOp€ rOJIOBHOI'O MO3ra, runIokamiie, Mo3xeuke [85]. [Ipennonaraercs, 4to
cHkeHue QpyHkiuu 0enka PRRT2 HapyiiaeT HOpMalibHbIN BHY TPUKJIETOY-
HBIM TOTOK B KaJbIMEBBIX KaHAIAX M CUHANTHYECKYIO TPAHCMHUCCHUIO BO
BpeMsi Ha4aJdbHOM cTaauu ABvkeHHs [86]. IlokazaHo, yTO JaHHBIN OeOK
BIIUSIET HA CBA3BIBAHWEC CHHANTHYECKHUX MY3BIPHKOB C IJIa3MAaTHYECKOMN
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MEMOpaHOM Yepe3 B3aUMOJICMCTBHE C CHHANTOCOMHBIM  OCJIKOM
25 (SNAP-25). Ilpu 5TOM B cHHArcax UMEET MECTO IMOBBIIICHHBIN HEHPO-
TPaHCMUTTEPHBIN BEIOPOC, a HEHPODHUZNOTOTHICCKHIE UCCIICTOBAHUSI BBISIB-
JSIOT HAPYIICHHE HHTHOMITNNA KOPTHUKAILHOM M CIIMHAILHOU (ha3bl MOTOP-
HOro norenuuana [87].

PesynbTaThl Helipoouacnocmuuecko2o 06ciedo8anuss HE CHEIHU-
dbuunbl. Tak, DI -uccienoBanue BO BpeMs IapOKCH3MOB ITapOKCU3Mallb-
HOM KMHE3WOTCHHOM JMCKUHE3WH IMOKa3aJl0 OTCYTCTBHE IMUICHTH(OPM-
HoM akTBHOCTH. MPT ronoBHoro Mmo3ra takxe 0€3 maToJI0THIECKUX U3ME-
HeHuit [88].

Jlugphepenyuanvnviti ouaeno3 MNapOKCU3MAIBHONM KHHE3HMOT€HHOM
JTUCKWHE3WH MPOBOMIT C MAapOKCU3MaIbHONW HEKWHE3MOTCHHOW NHCKHHE-
sueit (ITueK /).

[TpucTymnsl XOpoII0 MOAAAIOTCS eyeHu0 MAJIbIMA 103aMU TTPOTHBO-
CYJIOPOKHBIX MpEINapaToB U Perpeccupyror ¢ BodpactoMm. Hanbosee yacto
MPUMEHSETCS JICUCHHE MalbIMH JI03aMU KapOamaszenuHa (mo 250 mr B
cytkn) u nudennna (100 mr B cytkn) [80, 83]. Takke ormMeueHna r3(phexTuB-
HOCTh OKCKapOa3emmHa, TOupamaTa, STOCYKCUMHU/IA, JIAMOTPHKMHA, Ta-
OarenTrHa [89].

Knunuueckoe nabnrooenue [19]: Hesouxa, Il. K., 6 nem. [uacnos:
AymoCcoOMHO-peyeccusHas ponanoudeckas snuiencus. llapoxcuzmanvhas
ouckunesus. ’Kanobwi: napoxkcuszmvl cunepKune3086 8 Jie8blx KOHeUHOCMAX U
J1e80U NON0BUHe Tuya. AHamHe3 JHCU3HU: HACIe0CMBEHHOCHb OMA2OUWEHA.!
no JquHuu mamepu (y 6abywku mpu 0B0UHU, HEOOHOULEHHOCMb, BbIKU-
oviuiu). Pebenox om nepeoil OepemeHHOCmuU, npomexaguiell. Ha @QOHe
Y2po3bl Npepvli8anus Ha PAHHUX CPOKAX, 8 4 mec. — KpossaHUcmoie 8bloeile-
HUsl (cmayuoHapHoe jedyeHue) Ha poHe NOBMOPHBIX OCMPBLIX PeCnUpamop-
Hoix eupycHuix un@exyuu (OPBHU); nepevie cpounvie cmpemumenvHole
poobl. 3akpuuana cpasy, evinucawa Ha 7-e cymku. Ha ecmecmeennom
sckapmausanuu 0o 1,5 mec. Bec nabupana xopowo. llcuxomomoproe pas-
sumue: 207108y Oepxycum ¢ 3 Mec., cuoum ¢ 7 mec., X00um c
11 mec. I'osopum coomeemcmeeHHO 803pacny.

AHnamnes 3ab0nesanus. 8 sozpacme 1 200a npu Kaxcoom npooyaicoe-
HUU NOABUUCL NOOEPSUBAHUSL €801 HO20U (HeCUHXPOHHbLE, UH020d 8PaAla-
meJjibHble 08UNCEHUS), Uepe3 2—3 mec. N00epeUBAHUS CIAIU BOZHUKAMb 00-
HOBDEMEHHO 8 HO2e U PYKe, HECKONIbKO MeCsayes Cnycms NpucoeOUHUIUCH
nooepeusanus 8 quye ¢ mou dce cmopouwl. B 1,5 200a nocmaesnen ouaznos
— ONUCUHOPOM, 1e8OCHOPOHHUE O0IHCEKCOHO8CKUe cyodopoeu. Hasnauenwl
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anroghepan, 3amem KOH8YIbCOPUH, OeNaKuH, OEH30HAN 8 8UOe MOHO- U NO-
Jumepanuu (00 mpex npenapamos 00Hos8pemerHo) be3 s¢pgpexma. Ha gpone
JledueHuUs yacmoma amax coxpawusiace om 1 0o 15 paz 6 cymku, oHu 603HU-
Kaiu He MOJbKO Npu npooysicoeHuu, Ho U 80 8pems 600pcmeosanus (Ha
NPOBOKAYUIO IMOYUOHAILHOU U (PUIUYLECKOU HASPY3KOU), 80 8peMs CHA 8
Qasze Opemomuwi, neped npobdysxcoenuem. MaxcumanvHas OnumenbHOCMb 00
30 cexyno. Coznanus e mepsina. Amaxu npeouyscmeyem. B nesponozuue-
CKOM cmamyce 04a2080U CUMNIMOMAMUKU He 8bls61eH0. Buodeosnexmpoan-
yeanoepaghus (6uoeo-2331'): ¢ponosas 31" npu 3aKkpbimeix enazax 6 3a-
MBLIOYHLIX 0MOeNax NpeoCmasieHa SUNePCUHXPOHHOU albha-aKkmueHo-
cmoto, amnaumyoot 150—200 mxB, vacmomoti 8 I'y. Ilpu nposedenuu go-
mocmumyaayuu wyacmomou 18 [y ommeuaromcs 2enHepanuzoeammvie
BCHBIUKU KOMNJIEKCO8 «NUK-BOJIHA», HE CONPOBOMNCOAIOUWUECss KIUHUYe-
CKUMU  NAMMePHAMU  INULENMUYecKo20 npunaoka. JnumenvHocmo
scnviuku 1-3 cexynovl. Ha 201 cna sapecucmpuposanvl 1-3-1 cmaouu
cHa. B 1-2-1i cmaousx pecucmpupyromcs 08yxgasnvie ocmpule 80HbL, JIO-
Kanu3yrouwuecs 8 YeHmpaibHoUu 00J1acmu ¢ AMnaIumyOoHbiM npeoo1adanuem
cnpasa. Bo cne maxoice 3ape2ucmpuposansl 2eHepaiu308anHble GCHbILUKU
INULENMUUECKO20 XapaKmepa, He CONPOBONCOArWUEC KIUHUYECKUMU
nposenenusmu. Ilpu npooysicoenuu u 6 cocmosanuu 600pcmeo8aHust 3apux-
CUPOBAHBL 08 INU300A OBUINCEHUL 8 1eB01 pYKe 8 8ude Xxopeoamemosa. Mo-
MOPHBLU (heHOMeH Npu NPOOYHCOEHUU HE CONPOBONCOANC USMEHEHUIMU
OUo2IeKMpUYecKoll akmueHocmu. Bmopoti ¢oenomen cosnan co 8cnvlukotl
2eHepaIU308aHHOU INUAENMUYECKOU AKMUBHOCMU. 3aKitoueHue: npu 6u-
0e0-231 -MoHumopuHee 8visA6IeHO 08a MUNA NAMON02UYECKOU AKMUBHO-
cmu: 1) 1oKanvhble U3MeHeHUs 8 YeHMPAbHOU 001acmu, Komopule Mo2ym
ObIMb XapaxkmepHwl 0Jis1 POJAHOUYECKOU dnuiencuu; 2) eenepaiu308aHHas.
SNUIEenMu4ecKds aKkmueHocmen. /leucamenvHvie heHOMEHbl HOCUU XAPAK-
mep 2UNnepKuHe308 (Xxopeoamemos) u, 6eposimHO, He ABAAIOMCI INULENMU-
YyecKUMU NPUCMYNAMU.

Pesynomamul obcnedosanus: Ouoxumudeckuti aHaius Kpoeu, 31eK-
mpoxapouoepamma (IKI'), ynempaszsyxkoeoe ucciredosanue (Y3HU) enym-
PEeHHUX op2ano8. be3 ocobennocmeu. MacHumHo-pe30HAHCHAsL MOMOo2pa-
Qus (MPT) conoenoeco moszea b6e3z namonocuu. Opmanvmonoe: 6e3 uzmeHe-
Huu. [lcuxonoe: ncuxonocuueckoe pazgumue coOomeemcmeayem 603pacmHuoll
Hopme. OQbcnedosana 6 1abopamopuu Hac1e0CmMeeHHbIX bole3Hell 0OMeHa
sewecms meoduko-eenemuyeckoz2o yenmpa PAMH: ucknouenvt GM1-2an-
2/IUO3UO03bl, HEUPOHAIbHBIUL YepPOUOHblU TUnogycyurno3 1 u 2, Mumoxom-
opuanvHble 3a60aesanus, 6one3nb Bunbcona—Konosanosa.
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Ha ¢one ommenvt npomusocyoopoosichou mepanuu (kapbamazenun,
bapoumypamol) UsMeHeHUs: YACMOMbL NPUCMYNO8 He npouzouiio. Beeder
naxom. Ilpucmynvl xopeoamemosa 6 n1e6vlx KOHEUHOCMSX COXPAHSIUCDH C
yacmomou 5—11 paz 6 cymku, 6 OHegHOe U HOUHOe 8peMsl, NepuooudecKu
ObLIU CBA3AHBL C OBUNCEHUAMU U IMOYUOHANbHOU HaepysKkoll. llocne 6bi-
nucku wacmoma npucmynos cuuzuiaco. Cnycms 6 mecsyes nposedena Kop-
pekyus mepanuu (ygenudeHue 003bl HAKOMA, ppuzuyma), npucmynsvt npe-
Kkpamuaucs. B meuenue 1 mecsaya npucmynos e 0vlio, 3amem OHU 80300-
HOBUIUCH, 8 OCHOBHOM 8 YMPEHHUE HACbL, 8 C853U C NPOOYIHCOCHUEM, pedice
80 8pemsi HOOPCMBOBAHLUSL.

D0l Ha ghone mepanuu 8 kamamuese: OMMeUAeMCs NOJTOHCUMEIbHAS
OUHAMUKA 8 8UO€e CHUICEHUSL NPeOCABIEHHOCU OUGDDY3HbIX dnuUienmu-
GDopMHLIX pa3PsA008, CHUINCEHUS AMNAUMYObL PECUOHAIbHBIX YEHMPATbHO-
BEPMEKCHBIX PA3PA008, A MAKIHCE UX YPeHCEHUs. 80 8peMsi OOOPCMBOBAHUSL.

3.6.2. Ilapokcu3majibHble HEKMHE3HOTeHHbIE TUCKUHE3UHU

[TapokcusmanbHasi HEKMHE3UOTCHHAsT JUCKUHE3Us (MIpeKHEee Ha3Ba-
HUE «MMapOKCU3MAJIbHBIN TUCTOHUYECKUH XOPE0aTeTo3)») XapaKTepru3yeTcs
HaJIMYMEM JIFOOBIX TUTIEPKUHE30B (XOPEH, aTeTo3a, TUCTOHUH, Oaiiu3Ma) U
HUKOT/Ia HE COMPOBOXIAIOTCS HAPYIICHUEM CO3HaHUs. 3a0oJieBaHUE, KaK
npaBuiio, Manudectupyet g0 20 set, yarie 60JICI0T MAITbUYUKH.

B namoczenesze 3abo0neBanus Tak k€ aKTUBHO, KaK U MPU IPYTUX Bapu-
aHTax TMapOKCU3MaJbHBIX (POPM ITUCTOHUHU, PACCMATPUBACTCS TeHETHYE-
ckas teopusi. B 2004 r. Rainier ¢ coaBTopamMu BBISIBWI JABE pa3iInyHbIC T'e-
TEPOrCHHBIC MYTAIIMH B T€HE peryupyomero muoduodpumiorese3 (MR-1)
Ha 2 xpoMocoMe B Jiokyce 35.2 [90]. [IpeanonararoT, 4TO MyTalMu B TE€HE
MR-1, umeromre BICOKYIO eHETPaHTHOCTH (> 90 %), MpUBOIAT K CeJIeK-
TUBHOMY JIe(PEKTYy KaJTMEBbIX HOHHBIX KaHAJIOB B 00JIACTH TOJIOBHOT'O MO3Ta
C HapyII€HUEM IPOILIECCOB YIAJIEHUs TPOAYKTOB, 00pa3yeMbIX BCIIECICTBUE
OKCHJIAaHTHOT'O CTpecca, B YaCTHOCTH, MeTunriuokcans (xumMmuaeckas (op-
myna: C3H,0,). IlpucyrcTBreM 3TOro BemecTBa B KOPe M alKOTOIBHBIX
HAIMMUTKaX OOBACHSIIOT UX MPOBOIUPYIOIIYIO POJIb B Pa3BUTHHU aTaK MapoOK-
CU3MaJIbHON HEKMHE3HOTeHHOM nuckuHe3uu [91].

B knunuueckou kapmune NapoKCU3MaJIbHOW HEKUHE3UOTEHHOU JINC-
KuHe3nn (6 omauuue om napoKCUMAIbHOU KUHE3UOSEHHOU OUCKUHE3UU)
aTaKu UMEIOT TIPOIOJIKUTEIIBHOCT OT 5 MUH JI0 HECKOJIBKMX YaCcOB; pa3BH-
BAIOTCS B MOKOE; MPOBOLMPYIOTCS MPHU UCITyTe, BOTHEHUH, BO30OYXKICHUH,
Pa0CTH, OXJIAXKISHUH WIIH TIepeTrpeBaHuH, YHOTPEOJICHUHU aJIKOT0JIsI, KOode,
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yas, oKouaaa. ATaku NOBTOPAIOTCS Pexe — OT 3 B J€Hb 10 2-X B rof [91].
C BO3pacToOM TUTENBHOCTh ATAK MOCTEIIEHHO YMEHBIIIAETCH.

Pytunnoe 93I'-uccinenoranne u MPT He moka3pIBalOT OTKJIOHEHHI
OT HOpMBI. B TO ke BpeMsi, METOJ1 MHBA3UBHOTO BHUI€0-D ] -MOHUTOPHUPO-
BaHUS TIO3BOJISIET BBISIBUTH AJIEKTPUUECKYIO CHAHKOBYIO aKTUBHOCThH B 00-
JIACTH XBOCTATOTO SIApA.

B neuenuu mapoKCU3MaIbHOW HEKMHE3UOTEHHOM NUCKUHE3UU IMOJIO-
KUTEIbHBIN 2PdeKT oTMeuaeTcss mpu Tepanuu kiaoHazenamoM (y 37 %
OosbHBIX) [82]. Y wacTh OONBHBIX IPUCTYIIBI YACTCS CHATD, IIPUMEHSIS JIe-
yeHrue OeH30/Ma3enuHaMHu U JIEBOJIONON. B TsKENbIX cllydasx MpPUMEHS-
€TCSI XUPYPTrU4E€CKOE CTEPEOTAKCUIECKOE JICUEHHE.

3.6.3. [IapokcusMajbHasA TUCTOHHUS,
BbI3BaHHasA (PU3UYECKOH HATPY3KOM

[lapokcu3manbHass AWCTOHMS, BbI3BaHHAs (U3UYECKOM HArpy3KoM,
ABJISIETCST HAauOoJiee PEAKUM BapUAHTOM MAPOKCU3MAIbHBIX JTUCKUHE3UH.
3aboJieBaHUE XapaKTEPU3yETCs MOSIBJICHUEM JIUCTOHUHU B YacCTH TeJa, BO-
BJICYEHHOW B YCUJIEHHYIO (DPU3MUYECKYIO HArpy3Ky (BO BpeMsi Oera 1iu ObICT-
poit X0/b0bl). ATakM B OCHOBHOM BO3HHUKAlOT B HOTrax, HO MHOT/A, OCO-
OCHHO MPU IJIUTEIBHBIX SMHU30aX, BOBJICKAIOTCS MBIIIIbI JIUIA, III€H, TY-
noBuia. Kak npaBuiio, mopakaroTcs CHMMETPUYHBIE YacTH Tela (Ounare-
pajbHbBIC aTaKW), HO OBIBAIOT U aCUMMeETpUUHbIe. OIIYIIEHUH MTPeIBECTHU-
KOB IPY MAPOKCU3MAJIBHOM JTUCTOHHUH, BBI3BAHHOMN (PU3MYECKON HArpy3KOii,
B JIUTEpaType He omnucaHo. JleOroTupyer 3aboneBaHue B Bo3pacte oT 2 10
30 ner. Yacrora aTak cocTtaBisger 1-5 pa3 B Mecsl C JJIUTEIbHOCTBIO
5—30 MuH, YMEHBIIIAeTCsI C BO3pacToMm [92].

Ilamozenes napokcuzmanbHoUu OUCMOHUU, B8bI36AHHOU UIUYECKOU
Haepyskou. Suls (2008), nccieoBaB YEThIpE CEMbH, BIEPBBIE OMUCAT MY-
taiuu B reHe SLC2A1, kogupyromeM tpancnoprep rimoko3sl GLUTI1 na
1 xpomocome B nokyce 35-31.3, koTopble GOPMUPYIOT MAPOKCU3MATIBHYIO
JTMCTOHUIO, BhI3BaHHYIO (pusnueckoil Harpys3kou [93]. Takke mpuBoaATCS
JAHHBIC O HAJIMYUU B CEMbSIX aCCOLMAIMU C MUCYUM CIIa3MOM U POJIAHIU-
yeckon snuiencueit [80].

Juppepenyuanvuulii OuasHo3 napoKCcUIMAaIbHOU OUCTOHUU, BbI36AH-
HOU usu4eckol Hazpy3Koul, TPOBOJISAT:

o C 1e0I0TOM JIEBOJONA-3aBUCUMOMN JTUCTOHUU (T€TEPO3UTrOTHASI MyTa-
uust GCH1);

o C 1e0I0TOM IOBEHUJIBHOTO MapKUHCOHU3MA (MyTalus B reHe [lapkun).
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Jleuenue napoxcusmManbHOU OUCMOHUU, BbI3BAHHOU (OUUUECKOU
Hazpy3kou. YMeHbllIeHue (U3NUEeCKON Harpy3Ku OCTAETCs CYIIECTBEHHOM
4acTbIO Tepanuu. MeInKaMeHTO3Has Tepanus alera3ojaMuIoM IoKa3ana
MOJIOKUTEIIBHBIC PE3YJIbTAThI, TOTA KaK PUMEHEHUE JIEBOJIOIBI U ITUKJIO-
710J1a TOJBKO B €IMHUYHBIX CIIy4asiX UMEET MOJIOKUTENbHBIN 2ddekT. Ume-
FOTCS TAHHBIE O MOJIOKUTEIBHOM OIBITE PUMEHEHUA KETOTE€HHOMN JIUETHI.

3.7. Oco0bie GopMBbI MBIIIEYHBIX JUCTOHUIN (JUCTOHUA-TLTIOC)

JIUCTOHUS-TUTIOC XapaKTepU3yeTcsi KOMOMHAIMEW TEepPBUYHON MBbI-
HIEYHOW JIUCTOHMU C JIPYTMMH HEBPOJOTHMYECKUMH CHHAPOMAMH. OTHU
JTMCTOHUM BKJIFOYAIOT HECKOJBKO BAPUAHTOB 3a00JIEBAHUS, OTIMYAIOIIIAXCSI
KaK KJIMHUYECKUMH MPOSBICHUAMU, TaK U LEJIBIM PAJIOM MMATOT€HETHUYE-
CKUX MEXaHU3MOB.

K nucToHUU-1mI10C OTHOCST:

—  JIO®A-uyBcTBHTEIBHYIO qucToHUI0 (DY T-14);

—  muokionyc-auctonno (DYT11);

—  JMCTOHUIO-TIAPKMHCOHU3M C ObICTpbIM HavyanioMm (DY T-12);

—  ayTOCOMHO-PEIECCUBHYIO JUCTOHUIO-TTapkuHCOHU3M (DYT16).

3.7.1. JO®A-uyBCcTBUTEIbHAS TUCTOHUS

JNO®A-uyBcTBUTENBHAS AUCTOHUS (00s1e3Hb Cerabl, DYTS/DYT14)
OTHOCHUTCA K Op()aHHBIM 3a00JIEBAHUSIM U XapaKTEPU3yEeTCSI MEIJIEHHO MPO-
IpPECCUPYIONIEH AUCTOHMEH, COuYeTarolleics ¢ MNpU3HAKaMU IMApKUHCO-
Hu3Ma. bonesnr CeraBbl manudectupyer y aereit mo 10 mer (5-10 %),
HAYMHASCH C JOKAJIBHOUN (DOPMBI IUCTOHUU, KOTOPAsi B TECUEHHE HECKOIbKUX
JIET paclpoCTpaHseTCs Ha IpyTrHe 4acTu Teina. M3BecTHo, yTo 00JICIOT vale
JIM1a )KEHCKOro oJia. 3a00J1eBaHuE XOPOIIO MOAAAETCA JICUEHHIO U BCEraa
00JINHCHO yYUmMbl8amvpcsi MPU TPOBEACHUU IU(PPepeHINATBHON IHATHO-
CTUKHU JUCTOHUH.

Boeinensator 4 ¢opMbl pazIMUHBIX MYyTalldid T€HAa, OTBEYAIOIIETO 3a
cuHte3 pepmenTta ryaHo3unTpudocdar-mukino-ruaposnassl [ (GCHI), koto-
pBIi yyacTByeT B cuHTe3e TeTparuapoounontepuna (BH4) — kodaxropa tu-
posunruapokcunassl (TT), koTopas, B CBOIO ouepe/ib, peBpaiaeT L-tupo-
3uH B L-JIO®A (mpemmectBeHHUK nodamuua). B pesynbrare myTanuii
PE3KO0 CHIIKAETCS cojiepkaHue nodamuHa B nmojocatom tene. Ilenerpant-
HocTh TeHa GCH1 cocrtaBmsier 3540 %. K HacTosmieMy MOMEHTY OIHCAHO
oonee 100 pazmuunbix wmytamuit GCHI1. CymectByoT naBe ¢Gopmbl
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JTODA-4yBCTBUTEIIBHOW AUCTOHUM: C JOMHUHAHTHBIM WJIA PELECCUBHBIM

HacJieIOBaHUEM. Y MAIMEHTOB C ayTOCOMHO-IOMUHAHTHBIM THUIIOM HacJe-

JIOBaHUS MATOJIOTUYCCKUH TeH HaxoauTcs Ha 14 xpomocome (14qll-24.3),

ero npoykTom siByisietcs 0esok GCHI. Y manueHToB ¢ ayTOCOMHO-periec-

CUBHBIM THUIIOM HACJIEOBAaHUS MAaTOJOTMYECKUI T'€H HaXOUTCS HA XPOMO-

come 11p15.5 na caitre rena TI" [33].

Jlo MomMeHTa nebroTa OOJIBIIMHCTBO JIETEH pa3BUBAIOTCS COOTBET-
CTBEHHO BO3pacCTYy.

Knunuueckan kapmuna. Pa3zputue 3a00jieBaHUSA Yallle BCETO HAYMU-
HaeTCs ¢ TUIIEPKUHE3a B CTOIE, MPUBO/IAIIETO K HAPYIICHUIO TOX0AKuU. [Tpu
MIPOTPECCUPOBAHUM 3a00JIEBAHUS JUCTOHUS PACIIPOCTPAHSICTCS HA JPYTUe
4acTH Teja Mo npuHyuny 0ykevl « N»: MOABISETCSA B OJJHON HOTE, 3aTEM I10-
paXkaeT pyKy C TOM K€ CTOPOHBI, 3aT€M MPOTUBOIOJIOKHYIO HOTY U MIPOTH-
BOIOJIOXKHYIO PYyKY. HUKHME KOHEUHOCTH CTPaJIatoT CUJIbHEE BEPXHUX, Xa-
paKTEp NOPAXKEHU ACUMMETPUYEH, JaXe Ha paHHUX cTagusax. [Ipu HeBpo-
JIOTUYECKOM OCMOTPE BBISIBIISIETCS PUTHAHO-TUITOKMHETHUUECKUNA CHHIPOM.
[TosiBsieTcst MEUTUTEILHOCTD MPU CAMOOOCTYKMBaHUH.

[Tatonoruyeckas moctypaibHasi aKTUBHOCTh B KOHEYHOCTSAX MPUBO-
TUT K (PJICEKCUU CTOTBI, CTUOATEIBHON MPOHALIMY MPEIIICUbs, OTBEICHUIO
U CrMOaHUIO KUCTH, OTBEJCHUIO OOJIBIIIOTO MaJibIla, PA3BUTUIO TTO3BOHOY-
HOTO JIOP/03a, Nepepa3ru0aHui0 B KOJICHHBIX CyCTaBaxX MpHU BEPTUKAIN3A-
1y, Takke XapakTepHbl HAPYIIEHUSI YCTAHOBOYHBIX PE(ICKCOB T'OJIOBHI,
0COOEHHO TP MOBOPOTAX (CUMITOM «KYKOJBHBIX T1a3y). [Ipu xoap0e na-
TOJOTHYECKasl MTOCTypaibHasi aKTUBHOCTh YMEHBILIAETCS, HO YCUJIMBAETCS
Topcusi. IHOTra MUCTOHHUIO COMPOBOXKIAET YMEPEHHBIH TPEMOp IMOKOS.
CuUMIITOMBl MEHSIIOTCSI B TEUYEHHE [HS: MaKCUMajbHas BBIPAKEHHOCTH
HaOJII01aeTCsl K Beuepy, yMeHbllleHue — nocie cHa [87]. Kak mpaBuio, k
Bo3pacTy 30 JileT HapacTaHWE€ CUMIITOMOB OCTAHABJIMBACTCS, U COCTOSIHUE
CTaOUITU3UPYETCH.

Boinenensl ouaenocmuueckue kpumepuu ouacnocmuxu JJODA-uyB-
CTBUTEJILHON JUCTOHUH:

1)  runepkuHE3bl, MW TUCTOHUYCCKUE TI03bI, TOSBIISIFOTCS OT 1 Toma 10 9
JIET Y J€Te ¢ HOPMaJbHbIM PA3BUTHEM (HET aHAMHECTUUYECKUX YKa-
3aHUN Ha BO3MOYKHBIC ITHUOJOTHYECKHE (haKTOPHI);

2) HIWKHHE KOHCYHOCTH IOPAXKAIOTCS CHJIbHEE (IMCTOHWUYECKAs II0-
X0/IKa);

3) cyrouHOe KoyJiebaHue CUMITOMOB (0053aTelIbHO) — HapacTaHKE CUMII-
TOMOB K BEU€py;

4)  IWCTOHHWS aCHMMETPUYHA;
65



5) TOpcus TyJNOBHINA YMEpeHHas1, OyJIb0apHbIC MBIIIIBI TOYTH HE CTpa-
JAK0T;
6) 4yBCTBHTEIbHBIC HAPYIICHHUS HEXapaKTCPHBI;
7) ncuxuyeckue (PyHKIIMH HE HAPYIICHBHI;
8) HouHas DDOI" He BBIABIACT SMMWICITH(POPMHBIX U3MCHCHUIA;
9) mpu OMI He 0OHApPYKMBAIOTCS MBIIICYHBIC WU HEBpAJIbHBIC HAPY-
IICHUS;
10) karexomamuHbl B Mode 1 kpoBHU (JIODA, nodamun, ' BK, BMK, J10-
OVYK u 5-I'NYK) cHrxeHBI;
11) TOJMOXKUTENIBbHBIN 3P(HEKT OT JICBOIOIIBI.
Juaenocmuxka [46]:
° nuarHoctuyeckui tect ¢ L-DOPA mpoBoauTcss BCeEM MamueHTaM C
pPa3BUTHEM JMCTOHWU B PAaHHEM BO3pacTe 0e3 albTEPHATUBHOIO JUArHo3a
(xkmacc IV);
®  JIONOJHUTEIBHO PEKOMEHIYETCS ONPEICICHUE META00IUTOB NTEPUHA
U 1odaMrHa B CHUHHOMO3TOBOM KUJKOCTH, HArpy304yHas mpooda ¢ GpeHus-
aJTaHUHOM.
Juppepenyuanvroiii ouazno3 MPOBOJST CO CIAEAYIOMMUMU 3a00JeBa-
HUSIMU:
o C IOBEHWJIbHBIM TAPKUHCOHU3MOM;
FOBCHWIBHOU XOpeer [ eHTUHTITOHA;
0oJ1e3HbI0 BriabcoHa;
HACJICACTBEHHOW CIIACTUYECKOU Maparuierueu;
JETCKUM IiepeOpalibHbIM NapajindoM. BBuay yacToil MbIIIEYHON T'H-
NEePTOHUHU, TUNEPPEPIECKCUU U KJIOHYca CTOI (IpUYeM MpPU OTCYT-
CTBUM cuMIToOMa babuHCKOTrO0), MaHHOE 3a00JieBaHUE MOXET OBIThH
OITMOOYHO TPUHSATO 32 NETCKUHN TiepeOpanbHbIii mapamud [94];
C HapyllIeHueM MeTadonu3ma nrepuauna [95];
CO CIIMHOIIEPEOCIIIIPHBIMU aTPOPUIMU;
C MHOIIATHUECH;
C TOPCUOHHOU JUCTOHUEH;
C TUKaMHU.
Jleuenue nposooumcs npenapatamu L-DOPA (B komOuHaIuu ¢ Kap-
OUI0MOI) B TEPAIEeBTUUECKOM JIJIsi COOTBETCTBYIOIIETO BO3pacTa U MaccChl
Tena no3e. JleueOHbli AahPekT IomKeH HACTyIaTh yepe3 25—60 MUH U co-
XpaHATHCS B TEUYCHHE HECKOJBKMX YacoB. Tepanuio HAYWHAKOT C JI03H-
POBKH, KOTOpas He JoJpkHa npeBbimarth S0-200 Mr/cyTku, mpu 3ToM 3¢-
(deKT OT JICUeHUs MOSIBISCTCS B TCUCHUE HECKOIBKUX JHEH, pexke Helelb
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[96]. TIpumeuartenbHO, 4TO MOOOYHBIE 3(PPEKTHI, YACTO Pa3BUBAIOIINAECS
P IIpHEME IIPEIapaToB JICBOAONBI, Y JaHHON KaTErOpHH MallHEHTOB IIPO-
ABJISIFOTCS KpaitHe peako [97].

Knunuueckoe naoniooenue [98]. Iayuenmka T., 19 nem, xano0wl Ha
crabocms 8 Ho2ax, O0Je3HeHHble CYOOPO2U UKPDOHONCHBIX MbLULY, HOIOUUE
601U 8 NOACHUUHOM OmOejle NO380HOUHUKA, «NO0BOPAYUUBAHUE CIMONY, Mpe-
Mop nanvyes pyk. M3 anamueza uzgecmuo, Ymo nayueHmka poouniacs om
300p08bIX pooumeineil (bepemeHHOCmb npomexania be3 namoaocuu, poovl 8
CPOK, pOCA U PA36UBANACH 00 4 Jlem HOPMANbHO, He OMCMABAsl O C8epPCH-
Huxos). Ecmv cmapwias cecmpa, y Komopotl, Kak 8bisICHULOCH, eCb OUCHO-
HUYecKas ycmaumoska cmon. Y nayuewmku c 4 nem enepevie NOAGUIUCDH
MpyoOHOCMU Npu X00bOe. WamKocmy, 4acmsle naoeHus, «xo0vba Ha ybi-
NOYKAXy, «N008opadusanue» npasot cmonwvl. bwvin sepuguyuposan ouazHos
MOPCUOHHOU OucmoHnuu, oonaxo, npenapamsl L-/[ODPA ne nazuauanucs. B
gospacme 12 nem npucoeounHunucb nepuooudecKy 803HUKAuUe MUOKIO-
HUU 8 PYKAX U HO2ax, KOmopule NOAGIAIUCL 8 iloDoe epems cymok. [layu-
eHmMKa ommeuanda ycuieHue OUCMOHUU Ccmon 6 eeuepree epems. llpu
ocmompe. KOCHUMUBHBIX HAPYWEHUU Hem. DMOYUOHAIbHO 1abunrbHa. Me-
HUH2eaIbHbIX 3HaAK08 Hem. Hepennas unuepsayus d6es namonocuu. /leuea-
menbHas cghepa. MbluleUHas Cula 8 NPOKCUMANIbHBIX OMOeaxX HUNCHUX KO-
HeyHocmell CHUdceHa 00 4 6annos, cuia akcualbHoOu MyCKy1amypul clesd
docmamoutas, cnpasa CHuMceHa 00 4 bannos. AkmueHvle u naccusHvle 08U-
JICEHUSL 8 PYKAX He o2paHuyeHvl. TOHyC Mbliuy KOHEeUHOCMell He U3MEHEH.
Cyxoocunvhble peghnekcnsl Jcusvle, cummempuunsle. Ilamonocuueckue pe-
@nexcol He sbi3vigaromcs. JJunamureckue KOopouHamopHvle npoovl (naw-
YeHOoCco8as, NAMOYHO-KOJIeHHAs) 8bINOHsem yoosiemaopumenvto. Ilocmy-
panvHblll mpemop naavyes pyk. B npobe Pombepea ycmouuusa. I[logepx-
HOCMHAs U 21YO0KAsl 4Y8CMBUMENIbHOCHb HA PYKAX U Ho2ax coxpanena. Ta-
308ble PYHKYUU He HAPYUIeHblL.

Jlabopamopnvle uccnedosanus. 0OWuUL aHalu3 Kposu, 00U aAHAIU3
MOYU, OUOXUMUYECKUL AHANU3 Kpo8u 8 npedenax Hopmul. IKI: cunycosbiil
pumm, yacmoma cepoeunwvlx cokpawerut 64 yo./mun. IHMI: cxopocmo
nposedeHUs 6030VIAHCOeHUSL 8 OUCMATbHBIX U NPOKCUMAIbHbIX OMOenax Mo-
MOPHBIX BONOKOH, CKOPOCMb PACHPOCMPAHEHUST 8030YHCOCHUS NO CEHCOP-
HBIM 80JIOKHAM, NAPAMEMPbL AMIIUNYO MOMOPHBIX U CEHCOPHBIX OMBEN 08
HepB80o8 PYK U HO2 8 Npeoelax HOPMbl.

Ilocne obcnedosanus 6obHOU Gepuduyuposan ouazHo3: 0ogha-yys-
cmeumenvHas oucmonust (cunopom Ceeasvl). bolio HaznaueHo 1eyeHue: Ha-
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kom (62,5 me/cymku). Ha gpone neuenuss muokionuu pezpeccuposanu noJ-
HOCMbIO U 8 Od/lbHeluleM 803HUKAIU KPAliHe peOKO U KPAmKOBPEMEHHO, d
OUCMOHUSL CMON U HAPYULeHUSL NOXOOKU OeCnOKOUIU KpaliHe peoKo.

I'enemuueckoe ucciedosanue 8viA6UN0 paHee He ONUCAHHBIU NAMO-
eennwvlil eapuanm c.382G>T (p.E128%*) 6 cemepozucomnom cocmosinuu
(moeoa kax mymayuu 6 cene GCHI aensaiomcsa omeemcmeeHHbIMU 30 A0-
CONIOMHOE DOILUUHCINGO ONUCAHHBIX 8 Mupe cayyaes cunopoma Cezasul).
Coenacno 3axkn04eHur0 2eHemuKos, OUAcHO3 ObLL MOJIEKVISIPHO-2eHemuye-
CKUMU MeMOOaAMU NOOMBEPIHCOEH.

3.7.2. MMOKJIOHYC-AMCTOHUM

Muoknonyc-nuctonusi (DYT11, ankoroyib-4yBCTBUTEIbHAS MUOKJIO-
HYC-JIUCTOHHUSI) — PEIKOE, HE TPOTPECCUPYIOIIEE ayTOCOMHO-TOMUHAHTHOE
3a00J1€BaHNe, KOTOPOE HAYMHAETCS B JIETCKOM BO3pacTe C MHUOKIOHUYE-
CKOT'O THUIIEPKHHE3A B COYETAHUU C NTUCTOHUEN MBIIIIL €U, PYK U JIAIA, &
TAK)KE€ YMEHBIIEHUEM BBIPAXKEHHOCTH CUMIITOMOB MOCJIE MPUEMA AJIKOTOJIs
[33].

W3BecTHO, 4TO MPUYMHON 3a00JIeBaHUs SIBJISIIOTCS MYTallUM B TE€HE
SGCE (e-capkoriukaH), KOTOPbIX K HACTOAIIEMY MOMEHTY OINUCAaHO OoJjiee
50 [99]. CemeiicTBO capkoriukaHoB (a-, B-, y-, 0-, - U {-CapKOTJIHUKaHBbI)
OTHOCHUTCSI K TpaHCMEMOpPaHHBIM TITUKOMPOTEUaM, YIaCTBYIOIMUM B Gop-
MHUPOBAaHUU JUCTPODUH-TIUKOITPOTEUNHOBOTO KOMIUIEKCA B HEPBHOU U MBbI-
mevHout Tkanu [100].

Knunuueckasa kapmuna. IlepBbie cCUMNTOMBI 3a00JIEBaHUS MTOSBIIS-
IOTCSA B JICTCTBE B BHJIC BHE3AMMHBIX JHUCTOHUYECKUX COKPAIICHUM MBIIIII]
e U 1ieda. MUOKIOHYC-IUCTOHUS C HAYAJIOM IMOPAKEHUS HUKHUX KO-
HEYHOCTEW BBITJISIIAT KAK PACCTPOMCTBO MOXOJKHU. [l 3a0oneBaHus xa-
PAKTEPHO MEIJICHHOE TporpeccupoBanue. [lomHas KIMHUYECKass KapTUHA
pa3BOpaYMUBaACTCA A0 OAPOCTKOBOIO BO3PACTA.

B HEKOTOpPBIX Ciydyasx OJHUM U3 MPOSBIEHUN MUOKIIOHYC-IUCTOHUN
MOET BBICTYIIATh TPeMOp PYK. Bo3MoxkHa Takke nu3apTpus, 00yCIOBICH-
Hasg HapyuieHueM (yHKIUNA MBI TopTaHd. OTIMYUTEILHOM 0COOEHHO-
CTBIO 3TOM (POPMBI JUCTOHHUU SBISIETCS MOJOXKUTEIbHAS PEaKIUs Ha aJIKO-
r0JIb, KOTOPBIA 3HAYUTEILHO YMEHBIIIAET BHIPAXKEHHOCTh TUIIEPKUHESOB.

B neuenuu MUOKIOHYC-THUCTOHUU UCTIOJIB3YIOT O€H30/IMA3ETINHBI, aH-
THUKOHBYJIbCAHTHI, @ TAKKE BBEJICHUE B JUCTOHUYECKUE MBIIIIBI ITPErapara
OOTYJIMHUYECKOIO TOKCHHA (TJ1aBa 6).
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3.7.3. IuCTOHUA-TIAPKUHCOHMU3M € OBICTPHIM HAYAJIOM

JIMCTOHUS-TTApKHUHCOHN3M C ObICTpbIM HadaoM (DYT-12) sBusercs
pPEAKUM ayTOCOMHO-OMUHAHTHBIM 3a0oJsieBaHueM. Bo3pacT nebrora Bapsb-
upyert ot 4 10 58 neT, B cpenHeM npuxoautces Ha 12—23 roma [101].

Jlokyc xaptupoBaH Ha xpomocome 19q13.2. [Ipuunna 3a601eBaHus —
myTanuu B rene ATP1A3, kogupyromem a3-cyoseaunuiy Na/KATda3zet
[102]. benkoBeIil MPOAYKT reHa IMOJJIepKMBACT TPAHCMEMOPAHHbBIN JJIeK-
TPOXUMUYECKUN TPAJIUCHT B BO3OYIUMBIX TKAHSIX, B TOM YHCJIE B HEHPOHAX.
K nacrosmemy MoMeHTy B ceMbsix ¢ DY T12-hopmoit nuctoHun-nmapKuH-
conn3Ma onucano 10 paznuunbix mytanuii B rene ATP1A3 [103].

Knununueckast kapruna. /s DYTI12 xapakTtepHo ocTpoe Havaiao —
OT 4acoB JI0 HEJElb, Mocie Yero 3a001eBaHne 00BIYHO CTAOMIM3UPYETCS.
JIMCTOHUSA YaCTO COYETACTCA C CUMITOMAMU MAPKUHCOHU3MA, OJTHAKO YYB-
CTBUTEJILHOCTH K IIpenapaTam JeBOJOMbI HeT. Tunuunsl aucdarusi, u3apT-
pus, a TAK)KE pa3BUTHE CUMITOMATUKH MO POCTPOKAYJATbHOMY I'PAIUCHTY:
BBIPAKEHHOCTh JIUCTOHUM MaKCUMajibHa B OyJIbOapHOU TpymIie MBIIII, B
MEHBIIIEN CTENEHU MOPAXKAKTCS PYKH, & BOBJICYCHUE HOI MUHHUMAJIBHO
b0 otcyTcTByeT. CTpecc, aakoroib, poAbl, JIMXOpPaJaKa B PSIE CIIy4acB
MOT'YT BBICTYIIaTh B POJIU TPUTTEPOB.

Jleuenue IUCTOHUM-TIAPKUHCOHU3M SIBIIIETCA CHUMITOMATHYECKAM
(rnaBa 6).
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I'staBa 4

JUATHOCTHUKA MBIIIEYHBIX JUCTOHHHA

Huarnoctuka u qudpepeHimaibHas AMarHoCTUKa TUCTOHUM HEPEIKO
MPEJICTABIISIET 3HAYUTENbHBIC TPYIHOCTH. J[0 HaCTOSIIEro BpEMEHHU OTCYT-
CTBYIOT CTOIPOLEHTHBIE AJUATHOCTUYECKUE KPUTEPUH OTACIIbHBIX KIIMHUYE-
ckux (opwm [4].

B AuarHocTMke MNEpBUYHON JUCTOHUHU CIEIYyET NPUACPKUBATHCS
KJIFOUEBOTO TOJIOKEHUS: «...[IEPBUYHAS JUCTOHHUS ONpeeseTcs Kak 3a00-
JIEBaHHE, TIPU KOTOPOM JAUCTOHHYECKHE ABMIKEHUS MPEICTABIAIOT COOO0M
M30JIMPOBAHHBIA CUMIITOM TPU OTCYTCTBHUU MOATBEPKICHHOTO (yCTaHOB-
JIEHHOT'0) HEBPOJIOTHUYECKOr0 Ae(EKTa WIIH SK30T€HHOM MTPUYUHBI, BbI3BaB-
el quctoHuioy [58].

Eme B 1975 1. ObLiu ipeiIo’KEeHBI KPUTEPUU JJIs1 TUATHOCTUKHU U0~
naTu4yeckor JuctoHuu (kpurepuu Mapcaena—XappucoHa), KOTOpPBIE
BKJTIOYaIH [4]:

—  HaJM4ue€ NTUCTOHUYECKUX JBMIKCHUH WJIH T103;

—  HOpPMAaJIbHBIC POJIBl Y MATEPH U paHHEE pa3BUTHE peOeHKa, y KOTOPOTO
BIIOCJIC/ICTBUU PA3BUBACTCS JUCTOHUS;

—  OTCYTCTBHE 3a00JIEBAaHUM UJIU MPUEMA JIEKAPCTB, KOTOPHIE MOTJIN OBI
BBI3BAThH JIUCTOHUIO;

—  OTCYTCTBHE Napajiuyei, TJIa30JBUraTElIbHbIX, ATAKTUYECKUX, YYB-
CTBUTEJIBbHBIX, HHTEJUICKTYJIbHBIX PACCTPONUCTB U AIUJICTICUH;

—  HOpPMAaJIbHBIEC PE3YJbTAThl JIAOOPATOPHBIX U MHCTPYMEHTAIBHBIX HC-
ciegoBaHuM (0OMeHa MeIH, TJIa3HOTO JHA, BEI3BAaHHBIX MOTCHIIMAJIOB,
anekTposHiedanorpadru, KOMIBIOTEPHON U MArHUTHO-PE30HAHCHOM
ToMorpadun).

[Ipu Bcelt kaxyIiencs «MpoCcTOTe» MPUBEACHHBIX JUATHOCTUUECKUX
KPUTEPUEB, OHU BCE )K€ HE SBJISTIOTCS TTOTHBIMU.

B nposenennom G. Logroscino et al. (2003) uccnenoBaHuu ObUIH OIIC-
HEHBI BO3MOXXHOCTH HEBPOJIOTOB, UMEIOIINX PA3IUYHBIA OMBIT BEACHUS
OOJIbHBIX C JBUTATEIbHBIMU PACCTPOMCTBAMHM, B BBHISBJICHUU Haudaia (¢o-
KQJIbHOW JTUCTOHUU M COOTBETCTBYIOLIMX KIMHUYECKUX MPOTUBOPEUUN U
OOHAPYXXWJIO 3HAYUTEIbHBIC TUATHOCTHYECKHE TPYAHOCTH Yy KOJUIET C
MEHBIITNM OMbITOM [ 104]. B pe3ynbraTe nosBUIOCh 10BOJIHHO MHOTO PadoT,
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B KOTOPBIX MIPEAJIarajlich TC UIH HHEBIC YCOBEPIICHCTBOBAHHEIC JUATHOCTH-
YECKUE CXEMBI, OCHOBAHHBIEC B OOJIBIIMHCTBE CBOEM Ha 3HAYMTEIILHOM I10-
BBIIIICHUH BHUMaHUS Bpada K JACTalIM3allMd KIMHUYECKUX (PCHOMECHOB M
AHAMHECTHYECKUX IAHHBIX B COYCTAHUHU C aJCKBAaTHBIM HCIIOJIb30BAHHEM
PE3yNbTaTOB MAPAKIMHUYECKHX MHCTPYMEHTAIBHBIX U JIA0OPATOPHBIX HC-
cinemoBanuii [105].

4.1. JImarHocTMKA NePBUYHBIX MbIIIEYHBIX AUCTOHUIA

AJITOPUTM IMATHOCTUKHU JUCTOHMH COCTOUT U3 CIIEYIOIINX 3TAIOB
[46]:

1)  xIMHWYECKas OllEHKAa — BBISBJICHHWE CHHIpPOMA JAWCTOHUH, M OILCHKA
€ro KJIMHUYECKHX XapaKTepUCTHUK B cooTBeTcTBUM ¢ Kiaccuduxanueit
2013 r.;

2)  JOKyMEHTUPOBaHWE KIMHUYCCKHX MPOSBICHUN: BHEO- U (poTOperu-
CTpalysl, OLIEHKA KIMHUYECKUX MPOSBICHUM MO CTAHIAPTHBIM OLIEHOYHBIM
HIKajgaM JUisl KaKJ0M KIMHUYECKOW OopMbl JUCTOHUU (TIPUIIOKEHUE S);

3) TEHETHYECKOE TECTHPOBAHUE IMPH MOJO3PECHUU HAa HACIICICTBEHHBIM
XapakTep NEePBUYHON AUCTOHUH, IPU TUIAHUPOBAHUU TIIYOOKOM CTUMYJIS-
MM MO3Ta MaleHTaM ¢ CErMEHTApHON U T€Hepan30BaHHON AUCTOHUEH;
4)  WHCTPYMCHTAJbHAs TUArHOCTHKA JJIi WMCKJIIOYCHHUS IOBPEKICHUN
MO3ra U JIpyTrux 3a00JieBaHUM MPHU MOJO3PEHUU HA BTOPUYHBIA XapakTep
JTUCTOHUM, NJI BBISIBJICHUS MAaTTEpPHA AKTHUBAIIUU MBI U B HEKOTOPBIX
crieln(pUUECKUX CIyqasx;

5)  mmarnoctuueckwmii TecT ¢ L-DOPA npu nono3pernu Ha JJODA -3aBH-
cuMble (P OPMBI TUCTOHUHU.

Heo0XoauMo NOMHHUTB, YTO JUArHO3 «JHCTOHHS», KaK U MPEXIE,
OCTaeTCsl KIMHUYECKUM.

Jna ecex ¢popm 3abo0neeanusn eOuHviMuU Kpumepuimu OUazHOo-
cmuku aeaaomcea ocodasg ITUCTOHWYECKAs 1033 U ClenUupuUHble QeHo-
McHbI [46].

1. Jljms IMCTOHUYECKOM MO3bl XapaKTEPHO:

— HaJIM4Ke TUCTOHHUM JICUCTBUS;

— 3aBUCUMOCTD OT TIOJIOKEHUS TENa;

— 3aBUCUMOCTb OT SMOLMOHAIBHOTO U ()YyHKIIMOHAJIBHOTO COCTOSIHHUS;

— IMHAMUYHOCThH JUCTOHUYECKOTO TUIIEPKUHESA.

2.  Jnsa cnerupuyueckux GEHOMEHOB XapaKTEPHBI:

— KOPPUTHUPYIOLLUE KECTHI;

— napaJloKCcalbHbIE€ KUHE3UU;

71



— CIIOHTAHHBIE PEMUCCHH;

— MHBEpCUs PYHKIIMOHATBHBIX HAPYIICHUH.

Jlucmonuueckue no3wvt NPOSBISAIOTCS CHENU(PUUYECKUM JTUCTOHUYE-
CKUM PHUCYHKOM, XapaKTEPHBIM JJIsI KaXKJI0M OTIEIbHOU HO30J0THH. Tak,
npu 61edapocnazme HaAOIIOIa€TCs 3aKPhIBAHUE, 3AKMYPUBAHUE TJ1a3 TUOO
yactoe Mopraunue; rpu L{J] — poramus 1100 HaKJIOHOM T'OJIOBBI U/WJIH IIEH;
MIpU MKUCYEM CIa3Me — 1M03a KUCTHU, HATIOMUHAIOIIAS «PYKY aKyIlIepay; Ipu
OpOMaHAUOYJISIPHOW NTUCTOHUU — AUCTOHUYECKHE TO3bl B MEPUOPATILHOU
00J1acTH, s3bIKE, TPU3M; MPU JIAPUHTEATHHON JUCTOHUH — MATOJOTHYECKUE
M03bl, KOTOPBHIE€ BO3HUKAIOT B TIOTATEIbHBIX U IOJI0CO00PA3YyIOIIUX MBbIIII-
1ax, UX MOXHO paccMoTpeTh mpu cnenuaibHoMm JIOP-o0cnenoBanum.
JluctoHnueckre no3bl NOAPOOHO OMUCAHBI B TJ1aBe 3.

Jlucmonuu Oeiicmeua XapakTepU3yIOTCs U30MpaTEIbHBIM Hapylle-
HUEM BBITIOJIHEHUS IEUCTBUM, OCYIIECTBIISIEMBIX MBIIIIAMU, HOPMUPYIO-
IIMMU TUCTOHUYECKYIO 1o3y. Hanpumep, mpu 6edapocnazme cTpagaeT Ta-
KO€ JICHCTBUE, KaK yJepkKaHue a3 oTKpbeIThiMuU; Tipu LI — BepTukanuza-
IIUsI TOJIOBBI; MPU TMHUCUYEM CMHa3Me — IHUChbMO; MPU OPOMaHIUOYISIPHOMN
JUCTOHUM — HApYILIEHA PE€Ub, OCIOKHEH TPUEM IMHILH; IPU JIAPUHT €ATHbHON
JTUCTOHUM — 3aTPyAHEHO IJI0TaHUE U ToJIocooOpa3zoBaHue. B To ke Bpems,
JIpYTHUE ACHCTBUS, BHIMOJHIEMbIE TON K€ TPYIIION MBI, COBEPIIIEHHO HE
HapyuieHbl. Hanpumep, MaeHT ¢ TUCYUM CIIa3MOM MOKET MOJIb30BATHCS
«OOJIBHOW» PYKOH IIPH BCeX OBITOBBIX JIeHCTBHSX [4].

Jlunamuunocms Oucmonuu POSIBISIETCS B TOM, YTO T€HEPAITM30BaH-
HBIJ TUNIEPKUHE3 OOBIYHO HAYMHAETCS C (POKAIBHBIX JUCTOHUYECKUX pac-
CTPOMCTB, IEOOT KOTOPHIX YaCTO MPUXOJAUTCS HA AETCKUM, TOAPOCTKOBBIMI
BO3pacT. Yem cTapiie Bo3pact, B KOTOPOM HauMHaeTCs PokajbHasi TUCTO-
HUS, TEM MEHEE BEPOSTHA ee Tociieaytomias reaepanu3anus [106].

JIMHaMUYHOCTH TUCTOHUYECKOTO TUIEPKHUHE3a MPOSIBISECTCS TaKKe B
coueTaHuu GoKaabHbIX (HOPM JUCTOHUHU U TTepexojia OJHUX (OPM B IpyTHE.
[Ipu couetanun AByX U Oojnee (okanbHBIX (POpM, Kak MpPaBUiIO, KIMHUYE-
CKH€ MPOSIBIICHUS OJTHOM (hOpMBI MPeodIaIatoT, a APYrue MOTyT ObITh CYO-
KJIMHUYECKUMU, TIPUYEM CUMIITOMBI CTEPTOU (POPMBI YACTO MOSIBIISIOTCS
paHbllle CHMIITOMOB KJIIMHUYECKH BbIpaxkeHHoU (popmbl. Hampumep, 3a He-
CKOJIbKO JieT 10 Havana [1J] npubnuzurensHo y 1/3 G0MBHBIX OTMEUYAIOTCS
TPYAHOCTH TIPU MHUChME WM YaCTOE€ MOPTaHHE, OJTHAKO JUATHOCTUPYETCS
nyucuuii crma3m uiam 6iaedapocmnasm yxe nocie sepudukanum L]
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beIBalOT ciaydau, Korja Iociie peMuccuu ojHa ¢okaiabHas dhopma
JUCTOHUM MOJIHOCTBHIO CMEHAETCS APYTrO, MPUUYEM TaKUX AIMU30/0B Y O/I-
HOTO 00JILHOTO MOKET ObITh HECKOJIbKO. Kitaccuueckum siBIeTCs codeTa-
Hue OsedapocmazMa U OpoMaHaAUOYIIIpHON AUCTOHMH. [Ipr ATOM 0OBIYHO
BHauaJie nospisiercs 0aedapocnasm, a 3aTeM K HEMY MPUCOCTUHSIETCS OPO-
MaHIuOysspHas auctonus [106].

3aeucumocmp OUCMOHUYECKO20 2UNEPKUHE3A OM NON0IHCEHUA
mena. VI3BECTHO, UTO JUCTOHUYECKUN TUTIEPKUHE3 3HAYUTEIIBHO YMEHbIIIa-
€TCS WM KPATKOBPEMEHHO KYITUPYETCS B IMOJIOKEHUH JIEXKA, & YCUIIUBAETCS,
KOTJIa MAIUEHT CTOUT WA XOIUT.

Bauanue amoyuonanvnozo u yHKUuOHAIbHO20 COCMOAHUSA TIPOSIB-
JISI€TCS B YCUJICHUU JUCTOHUYECKOTO TUIIEPKUHE3A MPU ICUXO3MOLIMOHATb-
HBIX Harpy3Kax, U3u4ecKo yCTaJoCTU. Y MEHBIIIEHUE U BPEMEHHOE KY-
MUPOBAHUE NTUCTOHUYECKOTO TUTIIEPKUHE3a HAOIIOAAETCsI BO CHE, YTPOM I10-
cie MpoOyKIeHHUs, TOCJe MpUeMa MalIbIX 103 ajJKOroJisg, Ha TpUeMe Y
Bpaua. O4eHb spKo (HeHOMEH «OeJIoro xajaTa» MPOsIBIAECTCS Ha MPUEME Y
Bpaua, Korja Bo BpeMs 0ecenbl B TeueHue 10—20 MUH MOTYT HCUE3HYTh BCE
MPOSIBJICHUS TUCTOHUH, HO JIUIITH TOJILKO MAIMEHT MOKWHYJ KaOMHET Bpaya,
OHU BO300HOBJIAIOTCS C HOBOM CHUJIOH. DTa OCOOCHHOCTh MOKET BHI3BATh
HeZ0Bepre K 00JIBHOMY, JIaXKe T0I03pEHUE B CUMYJISIHH [4].

Koppuzupyrowumu sncecmamu 0003HAYAIOT CIICIMAIBHBIC TPUEMBI,
KOTOpBIE TMAIMEHT UCHOJIB3YET JJIi KPAaTKOBPEMEHHOTO YCTPAHECHUS WIIH
YMEHBIIIEHUS JUCTOHUYECKOTO runepkunesa. Kak npaBuio, 310 1100 mpu-
KOCHOBEHHE PYKOM K JIF0OOH TOUKE 001aCTH, BOBJICUCHHON B MATOJOTHYe-
CKHI TIpoliecc, MO0 UMUTALMS KaKUX-TO MaHUITYJIAIUN B 3TOM 00JacTH.
Tak, Hanpumep, 6osbHbIe ¢ L1J] mpukacaroTcs pyKoil K LIEKe WIH JIF0OO0H
IPYro TOUKE Ha roJI0BE JIM0O UMUTHUPYIOT MOMPABIECHUE OYKOB, TPUUYECKH,
rajcTtyka; 0oipHbIe ¢ OJedapocnazmMoM MOTUPAOT MEPEHOCUITY, CHUMAIOT
Y HAJICBAIOT OYKHU; IIPU OPOMAHAUOYISIPHON JUCTOHUH HA KOPOTKOE BpEMSI
MIOMOTaeT )KEBAHUE PE3UHKU, COCAHUE KOH(ETHI, a TAK)KE HAJIMYUE BO PTY
MaJ0YKH, CIUYKH, CUTAPEThl WJIM KaKOr0-JIMOO MHOTO MpeaMeTa; IIPH MHC-
YeM Clia3Me TPYJAHOCTU MUChbMa MOYXHO BPEMEHHO YMEHBIIINTh, €CIIU 3]10-
POBYIO PYKY MOJIOKHUTbH MOBEPX «OOTBHONY.

Mexanu3mbl GopMupoBaHusi PeHOMEHA KOPPUTUPYIOIINX KECTOB J0
cux nop He sicHbl. E. Romero (2010) npennonoxun Halluuue CBSI3U MEXITY
0a3abHBIMU TAHTJIUSMHU U KOPOU TOJIOBHOTO MO3ra ¢ (hOpMUPOBAHUEM 3a-
MKHYTOM METIH, KOTOpasi HAUMHAETCS U 3aKaHYMBAETCS B KOpE. ABTOP BBI-
JEJISIET ABA OCHOBHBIX KPyra, U3BECTHBIX KaK IMPsIMOUN U HeNpsiMOu. [Ipsamon
IyTh MPOXOJAUT YEpe3 KOPY — CTPUATYM — BHYTPEHHUN CETMEHT OJIETHOTO
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miapa — Tajgamyc — Kopy. JlBa TpakTa U3 3TUX 3BE€HbEB SBJISIIOTCS BO30YKIa-
IOIIUMU, J1Ba — TOpMO3HbIMU. OO0 3hPekT 3ToM mociaea0BaTeIbHOCTH
ABJsIeTCSL BO30yxkaatomuM. Tak, Kopa BO30yKIaeTcs depe3 MpsMOd MyTh.
Henpsimoit myTh IPOXOAUT YEPE3 KOPY — CTPUATYM — HAPYKHBIA CETMEHT
OJIeHOTO IIapa — CyOTajJaMHU4ecKoe SJp0 — BHYTPEHHUN CerMeHT OJien-
HOTO IIapa — Tajamyc— Kopy. Tpu TpakTa nU3 3TUX 3BEHBEB SIBJISIIOTCS TOP-
MO3HBIMHU, ABa — BO30yxkAaromuMu. Takum oopa3zoM, 3¢HEeKT TaHHOM To-
CJI€OBATEIBHOCTH SIBJISIETCS TOPMO3HBIM. Takum 00pa3oM, Kopa UHTHUOU-
pyeTcs uepe3 Henpsamon myTh. CymMapHoe BiMsiHUE 0a3albHbIX TaHTJINEB
Ha KOpY SBJISIETCS PE3yJIbTaTOM B3aMMOJECUCTBUsA 00oux myTeil. Tamamyc
COCIMHAET NPSMOM U HENPSIMOU IYTHU, UHTETPUPYETCSA C KOPOU, KOTOpas
3aTeM MOJACPKUBAET YPOBEHb TOHMYECKOTO MOAABICHUS, KOT/1a (yHKIIUS
0a3ajbHBIX FAHIVIMEB HAPYIIEHA. DTO TOHUYECKOE MOJABICHUE YMEHbIIIAET
CUMIITOMBI MBIIIIEYHON AUCTOHUU. KOoppUrupyroIue xKecThl, yBeJIUnIruBaro-
1[ME [IEHTPAJIbHOE UHTETPATUBHOE COCTOSAHUE 0a3aIbHbIX FAHTIIMEB U YIIyY-
IIAFOIIME COCTOSTHUE, PA3JIMYHBI Y KaXkaoro marueHTa [107].

Iapaookcanvnvle Kune3uu XapaKTEPU3YIOTCS KPAaTKOBPEMEHHBIM
YMEHBIIEHUEM WM YCTPAHCHUEM TUIEPKHUHE3a MYTEM U3MEHEHUS Xapak-
Tepa AeHCcTBUS (CMEHA JIOKOMOTOPHOTO cTepeoTuna). Tak, Hanpumep, 00JIb-
HBIE C MUCYUM CIIa3MOM JIETKO MUIITYT MEJIOM Ha JIOCKE; POTAIUsI TOJIOBBI Y
0onbHBIX ¢ [[/] MOKET yMEHBIIUTHCS WA UCUE3HYTh MPU O€re WK BOXKIe-
HUU aBTOMOOWJIS; y OOJBHBIX C JIAPUHT€ATbHON TUCTOHHUEHN «BOCCTAaHOBIIE-
HHE» T0JIOCA BO3HUKAET MPU MIEHUU WIIH KPHUKE.

Cnonmannsvie pemuccuu SIBISIOTCS TUIAYHBIMHU JJIs BCEX BHUJIOB
JTUCTOHUM, HO HauboJiee XapakTepHbI 1 (DOKaIbLHBIX AUCTOHUU. Yare,
yeM pu apyrux Gpopmax, orn Habrogar0TCs y 60bHBIX ¢ [1J] (v 20—30 %),
KOTJlJa CUMIITOMBI CIIOHTAHHO MOTYT MOJIHOCTHIO UCYE3HYTh HA MECAILBI U
roJibl, Ja)Ke Yepe3 HECKOJIbKO JIET Mociie Hayana 0osie3Hu. MeHee xapak-
TEPHBI PEMUCCHUU JJIs1 TUCUETO Cia3Ma.

Hueepcua @ynkyuonanvnvix Hapywienuil 4aiie HaOIonaeTcs y
oonbHBIX ¢ I1JI, KOorga MPOUCXOAUT CIIOHTAHHAS CMEHA CTOPOHBI HACHJIIb-
CTBEHHOTO IMOBOpPOTA TOJIOBBI M / wiu 1mien. [lpu mucyem craszMme Takke
HaOmogaeTcss (EHOMEH MHBEPCHM — MEPEXO0 MUCUEro Cla3Ma Ha JPYTyIo
PYKY.

JInst ka0l KIMHUYECKON (QOopMbl AUCTOHHM pa3paOOTaHbI CIIEIH-
aJbHBIE WIKAJIbL, TTIO3BOJISIIONINE OLEHUTh OCOOEHHOCTH KIIMHUYECKUX MTPO-
SABJICHUMN, UX TSKECTh 1 BIUSHHE Ha )KU3HB (TTPEICTABICHBI B IPUIOKECHUN ).
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I'enemuueckoe uccnedosanue oucmonuu. HeobXoquMoO NOMHUTS,
YTO TEHETUYECKOE 00CIIE0BaHNE JOKHO TPOBOAUTHCS TOJIBKO MOCIIE T0-
CTAHOBKHU KJIMHUYECKOTO IMArHO3a MEPBUYHON NUCTOHUU (KJIACC pEKOMEH-
nauu B) [46].

[Ipu no03peHnu Ha HACJIEACTBEHHBIN XapaKTep MEPBUYHON MbIIICY-
HOM JTUCTOHUU MPOBOJMUTCS TUATHOCTUYECKOE TECTUPOBAHUE HA HAIMYHE
rEHa:

1) DYT 1 — manueHTaM, y KOTOPBIX 3a00jieBaHUE JICOIOTHUPOBAJIO C
JUCTOHUHM KOHEYHOCTEM, HIIM IEPBUYHOM TUCTOHUU C BO3PACTOM Havaa J0
30 ner (ypoBeHb A0Ka3aTeabHOCTH B), a Takke OOJBHBIM C BO3PACcTOM
Havaja 3abosieBaHus nocyie 30 JeT, eciu y HUX €CTh OOJIbHBbIE POJICTBEH-
HUKH C paHHUM HadaJoM TUCTOHMM (YPOBEHb jJokazarenbHocTd B). HeoO-
XOJIUMO Y4YUTBIBaTh, 4T0 DY T1-aucTOHUS Yale NposBiseTCs B JETCTBE U
HAYMHAETCS MOCTEIEHHO C MOPaKEHUS OJTHOM KOHEUHOCTH U B MOCJICAYIO-
1IeM, y OOJIBIIIMHCTBA MAIUEHTOB, OBICTPO MPOTPECCUPYET A0 IT'€HEPATU30-
BaHHOU dopmbl [33];

2) DYT 6 — nanuentam ¢ 1e0OTOM IUCTOHHHM B MOJIOJIOM BO3PAacTe
(ot 5 mo 48 neT) uiaKM ceMeHo AUCTOHUEN C mpeoOJialaHuEM B KPaHHO-
IIEpBUKAJIBbHOM 001acTH, WK Mocie uckaodeHus auctonuu DYTI. Us-
BECTHO, YTO NMPUUYUHON ayTOCOMHO-TOMUHAHTHOU DY T6-nuctonun siBis-
eTcs TaHaToc-acconuupoBanHbii 6e1ok (THAP1) [108];

3) DYT 8 — manmeHTaM ¢ CHMIITOMATHKOW ITAPOKCU3MaTHbHOW HEKH-
HE3UTCHHON (hOPMBI: AMU30/Ibl XOPEOJMCTOHUM C Je0I0TOM Havajia B MJia-
JIEHYECTBE WJIM pPaHHEM JeTcTBEe. [laHHBIE NPUCTYIBI OOBIYHO JIATCS
10—60 MuH ¥ UHAYIUPYIOTCS ynoTpedneHneM KodernHa min anxkoros. 13-
BeCTHO, 4TO0 DYT8 BO3HHKAeT BCIEACTBUE MYyTallMil B T'E€HE-PETYIISITOPE
muoduodpuiiorenesa 1 (MR-1) [33];

4) DYT 11 — manmeHTaM, y KOTOPBIX 3a00JIeBaHNE HAUNHAETCS B MO-
JI0JIOM BO3pacTe ¢ MUOKJIOHYCa B pyKax WJIU IIee, 0COOEHHO €CJIM OH IMpOo-
BOLIUPYETCS IBUKEHUEM M UMEET MECTO ayTOCOMHO-IOMUHAHTHOE HacJe-
JIOBaHMUE;

5) myrarmuu B GLUT1 (reH-Tpancmopra Tioko3sl 1: SLC2AI,
DYT18) — nmaruenTam ¢ MapoKCU3MaIIbHON TUCKUHE3WEH, KOTOPask BBI3bI-
BaeTCs BHITIOJHEHUEM (DU3NUECKUX YIIpaKHEHUH. JlOMOTHUTEIFHBIMU TUA-
THOCTUYECKUMH MapKepaMH SBJISIOTCS: HU3KOE COOTHOIIICHNE YPOBHS TITIO-
KO3bI B CIUHHOMO3TOBOM KUJKOCTH U CBIBOPOTKE KpoBH (MeHee 0,5); Halu-
que 3MUJICTITUYECKUX TPHUIAAKOB (a0CaHChl, TeHEpPaIN30BaHHBIE TOHUKO-
KJIOHUYECKHE MPUCTYMBI) UK reMoJiuTudeckoi anemuu [ 109].
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Heupogu3suonozuueckaa ouaznocmuka He PEKOMEHIYETCs I Py-
TUHHOW BepU(PUKAIIMU MBIIICUYHBIX JUCTOHUM B CBSI3U C UX HEJOCTATOYHOMN
Hay4yHOH 0O0OCHOBAaHHOCTBHIO [46]. OmHaKO TECThl MOTYT ITOATBEPIUTH
(GyHKIIMOHAJIbHBIC HAPYILICHUS Yy TAIUEHTOB C AUCTOHUEH. Tak kak B 00JIb-
IIMHCTBE CJIy4yaeB HEUPOPU3MOJIOTHUECKUE HAPYIICHUS HE SIBJISIIOTCS CIie-
U(pUIECKUMH, OHU CKOpEE OTPa)xaroT TeHJCHINIO GOopMUpoBaHUs (QyHK-
[IUOHAJIbHBIX JIe(PEKTOB, KOTOPHIE MOTYT CTaTh KIIMHUYECKHU aKTyaIbHBIMHU.

JI1st O1leHKHU OCOOEHHOCTEW NMCTOHUU MOKHO MPUMEHUTh MHOT'OKa-
HaJIBHYIO AiekTpoHelpomuorpaduto (AHMI') ot paziauanbix merm [110].

Buszyanuzanus ronoBaoro mosra (MPT, KT) B nuarHoctuke AucTo-
HUU HE HAXOJUT CCIU(PUIECKUX U3MEHEHUH, B CBS3U C YEM HE PEKOMEH-
AyeTcs MpU yOeIUTEIbHOM KIMHUYECKOM JHAarHo3e MepBUYHON TUCTOHUM
y B3POCJIbIX MAIUEHTOB.

JInarHocTH4eCKUH AJTrOPUTM MbIIICYHON TUCTOHUH

~ 3
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4.2. JInddepenunajbHasi JUATHOCTUKA MbIIIEYHBIX TUCTOHUI

[Ipy HamMUYUM MUCTOHUYECKOTO TUIMEPKHHE3a HEOOXOAMMO HCKIIIO-
YUTh PyTHE HEBPOJOTUUECKHUE 3a00JIeBaHUs, IPU KOTOPBIX AUCTOHHUS SIB-

76



JSI€TCSA CUMIITOMOM. B 3TOM ciiydae quarHo3 «BTOpUYHAs TUCTOHUS Mpa-
BOMOYCH, KOIJla aHaMHe3 3a00JieBaHMS, KIMHHKO-HEBPOJIOTHUIECKAs
OIICHKA, a TaK)K€ HEHPOBU3YaAJM3aIlMOHHBIE U JTA0OpAaTOPHBIE JaHHBIE YKa-
3bIBAIOT HA MPUYMHY 3a00JI€BaHUA.

Tak, u3BeCTHO, YTO TPHU CTPUATO-TIAJUTHMIAPHOM MOPAKEHUH Xapak-
TEPHO TOSIBJICHUE «YUCTOW» JUCTOHUM, A TOPAKEHHUS Tallamyca —
MHUOKJIOHYC-AUCTOHUH [47].

[IpyurHON TEMUIUCTOHUU WIH (DOKATHLHOW JAUCTOHUU B PYKE WIH
HOT€ SIBJISIETCA MOBPEXKICHUE KOHTpaIaTepalibHOM CKOpaynbl. OTpaBlieHHE
MapraHIiieM BBI3bIBACT IHUCTOHUIO CTOI ¢ (POPMHPOBAHHEM «IETYITMHOM
X060bD» [47].

B otnuyue oT GONBIIMHCTBA BTOPUYHBIX AUCTOHUHN, OCTPHIC JIEKap-
CTBEHHBIC JUCTOHHUH SIBJISIOTCS MOJHOCTHIO OOPATUMBIMHU M MCUYE3AI0T T10-
cJIe OTMEHBI JopaMuH OJIOKHpYIoIIero cpeacraa. [111].

H. Geyer u S. Bressmann (2006) BbiieTuIn IMarHOCTUYECKUE KPUTE-
pHUH, KOTOPBIC MTO3BOJISIOT 3aII0J03PUTh BTOPUYHYIO auctonuio [111, 112]:
e  HajgM4He pelieBaHTHOrO ¢akTopa (MeIWKaMEHTHI, TOKCHHBI, IICpUHA-
TaJbHbIE LIepeOpanbHbIe TOBPEKACHUS, 1IepeOpPOBACKYIIIpHAs MATOJIOTHS,
nepeOpaibHbple MHQEKIMK, OIyXOJH, MapaHeOIUIaCTUYCCKUE CHHAPOMBI,
TpaBMbI U CTpYKTypHbIe anoMaiuu [THC);
®  JMCTOHMS IIOKOS;

o aTUIMMMYHOE MECTO M BO3pacT AeOroTa 3a0ojieBaHUs (Ha4ajao C HOT Y
B3POCJIOT0, KpaHUAJIBHBIN 1€0I0T y peOeHKa);

®  BBHISIBIICHHE PAHHHUX PEUYEBBIX PACCTPOKCTB;

®  TCMUIUCTOHUS;

®  HaJIMYHME IPYTUX, HE JUCTOHUYECKUX HEBPOJIOTUYECKUX CUMIITOMOB!
NapKUHCOHU3M, aTaKCHs, IEMEHIIHS, CyIOPOKHBIC MPUCTYIIbI, MUOKIIOHYC,
noTepst 3peHus1, aTpodus 3pUTEILHOTO HEpBa U JApyras MaToJO0THs, BBISB-
aseMasi mpu 0TaTbMOCKOIHH, TJIa30JBUTATEIbHBIE PAacCTPONCTBA, TIIY-
X0Ta, nu3apTpus, aucdarus, ciaabocTh, TUIIOTOHUS, MBIIIEYHas aTpodus,
HelponaTus, TuneppedIIeKcus, BereTaTuBHbIC paccTpoiicTBa, Koybio Kaii-
3epa—®dueniiepa, renaroCIuiCHOMETanus, XapakTEPHbIA 3yJ WM 3amax,
CBUJICTENILCTBA MalbaOCopOInY;

e  He(U3MOIOTHYECKHE HAXOJKH, CBUACTEIHCTBYIONINE O TICHXOTCHHOU
npuarHe (JIOKHAs CIa00CTh, JIOKHBIC UYBCTBUTEIBHBIC PACCTPONCTBA,
HECOOTBETCTBYIOIIHNE WM HECOOOPA3HbIC IBHKEHUS );

®  TATOJIOTHYECKHE U3MEHEHUS MPH JaOOpaTOPHBIX U HEHPOBU3YaIn3a-
ITMOHHBIX UCCIICTOBAHUSIX.
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Taxxe ciemxyer npoBoaAUTh qudPepeHInaibHy0 TUarHOCTUKY C 3a-
OoJIeBaHUSAMU, KOTOPBIE MPOSIBISIIOTCS JUCTOHUYECKUMH THUNEPKUHE3aMU
[113].

Jlucmonus ¢ pezynbmame nepuHaAmManbHo20 NOPAHCEHUA 207106HO20
mo3zza (kogq MKb: G23.8) nosiBiissercst y AeTei ¢ maToJOTHEH MepUHATAIb-
HOTO Meproa 0 TPeX JIET KU3HH, IO MEPE PA3BUTHS y PEOCHKA TUIIEPKU-
Hetudeckoi gopmer LTI

IlanmomenamKkunazo-accouuuposannan Heipooezenepauusa (Kon
MKB: G23.0), panee Ha3biBaBmiascs 6oyie3npio ["amnepopaena—Illnaria,
— HeWpoJiereHepaTuBHAasl HACJIEACTBEHHAS MAaTOJIOTUs, 00YCIOBJIECHHAS OT-
JIO)KEHUEM jKejie3a B 0a3alibHbIX TaHTJIMAX TOJIOBHOIO MO3Ta. 3HAYUTEb-
HBII MPOPHIB B TIOHUMAHUU MEXaHU3MOB Pa3BUTHs OOJIE3HU MPOU3OIIET B
2001 r., xorga Zhou ¢ coaBTopamMu BIEpBbIE BBISIBII Je(PEKT B reHe, pacIio-
JI0O)KEHHOM Ha KOPOTKOM Iuiede 20-i1 XxpoMOCOMBI, OTBETCTBEHHOM 3a CHH-
Te3 (pepMeHTa MAHTOTEHATKWHA3BI, TIOCJIE YeTo 3a0osieBaHuEe OBLIO Tepe-
MMEHOBAHO B IAHTOTCHATKMHA30-aCCOIIMMPOBAaHHAs HEUpoJereHepalms
(Pantothenate Kinase associated neurodegeneration, PKAN). Otuactu us-
MEHEHHE TepMHHA ObUIO CBS3aHO C MyOJUKAIMsSIMH B JIUTEpaType 00 yua-
ctuu Hallervorden u Spatz B mporpamMmme «3BTaHa3um» MCUXUUYECKUX OOJIb-
HBIX, MIPOBOJIMMOM HALIMCTAMHM B I'OJibl BOMHBI [114].

[TanToTeHaTKMHA30-accorMupoBanHas HeipoaereHepanus (PKAN)
MPOSIBIIACTCS CHHIPOMOM MAapKUHCOHW3MA, HAPYIICHUSIMU UHTEIIJIEKTY b~
HOM c(ephl M TICUXUKHU, TUTIEPKUHE3AMH, 3PUTEIBHBIMU PACCTPONCTBAMH.
VY cTaHOBIEHO HACJIEJOBAHHME 3TOW MATOJOTMU IO ayTOCOMHO-PEIECCHUB-
HOMY TUMY. B KJIMHUYECKOUN TMpakTUKe O0JE3Hh BCTPEUYAETCS B BUJIE Kak
CIIOpaguvYeCcKuX, TaK U CEMEHHBIX clydaeB. BbljieeHo Tpu TUma B 3aBUCH-
MOCTH OT BO3pacTa Hayaia 00JI€3HU: JETCKUIA, TOJPOCTKOBBIN U B3POCIIBIA,
a TaK)Ke €€ TUITUYHBIM U aTUITUYHBIA BapUaHTHI.

bosne3np 00bIYHO NE€00TUPYET C TUCTOHUH, U JIUIIb CIycTs 1—2 ronaa
MOTYT MOSBUTHCS] TAITUYHBIE JIJI1 3TOTO 3a00JI€BAHUS CIACTUYECKUE MTAPE3bI
u xapaktepHas MP-kaptuna (puc. 19) — «rmasza Turpa» — oBajbHas CUM-
METpUYHas TUIIEPUHTEHCHBHAS 30Ha B 00J1aCTH OJI€THOTO I1apa BHYTpH 00-
Jee OOIMPHON TUITOMHTEHCUBHOM 30HBI [113].

Bonesnv @apa (xon MKb: G23.8) — 510 peakoe HelipoiereHepaTHB-
HOE 3a00JIeBaHUE, CBSI3aHHOE C HEATEPOCKIECPOTUUYECKUM OOBI3BECTBIIE-
HUEM KOPbI OJTYIIApUii, 0a3aIbHBIX TAHTJIMEB U 3yOUaThIX SIAEP MO3XKEUKa,
BCJICJICTBUE OTJIOKCHUS COJICH KalIbITUs U Kejie3a B CTEHKH MEJIKUX apTe-
Ui ¥ apTEepHUOJI, a TAKXKE B BEIIECTBO T'OJIOBHOIO MO3Ta Ha ()OHE MaTOJIOTUU
IMIMTOBUIHOW U MapaniuTOBUIHBIX KEJIE3.
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Puc. 19. MPT nipy maHTOTEHATKMHA30-aCCOLIMMPOBAHHON HEUPOAETEHEPALIUT
(PKAN) — «rma3a turpa», OTJIOKEHHUE JKeJie3a B OJICIHbIC MIaphl

N3BecTHO, 4TO 3a00JieBaHUE TIOpaXKAET JIOJIeH JTI0OOTO BO3pacTta, HO
HanOoJIee YacTo JIUIl MOJIOA0T0 U cpeaHero Bo3pacta (20-30 ner). bonesnn
dapa HOCUT CEMENHO-HACJICICTBEHHBIN XapakTep. Y CIOBHO BBIJEISIOT TPU
TPYIIIBI OOJIBHBIX: JIUIT MOJIOJIOTO BO3pacTa C MpU3HAKaMH 1IepeOpPaIbHOTO
KaJIBIIMHO34a, MMAIMEHTOB C TUIONAPATUPEO30M U MOKHUIIBIX OOJBHBIX C OT-
HOCHTEIHHO HEBBIPAXKCHHOHN KaibIudukarueit [115].

[Ipu 6osie3nn @apa TUNIMYHA HEBPOJOTMYECKAsT CUMIITOMAaTUKA: pa3-
HOT'O pojia KCTpANUPAMUIHbIE HAPYIIECHUS (PUTUIHOCTh, TPEMOp, THUIIEP-
KUHE3bI), IPEXOASAIIME WA CTOUKHAE MUPAaMUJIHbIEC 3HAKH, STTUJICITHYECKHE
MPUCTYIIbI, JEMEHITUS.

K naunbonee pacnpocTpaHeHHbIM IposiBlieHUs M 0oJie3uu dapa oTHO-
CSATCS IBUTATEIbHbIC HAPYIIEHUS, IOJJOBUHA KOTOPBIX MPEACTaBIICHA Map-
KUHCOHW3MOM, B OCTQJIbHBIX CJIy4asiX HAOJIIOJAI0TCS TUIIEPKUHESHI (XOopes,
TpEMOp, AUCTOHUSA, aTeTo3, opodanuanbHas TUCKUHE3Us). KorHUTHBHBIC
pPacCTPOMCTBA ABJISIOTCS BTOPBIM IO PACIPOCTPAHEHHOCTH CUHIPOMOM, 3a
HUM CIICYFOT MO3’KEUKOBBIEC CUMITTOMBI M HapyIieHus peun. [115]. pyrue
HEBPOJIOTHYECKUE CUMIITOMBI BKJIIOUAIOT MHUPAMHIHBIC HAPYIICHHS, TICHU-
XUATPUUYECKUE PACCTPOICTBA, HAPYIIECHUSI TIOXOJAKHA U UYBCTBUTEIILHOCTH,
Takxe 0016, Hepenko oTMeuaroTes posiBIICHUS TUTIepiapaTUPe03a U T'U-
MornapaTupeo3a: JOKaIbHbIE CYJOPOTH, TETAHWUUYECKHE CIIa3Mbl, OOJIM B JTH-
CTaJbHBIX OT/EJIaX KOHEYHOCTEU, MOJOKUTEIbHbIE CUMITOMBI XBOCTEKA
(muTeBO# CHMIITOM, KOT/Ia MMPOMCXOJUT COKPAIICHHE MUMHYCCKHX MBIIIII
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MPU NOCTYKUBAHUM IO KOXKE JIWIA B 30HE MPOCKIMU JUIEBOTO HEPBA) U
Tpycco («pyka akymiepay» Mmocjae KOMIPECCUU Iieuya B T€YEHUE 3 MUHYT
MaH>XeTKOW cpurmomaHoMeTpa, HaKadYeHHOTO Ha 20 MM PT. CT. BBIIIE CH-
cToJM4ecKoro aasieHus) [115].

I'emuoucmonusn (xon MKb: G23.8) Bcerna mMmeeT cuMmroMaTude-
CKYIO BTOPHYHYIO IPUPOJTY U YKA3bIBAET HA OPraHUYECKOE MOPAXKEHHUE KOH-
TpajaTepaibHOro nojymapus. OHa OTHOCUTCSA K BTOPUYHBIM JUCTOHUSIM,
BO3HHMKAET BCIEJCTBUE SHUE(PAIUTOB, PACCEIHHOTO CKJIEpO3a, YEPEMHO-
MO3T0BOH TpaBMbI, ommyxoiu [113].

Jlucmonus ¢ pe3ynomame mMeOUKAMEHMO3HOU UHmMOKcukayuu (Ko
MKB: G24.0) ocoOeHHO YacTO BO3HUKAET IPHU MPUMEHEHHUH (PCHUTOMHA,
kKapOamasenuHa, peHotuazuna, OyrupodeHona, 6eH3aMuHa, TPUITUKINYE-
CKMX aHTHJICTIPECCAHTOB, aHTUTUCTAMUHHBIX MpEenapaToB, KETaMUHA, JIH-
TS 1 nepykana [113].

3nokauecmeennwlii  Heupoienmuueckuil cunopom (xogq MKBD:
G21.0) — HEBpOJOTHYECKOE PACCTPOMCTBO, KOTOPOE BO3HUKACT IIOCIC
Ha3HAYEHUS] HEUPOJICITUKOB, OJIOKUPYIOMUX 10(PaMUHOBBIE PEIENTOPHI.
Jlyist aTOrO CHMHIApOMa XapakTepHa opodaranbHas TucToHUA. OCcOOEHHO
XapakTepeH «CUHAPOM KPOJIMKa»: CTEPEOTHUITHOE BBICOBHIBAHME SI3bIKA,
CMbIKaHue Ty0 u xeBanme [111].

Bone3nv Bunvcona—Konosanosa (renato-JICHTUKYISIpHAS JAeTeHEpa-
s, ko MKB: E83.0) xapakrepu3syercs ayTOCOMHO-PEIIECCUBHBIM THIIOM
HacnenoBaHus. [Ipyu reHeTHyeckoM HMCCIeOBaHUM OTMedaeTcs Ae(eKT B
nokyce 13g14.3 xpomocombl. BBuy HapyllleHUs! BBIBEICHUSI U30BITOYHOMN
MEJI U3 TMEUYCHU BMECTE C KETUbI0 U CHIKEHUS CKOPOCTH CBSI3BIBAHUSI CBO-
00JIHOM (MOHU3UPOBAHHOW) MEIU C IEePYJUIOINIa3MUHOM (MeIbCcoIeprKa-
UM O€JIKOM IIJIa3Mbl KPOBHM) NPOUCXOAUT H30BITOYHOE MOCTYILICHHE
MOHU3UPOBAHHOM MEIW B TKAHU, YTO COIPOBOXKIACTCS MOPAKECHUEM IIe-
YeHU (C SBJICHUSIMU TEeNaTuTa, UUPpO3a MEUYEHU, MOPTAIbHOM TUIIEPTEH-
3uei) U HepBHOU cuctemsl [ 116].

3aboneBaHNe XapaKTEePU3yeTCs KIMHUYECKUM HOJIUMOP(HU3MOM TPo-
ABJICHU, HanOOoJee XapaKTepHO OJHOBPEMEHHOE PAa3BUTUE PUTUIHOCTHU U
IpOKAaHUSA, TO3XKE MNPUCOCAUHSAIOTCS TCUXUYECKUE HAPYIICHUS, PEXe
BCTpEUYaeTCsl JUCTOHUS ¢ (POPMUPOBAHUEM TATOJOTHIECKUX 1M03 B KOHEY-
HOCTSIX, AU3apTpusi, Aucdarus.

JInsi IMarHOCTUKH MEPBOOUYEPEIHOE 3HAUCHUE UMEET UCCIIEIOBAHUE
nmokaszareyiel MeaHO-OeKOBOro obOmeHa, BbIsSBIEHHE Kojblla Kaiizepa—
@relmHepa Ha pOroBuULle. B COMHUTENBHBIX CIIy4asiX MPOBOAUTCS IyHKLIU-
oHHas ounoncus neyenu, JJHK-guarnoctuka [116].
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C neGroToM B AETCKOM BO3pAacTe Ha IEPBBIM IUIAH BHICTYIACT CHMII-
TOMaTHKa MOPaKeHUs IMEUYCHH, HO B cllydae Je00Ta y B3pOCIOro JOMUHU-
PYET YK€ HEeBPOJIOTHYECKass CHMITOMATHKA. JIMCTOHUSI MOXKET UMETh T'CHE-
palM30BaHHYIO0, CErMEHTAPHYI0 WM MYJIbTHU(hOKaIbHYIO0 (hOpMy ¢ 00s13a-
TeJIbHOW KpaHUaJIbHOUN MaHudecTaruen. [[pyrrue HeBpoIoruuecKue nposiB-
JICHUS BKJIFOYAIOT TPEMOp, AU3APTPUIO, TUC(HATHUIO, aTAKCHIO U JEMEHITHIO
[105].

Pano mawatoe cmnenuduyeckoe JeUCHHE MOXKET YMEHBIIUTH BBIpa-
KEHHOCTh CHUMIITOMAaTHKHA W 3aTOPMO3UTh MporpeccupoBaHue 3abojeBa-
HUsI, BBUJY YEro BO BCEX CIydasx paHHETo JAeO0Ta TUCTOHMH, 10 S0-1eT-
HEro BO3pacTa, I0JHKHA MPOBOIUTHCS COOTBETCTBYIOMIAs TudPepeHITnab-
Has AuartHoctuka [4].

HOsenunvustii napkunconusm (konq MKb G21) siBisieTcst ayTOCOMHO-
pelieCCUBHOM TaToJioruel, oOycnoBiaeHHoM wMyrtanusMu TeHa PRKN
(parkin, PARK?2). B pesynbrare nopexacaus PARK2 npoucxoaut Hapy-
nmeHue cuaTe3a E3-yOeKkBUTHH-IUTa3bl, OTBEYAOIIETO 32 TPAHCTIOPT yOHK-
BUTHHA K OCJTKOBBIM MOJICKYyJIaM M HaKOIUICHHE HEYOMKBHHHMHOBOTO CYO-
cTpara.

JlanHoe 3aboseBaHre OOBIYHO pa3BHUBAETCS B Bo3pacte 10 40 et u
MeJJICHHO TporpeccupyeT. KimHMYeckn BHayajae OHO aCCOLMMPYETCS C
IUCTOHHEH, Tuneppediekcueil. BrIpaKeHHOCTh JUCTOHUHU IPOSBISCTCS
spYe B HIDKHUX KOHEYHOCTSX, XOTS OTMEUAIOT M MOPAKECHHUE PYK, IICH U
TysnoBuia. CHMIITOMAaTHKA THITMYHO pearupyeT Ha MPUeM HU3KUX U Cpejl-
HUX JI03 JICBOJIOIIBI, KOTOPHIC U IPUMEHSIOTCS JUIs JIeueHus [4].

Amemo3 (xon MKbB: G25.8, G80.3) sBisieTcst SKkcTpanupaMuIHbIM -
NIEPKUHE30M M B KQ4eCTBE BapHaHTa JUCTOHUN PACCMaTPHUBACTCS HE BCEMH
aBTOpPaMH, XOTS KJIIMHUYECKH MPEICTABIACT COOOM MEIJICHHBIN TUCTOHNYE-
CKHI THIIEPKUHE3, 111 KOTOPOT'0 XapaKTEPHBI HETIPOU3BOIBHBIE CTEPEOTHII-
HbIE, PUTMHYECKHE, YepPBEOOpa3HbIe, BEIUYYPHBIC ABIIKCHHUS HEOOJBIIIOTO
obbema. PacmpocTpanenue «Ioy3yIero» TunepkuHe3a B JUCTaIbHBIX OT-
Jenax KOHEYHOCTEH MPpHUIAeT HEMPOU3BOJBHBIM ABMIKESHUSIM YepBeoOpas-
HBIW, @ B TPOKCUMAJIBHBIX — 3Mee00pa3HbIid xapaktep (puc. 20) [117].

OTH ABWKEHUSA 00YCI0BICHBI JTUHAMWYHBIMH CITa3MaMH COOTBETCTBY-
IOIIUX MBIIIEYHBIX TPYTII, B CBSA3H C UEM JIAHHBIA THIICPKUHE3 HHOT1a Ha3bl-
BaroOT Spasmus mobilis — moxBmwxHBIM ciazmom [118].

BrIenstoT HECKOIBKO KAUHUYECKUX (hopm aTeTo3a:

1) remMuaTeTo3 — OJHOCTOPOHHHI aT€TO3, OXBATHIBAIOIIMMI MBIIIIBI OJ1-
HOI TIOJIOBUHEI Tejia 1 Julia. beIBaeT 1eBo- ¥ IPaBOCTOPOHHUM;
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2) TeHEpaM30BaHHBIN aT€TO3 — IBYXCTOPOHHHUE aTETOUIHBIC ABIKCHHS,
PACIPOCTPAHAIOIIUECS HA BCE MBI THUIIMYHO 3aTPyJHEHHUE PEUYCBOU
dynKmu;

3) Xopeoarero3 — TUINCPKUHETHUYECKUNM CHUHAPOM, COYCTAIOIIHMHA IIPH-
3HAaKU aTero3a W xopeu. CrnenuduYHbIE IS aTeTo3a JBMIKCHHUS HMEIOT
CBOMCTBEHHYIO XOPE€E BBICOKYIO CKOPOCTH;

4)  arerougHas JUCTOHHUS — THIHYHBIA TUIICPKUHE3 ICPHOIUUCCKH COUC-
TaeTCs ¢ yJyIMHeHHEM (ha3bl TOHUYECKOTO MBIIIIEYHOT O COKPAIIIEHHMS, BbIpa-
Karomiencs B (PUKCAINH TTO36I.

Puc. 20. TTocnenoBarenbHbie (Pa3bl aATETOUTHOTO TUIIEPKUHE3A, TIPEICTABIISIONINE
TOHUYECKHE CYIOPOTH B MBIIIIIAX arOHUCTAX U aHTAarOHUCTAX:
a, 0 — yepexaymolieecs pasrudanue najableB PYK; B — Uepeayrolieecs crudanue u
pasrubaHue nanbleB PyK; T — YepeAyoImecs crudanue u pa3rudaHue najabieB HOT

OCHOBHBIMU TIPUYUHAMU PA3BUTHS aTETO3a SIBIAIOTCS HACIEICTBEH-
HBIC ¥ TIPUOOPETEHHBIE TTOPAXKEHUS TTOAKOPKOBBIX TAHTIIUEB. Y B3POCIIBIX
npeo0JIalat0T TEHETUYECKUE U COCYIUCThIC MPUUMHBI, Y AETEH — MepuHa-
tasbHOE nopaxkenue [[HC.

Jnst kauHuueckou Kapmuubl amemo3a XapakTEePHbI CIEAYIOIIHE
YEPTHI:

— BapuabEIbHOCTh MBIIIEYHOTO TOHYca (TOHMYEcKasl ¢aza HECHH-
XPOHHO cMeHseTcs pa3oit pacciiabieHus);
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— K YCWJICHUIO aTeT03a MPUBOJAAT IMOIMOHAIbHBIE HATPY3KU U LIETIe-
HaIpaBJICHHbIC JBUKCHUS;

— aTETO3 UCYE3AET BO CHE;

— TUNIMYHO BOBJIEUEHHE OpodalaibHON MYCKYJATyphl (MIPOTPY3UU
A3bIKa, HACWJIHCTBCHHBIE T'PUMAChI, HAPYIIAIOIIUE PE€Ub U TJIOTAHUE), JU-
CTaJIbHBIX OT/IEJIOB KOHEYHOCTEH, IIIEW U TYJIOBUILA.

HctuHHbIN (3KCTpanupaMuIHbIA) ateTo3 cieayeT AuddepeHuupo-
BaThb C ncesdoamemo3om, KOTOPbIA Pa3BUBACTCA MPU MOPAKEHUU IyTeu
IPONPHOIEHTUBHON UyBCcTBUTENbHOCTH (ITyTh ['ojutst m bypnaxa). Bo3nu-
KAIOU[ME CEHCUTHUBHBIE PACCTPOMCTBA CIOCOOCTBYIOT YyTpaTe KOHTPOJIS K
MO3HON YCTaHOBKE KOHEYHOCTHU. B pe3ynbrare 3TOro y nmanueHTa MOKHO
HaOII0]aTh MEJICHHOE «aTeTO3HOMOJA00HOE» JBIKEHHE MaiblieB. OTiau-
YUTENbHON OCOOEHHOCTBHIO TICEB/I0ATETO3a SIBISETCA YCUJICHUE BUXKCHUMN
MOCJIE WCKJIKOYEHHUS 3PUTEIIbHOIO KOHTPOJS, a TAKKE BBISIBJICHUE Y ATUX
OOJBHBIX CYCTAaBHO-MBIIIEYHBIX HAPYIICHUN U JBYMEPHO-TIPOCTPAHCTBEH-
Horo uyBcTBa [118].

Jlucmonusa 6 pezyivmame mpaemol nepugepuieckoii HepeHoll cu-
cmemot (kog MKB: G23.8) MoxeT pa3BHThCS TOJNBKO Yy JIeTEH CTapIero
BO3pacTa U B3pOCIbIX. MeXaHu3Mbl BOBHUKHOBEHUS JAHHOU JUCTOHUM HE
SICHBL.
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I'J1aBa 3

HEMOTOPHBIE ITPOABJIEHUA
MbIIIEYHbIX JUCTOHUU

HenBurarenbHble CUMIITOMBI MBIILIEYHOU JUCTOHUU, HAPSAY C MO-
TOPHBIMU, COCTABJISIIOT KIIMHUYECKYIO KapTUHY 3a00JICBAHMUS.

K HEMOTOpHBIM HApPYWIEHUSM OTHOCST: CEHCOPHBIE HapYyLICHHS,
Han0oJiee YaCThIM U3 KOTOPBIX ABJISIETCS OOJIEBOM CUHIPOM, aCTEHUIO, Tpe-
BOT'Y, ICMIPECCUI0, HapyIIeHHs CHa. CBOEBPEMEHHO HE BBIABICHHAS KOMOP-
OuHasi MaTOJIOTHS, COMPOBOXKIAIONIAS TUCTOHUYECKUN THUIIEPKUHE3, CTIO-
COOCTBYET HU3KOM OLICHKE MAIMEHTAMU TPOBOAMMOM TEPANIUU U YXYAIIAET
MX Ka4e€CTBO XU3HU. B nmutepaType mMpUBOASATCS NaHHBIE O BBICOKOW 4Ya-
CTOTE PacCIpOCTPaHEHHOCTH HEJABUTATEIBHBIX paccTpoucTs [119, 120, 121,
122, 123, 124].

Cencopunvie napywienus. SI1poM KIVMHUYECKONW KapTUHBI HEMOTOP-
HBIX HapyIICHUH y MAIUEHTOB C MBIIIICYHOU TUCTOHUEH SBIISIETCS 00JIEBOM
CHUHJIPOM, KOTOPBIN paccCMaTpUBAETCS C MTO3UIIMNA CEHCOPHOUN NUCHYHKIIUM.

[TosiBiieHHE CEHCOPHBIX HAPYLICHUM NPU IEPBUYHOM MBILIEYHOU
IVCTOHUN PAHEE CBA3BIBAIM C BTOPUYHBIMHU OCJIOKHEHUSIMHA MATOJIOTHUYE-
CKHX I103, B YaCTHOCTH, C KOMITPECCUEN HEPBHBIX KOPEIIKOB, TYHHEJIbHBIMU
HelpornaTusiMu (Hampumep, CUHAPOMOM 3aIsICTHOro kaHana). [lpu manb-
HEWIINX UCCIENOBAHUAX YCTAHOBJIEHO, UTO CEHCOPHBIE CUMITTOMBI — OIILY-
meHrue auckoMdopTa B IIee MPU IEPBUKAIBHON JUCTOHUH, XKKESHHUE U 3y
B I1a3ax npu OedapocmnazmMe — BOSHUKAIOT 32 HECKOJIBKO JIET JI0 Pa3BUTHUS
nsuraresbHoro ¢penomena [121, 125]. Ipyrum noarBepxaeHUEM MepBUY-
HBIX MaTO(PU3NOJIOTHYECKUX MEXAaHU3MOB CEHCOPHBIX HAPYIICHUHN TTPU MBbI-
IICYHBIX TUCTOHUSX SIBJISIETCS CHYD)KEHHUE MOpora 00JIeBOi UyBCTBUTEIHHO-
ctu B 1,5—2 pa3a no CpaBHEHUIO C TAKOBBIM y 3JOPOBBIX CBEPCTHUKOB [ 126].
[ToBpilIeHne mopora 60J1eBOM YyBCTBUTEIBHOCTH OTMEUYEHO B KAYECTBE O/I-
HOT'O U3 MOJOXKUTENbHBIX 3h(HexToB OoTynmHoTepanuu [127].

NmeroTcs TaHHbIe, TOKA3bIBAIOIINE, YTO Y OOJIBIIMHCTBA MAITUEHTOB C
LI/ B cTpykType 00JI€BOr0 CUHAPOMA UMEETCS HEUPONMaTUYECKUI KOMIIO-
HeHT. Tak, y 75 % 6onbpHBIX BepuUIIMpoBaHa IjiedeBas ImiaeKconaTus, Ko-
TOpasi JOCTOBEpHO He 3aBUCUT OT ¢opMsbl LI/]. B TO ke Bpems, y OOJIbIINH-
cTBa nanueHToB ¢ I1J[ runepkunes Obl1 He Oosee 5 jeT. B cBs3u ¢ 3TUM
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ObLIIO BBIJBUHYTO MPEANOJ0KEHUE, 4To B JieOroTe 1[J] BO3MOKHBI JOTOJI-
HUTEJIbHBIC MPUYUHBI, KACAIOIIUECS KOMIIPECCUU CIUICTCHUS, a MPU -
TEJILHOM TEUYCHHUH TUIEPKUHE3a MPOUCXOIUT UHBEPCUS TONMOTpaPUUIECKUX
B3aMMOOTHOIIICHUH «MBIIIIIA-CIIeTeHHE» [55].

Ortiz R.M. (2019) ¢ coaBTropamu mokasai, 4yto 6oiabHbIC ¢ LI/] yacTo
cTpamarT ¢ubOpoMuanrusIMu U abJOMUHAIBHON OoJbl0. X mosiBiIeHHE
00BSICHACTCSI HUIMYUEM TPEBOKHO-ICTTPECCUBHOTO PACCTPOICTBA U CHIKE-
HHEM 00JIEBOIO MOPOTra y 3TUX MAIMEHTOB, YTO YKA3bIBACT HA IIEHTPAJIbHBIC
MEXaHU3Mbl (OPMHUPOBAHUS CEHCOPHBIX HapylieHuW y OonbHbIX C LJ]
[128].

VY nanueHToB ¢ NMepBUYHON (HOKAIHHON NUCTOHUEH BBISABICHBI HApY-
HIEHUSI TPOMNPHUOLIENTUBHON UYBCTBUTEIBLHOCTH, U3MEHEHUE MMOpOra Juc-
KPUMHUHAIIMOHHON YYBCTBUTEJIHLHOCTH M YYBCTBA MOJIOKEHUS B IPOCTPAH-
ctBe. IlomydeHbl CBUIETENHCTBA T€HETUUECKUX MEXAHU3MOB CEHCOPHBIX
HapylUIEHW TPU MEPBUYHBIX JUCTOHMSIX. HapylieHne AuCKpUMUHAIIMOH-
HOM YyBCTBUTEIIBHOCTH OOHAPYKEHO KaK y MaiueHToB C myTtanueid DY T1
C KJIMHUYECKUMHU TTPOSIBICHUSIMU, TaK U Y HOCUTEJIEW MYyTallMOHHOTO I'eHa.
N3MeHeHuss JUCKPUMHUHAIIMOHHOW YyBCTBUTEIIBHOCTH M YYBCTBA IMOJIOXKE-
HUSI BBISIBJIEHBI HE TOJBKO B YACTSX TE€Ja, BOBJICYCHHBIX B TUIEPKUHE3, HO
U B HEMOPAKEHHBIX YACTSIX TEJa Y MAIlUEHTOB C MBIIIEYHON NUCTOHUECH, Y
3I0POBBIX 0€3 MaTOJIOTUYECKUX JABUTATEIbHBIX ()EHOMEHOB, UMEOmuX | u
Il crenens poncTBa ¢ 6oabHBIME [129].

[To naHHBIM JTUTEpPATYPHI, 00JIEBON CHUHIPOM C BHICOKOM 4aCTOTOM CO-
MPOBOXJIAET MBIIIEYHYIO JUCTOHHUIO U UMEET 3HAYUTEIbHYIO CTEICHb BBbI-
paxkenHoctd [130], a Takke OKa3bIBa€T CYIIECTBEHHOE BIIUSIHUE HA Kaye-
CTBO u3HHU 00apHBIX ¢ I1J1 [120].

Tpesoocno-oenpeccusnoe paccmpoiicmeo. Ha ponb cuxo3MoIuo-
HAJbHBIX HAPYIIEHUN B KIMHUYECKON KapTUHE MBIIICYHBIX TUCTOHUH e11le
B cepeauue XX B. ooparwi BHUManue C.H. /[laBuieHKoB, OTMETHUBIINI BbI-
COKHI YPOBEHb HEBPOTHU3AIMU NAlUEHTOB. [lo JaHHBIM JTUTEpaTypHl, pac-
NpOCMpPAaHeHHOCHb TPEBOKHBIX PACCTPONCTB Y MAITUEHTOB C MBIIICUHBIMU
TUCTOHUSAMH KoJieOaercs oT 17 % mo 74 % [131, 132].

HexoTopbie aBTOPHI CBSI3BIBAIOT BHICOKYIO pacIpOCTPaHEHHOCTh Tpe-
BOXKHBIX U JICTIPECCUBHBIX paccTpoucTs nipu L] ¢ ouzpezyrayueri necnenu-
(UUECKUX CUCTEM TroJOBHOro mo3sra. lIpenmnonaraercsi, 4T0 MOTOPHBIE U

adPeKTUBHBIE CUMITOMBI UMEIOT OOIIYyI0 OMOXHMHUYECKYIO STHUOJOTHIO
[133, 134].
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[TosiBsIFOTCSL JAHHBIE O TECHOM B3aMMOCBSI3U IICUX03MOIMOHAIIBHBIX
PaCCTPOMCTB Y MAIMEHTOB C IEPBUYHBIMU MBIIIICYHBIMU JUCTOHUSIMU C Jie-
MIPECCUEH, YTO CBSI3aHO C BOBJICUCHUEM B MATOJOTHYECKUM TIpoiiecc goda-
MMHEpPru4eckon cucteMsl [135].

I'yzanoBa E.B. (2009) BbisiBUIa ICUX03MOITMOHATILHBIC HAPYILICHUS Y
87 % marueHToB ¢ LEPBUKAIBHONW NUCTOHUEH. A hekmuenvie HapyueHus
MPOSIBISUTUCH B BUJIE PA3IPAKUTEIbHOCTH, TPEBOKHOCTH, IIOIABICHHOCTH,
(duKcanunu Ha CBOUX NepekuBaHusaX. [Ipu ycuneHnu BbIpa>ke€HHOCTHU TUTIEP-
KUHE3a MOSIBISUIOCh OTPAHUYMTENBHOE IMOBEJACHUE, MAIMEHTHl CTAPAIIUCH
n30eratb OOIICHUS C JIFOJbMH, NPEObIBaHUS B OOIIECTBEHHBIX MECTaX,
TpaHcnoprte. JIoCTOBEpHOM 3aBUCUMOCTH BBIPAKEHHOCTH MCUXO3MOLIHUO-
HaJbHBIX PACCTPOMCTB OT CTENEHU TSHKECTH THIEPKUHE3a HE ObLIO BBISB-
JeHo [6].

JIuxaueB C.A., Uepnyxa T.H. u Tapacesuu E.B. (2017) BbIsABUIHN ¥
67 % MalMueHTOB ¢ MBIIIEYHBIMUA JUCTOHUSIMUA KOMOPOUIHOCTh TPEBOTH U
nenpeccuu. OOHapyX eH T0CTOBEPHO 00Jiee BHICOKUM yPOBEHB IMYHOCTHOM
TPEBOTY Y MAIUEHTOB C MBIIIIEYHBIMUA JUCTOHUSIMHU MPU CPABHEHUU C KOH-
TPOJBHOU rpynmoi [136].

TsoxecTs nenpeccuu y OOJBIIMHCTBA MAallMEHTOB HE KOPPEIUPYET C
TSDKECTHIO IUCTOHUH, B CBSA3U C YEM MPEAMNO0JIAraeTcsl IEPBUUHBIN XapaKTep
Jenpeccuu. Y 4acTH MallUEHTOB JIETIPECCUSI MOKET Pa3BUBATHCA BTOPUYHO
B CBSI3U C JIBUTATEILHBIMU TUIIEPKUHE3aMU U XPOHUUECKUM OOJIEBBIM CHUH-
apomom [137]. DTo moaTBepKOaeTCs YIYUYIICHHUEM HACTPOCHUS MPH
YCHENIHOM JICUCHUM JUCTOHUM [44].

B uccnenosanuu Heiman (2004) ycTaHOBIEHO, YTO MPU AUCTOHUH HO-
cutenu reHa DYT1 umenu 6osiee BHICOKUN PUCK Pa3BUTHSL OOJIBIIIOTO Je-
MIPECCUBHOTO 3MU30/1a, IPU 3TOM TSHKECTh JEMPECCUN HE KOPPETUpPOBaa C
TSKECThIO JUCTOHUYECKOTO TUIIEpKUHE3a. B 3TOM ke uccienoBaHuu ObLIO
MOKAa3aHO, YTO HOCHUTENIM JaHHOW MYTAllMd UMEIOT 00Jiee BBICOKUN PUCK
Pa3BUTHS TPEBOXKHBIX PACCTPOMCTB M OUMOIAPHOrO aPEKTUBHOTO pac-
CTpOWCTBA. DTU IaHHBIEC MOATBEPKAAIOT TUIIOTE3Y O TOM, YTO OOJIBIION Je-
MIPECCUBHBIN 3MU30] SBISIETCS HE3aBUCUMBIM BbIpaxkeHueM DYT1 myra-
MU U HE 00SI3aTENIbHO SIBJISIETCS PE3YJIbTATOM MEPEKUBAHUSI MHBAIHUIHO-
CTH, BBI3BAaHHOM OCHOBHBIM 3a0oiieBanueM [ 138].

Hapywenue cna Habnogaercs y NallMEHTOB ¢ MBIIIEYHBIMU JIUCTO-
HusiMu B 40—70 % citygaeB ¥ HE 3aBHCHUT OT BBIPAXKCHHOCTH JUCTOHUYE-
ckoro runepkunesa [139, 140, 141]. [IposiBneHueM HapylIEHU CHA CITyKaT
YJUIMHEHHE €T0 JaTEHTHOCTH, COKPAIIEHUE IJIUTEIIbHOCTU U CHUKEHUE (-
dbextuBHoctH [140].
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UccnenoBanue J. Yang (2017) npoaeMOHCTpUPOBAJIO CHUKEHUE Ka-
yectBa cHa y 71 % Oonbubix ¢ I/l u 'y 55 % — c 6nedapocnazmom. Ilpu
sToM y nanuenToB ¢ L[/] mo cpaBHeHUI0 ¢ G0bHBIME ¢ OJedapocnazMom
OTMEYAJIUCh HE TOJIBKO OOJIbINIAsl YaCTOTa, HO U 00JIee BBICOKAsI CTENIEHb TSI-
KECTU HaApYIICHUN CHA. ['MIMOTETUYECKH ITO MOXKET OOBSICHATHCS HAIM-
gueM 0oJsiee BBIpaKEHHOT0 00sIeBOTO crHApoMa y 6oabHbBIX ¢ LIJ] [122].

B.A. CanbnaukoBoii (2019) nauarHocTupoBaHbl KIMHUYECKH BBIPAKECH-
Hble HapyiieHus cHa B 15—40 % ciyuaes, 1py 3TOM HaMOOJIbIIIasi BEIPAKEH-
HOCTh MHCOMHUU ObLJIa B TPYMIIE MAIIUEHTOB C F€HEPATU30BAHHBIMH JIUCTO-
HusiMu. [logapsttonee 60IbITMHCTBO NaeHTOB (10 70 %) nMmenu cyOKu-
HUYECKHE HapyIIeHUs cHa. [Ipu ATOM MaIueHThl HE UCTIBITHIBANIN YITy4Ille-
HUS KaueCcTBa CHa mocie OotyinuHoTepanuu [119].

AcmeHnusn BXOAUT B CUMIITOMOKOMIIJIEKC OJHOTO M3 CaMbIX PacIpo-
CTPAaHECHHBIX B KJIMHUYECKOW MPAKTHUKE — ACTEHOHEBPOTHUYECKOTO CHH-
Ipoma, KOTOPBIN TMpeIcTaBiIseT coO0M coueTaHue IBYX COCTOSHHUM: acTe-
HUU U TPEBOTH.

BbIaensitoTcst 06a 0CHOBHBIX MUNA ACMEHUYecKo20 paccmpoicmed, B
3HAUYUTEIILHON CTETICHU MEePEKPHIBAIONIUX APYT Apyra: ncuxuyeckas u Qpu-
3udeckas acteHus. O0a Tuma paccTpoiCTBa XapaKTepU3yITCs PSIoM 00-
IUX HEMPUATHBIX (DU3MUECKUX OIIYIIEHUM, TAKMX KaK TOJOBOKPYKEHHUE,
roJIOBHAast 00JIb HaMPsDKEHUS U 001mas cinabocts. OOIUMU YepTaMul sIBJIS-
IOTCSl TaKXKe 0ECIMOKONCTBO OOJBHBIX T10 MTOBOIY CHI)KEHUS YMCTBEHHBIX U
bu3nYecKux cocoOHOCTEH, pa3ApakuTEILHOCTh, yTpaTa CIOCOOHOCTH pa-
noBatbcsl U TpeBora. COH 4acTo HapylleH B HAYaJIbHOM U CpelHel ¢asax,
HO MOKET TaK)Xe OBITh BhIpaXK€Ha U COHJIMBOCTH [ 124].

CuuraeTcs, 4TO pa3BUTHE ACTCHOHEBPOTHYECKOTO CHUHIpOMA SIBIIS-
€TCA CJIEACTBHEM UPE3MEPHOI0 Pacxo/ia HEUPOMEIUATOPOB U SHEPreTHYe-
ckux cyoctparoB B [IHC. Takxe oOHapy>KUBaeTCs acCOIMaIlUsI aCTEHOHEB-
POTHUYECKOTO CHUHApPOMA CO CHIKEHHEM 00BheMa CEeporo BelecTBa B Ipe-
(GpoHTaNbHON KOpE chpaBa U runonepdys3uerd CTBOJa NOJOBHOIO MO3Ta
[142]. OgHako 3TH JaHHBIE HE BCErAa MPU3HAIOTCS MCCIEIOBATEIISIMUA U B
HACTOSIIEeE BPEMsI pacCMaTPUBAIOTCS KaK MPEITOIOKUTEIbHBIC [124].

MakcumanbHbIi BKIaJ B GOPMUPOBAHUE KIMHUYECKON KapTUHBI (o-
KaJIbHBIX TUCTOHHUIM BHOCAT oOmas u ¢puzudeckas acteHuss. OCOOEHHOCTHIO
BCEX MBIIICYHBIX JUCTOHUM SIBIISACTCS] HAIMUME MICUXUYECKON aCTEHUH, BbI-
COKasi 4aCTOTa BCTPEUAEMOCTH KOTOPOU MOXKET OBITh CB3aHA C POpMUPO-
BAaHUEM TPEBOXKHBIX PACCTPOMCTB y 3TUX manueHTos [119].
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Pesynbratel uccnenoanus B.A. CyBopoBoil ¢ coaBropamu (2018)
MOKa3au, 4YTO ACTEHUYECKUN CUHAPOM U TPEBOKHOE PACCTPOUCTBO SIBIISI-
IOTCSI CAMOCTOSATEIbHBIMU HEMOTOPHBIMH MPOSIBICHUSIMHU (POKATBLHBIX MBbI-
IIEYHBIX JTUCTOHUM, HA BBIPA)KEHHOCTh KOTOPBIX HE BIIUACT JICUCHHUE TIpe-
nmaparaMu OOTYJIOTOKCHHA. ACTEHUYECKHH CHUHAPOM, BHOCS CBOM BKJIaJl B
KJIIMHUYECKYI0 KAPTUHY MBIIIEYHON JUCTOHUH, YCYTYOJIsSET TEUeHHE OCHOB-
HOTo 3a00JIeBaHUs, HETATUBHO BJIMSSL HA MOBCEIHEBHYIO KU3Hb MAIlMCHTA,
€ro COLMaJIbHYIO aJlalTalluI0 U CaMOOIIEHKY [124].

Uccnenoanue O.A. Jlpyxxununoit ¢ coaBropamu (2020) mokaszaino
BBICOKYIO YaCTOTY HEMOTOPHBIX HapylleHuil y nanueHToB ¢ [{/1: 6oneBoii
cunapoMm (98 %), actenus (90 %), nuccomuun (81 %), mIOX0e Ka4yecTBO
cHa (80 %), TpeBoxkHOE paccTpoiicTBo (77,5 %) u nenpeccus (46,7 %). Ilpu
sToM y *KeHiuH ¢ [ popmupoBanuch 0osee BoipakeHHbIE (POPMBI 0011ICH
1 (GU3UYECKOMN aCTEeHUHU, TPEBOTH, JICIPECCUU, CHIDKEHUE KauecTBa CHA 110
cpaBHEeHUIO ¢ MykunHamu ¢ LIJ[ [25]. ABTopamu ObLUTIO OTMEYEHO, UTO Jie-
MIPECCUBHBIC paccTpoiicTBa y 00JbHBIX ¢ [I/] mposSBIsIINCE OT YMEPEHHOM
710 BBIPOXKEHHOM CTENeHH, Ipu 3ToM Y 48 % OOJIbHBIX ObLiIa BHISIBJICHA K-
HUYECKHU BBIpAXKEHHAs aenpeccusd. Y KeHluH ¢ LI/ nenpeccus nporekana
TspKesee o cpaBHeHHto ¢ MyxxuuHamu ¢ LI, ¥V 53 % naumentok c [IJ]
ObL1a BBISIBJIEHA KIMHUYECKU BhIpaKeHHas TpeBora [25].

KadecTBo xu3HU y OOJIBIIMHCTBA MYX4UH U xkeHuuH ¢ /] mocto-
BEPHO OBLJIO CHIDKEHO 1O (DU3UYECKUM U TMICUXOJIOTHYECKUM acleKTaM BHE
3aBUCUMOCTH OT BAapHAHTOB MATOJOTMYECKUX JBHUTATEIbHBIX MATTEPHOB
[120].

Takum o00pa3oM, HECMOTpsS Ha MIUPOKUN KIMHUYECKUN CIEKTD,
HEJIBUTATEJIbHbIC HApYIICHUS] Yy TMAIMeHTOB C MBIIIEYHON JUCTOHUEH
UMEIOT CXOJHBIE 00uue KIUHUYeCcKue XapaKmepucmury.

—  IIMPOKYIO pacHpOCTPAHEHHOCT;
—  HEpeAKOe MPOSBJICHUE O PA3BUTHUS IBUTATEIbHBIX CUMIITOMOB;
—  OTCYTCTBUE KOPPEISLHU C TSKECTHIO U JUIMTEIbHOCTHIO TUCTOHUYE-

CKOTro (peHOMEHa;

—  KJIMHUYECKH 3HAYMMOE HETaTMBHOE BO3JACHCTBUE HA KAYECTBO KU3HU

0osbHBIX [143].

OOBenuHsIeT HeIBUTATEIbHBIC CUMIITOMBI U KJII0Yegble Namou3uo-
Jlo2udecKue Mmexanusmvl TUCHYHKIHS CUCTEM KOPTUKO-CTPHUO-TMMONKO-Ta-
JaMO-KOPTHUKAJbHBIX CBsi3eil. B KkauecTBe oO0HMX HEHPOMETUATOPHBIX
HapyIIeHUH, OOBEAMHSIONIUX JBUTATCIbHbIE M HEIBUTATEIbHBIC CHMII-
TOMBI TUCTOHHHU, paccMaTpUBaeTCs AucOananc nodamMruHa U alleTUIXO0JIHA
[143].
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IIpenmnonaratoT, 4TO CHUXKEHUE YPOBHS D2-penienTtopoB B CKOPJIYIIE
MPUBOJIUT K CHUXeHHio D2-3aBucumoro mHrubupoBanus 'TAMK Tpanc-
MHUCCHUH U, COOTBETCTBEHHO, MTOTEPE TOPMOKEHUSI B Oa3aJIbHBIX TAHTIIUSX.
Otu u3MeHenus qucyHkiuu D2-perientopoB ObUIM OOHAPYKEHBI Y HOCH-
teneid mytauuu DY T1 6e3 knuHnyeckux nposipieHui [ 144]. U3BectHo, 4To
cHkeHue ypoBHs 'TAMK mnoBbIIaeT 4yBCTBUTENBHOCTD K CTPECCY, KOTO-
pBIM TakXe MPUBOAUT K CHWKEHUIO ypoBHS ['TAMK; B Henpoxumuuecku
nucOanaHCUPOBAaHHOW CHCTEME 3TO MOKET MPUBECTH K CPHIBY KOMIICHCA-
TOPHBIX MEXaHU3MOB U (popMUpOBaHMIO JBUTarenbHOro nedexra [145].
B03MOHO, 3TO 0TYACTH OOBACHSET MOSIBJICHUE MCUXUYECKUX HAPYIIICHUM
Ha JIOJIBUTATEIIbHOM CTAJUN MBIIIEYHBIX JUCTOHUMU.
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I's1aBa 6

JIEYEHUE MBINIEYHBIX JUCTOHUU

Ha ceromHslmHUN JEHb JIEUEHWE MBIIMIEYHOM IUCTOHUHU OCTAETCS
CJIOKHOM 3aJ]a4€l 110 CIEAYIOIIUM IIPUINHAM:

v' BO-IIEPBBIX, COXPAHSIOTCS TPYIHOCTH KOPPEKTHOMN OICHKM HapyIle-
HUs QYHKIUN PU TUCTOHUM; HECMOTPS Ha TO, YTO MPOBOMASITCS KIMHUYE-
CKH€ UCCJIENOBaHUs (Tpalyibl), TJ€ MUCIOJB3YIOTCS KIMHUYECKUE OIECHOY-
HBIE IIKaJIbl, KOTOPBIE, OJHAKO, HE SBJISIFOTCSA JOCTATOYHO TOYHBIMH;

v' BO-BTOPBIX, MBIIIIEYHAs! TUCTOHMS — OTO F€TEPOr€HHBIN 3THOMATOr€HE-
TUYCCKHN CHHAPOM, KIMHUYECKUE TPOSBICHUS KOTOPOTO MOJUMOPGHBI
MOKET OBITh MePexo] U3 POKATHLHON B CETMEHTAPHYIO WX T€HEPATN30BaH-
HY10 opmy;

v\ B-TPETBHX, IJI MBIIICYHOM JUCTOHUU XApaKTEPHBI CIIOHTAHHBIE pe-
MHUCCHH;

v\ B-YETBEPTHIX, BO MHOTHX HCCJIEJOBAHUSAX HCIIOJIB30BaHbI O3B Ipe-
1apaToB, KOTOPbIE MOTYT UMETh HEAOCTATOUYHBIN WA CJIMIIIKOM KOPOTKHM
M0 IUTENLHOCTU YD PEKT;

v\ B-IATHIX, OOJBIIMHCTBO TEPAIEBTHUECKUX KIMHHYECKUX HMCCIIEI0Ba-
HUH (TpaiJIOB) IPU TUCTOHHUH HE SBJISIOTCS JIBOMHBIMH CIICTIBIMH I1J1a11e00-
KOHTPOJIMPYEMBbIMU. BOJBIIMHCTBO UCCIAEAOBAHUH, TaXKEe €CJIM OHU UMEIOT
XOpOIIMH JAU3aiH W KOHTPOJIb, SBIISIIOTCS HEOOJIBITUMHU IO pa3Mepy, UX
CJIOKHO MHTEpHPEeTUpoBaTh. [Ipu nucToHnM oueHb BeUK 3G EKT mianedo
[25].

B mocneaaue necaTuiieTys B JICUCHUH MBIIICYHON JUCTOHUHU OBLI CO-
BEpIIICH IMPOPHIB, U paHee Oe3HaAC)KHBIC MAIMCHTHI MOJIYYHIIA BO3MOXK-
HOCTb aJICKBaTHOM KOPPEKIIUU JUCTOHUYECKOTO TUIIEPKUHE3a. DTO CBA3AHO
C BHEIPEHHEM B MEIMIIMHCKYIO MPAKTHUKY MpernapaToB OOTYIMHUYIECKOTO
TOKCHHA, a TaK)Xe C BO3MOXXHOCTBHIO OKa3aHHS BBICOKOTECXHOJIOTHIHOM
HEHPOXUPYPTUUECKOM TTOMOIIH TTOCPEJACTBOM MPOBEACHUS OTIEpaIliU XPO-
HUYECKOM CTUMyJsiuuM ryOokux crpyktyp wmosra (Deep Brain
Stimulation, DBS). /lanHble ciocoObI Jie4eHUsl CYIIECTBEHHO MOTECHUIIN
MeHee d(h(PEeKTUBHBIC JIEKAPCTBEHHBIE MpenapaTbl CUCTEMHOTO JCHCTBUS,
o0J1a1aroIKe 0OJIBIIUM KOJIHYeCTBOM T000UHBIX 3 dekToB [119]. Oanako
TEpamnus B IEJIOM JI0 CHX IOP OCTAeTCsS CUMIITOMAaTHYECKOW M HaIpaBJICHA
Ha YMCHBIIICHWE BBIPAKCHHOCTH THUrepkuHe3a [47]. HecmoTrps Ha TO, 9TO
HOBBIC METOJIbI JICUCHUS MBIIICYHBIX JUCTOHHM YIIY4IIalOT KadyeCTBO
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KU3HU NAIMEHTOB, MATOT€HETUUYECKUE TTOJAXO/IbI OCTAIOTCS MOKA HEAOCTH-
*KUMbI. TonbKo O0JIbHBIE ¢ A0(ha-3aBUCUMOMN TUCTOHHEH MOTYT IMOJIy4YaTh
criennruIecKyo (MaTOTeHETHIECKYIO0) TEPAIHIO JIEBOOIIOMN.

bomynunomepanusa crtana OCHOBHBIM METOJIOM JICUCHUS] MbIILICUHON
JTUCTOHUM HE3aBUCUMO OT 3THOJIOTHUHU.

borynuHoTepanusi peKOMEHJ0BaHA MpPHU LIEPBUKAIBHOMW JTUCTOHUU
(Knacc pexomenganuu A), onedapocnaszme (Knacc pexkomenganuu B), re-
MudamuanbHoM cnasme (Knace pexomenganuu C), ¢hoKaabHOM TUCTOHHHU
BepXxHUX KoHeyHocTel (Kitacc pekomenaanum B), Cnactuyeckoil ajiyk-
topHoit guconunu (Knacc pexkomennaiuu B) [46].

CymectByeT 7 cepotunoB 6otynoTokcuna: A, B, C1, C2, D, E, Fu G,
KOTOpBIC  BBIpAOATHIBAIOTCSA  pa3nudHbiMH  mTammamu  Clostridium
botulinum. Bce onm SBISIFOTCSA HEHPOTOKCHUYHBIMHU, 3a UCKITIoueHueM C2, y
KOTOPOT'O JIOKa3aHO Ba3oJujIsiTallMOHHOE JelicTBue. Hanbornee MOIIHBIM
SABIISIETCS] CEPOTHIT A.

B Hamieit ctpane uMeeTcs HeCKOJIbKO MPENapaToB O0MYIUHULECKO20
moxcuHa muna A:

1) onabotynorokcun A (borokc, 1994);

2) aboboTynorokcud A (Qucnopr, 1999);

3) uakoo6otynorokcun A (Kceomun, 2008);

4) mantokc (2008);

5) penatokc (2012).

B odunuansubix pekomenaanusx EBponelickoil denepaunu HEBpO-
normdeckux obmectB (European Federation of Neurological Societies,
EFNS, 2011) 6otynuHndeckuii TOKCMH Tuna A (OOTyJIONENTHI) paccMmar-
pHUBaeTCA Kak Mpernapar nepBoil JMHUY 115 JieueHUs! (OKaIbHBIX TUCTOHUIN
(bnmedapocnaszm, nepBUKalibHasi JUCTOHMS, ucuuii cnasm) (Knacc peko-
MeHaaIuM A).

B ocHoBe MexaHW3Ma IeMCTBUS OOTYJIONENTHIA JIEKUT CITIOCOOHOCTh
BBI3BATh XEMOJICHEPBAIIUIO C PA3BUTHUEM JIOKAJIbHOTO MBIIIEYHOTO Mape3a.
Borynonentua myreM XeMOJ€HEpBaIlMK BBIKIIOYAET Tepeaavy areThiIxo-
JIMHA B XOJMH3PTUYECKUX TEPMUHAISIX MOTOHEHPOHOB, YTO MPUBOJIUT K
JOJITOBPEMEHHOM JIOKaIbHON MHUOpenakcanuu. [lelictBue O0TymonentTuaa
obpatumo, Tiepesaya areTUIXOJMHA BOCCTaHABIMBAETCS Ojaroaaps
CIIpayTUHTY (MPOLIECC BOCCTAHOBJICHUS B Nepu(epUueCcCKOrd HEPBHOU CH-
CTEME, XapPaKTEPU3YIOIIMNKCA OTPACTAHUEM HOBBIX BETBEU OT AKCOHOB HEPB-
HBIX BOJIOKOH) HEPBHBIX TEPMUHAICH U (HOPMUPOBAHUIO HOBBIX CHHAITH-
YeCKUX KOHTAaKTOB. MIHHepBaIlys napain30BaHHOMN MBIIIIILI B CPETHEM BOC-
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cTaHaBiuBaeTcs 3a 3—4 Mec. J[aHHBIN aCIEKT HECKOJIBKO OCJIOXKHSET Jeye-
HUe MbIIIeYHbIX auctoHui [119]. Mmenno mostoMy coBpeMenHbie EBpo-
MEWCKUE PEKOMEHIALINU 110 JIEYEHUIO MBIIIIEYHBIX JUCTOHUN PEKOMEHTYIOT
TaKTUKY TMOKOTO MHTEpBaja, a UMEHHO MOBTOpP OOTYJIMHOTEpAINUU TOTJA,
KOTJla HACTyIaeT CHIKEeHue 3 ekra oT npeapiayneid HHbEKIUu 00TyJI0-
MEeNnTUaA.

borynuHoTepanuio MOryT MPOBOJUTH TOJBKO Bpayu, 00Jafaroliue
CIeMaIbHOM MOATOTOBKOM M OMBITOM OOpaileHus: ¢ 0oTynonentuaom. B
HACTOSIIIEE BpeMs HE CYIIECTBYET €IMHOTO MPOTOKOJIA BBEICHUS OOTYJIO-
MenTuaa y MalMeHTOB C MBIIICYHBIMU JUCTOHUSIMHU. [Ipu »TOM BBIOOD
MBIIII-MUIIICHEN, pa3BeJeHUE Mpenapara, MPUMEHEHUE HaBUTAIIMOHHBIX
METOOB JIJIs1 KOHTPOJIsSI OOTYJIMHOTEPANIUY 3HAYUTEIHHO PA3INYaIOTCS, UYTO
MOXET BJIMATh Ha 3P (DEKTUBHOCTD JieueHUs. [[71s1 MOBBINICHUST HAIEKHOCTHU
U pe3yJIbTaTUBHOCTH OOTYJIMHOTEPAIIUH, IPOIEAYPY PEKOMEHIOBAHO MPO-
BOAUTH C IPUMEHEHHUEM dJIEKTpOMHOTpaduu, yIbTPa3ByKOBOW HABUTALIUH
WJIU TI0J] KOHTPOJIEM KOMIBIOTEPHOUM TomMorpaduu. TexHuka 00TyIMHOTE-
parnuu moApoOHO U3JIOKEHA B MEIUITMHCKUX TexXHoyorusx [ 146, 147].

Uccnenoanue B.A. CanpuukoBoii (2019) mokasano, uto BiusHuE 60-
TYyJIMHOTEPANIUA Ha HEMOTOPHBIE CUMIITOMBI MIPOSIBIISIIOCH CHUKEHUEM BbI-
paxeHHOCTH a(EKTUBHBIX PACCTPOMCTB, YMEHBIIIEHUEM O0IIIeH, ru3nde-
CKOM U MCUXUYECKOW aCTEHUHU, HO HE OKa3bIBAJIO BIMSHUS HA MOKA3aTENIH
¢dusnonoruuyeckoro crpecca [119].

Xupypzuueckue memoont 1eueHus. B Tex ciiydasx, Korja y naiuueHra
BBISIBJISIETCSI PE3UCTEHTHOCTh K OOTYJIMHOTEPAIIUH, TPEOYETCS TPOBEICHUE
XUPYPTrUUECKOTO BMEIIATEIbCTBA, KOTOPOE BKIIFOYAET ITyOOKYIO0 CTUMYJIS-
iuto mo3ra (DBS). B ocHOBHOM 3TOT MeTO/1 JIeUeHUsI TIpejiaracTcs Jisl Te-
HEPAIU30BAHHON U CErMEHTAPHOU TUCTOHUU.

[IpoBovMBIE paHee TEXHUKU OMEPATUBHOIO BMEIIATENIbCTBA, TAKHE
KaK CEJICKTUBHAs JCHEpBAIMsl KUBATEIbHBIX MBIIII, HEBPOJHU3 J00aBOY-
HOT'O HEPBA, PU30TOMMUS, B OTJAJICHHBIX POTHO3aX HE TTOKa3anu 3 (PeKTUB-
HocTU. OHako u DBS numb oTyactu ynydiiaet KauecTBO KU3HU OOJbHBIX,
a y OonpIIMHCTBA OKa3biBaeTcs Hed(pdektuBHOU. [loaTomy mpoBeneHue
DBS pekomeH0BaHO TOJBKO B CIydasX YCTOMYMBOCTH K OOTYIMHOTEpa-
nuu (mpu oTcyTcTBUH dPdexTa oT 5—6 mporeayp OOTyIUHOTEpANNH B J0-
CTATOYHOM J103€ W MPU MPABUILHOM BBIOOPE MBIIIIL JIJII UHBEKIUH, MPU
noaTBepxkaeHHOM OMIT w/unu Y3U-uccnenoBaHun) W TreHepaau3alvu
JTUCTOHUYECKOTo TUnepkuHesa. K cokaneHuo, HeUpoXupypruiueckue me-
TOJIbI SIBJIAFOTCSI JOPOTOCTOSIIIUMH U HE HaXOJST IIUPOKOTO MPUMEHEHUS B
Poccum [25, 47].
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JIonOTHUTEILHBIM METOAOM JieueHus OiedapocnazmMa sSBIsSETCS Ore-
pauust 01edaponaacTUKU C e yaaleHUus M30BITKOB KOXH U MSTKHX
TKaHEW BEPXHEro BEKa, YTO yJIYy4IlIaeT NEPEHOCUMOCTh U PE3yIbTAThI MPO-
BOJMMOM OOTYJIMHOTEpaNnuu. Y MalMEHTOB C reMudanuaibHbIM CIa3MOM,
€CJIM B DTHOJIOTHHU BBISIBJIEHA HEUpOBacKyJsapHas kommpeccus kopenika VI
HEpBa, IPOBOAMTCS OTepaIisl HEHPOBACKYJIIPHOM qeKkoMIpeccuu [46].

Hnmpamekanvnoe 6eedenue 6axknoghena npumeHsiercs mnpu Hedd-
(EKTUBHOCTHU OT MPOBOJIUMON TEpaNuM y MAMEHTOB C TSKEJIBIMU I'eHepa-
JIM30BaHHBIMU JUCTOHUSIMU, MPEUMYIIECTBEHHO BTOPUYHOTO XapakTepa
(runepkuHeTHYeCKas (opma JIeTcKoro nepedpaibHoro napaimmya) [47].

Meouxkamenmo3naa KoppeKyusa MbIIICYHBIX JUCTOHUM 7O CUX TOP
OCTaeTCsl HEeJOCTATOYHO (PGEKTUBHONW M TOCIE BHEAPEHHUS B IIMPOKYIO
BpaueOHYIO MPAKTUKY OOTYJIMHOTEpANNHU YXOIUT B TMpoluioe. TeM He Me-
HEe, Ha CeTOHSAIIHUMN 1eHb XOJUHOJUTUKU, OakiodeH, OeH301Ma3eTMHBI U
neBojomna npu O6osesnn CeraBa MPOJOJDKAIOT MPUMEHATHCS B JI€UEOHBIX
cxemax [47].

OHUM U3 aHTUXOJIMHEPTUYECKUX MIPENApPaTOB SBIACTCS Ounepuoena
euopoxaopud (akurnemon). Ilo cBouM OMOXUMHYECKHM U (hapMaKOIMHAMH-
YECKUM CBOMCTBaM OMMEpueHa TUAPOXIOPU SBIIsSIETCS M-X0IMHOOI0Ka-
TOPOM ILIEHTPAJIBHOIO JECUCTBUS C HE3HAYUTEJIbHBIM MepU(EepUIECKUM aH-
TUXOJIUHEPTrUYECKUM JICCTBUEM, UTO MO3BOJISIET U30€raTh HEXKEIATEIbHBIX
3 dekToB B BHjEC HAPYIICHUS AKKOMOJAIUMH, HAPYIICHUS CEPJICUYHOIO
pUTMa, apTepUaILHON TUIIOTEH3UH, 3aJIEP>KKKU MOUd U Jp. Ero npeumyiie-
CTBOM CJIEIYET CUUTATh OTHOCUTEIbHYIO U30UPATEIBHOCTh B OJIOKHUpPOBA-
HUU M 1-XO0IMHOPENENTOPOB, MIUPOKO MPEACTABICHHBIX UMEHHO B 0a3alib-
HBIX raHrusx. CumnroMarudeckuil 3hPeKkT akuHEeTOHA B JICYEHUU TUCTO-
HUW CBSI3aH C OJJOKUPOBAHUEM XOJIUHEPTUUECKUX CTPUAPHBIX HHTEPHEUPO-
HOB [47]. Taxke W3BECTHO, YTO OWIIEPUICH CIOCOOCH OJOKHUPOBATH
NMDA-rmyTaMaTHble pelienTopbl, YTO UMEET NATOIT€HETUYECKOE 3HAUEHUE
B TE€paIUU OPOTPECCUPYIONINX HEHPOAETeHEPATUBHBIX 3a00JIEBAHUI, aCCO-
IIMAPOBAHHBIX C TUCTOHHEH. Be3yClIOBHBIM MPEUMYIIECTBOM aKMHETOHA
SBJISCTCS HAIMYUE KaK TaOJeTUPOBAHHOM, TaK M HHBbEKIITMOHHOMN hopMbl. B
CTaHJIapTHBIX YCIIOBUSIX OUIEPU/ICH HA3HAYAETCSl BHYTPh; HavajlbHAs J103a
cocTaBysieT 1 Mr 2 pas3a B CyTKH C €KEIHEBHBIM yBeJIMUeHHUEM Ha 1—2 Mr 110
JOCTUKEHUS TepaleBTUYECKON. MakcumanbHas CyTouHas go3a — 16 mr
[47].

D hHEeKTUBHOCTD XOAUHOIUMUKOB NIJIS JICUSHUS IEPBUYHON TeHEpau-
30BaHHOM JIUCTOHUM ObLIa YCTAHOBJIEHA B JIBOMHOM CJIEIIOM MPOCIEKTUB-
HOM HccienoBanuu B 1986 r. Otu npenapathbl 3pGHEKTUBHBI B OTHOIIEHUU
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JIOKAJIbHBIX ¥ F€HEPAIM30BAHHBIX ()OPM AUCTOHUU MEPBUYHOTO U BTOPUY-
HOT'0 HEUPOJIEreHEPAaTUBHOIO XapaKTepa, a TAKKe MPU JUCTOHUSIX-TUTIOC C
PaHHHMM U C MO3AHUM HayaiaoMm. VX IeMCTBEHHOCTh IOKa3aHa B JICYEHUU
nepBu4HON TopcuoHHOW guctoHur (DYTI1), nmapkuHCOHU3M-TUCTOHUU
(DYT16), X-cuemjieHHOW JIUCTOHUU-TIAPKUHCOHM3MA, JHUCTOHUYECKOU
(bopMBI IETCKOTO 1IepeOpaIbHOTO Napajinia, OCTPO BOSHUKIIINX BTOPUYHBIX
JTUCTOHUM, IPH TapAUBHBIX JUCKUHE3UAX [47].

[Ipu TsKENBIX AUCTOHUYECKUX COCTOSIHUSIX TPEOYEeTCS IKCMpeHHAs
nomowb. UHbEKIIMOHHOE JICUEHUE aKMHETOHOM SIBIISIETCS BEIYIUM METO-
JIOM HEOTJI0XKHOU Tepanuu. K TakuM HEOTJIOKHBIM COCTOSTHUSM OTHOCSITCSI
JTUCTOHUYECKUM CTPUIOP C paccTporicTBaMu (YHKIUU JbIXaHUS, JEKOM-
MIEHCUPOBAHHbIC TEHEPAIU30BAaHHbBIE IMCTOHUHU, BKIIIOYAs «JIMUCTOHUYE-
CKYI0 OypIO», OCTphIC OTpaBJICHUS aM(peTaMUHAMH, CypporaTaMyu HapKOTH-
KOB U JIPyTH€ TOKCHUYECKHUE COCTOSHUS, OCJIOKHEHUS, CBS3aHHbBIC C MpUE-
MOM HEHPOJIENTUKOB, BKITIOYAS 3JI0KAYE€CTBEHHbIA HEHPOJIENTUYECKUN CUH-
apom [47].

Heo0xoauMocTs koppexkuyuu nemomophnwvix cumnmomos 11]1 nepo-
palbHBIMU TIpenapaTaMu ocTaeTcs oocykaaeMoun. Crnensie, paHI0MU3UPO-
BaHHbBIC, TJIAIE00-KOHTPOJIUPYEMBbIE HMCCIIEAOBAaHUS B 3TOM 00JIacTH, Je-
MOHCTPHUPYIOIIUE TepaneBTUUeCKuil 3(hPekT, He MpoBOAUINCH. HanpoTus,
MMEIOTCSI JJAHHBIE, YTO HEUPOJIENTUKU WM AHTUJICTPECCAHTHI U3 TPYIIIIbI
CEJICKTUBHBIX MHTUOUTOPOB OOpPATHOIO 3axBaTa CEPOTOHMHA MOTYT yXY/I-
IIaTh TeYeHUe 3abosieBanus [25].

OnHako B IuTEpaType NpeIcTaBICHbl HIO3UTUBHBIE PE3YIbTAThI HeMe-
OUKAMEHMO3HBIX Mem0008 mepanuu I[/]: HeMHBa3UBHON aHOJAHOW CTH-
MYJISIITIN MO3KeUKa M TiepBUYHOW MoTopHOU kopbwl (Transcranial direct
current stimulation, DCS); cnenuanu3upoBaHHBIX (HU3UICCKUX yIpaKHE-
HUW, HaNpaBJICHHBIX HA peEJaKCallui0 W PaCTSHKEHUE MBIIII IIeH; Tpo-
rpamMMbl Onosiornueckoil oOpatHou cBsizu (BOC-Tepanuu) u KUHE3UO-
TEUNMUPOBAHUS, KOTOPBIE MPEACTABIAIOT MEPCIEKTUBY JJISI TAIbHEUIIErO
u3ydeHus. Tak, ObLIO MMOKa3aHO MOJIOKUTEIIHHOE BIUSIHUE KOMOMHUPOBAH-
HOU Tepanuu (coueTaHue OOTYJIUHOTEPANUU C HEMEIUKAMEHTO3HBIMU Me-
TOJaMH) B BUJIC€ YMEHBIICHHS OOJICBOTO CHHAPOMA, YBEIUYEHUS MEPUOIa
JeHUCTBUS OOTYJIMHOTEPANUHU, YMEHBIIICHUE MOCIEIYIONICH pa3oBON 03I
OOTYJIMHOTEPAINH, YBEIHMYCHHUE TOBCETHEBHON aKTUBHOCTH [5].

JInst KOppeKIuru acTeHUHU, TPEBOXKHO-JEIPECCUBHBIX, AUCCOMHHYE-
CKHMX HapyIIEHHUH 11e1eco00pa3Ho paccMaTpruBaTh KOTHUTUBHO-TIOBEACHYE-
CKYIO TE€paIulo, 4YTO TaKKe TPEOyeT MPOBEACHUS JOTMOJIHUTEIbHBIX UCCIIe-
JIOBaHUMU.
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6.1. PeaOniuranus nanMeHTOB ¢ MBIIIIEYHONM JUCTOHHEH

HecmoTpst Ha TO, YTO MBIIIEYHbIE JUCTOHUU HE BIUSIOT HA MPOIOJ-
KUTEIbHOCTh KU3HU, TPOTHO3 3a00JICBAHUS OCTAETCSI COMHUTEIILHBIM, TaK
KaK OHO MPUBOAUT K MHBAIMAU3AIMYU NAIMEHTOB. J[MCTOHMYECKUE TUTEP-
KMHE3bI YacTO MOPaXaloT MOJOJBIX JIFOAEH TPYyJ0CIOCOOHOTO BO3pacTa U
MPUBOJSIT K TPOPECCUOHAIBHON U COLIMAIBHOMN JAe3aanTalluy MalueHTOB
[119].

Jlna peadburumayuu MANUEHTOB C MBIIIEYHOW JUCTOHUEW PEKOMEH-
JIOBaHbI BCE€ BO3MOKHOCTH KuHe3moTepanuu, JIOK, 3ansatus B OacceliHe,
MSITKUA PETaKCUPYIOITUNA MaccaXX, KOMILJIEKChI CEHCOPHOTO MIEPE0oOyUeHMUS,
BOC-tepanuu [5]. MaHyanbHas Teparus ¢ rpyObIMHA 00JICBBIMU TIPUEMaMU
He noka3zaHa. [Ipu nmucuem criazme 3 PeKTUBEH KOMIJIEKC peaOUuIUTaI[uOH-
HBIX MEPOIPUSITUI, HATTPABJIICHHBIX Ha U3MEHEHUE MOTOPHBIX HABBHIKOB BO
Bpemst mucbMa [59]. YV manuenToB ¢ Oi1edapocnazMoM MOTYT OBITh 3 ¢ek-
THUBHBI «PO30BBIC OUKW», 00pabOTaHHBIC CIICIIUATBHBIM pacTBOpoM [46].

BakxHo moMoraTh nanpeHTaM Impeo0JieBaTh COMUATBLHYIO U30JISIUIO
(BKJIFOYEHHE MALIMEHTOB B IPYIIIIbI MOAJIEPKKH, IcuxoTepanus). Peadbunu-
TallMOHHBIE MEPONPUATHS, KaK KOMIIOHEHT KOMOMHHUPOBAHHOM Teparuu,
MMEIOT BBICOKUH YpOBEHb PEKOMEHAIINM, a UMEHHO YPOBEHb yOCIUTEh-
HOCTH pekoMeHanuii D (ypoBeHb TOCTOBEPHOCTH JI0Ka3aTelbCTB — 4) [46].

Jlucnancepnoe nabarodenue IOJKHO TPOBOIAUTHCA BpavyoM, OCY-
IICCTBIISIIOIIUM OOTYJIMHOTEPANHUIO, JTUO0 APYTUM BpPauOM, KypPUPYIOIIUM
MalreHTa. IT0 HEOOXOAUMO JIJI TOTO, YTOOBI IPU YXYAILIEHUN COCTOSIHUS
NalKeHTa PeIInTh BOMPOC O MPOBEACHUU OYEPEIHON Mpoleayphl 00TYIH-
HOTepanuu (ypoBeHb YOEIUTEILHOCTH peKoMeHIanuii A (ypoBeHb J10CTO-
BEPHOCTH JI0Ka3aTenbcTB — 1) [46].

Cpenu poJCTBEHHUKOB MaIlMEeHTa, CTPAAAIOIETO TUCTOHUEH, JOJKHA
MPOBOJUTHCS HPOPuUIAKMUKA PA3BUTUS MBIIIEYHON TUCTOHUU (YPOBEHBb
yOeIUTENbHOCTH pEeKOMEHAAuid A (ypOBE€Hb JIOCTOBEPHOCTH JOKa3a-
TENBCTB — 1)):

— Koppekuusa nepudepruueckux (HaKTopoB U JJIUTEIBHO JIEUCTBYIO-
MIEr0 HENPABUIBHOTO MOCTYPAJIbHOTO CTEPEOTHIIA;

— n30eranue TpaBM KpaHUO-1IEpPBUKAIbHON 00J1acTH, B TOM 4Yucie 00-
JIE3HEHHBIX MAaHUMYJISIIIUNA, BKIIIOUasi MAHYAJIbHYIO T€PAIUIO;

— KOpPEKIUs OPTONEIUYECKOTO CTaTyCa;

— nu3beranue/ azieKBaTHas KOPPEKIIHUs CTPECCOBBIX BO3/ICHCTBHIA;
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— y MaIryenTa, cTpajarero oJHou u3 ¢hbopM GoxkaabHON JUCTOHHH,
JOJKHA TTPOBOIUTHCS aHAJIOTUYHAS TPO(HIIAKTHKA Pa3BUTHUS APYTUX HOpM
auctonuu [46].

Takum oOpazoM, cmpameaus MyabmMUMOOAIbHO20 NOOX00A B TUATHO-
CTUKE M JICYCHUHM OOJBHBIX C MBIIICYHOW JUCTOHMEH CTaHOBUTCS, Oec-
CIIOpHO, HeoOxonuMon. Pa3zpaboTka cTaHIapTU3UPOBAHHBIX MOJIXOJIOB U
BHEIPEHUS B IMOBCEIHEBHYIO BpaueOHYIO IIPAKTUKY PAHHETO BBISBJICHUS U
KOPPEKIIMU KaK JBUTaTEIbHBIX, TAK 1 HEMOTOPHBIX HAPYIICHUM IMO3BOJIUT
YAYYIIUTh PE3yJbTaThl JEYCHUS U KA4ECTBO KU3HU ITUX IMAIMEHTOB MPHU
ATOM CJI0KHOM 3a00JIEBaHUH.
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IMPUJIO?KEHME 1

I kaja ouenku daedapocnazma (BSDI)

OyHKIIMOHATbHAS IITKaJla — CAaMOOIICHKA TTOBCETHEBHOM aKTHUBHOCTH, OTpa-
YKaroIIe KauecTBO JKM3HU TaluenTa, B 0amiax (ot 0 10 4).

0 — He mpeaCcTaBIAET TPYAHOCTH;

1 — crnerka 3aTpyIHEHO;

2 — 3aMETHO 3aTPYyIHEHO;

3 — CYIIECTBEHHO 3aTPYIHEHO;

4 — Gojee HEeBO3MOKHO M3-3a 00JIe3HHU.

MaxkcumaiibHas ouenka — 24 6aa.

IloBcenHeBHAS AKTHBHOCTh Ouenka, 0a/1bI
VYnpaieHue aBTOMOOUIEM
Yrenue
IIpocMoTp Tenenepenay
CoBepiieHue NoKynok
IlepeagBr>KEHHUE NENIKOM
IToBceTHEBHAS NESATEIBHOCTD
MaxkcuMaibHas olleHKa
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INPUJIOKEHHUE 2

I kaua onenku oaedapocnazma JANKOVIC (JRS)

TsxecTh baJibl
Hert 0
VY4aleHHOe MOpPraHHue MPUCYTCTBYET TOJIBKO ITPU BO3IEH- 1
CTBUHU HAPYKHBIX CTUMYJIOB (SIpKUI CBET, BETEP U JIP.)
Jlerkoe, HO CIIOHTaHHOE TpemneTaHue Bek (0e3 cna3zma) 2
YMepeHHbI, O4YEHb 3aMETHBIM CIIa3M TOJIBKO BEK, JIETKas 3
WHBAJIWIU3AMs
TsoKenbld MHBAMUMIU3ZUPYIOIIMKA Clla3M BEK, BO3MOXKHO, 4
JPYTUX MBI JIAIA

Yacrora
Hert 0
Crnerka y4alieHHOE€ MOpPraHue 1
Tpeneranve BeK B TCUEHUU | MUH. 2
Cna3m Bek B TeueHuH Oosiee 1 MHH., HO TJia3a OTKPBITHI 3
oosiee 50 % neproaa 00PCTBOBAHUS
OyHKIIMOHAIBHAS CJIENIOTAa BCJIEACTBUE IMEPCUCTEHTHOIO 4

3akpeiTusa a3 (onedapocnazm) B TeueHue Oonee 50 %
BPEMEHH Ieprojia 00 IpCTBOBAHMS.
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INPUJIOKEHHUE 3

HIkaa ouneHkn nepBuKaJIbHOM qucToHnuu | SUI

A — aMIUINTY/AA HeNPEePbIBHbIX ABUKCHUM.

OO0m1as o1eHKa COCTOUT U3 CYMMBbI OIIEHOK aMIUIUTYIbl BpallleHUs, JaTepo-
KOJUTHCA, aHTEPOKOJIIIUCA, peTpOoKoJuIrca B 6amiax ot 0 1o 3:

0 — orcyrcTBHE;

1-<15°
2 —15-30°;
3 —>30°.

B — nuiMTeIbHOCTH HeNPepPbIBHBIX JIBUKEHMI:
0 — oTcyTCcTBHE;

| — HEMOCTOSIHHEIC;

2 — IIOCTOSIHHBIE.

C — nmoanaTHE MJICYA:

0 — orcyrcTBHE;

1 — nerxkoe u HEMOCTOSIHHOE;

2 — IeTKO€ ¥ MOCTOSIHHOE MJIN TSHKEI0€ U HEIIOCTOSHHOE,
3 — TsDKEI0€e U TTOCTOSTHHOE.

D — npo:xanmue:
MHTEHCUBHOCTH ApoxkaHus (0 — orcyrcTBue; 1 — nerkoe; 2 — TxKenoe);
IPOJIOJKUTENBHOCTD (0 — oTCyTCTBHE; | — BpeMeHaMu; 2 — MOCTOSTHHOE).

Oomas oumenka mo mkaje TSUI (0 — 25 6ajioB) paccuyuThIBacTCs 10

dbopmye:
(A xB) + C +D.
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INPUJIOKEHHUE 4

TWSTRS — PeiTHHrOoBasi IKaJia CNacTU4YeCKOil KpUBOILIEN 3amna/i-
Horo ToponTo (Toronto Western Spasmodic Torticollis Rating Scale,
Consky E., 2010)

bamnbl

HlIxana maxcecmu yepeuxkaaibHoi oucmonuu (maxcumym 35 oannos)

A. MakcuMaJibHasi IKCKYPCHS

OLEeHUBaIOT MAKCUMAIbHOE OTKJIOHEHUE OT CPEAHETO MO-
JI0’KEHUS B TTIOKOE; UTOOBI OOJIbHOM HE MBITAJICS BBIIPSI-
MUTbH T'OJIOBY, IIPU MIPOBEICHUU 00CJICI0BAHUSI MOXXHO HC-
MOJIb30BaTh OTBJICKAIOIIME BHUMaHUE TpueMsl. Ecnu pe-
3yJbTAT OKA3bIBACTCSI MEXIY ABYMs OalljlaMH, BEIOMPAIOT
00Jiee BRICOKUM

1. PoTanus rosioBbl (BIpaBo WX BJIEBO)

0 = OtrcyrctByeT(0°); 1 = HesnauurensHas (< 1/4 makcu-
MaJIbHOM aMILTUTYbI ABMXKEHUH, 1-22°);

2 = Jlerkas (1/4—1/2 ammutynel, 23-45°); 3 = YMepenHas
(1/2-3/4 ammmutyael, 46—67°); 4 = BeipakeHnas (> ¥4 am-
wuTy s, 68-90°)

2. CiacTudeckasi KpUBOIIEes: C HAKJIOHOM TOJIOBHI K TIIEHY
(BIIpaBO WJIX BJIEBO, UCKJIKOYUTH MOIHATHE ILJIeUa)

0 = OrcyrcrByet (0°); 1 = Jlerkuii (1-15°);

2 = Ymepennsbiii(16-35"); 3 = BeipaxkeHHsblil (> 35°)

0-3

3. Cnacthueckast KpUBOILES ¢ HAKIIOHOM TOJIOBBI BIIEPE]
WJIU 3aIPOKHU/IBIBAHUEM T'OJIOBBI Ha3a (a uim 0)

A. Haknon ronossl Briepen 0 = OrcyrcerByer; 1=Jlerkui;
2 = YMepeHHbIH (10 MOJOBUHBI MAKCUMaJIbHOW aMILIU-
TyJbl); 3 = BhIpaKEHHBIN (IMOI00POIOK MOUTH MPHHKAT K
rpyan);

b. 3anpokuasiBanre ronaoBbl Ha3ag 0 = OTCyTCTBYET;

1 = Jlerkoe OTKJIOHEHUE TEMEHU Ha3aJ C NOJAHATHEM NIOA- 0-3
ooponka; 2 = YMepeHHoe (10 MOJTOBUHBI MAaKCUMAJIbHOM
aMIUTATYbI); 3 = BeipaxkeHHOE (MaKCUMalIbHAST aMILTH-

Tyza)

0-3

4. bokoBO€ cMelleHHE (BITPABO WIIH BJIEBO)
0 = OtcyrctByeT; 1 = I[IpucyrcrByet Jlarepanbubiii gt 0-1

(0-1)
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5. IlponosibHOE CMeENIeHHE (BIIEpE ] UK Ha3a)

0-1

B. IIpoao/xkuTe IbHOCTD (0aJ1JIbI YMHOKAKOTCS HA 2)

0 = OrcyrctByeT; 1 = Bo3nukaer uzpenka (< 25 % Bpe-
MEHHU), OOBIYHO HE IOCTUTaeT MakcuMyMa; 2 = Bo3Hnukaet
u3penka (<25 % BpeMeHM) U 4acTo JIOCTUTaeT MaKCH-
MyMa, 00 Bo3HUKaeT nepuoaudecku (25-50 % Bpe-
MEHH) U

OOBIYHO HE JJOCTUTAET MAKCUMYyMa; 3 = BO3HUKAET MEPHO-
nudecku (25-50 % BpeMeHH) U 4acTO JOCTUTAET MaKCH-
MyMa, 00 Bo3HUKAET yacTo (50—75 % Bpemenu) u
OOBIYHO HE JJOCTUTAET MaKCUMyMa; 4 = BOBHUKAET 4acTO
(50-75 % BpeMeHHM) ¥ 4acTO JOCTUTAeT MaKCUMyMa, JTU0O
HaOJII01aeTCsl MOCTOAHHO (> 75 % BpeMeHHU) U OOBIYHO HE
JOCTUTaeT MakcumyMa; 5 = HabmroaeTcst mocTOSIHHO

(> 75 % BpeMeHHM) W YaCTO JJOCTUraeT MaKCHMyMa

0-10

C. IddeKT oT KOPPUTHPYHILUX KECTOB

0 = NoJIHOE UCYE3HOBEHUE CUMIITOMOB IOCJIE OJTHOTO WIIU
HECKOJIbKUX MPUEMOB; | = 9aCTUYHOE OCIa0JICHHE CUMII-
TOMOB;2 = IPUEMbI HE IOMOTAIOT COBCEM WJIA HE3HAUH-
TEJIBHO

0-2

D. IloaHsiTHe MJIeYa M ero cMellleHHue Brepe

0 = orcyrctByeT; 1 = nerkoe (< 1/3 MakcuMaibHOU am-
TUTUTYIbI ), HAOJIIOAAETCS TEPUOANYESCKH HITH TTOCTOSTHHO;
2 = Ymepennoe (1/3—2/3 makcuMallbHOM aMIUIUTY/IbI) U
noctostHHOE(> 75 % BpemeHun) a1ubo Tsxenoe(> 2/3 mak-
CUMAJIbHOW aMILTUTY/IbI) U IEPUOAUIECKOE;

3 = TsKenoe M MOCTOSIHHOE

E. AMimuintyaa npuskeHuid (0e3 HCIOJIb30BAHUS IIPUe-
MOB, 0CJIA0JISIIONIMX JUCTOHUIO; €CJIU IBUKEHHE Orpa-
HU4YeHO 0oJiee YeM B OJJHOH IJIOCKOCTH, BHIOMPAIOT
HAUBBICIIUI 02J101)

0 = 00JIbHOM MOKET MTOBEPHYTh T'OJIOBY B KpaiiHee MpOTH-
BOIIOJIOKHOE TIOJIOKEeHHUE; | = 00IBbHOM MOBOPAYUBAET T'O-
JIOBY JTAJIEKO 3a CPEHEE MOJ0KEHUE, HO HE 0 KPAaUHETO
IPOTUBOTOJIOKHOTO; 2 = OOJILHOM JIUIIIb CJIETKa MOXKET
MIOBEPHYTH T'OJIOBY 3a CpeIHEE MOJOKEeHUE; 3 = O0JbHOU
ITOBOPAYMUBAET TOJIOBY B HAIIPABJICHUHU CPEIHETO MOJIOXKE-
HUs, HO HE JaJIEC, 4 = ITOBOPOT I'OJOBBI ITIOYTH HCBO3MO-
KEH
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F. Bpemsi, B TeueHHUe KOTOPOro 00JILHOM MOXKeT yaep-
JKMBATh I'0JIOBY MOBepPHYTOii HA 10° 0T 0OBIYHOTO 10.J10-
JKeHMsl, He Mpuleras K npueMaM JJisi YMeHbIIeHHU S
aucToHuH (cpeanee u3 2 monbITOK) 0 => 60 c; 1 = 46—
60c;2=31-45¢c;3=16-30c;4=<15¢c

Oowuit 6ann

II. Illkana unsanuouzayuu (maxcumanvras cymma 6annos — 30)

A. Pabora (nmpodeccuoHabHasl 1eATeJbHOCTh WM Be-
JeHue JOMAIIIHEr0 X03s1icTBAa)

0 = 0e3 3aTpyaHeHui; 1 = paboTOCIIOCOOHOCTH HE CHU-
’KEHa, BCE€ HEOOXOAUMBbIE JEHUCTBUS BBIMOJHSIIOTCS JOCTa-
TOYHO (P (DEKTUBHO, €CTh HEOOJIbIIINE 3aTPYIHCHHUS, BbI-
3BaHHBIC CIIACTUYECKON KPUBOIIIEEH; 2 = OOJIBITMHCTBO
JNEWCTBUN HE BBI3BIBACT 3aTPYIHCHUI; HEKOTOPHIC BBITIOJI-
HSAIOTCA C TPYJOM, OJHAKO JI0CTaTOYHO A(h(PEKTUBHO;

3 = paboToCIOCOOHOCTh CHIKEHA; OOJIBIITMHCTBO JICH-
CTBUI BBI3BIBAET 3aTPYAHCHUS, B HEKOTOPBIX CIIydasiX pe-
3yJbTaTOB JOOUTHCS HE YJIa€TCS;

4 = npoeccuoHanbHas AEATEILHOCTh HEBO3MOXKHA; CO-
XpaHeHa CIIOCOOHOCTh BBITIOJIHATD, XOTS U HE OUYEHb I()-
(heKTUBHO, HEKOTOPHBIE ACHCTBUS, CBSI3AHHBIE C BEJICHUEM
JTIOMAIITHETO X034iCTBa; 5 = mpodecCuOHAIbHAS IS TENb-
HOCTb U BEJCHUE JIOMAIITHETO XO3sICTBA MOYTH HJIH CO-
BCEM HEBO3MOKHBI

0-5

B. Camoo0cay:xuBanue (eaa, oJileBaHue, THITHEHUY e-
CKHeE NMPoueaypbl, B TOM YUCJI€ MbIThe, OpUTHE,

YXO/ 32 JIMIIOM H T.IIL.)

0 = 0e3 3aTpyaHeHuil; 1 = 0€3 3aTpyAHEHUI, OJHAKO CIa-
CTUYECKasi KpUBOIIIEs IOCTABISIET HEKOTOPhIE HEY100CTRA;
2 = OTJIeJIbHBIE JECUCTBUS BBIMOJHSAIOTCS C TPYJAOM, HO BO3-
MOXHBI OJ1arojiaps npuemMam, YMEeHbIIAIOIIUM JUCTOHHUIO;
3 = OOJIBIIMHCTBO JIEUCTBUM BBITIOIHSIOTCS C TPYJAOM U
MOXET MOTPeOOBaTh MPUEMOB JIJISI YMEHBIIICHHS JUCTO-
HUW; 4 = BCE IEUCTBUSA 3aTPYIHEHBI, HEKOTOPBIE U3 HUX
HEBO3MOYKHBI 0€3 TOCTOPOHHEH TOMOIIH; 5 = OOJIBIITHH-
CTBO JIEWCTBUMN, CBSI3aHHBIX C CAMOOOCTY)KMBAaHUEM, HE-
BO3MOHBI 0€3 MOCTOPOHHEH MOMOIIIH.

0-5
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C. YnpaBieHnue aBToMmo0uj1eM

0 = 6e3 3aTpyaHeHuit (M 00JIbHOM HE BOJUT MAIIUHY);
1 = CriocoOHOCTH YNpaBIATh ABTOMOOMIIEM HE CHI)KEHA,
HO CIIaCTHYECKask KPUBOIIIES JOCTABIISIET OOJIBHOMY He-
ya00CTBa; 2 = CHOCOOHOCTh YIIPABJISITh ABTOMOOMIIEM HE
CHIKEHA, HO 00JIbHON BBIHYKJICH MCITOIb30BaTh MMPUEMBI
JUIsL OCna0JIeHUs TUCTOHUH (HAIPUMED, IEPHOTHIECCKH
WJIM TIOCTOSTHHO MPUKACATHCS K JIMITY, ONMUPATHCS 3aThLI-
KOM Ha TOJATOJIOBHHUK); 3 = ClIOCOOEH BECTH aBTOMOOUIIb
JIUIITH Ha HEOOJIBIIIME PACCTOSHUS; 4 = KaK MpaBUJIO, HE
MOKET YIIPaBIIATh aBTOMOOMIIEM H3-3a CIIACTUYCCKON KPH-
BOIIEH; 5 = U3-3a CIIACTUYECKOM KPUBOIIEU HE TOJIBKO HE
MOKET YIPaBISATh aBTOMOOMIIEM, HO HE CIIOCOOEH JI0JT0¢
BpeMs €XaTh B KAYECTBE MacCaKUpa

D. Yrenue

0 = 0e3 3aTpyAHEHUI; | = MOXKET YUTaTh, CUAS B OOBIYHOMN
103€, HO CIacTUYecKas KpUBOIIEs T0CTaBIsSET HEY100-
CTBa; 2 = MOET YUTATh CUAS B OOBIYHON M03€, HO JIsl
ocJia0JIeHuUsl TUCTOHUY TIPUOETAET K OMpeIeTICHHBIM TTpHue-
MaM; 3 = MOXET YUTaTh CUJS, HO JUIsl OCJIa0JICHUS TUCTO-
HUU TPEOYIOTCS SHEPTUYHbBIC YCUIIUS, JTUOO0 HE MOXKET M-
TaTh CUJS, HO YUTAET B IPYTOM TOJIOKEHUU (HAIpUMED,
Jexa); 4 = yuTaTh TPYAHO, HECMOTPS HA UCTOJb30BAHUE
MIPUEMOB I YMEHBIIEHUS JUCTOHUM; 5 = U3-3a CIIacTH-
YECKOUW KPUBOIIIEH OOJbHOU HE B COCTOSIHUU MTPOYECTh
00JIbIlI€ HECKOJIBKUX MPEJJI0KEHUMN.

E. IlpocMoTp TejieBU30pa

0 = 0e3 3aTpyaHEeHUN; | = MOXKET CMOTPETH TEJIEBU30D,
cus B 00BIYHOM 103€, HO CIIaCTUYECKask KpUBOLIEs J10-
CTaBJISIET HEYA00CTBA; 2 = MOXKET CMOTPETH TEIIEBU30D
cuJisl B OOBIYHOM 1103€, HO MpUOETraeT K npueMam Jyist
ocJla0JeHusl TUCTOHUU; 3 = MOXKET CMOTPETh TEJIIEBU30D
CUAs, HO JUIsl OCJIa0JIeHUs TUCTOHUU TPeOyOTCS SHEPruy-
HbIE YCUJINA , TU0O HE MOXKET CMOTPETH TEIEBU30p CUIA,
HO CMOTPHT €ro B APYTrOM IOJOKEHUH(HATPUMED, JIEXKA);
4 = CMOTpETH TEJIIEBU30P TPYIHO U3-3a CHACTUYECKOU KpH-
BOIIIEH; 5 = U3-3a CMIACTUYECKOU KPUBOILIEH OOJBbHOU HE
MOKET CMOTPETh TE€JICBU30P J0JIbIIE HECKOIbKIUX MUHYT
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F. JdeiicTBus, Tpedyromue BbIX0AA 32 Mpeaesabl 10Ma
(mporyJku, moe3AKu B Mara3uHbl, KHHO, PECTOPAHbI U
T.II.)

0 = Oe3 3aTpyaHeHUM; | = HEe OrpaHUYEHbI, HO CIaCTUYe-
CKasl KpUBOIIIES JOCTaBJIsIECT O0JbHOMY HEY100CTBa;

2 = He OrpaHUYEeHbI, HO 00JIbHOM BBIHYK/IEH MPUOETaTh K
nmpueMamM Jj1sl 0cJIabJIeHus TUCTOHNUN;3 = BBIXOJIUT U3
JI0Ma JIUIIb B COMPOBOXKICHUU APYTUX JUIL;, 4 = OrpaHu-
YEHBI, & ONPENICIICHHBIC IEUCTBUSA U3-3a CIACTHYECKON
KPHUBOILIEU HEBO3MOXKHBI MJIU O00JIbHOM OTKA3bIBACTCS OT
HUX; 5 = PEJIKO BBIXOJIUT U3 JJOMA WJIM HE BBIXOJIUT COBCEM

0-5

Oouwuir oann

I11. IIlkaJsa 601 (MakcMMaJibHasi CyMMa 0aJ1JI0B

~20)

A. TsixkecTh 0041

O11leHMBaIOT UHTEHCUBHOCTh OO0JIM 3a HEMIEIII0, IIpe/IIie-
CTBYIOIIYIO omipocy, B 6amax ot 0 7o 10 (rae 0 o3Havaet
oTcyTcTBUE 0071, a 10 — KpaiiHe My4YUTEJIbHYIO 00JIb)

0-10

B. liiuTeabHoCcTh 00J11

0 = "et 6omm;1 = menee 10 % Bpemenu; 2 = 10-25 % Bpe-
MeHu; 3 = 26-50 % Bpemenu; 4 = 51-75 % BpemeHu;

5 => 75 % BpemeHH

0-5

C. HeTpyaocnocooHOCTb, CBSI3aHHAS C 00JIbIO

0 = 0011b OTCYTCTBYET; | = 00JIH OECIIOKOUT, HO HE HAPY-
1aeT TPYAOCHOCOOHOCTH; 2 = 00JIb MEIIAET BHITIOIHSTD
HEKOTOPbIE JEUCTBUS, HO HE SBIJISICTCSA 3aMETHOMN NIPUYH-
HOUM HETPYJOCIOCOOHOCTH; 3 = HETPYIOCIIOCOOHOCTD OT-
yacTy (MEHee YeM HaIoJIOBUHY) 00yCIoBIeHa 00JIbIO;

4 = 00JIb ABIIAETCS OJHON U3 OCHOBHBIX IOMEX IPH BbI-
MOJTHEHUW MHOTHX JICMCTBUI, KpOME TOT'0, HETPYIOCTIO-
COOHOCTBH OTYACTH (MEHEE YeM HaIoJIOBUHY) 00yCIOBJICHA
MaTOJOTUYECKUM MOJIOKEHUEM T'OJIOBBI; 5 = 00JIb — OCHOB-
Has MPUYMHA HETPYJOCIIOCOOHOCTH, B €€ OTCYTCTBHUE JIaXKe
JEUCTBUS, CBS3aHHBIC C HAMOOJBIINMU 3aTPYIHCHUSIMH,
BBITIOJTHAIOTCSI HOpMaJIbHO, HECMOTPS Ha ATOJIOTUYECKOE
MOJIO’KEHHUE TOJIOBBI

0-5

Oowuit 6ann

O061ee koaauyecTBo 0a/L10B Mo mkajae T WSTRS
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INPUJIOKEHHUE &

HpOTOKOJI BHAC03aIIMCH 1JIF OIICHKH
KIMHUYCCKHUX l'[pOﬂB.]'leHI/Iﬁ JAUCTOHHYICCKOI'O TMIIEPKUHE3A

Obaactb Bun [eiicTBue Bpems,
C
YacTs 1: ['osioBa u B nokoe 10
riasza u IJICYH C OTKPBITHIMH TJIa3aMH, KPYTTHBIN 10
BEPXHSS KPYIHBIM J1aH
YacTh JIMLA | IUJIAHOM: C OTKpBITBIMHU TJIa3aMU, BU]T 10
CUJIS Ha U3 1JIH
cryne 0e3 | C 3aKpbITBIMH IIa3aMHU, KPYITHBIHA 10
CIIUHKU IJ1aH
C 3aKpbITBIMHU TJ1a3aMHU, BUJ 10
U3 1aJIH
Mopranue ¢ ycuiauem, 10
10 nmoBTOpEeHUMI
YacTts 2: Cuns JIu10 KpyIHBIM TJIAHOM B MOKOE 10
HUKHSIS IToBTOpenue ciaoroB « Tuny, 15
I1OJIOBHHA «Muny, «Jlay, «Ka», no 5 pa3
JIMIIA, HAX- KaXKIbIA
HsA Ye- [IpOTSHYTh IIaCHBIN «U-U-U-H...» 5
JIFOCTB, B TCUCHMUE ...
SI3BIK, TOP- ITocuurtars 10 10 5
TaHb BrICYHYTH SI3BIK 5
OTpbITH/ 3aKPBITH POT, 10
5 NOBTOPEHUMN
Ompoc o Ectb 1 y Bac ipo6iiemsl
IJIOTaHUM: C TJIOTaHUEM?
Ecnu na, To 4acTo wiM peako OHU
BO3HHUKAKOT?
Br1 monepxuBaeTech peaKo UIn
4acTo?
BbI MOXkeETE TII0TATH TBEPAYIO
nuy? XKunakyro?
YacTtb 3: Cuns Ha B nokoe, Bua cnepenu (maueHT 10
niest CTyJi€, IOo- JOJKEH pacciabuThCA U
JI0OBa U HE MBITATHCS yAePKaTh T'OJIOBY)
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IJIeYr KpyI-
HBIM ILJ1a-
HOM

Cups, rnasa 3aKpbIThl (ITAIUEHT
JOJKEH pacciabuThes 1
HE MBITATHCS YAEPKATh TOJIOBY)

10

Hebonpmoit pasrosop (mapa ¢pas)

10

MaxkcumanbHbI TOBOPOT I'OJIOBBI
B CTOPOHBI, BITPABO U BJIEBO

HaxJioH ronossl K 1mievy, ClipaBa u
cieBa

ITocMOTpETh BBEPX U BHU3
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NNPUJIOKEHHUE 6
NudopManMOHHBINA JUCTOK AJISl MAMEHTOB ¢ MbIILICYHOW JUCTOHUEH

Mbuweunas oucmonus SIBASETCS HEBPOJOTHUECKUM 3a00JIEBAHUEM C
BEPOSTHOM T€HETUUYECKOM IPEAPACIIONIOKEHHOCTHIO U HU3KOW IEHETPAHT-
HOCTBI0. HacubCTBEHHBIE NBUKEHUS, TATOJIOTUYECKUE TTO3bI, MBILLIEYHBIE
cria3mbl ¥ O0JIEBOM CUHIPOM — OCHOBHBIEC MIPOSBICHUS TUCTOHUU — TOJI/a-
I0TCSl Tepanuu 00TyIMHUYECKUM ToKcHOM Tuma A (BTA).

L]env mepanuu — NOCTHKEHUE CTOMKOW PEMUCCHM U BO3BpaT (coxpa-
HEHHUE) coluaabHON akTUBHOCTU. BTA — 00patumbiii OJ0KaTOp CUHAITH-
YECKOM Tepelavyu B XOJMHEPTHYECKUX W JPYTUX CHHAICaX, JIOKAJbHOE
BHYTPHUMBIIIEUHOE BBEJICHHE KOTOPOTO NMPUBOJIUT K IJTUTEILHOMY pacciial-
JICHUIO UHBELIMPOBAHHBIX MBIIIII] U YMEHBIIIEHUIO 00JIeBOTO cCUHIpoMa. [1o-
CJI€ BHYTPUKOKHOTO BBeleHUs bTA ormeuaeTcss yMEHbIIIEHUE TTOTOBBIIE-
JICHUS B 30HE UHBEKLINHU.

be3onacHocTh U 3(PHEKTUBHOCTH OOTYJIMHOTEPANUU TMOITBEPKACHA
pe3yJibTaTaMu MEXyHApPOAHBIX JT0Ka3aTeIbHbBIX UccieaoBaHuil. Cpok 3¢-
(eKTUBHOTO JIEUCTBUS MPOBEICHHON UHBEKIIMA MOXKET COCTaBUTh 2—4 Me-
csta (B HEKOTOPBIX ClIydasx — 10 6 MeCAIIEB), OCJIE Yero BO3MOXKHO/ HE0O-
XOJIMMO TIPOBEICHUE TOBTOPHBIX KypPCOB JieueHus (2—6 mporeayp 00Tynu-
HOTEpaIUU B TOI).

Tlonooicumenvuwiii 3¢pghexm ormedaeTcs Ha 7—14 nensb (1m0 21 qHs) TI0-
CJIE UHBEKIIUHU.

B cpok ot 1 go 30 nHEM mocie MpOBEAECHHBIX UHBEKIIUNA 803MOHCHbL
8peMenHble HeondcHble HedcenamenbHble A61eHus (MX MPOSBICHUS 3aBUCST
OT 30HbI UHBEKIINH): 00JIb B MECTE UHBEKITUH, TOJIOBHAs 00JIb, 00II1as ciia-
00CTh, C1a0OCTh MHBEIIUPOBAHHBIX MBIIIL, 3aTPyJAHEHUE TJIOTaHUs, Cla-
00CTh BEPXHETO BEKa, MUKPOT€MaTOMBI, CYXOCTh Tjla3a, HEUETKOCTh 3pe-
HUS, aJJIEPrUYecKue peakiuu (OTEKH, ChIb, TPHUIIONOJ00HBIE CHUMII-
TOMBI), IPYTrM€ CUMITOMBI, YKa3aHHbIC B UHCTPYKIIMHU K MpenapaTry OoTy-
JIOTOKCUHA THUIA A.

[To maHHBIM MEXIYHAPOAHBIX UCCICNOBAHUN, B HE3HAUNUTEILHOMN Ya-
CTU CIly4aeB HAOIIO/Ia€TCsl HHU3Kasi YyBCTBUTEIIBHOCTH (HEUYBCTBUTEIIb-
HOCTB) K IpernapataM OOTYJMHUYECKOTO TOKCHHA THMNa A, CHUXEHUE d(-
(EeKTUBHOCTH TTOCJIE MHOTOKPATHBIX WHBEKITUM.

Meouyunckumu npomusonoxazanusmu (OrpaHUYCHUSIMHI ) K OOTYJIMHOTEPA-
MWW SBJISIOTCS: U3BECTHAS TUIIEPUYYBCTBUTEIBHOCTH K JIIOOOMY M3 KOMIIO-
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HEHTOB Mpernapara; CUHAPOMBI MATOJOTHMUYECKON MBIIICYHOW YTOMIISIEMO-
cTu (MHACTEeHHUS, MUACTCHUYECKUE U MHUACTEHOIIO00HBIC CUHAPOMBI); JIe-
YeHHEC aHTHOMOTHMKAMH-aMHUHOTIIMKO3UIaMHU 3a | HeAeno 10 U 2 Heaenu
MocJje WHBEKIIMK, HapylIeHHE CBEPTHIBAEMOCTH KpPOBH; OEPEMEHHOCTb,
KOPMJICHHE TPYAbI0; OCTPOE 3a00JI€BaHNE U CTausI 0OOCTPEHUS XpOHUYE-
CKHMX 3a00JI€BaHUN; TOKATbHBIN BOCITAIMTEIBHBIN ITPOIECC B MECTE HHBEK-
LIUH.

JIONOJTHUTE/IbHbIE PEKOMEH AU
MocJie MPOBeAeHUs MPOoLEeAYPbI H MePbI
Mo YJY4YllIeHHIO Pe3yJbTAaTOB 00Ty IMHOTEPANHH !

CoBepiraTh aKTUBHBIC JIBM)KCHUS HHBCITUPOBAHHBIMH MBITIIIAMH B Te-
YeHHUE TIEPBBIX YaCOB MOCIIe HHBEKITNHA. He pekoMeH 1yeTCs T0)KUThCS B Te-
yeHre 3—4-X 9acoB MOCIIE TIPOIEAYPhI, HE COrpeBaTh 001aCTh HHBEKIIUU U
OTPAaHUYHTH IIPUEM AJIKOTOJIS B TCUCHHUE 7 JIHEH TOC/Ie MHBEKITUH, HE 0XJIa-
K1aTh 00J1aCTh NUHBEKIIUH.

B cinyuae pa3BuTHS HeXenaTeIbHBIX SBICHHUI CIEAYET COOOIUTH 00
ATOM Bpady, IPOBOJAMBIIEMY WHBEKIIUIO, WA Bpady, IPOBOIAIIEMY JIHC-
MMaHCEPHOE HAOIIOICHHE.

[Ipr BO30OHOBIICHUY CUMIITOMOB JUCTOHHH W/ WUJIU ITOSBJICHUH HOBBIX
CHMITTOMOB CJIETYET 00OpaTUTHCS K JIeUaleMy Bpauy JJIs PEIICHUS BOIIpoca
00 odepeTHON MHBEKIIMN OOTYJIMHUYECKOTO TOKCHHA THITA A.

CrnenyeT BBITIONHATH BCE PEKOMEHIAIMH JISUaIero Bpaya 1o peadu-
JUTAAA 1 TPOGUIIaKTUKE JUCTOHUH M JIOTIOJHUTEIIPHBIC PEKOMCH TAITH .
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Hay4yHoe nsgaHve

Hartaana I'puropsesna ’ KYKOBA,
Oxcana ApkaabeBHa /Ipy;kuHuHa,
Jlapuca IlaBiosHa HlnepauHnr,
HNpuna AnekcanaposHa ’Kykosa,
Hapexna I'puropsesna Karaesa,
Mapuna AnapeesHa Turosa

JUCTOHNYECKUE
I'NIIEPKUHE3DbI

Penakrop Antomuna E.B.
Texnnueckuit penakrop Konomuiiniea O.B.
O6noxka Kpusnona JI./I.
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