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YPOBHPI A0KaA3aTCJIbHOCTH M KJIACChl PEKOMEHIAllUH

YpoBeHnb HcTouHuK 10Ka3aTEILCTB
| [IpocniekTHBHBIE paHIOMU3UPOBAHHBIE KOHTPOJIUPYEMBbIE UCCIIEIOBAHMS.
JlocTaTouHOE KOJMYECTBO HCCIEAOBAaHHUM C JOCTAaTOYHOM MOIIHOCTBIO, C
ydacTHeM OOJIbLIOr0 KOJIMYECTBA MALMEHTOB M TMOJy4YeHUEM OO0JIbIIOTO
KOJIMYECTBA JIaHHBIX.
Kpynusie meTa-aHanussl.
Kak MMHEMYM OZHO XOpOLIO OpPraHU30BAHHOE PaHIOMHU3UPOBAHHOE
KOHTPOJIMPYEMOE UCCIIEI0BAHHE.
PenpesenTtaruBHas BHIOOPKA MAIIMEHTOB.
11 [IpocrniekTHBHBIE C paHIOMHU3ANKMEH WK 03 UCCIIET0BAHUS ¢ OTPAHUICHHBIM
KOJIMYECTBOM JaHHBIX.
Heckonbko nccnenoBanuii ¢ HeOOIBIIUM KOJTUYECTBOM MALIUEHTOB.
XopolIo OpraHu30BaHHOE NMPOCIEKTUBHOE UCCIEI0BAHUE KOTOPTHI.
Merta-aHanu3bl OrpaHMYEHBI HO TPOBEACHBI HA XOPOILIEM YPOBHE.
Pe3ynbrarhl Hepenpe3eHTaTUBHBI B OTHOIIECHUH 1I€JIEBOM MOMYJISILIUH.
XO0poI1110 OpraHu30BaHHbIE UCCIEAOBAHUS «CIYYail-KOHTPOJIIbY.
11 HepangomusupoBaHHbIE KOHTPOJIUPYEMBIE UCCIIEIOBAHUS.
UccnenoBanusi ¢ HEIOCTATOUHBIM KOHTPOJIEM.
PannoMusupoBaHHbIE KITMHUYECKUE UCCIEIOBAHUS C KAaK MUHIUMYM |
3HAYUTENILHON WM KaK MUHUMYM 3 HE3HAUUTEIbHBIMUA METOJOJIOTUIECKIMHU
OIuOKaMHu.
PerpocniekTuBHBIE WM HAOIIOIATENbHbIE UCCIIEIOBAHMS.
Cepust KIMHUYECKUX HAOIIOACHUH.
[TpoTrBOpeUHBEIE TaHHBIE, HE MO3BOJISIOIINE C(POPMUPOBATH OKOHUATEIHEHYIO
PEKOMEHIaLIUIO.
v MHeHue KcnepTa/ganHble U3 0TYeTa SKCIEPTHOH KOMHUCCHH,
9KCIEPUMEHTAIbHO NOATBEPKACHHbIE U TEOPETUUECKH 0OOCHOBAHHBIE.
Kiace Onucanue Pacmngposka
A PexomeHnanus oOCHOBaHa Ha BBICOKOM YpoBHe | Merton/Tepanust nepBoit
JI0Ka3aTeNbHOCTH (KaK MUHUMYM 1| JTVHAH;
yoenutensHas myonukauus | ypoBHs 1100 B COYETAHUH CO
JI0Ka3aTeNIbHOCTH, MTOKA3bIBAIOILAs CTaH/IapTHOMN
3HAYUTENIbHOE MTPEBOCXOCTBO MOJIB3bI HAJl METOMKOW/Tepanuen.
PHCKOM).
B PexoMennanys ocCHOBaHa Ha CPETHEM YPOBHE Mertopa/Tepamnust BTopoi
JI0Ka3aTeNbHOCTH (KaK MUHUMYM 1| JTVHAH;
yoeaurenbHas myonaukanus || ypoBus 1100 IpHU OTKa3e,
J0Ka3aTeIbHOCTH, IIOKA3bIBAIOILAs MIPOTUBOTIOKA3AHHH, WIIH
3HAYUTEJIbHOE MPEBOCXOCTBO MOJIB3bI HAJl Her((HEeKTUBHOCTH
PHUCKOM). CTaHIapTHOMN
METOJIMKH/TE€PaIHH.
Pexomennayercs
MOHHUTOPHUPOBAHUE
MOOOYHBIX SBICHUI.
C PexomeHnnanust oOCHOBaHa Ha CJIabOM YpOBHE Hert Bo3paxeHuii npoTus

JI0Ka3aTeIbHOCTH (HO KaK MUHUMYM |
ybenurensHas myonaukanus |1 ypoBas
JI0Ka3aTeJIbHOCTH, TOKAa3bIBAIOLIAs]

JAHHOTO METOa/TepaIuu
unu
HET BO3PAXKCHUI POTUB




3HAYHUTEIEHOE IPEBOCXO/ICTBO MOJIB3bI HAJT
PHCKOM w1y

HET y6eIII/ITe.HBHBIX JaHHBIX HU O II0Jb3€, HU O
pucke)

IpOaOJIKCHHUA JaHHOT'O
MGTO,ILa/ TCpalnu.

PexoMennoBaHo npu OTKasze,
MIPOTUBOIIOKA3aHWH, UJIU
Hed(HEKTUBHOCTH
CTaHIAPTHOU
METOINKH/TePaIin, TIPH
YCJIOBUU OTCYTCTBHUS
mo00YHBIX 3P (HEKTOB.

OrtcyrcTBue yoeauTenpHoN myonukanmii |, 1
unu |11 ypoBHS J0Ka3aTenbHOCTH,
MOKa3bIBAIOIIUX 3HAYUTEILHOE TPEBOCXOICTBO
TIOJTBb3BI HAaJl PHCKOM,

aubo

yoenutenbublie myomukanuu |, 11 v 111
YPOBHS JI0Ka3aTeIbHOCTH, IIOKA3bIBAIOIINE
3HAYUTEIILHOE MMPEBOCXOJICTBO PUCKA HAJl
MOJIB30M.

He pexomeHnnoBaHo.




I[I/ICTOHI/IH MIPEJICTABISIET COOOW JBUTATEILHOE PACCTPOIMCTBO, XapaKTEepPHU3YIOIIEecs

CTOMKMMH WU HEPETYJSPHBIMUA MBIIICUYHBIMH COKPAIICHUSAMH, OOYCIOBIMBAIOUIMMHU IOSBICHHE
NAaTOJIOTUYECKUX, KaK TPABWIO TOBTOPSIOMIMXCS, JBIKEHHMH W/WIM TATOJOTHMYECKUX I103,
HapYIIAIOIIUX OMpPEIeICHHbIE IEHCTBUS B BOBICUEHHBIX 001acTaX Tena. JucToHnyeckue ABMKEHu,
KaK IpPaBWJIO, OJHOTUIHBI M HMMEIOT BpALIATENbHBIA XapakTep, a TaKKe MOIYT HPOSBIATHCS
TpeMopoM. JIMCTOHUSI OOBIYHO TMPOSBISAETCS WM YCHJIMBACTCA NPU HPOU3BOJBHBIX ABIDKEHHUAX H

CONPOBOXAACTCS M30BITOYHON aKTHBAITUEH MBIIIILI.

Kaaccnpuranus

ITon pyxoBoacTBOM MeAMIIMHCKOIO HCCIEN0BATEIbCKOrO (OHIA MO M3YYEHUIO AUCTOHUU
(Dystonia Medical Research Foundation), O6benunenuss mo wusydenuto auctoHuu (Dystonia
Coalition), u EBponeiickoii opraHuzanuu 1mo COTpyJHHYECTBY B OOJIACTH HAYYHBIX HCCIICAOBAHHI
TUCTOHUU U pa3padotku TexHoioruit (European Dystonia Cooperation in Science and Technology,
COST) Obur  chopmupoBan KoHceHCycHBIM KomMuTeT, mnpenctaBuBmmidi B 2013 HOByIO
kiaccudukarmio aucronnii [Albanese A. et al., 2013]. [lannast knaccudukaius CTPOUTCS Ha 2 OCSX:
KJIMHUYECKHEe XapakTepucTuku u strosorus (Tab. 1). KomOuHammst 3Tux ABYX KaTeropuil ornvMcaHus
MO3BOJISIET OXBATUTh BCIO 3HAYMMYIO HH(POPMALIMIO O JIFOOOM MAIeHTe, CTPAJAIOIIEM AUCTOHUCH, U

MOJKET CIIY’KUTh OCHOBOM ISl pa3paOOTKuU cTpaTeruil sl NadbHEUINX UCCIIETOBAHUNA U JICUCHUSI.
Tabnuua 1.

Knaccudukarms nucronnn (Koncencye 2013 r.)

I Kiiuan4yeckune XapaKTepUCTHKH.
Knunuueckue ocobennocmu oucmonuu
Bospacr, Ha MOMeHT Hauana 3a001eBaHuUs
* Pannmii neTckuii Bo3pacT (OT pOXKACHHS 110 2 JIET)
e Jlerckuii Bo3pact (ot 3 no 12 ner)
* [TonpocTkoBslit Bozpact (ot 13 no 20 ser)
* Monozo# B3pocasiii Bozpact (ot 21 g0 40 ner)
* B3pocnsrii Bo3pact (crapre 40 er)
Pacnipenenenne nopaxeHHbIX o0aacTei Tena
» dokanbHOE
* CermMeHTapHOE
* MynbTudoxanbHoe
* ['eHepanu3oBaHHOE (C BOBJICUECHUE HOT/0€3 BOBJICUECHHUS HOT')
¢ ['eMuIUCTOHUS
Bpemennas ctpykrypa

e Teuenune 3a001€BaHNUA
- CrabunbHOE
- [Iporpeccupyroriee




* [TocTtosiHCTBO
- [lepcuctupyromas
- [eiicTBue-cnienduyanas
- C CyTOYHBIMH KOJICOaHUSMU
- [TapokcusmanbHas
Conymcmeyowjue 0codeHHocmu
N3onmupoBaHHasi AUCTOHUS WIA B KOMOMHALIMY C APYTHUMHU ABUTATEIbHBIMH PACCTPONCTBAMH
* M3omrpoBaHHas JUCTOHUS
» KomMOnHupoBaHHas IUCTOHUS
Hanuuue npyrux HEBpOJIOTHYECKUX MU CUCTEMHBIX MPOSBICHUN
* [IepedeHb COMyTCTBYIONMX HEBPOJIOTHUECKHUX MPOSIBICHUN

II DTHOJIOTHS.
Hapymenusa HepBHOU CUCTEMBI
* Ilpu3Haku AereHepaTUBHBIX HAPYIICHUI
* IlpusHaku CTPYKTYpHBIX (OOBIYHO CTATUYECKUX) HAPYILICHUI
*  OrcyTcTBHE IPU3HAKOB JIETCHEPAINH WIH CTPYKTYPHBIX HapyIIEHUH
Bpoxnennas nnu npuoOpeTeHHas
* BpoxneHHas
- AyTOCOMHO-IOMUHAHTHAs
- AyTOCOMHO-peLeCCUBHAs
- X-ClIeTUIeHHAas! peliecCUBHAS
- MutoxoHpuaibHas
* [lpunoOpeTeHHas
- [lepunaranbpHas TpaBMa roJOBHOIO MO3ra
- Undexmun
- JlekapcTBEHHOE BO3/IEHCTBHE
- Tokcuueckoe Bo3aAeHCTBUE
- CocynucTele HapylICHUs
- Heoractuueckue HapymeHus
- TpaBMa roslo0BHOTO MO3ra
- [IcuxoreHnple HapyIIEHHUS
* HWaunonaruyeckas
- Cnopanuueckasi popma
- Cemeitnas popma

Kannngeckoe 3HadeHne KiaaccHPUKANNH JUCTOHHH M XaPaKTEPUCTHKHU OTAEJILHLIX hopMm

I HallpaBJICHUE R.]'laCCl/I(l)l/IKalII/Il/I: KIIMHUYECKUE XAPAKTCPUCTUKU JTUCTOHUHA

Knaccugpurkayusa no eospacmy. Ilpu IUCTOHUM, pa3BUBAIOILEHCS B JETCKOM BO3pacTe,
CyliecTByeT OOibIlas BEpOSATHOCTh YCTAHOBHUTH INPHYUHY, KPOME TOTO, TaKOW BHJl JUCTOHHH
XapakTepusyeTcs O0JIbIIe BEPOSITHOCTBIO IPOrPeCCUPOBaHUs OT (POKAIBHOMN 10 FreHepann30BaHHON
dopmsbl. [Ipn 1uCTOHMM, BO3HUKAIOLIEH B T€UEHUE MEPBOrO IOAa KU3HHU, UMEETCS OYEHb BBICOKAs
BEPOSTHOCTh HAIMYMS B KA4eCTBE OTHUOJOTMH BPOXKAECHHBIX METaOOJMYECKUX HAPYIICHUH.
JucroHusi, koropas BO3HHMKAaeT B Bo3pacTe OT 2 10 6 JieT, MOXeT B OOJbIIel CTEneHH
COOTBETCTBOBATh JAUCTOHMUYECKOMY LiepeOpajbHOMY Mapajiudy, OCOOEHHO €CJIM OHa ClIeAyeT 3a

NEepUOJIOM 3aJepKKH MOTOPHOTO pa3BuTHs. Jlpyrme CHHIAPOMBI AWCTOHUM, Takue Kak mgoda-
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3aBUCHMMAs JUCTOHHSI, UMEIOT TEHJCHIIMIO pa3BUBAThbCs B Bo3pacTe oT 6 mo 14 ner. Hakower,
criopaguydeckasi pokajgbHask AUCTOHUS 0OBIYHO BO3HHUKAET B Bo3pacTte crapiue 50 jer.

Knaccugpukauyua c yuemom pacnpedenenus noparicennvlx ooaacmeit mena. Tepanus
BeIOOpa Tpu JeuyeHMH (OKaNbHOW M CErMEHTapHOW MOUCTOHMM BKIIOYAEeT IPHMEHEHHE
OOTYIMHUYECKHX HEHPOTOKCHHOB, TOTZJAa KaK TMpPH TIEHEPAIM30BAaHHON JAWCTOHUM  Yalle
UCTIOJIB3YIOTCSl CHUCTEMHBIE JIEKAapCTBEHHbIE IMpemnapaThl WM xupyprudeckoe sedenne (DBS -
riry0oKasi CTUMYJISIIMS MO3Ta, WK OaxiioeHoBas nmommna). Pacnpenenenue BOBICUEHHOCTH YacTei
TeJa B MATOJOTMYECKHH MPOLECC MOKET M3MEHATHCS C TEUEHHEM BPEMEHH, OOBIYHO MPOUCXOIUT
BOBJICUCHHE paHee HEMOpa)XeHHbIX objactel. PacnpocTpaneHne TUCTOHUU MOXKHO HAOII0IaTh MPU
MOBTOPHBIX MEPUOTUIECKUX 00CIEeJOBAHUSIX.

Briaensitor crnenyroniue ¢GopMbl JUCTOHUH B 3aBUCIMOCTH OT BOBJICUSHHS 00J1acTei Tena:

* @okanvuas. BopiedeHa Tonbko ofHa oOiacTh Tena (Omedapocmasm, opo-mMaHIHOYISpHAsS
JMCTOHUS, IIEPBUKAJIbHAS JMCTOHUS, JIADUHTCAIbHAs JUCTOHMS M IIMCYMH  Crasm).
IlepBuKanbHas TUCTOHUS paccMaTpuBaeTcs Kak (opma (okaabHON JUCTOHHUU, HECMOTPS Ha TO,
4yT0 B (POPMHUPOBAHUM JAHHOM NMATOJOTMHM MOXKET y4acTBOBAaTh HE TOJIBKO Iles, HO TaKXke U
IUIEYO.

* Ceemenmapnas. llopaxkeHsl ABe M Oojee CMeXHbIE 00JacTH Tela (KpaHHaJbHAs JUCTOHMSA,
OubpaxuanbHast TUCTOHUS).

* Mynemugoxanvnas. TlopaxkeHsl Be U Ooyiee HECMEXHbIE 00NacTH Tena (IUCTOHMS BEpXHEH U
HIDKHEH KOHEYHOCTE!, KpaHHAIbHAsI U HIKHEH KOHEYHOCTH).

» I'enepanuzosannas. BoBiedeHO TynoBHIIE M Kak MHHUMYM 2 Jpyrue o0OjacTu.
I'enepanu3oBaHHas (opMa C BOBICUCHHEM HOI PACCMATPUBAETCS OTAENBHO OT (hopMbl

JAUCTOHUH, IIPU KOTOPBIX HOI'K HE BOBJICKAKOTCA.

*  ['emuoucmonus. 3aTpOHYTO HECKOJIBKO 00IacTeil Tena ¢ 0JHON CTOpOHBI. OOBIYHO BTOPUYHA
M0 OTHOLIEHMIO K KOHTpaJlaTEPaIbHOMY MOBPEKICHHUIO TOJIOBHOTO MO3Ta.
Bpemennaa cmpykmypa. Beinensior 4 tTuna BapuabeabHOCTH TCUSHUS:

. Ilepcucmupyrowas: NposSBIEHUS] TUCTOHUU CTaOWIIbHBI B TEUEHHE BCETO JHSL.
*  Jleuicmsue-cneyuguunasa. NUCTOHUS TPOSBISETCS TOJBKO INPHU BBITOJHEHUH ONPEACTIEHHBIX
JNEUCTBHUI WIIU 3a7ad.
*  C cymounvimu KonebaHusmu: TPOSIBICHUS TUCTOHUU C 3aMETHBIMU CYTOYHBIMH KOJIEOAHUSMHU
YCIIOBUI BOSHUKHOBEHUS, TSHKECTH M (JEHOMEHOJIOTHH.
*  [lapoxcuzmanvHas: BHE3AIHbIE CAMOCTOSATENIBHO Pa3pellaroIecs SMU30/1bl JUCTOHUHU, OOBIYHO
UHAYLUpYEMble IYCKOBBIM  ()aKTOpOM, C  MOCIEAYIOIIUM  BOCCTAHOBJICHHEM HCXOJHOTO

HEBPOJIOTHUYCCKOro CTaTyca.



Conymcmeylouiue ocobeHnocmu

»  Mzonuposannas Oucmonusi: TUCTOHHS SIBJSIETCS €IMHCTBCHHBIM MOTOPHBIM HapylieHHeM (HO
MOXET BKJIFOYATh TPEMOP).
»  Kombunuposannas oucmonus.. COYETaeTCs C IPYTUMHU JBUTaTEIbHBIMU HAPYIICHUSIMA (TaKUMH

KaK MHOKJIOHYC, TApKUHCOHU3M, U T.1.).

II HanpaBJieHHe KJIacCHPUKANMA: ITHOJTOTUS

[lpu3Haku nereHepanyy, BBISBISIEMbIE Ha MaKpOCKOIMHMYECKOM, MHUKPOCKOIMHMYECKOM HWIIH
MOJIEKYJISIDHOM YPOBHE, SIBIISIFOTCSI BaXKHBIM CIIOCOOOM Da3JiesIeHus pa3lIu4HbIX (GOPM JUCTOHUU Ha
HOJTPYIIBI C JeTeHepaTUBHBIMU M HEIETeHEPATUBHBIMU (pOpPMaMHu:

* Jlerenepanus (mporpeccupymoliee CTpyKTypHOE HapylIeHHe, TAKoe Kak ru0enb HeHpPOHOB);

* Crarndeckoe rnopaxxeHue (Helporpeccupylolee HapylieHue HeHpOHaIbHOTO Pa3BUTHUS WU
MPUOOPETEHHBIEC TIOPAKECHHUS );

* OTcyTCTBHE IPU3HAKOB JIET€HEPALUH WIHM CTPYKTYPHBIX HapyIIEHUH

Bposcoennasn unu npuodpemennasn popma

K epoorcoennvim ghopmam oucmonuu otHOCATCS HOPMBI C TOKA3aHHON T€HETHUECKON
JTHOJIOTHUEM.

*  AyrocoMHO-IoMuHaHTHas (opma. K 3TOil KaTeropuu OTHOCHUTCS HECKOJIBKO ayTOCOMHO-
JOMUHAHTHBIX (opM, Takux kak DYT1 (OMIM #128100), DYTS (#128230), DYT6 (#602629),
DYTI11 (#159900), OsicTpopa3BuBatomasicsi auctoHus-mapkuaconmsm (DYTI12, #128235),
ueiipopepputnronatust (NBIA3, #606159), nenropyOpaibHas NaTUA0-IBIONCOBA aTpOQUs
(#125370), u 60ne3up ['enTunrrona (#143100).

*  AyrocomHo-peneccuBHas (opma. [lepeueHbp ayTOoCOMHO-peneCCUBHBIX (POPM BpPOKIECHHOU
JUCTOHHUHU HeTpephIBHO pacimpsiercs. Cpeau 3Tux popM MOKHO BBIIEIHTH O0se3Hb BuibcoHa
(OMIM #277900), PKAN (NBIA1, #234200), PLAN (NBIA2, #256600) u rOBEHHIbHBII
napkuHconusm 2 tuma (PARK2, #600116), Hapsgy ¢ LenbiM  psiioM  MeTaOOJHYecKuX
paccTpotCTB.

* X-cuemneHHas peneccuBHas ¢opMa. BpokaeHHas  OUCTOHMS ¢ X-CLEIUICHHBIM
HACJIe/IOBAaHUEM BKJIIOUaeT Takue (opmel kak cuHiapom Jlwoodar (LUBAG)(DYT3, OMIM
#314250), cunapom Jlema-Huxana (#300322) u cunapom Mop-Tpanebepra (Mohr-Tranebjaerg)
(#304700).

e MuroxonapuanbHas Gopma. MuroxonapuaneHbie GopMmbl, Takue kKak cuaapom Jles (Leigh
syndrome)(OMIM #256000) unu cunapom Jlebepa ¢ aTpodueit 3puTeIbHOr0 HEpBa U JUCTOHUEH

(#500001), Takke MpeacTaBIAIOT co00i HacueayeMble (HOPMBbI AUCTOHUI.



Knaccudpukarmmus DYT mnpencraBneHa B JaHHOW cTaThe KakK TIEpEYCeHb, MOMOTAFOIINN
Pa3IMYUTh TOATHUITE 3200I€BaHUs, HO HE KaK YaCTh CUCTEMBI KJIacCU(HUKAIHH.

IIpuobpemennvie popmbl TUCTOHUN BBI3BAHBI N3BECTHBIMU CHIEIM(PUIECKUMU IPUUUHAMU:

* IlepunaranpHas TpaBMa TOJOBHOTO MO3ra: JHCTOHWYECKHU IepeOpalbHBIA Iapayind,
JUCTOHHUS C ITO3HUM HAYaJloM;

* Uundexkums:  BupycHbIi  dHUHEeaTUT,  JeTaprudeckuil  sHUehanIuT,  MOAOCTPBII
CKIICpO3UPYIONTNi maHdHIeanuT, Bupyc nMMmyHoaeduura yenoeka (BUY), npyrue (Tydepkyes,
cupwInC 1 T.1.),

» JlekapcTBEeHHOE BO3JCHCTBHE: aroHHWCTHI JICBOAONBI W J0paMHHA, HEHPOJICHTHKH
(6mokaTopsl  1O)aMHUHOBBIX PELENTOPOB), MNPOTUBOCYAOPOKHBIE TpemapaTsl M OJIOKATOPHI
KaJIbIIUEBBIX KAHAJIOB;

*  Tokcuueckoe Bo3neiicTBUE: MapraHel, KoOanbT, CEpOYIJepo], IHMAHUABI, METAHOI,
Iucynb(upaM U 3-HUTPOTIPOITMOHOBAS KHUCIIOTA;

* CocynucTbele HapylIeHUS: HIIEMHUs, KPOBOTECUCHHE, apTEPHOBEHO3HBIC TOPOKH PAa3BUTHS
(BKJTFOYAst aHEBPU3MBI);

*  HeomacTuueckue HapyIICHUS: OIYXOJIb TOJOBHOTO MO3ra U IapaHEeOIUIaCTHYECKUM
sHIedaIuT;

* TpaBma ronoBHOro mMosra: TpaBMa IOJIOBbI, XUPYPrHYeCKOe BMELIATEIbCTBO HA T'OJOBHOM
Mo3re (BKIII0Yast CTEPEOTAKCHUECKYIO AECTPYKIHIO), @ TAKXKE FIEKTPHUECKAsi TPaBMa;

*  Ilcuxorennsle HapyuieHus (PyHKIIMOHATBHBIE).

Ecnu nprunHa AMCTOHUY HE YCTaHOBIICHA, OHA KIACCUPHUIUPYETCS KaK UOUONAMULECKAL.
Wanonatnveckast AUCTOHUS B CBOIO OY€PElb MOXKET OBITh:

* Cnopaanuaeckoit popmoii;
* CewmeiiHoii hopmoii.

B nmaHHyl0 Kareropuio BXOJAT MHOTHE Ciydad (OKAIbHOW WIM CEerMEHTapHON
M30JIMPOBAHHOM TUCTOHMM C HayajoM 3a0ojeBaHUS BO B3pociioM Bospacte. Haumbomee uacTble
¢dopmbl (HOKATBHON JAUCTOHUH MOTYT MMETh CIIOPAJAMYECKHH WM ceMeiHblid xapaktep. [lo mepe
U3YyYCHHUS W OTKPBITHS HOBBIX T'€HOB, OTBETCTBEHHBIX 32 PA3BUTHE IUCTOHUHU, WUIHONATUYECKHE

(opMBI MOTYT OBITh NTEpEKIaCCU(UIIMPOBAHBI B HACIEICTBEHHYIO (hopMy.

[To MKDB 10 BbIACISAIOT ClIEAyIONINE HO30JIOTUYECKHUE €TMHUIIBI:

G24.0  IucroHus, BbI3BaHHAS JIEKAPCTBEHHBIMU CPEICTBAMHU
G24.1 Hpamomatmyeckas ceMelHast JUCTOHUS

G24.2 MHpnomnarndeckas HeceMeHas JUCTOHUS



G24.3  Cnactudeckasi KpUBOIIES

G24.4  VawmomaTudeckasi pOTO-JUICBas TUCTOHUS
G245 bnedapocnazm

G24.8  Ilpoume nuCTOHUU

G249  JluctoHuWs HEYTOYHCHHAS

JAmarnoctuka

AJITOPUTM JAMATHOCTHKH IMCTOHHUM COCTOUT M3 cleAyrouux 3tanoB: 1. KiouHuueckas oueHKa -
BBISIBJICHHE CHHIPOMAa JUCTOHUU M OLEHKA €r0 KIMHUYECKHX XapaKTePUCTHK B COOTBETCTBHH C
Knaccudukarmmeit 2013r.; 2. [JlokyMeHTHpOBaHHE KIMHWUYSCKUX TNPOSBICHHA - BHUICO- U
¢doToperucTpanys, OlUEHKa KIMHUYECKHX IMPOSBICHUHN MO CTAaHIAPTHBIM OLEHOYHBIM INIKajJaM IS
KOKIOW KIMHUYECKOW (opMbl nuctonuu; 3. ['eHeTHdyeckoe TecTHpOBaHME - MPH MOJO3PCHUU Ha
HACJICICTBEHHBIHN XapakTep MepBUYHON JUCTOHUH, MTPH TUIAHUPOBAHUY TITYOOKOH CTUMYIISIIUN MO3Ta
IALUEHTaM C CETMEHTapHOM U FeHepalu30BaHHON aucTonuel; 4. IHCTpyMeHTanbHas JUarHOCTHKA
- JJI UCKJIFOUEHUs MOBPEXIEHUN MO3ra M JApyrux 3a0osieBaHUN NPHU MOJO3PEHHM HA BTOPUYHBIN
XapakTep IUCTOHHHM, [UIS BBISABICHUS MATTEPHA aKTUBAIMU MBI M B HEKOTOPBIX CHENU(DUISCKUX
ciyuasx; 5. luarnoctnuyeckuit tect ¢ L-DOPA - npu nonospenun Ha JJODA-3aBucHMBIE (OPMBI

JUCTOHHH.

I[I/ICTOHI/IH AUArHOCTUPYETCA KIMHUYCCKH. OcHoBoH JJIs1 IIOCTAaHOBKHU JHArHo3a SBJISICTCA
ocobasi HeecTeCTBEHHas (IMCTOHHMYECKas) mo3a (¢ TpemMopoM MM 0e3 Hero) u crenuduyHble

NPU3HAKK: U30BITOYHBIC U 3epPKaIbHbIC IBMKEHHS, KOppUrHpyoue xectsl (Tabi.2).

Tabnuna 2
JlBuraTenbHbie (MOTOPHBIE) MTPOSBIICHUS, CBS3aHHBIC C TUCTOHUEH
JlucToHruecKuit CIHOHTaHHBIC MyJIbCAIMOHHBIC, PUTMHYHBIC, HO YaCTO HETIOCTOSIHHBIC,
TpeMop 11a0JIOHHBIEC JBMKEHHSI, BO3HUKAIOIIUE MTPH COKPAIEHHH 3aTPOHYTHIX

JMCTOHHEN MBI, YaCTO YCUIMBAIOLIMECS IIPH MOMBITKE
MOJIEP>KAaHUS HCXOAHOM (HOpMalbHOM) 03kl JIMCTOHUYECKUI TpeMop
MOJKET HE KYITUPOBATHCS, 1aXKe €CIIU TT03BOJIUTH 03 COMPOTUBIICHUS
Pa3BUTHCS MATOJIOTUYECKOM JUCTOHUYECKOH 1mo3e (“HyneBast Touka”).
WHorna 1ucTOHNYECKUI TPeMOp T0BOJIBHO TPYAHO OTIUYUTH OT
3CCEHIUAILHOTO TPEMODA.

N36pITOuHOE UpesmepHas nBUTaTENbHAS aKTUBAIMS, YaCTO HabIrogaemast mpu
JIBIOKEHUE TUCTOHUWH, TPEICTABISET COO0H HETPOU3BOJIBHBIC MBIIIICYHBIE
COKpAILIEHUS, KOTOPBIE COMTPOBOXKAAIOT, HO aHATOMUYECKH
OTJIMYAIOTCSI OT OCHOBHBIX JUCTOHMYECKHX JABHKEHUI. OHU OOBIUHO
BO3HMKAIOT Ha MUKE TUCTOHUYECKUX JIBUKEHUU.
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3epkanbHbIC 3epkanbHasi AUCTOHUS MPEACTABISIET COO0M crienn(pruecKue mo3bl
JIBIKEHUS WJIU IBVDKCHHUSI, KOTOPBIC SBIISIOTCS aHAJOTUYHBIMU UJTH CXOKHUMHU
10 XapakTepy ¢ TUCTOHUYESCKUMH, U BO3HUKAIOT OOBIYHO Ha
MOpaXEHHON CTOPOHE MPU BBHITIOJIHEHUU ABMKSHUN WM TeUCTBUIMA
C KOHTpJIaTepabHOW CTOPOHBHI.

Koppurupyromue [IpousBosbHBIE ACHCTBUSA, KOTOPBIE TO3BOJSIOT 0COOBIM 00pa3oM
JKeCThI (CCHCOPHBIC YCTpPaHUTh BO3HUKHOBEHHUE MTATOJIOTUYECKOM O3Bl WIN

JEHCTBUS UIIU KOPPHUTHUPOBATh AUCTOHUYECKUE IBIKEeHUS. OOBIYHO 3TO MPOCTHIE
AHTarOHUCTUYECKU JIBYDKEHHS WM IPUKOCHOBEHMS B OOJIACTH TeJIa, 3aTPOHYTON

€ JIBHKEHUS) JUCTOHUEH, HO IIPU 3TOM HE SIBISIOLINECS HHTEHCUBHBIM

HpOTPIBOI[@fICTBHCM IIPOABJICHUAM JUCTOHHWH.

I[BI/IF&TGJ'ILHBIC CUHAPOMBI JAUCTOHHUHU XapaKTCPpU3yrOTCsA 3HAYUTEIbHOMN CTCIICHBIO
q)CHOTI/IHI/I‘-IeCKOI\/'I BapI/Ia6eJ'IBHOCTI/I, IIpU 5TOM JOBOJIBHO 4aCTO Ha6J'IIOI[aeTC5I HACJIOCHHUC pPAa3JIMIHBbIX
CUMIITOMOB U CHUHIAPOMOB. ITaTOrHOMOHUYHBIX IMPU3HAKOB, KOTOPLIC OBl TO3BOJIMIIN JAOCTOBEPHO
OIIPCACTIUTDb KIMHHUKO-3THOJOI'MYCCKHUEC B3aUMOCBA3U C TCHECTUYCCKUMHA HUJIM BHCITHUMU (baKTOpaMI/I,

HE CYILECTBYET.

BbIpa)KeHHOCTh JUCTOHHUHM MOXKET MEHSATHCS B 3aBUCHMOCTH OT TMOJIOXKEHHUS Tela WU
OTIENBHBIX €r0 YaCTeH U MPOU3BOJIBHBIX JBIKEHHI B MOPAKEHHOW YaCTH TeJa, a TAKKe Pa3IMYHbIM
00pa3oM BIUATh Ha IOBCEJHEBHYIO AKTUBHOCTb U JKU3HEAEATENIBHOCTh MaiueHra. PazpaboTaHsbl
CHelUaNbHbIe KJIMHUYECKHUE IIKaJbl, IO3BOJSIOMIME HM3MEPATh OCOOCHHOCTH KIMHHYECKUX
NPOSIBIICHUH, BBIPAXKEHHOCTh, TSHKECTh NUCTOHHMH, U3MEHUYMBBIA XapaKTep MPOSBICHUS JAUCTOHUM,
BJIIMSHUE JMCTOHUU Ha XHU3Hb. Buueo3amuce GOJIBHOTO C JUCTOHMEH SBISIETCS BaXKHBIM HTAIlOM
JTMAarHOCTHKH, AabHEWIIEro TUIAHUPOBAHUS TPOLEAYP WHBEKIHUH OOTYIMHUYECKOTO TOKCHHA HITU
JIPYTUX METOJOB JICUCHHsS, a TAKXKe MOCIIEAYIONIeld OleHKH pe3ynbTatoB Tepamuu [Opmosa O.P.,
2000]. 1Illkamel OLECHKM LEPBHKAJIbHONM TUCTOHMH W  OnedapocmasmMa W MPOTOKOJIBI
BUJICOPETHCTPALlMK TTOMELIeHbI Ha caiiTe www.botulin.ru B pa3zaene bubnmnoreka crnenuanucra u B
MeauIuHCKOM TEXHOJOrHH To JedeHuio (okambubix quctonuii [Opiosa O.P., Tumep6aesa C.JI.,

XarpkoBa C.E. u coasr, 2012].

HensurarenpHpie (HEMOTOPHBIE) CHMIITOMBI JUCTOHUU - 0OJb, JETPECCHUs, TPEBOKHOCTH,
conmaabHble POOUH - ITO XapaKTepHbIE KIIMHUYECKUE TIPOSBICHHS, KOTOPHIE, HAPSATY C MOTOPHBIMH
CHMITTOMaMH, COCTABJISIIOT KIIMHUYECKYIO KapTUHY 3a00JIeBaHUs, CYIIECTBEHHO BIUSIOT Ha KAYECTBO

KHU3HHU ITIaTUCHTOB.

I'eHeTHYECKOE TECTHPOBAHUE, KAaK CIMHCTBEHHBIH METOJ JTHATHOCTHKH, HEIOCTATOYHO JIS
MOCTAaHOBKH JIMarHO3a JUCTOHNH 0e3 KIMHUYeCKuX npusHakoB [Bressman SB et al., 2000; Klein C et

al.,, 1999]. T'eneTwuyeckoe TECTUPOBAHHE JODKHO MPOBOJUTHCA TOJBKO IOCTE IMOCTAHOBKH
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kuHIYeckoro auarno3a (Kmacce pexomenmamm B). marnoctmueckoe DYT-1 tectupoBanue u
TeHETUYECKOEe KOHCYJIbTHPOBAaHHE PEKOMEHIOBAHBI IS MAIMEHTOB MpH MaHU(pECTaluu
3a00JI€BaHUs C JUCTOHWUU KOHEYHOCTH, MPH NEPBUYHON NUCTOHUEH ¢ Je0roToM B Bo3pacte a0 30
JeT, a TaKkke ¢ HadajmoM 3aboneBanus nocie 30 jeT B ciaydyae HaIM4YHs POJCTBEHHHUKOB C PaHHEH
manudecranueii mucronnn (Kmacc pexomenmamuu B) [Bressman SB et al., 2000; Klein C et al.,
1999]. Tlpu cemeitHON IUCTOHMH B acuUMITOMaruueckux ciydasx DYT-1 TtectupoBanue He
pexomennyetcsi. JluarHoctuueckoe DYT-6 TecTupoBaHue pPeKOMEHJOBAHO MAIMEHTAM C PaHHUM
HAYaJIoM JHCTOHHUHU WM TPU CEMEHHOM IMCTOHMHU ¢ KpaHUOlepBUKaabHOH (opmoii [Djarmati A. et
al., 2009; Bressman SB et al., 2009] wiu mocie uckimouenuss DY T-1. TTaieHTsl ¢ paHHHUM HaYaioM
MHOKJIOHYCa, C BOBJICYCHHEM KOHEYHOCTEH WIJIM e, OCOOCHHO NPU BO3MOXKHOCTH ayTOCOMHO-
JOMHHAHTHOTO HACJICJIOBAHUS, IOJDKHBI MPOXOAuTh TecTupoBanue Ha DYT-11-ren [Valente EM et
al., 2005]. JuarnoctupoBanue reHa DYT-8 pexkoMeHIOBaHO NAalMEHTaM C CHMIITOMATHKOIl
NapOKCH3MaJIbHON HEKMHE3UTeHHOU (opmoil. ['eHeTnueckoe tectupoBanue Ha mytauuio B GLUT1
PEKOMEHI0OBAHO IAUUEHTaM C IAPOKCU3MAJbHOM  JUCKMHE3HMEH, BBI3BAHHOW YIPaXKHEHUSMH,
ocobenHo eciau BosiedyeHne GLUT1 MoXHO 3amofo3puTh H3-3a HAIMYMS SIWISNTHYECKUX
NPUCTYIOB WIIM TEMOJIUTUYECKON aHEMHUH.

Paznuunbie  HEHpO(DU3UOIOTUYECKHUE TECTHl MOTYT TOATBEPIUTH (DYHKIMOHATBHBIC
HapylIeHUs Yy TMalueHTOB ¢ JAucToHueidl. B OonpmmHCTBE citydaeB HeHpOo(U3UOIOrHYEecKHe
NaTOJIOTUHU HE SIBISIIOTCS CHEIM(PUIHBIME U MOTYT HE KOPPEIHPOBATH C KIMHUYECKOW KapTHHOU U
OBITh KJIMHUYECKU HE3HAYMMBIMH, TO3TOMY HE PEKOMEHIYIOTCS [l PYTHHHOTO MCIIOJIb30BAHUS MIPU
JMUAarHOCTHKE WM KiaccupuKanuu AucToHnu. OIHAKO, U OIIEHKH 0COOEHHOCTEH AUCTOHUH MOKHO
NPUMEHHUTh MHOTOKaHAIBHYIO 31ekTpomuorpaduio (OMI') ot paznuunbix meim [Albanese A. et al.,
2009].

Metonel HelipoBu3yanusaiuu ronoBHoro mos3ra (MPT, dMPT, KT u np.) pyTuHHO He
PEKOMEHIYIOTCS MPH SIBHOM KIIMHHYECKOM JTHarHO3€ MEePBUYHON JUCTOHHUU Y B3POCIBIX MALMEHTOB,
MIOCKOJIBKY B 3TOM CIIy4ae OXKHJIAeTCs MOJydeHHe HOpMmasibHbIX pe3ynbratoB [Rutledge JN et al.,
1988]. HccnenoBaHue CTPYKTYphl TOJIOBHOTO Mo3ra ¢ momoinbio MPT HeoOxomumo B ciyyae
CKpHHHUHTa BTOpHYHBIX (opm mucronuu [Meunier S et al.,, 2003]. KommnbroTepHast Tomorpadus
MOYET MOHAA0OUThCs T AuddepeHnnanuy HaKOTUIEHUH KaIbIHs U JKele3a.

Huarnoctuyeckuii Tect ¢ L-DOPA mpoBoauTcs BceM MalMeHTaM C pa3BUTHEM JHCTOHUU B
paHHEM Bo3pacTe Oe3 anbrepHaTHBHOTO auarno3a [Robinson R et al., 1999]. 3to MoxeT BBIIBUTH
JNO®DA-3aBucumyro auctonuto (6omnesnp Cerasei). Ilpemapar L-DOPA (B komOuHammm c
KapOuA0Noi) B TEpaneBTUYECKOM JIJIsl COOTBETCTBYIOIIMX BO3pACTa M MAcChl TeJa 103€ MPUHUMAETCS
BHYTPB, 3((HEKT JODKEH HAcTymaTh depe3 25-60 MUHYT M COXPaHSTHCS B TEYCHHE HECKOJIBKUX

qacoB.
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@akTopbI pUCKA PA3BUTHUS JAMCTOHUH

OcHOBHO# (haKkTOp - HaJIMYUE AUCTOHUH Y POJCTBEHHHKOB. 3HAUMMbIMU (haKTOpaMU pHUCKa
Npy HAJTUYUU T€HETUYECKOH INpenpacroioKEeHHOCTH K JUCTOHUH SIBIISIOTCS TCUXUYECKHH CTpecc
(ocTpbIii W XpoHHWUYECKHMH) W Tepudepudeckre BO3ACUCTBUSA, MPHUYEM YacTO HAOIIOAETCs WX
coueranue. CeHCOpHbIE CHUMITOMBI, YacTO MPEIIIECTBYIOLUIME  MOSABICHUIO JUCTOHHUYECKOTO
(eHOMEeHa, CBUICTEIHLCTBYIOT O MAaCCHBHOM BO3JICHCTBUU M30BITOYHOTO aPepeHTHOrO MOTOKa OT
PELenTOpOB BCEX MOJAIBHOCTEH (KOXKH, MBI, CYXOXXHJIWH, BHYTPEHHHX OpPTaHOB, COCY/OB)
3aUHTepecoBaHHON ob6sacTu. YacTo 3TO CBA3aHO C MPEALIECTBYIOUMM TPaBMATUYECKUM WIN MHBIM
BO3/ciicTBHeM B dToil oOsactu. Ilepudepudeckue dakropbl prucka (mpoBouupyronme (HakTopbl):
JUINTENIbHOE N30BITOYHOE MCTIONIF30BAaHUE MBIIIL, O0JIEBOW CHHAPOM, JAIUTEIbHbIE TTO3HBIE HATPY3KH
B COOTBETCTBYIOIIEH 00iacTu, JOKambHbIe TpaBMbI 3a 0,5-2 roma o aedrora 3aboneBanus. DakTop
pucka L/l - muTenpHOE CYyIIECTBOBAaHHME CHHIPOMA «KOPOTKOW HOTH» - OAMH M3 (DaKTOpOB,
crocoOCTBYIONINX (POPMUPOBAHUIO JATEPATU30BAHHBIX MUO(DACIUANIBHBIX U MBIIIEYHO-TOHUYECKHUX
CHHJPOMOB B TpalelUeBUIHON, pEMEHHOM, JIECTHUYHOM MBIIILAX, MBILILE, TOJHUMAIOUIEH JIONAaTKY,
TPYIUHO-KIIOYUYHO-COCHEBUIHONW Mbime. CToiikoe aTepaqu30BaHHOE OOJE3HEHHOE MBIILIECYHOE
HalpsDKEHUWEe - OAMH U3 BaxHbIX ad@depeHTHbIX mnepudepuyeckux ¢(akToOpoB IaTOreHesa
tepeukanpHoi auctonnn [Opmosa O.P., 2000]. Koppekimsi «KOpPOTKOW HOTH» MOIMSTOYHHKOM

ABJIICTCA JOIIOJIHUTCIBbHBIM TCPAIICBTUYCCKUM BOSHCﬁCTBH@M y OO0JILHBIX HCpBHKaHBHOﬁ I[I/ICTOHPI@ﬁ.

Kiannuyeckne 0co0eHHOCTH OTAC/IbHBIX (l)OpM AUCTOHHUH

LepBukanbpHast auctonus, OnedapocmasM ¥ MUCUMN CHa3M SIBIAIOTCS HanboJsiee 4acThIMHU
dopmamu QokanbHON aucToHMU. bonee penkumu GopmMamu SBISIOTCS OPOMaHAMOYISApHAS,
napuHreansHasi, GapunreanbHas U (oKambHas TUCTOHMS CTOIBI. POKaJIbHBIE TUCTOHUU MOPAKAIOT
JIMII TPYAOCIIOCOOHOTO BO3pPAcTa, BHICOKA CTENEHb COLMAIBHOM JAe3ajanTallii U WHBAIWIU3ALNUN
OOJIBHBIX BCIEACTBHE (DOPMHUPOBAHUS Y HUX BBIPAKEHHOTO (DYHKIIMOHAIBHOTO AedeKTa (yaepxKaHus
TOJIOBBI B IPSIMOM TOJIOKEHUHU — MPH LEPBUKAIBHON JUCTOHUH, (YHKIMOHAIBHOU «CIETOTH» - TPH
onedapocmnazme, HapyIIEHUST TUChMa — TPU TTHUCYEM CIla3Me, HapyIIeHUs PeUH, )KEBAHUS U TJIOTAHHS
— [Ip1 OPOMaHANOYIApHON U (papuHreanbHON JUCTOHUM, TOJI0CO00pa30BaHuUs — NIPU JAPUHT€ATbHOM

JIMCTOHUH).

HepBuxanbnas aucronus (I/]), mmm cnactuyeckass KpuBoIIes, SBISETCS CaMOW YacTON
dbopmoii Mmerreuynot aucrtonuu. st 1) xapakTepHO BOBIEUEeHHME B THIEPKUHE3 OTPAHUUYCHHOU
TPYMIBI MBI IIEW W 3aThUTKAa. BoBIeUeHne MBI mieu (TPOSIBIISIONICECS B PA3IMIHON CTETICHH)
MPUBOJUT K Pa3BUTHIO TATOJIOTMYECKUX TOJOXKEHUW TOJIOBBI, IIE€M M IUIeY, 4Yalle BCEero

13



COITPOBOKAAIONINXCSI TTOBOPOTOM BOKPYI' TOPU3OHTAIBHOM OCH (TOPTHKOJUINC) M TUCTOHHMYECKUM
TPEMOpPOM TOJIOBBI, KOTZla HAOJIOJAeTCs COKpAIleHWE M MBINII-aHTaroHUCToB. bomm B mieitHoi,
3aTBUIOYHOM, IIJIEBOM obnactu, HaOmogaroTcs B 75 % chnydaeB. B BOBJICUEHHBIX MBIIIIAX
pa3BUBAIOTCS MUO(ACIUATIBHBIE CHHAPOMBI C TUIMHYHOW Hppaguanueil, 4To SBISETCS OIHOU M3
BeAyIIUX NMPUYUH OOJEBOr0 CHHApOMA. Taxke 00Jb MOKET ObITh BhI3BaHA KOMIIPECCHEH HEPBHBIX
CTBOJIOB CIIa3SMHUPOBAHHBIMH MbIIIIAMHU, pasapaKCHUEM 00JIEBBIX PEUCIITOPOB OKOJOCYCTAaBHBIX
cTpykryp. Hauano 3a0oneBanust B OOJBIIMHCTBE CIIy4aeB MOAOCTPOE WM MOCTENIEHHOE (B TEUCHHE
HECKOJIbKMX HeNeNb WM MecsueB). MHOTMM mamueHtaM Ha paHHuX cragusx LJ[ ymaercs
YMEHbBILIATh €€ BBIPAXKEHHOCTb KOPPUTHPYIOIIMMHU KeCTaMH (IPUKAcaHue K MOJAOOPOAKY WM K
meke). Juaamuunocts [IJ] mposiBisieTcss B TeCHOM CBA3M C JABWXKEHUEM, M030i. Tak, mnpwu
IIPOU3BOJIBHBIX JBUIKCHUAX U BEPTUKAIMU3AUU - YCUIIMBACTCA, a B IIOJIOKCHUM JICKA - 3BHAYUTCIIbBHO
YMEHBIIACTCA. I[I/ICTOHI/IH YCYI‘Y6JI$ICTC$I npyu yTOMJIICHUHM U IICUXO3MOIMOHAJIBHOM HAIIPSXKCHHUU.
XapaktepeH (heHOMeH CyTOYHBIX (pIyKTyauuit: ymeHslienue BeipakeHHoctu L[] mocne cHa. [Ipuem
QJIKOTOJISI KPATKOBPEMEHHO YMEHBINAET CUMITOMBI B IIEPBBIE MECAILbI Mocie AeOrTa 3a00IeBaHHUs.
I/l oOblYyHO TpoOrpeccUpyeT B TEUYeHHE TMEepBBIX 2-5 yeT 3a0oneBaHus, 3aTeM (0e3 JeueHus)
CHUMIITOMaTHKa JOCTUraeT Iato. Kak mpaBuio, 3To 3a0oiieBaHUE SBISETCS HE TOJIBKO MPUYHHOM
HETPYJOCHOCOOHOCTH, HO M B 3HAUYMTEIBHOW CTENEHW OrPAHWYMBAET OBITOBYIO AKTHBHOCTh
nanueHToB. Jlempeccusi, TPEBOKHBIE paccTpoiicTBa M coluaibHble (oOuM — Haubosee uacTble
cocTosiHus, accouuupoBanHble ¢ LIJ[, uto eme Oonee yrmyOmnsieT COUMANBHYIO 3HAYUMOCTH H
00OCHOBBIBACT pa3pabOTKy TIIATENbHBIX IMOAXOJOB K JICYCHHIO JaHHOTO 3aboneBaHus. B 75%
ciydyaeB y nanueHToB ¢ 1[/] ormeuaeTcs heHOMeH runepaKIuieKcun (MOANpPhIrMBaHNE, B3IparuBaHue

IIPU HEOKUJAHHBIX CTUMYJIaX).

CrioHTaHHbBIE pEeMHCCHM B TE€UEHHE NEPBBIX 5 JeT pa3BuBaroTca He Oonee, ueMm y 20 %
nanueHToB. CpenHssi JIUTEIbHOCTh peMHUcCUil — 6 Mec. J[nuTenbHOe BpeMsi y MHOTHX MallMEeHTOB
COXpaHSETCS BOJIEBOW KOHTPOJIb HAaJl HETMPOHM3BOJBHBIM JIBKEHHEM TOJIOBBL. Y 1/3 OOmbHBIX
JUCTOHUS B TIOCJENYIOIIEM BOBJIEKAET JPYrHe 4acTH Tena. 3akoHOMepHO coderanue LIJ[ ¢ mucuum
cnazMoM (45%), 6nedapocnazmom (35%), opomanaubynsipHoit nuctonueit (10%), TuCTOHNYECKUM
TpeMopoM Kuctu (27%).

['on0Ba MOXKeT OCYIIECTBIISATh ABUKEHUSI B TOPU3OHTAIBHOM, (PPOHTATIBHON U CarUTTaIbHOMN
IUIOCKOCTSIX, a TakXe MpOU3BOAUTH OokoBoe cmemieHue («uugt»). Ilpodeccopom I'. Paiixenem
(I'epmanust) ObuUTH BBIAECTICHBI ABW)KCHHS B 1€ OTHOCHUTENIBHO TYJIOBHINA M JBHKCHHUS TOJIOBBI
OTHOCUTENIBHO IlIeU («TOPTUKOJUIMC, TOPTUKAIYT, JIATEPOKOJUIUC, JIATEPOKAIyT, AaHTEPOKOJUIUC,
AQHTEPOKAITyT, PETPOKOJITUC, PETPOKAITYT)).

Hawnbonee TUNMMUYHBIM TIPOSIBICHWEM IEPBUKAIBLHOW NHUCTOHHUU SIBISCTCS POTAIHS TOJIOBBI

(mopbopoaka) — Toptukouuc. [lo Mepe mporpeccupoBaHusi 3a00J€eBaHUS B MATOJOTHYECKHIA
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IIPOLIECC BOBJIEKAIOTCS HOBBIE MBIIIIBI, YTO MOXET CONPOBOKIATHCA W3MEHEHHEM IIOJIOKCHUS
roJIOBBl HE TOJBKO B OJHOM, JBYX, HO M B Tpex mockocTsax. Kak mpaBuio, umeercs coderaHue
MaTOJIOTHYECKUX 103 (HampuMmep, MOBOPOT TOJOBBI B CTOPOHY M HAKJIOH TOJOBBI K IUIEHY).

HanpaBneHHe CMECIICHUA I'OJIOBbI OHCHUBACTCS 110 HAIIPABJIICHUIO CMCIICHUA n0)160p0)11<a.

Bbaedapocnaszm (BCII) Be3bIBacTCs AucToHMYecKuME cokparienusimu m. Orbicularis oculi,
YTO TaK)KEe YacTO COMPOBOXKIAETCA COKpaimleHusMu m. Procerus u m. Corrugator. Pazsutue 6osie3Hu
OOBIYHO MPOMCXOJUT TIOCTEIIEHHO, C BO3HUKHOBEHMS pa3fApakeHUs WIH CYXOCTH TIJa3, ¢
MOCTIEAYIONINM PAa3BUTHEM BBIPAKCHHOTO MoOpraHus, ocobeHHo npu sipkom cBere. s BCIT
XapakTepeH MOJUMOP(H3M JIBUraTECIbHBIX MPOSBICHUA. B KIMHUYECKOH MpaKTUKE HaOJI0IAr0TCS
cienyrone Bapuantsl bCIT [O.P.Opnosa, 2000]: 1) yuamennoe mopranue — y 10% GonbHBIX; 2)
AMH30/Ibl 3AKMYPUBAHUSI B BUJIC YaCThIX, KPATKOBPEMEHHBIX, PUTMUYHBIX CIIA3MOB KPYT'OBBIX MBIIIIII
a3 — y 17%; 3) snu304bl ATUTENBHOTO 3aXMypHBaHHS Tia3 — y 46%; 4) 3nu301bI YacThIX
PUTMUYHBIX CIIa3MOB KPYTOBBIX MBIIIII 713 B COUYETAHUHU C OTJCIBHBIMHU MOJICPTUBAHUSAMH BEK — Y

7%; 5) 3aKkpbIBaHME IJ1a3, HA3bIBa€MOE OOJIBHBIMU «OITycKaHHeM Bek» —y 20%.

VY Bcex OONBHBIX BBISBISETCS IMHAMHUYHOCTh KIMHUYECKUX MposiBieHui. Haubombimas
BBIP@XEHHOCTH OyiehapocrazmMa OTMEYaeTcsi BO BpeMsl TeX BHIIOB ACSTEILHOCTHU, IS BBITOJHEHUS
KOTOPBIX TpeOyeTcs crenuduyeckoe UCIoIb30BaHUE 3pEHHsI, a TAK)KE CTOS U MPH X0J1b0€e, Ha YIUIIE,
IPU SMOILMOHAIBHOM HANpPSKEHUH, YTOMIIEHUH, B MHOTOJIFOJIHOM MOMEILIEHHUH, IIPU Pa3roBope, BO
BTOPOI TIOJIOBMHE MAHS, TPU SIPKOM OCBEHICHWH. [Ipuem ajkoroyis KpaTKOBPEMEHHO YITydIIaeT
COoCTOsSHME Yy 4YacTh OonpHBIX. Ha paHHMX »Tamax 3a0ojieBaHUS COXPAaHEH YaCTUYHBIA BOJIEBOM
KOHTpOJIb HaJl HENpOM3BOJBHBIMU JBIKeHUsIMU. Hambosee pacrnpocTpaHeHHbIE KOPPUTHPYIOLIUE
JKECTBI, HWCHOJB3YIOIMECs OONBHBIMH It OCNAONEeHHs WM BPEMEHHOTO  YCTPaHEHHS
Onedapocnazma, MOryT OBITH MOJpa3lesieHbl HAa TPU TPYHmbl: 1) mpuembl, NPUBOIAIIME K
U3MEHEHUIO 3pUTEIbHON addepeHTanuu (3akpblBaHHE OIHOTO TJa3a, MPUIIYPHUBAaHHE, HOLICHHE
OYKOB C 3aTEMHEHHBIMH CTEKJIaMH, CHUMAaHHEC W HAJEBAaHWE OYKOB, MPH B3IJISAAC BHU3), 2)
pa3javyHble MaHUMYJSIMM B BEpPXHEH MOJIOBHHE JMUA (IMIPUKOCHOBEHHE WM HaJaBIMBAHUE
najgblaMd Ha 0OJacTh BHCKOB, HaI0pOBH, Ji0a, MEPEHOCHIIBI, BEPXHEro BEKa); 3) pa3nyHbIC
MaHUMYJISIIAA B HIDKHEH MTOJIOBUHE JiHIa (MPUKOCHOBEHHUE K MOA00POIKY, KYPeHHUE U MaHUITYJISIIUN
C CUTapeToi BO pTy, HAJIMYME NOCTOPOHHETO MpEeAMETa BO PTY — JKEBATEIbHOM PE3UHKHU, CEMEUEK,
KOCTOYEK, KOH(ET; Kalllellb, COBEPILIEHUE Pa3IMUHBIX IPOU3BOIBHBIX ABM)KEHUN MBIIILAMU HUXKHEH
MOJIOBUHBI JIMIIA). XapaKTepHO YMEHBIIIEHHWE WM WCYE3HOBEHHWE HEMPOW3BOJIBHBIX JIBIDKEHUH B
HEOOBIUHOM OOCTaHOBKE, B YAaCTHOCTH, HAa NpHUeMe Yy Bpayda. B AuarHocTUYecKuX HENIX MOXKHO
UCIIOJIB30BaTh MPOBOLUPYIOMIMI TNpUeM: MO KOMaHAE Bpaya OOJBHOTO MPOCAT Ha S5 CEKyHI

MaKCHMaJbHO 3a)KMypUBATh TJla3a, 3aTeM Ha S5 CeKyHJ MaKCUMalbHO OTKphIBaTh. Yepe3 4-6
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MOBTOPOB TaKWX IBIDKEHHH CHUMITOMBI Ojedapocmasma CTaHOBATCS O4eBUAHBIMH. CHOHTaHHBIE
pemuccun st 0OJBHBIX OsiehapocrasMoOM MEHEe XapaKTepHBI, YeM I OOJBHBIX IICPBUKAIBLHOM
muctonueil. B 75 % ciydaeB B ge0rote 3a0051eBaHUSI OTMEUYAIOTCSI CEHCOPHBIE CUMITOMBI - YYBCTBO
pa3IpaskeHus CIU3UCTOW OOOJIOUKH TJ1a3, COMPOBOXKAAIOIIEECS CIIE30TEUYCHHEM, 00Jb B 00IacTH
IJ1a3, YyBCTBO «IIECKa» B IJIa3axX U AOKEHHE, TUCKOM(MOPT B 00JIACTH TJ1a3, CyXOCTb IJ1a3 (BILUIOTH JI0
CHUHJIPOMA «CYXOTO TJI1a3ay).

W3onupoBanueiii Onedapocnasm HaOmomaercss npudmmsuresnibHo 'y 40% OGonpHbix [O.P.
Opiosa, 2000]. B ocranbHbIX ciy4asx OjedapocrnasM COYETACTCS C MPOSBICHUSMH TUCTOHHH B
HIDKHEH IIOJIOBHHE Jquna, 4To 06’beI[I/IH$ICTC$I TCPMHUHOM KpaHHAJIbHAasA AUCTOHUA. YV OOIBHBEIX C
OnedapocnazMoM Jaxe Ha PaHHUX CTaIusAX MOTYT HaONIONAThCS HETPOW3BOJIbHBIC JIBHKECHUS B
HIDKHEH IIOJIOBUHE Junma, OJHAKO JOTH JOBHIKCHMHSA 0OBIYHO OOJIBHBEIM WUTHOPUPYIOTCA WA

BOCIIPUHUMAIOTCS KaK KOMIICHCATOPHBIC JJI1 OTKPbIBAHHWA I'J1a3.

Opomanguoyasipias gucronus (OMJI) nposBusercs B BUOe: HENPOU3BOILHOTO
OTKpPBIBAaHUS W/WIN 3aKPBIBAaHUS PTa, CKUMAHUS YENOCTel (IMCTOHMYECKUN TPHU3M), HCKPUBICHUS
ry0, IeK, S3bIKa, HEMPON3BOJIBHOTO BBHICOBBIBAHUS U IPYTHX JBUKCHHM S3bIKA, OOKOBBIX JBIKEHUI
HIDKHEH Y4eIOCTH, C)KUMaHUS YEeNIOCTeH, HAaCHIIbCTBEHHON YIBIOKH, OCOOCHHO MPH PEYH, )KEBaHUH.
BonbHbIE UCTIONB3YIOT TaKue KOPPUTHUPYIOLINE JKECThI, KaK: pa3INYHble MAHUIYJSALUU PYKaMU B
HIDKHEW TMOJIOBUHE JMIa (MPUKOCHOBEHUE, HA/IaBIMBAHUE U T.I1.), IPUKYCHIBAHUE TYObI, TBHKEHUS
S36IKOM B TIOJIOCTH PTa, XEBAHWE WIIM COCAHUE PA3IMYHBIX IPEIMETOB — KOCTOYEK, CEMEUeK,
KOH(ET, COBEpIICHHE IPYTMX MPOU3BOJIBHBIX JBWKCHHH MBIIIIAMA HWKHEH TOJOBHHBI JIMIA.
BoneBoii koHTposb HaOM0AaeTcs penko. 3Hanue cumnToMmoB OM/] oueHb BaXHO Il CTOMATOJIOIOB
pa3HBIX CHEUUAIBHOCTEH, 0COOEHHO, opToneaoB 1 opToaoHTOB. OM/I, Kak nmpaBWIIO, HAYMHAETCS B
3peioM W TOXHJIOM BO3pacTe, KOrjga OOBIYHO M IPOBOJIUTCS MACCHBHOE CTOMATOJIOTHYECKOE
JeYeHHe C MOCIEAYIOUIMM MPOTE3UPOBAHHEM 3y0OB, KOTOPOE MOXKET sIBUThCs Tpurrepom OMJI y
NpPEApPACTONOKEHHBIX TAlMEHTOB WM YK€ HWMEIOIIUX JApYrHe TMpOSBICHHUS JUCTOHUH, HE
3aMeyaeMble  BpadyOM-CTOMATOJIOTOM (HAampuUMep, 4YacToe MOpraHWe, WM HE3HAYUTEIbHO
BBIPQKEHHOE MAaTOJIOTUYECKOE MOJOKEHHE TOJIOBBI, WM MUCYMM cnazM). OZHMM U3 MapKepoB
pa3sutusi OM/I siBisieTcst cToiikas skano0a MalMeHTOB Ha «HEYA00CTBO KEBaHUS) WU «HEY100CTBO

MOJI0KEHMS HIDKHEH YEITFOCTH U IIPOTE30BN».

Jlapunreanbnass aucronuss (JIJI) sBnsgercs morpaHuuHoM — mpoOiemoi  Mexay
napunronoruei (ponmarpueit) w HeBpojoruei. OcHOBHbIMH TposiBieHusMu JIJ|  sBusttoTcs
OCHILJIOCTh T0JI0Ca, MPEPBIBUCTOCTh T'OJIOCA BO BPEMS PA3rOBOPA, CHABIEHHBIN T0JIOC, «JIAIOLIUI»
rojoc. ¥ MHOrMX OOJIbHBIX OCTaeTCsi HOPMaJIbHOM LIENOTHAs pedb, AUCHOHHUS MOXKET MOIHOCTHIO
OTCYTCTBOBaTh TPHW TEHUU (MapajoKCalibHass KUHE3Ws). YCHUICHHE JUCTOHWMYECKUX CIa3MOB IPH
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OOBIYHON peYM MPOUCXOTUT IOJ BIHMSHHEM pEUYEeBOl HArpy3KH, SMOIMOHAJIBHOTO HAIPSKCHHS,
obmiero yromienusi. JlapuHreanbHas TUCTOHUS — OAHO M3 HauOoOJIee TSHKENBIX HapyIIEeHUi rojioca,
MIPOSIBIISIIONIEECS] HAMPSIKEHHO-CIABICHHON, TpephIBUCTON (oHammel. AnmmykTtopHas ¢dopma —
HanOonee TunuyHas, HaOmomaercs B 90% cmyuaeB. Ilpm 370l (dopme aucTOHMYECKas
THIIEPAKTUBHOCTh HAOJIOAAETCs B MBIIIAX-aJaykKTopax rojocoBoii menu (mm. Cricothyroideus,
Cricoarytenoideus lateralis, Interarytenoideus). T'opasmo pexe (menee 10%) Bcrpeuaercs
abmykTopHas ¢dopMa, TpH KOTOPOH THUIIEPaKTUBHOCTh HaOmomaercs B m. Cricoarytenoideus
posterior. Eme pexxe Bcrpeuatorcsi cmemannbie Gopmel. [Ipu JIJI, Hapsay ¢ HapymieHHsIMH ToJioca,
XapaKTECPHBIM CUMIITOMOM ABJIACTCA HAPYUICHUC IbIXaHUS (I/I3'33, HapYUICHUS NPOXOXKACHUA BO3ayXa
Yyepe3 ropTaHb) — MPEepbIBUCTOE, CaBiIeHHoe. VIHOT1a ATOT CHMIITOM OIIMOO0YHO PACcIIeHUBACTCS KaK
OponxuanbHas actMa. Bo BpeMsi peud M IEHUs AbIXaHHE OOBIYHO yiydylnaercs (mapagokcaibHas

KUHE3HA).

@apuHreaJbHas IUCTOHUSI IIPOSBIAETCS B BHJE 3aTPyJHEHUs IJIOTaHMA (Yalle — Ipu
yHoTpeOJeHUN TBEPAOM NMINM), NMEPUOANYECKM BO3HMKAIOLIETO YyBCTBAa «KOMa B ToOpje» IpH

IJ0TaHUHU U/WIIN B TIOKOE. (DapI/IHFCaJIBHaH JUCTOHUSA 4aCTO COUCTACTCA C J'IapPIHl"eaJ'ILHDfI 03051 OMI[

KpannaabHas 1ucToHusl. DTUM TEPMUHOM OOBEAUHSIOTCS MIPOSBIECHUS (POKATBHBIX GOpPM
JMCTOHMHU B 00JIACTH JIMIIA U TOJIOBBI B pa3HBIX coueTaHusAX. Yalle Bcero BCTpeyaeTcs CoUeTaHue
pacmpocTpaHeHHOTro OsedapocnasMa (¢ BOBICUEHHEM B CIIa3M CPEAMHHBIX OT/IEJIOB JIUIA) U
opoMaHIuOyIsipHOM qucToHMU. Hepeako 3To 0003HaYaeTcss TepMUHAME <«JIHIIEBOH Mapacmasm,

CpeAVHHBIN JUIEBOH ca3Mm, c-M Mexa, c-m bpeiirens».

IIncumii cnmasm  mpencrasisier coOOW  AMCTOHUIO CHEHU(PHUUECKOrO0 BUAA JEHCTBUS
(IposiBIsIETCS. BO BpeMs IMUCbMA, B HCKIIOUUTENBHBIX Clydasx — MpH padoTe Ha KOMIIBIOTEpE),
BO3HHUKAET y JoJiel B 6osee MoionoM Bo3pacte, yeM LI/ u 6nedapocnazm. OCHOBHbBIE KITMHUYECKHE
NPOSABJICHUS THUCUETO CHa3Ma: HaNpsDKCHHE KUCTH/PYKM BO BpeMs MHCbMa, HM3MEHEHHUE I03bI
KHUCTH/PYKH BO BpeMsl MHCbMa, U3MEHEHHE, 3aMeJICHHE MouYepKa, HapylIeHHe CIUTHOCTH MHUChMa,
yBEIMYEHHE pa3Mepa OyKB, APOXKAHHUE PYKH BO BpPEMs NMCbMa, HEMOCTOSHCTBO MoYepKa. boibHbIE
NoJA0MPAIOT Pa3IUyHbIEe IO (OPME U IUAMETPY PYUKH, MEHSIOT 103y KMCTH U NAJbLEB B IIpoLEcce
IIACBbMA, IIOMOTAIOT B aKTe NMHCbMa Apyrou pykou. Ilo mepe mporpeccupoBaHUs NMHCYETO CHazma
MOTYT HapylaTbcs W JApyrue IeHCTBHUs, BBINOJIHAEMBbIE PYKOH - ObITOBBIE, IpodeccuoHanbHble. B

9TUX ClIy4dasaX IrOBOPAT O MPOTPCCCUPYIOUICM ITHUCUCM CIIa3ME.

Feﬂepannsonaﬂﬂaﬂ AUCTOHUA XaAPAKTCPUIYCTCA MCIAJICHHBIMU, q)OpCI/IpOBaHHBIMI/I,
NPEUMYILICCTBCHHO BPAlIATCIIbHBIMU ABWKXCHHUAMU TI'OJIOBBI, TYJIOBHIA H KOHEYHOCTEH. COSILaCTCSI

BOCYATIICHUEC, UYTO YYACTBYIOHIMC B THICPKHUHE3C TPYIIIbl MBI BbIHYXJICHBI ITTOCTOSHHO,
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MYYUTEIIEHO TPEO0JIeBaTh COMPOTUBICHHE MBIII-aHTarOHUCTOB. PopMuUpyrommecs HEOOBIYHBIE,
HEyTOOHBIE TIO3BI MOTYT COXPAHATHCS B TEUCHHUE JIMTEIHLHOTO BpeMEHH. | eHepaln3oBaHHas
JIUCTOHUS YCUJIMBAETCSI O] BIMSHUEM TPOU3BOIBHBIX IBUKEHUN U SMOIIMOHAIBHOTO HANPSIKEHUS U
ucyesaer Bo Bpems cHa. [locTenmeHHO pa3BUBaeTCs MOCTOSHHAS TUCTOHMYECKAs 11033, HalpuMmep,
YCHJICHUE MOSICHUYHOTO JI0pA032a (TIOSCHUYHBIN THUIEPIIOPI03) CO CTHOaHNEM HOT B Ta300€ApEHHBIX
CycTaBax W BHYTpPEHHEH poTanmeil pyk U HOr. B Tex ciydasx, KOTrJa H3-3a BBIPAKEHHOTO
MOBBIIICHHUS] MBIIIEYHOTO TOHYCa BO3HHMKAET CTOMKAs MAaTOJOTHYEcKas JUCTOHMYECKas 1M03a, HO
TUTIEPKUHE3 OTCYTCTBYET WM OOJIbIIE HE BBIABISICTCS, TOBOPS O MHOCTaTHYECKOW (WiH

(buKCHPOBAHHOM, PUTHAHOMN) TUCTOHUHU.

B 3aBucumocTH OT Bo3pacta ne0r0Ta M JPYTrUX XapaKTEPUCTUK DPA3IUYAlOT J1B€ (OPMBI
Oone3nu: Gopma c paHHUM HayalloM, CBSI3aHHAs C MyTallMed Ha JJIMHHOM Iuiede 9-il XpoMOCOMBI
(9934), u hopMa ¢ O3 THUM HAYAJIOM, CBSI3aHHAS C MyTallMel Ha JUIMHHOM IUIede 8-i WIN KOPOTKOM
wiede 18- xpomocombl. Jluctonus, accomuupoBaHHas ¢ reHoM DYTI, xoaupyromum Oenok
TorsinA, sBisieTcss Haubosiee HW3BECTHOW M OMHUCAHHOW C OTHOJOTHYECKOW TOUYKH 3pEHHS
NaTOJIOTUEH, HacleayeTcs MO0 ayTOCOMHO-IOMHHAHTHOMY THITY, M O0JIaZaeT MEHETPAaHTHOCTHIO,
paBHoii mpumepHo 30%. Bropoit uaentudunupoBannsiii red - THAPL - BbI3bIBa€T TUCTOHUIO 10
tunny DYT6, ayToCOMHO-IOMUHAHTHBII CHUHIPOM H30JIMPOBAHHOM IUCTOHHUU C IEHETPAHTHOCTBIO
npumepHo 60%. AHaIOTHYHBIE MPOSBICHUS MOXHO TaK)Ke HAOMIOAATh MPU CHOPATUYECKUX WIH
CEMEHMHBIX CIy4asiX ¢ HEYCTaHOBIEHHON 3THOJIOTHEN.

Knuandeckue nposiBieHus: pa3BuBalOTCs 0OBIYHO HA 1-M mim 2-M IeCATUIIeTHH XU3HH, B 1/3
ciaydaeB — 110 15 netr. B ciaydae ne0rooTa B paHHEM JAETCKOM BO3pPAcTe NMEPBOHAYAIBHO MOSIBIISIFOTCS
HapylIeHUs XO/AbOBI, KOTOpBIE IOHa4yaly ObIBaeT TPYJHO NPABWIBHO HHTepHpeTHpoBath. [Ipu
J1e010Te B 3pEJIOM BO3PACTE HACUIIBCTBEHHBIE IBUYKEHHSI, HA00OPOT, MOSABISAIOTCSA CHavyasla B 00J1acTH

TYJIOBUIIIA U BEPXHUX KOHEUHOCTEH, ¥ JTUIIb B 1/3 cllyyaeB MepexosT B TeHEPATH30BaHHYIO (GOpMY.

Muok/I0HYC - TUCTOHUA (MHOKIOHMYECKAsT TUCTOHHS) - MHOKJIOHO-TIOOOHBIE TPOSIBICHHSI
npu  OBICTPBIX JUCTOHUYCCKUX JBMKCHHAX. MHOKIOHYC  NPH MHOKIOHYC-AWCTOHHUM - HE
SMUICHTHYECKUI. Y MaIMeHTOB ¢ «MUOKIIOHNYeckor nuctonuei» (DYT11) nabmtonaercs coueranue
JTUCTOHUU W MHUOKJIOHYCA; 3TO SIBJICHHE, MO CYTH, MOXKET MPEICTaBISITh COOON «ICCEHIMATHHBIN
MHUOKJIOHYC», TOCKOJbKY Yy MHOTHUX W3 3THX TMaI[MEHTOB HAOJIOJAeTCsl WML Cciiabo3aMeTHas
COITYTCTBYIOIIASl TUCTOHUS, WJIK Y HEKOTOPHIX MAIMEHTOB UMEETCSl YUCTHIM MUOKJIOHYC, B TO BpeMs
KaKk y JAPYrHuX 4JI€HOB TOHM XK€ CEMbHU OTMEYAETCS OJHOBPEMEHHO M MHOKIOHYC M JHMCTOHUS;, BO
MHOTHX CJIy4asXx MHUOKJIOHHYECKHE TOJIEPTUBAHMS MOXKHO OTIWYUTH OT OBICTPBIX «CYIOPOKHBIX)»

JUCTOHWYECKHX JIBUKEHUH 110 pe3ysbTaTaM KIMHHYECKON U AIEeKTPO(U3NOIOTHYECKON OLICHKH.
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JAMCTOHUSA-NAPKMHCOHU3M BKIIOYAET pAJ PACCTPOWCTB, OOJBIIMHCTBO W3 KOTOPBIX -
HacJleyeMble, TJ€ COYETaloTCd NMPU3HAKU JUCTOHUM M MAPKUHCOHM3MA, MHOTJA C IpU3HAKAMH
BOBJICUCHUS TUPAMUTHOTO TPAKTa MU APYTUX HEBPOJIOIMUYECKUX HapylieHuil. Hepenko BO3HHUKAOT
¥ HEMOTOPHBIE PACCTPOMCTBA, BKIIIOYAsi KOTHUTUBHBIE HapymieHus. OcoOblii HHTEpEC MPeCTaBISIOT
cinenyromue 3 Hux: JJODA-3aBucumast mucrtonus (DRD, DOPA-responsive dystonia, 0oje3Hb
CeraBpl), Oonesnp Bunbcona-KonoBanmora, Parkin-, PINK1-, u DJ-1-acconumpoBaHHbIi
napkuHconusM (PARK2, 6 u 7), X-cuemneHnas nuctoHus-napkuHcoHusM/cunaapom LUBAG
(DYT3), OwicTporporpeccupytomias auctoHus-mapkuaconnsMm (DYT12), u Helipomerenepamus c
OTJIOXKEHUSAMU Kene3a B roioBHOM Mosre (NBIA, Bkmtouas PANK2- u PLA2G6- acconuupoBaHHy O
HelpoereHepaluio, HelpodeppuTHHONATHIO U ApyTrrue Gopmbl). B HacTosmee BpeMst poI0JDKAIOT
BBISIBJISITHCSI pa3jIMuHbIe HOBBIC JOMHUHAHTHBIC, PEIIECCHBHBIE M X-CLEIUICHHBIE T'eHBI, JIeXKallue B
OCHOBE Pa3BUTHs IUCTOHUU-TIAPKMHCOHM3MA, KOTOpbIM npucBauBaroT MeTkd DYTn wimm PARKn.
JNO®DA-3aBucumas OuCTOHUS, OOO3HAUaBIIAsACA paHee KaK MPOrpecCUpyromias TUCTOHHS C
BBIp@KEHHBIMU KOJIeOaHUsIMU B TeueHue JHs (0ose3Hp CeraBbl) HAYMHACTCS B IETCKOM Bo3pacTte. B
ocHOBe 3aboneBaHus jexur Myrauus reHa GTP-muknoruaposaszsr | Ha jumHHOM IUteue 14-if
xpomocombl  (14g22.3). MexaHu3m HacjelOBaHUS — ayTOCOMHO-JIOMHUHAHTHBIH C HU3KOH
MEHETPAHTHOCTHIO. BBIpakeHHOCTh AMCTOHMYECKHUX JIBMKCHHUU KOJIeOJIeTCs B TEYCHHE NIHSA, HO Ha
NPOTSHKEHUM MHOTUX JIET HMEeT TEeHICHIMI0 K HapaCTaHWIO IO Mepe MpOrpecCUpOBaHUS

3a00JIeBaHUS.

JAnddepenunanbHbIil TMATHO3

HubdepeHnanbHblii AUarHO3 YepeuUKaIbHOol OUcCmOHuU TPOBOIAT C 3a00JEBAHUSMU U
CHUHJIPOMaMHM, IPU KOTOPHIX HAOJIOAAIOTCS MATOJIOTHYECKOE IOJIOKEHHE WM JIBH)KEHUS TOJIOBBI:
BPOK/JICHHAsl MBILLIEYHAs! KPUBOILES,, MUOIIATUYECKUE CUHJIPOMBI, OPTOIIEINYECKNE U PEBMAaTHYECKHE
HapylmeHus (IOJABBIBUX B aTJIAHTO-aKCHAJIbHOM CYCTaBe, IIOJBBIBUX IUI€Yd, HCKPHBIIECHUE
NO3BOHOYHMKA M Jp.), MopaxeHuss 11 HepBa WIM KOpellKa, BEepXHE-IIEHHBIX KOPEIIKOB,
BPOXK/ICHHbIE AHOMAJIMM IIEHHBIX MO3BOHKOB, MATOJIOTUSl MO3BOHKOB (MAaTOJOTMUYECKU IEPEIIOMBI,
CTIIOHIWINTHI), 00beMHbIe O0pa3oBaHUS B MSTKHMX TKaHSAX II€H, KOMIIEHCATOpHAas YCTaHOBKAa MU
JBYDKEHHSI TOJIOBBI IIPU MATOJIOTMH OTBOSIIETO M APYIMX IJIa30/IBUTATENIbHBIX HEPBOB, HUCTArMe,
KOCOIJIa3UH, HEMOJHBIX O€IbMax, HAKJIOH T'OJIOBbI IIPU CUPUHIOMUENINU WU BBICOKON CIMHAJIBHOM
OIyXOJM, OCTpas  KpUBOLIEs IpU  NATOJIOTUU  IIEHHBIX  MEKIO3BOHOYHBIX  JIUCKOB,
JNOOPOKAYeCTBEHHBIH MApOKCHU3MAIbHBIH TOPTUKOIUIMC y MiajaeHies, cunapoMm Cangudepa
(KeJTy 1OYHO-TIMIIEBOAHBIN PEQIIIOKC), TUKHU, ICUXOT€HHAsl KPUBOLIES.

HuddepeHnmanbaplii  UarHo3 6Oegapocnazma TPOBOIAT C MHUACTCHHEH W JAPYTUMHU

3a6OJ'I€BaHI/I5[MI/I, MPOABIAIOIIUMUCA ITO30M, TUKAMU, CBGTO6OH3HBIO, aHpaKCHeﬁ OTKpbIBAHUA TJ1a3,
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reMu(anagbHBIM  CIIa3MOM, HEBPOMATHEH JIMIIEBOTO HEpBa, ICHUXOTEeHHBIM OrnedapocmasmMom.
HckmoueHne MHUACTEHHMM HWMEIOT NPHHLUUIHMAIBHOE 3HAYeHHe, TaK KaK MHACTCHHsS SBISIETCS
OTpaHWYCHUEM JJIsl JICUCHUs OOTYJIMHMUYECKHUM TOKCHMHOM. [Ipu remmdanumanpbHOM crasme OpoOBb
MIPUIIOTHATA (3@ CUET cra3ma JIOOHOM MBIIIIIEI), a IpH Os1edapocna3me BTSHyTa B OpOUTy

HuddepeHnnanbHplii THarHos opoManoudyIApHol OUCMOHUU TIPOBOIAT C OpPYKCH3MOM,
pasHbIMK BHJaMKU TpHU3Ma, THKAMU, MHO(baCHHaHbHLIM CUHAPOMOM JKE€BATCJIbHBIX MBbBIIIL C
SBJICHUSMH  MBIIIEYHO-CYCTaBHOW IUCHYHKIMM W  JAW30KKIIO3MH, TO3AHEH (TapIuBHOK)
HEHPOJIETITHIECKON JUCKUHE3NEH, CTIOHTAHHOW OpoQaIiabHOW TUCKUHE3UEH Y TIOYKUITBIX.

Jnis npoBefeHus TOYHOM AU(depeHInanbHON TUATHOCTUKU JIAPUH2EANbHOU OUCHOHUN C
JIPYTUMH 3a00JIEBaHUSIMU TOPTaHU TpeOyeTCcs POHMATPHUIECKOEe U (POHUOCKOITNIECKOE UCCIICIOBAHNE
C BU3YaJIU3aLIMCH BCEX CTPYKTYP TOPTaHH.

JuddepeHnanbHbI IUaTHO3 HUCHe20 CRA3MA BKIIOYAaeT TeMUCHHAPOMBI TAPKUHCOHU3MA

" CITaCTUYHOCTH, HeﬁpOHaTHPI, IJICKCOIIAaTUuH, CUHAPOMBI IICPCTPYKUBAHUA, BCCCHHI/IaHBHHﬁ TpEMOD.

Jleyenue TuCTOHUH

OcHoBHas 1e7b JIe4eHHs (POKAIBHBIX TUCTOHUM — NOCTHXKEHHE YCTOMYMBOH pemuccuu
3a00JIeBaHUSI C COXPAHEHHUEM TPYIOCIIOCOOHOCTH M COLMUAIbHON AaKTHBHOCTH MAIEHTOB. JTOrO
MOYKHO JTOOUTBCSI TOJBKO IyTEM PEryJIipHbIX MOBTOPHBIX MHBEKIUH IpenapaToB OOTYJIMHUYECKOTO
TOKCHHA B CIIa3MUPOBAHHBIE MBILILIBI.

Jokanvnuvie unvexkyuu oomynunuyeckozo moxcuna muna A (bTA) B MBIIIBI-MHIIIEHN —

METOJ IepBOro BBHIOOpa B JIedeHHUH OOibIIMHCTBA (hopM (PoKanbHBIX AUCTOHUH. JlaHHBIN MeTox
HO3BOJISIET YCTPAHUTH MAaTOJOTMYECKHE COKPALIEHMH MBI NPU COXpaHeHMM ux (yHkumu. [ns
JOCTHXKECHMSI YCTOMYMBOM PEMHCCUM M COXPAHEHMs KauecTBa >KM3HM NMAUEHTOB npenaparsl bTA
JIOJDKHBI ObITH Ha3HAUEHbI MALIMEHTY Cpa3y K€ MOC/Ie MOCTAaHOBKU JHarHo3a (OKanibHON TUCTOHUH,
MOCKOJIBKY SIBJIIIOTCSL IpenapaTaMH IEpBOM JIMHUM JeueHHs. VIHbeKUMH JOJKHBI HNPOBOJUTHCS
peryJisipHo, B cpeaHeMm, Kaxable 3-4 mecsiua. OpHako, MHTEPBAT MEXAY WHBEKLIMUSIMH MOXKET
BapbUPOBaTh B 3aBUCUMOCTH OT CAMOYYBCTBHUS MAIL[IEHTa U MOXKET OBbITh YMEHBIIIEH JIO0 2-X MECSLEB
abo yBenmdeH. CoBpeMeHHble EBponeiickie pekoMeHAauy 10 JIEYEHUIO JUCTOHUHN PUBETCTBYIOT
TaKTUKy THOKOTO MHTEpBaja MEXIY WHBEKIHMIMH, IO 3alpocy MalueHTa», KOTAAa HAcTyNaeT
cHIKeHue 3¢d@dexra npenplaymed HHBEKIHH. bezonacHocTe UM BbICOKast 3(PPEKTUBHOCTH
OOTYIMHOTEpANUY JOKa3aHAa MHOTOYMCICHHBIMU KOHTPOJIUPYEMBIMU HccaeqoBaHusIMU U 30-1eTHel
KJINHAYECKOU ITPAaKTUKOH.

borynuHoTepanus pekoMeHj0BaHa Npu LiepBUKanbHON quctonuu (Knace pexkomengauuu A),
onedapocnazme (Kimacc pekomenmanmu B), remudammansaom cnasme (Kimace pekomenmanuu C),

boxanbHOM JHUCTOHUHU BEPXHUX KOHEYHOCTEN (Kmacc PEKOMEH AU B),
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cnactrueckoit agnykropaoit nucdonuu (Knace pekomenmanuu B) (Pekomenmanmmm AMepuKaHCKOM
Axanemun HeBpomorun) [Simpson et al., 2008].

B cOopauke odunmanbHbix pekoMeHaauui EBpomneiickoll ¢eaepanyu HEBPOIOTHUYECKUX
obmectB (European Federation of Neurological Societies, EFNS, 2011) omyGnukoBaHbI JaHHbBIC
koHceHcyca EFNS u O0mecTtBa aBuratenbHbix paccrpoiictB (Movement Disorders Society, MDS)
no mpobneme gucronnu (Albanese A. et al., 2011). Cormacuo pexomenganusivm EFNS
0OTYJMHHYECKHII TOKCHH THNAa A PEKOMEHJA0BaH B KayecTBe Mpenapara NnepBoil JIMHUU IS

JedyeHust poxaabHbIX JUcTOHMH (01edapocnazMa, HepBUKAILHON JUCTOHUM):

1. Unvexyuu BTA aenaromcea mepanueti nepsoli TUHUU NPU NePEUYHOU KPAHUATbHOU
(3a  uckOUeHueM OpoOMAHOUOVIAPHOU) unu yepsuxaibHou oucmonuu (Knacc

pekomenoayuu A).

2. BTA s¢pgpexmusen npu nucwem cnasme (Knacc pexomenoayuu A) u 803MO*CHO
aghgpexmueen npu Opyeux munax OUCMOHUU BEPXHUX KOHEUHOCMell, HO HeoOX00um

bonee mwamenvhvii NOOOOP 003 U3-3a YACHO BOZHUKAIOUel MbIUEeYHOU ClaboCmu.

3. BTA seposmno 2¢hghekmueern 011 a00yKmMopHO20 MUna 1apuHeealbHol OUCOHUL,
HO  HEOOCMAamoyHo OaHHLIX Ol NOOmeepicoeHus  3pgekmusHocmu  npu
abOyKMoOpHOM mune J1apuHealbHol OUCMOHUU U NPU MbIUEYHOU MOH3UOHHOU

oucghonuu.

4. Ilpenapamvr BTA senaiomea bezonachvimu u d¢hghekmueHvimMu npu 00J120CPOUHBIX
NOBMOPHBIX UHBEKYUAX, HO 8pAYU U NAYUEHMbL OOJIHCHbL 3HAMb, YMO BbICOKUE

CYMMapHvle 003bl MO2Ym ObiMb ONACHbL, 0COOEHHO OJisl Oemeli.

5. MIna obecneuenus nyuweu sppexmusnocmu u oOezonacrocmu unvekyuu bBTA

PEKOMEHO08AHO NPOBOOUMs noo Konmpoem IMI unu Y3HU.

6. Hnvexyuu BTA npomusonoxkazanvl 011 NAYUEHMO8 C  HAPYUIEHUAMU
HeUpOMbIUUEeYHOU nepeoaqu Uiy 6 ciyyde JIOKANbHOU UHQpEeKyuu 6 30He UHDBEKYUI.

Pexomenoosannas 0oza npenapama ne 0014CHa OLIMb NPEGLIULEHA.

Knuangeckuii sgdexr mocne npoBeaenHod mHbeKIMH BTA Hacrtymaer ma 7-21 neHs u
OpPOSIBJIACTCSI B BMJE BBIPAKEHHOTO CHUD)KEHUS MBIIIEYHOTO HANPSKEHMs, CIa3MOB U Ooun.
JleueOnslii 3¢ dext BTA cBA3aH HE TONBKO C €r0 CUMNOTOMATUYECKUM JEHCTBUEM KaK JIOKAJIBHOTO

MHOpEJIaKCaHTa, HO TaKXe M C BIWAHHEM Ha adQepeHTHble NOTOKM Ha CErMEHTapHO-
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nepugepruIeckoM U HaJICETMEHTAPHOM YPOBHE, YTO MO3BOJISIET TOBOPUTH O MATOT€HETUYECKOH Pon
O0OTyJIMHOTEpanuu B JIedeHHH (POKaTbHBIX AUCTOHWM [Naumann, 1997; Byrnes, 1998, Opioga,
2000]. B mocneanue rojasl MOSBUINCH JaHHBIE O JOJATOCPOYHON 3((PEKTUBHOCTH M O€30MaCHOCTH
npernapaToB OOTYJOTOKCHHA THIa A, pa3paboTtaHbl mpernapatbl O0otynorokcuHa turna B (BTB). B
Poccun Ha HacTosmmii MoMeHT 3apeructpupoBad 500-enuanyanbiii u 100-equanuHbIe BTA.

Knununueckue no3sl Beex npenapatoB bTA Boipaxkatorcs B Enununnax [eiictsust (EIl) u He
SIBIISIFOTCS B3aUMO3aMEHEMBIMH.

B rox mpoBommrcs 3-4 Kypca MHBEKIMHA B 3aBHCHMOCTH OT TsDKecTH 3abosieBanus. B
YTBEPKACHHBIX MHCTPYKLUHUSAX IO MpHUMEHEHUIo mnpenapatoB BTA omucansl 1036 U CrOCOO
BBeJCHUs. Takke CymecTBYIOT MEIWIHHCKHE TEXHOJOTHU C KOHKPETH3AMEd W JAeTanu3aruein
croco0OB BBEJCHMs INpenapaTa M TEXHUKM HHBEKIMH NpU pazauyHbIX (opmax (oxaibHOU
muctonunu [Opnosa O.P., Tumepbaesa C.JI., XarskoBa C.E. u ap., 2012].

[IpenmapaTsl JaHHOTO Kilacca MOTYT BBOJAWTH TOJIBKO Bpauyd, 0OJajarolmue CrenualbHON
MOJITOTOBKOM M OTMBITOM OOpamieHus ¢ 00TyJTUHUYECKHUM TOKCMHOM. [Ipu BpIOOpE MecTa MHBEKIUU
CJIelyeT PYKOBOJCTBOBATHCS CTAHIAPTHBIM PACIIONIOKEHHEM MBI, HETOCPEICTBEHHOE MECTO
MHBEKIUHU ONPEACISIOT B COOTBETCTBUH C aHATOMUYECKUMH OPUCHTUPAMU U TAHHBIMH TMAJbIIAIHHN, &
Takk€ C TIOMOIIBIO JOTOJIHUTENBHBIX METOJOB: JJIEKTPOMHOTpaduu, SIEKTPOCTHUMYIIAIINH,
ynbTpa3Byka, KT. BoJbIIMHCTBO MBI BHIOMPAETCS M MHBEIUPYETCS B COOTBETCTBHU C aHAJIN30M
JUCTOHUYECKHX JIBHKEHUH, TOOrpaduieckoii aHaTOMUH, TaTbIAlMK MBIIIIII.

LlepBukanbHasi AUCTOHHS — JAMHAMHUYHOE PACCTPOMCTBO, KOTOPOE Y OJHOTO U TOTO IKE
NalyeHTa MOXET NPOSIBISITHCS PA3IUYHBIMU T103aMH TOJIOBBI M, COOTBETCTBEHHO, HAIPSHKCHHEM
Pa3HBIX MBIIII, JaKe B TeUeHUe oaHoro AHs. Bce 24 mpimel men (Mo 12 ¢ Kaxaoi CTOPOHBI) B
pa3IMYHON CTENEHH yYacTBYIOT B peasin3allié (OKAIBHOTO TUCTOHUYECKOTO CHHAPOMA, TIOITOMY
Opy TUIAHUPOBAHUHU TPOLEAYPbl HEOOXOAMMO BBISIBUTH MAaKCHUMAallbHOE YHUCIIO «IMCTOHHUYHBIX)
MBIIII] U BBECTH B HUX INpenapar. JlONOoJTHUTENbHAs CIOXKHOCTh 3TOTO MOUCKA COCTOUT B TOM, UTO
OJIHO W TO K€ JBIDKEHHE TOJOBHI (HampuMep, HAKIOH C IMOBOPOTOM) MOXKET OCYIIECTBISTHCS
pPa3HbIMM MBIIILIAMH, YTO BbIABIAETCS pU DMI -KOHTpOJE MHBEKIMH. Y CTPOUCTBA Ul POBEACHUS
uronbyaTod OMI' KOMIUIEKTYIOTCS CHEHUAJbHBIMM WIVIAMU JUIsL BBEACHUS OOTYJIMHUYECKOTO
TOKCHHA ¥ PETHCTPAIH MBIIIIEYHOW aKTUBHOCTH. broanekTpudeckass ak THBHOCTH MBIIII] BEIBOJIUTCS
Ha DJKpaH W/WIM HAyWIHUKH (TMOpTaTuBHblE AuHaMukH). [lo chnenupuyeckum ayauo- WU
BUJICOXapaKTEPUCTHKAM MHOTPaMMbI Bpad MOKET BEpUPHUIIMPOBATh KaK MECTO WHBEKIUH, TaK U
TUCTOHUYECKUH TmaTrTepH MbIII. VHBEKIUS B TIyOOKHWE MBIIIIBI MIEW JODKHA TPOBOIUTHCS
JUIMHHOM WTJION, MO3TOMY JUIMHAa MHOrpaduieckoi Uriibl 4 u/wim 5 cM gBIsSETCS ONTHUMAJbHOM, a
JUTMHA WTJIBI WHCYJIMHOBOTO IIMpHUIA - HEAOCTAaTOYHOW. [IpM Hamm4umm IHUCTOHHYECKOTO TpeMopa

npumeHenne IMI-KOHTpoIIs ABIsSETCS HEOOXOIUMBIM.
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Nuvexun BTA namuentam ¢ GiedapocmazmMoM u reMudanuaabHbIM CTIIa3MOM  IPOBOSATCS
C TOMOIIBI0 WHCYJIMHOBOTO IINPHIA, OJHAKO, B HEKOTOPHIX CIydasx Takke Heoboxomum OMI -
KOHTPOJIb, HANPUMEp, MPH JICUCHHUH KpPaHHAJIbHON IUCTOHMHM C BOBJICYCHUEM MBI HIKHEH
MOJIOBUHBI JINIA U TOPTaHH.

O06s13aTeIbHO 0POPMIICHUE 000P060ILHO20 UHPOPMUPOBAHHO20 CO21ACUA HA TIPOBEIICHUE
JeueHus penapaToM OOTYJIMHUYECKOr0 TOKCHHA.

[Tocne mpoBeneHHON MpoLEeAypbl OOTYIHMHOTEPANN PEKOMEHIYETCS aKTUBHOE COKpAIeHHE
UHBEIUPOBAHHBIX MBI B TedyeHne 20 MHH, B T€YCHHE Yaca MAIUEHT JOJDKEH HaXOIUTHCS IOJ
HaOJII0/IEHUEM B JICUEOHOM YUPEKACHUU JJIs1 KOHTPOJIA 32 pa3BUTHEM HEMEUIEHHBIX aJIePrHuecKux
peaknuii. B ciydae HemoctatouHoro s¢dexTa, 0OTMEUEHHOTO MPH OCMOTPE MAIMEeHTa B TUHAMUKE,
IpU MOCIIEAYIOIINUX HHBEKIUAX TPOBOIUTCS O00P U 3aMEHA CXEM Teparuu, n3MeHeHue 1036l bTA,
INPUMEHEHUE JOIOJIHUTENIBHBIX METOM0B KOHTPOJIS MHBEKIMM, KOHCYJIbTUpOBaHHE C Ooljee
OTIBITHBIM CHEUAINUCTOM OOTYTUHOTEPATIHH.

Texnuka GoTynuHOTEpanuu APYrux (GopM (QOKaJIbHBIX IUCTOHMHA MOAPOOHO M3JIOXKEHA B
MeaUIMHCKHX TexHoorusx [Opnosa O.P. u coasr., 2012, 2012].

Tpaouyuonnaa mepanusa Opyzumu J1eKAPCHMEEHHbIMU RPENAPAMAMU. 3HayeHue
TPaIUIIMOHHONW JIGKAPCTBEHHOW Tepanuu (POKAIBHBIX TUCTOHHMU IIOCIIC BHEIPCHUS B TPAKTUKY
O0TynMHOTEpanuu yuulo B mpouuioe. JlekapcTBeHHble mnpemapaTrbl HMEIOT BCIIOMOIaTENIbHOE
3HaYeHWe W OOBIYHO HA3HAYAIOTCS NalMeHTaM, MO0 KaKUM-ITHOO NPHUYMHAM HE MPUMEHSIONINIM
OOTYIMHOTEPANUIO WIM IPUMEHSIOIINM HEperyasipHO M B HEJOCTaTO4HO 3(deKkTuBHON m03e:
npenaparsl, BO3JICHCTBYIOIINE HAa 0OOMEeH no(aMuHa, KaTeXOJaMHUHOB, alleTUIIXOJIMHA, CEPOTOHUHA,
IF'AMK u papyrux OHONOTMYECKM aKTUBHBIX BemlecTB. [IpakTWka TMOKa3bIBAeT, YTO CPEIHSS
TepaneBTHYecKast 3 (PEeKTUBHOCTH MMOJOOHBIX MpenapaToB He npesbinaeT 20%, U UX BIUSHUE HOCHUT,
KaK TpaBHJIO, BPEeMEHHBIH Xapaktep. OTHOCHUTENbHO OONBLIMKA TepaneBTHYECKHd d((deKT aaroT
kioHazenam (1-8 wr/cyr), Gakmoden (20-100 mr/cyr), XONMHONMUTHKH (TpUrekcupenuamn 2-8
MI/CyT), KOTOpbI€ IALMEHThl IOJKHbI NPUHUMATh MOCTOSHHO JUIMTENBHOE BpeMs. YMEpPEHHO
3QQEeKTHBHBI JpPYrHe€ MHOpPENAKCAaHThl (TOJMEPH30H, TH3aHUAMH). beH3amuasl (Cynbmupun,
THANpPH), a TaKXKe AaHTUACTIPECCAHTHl (AMUTPHUNTWINH, (IIYOKCETHH, MApOKCETHH, CEpPTPaIUH,
¢ryBOKCaMUH, TPa30JOH) MOTYT Ha3HAyaTbCs B COCTaBE KOMIUIEKCHOW TEpamuy NpH HATUYUU
COITyTCTBYIOLIMX SMOIMOHAIBHBIX W/WIKM COMAaTO(QOPMHBIX PACCTPOHCTB W XPOHHUYECKOW OO0IIH.
HecenexktuBnpie Oera-aapeHOOIOKaTOpHl (mporpanonon a0 160 mr/cyt) Moryt OBITh YMEPEHHO
3¢ (deKTHBHBI TAIMEHTaM C TPeMOpoM (B OCHOBHOM, dcceHmmanbHbiM). [Ipu JJODA-3aBucumoit

JUCTOHUN 3(1)(])6KTI/IBHI)I mnpenapartsl JIEBOAOIIbI, KOTOPBIC CICAYCT NPUHUMATDL ITIOCTOSAHHO.

Xupypzuueckue meno0vl ieyenusa BKIIOYAIOT TIIyO0oKyro ctuMyisiiuio mo3ra (DBS — Deep

Brain Stimulation, Heiipomoaynsiys), KoTopass TPHUILIA HA CMEHY CTEPEOTAKCHYCCKUM
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JECTPYKIHUSAM, a TaKkxkKe TeprupepruuecKre onepanin (epBUKaIbHYI0 PaIHKOTOMHIO, JEKOMIIPECCHIO
N00aBOYHOTO HEpBa, CENCKTHBHYIO JICHEPBAIlMI0O W PH30TOMHIO, MHOJKTOMHIO). [Iy0oKyro
CTUMYJISILIMIO MO3Ta MPOBOJIAT B CIIyYasiX CTOHKOM pe3UCTEHTHOCTH K OOTYJIMHOTEpanuu (OTCYTCTBHE
addekra or 5-6 mporeayp OOTYIMHOTEpaNMud B JOCTATOYHOW 1103€ M TPU IMPAaBHILHOM BBIOOpE
MBI JUTS UHBEKIHH, TOITBEPIKICHHOM 3JIEKTPOMUOTPAPHISCKAM HCCIICIOBAHUEM), a TaKXKe MPU
reHepaym3anuu auctonnu. llepudeprueckne omnepanuu WMEIOT OTpaHUYCHHOE MPUMEHEHHE.
JIOTIOJTHUTEIBHBIM METOJIOM JiedeHHus1 Oiedapocmazma sBISETCS omnepanus O0aedaporuiacTuKH ¢
HETbI0 yIalIeHNs] H30BITKOB KOXKH U MSATKHX TKaHEeW BEPXHETO BeKa, YTO yIy4dIIaeT IePeHOCHMOCTh U
PE3YIbTAThI 60Ty.HI/IHOTepaHI/II/I. v IIaITMEHTOB C FCMI/I(I)EILII/IaJ'IBHBIM criasMoM, €CJIM B OTHOJIOIMH
BBISBIICHA HEHPOBACKYJSIpHAsT KOMIIpeCCHsl KOpellka 7 HepBa, MPOBOAMTCS  OINEpaIys
HEHPOBACKYIISIPHOM ICKOMITPECCHUH.

Jpyue nenekapcmeennvle Memoosl U peaduiumayus

Y manuentoB ¢ OmedapocmazMoM  MOryT OBITh  3(PQPEKTHUBHBI  «PO30BBIC  OYKHY,
o0OpaboTaHHbIe crielUalIbHBIM pacTBOpoM. Ilpu nepBUKalbHONW ITUCTOHMM CIEAyeT NMPUMEHATH BCe
Bo3MOKHOCTH KuHesutTepanuu, JIOK, JIOK B OacceitHe, MTKuii pelakCHUpPYIOIIMNA Maccax,
KOMIUIEKCHl CEHCOPHOTO IepeoOydeHus, Ouosiormdeckor oOpatHoil cBs3u, VPT. ManyanbHas
Tepanust ¢ rpyObIMuH OOJNEBBIMM IpueMaMH He IokazaHa. [Ipu mmcuem cnasme 3¢p¢dexTuBeH
KOMIUIEKC peabMINTAIIMOHHHBIX MEPONPUATHHN, HANPaBICHHBIX HA W3MEHEHHE MOTOPHBIX HaBBIKOB
Bo Bpems mucbMma [lllaBmoBckas, OpnoBa, 2009]. BaxxHo momorare mamueHTaM NpPeooJIeBaTh

COLIMAJIBHYIO U30JIAIMIO (BKIIIOYEHHUE MAIMEHTOB B IPYIIIBI HOIEPKKHU, IICUXOTEpaIs).
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