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AHCTOHHH ~ KJIMHUYECKHU U FTeHEeTUYeCKH

reTeporeHHOe ABUTraTeJbHOEe PaCCTPOUCTBO,
XapaKTepHU3yIolleecsl TOBTOPSOIIUMHUCS
HaCUJIbCTBEHHBIMU MblIlIEYHbIMH COKpAlEHUSIMH,
OpaXkarwllMMU OJWH UJIH O0Jiee YYaCTKOB TeJa U
4acTO NPUBOASAIIMMU K pOPMHUPOBAHHUIO
aTOJIOTHUYECKHUX I103.

* TlocTypanbHOE PacCTPOMCTBO, XapAKTEPHU3YIOIIECECS HAPYLICHUSIMH O3Bl U

HAaCWJIbCTBEHHBIMU (Uallle BpalllaTeIbHBIMU ) IBUKEHUSMU B TOW WJIM MHOW YaCTH
tena (l'ony6es B.JI., 2013).

* [laTosorndeckue MbIIICUYHBIE COKPAIICHUS, POPMHUPYIOIIUE B PA3HBIX YACTAX TEa
MaTOJIOTHYECKHUE MO3bI, YaCTO accolMupoBaHHbIe ¢ TpeMopoM (Fahn S, 1998).

e I'pymma paccTpoHCTB, XapaKTepHU3YIOMIAsACs MaTOJIOTHUCCKIUMH IT03aMH H
HEKEIIaTeIbHBIMH MBIIIICYHBIMH CTIa3MaMH, KOTOPBIC MEIIAIOT IBUTaTeIbHOM
aktuBHocTH (Hallett M, 2006).






TepMHH «IUCTOHUSI» BIIEPBbIE PEIJIONKHUII
Hermann Oppenheim B 1911 r.

DNMUAEMHUOJIOTUA

PacripocTpaHEHHOCTh FE€HEPATN30BAHHON TUCTOHUY COCTaBIIAET 25 Ha 1 MIH.
HacesieHus cpeau eBpeeB U 0,3-3 Ha 1 MITH. HaceJIeHUs Cpeau MPEACTABUTEIICH
IPYTUX HAIMOHAIBHOCTEH.

PacnipocTpaneHHOCTh (DOKaJIbHBIX JUCTOHUH, IEOIOTUPYIOIIUX B 3PEIOM
Bo3pacte, B CIIIA cocransger 40 na 100 toIc. Hacenenus, B EBpone - 15-16 Ha
100 TBIC. HaceneHus, N3 HUX
IlepBUKaJIbHAS IUCTOHMS — 5,7,
onedapocnasm - 3,6,
nmucyu criasm - 1,4,

JapuHreaibHas 1uctonus — 0,67,
nmcTonusa koneynocreit — 0,21,
opomaHnoynsipHas — 0,09 va 100 ThIC. HACEIEHMUSI.

JKeHpHbI Npeo0J1a1atoT BO BCEX TPyMIIAX.



CoBpeMeHHas Ki1acCu(puKaus JUCTOHUM
corsiacHo pexomMenaamuamM EFNS-MDS
(EBpomnelickas deaepalyss HEBPOJIOTrHYeCKUX
oomiecTB 1 O01IecTBa JIBUraTeIbHBIX
Pacctpoiict)(2006) cTpoutcs Ha 3-X OCAX:

* OCh A - DTUOJIOTHUS,
* oCh B - Bo3pacT Havalia,

* och C - pacnpeneiieHue IMOPaKEeHHBIX 001acTe
Tella



Kiaaccndpukanusa IMCTOHUM COIVIACHO
pexkoMenaanuaM EFNS-MDS

0 3THOJ0ruu (och A)

e [ICPBUYHAA
® HACJICACTBECHHO-J/ICTCHEPATUBHASA
® BTOpUYHAS

® TUCTOHUSA-TIIIIOC

e IAPOKCU3MAJIbHAS

e ncesdooucmonus (Ionybes B.J1,Beiin A.M., 2002)



Ocob A -3THOJOrus

IlepBuuHag (MauonaTn4yeckas) AMCTOHUS — JUCTOHUS SBIISIETCA €AUHCTBEHHBIM
HEBPOJIOTUYECKUM IIPOSBIIEHUEM 3a00J1€BaHus (33 MCKIIOUEHUEM TPEMOPA U, HHOTIIA,
MHUOKJIOHHUH, KOTOPEIE HE MPOTUBOPEYAT JUATHO3Y IEPBUYHOMN JUCTOHUH), OTCYTCTBYIOT
1abopaTropHbIe ¥ HEMPOBU3YAIHM3ALMOHHEIE U3MEHEHMS], OTCYTCTBYIOT aHAMHECTUYECKHE
JIaHHBIE DK30T€HHBIX IPUYKH (MH(EKIHS, TPABMBI, TOKCUHEI U T. I1.), CIOCOOHBIX BBI3BATh
CHHJPOM JUCTOHHH, OTCYTCTBYIOT HACJIEACTBEHHEIE UK JIET€HEPATUBHEIE 3a00JIEBaHUS

ITepBuuHast TUCTOHMS TTOAPA3ACISIETCSA B CBOKO OUEPE/Ib HA

HACJICICTBEHHYIO
CIIOPaINUYECKyI0 (MIUOMaTHYECKYIO)

bonpmmHCTBO (hOpM NEPBUYHON AWCTOHUU SIBJISIOTCS CIOPATAYECKUMH, C HA4aJiOM B 3PEJIOM BO3PAaCTE;
npudéM OOJIBIIMHCTBO M3 HUX — (PoKajabHbIE MM cerMeHTapHble (OnedapocnasM, opoMaHIuOyIsIpHAs
JTUCTOHUS, CIIACTHUYECKas KPUBOIIES, CIAacTUYecKas IUC(OHUS, MUCUMK cra3M, TUCTOHHUs cTombl). K
NIEPBUYHON POpME OTHOCUTCS HACIIEICTBEHHAS TeHEPAIM30BaHHAS TOPCUOHHAS JUCTOHUSI.

Ilpu nepsuunvix ghopmax oucmonuu 6 20,106HOM M032¢ HE HAXOOAM
namomophonocuuecKux UIMeHeHUIl U CéA3bl8AI0Mm €€ NAMO2eHe3 C
HelpoXumMudecKumMu u HelupopuzuonopzuiecKkumu HapyueHuaIMu 6 0CHOBHOM HA
YpO8He CH1801060-NO0KOPKOBBIX 00PA308AHUIL.

JIMarno3 nepBUYHOM JUCTOHUM YCTAHABJIUBACTCH TOJbKO KIUHUYeCKH!!!



JInarHoCTHKA HACJICACTBEHHOU NMEPBUYHON TUCTOHUU
e Havano 001e3HM B IETCKOM HJIM HOAPOCTKOBOM BO3pacTe
e Hanuuue B ceMbe MOBTOPHBIX CIYYaeB, B T.4. TIOBTOPHBIX (pOpM

e [IlocTeneHHO pa3BUTHE THIIEPKUHE3a BHE CBS3U C KAKOW-JIMOO MPUYNHOU

e [losgBiICHME U3MEHEHUI TOHYCA U XapPaAKTEPHBIX TUIIEPKUHE30B B HOTE, PEKE
B PYKE, C MEINIEHHOUW T€HEPpATIU3allMe CUMIITOMOB

e OTCYTCTBHE NPU3HAKOB NOpaXeHUs MHBIX cucTteM [{THC
e OTcyTcTBHE 04aroBbix usMeHenuu npu KT u MPT

e J/[aHHBIC MOJIEKYJISIPHO T€HETUYECKOTO UCCIICAOBAHUS



Ochb A - 13THOJOrus

JAMCTOHUSA-TIIIIOC - TpyIna 3a00JIEBaHNM, B KOTOPOM JUCTOHUS SABJISCTCS
[JIABHBIM HEBPOJIOTUYECKUM CUMIITOMOM, HO COYETAETCA C IPYTUMU
JIBUTATEIIbHBIMUA PACCTPOUCTBAMMU; OTCYTCTBYIOT JIAHHBIE O
HENPOJETEHEPATUBHOM IIPOLIECCE.

Kak u INCPBUYHAA AUCTOHUA, TUCTOHUA-IIIIIOC UMCCT B CBOEH OCHOBE HCprOXHMH‘-IGCKHG HapyHICHUA
H HE CONPOBOAKAACTCH CTPYKTYVPHBIMU U3SMECHCHUSMHU B MO3I'€C. HO, CCJIM IICpBHUYHAs JTUCTOHUA

MPOSBIISIETCS «UUCTON» TUCTOHUEH, TO TUCTOHUS-TUTIOC KPOME JUCTOHUYECKOTO CUHPOMA BKJIIOUAET
BCEOs Apyrue HEBPOIOTHIECKUE CUHIPOMBI.

B 2pynny oucmonuu-niroc 6xooam :

- JO®A-uyBcTBUTENbHAS nuctonus (DYT-14),
- MUOKJIOHYC-TUCTOHHUSI

Jucmonus c napkunconuzmom (/10 DPA-uyecmeumenvnas OuCmoHus )BKIIOYACT B €0 HECKOIBKO
HaCJIEJICTBEHHBIX 3a00JIEBaHUM, CPeN KOTOPHIX OCHOBHOM (pOopMOIt siBIsIeTCs TaK Ha3bIBaemas Qogdha-
yyecmeumeibHas QUCMOoHUs, BKITFOUAIOIIas HECKOJIBKO OT/IEIbHBIX TeHeTHYecKuX BapuanToB (DYT5;

HEIOCTAaTOYHOCTh TUPO3HH THIPOKCUIIA3bl; HEIOCTATOUHOCTh OMONITEPHHA; AUCTOHMSI, YyBCTBUTEIbHAS K
aroHucTaM gopamMuHa).

Muoknonyc-0ucmonus Vi HACJIEICTBEHHAS TUCTOHHS C MOJTHUEHOCHBIMU MOAEPTUBAHUAMH (JIKEpKamu ),
YyBCTBUTEIIbHAS K aJIKOroJIt0. ['eH He kapTupoBaH. bone3ns Bnepsbie onucana C.H./{aBunenkoBsiM B 1926 roxy.



Purngnas, JJO®A-3apucuMasi 1ucTonus, 00je3Hb CeraBbl

(Hporpeccupymmaﬂ JUCTOHUS C BEIPAXKEHHBIMU (IIIOKTYaIUsIMUA B TEUCHUE JTHS )

Mymauyusn zena GTP noxanu3syercs:

1. Ha nnunaaom miiede 14 xpomocomel B lokyce 14q21 -22 - Hapymenue cunate3a ' TD-
LIUKIOTUAPOKCHIIa3bl-1 (AyTocomHoM-1oMuHaHTHBINA TUn DYTS)

2. Ha kopotkoM miede 11 xpomocomsi B jokyce 11p15 -
Hapymienue cunte3a TUpO3MHTUAPOKCcUaa3bl (AyTOCOMHOM-PEIIECCUBHBIN TH)

3.  Hapymenwne cunTe3a 6 — TUPYBOUATETPATUAPONTEPUHCHHTETA3EI
(AyTOCOMHO- pElIeCCUBHBIN THII)

IIposiBasieTcsi B~ JETCKOM  BO3pacTe€  CMEHSIOMMMUCS  (hOKaJbHBIMU
TACTOHUYECKUMHM CHHIPOMAaMHU. BBIPa)KE€HHOCTh JUCTOHUYECKUX SBICHUU
KOJICOJIETCSl B TEUCHHE IHS, HO UMEET TCHJCHILMIO K HapaCTaHWUIO C TOJaMU II0
Mepe MPOrpecCUpoBaHuUs 3a00JICBaHUSI.

D¢ PeKTUBHBI ITpenaparhl IEBOJIOMBI.



Ochb A - 13THOJOrus

HacjeacTBeHHO-/IereHepaATUBHAS IMCTOHUS -TUCTOHUS SABJISACTCA
CYILLIECTBEHHBIM CUMIITOMOM CPEIU APYTUX HEBPOJIOTUYECKUX MPOSABICHUMN
HACJIEICTBEHHO-AEICHEPATUBHOIO XapaKrepa

MHorue u3 3Tux HelpoaereHeparuii 00ycaoBICHbI TEHETUYECKUMU HAPYIIIEHUSIMU, HO HEKOTPBIE
3a00J1€BaHUsI UMEIOT HEM3BECTHYIO ATHOIOTHIO. [IpH 3TOM, TUCTOHUS MOKET BBICTYNAaTh B KAYECTBE
BEJIYIIETO MIPOSIBJICHUSI, HO OOBIYHO COYETAETCSI C IPYTUMH HEBPOJIOTHUECKUMHU CUHIPOMAaMH,
0COOEHHO C MaPKUHCOHU3MOM.

B epynny nacnedcmeenno-oecenepamusHbiX QUCHIOHUIL 8X00AM:

TUCTOHMS-TIAPKUHCOHU3M, CIeTIeHHbIE ¢ X-Xxpomocomoii (Lubag);
JTUCTOHUSA-TITAPKUHCOHU3M C OBICTPBIM HAdaioM;
IOBEHUJIbHBIN MAPKUHCOHU3M (MU HAJIMYUU JAUCTOHUH );
xopes [ eHTUHITOHA;

Mauvano-/I>x03eda 601e3Hb (BapHuaHT CIIMHO-IICPEOCIUIAPHBIX ACTCHEPAINHN );
oosie3ubp Bunscona-KonoBanosa;
oonesnsb ['amepBopaena-1linaria;
MPOTPECCUPYIOLINN HAABSAICPHBIN [TAPaAJInY;
KOPTUKO-0a3aabHas JereHepalus;

HEKOTOPBIE JIEHKOIUCTPODUH,

MeTabO0INYECKHUE HAPYIIICHUS U JIp.



Ochb A - 13THOJOrus

BTOQI/I‘IHaﬂ lCI/IMHTOMaTI/I‘IeCKaﬂi AUCTOHMUSA - JTUCTOHUA ABJISICTCA CUMIITOMOM

YCTAHOBJICHHOTO HEBPOJOTMYECKOT0 3a00JI€BAHUS U COMTPOBOXKIACTCS APYTUMU
HEBPOJIOTUYECKUMU HAPYLICHUSIMH, HAPUMED, TP (POKATLHOM MOPAKEHUU MO3Ta,
BO3JCHUCTBHS JIEKAPCTB WIIM XUMHAYECKUX COCTMHEHUIN

B 2pynny emopuunonu oucmonuu xoosam:

- IUCTOHUYECKHUE CHUHIPOMBI Ha (POHE OPTAaHMYECKOTO TOPAKSHUS MO3Ta
(omyxosu, TpaBMbI, UHPEKITNH U JIp.);

- JICKapCTBEHHBIC (B OCHOBHOM HEHPOJENTUYECKUE) TUCTOHUH.

* BropuuHas AUCTOHHWS BKJIIOYAET MIMPOKHM KPYyr 3a00jeBaHUM: y JIeTeH 3TO BO3HUKAET Ha (oHE
nepuHataibHoro nopaxenuss [THC (L), y B3pocibix - Kak pe3ysbTaT 3HIE(aIuTOB, YEPEIHO-
MO3TOBOM TpaBMbl, TAJIAMOTOMUH, LIEHTPAIBHOTO MOHTUHHOTO MUEJIMHOIN3a, aHTU(HOCPOTUTHUTHOTO
CUHIpPOMA, JIPYTHX COCYIUCTHIX 3a00JIeBaHMI MO3ra, OIyXOJeil MO03ra, pacCcessHHOTO CKJIEpo3a,
moOouHbIX 2(h(EKTOB HEKOTOPBIX IIpernaparoB (4amie Bcero JjeBojomna - off-muctonus mpu
MapKUHCOHU3ME ), HHTOKCHKAIIUU.



Ochb A - 3THOJIOrNA

11 APOKCU3MAIbHAA OUCMOHUSA_ - AUCTOHHSA B BUAC KOPOTKHUX IIIN3010B C
HOPMaJIbHBIM COCTOAHHUECM B IIPOMCIKYTKC MCKAY OIIN30JaMHU

3T PaCCTPOMCTBA KIACCUPUIMPYIOT KaK HJUOINATHYECKUE (YacTO CeMEHHBbIE, XOTs
BCTPEUAIOTCSl TAKXKE U CIIOPAAUYECKUE CIydyau) U CUMITOMAaTU4YECKUE BBHUIY OOJBILIOTO
KOJIMYECTBA IPUYMH.

OcHogHule hopmbl nApoOKCU3IMAaIbHOU QUCHOHUY B 3aBUCUMOCTH OT TPUTTEPHOTO
(akTopa:

- NAPOKCUIMANbHAS KUHe3uo2eHHas ouckunezus (11K/[) - aTaku BbI3bIBAIOTCS
BHE3AIMHBIM JIBHKCHUEM;

- NAPOKCUBMAIbHASL OUCMOHUS, 8bl38aHHaAs ynpadxchenusmu (T1[[BY) - npruduHOM
SBJISIFOTCS pa3JIMYHbIC YIIPA)KHEHM S, TAKUE KaK X0/1b0a WM MJIaBaHUE;

- napoxcusmManbras Hekunesueennas opma (IIHK/]) - mpoBokaropaMu
SBJISIFOTCS aJIKOT0JIb, Kod)e, yail u ap.



Ochb A - 13THOJOrus

IlceBI0ONMCTOHMS BKITIOYAET B C€0s1 KpyT 3a00J€BaHUM, KOTOPBIE MOTYT
HaIIOMUHATh TUCTOHUIO (Yallle BCEro B CBSI3M C HAIMYUEM MaTOJOTMYECKUX
1103), HO HE OTHOCSTCS K ICTUHHOU TUCTOHUU

* cunapom Canaudepa (00ycnoBiaeH racTpod3odaraaibHbIM peIOKCOM )
* cunapoM Mcaakca (cuaapoM «OpoHEHOCIIa» )

* HEKOTOpbIEC OPTOIECANYECKHUE U BEPTCOPOTCHHBIC 3a00JICBAHUS

* SOUICNTUYECKUE NPUTIAJIKU (PEIKO)

¢ IICUXOI'€CHHas JUCTOHHA

cunapom Canaudepa



Kaaccupukauus nucronnu corsiacHo pexomenaauuam EFNS-MDS no
Bo3pacTy HayaJja (och B)

panHee Ha4aJj0 (10 20-30 JeT)

O0OBIYHO THIIEPKUHE3 HAYUHAEMCA 8 Ho2ax C HapylleHueM xoJb0bl. B Teuenune 5-10 net
3a00JI€BaHNE TPOTPECCUPYET, MPUBOJASA B 34 ciydyaeB K (POPMHUPOBAHMIO TSKEION
Ir€HEPAIIM30BAaHHOW JIMCTOHU

Pes
equinovarus
(koconanocTb)

mo3aHee HayaJo (mocsie 30 Jj1er)
OOBIYHO T'MIICPKUHE3 HAYUHAEMCA C UEePBUKATILHOU, KpClHuaJZbHOI;Z MYCKyiamypbsl, 6€PXHUX

KOoHeyHocmel U mylosuuia; UMeeT TeHJICHINIO K (okanu3anuu u auib B 1/5 ciiyyaes
NEePEeXoIsAT B TeHEPATU30BAHHYIO POopMy

Uem pPaHbluie Oeﬁlomupvem OUCHOHUS, MEM BblULE eéepoammnocntb ee
cenepaiiuzauuu




Pes equinus («cTromna OanepuHbI»)




Kiaaccnpukamust AMCTOHUHR cOrIacHO pekoMeHnaamusiMm EFNS-MDS

10 pacnpe/iejJeHnI0 Nopa;keHHbIX o0aacrteii Teaa (och C)

Dokanvhas Oucmonua — 3TO TUCTOHUA B KaKOM-TMOO OJHOM 4acTu Tena: onedapocnasm,
OpOMaHIUOy/IsipHAs JNUCTOHMS (KpaHUalibHAash JUCTOHUSI), CHACTUYECKas KpHUBOIIES
(uepBUKaNbHAs AUCTOHUS), MHUCUMM crma3M (OpaxuanbHas JUCTOHHUA), CHACTHYECKas
aucdonus (apuHreasbHas IUCTOHUS ), TUCTOHUS CTOMBI (KpypasibHast JUCTOHUS).

Cecmenmapnasn oucmoHus — B JIByX PsJOM PaCHONOXKEHHBIX (CMEXKHBIX) 00NacTsIX Tena
(6nedapocnazm ¥ opomMaHAUOYIsipHAS JAUCTOHHUS, TOPTUKOJIMC M TOPCHUOHHBIN cCra3Mm
MBIIIII] TI71e4a).

Mynemugokanvnaa oucmonusn - HaOMONAIOTCA B JBYX M 0Oojiee 001acTix Teja, He
CMEXHBIX ApYyr Apyry (Hampumep, 6nedapocnasMm B JUCTOHUS CTOIBI, OpOMaHIUOYIIpHas
JAUCTOHUS M MMUCYMH CIIa3M | T. I1.).

I'emuoucmonusa - 6paxuanbHas U KpypajibHas TUCTOHMS Ha OJHOM MOJIOBUHE TeJa (peaKo
BOBJICKACTCS M OJHOMMCHHAs TMIOJOBMHA JiMIa). [eMUIuCTOHMS - BCeryia HMMeeT
CHUMITOMATHYECKYI)  TPHUPOIY W VKA3bIBAET HA  OPraHUYECKOC  TOPAXKECHUE
KOHTPANATEPAIbHOTO MOTYIIAPHUS.

I'enepanuzoeannan oOucmonus - B MBIIIAX TYJOBUINA, KOHEYHOCTEW W JUIA
(«TopcuoHHas» U «AeHOPMUPYIOIIAS MbIIIICYHAS JUCTOHUS ).



Kiaaccupukanus 1TMCTOHUH

110 pacupeae/IeHUIo 1o TeJay reHEepaAJIM30BaHHAS dokanbHast CermenTapHasi, TemMu-,
MyJIBTU(QOKATbHAS
ITo nfoMUHUPOBAHUIO ToHnueckas TUTIEPKUHETUYECKAs -
TOHHYECKOI0 UJIU
(pa3zuuecKoro KOMINOHEHTA
I1o oTHOIIEHUIO K JIMCTOHMS TTOKOS JIMCTOHMA NEUCTBUSA KHHE3UOCITeTU(UIECK
AefCTBUIO ast
I1o BpeMeHHbIM IMapOKCHU3MaJlbHas MOOHUJIbHAS (buKCcupoBaHHAs
XapPaKTePUCTUKAM
I1o Bo3pacty aedroTa JNETCKUI B3POCIIbII TTOYXKHUJION
ITo 3THONIOTUM [TepsuuHas BTOpUYHAs CBsi3aHHAas ¢ TPaBMOM
(nauomaruyueckas) (mcuxorenHas)

IHo peakuun L-DOPA

Hoda-3aBucumas

JHodha-He3aBucumas




OCHOBHBIE YePThI IMCTOHUM:

1) IToBbIlIeHHE TOHYCA B OT/ICIbHBIX MBIIIIAX

2) ®opMUpPOBaHHUE MATOJOTUUYECKUX
JTUCTOHUYECKUX 1103

3) JIMHAMUYHOCTb TEUCHUS

vIekmed.ru




B  ommuyne OT  AUArHOCTUKU  JIPYIUX  TUNEPKUHE30B
pacno3HaBaHUE  JUCTOHUM  TpeOyeT y4d€Ta HE  TOJIBKO
JIIBUTaTE€JIbHOIO PUCYHKA TUIIEPKUHE3a, HO W TIIATEIHLHOIO
aHaJIn3a €ro JMHaAMUYHOCTH.

JIBUraTenbHbI PUCYHOK JTUCTOHMH B OTJACIBHBIX PErMOHAX Tella
MOXET OBITb  HACTOJIBKO  pa3HbIM, MNOJUMOP(HBIM WU
HETUIIMYHBIM, UTO PEIIAONIee 3HAYCHUE B JIMArHOCTUKE TUCTOHUU
yacTo ImpuoOperaeT aHanu3 €€ QJuHamuunocmu (TO €CTh
CIIOCOOHOCTH K TpaHC(OpMaIliH, YCUJICHHUIO, OCIAa0JCHUIO WU
IPEKPAICHUIO TUNEPKUHE3a II0J, BIUSHHUEM  Pa3IdYHbBIX
9K30I€HHBIX WJIM YHJOTCHHBIX BIUSHUMN ).




Jlunamuunocmov meuenHuss OUCmMoOHUU

¢ 3aBHUCUMOCTE OT BU/a ABUKEHUS

e 3aBICUMOCTD OT MO3bI

e DEHOMEH CYTOYHBIX (PIIOKTYaLuN

¢ 3aBICUMOCTE OT YMOIIMOHAJIILHOT'O COCTOSIHUS
e DEHOMEH KOPPUTUPYIOIIHNX KECTOB

e DeHOMEH MapagoKCaIbHBIX KHHE3UN

e OeHOMEH MHBEPCHUH U POTALIUH

e BO3MOXXHBIN KyIUPYIOIIUK 3P PEKT aJIKOT0JIsI 1 HEKOTOPBIX JPYTHUX

HAPKOTHYCCKHNX BCIICCTB






Kiaaccupukanusa GoxajabHbIX JUCTOHUMN

* KpanunanbHasi TUCTOHUS:

- Omedapocmasm,

- OKYyJIOTHpHAas TUCTOHUS,

- TMCTOHUYECKUU TPU3M,

- opomMaHIuOyIsIpHAs TUCTOHHS,

- JTACTOHHUYECKHUM CITa3M KPYTOBOW MBIIIIBI PTA.

* AKcHAJbHAS IUCTOHUA:

- JapuHTeanbHas JUCTOHMS (cracThyeckas auc(onwms),

- (bapunreanpHas AuCTOHUS (cracTuueckas aucdarusi),

- IEepBUKAJIbHAS TUCTOHUS (CracTUUECKas KPHUBOIIEs),

- IMCTOHUS MBIIII pa3rudaTesei CiuHbI (TUCTOHNYECKHMI
TUIIEPIIOP/I03, «I103a MaBIMHAY ),

- TUCTOHHUYECKHUI CKOJIHNO3,

- TMCTOHMYECKUH CI1a3M MBIIII OPIOITHOTO Tpecca(«TaHel JKHBOTay ),

- IMCTOHMYECKHUM CIa3M MBIIII] TA30BOIO Mosica (TOPTHUIIETBBHUC).

* JIMCTOHUS KOHEYHOCTEH :
- OpaxuwanbpHas AUCTOHUSA (B pyKax)

- KpypaJibHasi TUCTOHUSA (B HOTax)




XapakTepHble AUCTOHMNYeCcKMe no3sbl U cuHapomsbl (no O.P. OpnoBou, 1998)

Oo6JaacThb TeJ1a

JInto

[les

Tynosumie

[IpokcuManbHbIE OTAEIBI
KOHEYHOCTEM

JlucTanbHbIC OTAEIIBI
KOHEUYHOCTEH

JIucronnyeckas mos3a
3akMypHBaHUE I71a3

OTBezieHNE TIA3HBIX S0JIOK BBEPX U B APYTHUX
HaIIpaBJICHUAX

OxpbIBaHUE UM UICKPUBJIEHUE PTa, PUMAaca YJIbIOKH,

HCKPUBJICHUE TYO0, 1ICK, S3bIKa

C:xuMaHue 4earocTei

[ToBOPOT TOIOBBI B CTOPOHY, HAKJIOH €€ K TUIeYy,
BIIEpE/I, Ha3a/

Hckpusienue B CTOpOHY

[lepepasrubanue Hazan

Haxuion Briepen
Hanpsixenue, nepexaimBaHue MbIIIIL] )KUBOTA

[Iponanus reda, npeariedbs, Oeapa ¢ 3aBeICHUEM
KOHEUYHOCTH Ha3al

Crubanue B 3aII5ICTHE C BRITATHBAaHUEM IMaJablcB

[TnanTapHOE cruOaHue CTOIBI C THIILHBIM CTHOAHUEM
0O0JIBIIIOrO IaabIlla

JAMCTOHUYECKUHA CHHAPOM
bnedapocnazm

OKynorupHslii cram

OpomanuOynsipHas
JTUCTOHUS

Tpuzm

TopTtukosnuc narepo-,
aHTe-, PETPOKOJLITUC

CxoJ1o3, TOpTUIEIBLBUC

['unepnopnos
(mo3a «maBIMHAN)

I1o3a «mmokioHa»
«Taner ;)xuBoTa»

TopcunHHBIN CIIazM

Atetonpg

«Crona OanepuHbI»



HepBI/IKaJII)HaH JAUACTOHMHI. CnacTrnueckas KPHUBOIIIECH

Dt10 dhopma GOKaITBHON TUCTOHHH, IIPOSIBIISFOIIASCS MATOJIOTHUECCKUM TI0JIOKEHUEM TOJIOBBI 1
HACJIWJIbCTBEHHBIMHU JIBHXKCHHUSIMU B MBIIIIAX II€U. B pe3ynpTare COKpaIieHus: MBIIII TOJI0BA B TCUCHUE
HECKOJIBKHMX CEKYH/I COBEPIIIACT MeJICHHOE, (HOPCUPOBAHHOE, MyUUTEIBHOE JJIs1 00JIBHOTO BpaliaTeibHOE
JIBUYKCHUE B OMPEACICHHYIO CTOPOHY C OJHOBPEMEHHBIM HAKIIOHOM B TY K€ WJIU APYTYIO CTOPOHY. B
JBUKCHUH MPEUMYIIECTBEHHO MPUHUMAIOT YYACTHE TPYIMHO-KITIOUNYHO-COCIICBUAIHAS MBIIIIA U BEPXHUE
OTAEJIbI TPANECIUEBUIHON MBIIILBI, HO APYTUE MBIIIIHI 3aThUIKA U IIEU TAKXKE MOTYT BOBJICKATHCSA B
MIPOLIECC C PA3IMYHON HHTEHCUBHOCTBIO.

Rotational Retrocollis

1?4

Laterocollis Anterocollis




IepBuKkajabHasa IucTOHUA. CnacTu4eckast

KPHUBOIIIEsA




HepBI/IKaJII)HaH JUACTOHUA. Cnacrnueckas KPHUBOIICSH




JAundpdepeHuaNbHbIA TUATHO3 TOPTHKOJIMCA TIPOBOIAT C
NCUXO2EHHbIMU 2UNEPKUHE3AMU, MUKAMU, NPU PUKCUPOBAHHOU (hopme
Kpusouieu ¢ opyeumu 3a001e6anHusiMu, CHOCOOHbIMU 8b138aNMb CIMOUKYIO
NAmMo02UYeCcKyr0 YCmMaHo6KY 20/108bl:

* BPOXKJICHHBIE AHOMAJIMH IIEWHBIX ITO3BOHKOB,;
* BPOXKJCHHBIN (hHOPO3 IPyAMHO-KIHOYNYHO-COCUEBUIHON MBIIIIIIHI;

* KOMIICHCATOPHAS YCTAHOBKA IOJIOBBI C HAKIIOHOM B 3JJ0POBYIO CTOPOHY IIPH
nopake€HUU OJIOKOBOTO HEPBA;

¢ HAKJIOH I'OJIOBHI ITPU CUPHUHI'OMUCIINH UJIN BBICOKOM CITMHAJIBHOU OIIYXOJIH,

¢ OCTpas KPpUBOLICA IIPH 11ATOJIOT'MH IICMHBIX MEKITO3BOHOYHBIX AU CKOB



IIncuun cmasm

JlanHas Gopma JIOKaJIbHOM IUCTOHNU
TOSIBJISIETCS TOILKO BO BpEMs ITUCHEMa, B
Jdydasix - Ipu paboTe Ha

CTH OOJIBIIIMHCTBO OOJIBHBIX
r'OTH, OyXTajiTephl,




baedapocnazm

3aboneBaroT MPEUMYIIECTBEHHO JINIIA
TIO’KUAJIOTO BO3PACTA, Yallle >KCHIIUHBI,
OCHOBHOE TPOSIBIICHUE - TIOBTOPSIOIITHECS
OTHOCHUTEIIBHO YaCThIE U JTTUTSIIHHBIC
CYIOPOXKHBIE COKPAIICHUSI KPYTOBOW MBIIIIIIHI
rna3za. [lepron, Bo Bpemst KOTOPOTO Tias3a
OCTAIOTCS 3aKPBITHIMHA, MOXKET OBITh
pazTuYHBIM. B 3TO BpeMs alueHThl TEPSIOT
3pEHNE U CTAaHOBSTCS O€CITOMOIITHBIMHU
(@pynkuuonanvnasa chenoma). Hekoropoie
00JIbHBIC OKA3BIBAIOTCS HE B COCTOSTHUU
Pa30MKHYTh BEKH M OTKPBITH I71a3a B
OTCYTCTBHE CITa3Ma KPYTOBOW MBIIIIIIHI T1a3a.
JanHast popma 0003HaAYAECTCS KAK anpaxcusi
OMKPBIBAHUSL 21143

HuddepeHunanbHbii 1UarHo3 NPOBOIST C
MHACTECHHEH, TaK KaK CAaMOM 4YaCcTOM
JIMATHOCTUYECKOU OIIUOKOU SABIIAETCS
HEBEpHas TPAKTOBKA JKajo0 Ha «OMyCKaHUE
BCK»

baedapocnazm



OpovanauOyIsipHasi AMCTOHUSA - TUIIEPKUHE3,
BOBJIGKaIOH_II/Iﬁ KECBATCJIBbHBIC MBIIIIIBI C
(GhopCcHUpPOBaHHBIM OTKPHIBAHUEM WUJIA 3aKPHIBAHUEM
pTa, ryosl, S3bIK.

BapuaHTsbi:

1) crma3m MbIIIII, 3aKPHIBAIOIINX POT M CKUMAFOIITUX
YEIFOCTH (JUCTOHUYECKUMA TPU3M);

2) cria3m MBI, OTKPBIBAIOIINX POT (KJIaCCHYEeCKUIH
BapuaHT, cunopom bpeiicens)

3) NOCTOSIHHBIN TPU3M C OOKOBBIMU
TOJTYKOOOPa3HBIMU JBUKEHUSIMU HIDKHEHN YETTIOCTH,
OpyKCHU3MOM U TUNIEPTPOdUEH KeBATEITHHBIX MBIIIIII,

KombOunaius 6nedapocnasma ¢ opoMaHIu0yIsipHON
JUCTOHUEHN U3BECTEH Kak cunopom Meitica.

B GonbpmmHCTBE CJIy4acB BOBHUKACT Yy ITOKUJIBIX.

JuddepeHnnaibHbIi 1HarHo3 MPOBOJISAT C
KHBATEJIBIION cyoporoi (spasmus nutans). Y
MJIaJCHIIEB JUCTOHMYECKAsT YCTaHOBKA TOJIOBBI
MOJKET OBITh CBSI3aHA C JKEIyJOYHO-TTUIICBOTHBIM
pedmrokcoM (cuaapom Canaudepa).

Cunapom bpeiiress



IIutep bpenrens, «3eBaka»




TopcvoHHAast IMCTOHMA (n1ar. torsio, torsionis BpalieHue, CKpyYnBaHHUE;

rped. dys- + tomos HanpsbKeHHE) — XPOHUUECKOE ITPOrPECCUPYIOIee
3a00JIeBaHKE, B OCHOBE KOTOPOTO JICKUT MOPAKEHHUE IKCTPATUPAMHUIHON
CHUCTEMBI.

Qoba3amenbHO 8081eUCHUE MBI TUUA, MY106UULA, KOHEYHOCHEIL.

XapaktepHoii 0coOeHHOCThIO TJ[ sBIAETCS MEHSIONIEECss, HEPABHOMEPHOE
paclpeneseHue  MBIIIEYHOTO  TOHYCa B OTACNBHBIX  YacTAX  Tela,
COMPOBOK/IAIOIIEECS CBOCOOPA3ZHBIMU TUIIEPKUHE3AMH, YaCTO C BpallaTEIbHBIMU

JABUKCHUAMMU.

Cuuraercs, yTo (popMbl NEPBUYHON TOPCUOHHOW JUCTOHUU U
«TACTOHUU-TUTIOC» B OOJIBIIIMHCTBE CTy4aeB UMEIOT
T€HETUYECKYIO TPUUKNHY. Ha cerogusimuni 1eHb KaK MUHUMYM
16 pa3IMYHBIX TUIIOB JUCTOHUU MOTYT OBITh

mudpepeHIupoBaHbl TECHETUYECKH, U 3TH (POPMBbI 0003HAYAOTCSI
kak DYT 1-15.




HOCﬂeﬂOBaTeﬂbele (1)3351 TOpCHOHHOﬁ AUCTOHHUH



B Hatre BpeMsi BBIJICIICHBI 6 61006 nepeuiHbIX HOPCUOHHIX OUCHOHULL:

- muctonust Onnenreiima (DYT-1) (Bressmann S.B. et al., 2000),

- muctonusi ¢ panauuM Hadaiaom (DYT-2) (Khan N.L. et al,, 2003),

- «auctonus menota» (DYT-4) (Parker N., 1985),

- KpanuouepBukaabHas guctoHus (DYT-6) (Almasy L. et al., 1997),
- cemeiinbii TopTukoiuMc (DYT-7) (Leube B. et al,, 1996),

- iepBUKOKpannooOpaxuanbHas auctonus (DYT-13) (Bentivoglio A.R. et al,, 2004)



dopmbl T/1

e Puzuonasn ¢popma, xapaxrepusyromyrCcs
MOBBILICHUEM MBIIIICYHOTO TOHYCA (pUTHAHOCTBIO) C
pa3BUTHEM (DUMKCHUPOBAHHBIX NATOJIOTHUECKUX 103,
yale B HOrax, MHOIaa B pyKax, IIee, TYJOBUILIE.

o /lucmonuuecku -2unepkunemuyeckasn popma c
BBIPAKCHHBIM JIOKAILHBIMH HJIN T€HEPATN30BaHHBIMU
AUCTOHNYCCKUMU TUIICPKUHE3aMHU.

Mapkosa E. /1. 1972



[NCTOHUYECKU-TUNEPKNUHETUYECcKaa dopma

[oda — He3aBUCMMaa AUCTOHUSA

Top3noHHasa anuctoHmsa OnneHremma

MyTanuud JIoOKaJau3yeTcs
Ha gjyiMHHOM njieyve
9 XxpoMocoMBI B JIOKyce 9932-34
Jlenenua tpex HykJeoTugoB GAG
[IlpoayKT reHa - 6eJ10K TOPCUH A

- AyTOCOMHO- IOMHUHAHTHBIU TUII

chromosome 9

24

23
2

21

13
12

12
13
211

93__|

16.9

9.1
7.1

148

NS

139

1.1

10.0

204

213

72

152

D9S288
D9S286

D9S157
D9S171

== D95161

D9S273
D9S175

D9S167

D9S283
D9S287

D9S279

D9S290
<D
D9S164 T

D9S158



TopcuoHHasi ducmoHusi OnneHzetima (DYT-1) Hacnegyetcsa no
ayTOCOMHO-AOMMWHAHTHOMY npuHUuny ¢ neHeTtpaHTHocTbio A0 30%. B 94%
cnydyaeB cumMmnTomaTtmka gebrotupyer ¢ kKoHeyHocten (Bressmann S.B.et al.,
1994). B Oonee 2/3 cny4aeB OTMeYyalT [MpoOrpeccMpoBaHne B
reHepasiM3oBaHHYy Unn MyrnsTUdOKarbHY ANCTOHUIO, XOTA Y 1/3 naumMeHToB
OHa ocTaeTcsl (pokanbHOW WM CEerMeHTapHoW, OOblMHO B BUAE MNUCYEro
cnasma wunu OumbpaxmanbHon guctoHun (Bressmann S.B. et al., 2000).
[MporpeccupoBaHMe OObLIMHO OTMeYalT B npedgenax 5 ner ¢ Havana
3aboneBaHus, HO MOryT oTMe4vaTb 1 B bonee no3gHun nepuog (Edwards M. et
al., 2003).

JledeHne manoadoekTUBHO.




JuddepeHmuaabHas TMATHOCTHKA TOPCUOHHOM
TUCTOHUM

1) C TOpCMOHHO-AUCTOHNYECKUMHU CUHPOMAaMH, SIBISIOLIIMMHUCS
IPOSIBICHUSIMU JPYTUX HACIEACTBEHHBIX OOJIC3HE:

e bone3snpro KonoBanoBa BriibcoHa

e bosie3nnto ['anepBopacHa - lllnarmna

e bosiezur Dapa

e AKMHETHUKO-PUTHIHOMN (hopMOi1 O0sie3HU [ eHTUHITOHA

2) Co BTOpUYHBIMU CUMIITOMATHYECKUMH, SK30T€HHO
00yCHOBJIEHHBIMU TOPCUOHHO-AUCTOHUYECKUMU CUHIPOMAMU:

e FOBeHMIIbHAS (hopMa TAPKUHCOHU3MA
e ['unepkunetnueckas popma JIIIIT

3) C nCUXOTreHHBIMH TUIIEPKUHE3aMU



1) C mopcuorHo-0ucmoHuyecKUMU CUHOPOMAMU, ABTIAIOWUMUCS NPOABTEHUAMU OPY2UX
HAC1e0CMBEHHbIX DONe3Hel:

C oone3Hblo KoHoBanoBa-BunbcoHa

* TemaronepeOpanbHas TUCTpodHs, B OCHOBE KOTOPOH JISKUT HAPYIICHUH METa00IM3Ma MEIH,
BCJIEJICTBUE TeHETHYECKOro Jedekra (Ha 13 xpoMocome), MPUBOAIIETO K HECOCTOATEIHHOCTH
benxa yeppyroniazmutd, OTBETCTBEHHOTO 3a BBIBEACHUE MM U3 OPTaHU3Ma, C TIOCIICIYIOIIEM
HAKOIIJICHHEM €€ B 001aCTH 0a3aJIbHBIX sIep

* bonee ObicTpoe mporpeccupoBaHme

*  CHMXEHHE UHTEIUICKTA, HOPAKEHUE IICUXUKHU

*  MoeT OCIOKHATHCS MUPAMUIHBIMU MTAPE3aMu U SMUIECNTUPOPMHBIMU TPUTIATKAMHU
* lleyeHOYHBIE CHMIITOMBI

Hapymienne metabonu3zma Meu:

e ['unouepynomrazmuaemus Huxe 20 mr Ha 100 mn
o [ unokynpemus Hrxe 80 mxr Ha 100 mn

e ['unepkynpypust 6onee 100 MKT B CyTKH.

e Koo Katizepa- ®@neiimepa

e XapakrepHble n3aMeHeHust Ha MPT

'I[aHHI)Ie IFCHCTHYCCKOI'O TCCTUPOBAHUA




C 0oae3nb10 I'asiepBopaena-IInarna

ITO HACJEACTBCHHOE JlereHepaTUBHOE 3200/ 1eBAHUE HEPBHOU CUCTEMBI,
CBSI3AHHOE ¢ HAKOIJICHUEM KeJjie3a B 0a3a/IbHbIX FAHIVIMAX U3-32
reHeTu4eckoro aegexra Ha 20 xpomocome, NPUBOAAICTIO K CHUKECHU IO
CUHTE3 pepMEHTA MAHTOTEHATKMUHA3BI, YTO CONPOBOKIACTCH
U30bITOYHBIM HAKOIVICHHEM HMCTEUHA B 023aJIbHBIX FAHIVIMAX,
KOTOPbIA B CBOIO 04Yepelb, CBA3LIBACT HOHBI kKejie3a, popMupys
YCTOMYHUBbIE KOMILJIEKCHI.

IIpu3naku nopaxenus apyrux ctpykryp LIHC (mupamugnas
CUMIITOMATHKa, CH)KCHUE HHTEJIJICKTA, HAPYIICHUE TICUXUKH )

PaccTpoucTBO 3peHMs M3-3a IIMTMEHTHOTO PETUHUTA

Yaire BOBIEKAIOTCA B HATOJOTHYECKUU IIPOLIECC MBIIIIBI JIUIIA,
IJIOTKH, TOPTAHU

XapakrtepHbie u3menenus Ha MPT- «rmazom turpa»



MPT, T2-B3BELUEHHbIN PEXUM

MPT, xapakTepHasa g4 MPT, xapakTepHasa g4
boJsieanu KoHoBaJioBa- boJsiesHu ["annepBopjeHa-
BusibcoHa HInarua

HopmanbHad kaptuna MPT,
xapakTtepHad aJa T/]



C 0oae3nb10 Papa

Peaxkoe HelpoaereHepaTuBHOe 3200/1€BaHHE, CBA3AHHOE C HEATEPOCKIJIEPOTHYECKUM
00BbI3BECTBJICHHEM KOPBI MOJYIIAPUH, 0232JIbHbIX FAHIVIMEB U 3y0UaThIX saAep
MO3KeYKa, BCJIEACTBHE OTJIOKEHUS COJIeH KAaJbIUA B CTCHKAX MEJIKUX apTepui U
apTepHoOJI B BeNIECTBO I'0JIOBHOI0 MO3Ia, HEU3BECTHOM 3THOJIOTUH. [ TaBHBIM
MATOreHeTUYECKMUM MEXaHU3MOM AABJISICTCSH HApYUIeHHe Kajabuuid-¢pochopHoro
oOMeHa.

° HGBpOHOFH‘ICCKI/IMH CUMIITOMAaMM ABJISIOTCA HE TOJIBKO PA3HOI'O poaa SKCTPAIIMPAMUIHBIC
HapyIICHU:A, HO U ITIMpaMUIHAA CUMIITOMATHUKA, HAPYINICHUA 9YBCTBUTCIIbHOCTH, ITIPU3HAKHU
IMOPAKCHUA MO3KCHIKA,

ONWIENTUYECKUE TPUCTYIIbI, IEMEHITHAS.



C AKMHETHKO-PUTUIHOH (popMoOU 00JIe3HHU
I'enTunrrona (popmoii Becrdasn)

bosie3nb [ eHTMHITOHA - reHeTH4YeCKOe 3200/1IeBaHNEe HEPBHOM

CHCTEMBI, XapaKTepu3ylouieecs MocTeneHHbIM HA4aJI0M 00bIYH(
B Bo3pacte 30-50 jieT U coueTaHueM NMPOrpecCHPYIOLIEro
XOpen4eCKOro rurepKkuHe3a M NCUXMIYECKUX PacCTPOMCTB.

Hacnenyercst mo ayTocOMHON-TOMUHAHTHOMY THITY.

BceneacrBre reHETUHYECKOM MyTaIMK B BUJIE KO
TPUHYKJICOTUIHBIX TTOBTOPOB LIAI" B Ki1eTkax oOpa3yroTcs
HEMPOTOKCUYHBIC HEPACTBOPUMBIE arperaThl U3 0ejika TeHTUHITHHA,
BIOCJICJICTBUE MPOUCXOIUT aTPOUs MOJAKOPKOBBIX SJEP U KOPBI
OOJIBIIINX MOTYIIapUH.

ITonnas INCHCTPAHTHOCTL AyTOCOMHO-JOMWHAHTHOI'O I'CHA
Panee pa3BUTUC ACMCHINH, HAPYIICHUC IICUXHUKHU

BI)ICTpOC HapaCTaHHUC MO3KEUKOBOM dTaKCHH, HHpaMI/II[HOﬁ
CUMIITOMATHUKH,; SITHIICIITHYCCKHUC ITPUITIAAKU

I[I/IaI‘HOCTI/IIIGCKa}I Harpy3kKa HCBOI[OHOﬁ - YBCIINYCHHUC CTCIICHU
TMIICPKUHE30B




2) Co BTOPUYHBIMU CUMIITOMATHYCCKUMH, SK30I'CHHO O6YCJIOBH€HHBIMI/I TOPCHUOHHO-
AUCTOHNYCCKUMHU CUHAPOMAMU
C JluckuneTnveckoii (runepkuHernveckoii) popmoint JIII

SIBJISIETCH CJICACTBHEM NEPEHECEHHON NreMOJUTHYECKOU 00J1e3HU HOBOPOK/ICHHbIX,
KOTOpas ABJIAETCHA IPUYUHON BOSHMKHOBeHHd status marmotus BcJieacreue
AeCTBUA HENPAMOI0 OUIMPYOMHA M TUIIOKCUM

I'eMonuTHueckas 001€3Hb HOBOPOXKICHHBIX B aHAMHE3€
Hannure nupaMuIHBIX Mape30B

HekoTopoe cHM)KEHME NHTEIIEKTA

Status marmotus o gauasiM MPT




C 10BeHWJIbHBbIM NAPKUHCOHU3MOM

oco0as HacJIeACTBEeHHAst pOopMAa MEPBUYHOIO MAPKUHCOHU3MA, KOTOPasi
HACJIeAYeTCH M0 AYTOCOMHO - PEleCCUBHOMY THIY U CBA3aHA C
reHeTHYECKON MyTalueil, OTBETCTBCHHOM 32 HAPYICHUE CUHTE3a
0eJika MapKUHA.

JIOBOJILHO YETKO OOHApYKUBAETCs runonepdys3us 001acTu 0a3aabHbIX
TaHTJIAECB.

[Tprn O®IKT oTMe4eHO CHUKEHUE JBYCTOPOHHEW aKTUBHOCTH B 00JIACTH
Oa3aJbHBIX TAHTJINEB



3) C ncuxoreHHbIMU TUIIEPKUHE3aMU
Oprannqecxaﬂ A IICUXOI'CHHAA

AMCTOHUS
* OpeaHuueckasi OUCMOHUS,

* [lcuxoeennas oucmonus y OOabHOU

c cunopomom Mrwouxayzena



O61iee B UCTEPHUU U JUCTOHUU

Hanuune B KITMHUYECKOW KapTUHE (PEHOMEHOJIOTHYECKHU
CXOJHBIX CUMITOMOB (3KBHHO-BapyCHas CTOIIA, CXKAaThIM KyJIaK 1

T.1.)
JIMHAMUYHOCTh CUMIITOMOB (BO BPEMEHH, JIaT€paTn3ally,

MUTpAIMH 110 TeJy, BIUsSHUE (DAKTOPOB BHEIITHEHW CPEIbI,
XapakTep JeSATEILHOCTH U ITpoYee)

Hanuune CrioHTaHHBIX peMUCCHM, 3(P(EKT rMITHO3a, BHYIICHUS

OIHOBPEMEHHOE BKIKOYEHUE arOHUCTOB U AaHTArOHUCTOB B
JIBUTATEJILHBIN aKT

3HAaYUMOCTh (DM3UUYECKOM TpaBMbI 115 Jc0r0Ta 3a00JI€BaHUS
OTCYyTCTBHE OIPEACIIECMBIX OpraHndeCcKuX n3MeHeHn B [ITHC



Oo6wmn anroputm guddhepeHunanbHOro
AVNarHo3a rncUuxoreHHbIX rMnepKkuHe3oB

basuncHble AnarHoctnyeckme hakTopbl

 [IBUratenbHbI PUCYHOK
* [InHammnkKa runepknHesa
* CnHapomanbHOe OKpYXXeHune
* TeyeHune 3aboneBaHmns
(B.J1. Tony6es, 1982)



[ Ipr3HaKHU IICUXOT€HHOU TUCTOHUH

BripakeHHbIC 001
POUKCUPOBAHHAS IUCTOHUYECKASA 11032

cDyHKHI/IOHaHBHO-HCBpO.HOI‘I/I‘IeCI(I/IG CHUMIITOMEI, B
TOM YUCJIC U IBUT'ATCIIBHBIC

Het Kopperupyrommx »XeCcToB
Peak1iusg Ha oTBJIeUeHUE U BHUMAHUE

YcronuuBeii 3 (EKT HA M1a1e00, BHYLICHUE U
IICUXOTEPAITHIO

BripaxkeHHbIE (PIyKTyalluH TSHKECTH 00JIE3HU
OtcyrcTBHE d3(PdekTa OT Tepanuu 0OTYIOTOKCHHOM



IIpn3HaKy NCUXOre€HHONU JUCTOHUHA
(mponoinkeHue)

Monoaon Bo3pact

J1eOroT mociie HeOOoIbIION TPaBMBbI MIIH OTIEpAIIUU
OcTpoe HavaJio U OBICTPOE MPOrPECCUPOBAHUE
J1eOroT yale ¢ HoTu

IIcuxonorndyeckuii crpecc mepen a1e0TomM
[IpenmecrtByromue paccTporucTBa COMATU3AINA
PyO1161 11 ipyryue Npu3HaKU CaMOIIOBPEKICHUN

[Icuxonarosorus — Ienpeccus, TpeBOra u JM4YHOCTHBIE
paccTpoucCTBa

AHaMHe3 HaCWUJIUS B JIETCTBE

BTopuuHas BeIrojia, KOMIEHCALIMU U CYACOHO-IIPABOBbIC
IpOOJIEMBL.



JIMCTOHMSA ¥ IICUXONATOJIOTUYECCKUE
CUHJIPOMBI

«llarmeHTrI ¢ ICUXOT€HHOU TUCTOHUEH C
HEBPOJIOTUYECKOM TOUKH 3PECHUS IIPEACTABISIOT
cO00M CMECh KOHBEPCHUOHHBIX, COMAaTO()OPMHEIX,
apTU(PUIMAIBHBIX PACCTPONCTB U CUMYJISLIAM.»

A. Schrag, 2006



I IcuxoreHHas TMCTOHUA B pyKax

» CxaTbIX Kyna

* CKpy4Y€eHHbIE, COrHyTble narnblLk z
'

» CxkaTad pyKV |




I Icuxorensas nMCTOHUS B CTOIIAX

* DKBHHO-BAPYyCHAs YCTAHOBKA




OO01uee 1 pa3jin4yHoOeE B [IATOreHe3e OPraHNnYeCcKoOMu U
MCUXOT€HHOM JMCTOHUH

OpraHun4yeckas [lcnxoreHHas

ANCTOHUA \ / ANCTOHUA
l aKTUBHOCTb l

CeHco-MOTOpHas TOPMO3HbIX CUCTEM
HopmanbHas

Ae3nHTerpayms
MOTOpPHAas

CEHCO-

aKTUBHOCTb B NpaBoU

UHTErpaun4d

1 aKTUBHOCTb !
aKTUBHOCTb

nepBMYHON MOTOPHOMW,
nepBUYHOM



IIpuHIHUNbI JICYeHUsI JUCTOHUH

* 1) CucremHas u MecTHas (papMakoTepaIms
* 2) XUpPypruuecKoe JICUCHUE

* 3) ®uU3NYECKHUE METObI 1 METObI
OBEICHYCCKOM MOAU(PUKALIMN, OOpaTHAas
CBSI3b U JIpyTrue ahphepeHTHHIC
pEJIaKCAIIMOHHBIE BO3ACHUCTBHUA



KoncepBarusHoe nedenne Purungnoi (oda-3aBucumoii) T]1
XapaKTePU3yINyCcsi pUTHIHOCTHIO ¢ PAa3BUTHEM
(PMKCHMPOBAHHBIX MATOJOTMYECKHX 1103

Huskue nosel JleBoaona :

1) 1,0-1,5 r uncroii 1eBOAOIIBI

2) 125-250 mr neBogonbl B coueTaHuu Kapougonoi = 1/2 - 1 tabnerka
Hakoma

3) KomOuHanus JIeBoomnsl

* ¢ aroHUcCTamu A0(PaMUHOBBIX PELENTOPOB (OPOMOKPUIITUHOM, IPAMUKCAIOM)
* cunruouropamu MAO B (cesnernHom, FOMEKCOM )



KoncepBaruBHoe jeduenue 'unepkunernueckon (Jloda-nezaBucumoii) T/
C JIOKAJIbHBIMM WJIH FeHEPAJTU30BAHHBIMHU AUCTOHNYECKMMHU T'HINIePKUHE3AMHU

IToka3aHbl

e XOJIMHOJIUTUKU

e beH30/1Ma3eNMHBI

e AHTHKOHBYJIbCAHTBI
e Henposientuku

[Ipn HEA(PHEKTUBHOCTH MOHOTEPAINH, 1I€JIECO00Pa3HO UCIIOIB30BATh
KOMOHWHAIIUH MPenapaToB

IIpu dokanpHOM AUCTOHUN HanOoIee 3PHEKTUBHBIM METOIOM JICUCHUS SBIISIETCS
OYTOJIOTOKCHH A.

[Ipu HU3KOM 3PHEKTUBHOCTH KOHCEPBATUBHOM TEPAITMU MOKET OBITh TOKA3aHO
HEUPOXUPYPrAUYECKOE JICUCHUE



borynrHoTEpanus

borynorokcus Tuma A, SABISIOIMNICA OCHOBOU
ATUX MPENnaparoB, OJOKUPYET HEPBHO-
MBIIICYHYIO Mepeiady MyTeM HHTHOUPOBAHUS
BBICBOOOKICHUS alleTUIIXOIMHA B
CUHAIITUYECKYIO LIEb.
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XHPYpruveckKoe jJeueHue

[lepBbIN ONBIT XUPYypPruyeckoro jeyenus 1./1.
METOJIOM JIECTPYKTUBHOU CTEPEOTAKCUYECKUX
OIlEpalMU HA MTOJIKOPKOBBIX CTPYKTYypax
(60-80rr.) cBsI3aH C UMEHEM

Onyapaa M3pannesnya Kangens

* Onepanus IMoJIy4unsia Ha3BaHUE
VL-TaaamMoTroMum.




XHUpypruyeckoe jJe4eHue

OCHOBHOM METOJIMKOM XHUPYPTrUYECKOTO JICYEHUS JIUCTOHUH,
UCIIOJIb3YEMOM B HACTOSIIEE BpPEMS SBISACTCA CTUMYJISILIUA
IIIyOMHHBIX CTPYKTYp rojioBHOro mo3ra (deep brain stimulation,

DBS).

[Ipy 7nedeHUM JIUCTOHUK OOBIYHO MCIIOIB3YETCS YCTPOMCTRO,
KOTOPOE HUMIUIAHTUPYETCS XUPYPrUUECKUM NyTEeM W SBISETCS
MCTOYHUKOM DJIEKTPUUYECKOM CTUMYJISIIMH, TepeaBacMoi uepes
JIEKTPO/IbI, PACIIONIOKEHHBIE C 00€UX CTOPOH TOJIOBHOIO MO3Ta, KaK
npaBuio, To4HO B obOnactu globus pallidus interna (BHyTpeHHUME
OTJIEJIbI OJIEAHOTO 11apa).

[TocTosTHHAasE CTUMYJISILIUSL 3TUX YYacCTKOB OJOKUPYET CHUTHAIbI,
BbI3IBAIOIIUE WHBAJIUIUZUPYIOIINE JIBUTATEIbHBIE CHUMIITOMBI
3a00JieBaHMs. B pe3ynprare, MHOTUM NAlMEHTaM yIaeTCsl TOOUThCS
JYYIIEro KOHTPOJIS HaJl CBOMMU JIBUKCHUSIMU.



3Tanbl onepaunun no UMNaaHTauum 31eKTPOHHOMU
CUCTEMbI AN XPOHUYECKOWN SNEKTPOCTUMYIALNN
NOAKOPKOBbIX CTPYKTYP

3

CtepeoTakcuyeckasa pama u MPT nokanansep
GUKCHUPOBaHbI K FOJIOBe

CTepeoTaKCHYeCKH e pacyeThbl
KOOPJAUHAT CTPYKTYPbI-MHUIIEHU U
HaBurangus Ha MoJAKOPKOBbIE sjipa

HaBegeHue AYyIru CTepeOoTaKCHYeCKOro allapaTa



IHosoxkenne iekrpona ajasa crumyasauuu GPi -cermenra 0s1e1HOTO MIapa Npu TUCTOHUHA

Coronal 135/256

NeureSight™ Arc

Axial 72/176 ' A E‘Aﬂaé Ax|a| (Plate GR)

1-MR-Axial




Ilporuos

e logha-3aeucuman oucmonus — NOTCHIUAIBHO
Kypupyemoe 3a00J1€BaHuE, IIPOTHO3
OJIarONpUSTHHI.

* [Ipu /logha-nezaeucumoit oucmonuu
KOHCEPBAaTUBHOE JICUCHUE TOPaA3d0 MECHEE
3(p(HEKTUBHO, HO XUPYPIrUUECKOE JICUCHUE
MO3BOJISIET TOOUTHCS CTOMKOW PEMHUCCUN MOYTH
y 90% nanueHTOB.






