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Cnucok cokpameHmni

BCII — 6nedapocnazm

BT — 6oTynunoTepanus

BTA — 6oTynuHuYecKnii TOKCUH Thma A**

BAIII — Bu3yanbpHasi aHajgoropas nikasia

BUY — Bupyc uMmyHo1e(uIIUTa YeI0BEeKa

BO3 — BcemupHas opranusanus 3paBOOXpaHEHUs

['’AMK — ramma-aMruHOMACIISIHASI KUCJIOTa

JODA — nodamun

EJl — enuauna bTA

KT — xomnbrotepHas ToMmorpadus

JIJ1 - mapuHreanbHas JUCTOHUSA

JIOK — neuebHas Gu3KynbTYpa

Mr — MuIHTpamMM

CyT — CyTKHU

M3 P® — muHHCTEPCTBO 37paBooxpaHenus Poccuiickoli denepannn

MKB10 — mexayHnapoanas knaccudukamnus 6osesnei 10-ro mepecMoTpa

MK® — mexaynapoanas kiaccupukanus yHKIHOHUPOBAHUS

MOOCBT -~  MexperuoHanbHas  OOIIECTBEHHAs  OpPraHM3AlMs  CICHUAINCTOB
OOTyJIMHOTEpaH

MPT — marautHO-pe30HaHCHast ToMorpadus

OM/I — opoManauOyispHasi AUCTOHHUS

C-M — CHUHJIPOM

V3U — yapTpa3ByKOBOE UCCIICIOBAHKE

®3-323 — denepanbubiii 3ak0H N 323 «O0 0CHOBax OXpaHbI 3JI0POBBS»

¢GMPT — dpyHKIIMOHATBHAS MAarHUTHO-PE30HAHCHAsE TOMOTpadus

I — uepBukanbHast AUCTOHUSA

[HHC — uentpanbpHas HEpBHAs CUCTEMA

OMI — snexkrpomuorpadus

OMI -anmapar — 3neKTpoMuorpapuueckuii anmnapar

ANN — AmepukaHckas AkazieMusi HEBPOJIOTUU

COST — European Dystonia Cooperation in Science and Technology

DBS — Deep Brain Stimulation (rimy0okast CTUMYJISIINS MO3Ta)

TWSTRS — mikana 3anmagHoro ToOpoHTO 10 OIIEHKE TsKeCTH cuMITOMOB L1J]

** — JKU3HEHHO HEOOXOJMMbIEe U Ba)KHEHIIINE JIEKAPCTBEHHBIE TperapaThl



TepMuHBI U onIpeaeIeHUA

buaedapocnazm — ¢okanbHas ¢dopMa MBIIIEYHOW JAUCTOHHM, XapaKTepU3YIOLIAscs
YCUJICHHBIM MOPTaHUEM M HETPOU3BOJIbHBIMU 32KMYPHUBAHUSMH TJ1a3.

JAMCcTOHUA — JBUTaTeIbHOE PACCTPOMCTBO, XApAKTEPU3YIOUIEECS CTOMKUMH  WJIU
HEPETYJISPHBIMU MBIIIEYHBIMUA COKPAIICHUSMHU, 00YCIOBIMBAIOIIUMU MOSIBICHUE MATOJIOTMYECKUX,
KaK TMpaBWIO TOBTOPSAIOIIMXCS, JBMKCHMHA W/WIM TATOJOTHYECKHX I103, HaPYIIAOIIUX
ompezieNieHHbIC JCHCTBHSI B BOBIICYCHHBIX 00JIACTSIX Tea.

YPpOBHHM 10CTOBEPHOCTH [0KA3aTeJbCTB — OTPAXalOT CTENEHb YBEPEHHOCTH B TOM, YTO
HaWJeHHBIN 3P PEeKT OT MPUMEHEHHS MEAUIIMHCKON TEXHOJOTHHU SIBIAETCS MCTUHHBIM. COryiacHO
ANUAEMHUOJIOTMUYECKUM MPUHLHUIIAM JIOCTOBEPHOCTh J0KA3aTEIbCTB ONPEAENAETCS MO0 3 OCHOBHBIM
KpUTEpPUSIM:  KAa4eCTBEHHOM,  KOJMYECTBEHHOM  XapaKTepUCTUKaM M  COIVIACOBAHHOCTHU
JI0Ka3aTeJIbCTB.

YpoBHU YOeaMTEJNbHOCTH PeKOMEeHJaluili — B OTIMYME OT YPOBHEH TOCTOBEPHOCTHU
JIOKA3aTeNIbCTB  OTPAXKAIOT CTENEHb YBEPEHHOCTH HE TOJIBKO B JIOCTOBEpHOCTH dddekTa
BMEILIATEIbCTBA, HO U B TOM, UTO CJEAOBAaHHE PEKOMEHALMAM MPUHECET B KOHKPETHOU CUTYyaIluu
OOJIBIIIE MOJIB3bI, Y€M HETaTUBHBIX MOCIEICTBUH.

HepBukajbHasi TUCTOHMS (CHACTHYECKasi TUCTOHMS) — ¢okambHas GopMa MBIIICUHOMN
JUCTOHUM,  XApaKTEpU3YIOIIASCS  HENPOU3BOJIBHBIMU  COKPAICHHMSIMU MBI I  C

(I)OpMI/IpOBaHI/ICM MAaTOJOINYCCKUX 1103 T'OJIOBBI U ICH U JPOKAHHUCM TI'OJIOBBI.



1. Kparkas unHpopmanusi mo 3a00/1eBAHUI0 WJIH COCTOSIHHIO (Trpymnme

3a200J1eBaHUI1 MJIH COCTOSIHH)

1.1 Onpenejienue 3a00J€BAHNA WM COCTOAHNA (rpyimbl  3200J€BAHHN WM

COCTOSIHUIA)

I[I/ICTOHI/IH — JABHIaTCJIbHOC paCCTpOI;'ICTBO, XaPaKTCPU3YIOIICCCA CTOMKMMHM  HJIH

HCPCTYJIAPHBIMU MBIIICYHBIMU COKPAILICHUSIMU, O6YCJIOBJ'II/IB8.IOIJ_II/IMI/I IIOABJICHUC IMAaTOJIOTHYCCKHX,
KaKk IIpaBWIO, MOBTOPAIOIIUXCA, I[BI/DKGHI/Iﬁ U/WIA  TATOJOTHYECKUX o3, Hapymaromux
OMMPECACIICHHBLIC JleﬁCTBHﬂ B BOBJICUEHHBEIX O00JIACTAX TeJa. JII/ICTOHI/I‘-IGCKI/IG JABHXXCHHA, KakK
IMpaBuUJIO0, OAHOTUIIHBI 1 UMCIOT BpaHIaTeJ'ILHBIﬁ XapaKTEp, a TAKIKC MOI'YT IIPOSABIIATLCA TPEMOPOM.
ﬂI/ICTOHI/IH 0OBIYHO MNpOsABIACTCA WM YCUIIMBACTCA TIPHU  IIPOU3BOJIBHBIX ABHXXCHUAX U

COTMPOBOXKAAETCS M30BITOYHON akTUBaIuei mei [ 1, 2, 3, 4].

1.2 DTHOJ0IrNS U NIATOreHe3 3200J1¢BAHNS WJINH COCTOSHHUA (IPVINLI 3200JeBAHNH HJIN

COCTOSIHU)

[IprumnHa pa3BUTHSA JUCTOHUYECKHX CHHIPOMOB MOXET OBITH OO0YCIIOBJIEHA BPOXKICHHBIMH

N HaCJICACTBCHHBIMU (baKTopaMI/I, a TaK)Ke MOXET OBITh CJICACTBUEM PA3JIMYHBIX 3a00JIeBaHUH
HepBHOI>'I CHUCTCMBI. Hepeﬂaqa M0 HACJICACTBY MOKET OCYHICCTB/IATHCA KaK IIO0O ayYTOCOMHO-
AOMHUHAHTHOMY, TaK U ayTOCOMHO-PCUCCCUBHOMY THILY. B OJaBJIATOIIEM OOJIBIIIMHCTBE CJIydacB

STHOJIOTHS 3a00JIEBaHMS OCTACTCS HEBBIACHEHHOM. [ 1, 2, 3, 4].

1.3 DnuaemMuoJiorusi 3a00JeBaHUA HWJIH COCTOAHHUA (Ipvinbl  3a00JeBAHMN WM

COCTOSIHU)

Jluctonust 3aHUMaeT 3 MECTO CpeAd Pa3IU4YHBIX (HOpPM ABUTATENBHBIX paccTporcTB. 1o

MMEIOIIMMCS OLICHKaM, PacnpOCTPaHEHHOCTh JAMCTOHUM MOXET COCTaBIATh 3 — 11 ciywyaeB Ha
100000 nHacemeHus Il TeHEpaIM30BaHHBIX (opM (HaUMHAMOIIMXCS Yalle Bcero Ha 1 — 2-om
JECATUICTUSX )KU3HU M HEepeAKO MMEIOIIMX HacleACTBeHHYI0 mpupoay) u 30 — 60 cimyuyaeB Ha
100000 mnst poxanbHBIX (POpM, KOTOpEIE MAaHUPECTHPYIOT OOBIYHO B OoJiee mo3aHeM Bo3pacte |1,

2,3,4,5,6,7].

1.4 Oco0eHHOCTH KOIUPOBAHNSA 3200JJ€BAHHA WJIH COCTOAHHA (rpyiibl 3a00J1eBAHUN

HJIHM COCTOAHNN) M0 MeKAVHAPOIHOM CTATHCTHYECKON KIaccu(puKanuy 0oJie3Heii 1 npooJaem,

CBA3AHHBIX CO 3[1I0POBLEM

B naHHBIX KIMHUYECKHX PEKOMEHIALMSIX paccMaTpUBAIOTCS JUATHOCTHKA W JIEUEHHE
JMCTOHMU TpU creayromux 3adoneBanusx (mo MKb10):

Mucronus (G24):



(G24.0 - lucronus, BbI3BaHHAs JIEKapCTBEHHBIMU CPEACTBAMHU
G24.1 - UnuonaTtuueckas ceMeiHas JUCTOHUS

G24.2 - UnnomnaTtuyueckas HeceMelHas JTUCTOHUS

G24.3 - Cnactuueckas KpuBolIes

(G24.4 - Unuonatuueckas poTo-IULEBasi JUCTOHMS

G24.5 - baedapocnazm

G24.8 - Tlpoune nucToHUU

G24.9 - luctoHust HEyTOUHEHHAs

1.5 Kaaccudukauusa 3a001eBaHUA  WJIN _COCTOSHHWSA (rpynnbl 3200JIeBAHUI WU
COCTOSIHUIA)

HOI[ PYKOBOJACTBOM Me,Z[I/II_II/IHCKOFO HCCICO0OBATCIIBCKOI'O (bOH,Z[a M0 U3Yy4YCHUIO JHUCTOHHHU

(Dystonia Medical Research Foundation), O0benunenus no wusyuyenutro auctoHuu (Dystonia
Coalition), u EBporneiickoii opraHu3ayy Mo COTpYJHUYECTBY B OOJIACTH HAYYHBIX HCCIICIOBAHHUMA
JTUCTOHUU U pa3zpaboTku TexHonoruit (European Dystonia Cooperation in Science and Technology,
COST) Obm1  chopmupoBan KoHceHCycHbINE komuTeT, mpeacraBuBmuii B 2013  HOByIO
kiaccupukanuio guctonuit [1]. JanHas xiaccu@ukanys CTPOUTCS Ha 2 OCAX: KIMHUYECKHE
XapakTepuUCTUKU U dTHonorus (Tad. 1). KomMOuHanums 3THX ABYX KaTerOpHid ONMHCAHUS MO3BOJISET
OXBaTUTh BCIO 3HAYUMYIO MH(OpPMAaLUIO O JIFOOOM MAaIMeHTe, CTPAAAIOIIEM JUCTOHUEH, U MOXKET
CITY>KUTb OCHOBOM JIJIsl pa3pabOTKK CTpaTErHil NI JaTbHEHIIINX UCCISAOBaHUM 1 teueHus [1].

Ta6auna 1. Knaccudukarus aucronud [1]

I KiimHnyeckune XapaKTepUCTUKH JUCTOHUM
KauHuueckue ocobeHHocmu OuCmoHuu
Bo3spacT, Ha MOMEHT Havasia 3a00JIeBaHUs
* PaHHUI neTCKUM BO3pacT (OT pOXKIACHHUS J10 2 JIET)
e Jlerckuii Bo3pact (ot 3 o 12 ser)
* [TogpocTkoBsiii Bo3pact (ot 13 o 20 sner)
* Mosoio¥ B3pocsiii Bo3pact (0T 21 1o 40 ser)
* B3pocslii Bo3pact (ctapmie 40 ner)
Pacnipenenenne nopaxxeHHbIX 00J1acTel Tena
* DOKAIBHOE
* CerMeHTapHOe
* MynbTH(OKaIHHOE
* ['eHepann30BaHHOE (C BOBJICUCHHUE HOT/Oe3 BOBJICUEHHS HOT)
e ['eMUINCTOHUS
BpemeHHas cTtpykTypa
» Teuenne 3aboseBaHus
- CrabunbpHoe
- [Iporpeccupyromiee
* Buou3MeHsIeMOoCTh
| - [lepcuctupyromas




- JleiictBue-crieruduaHas
- C CyTOYHBIMH KOJIEOaHUSIMU
- [TapokcuzmasibHas
Conymcmeyrowjue ocobeHHocmu
W3onupoBanHas JUCTOHUS WAM B KOMOWMHAMM C JPYTHMH JIBUTATEIbHBIMHU
acCTPONCTBAMU

* I3051upoBaHHas AUCTOHUS

» KomMOuHUpOBaHHas JUCTOHUS

Hannuue apyrux HEBpOJIOTUYECKUX UM CHCTEMHBIX POSBICHHIMA

* [lepeyeHb COBMECTHBIX HEBPOJIOTHUYECKUX MPOSIBICHUN

11 DTHosn0rNsA
Hapy1enust HEpBHOM CHCTEMBbI

[Ipu3HaKyu nereHepaTUBHBIX HAPYLICHUI
° [IpusHaKu CTPYKTYPHBIX (OOBIYHO CTATUYECKHUX ) HAPYIICHUH
J J OTcyTcTBHE TMPU3HAKOB JETE€HEpallud WIH CTPYKTYPHBIX
HapyHIeHUI
Bposxnennast uiu npuoOpeTeHHas
° Bpoxxnennas
° - AyTOCOMHO-IOMUHAHTHAsI

- AyTOCOMHO-pELIECCUBHAs

- X-CLEIJICHHAsl pELIeCCUBHAS

- MuroxonapuanbHast

o [TpuoOpereHHast

o - [lepunaTanbHas TpaBMa roJJOBHOIO MO3ra
- Undexnun

- JIekapCTBEHHOE BO3JECHCTBUE

- TokcHuecKoe BO3ACHCTBUE

- CocyaucTble HapyIIEeHuUs

- Heomnactuyeckue HapyIIeHNs
- TpaBma roioBHOro Mosra

- [lcuxoreHHble HapyLICHHUSI

° Nnuonatnueckas
o - Cnopagmueckas popma
- Cemeitnast hopma

Kiaunuyeckoe 3HaYeHHe KaccMPUKAUMM JTUCTOHMNA M XaPAKTEPUCTHKH OTAEJbHbIX
dopm

I HanpaBJieHue K1accuPUKANMU: KIHHUYECKHE XapAKTePUCTHKH IUCTOHUM

Knaccugukauyua no eo3pacmy. Ilpu nucToHuu, pa3BUBAIOLIEHCS B JETCKOM BO3pacTe,
CYyILIECTBYeT OoJblllasi BEPOSTHOCTh YCTAHOBUTh NPUYMHY, KpPOME TOr0, TakOW BHUJ IUCTOHUU
XapakTepu3yercsa  OoNbIIel  BEpPOATHOCTBIO  NPOTPECCHpPOBAHUS  OT  (POKAIBbHOM /10
reHepanu3oBaHHON ¢opmbl. [lpu AMCTOHWH, BO3HUKAIONMIEH B TEYCHHE IEPBOTO TOJA JKU3HH,
MMEETCS OYEHb BBICOKAs BEPOATHOCTh HAJIMYMA B KA4eCTBE HSTHUOJOTHUU BPOXKIECHHBIX
MeTabOoJMYECKUX HapymeHud. JIMCTOHMs, KOTopas BOZHUKAET B BO3pAcTe OT 2 10 6 JIeT, MOXKET B

OoJIBIIIEH CTENEHN COOTBETCTBOBATH AUCTOHNYCCKOMY I_[Cpe6paJ'IBHOMy napajiunydy, O0COOEHHO eciH



OHa CIIeAyeT 3a NEPUOAOM 3alep>KKM MOTOPHOIO pa3BUTHA. [[pyrve CMHIPOMBI JUCTOHUH, TaKUe
kak JIODA-3aBucuMasi AUCTOHHUS, UMEIOT TEHJCHIIMIO pa3BUBAThCSA B Bo3pacte OT 6 1m0 14 ner.
Haxkowner, cnopannyeckast (pokanbHas JUCTOHUS OOBIYHO BO3HMKAET B Bo3pacte ctapuie 50 jer. [1,
2,3,4]

Knaccugukayua c yuemom pacnpedenenus nopadxicennvix oodnacmeun mena. Tepanus
BbIOOpa TpH JieueHUH (POKAIbHONH M CEerMEeHTapHOW AMCTOHWMHU BKJIIOYAET NMPUMEHEHHE APYTHX
MHUOpEIAKCAHTOB TNepu(pepruuecKoro IeHCTBUS — OOTYJIMHHUYECKOTrO0 TOKCHHA, TOr/a Kak IMpu
reHepaIM30BAHHON IUCTOHUM Yallle MCIOJB3YIOTCS CHUCTEMHBIE JIEKAPCTBEHHBIE MMperapaTbl WU
xupyprudeckoe seudenue (DBS - rmyOokas ctumymsinus mosra, wid OakiodeHoBas MOMIIA).
Pacnipenienenne BOBJIEYEHHOCTH 4YacTel Tejda B MATOJOTMYECKUH IMPOLECC MOXKET U3MEHSTHCS C
TEYEHHEM BPEMEHH, OOBIYHO MPOHUCXOJUT BOBJICYEHHE paHEe HEMOpPaXEHHbIX oO0JIacTel.
PacnipocTpanenue AMCTOHUM MOXHO HaOIIOJaTh MPU MOBTOPHBIX MEPHOANUECKUX 00CIEeIOBAHUSIX.

Brienstor cinenyroniie popMbl JUCTOHUM B 3aBUCMOCTH OT BOBJIEUECHUS 00JIacTel Tena.

. @oxkanvras. BoBneueHa Tompko onHa obOmacte Tema  (Onedapocmasm,
OpOMaHIUOYJISIpHAS JWCTOHUS, LEPBUKAIbHAS TUCTOHUS, JIAPUHTEAllbHAs JUCTOHWS W TIHCUUIN
cna3M). LlepBukanbHast AUCTOHUS paccMaTpuBaeTcs Kak (Gopma (oKalbHON JUCTOHUHM, HECMOTPS
Ha TO, YTO B ()OPMUPOBAHUU JAHHOM MATOJIOTMU MOKET YYacTBOBATh HE TOJIBKO IIes, HO TaKKe U
IUIEYO.

o Ceemenmapnas. TlopaxeHsl 1Be U Oojee CMeXHbIE 00IacTu Tena (KpaHWaibHas
JTUCTOHUS, OMOpaxuanbHas TUCTOHUS).

. Mynvmucghorkanvuas. TlopaxkeHsl 1Be u 00jiee HECMEXHbBIE 007acTH Tena (TUCTOHUS
BEpXHEN U HIKHEH KOHEUHOCTe!, KpaHHaJbHasl U HU)KHEH KOHEUHOCTH).

. l'enepanuszosannas. BoBinedeHO TyJOBUINE U KaK MHUHUMYM 2 Jpyrue oOJacTu.
['enepanuzoBanHas (hopMa ¢ BOBJIEUEHHUEM HOT pacCMaTpUBAETCS OTAEIBHO OT (OPMBI JUCTOHUH,
MIPU KOTOPBIX HOTU HE BOBJIEKAOTCSI.

. TI'emuoucmonus. 3aTpOHYTO HECKOJIBKO oOyacTel Tena ¢ 0AHOM cTopoHbl. OOBIUHO
BTOPHUYHA 110 OTHOLLEHUIO K KOHTpajJaTepalbHOMY IMOBPEXIEHUIO TOJI0BHOTO Mo3ra [1, 2, 3, 4].

Bpemennaa cmpykmypa

Brigensitor 4 Tuna BapraOenbHOCTH TEUSHHUS.

o Ilepcucmupyrowas: posIBIEHUS JUCTOHUYN CTa0MIbHBI B TEUEHUE BCETO JIHS.

o eticmeue-cneyuguunaa: NUCTOHUS TPOSABIAETCS TOJIBKO TIPH  BBITOJHEHUU
ONPEACIECHHBIX ICUCTBUNA WIIH 3a1a4.

o C cymoyHvimu Konebanusmu: TPOSBICHUS TUCTOHUU C 3aMETHBIMU CYTOYHBIMU

KOJICOQHUSIMHU YCJIOBI/II\/JI BO3HUMKHOBCHUA, TAXKCECTHU U q)eHOMeHOJIOFI/II/I.



° llapokcusmanvuas: BHE3aHBIE CAMOCTOSITEJILHO — Pa3pellAlONIUecs  SMHU30bI
JTUCTOHUU, OOBIYHO HMHIYIHUPYEMbIE MYCKOBBIM (DaKTOPOM, C TMOCIEAYIOIIUM BOCCTAHOBIEHUEM
MCXOJIHOTO HEBPOJIOTHYECKOTO cTaTyca [1, 2, 3, 4].

ConyTcTBylonue 0cO0eHHOCTH

. Hszonuposannas OucmoHus: NUCTOHUS SIBISETCS €IWHCTBEHHBIM MOTOPHBIM
HapymeHueM (HO MOKET BKJIFOYAaTh TPEMOD).

° Kombunuposannas  oucmonus: codeTaeTcs ¢ JPYTMMH  JBUTATEIbHBIMU
HapyIEeHUAMHU (TaKUMU KaK MHOKJIOHYC, TAapKUHCOHU3M, U T.1.) [1, 2, 3, 4].

II HanpaBienune KiIaccupuKamu: 3THOTOTHSA

[Ipu3Haku nereHepanyu, BBISBISIEMBbIE Ha MaKPOCKOTTMYECKOM, MHUKPOCKOIMHUYECKOM WU
MOJIEKYJISPHOM YPOBHE, SIBJITFOTCSI BAXKHBIM CIIOCOOOM pa3esieHHus Pa3IudHbIX (POPM TUCTOHUH Ha

NOArpyIIibl C AETCHCPATHUBHBIMU U HEACTCHCPATUBHBIMHA (I)OpMaMI/I.

o Jerenepanus (mporpeccupyloiiee CTPyKTYpHOE HapylLIeHHe, Takoe Kak I'ulelb
HEHPOHOB).
o Cratuueckoe mopakeHHEe (HEIpOrpeccupyiollee HapylleHHe HEeHPOHAIbHOTO

Pa3BUTHUS WIH IPUOOPETEHHBIE TOPAKECHHUS).

. OTcyTcTBHE NPU3HAKOB JIET€HEepaIli WK CTPYKTYPHBIX HapyieHuit [1, 2, 3, 4].

Bpoxaennasi niam npuodperennas popma

K 6pooicoennvin ¢popmam Oucmonuu OTHOCITCS (POPMBI C JOKA3aHHOW TE€HETHYECKOM
JTHOJIOTHEH.

o AyTocoMHO-1oMHHaHTHas (opma. K 3TOl KaTeropuu OTHOCUTCS HECKOJBKO
ayTOCOMHO-JIOMUHAHTHBIX (QopM, Takux kak DYT1 (OMIM #128100), DYTS (#128230), DYT6
(#602629), DYTI11 (#159900), ObicTpopa3BuBaromascs aucToHUsI-apkuHcoHusM (DYTI12,
#128235), wneiipodeppurunonatust (NBIA3, #606159), nentopyOpanbHas Mauida0-IbIOMCOBA
atpodus (#125370), u 6onesns ['enrunrrona (#143100).

o AyTocomMHO-perieccuBHass  ¢opma. IlepedeHp ayTOCOMHO-peliecCUBHBIX (hopMm
BPOKJACHHOM JHCTOHUM HENpephIBHO pacumpserca. Cpenn 3TUX GopM MOXKHO BBLAECIUTH 00JI€3HD
Bunscona (OMIM #277900), PKAN (NBIA1, #234200), PLAN (NBIA2, #256600) 1 toBeHUJIbHBII
napkuHconusM 2 tuna (PARK2, #600116), Hapsiay ¢ LeibIM psSaoM METab0INYECKHX PAcCTPOUCTB.

° X-cuernieHHas perneccuBHas ¢Gopma. BpokneHHas ITUCTOHUS C X-CIEMICHHBIM
HaCJICIOBAaHUEM BKJIFOUaeT Takue (hopmbl kak cuuapom Jlrodar (LUBAG)(DYT3, OMIM #314250),
cunapom Jlemra - Huxana (#300322) u cunmpom Mop - Tpanebepra (Mohr - Tranebjaerg)
(#304700).



o MuTtoxonapuansHas ¢opma. MuTOXoHApUATbHbIE (OPMBI, TaKHe Kak CHHAPOM
Jles (Leigh syndrome)(OMIM #256000) unu cunzapom Jlebepa ¢ aTpodueid 3puTenbHOTO HEpBa U
muctonueit (#500001), Takke MpeCTaBISIFOT COOO0N HAcIeyeMbie (POPMBI JTUCTOHUH.

Knaccudukanms DYT mpeacraBineHa B MaHHOW CTaThe Kak IEPEYCHB, MMOMOTAFOIIHI
pa3IMYUTh MOATHUIIBI 3200JIEBaHUS, HO HE KaK YacTh CUCTEMbI KJIaCCH(PHUKAIUU.

IIpuobpemennvie ghopmbl TUCTOHUM BBI3BAHBI U3BECTHBIMH CHIELM(PUUSCKUMH TPUUHMHAMU.

o [lepunaranbHas TpaBMa TOJIOBHOI'O MO3ra: JIHCTOHHYECKHH 1epeOpaabHbII
napajany, JUCTOHUS C ITO3JHUM HAyaJIoM.

. Wudexmus: BUPYCHBIH SHIE(ATUT, JIETAPIUYECKHd JHIE(DATUT, IOJOCTPHIH
CKJIEpO3UpYIOIMK  maHd’HUedanuT, BUpyC HUMMyHoaeduuura dyenoBeka (BUY), napyrue
(TyGepkyie3, CHUINC U T.1.).

. JlexapcTBeHHOE BO3JIEHCTBHE: aroHUCTHI 10(haMHHOBBIX perenitopos, JJOITA u ee
MPOM3BOJIHBIE, AaHTUIICUXOTUYECKHE CPEACTBA, MPOTUBOIIMUICIITHUECKUE MTPEnapaThl U OI0KATOPHI
KaJIbIIUEBBIX KAHAJIOB.

. Tokcndeckoe BO3/I€HCTBHE: MapraHell, KoOajbT, CEpOyTepo, IHaHNUIbl, METaHOI,
JucyiabhupaM U 3-HUTPOIPONMOHOBAs KHCIIOTA.

o CocynucTele HapyleHUs: HIIEMHs, KPOBOTEUEHHE, aApTEPUOBEHO3HBbIE MOPOKH
pa3BUTHS (BKIIIOYAsi aHEBPU3MBI).

o Heomnactuueckue HapyLICHUS: OITyXOJIb TOJIOBHOTO Mo3ra u
NapaHeoIUIaCTHUECKUI SHIEPaTTUT.

o TpaBMa ToJOBHOrO MO3ra: TpaBMa TOJIOBBI, XMPYpPrMUECKOE BMEILATEIBCTBO HA
rOJIOBHOM MO3re (BKJII0Yasi CTEPEOTAKCUYECKYIO AECTPYKIIMIO), @ TAKXKE dJIEKTpUUECKask TpaBMa.

. [Icuxorennbie HapymeHUs ((QyHKIIMOHATBHBIE).

Ecnu mpuurHa JUCTOHUU HE YCTAHOBIJIEHA, OHA KiIacCU(DULMPYETCS KaK UOUONAMUYECKAs.
W anonatudeckasi IMCTOHUS B CBOIO OUEPElb MOKET OBITh.

. Cnopaandeckoit popMoi.

o Cewmelinoil popMOi.

B nmanHyro KaTeropuro BXOASAT MHOTHE ciay4yan (OKAJIbHOM WM CerMEHTapHOH
U30JIMPOBAaHHOM JTUCTOHMM C HaydajoM 3a0oJjieBaHMA BO B3pocioM Bo3pacte. HambGonee uactble
¢dopmbl (poKaNTBHON AMCTOHWU MOTYT UMETh CIIOPAIMYECKUi WM ceMeiHblil xapakrep. [lo mepe
W3YYEHUS U OTKPBITHS HOBBIX I'€HOB, OTBETCTBEHHBIX 3a Pa3BUTHE TUCTOHUU, HIHONATHYECKHE
¢dbopMbI MOTYT OBITH MepeKIacCUPUIIMPOBAHBI B HACIEACTBEHHYIO dopmy [1, 2,3, 7, 8, 10 - 14, 17,

18, 19, 23, 20, 21, 22, 26]. Knaccuduxarusi TMCTOHUU UMEET 3HAUCHUE IS aJICKBATHOTO BEACHHUS



NnanyeHTa, IM[MPOTrHO3UPOBAHUSA TCUCHUA 3a6OHCBaHHH, TCHCTUYCCKOI'O KOHCYJIbTUPOBAHUA U

JICUYCHU.

1.6 Kiinanyeckass KapTHHA 3200JJ€BAHAA WM COCTOSAHUSA (rpynnbl 3a00JeBAHANA HJIN

COCTOSIHU)

Kimmanueckass kapTuHa XapaKTEpHU3YeTCsl COBOKYIIHOCTBIO MOTOPHBIX M HEMOTOPHBIX

nposiBiieHuil. Momopnble nposeneHus, CBS3aHHBIE C JIUCTOHUEH, TPOSBIAIOTCS 0COOOM
HEECTECTBEHHOM JUCTOHMYECKOH M030i1 C AUCTaIbHBIM TPEMOPOM MU 0€3 Hero, CrerupuiecKuMH
M30BITOYHBIMH JBW)KCHUSMU HA TMHKE TUCTOHUYECKHUX JBIKEHUH, 3€pPKANbHBIMU JIBUKCHUSIMH Ha
IIOPAKEHHON CTOPOHE IIPU BBIIIOJIHEHUHU JBHMKEHUN KOHTPAJATEPAIBHONM CTOPOHOM M HAIMYUEM
KOPPUTHPYIOIIUX  JKECTOB  (CEHCOPHBIX  WJIM  AHTarOHUCTUYECKUX  JBWIKEHMH) IS
YCTpAaHEHUsS/yMEHBIIIEHUS] ~ TMaTOJIOTUYeCKOW  To3bl  wiu  JBWkeHUs.  HeodeuzamenvHoie
(HemomopHble) cuMRMOMbI TUCTOHUU - OOIb, JAETIPECCHs, TPEBOKHOCTh, COIMANbHBIE GoOUM -
XapaKkTepHble KIMHUYECKUE NPOSBICHUS, KOTOPbIE, Hapsgy C MOTOPHBIMH CHUMITOMaMy,
COCTaBJISIIOT KJIMHUYECKYIO0 KapTUHY 3a00JeBaHMs, CYIIECTBEHHO BIHAIOT HAa KayeCTBO >KU3HU
nanueHToB [1, 2, 3,4, 5,6, 11,12].

CUHApPOM IUCTOHMM HMMEET 3HAYUTENIbHYIO CTeNeHb (EHOTHUINUYECKONH H3MEHYHMBOCTU C
Y4acThIM COBINAJEHUEM MEXIY pa3IMuHbIMH CUHApoMaMu. HeT maTorHOMOHMYHOIO MpeICTaBICHMS,
KOTOPOE JIOIYyCKaeT HaJeKHbIE KIMHUKO-3THOJIOTMYECKHUE KOPPEISINH, KaK JI1 TeHETUYECKUX, TaK
U Juig 3Kojorudeckux Qopm. Hekoropble TunmuuHble U 0ojiee paclpOCTPaHEHHBIE CHHAPOMBI,
KOTOpBIE BCTPEYAIOTCS B KIMHMUYECKOHN MPAKTHKE, KPaTKO ONMCAHbI 3/1€Ch B Kau€CTBE IPUMEPOB.
PaccMoTpeHre STHX THIOB CHHIPOMOB TUCTOHMM PEKOMEHAYETCS KaK OOIIMH KIMHUYECKUH
MOJXOJl, HCHOJb3yeMbId JUIsl OKa3aHUs TOMOIIM B ATHOJIOTHYECKOM JHAarHo3e JTUCTOHUHU.
Hcnons3oBanue GeHoMeHomornyeckoi kmaccuduranuu (tad.l) moMoxeT pacrno3HaTh CHHIPOMBI
JUCTOHUU B IMATHOCTUYECKH IOJIe3HbIe (PeHOMEHOIOrnYeckre kareropu [1].

KianHu4veckue 0co00eHHOCTH OTAEJBHBIX (POPM TUCTOHUH

LlepBukanbHasi TUCTOHUS, Onedapocna3M U MHUCUYUI CMa3M SIBISIOTCS Haubojee 4acTbIMU
dopmamu ¢dokanpbHOW gucTOHUU. bonee penkumu ¢GopMamMu SBISIOTCS OpOMaHAUOYIspHAs,
napuHreanbHasi, hapuHreanbHas U (pokambHas JUCTOHUS CTOMbBI. DOKAbHBIE JUCTOHUH MOPAXKAIOT
JIMII TPYJIOCIIOCOOHOTO BO3PACTa, BHICOKA CTETEHb COIMAIBHON [€3aJanTalud U WHBATUAU3ALNN
NAIMeHTOB BCJIEACTBUE (OPMHPOBAHUS y HUX BbIPAXKEHHOro (YHKIMOHAIBHOIO JAedexTa
(yaoep»aHHsI TOJIOBBI B MPSIMOM IMOJIOKEHUU — TPU LEPBUKAIBHONW TUCTOHUU, (YHKIMOHATHHOU
«CHenoTh - npu OnedapocnasMe, HapyLUIEHU NMUCbMa — IPU MUCYEM Clla3Me, HapyILIeHUs peud,
YKEBAHUS U TJIOTAHUS — IIPU OPOMAHIUOYISIPHON U (paprHTeaTbHON AMCTOHUH, TOJI0CO00Pa30BaAHUS

— TIpH JIapUHTeIbHON nucTonmH) [1, 3, 29].



HepBukanbnas gucronus (L[/]), unu cnactuueckass KpuBolles, sIBISETCS CaMOM 4acToil
¢dopmoit mprmeunoit aucronuu. L/l xapakTepusyercs HEPOWU3BOIBHBIMUA COKPAIICHUSIMA MBI
IIeU U IUIeYa, YTO MPUBOAUT K aHOMAJIBHBIM 103aM W/WJIN JBUKEHMSIM IIeH, IJieda U rojossl [16].
Jns IIJ] xapakTepHO BOBJIEYEHHE B TMIEPKHMHE3 OIPAaHUYEHHOMN TPYMIbl MBIMII 1€ U 3aThUIKA.
BoBneuenue wMpim 1meu (MPOSBISIONICECS B PA3IMYHOM CTEMEHH) NPUBOAWT K Pa3BUTHIO
IIATOJIOTMYECKUX TOJIOKEHUM TOJIOBBI, IEU U IIIeY, Yalle BCEro CONPOBOXKIAIOIIMXCA TOBOPOTOM
BOKPYI TOpPU30HTAJIBHOM OCH (TOPTUKOJUIUC) MU JAMCTOHHUYECKUM TPEMOPOM TOJIOBBI, KOTAa
HAOMIOTaeTCsl COKpAIleHHE M MBIIII-aHTarOHUCTOB. bonu B 1IeiHOW, 3aThUIOYHON, IIEBOI
obnactu, HabmoarTcs B 75% ciiydaeB. B BOBIEUEHHBIX MBIIIIAX Pa3BUBAIOTCS MUO(acIHaIbHbIC
CHHIPOMBI C THUIMYHOW HUppaaualnueld, uTo SBISIETCS OJHOM M3 BEAYLIMX NPUYUH OO0JIEBOTO
cunapoma. Taxke 00sb MOXKET OBITH BbI3BaHA KOMIIPECCUEI HEPBHBIX CTBOJIOB CIIa3MHUPOBAHHBIMU
MBIIIIAMH, pa3IpakeHueM O00JIEeBBIX PELENTOPOB OKOJIOCYCTaBHBIX CTPYKTYp. Hauano 3aboneBanus
B OOJIBIIMHCTBE CIy4aeB MOJOCTPOE WIIM TOCTENEHHOe (B TEYEHHE HECKOJIBbKHX HENeNlb WU
MecseB). MHOTMM ManueHTaM Ha paHHUX cTtaausax LJ] ynaercs yMmeHbLIaTh €€ BBIPa)KEHHOCTH
KOPPUTHPYIOIIMMHU JKecTaMH (IIpUKacaHhue K MNoa00pojaKy wiu K Iueke). Junamuuynocts L[]
MIPOSIBIISIETCS. B TECHOM CBSA3M C JABWKEHUEM, MO30WM. Tak, mpH NpPOU3BOJIBHBIX [BHXKECHHSIX W
BEPTUKAJIM3AIMN - YCUJIMBAETCS, @ B MOJOKEHUM JieXkKa - 3HAUUTEIbHO YMEHbIaercs. Juctonus
yCyryomnsiercss MpH yTOMIIEHMM W TICMXOSMOIMOHAJIHHOM HAINpPsDKEHUH. XapakTepeH (eHOMeH
CYTOUHBIX (IIOKTyallMii: yMeHblleHHe BbIpaxkeHHocTH IIJ mocne chHa. Ilpuem ankorons
KPaTKOBPEMEHHO YMEHBIIAET CUMIOTOMBI B TEpPBbIE MecsIbl mocie nedrota 3aboneBanus. L[]
OOBIYHO MpOrpeccupyeT B TeueHHe MepBbIX 2 - 5 jer 3aloneBaHus, 3areM (0e3 JiedueHus)
CHUMIITOMaTHKa AOCTHTaeT raro. Kak mpaBuiio, 3To 3a0o0jeBaHue SBISIETCS HE TOJBKO MPUYHHON
HETPYAOCIOCOOHOCTH, HO WU B 3HAUYUTEIbHOW CTENEHM OrpPaHUYMBAET OBITOBYIO AKTUBHOCTD
nanueHToB. Jlempeccus, TPeBOXKHBIE paccTpoiicTBa W colMaibHble (oOun — Haubolee 4YacThie
cocTosiHus, acconuupoBaHHble ¢ L[, 4uro eme OGonee yriayOnseT COLUAIbHYIO 3HAYUMOCTb U
000CHOBBIBaET pa3pabOTKy TIIATENBHBIX MOJXOJOB K JIEYCHHIO NaHHOTO 3aboneBanus. B 75%
ciydaeB y mnamueHToB ¢ I/ oTmeuaercs QeHOMEH TuNepiIKIJIeKCuu (MOANPBHITMBAaHUE,
B3/IparvBaHue NP HEOKUJAHHBIX CTUMYJIAX).

CrioHTaHHBIE PEMHMCCHUM B TeUeHHE NEpBbIX 5 JeT pas3BuBaroTca He Oozee, yeM y 20%
nanueHToB. CpenHsas JUIMTENbHOCTh peMuccuil — 6 Mec. JlmuTenbHoe BpeMsi y MHOTHX IallUEHTOB
COXpaHsETCS BOJICBOM KOHTPOJIb HAJ[ HEMPOW3BOJBHBIM JBM)XCHHEM TOJIOBBL. Y 1/3 manueHToB
JMCTOHMS B MOCIIETYIOLIEM BOBJIEKAET JIPYTMe€ YacTu Tejla. 3aKOHOMepHO coueranue LJ] ¢ nucuum
cnazMoM (45%), BCII (35%), OM/I (10%), TucTOHUYECKUM TpeMOpOoM KUCTH (27%).

['onoBa MOXeT OCYIIECTBIIATH ABMKEHHUS B TOPH3OHTAILHON, (PPOHTATIHLHON M CarMTTAIbHON

IUIOCKOCTSIX, @ TakKe MPOU3BOAUTH O0KOoBoe cmemieHue («mudt»). Ilpodeccopom I'. Paiixenem



(I'epmanus) ObULTH BBIZENIEHBI ABMXKEHUS B IIe€ OTHOCHTENHHO TYJOBHINA M JBM)KEHHUS TOJIOBBI
OTHOCHUTEJIBHO MIeH («TOPTUKOJIJIUC, TOPTHKAIMYT, JIATEPOKOJUIUC, JaTepOKalyT, aHTEPOKOJUIUC,
AHTEPOKAIyT, PETPOKOJUIUC, PETPOKAITYT).

HaubGonee tunuuneiM mpossienuem LIJ] sBusercs potamust ronoBsl (moabopoaka) —
toptukoiuc. [lo Mepe mporpeccupoBaHus 3a00JIeBaHUS B MATOJIOTUYECKUH MTPOIIECC BOBICKAIOTCS
HOBBIE MBIIIIIBI, YTO MOKET COMPOBOXKIATHCS U3MEHEHUEM TOJI0KEHHUS TOJIOBBI HE TOJILKO B OJTHOM,
JIBYX, HO ¥ B TpeX IIocKocTsX. Kak mpaBuiio, nMeeTcs coueTaHue MaToJ0THYECKUX 103 (Hanmpumep,
MOBOPOT TOJIOBBI B CTOPOHY M HAaKJIOH TOJIOBBI K IUledy). HampaBiieHue cmelieHusi TroJO0BbI
OIICHUBAETCS 0 HAIIPABJICHUIO CMEIeHHsI mo0opoaka. [3 ]

Baedgapocnasm (bCII) BeI3bIBacTCS AUCTOHMYECKHMH COKpamieHUsIMU m. orbicularis oculi,
YTO TaK)K€ 4acTO COMPOBOXKAAETCSA COKpAILlEHUSIMU M. procerus ¥ m. corrugator. Pazsutue 601e301
OOBIYHO TMPOUMCXOIUT TIOCTENEHHO, C BO3HUKHOBEHMS pa3gpaK€HUS WJIM CYXOCTH TJa3, C
MOCTIEAYIONUM pPa3BUTHEM BBIPAKEHHOTO MoOpraHus, ocoOeHHO mpu spkom csere. s BCII
XapakTepeH MOTUMOpP(GU3M JIBUTATEIHHBIX MPOSBICHUN. B KIMHMUYECKOH NpakTHKe HAOIIOIAr0TCs
cinenytomue BapuaHTbl BCII: 1) yuamennoe wmopranmme — y 10% mnamueHTOB; 2) SIHU30BI
3a)KMYpHUBaHUs B BUJIE YaCThIX, KPATKOBPEMEHHBIX, PUTMUYHBIX CIIa3MOB KPYTOBBIX MBIIII] I71a3 — Y
17%; 3) snu301bl ATUTENBHOTO 3aKMYpHBaHUA Tha3 — y 46%; 4) 3MU304bI YaCThIX PUTMHYHBIX
CIMa3MOB KPYTOBBIX MBIIII IJ1a3 B COYETAHUU C OTIACIbHBIMH TOJEPrHUBaHUSIMU BeK — Yy 7%; 5)
3aKpBIBAaHUE TJ1a3, HA3BIBAEMOE MAIIMEHTAMH «OTyCKaHueM Bex» —y 20% [3].

VY Bcex MalMeHTOB BBISABISIETCS TUHAMUYHOCTH KIMHHYECKUX TposiBaeHHi. HanGombas
BbIpakeHHOCTh BCII oTMeuaeTcss BO Bpemsl TeX BUAOB JESATEILHOCTH, JUJISl BHITIOJHEHHUS KOTOPBIX
TpebyeTcst crenn(ruyeckoe MUCIONIb30BaHUE 3PEHHUsS, a TAaKXKe CTOS W MPH X0JbOe, Ha yiule, Ipu
HMOIIMOHAIEHOM HAMPSOKEHUH, YTOMJICHHH, B MHOTOJIFOJHOM TOMEIICHHH, TIPH Pa3roBOpe, BO
BTOpOIl MOJOBUHE AHS, MPH SIPKOM oOcBelleHUH. [Ipuem ankorosist KpaTKOBPEMEHHO YIIyYIIaeT
COCTOSTHME y 4YacTH ManueHToB. Ha paHHMX 3Tamax 3a00jeBaHHsS COXpPAHEH YaCTUYHBIA BOJIEBOM
KOHTPOJIb HaJl HEMPOU3BOJIBHBIMU JIBIKEHUSAMHU. Hambosee pacrnpocTpaHeHHBIE KOPPUTHUPYIOTUE
KECTBI, UCTIOIB3YIOMINECS MallueHTaMu JUIsl ocliadieHus: uiu BpemenHoro ycrpanenus: bCII, moryt
ObITh TOJpa3fefieHbl Ha TPU TPYyNmbl: 1) Mpuembl, MPUBOIALINE K HM3MEHEHUIO 3PUTEIbHOM
addepeHTanuu (3aKpblBaHWE OIHOTO TJa3a, MPHILYypUBAaHUE, HOIICHHWE OYKOB C 3aTEMHEHHBIMU
CTEKJIaM{, CHUMAaHUE M HAaJ€BAHME OYKOB, MPHU B3IV BHU3); 2) pazWyHble MaHUITYJISIUU B
BEpXHEH TMOJIOBUHE JiMIla (MPUKOCHOBEHHWE WJIM HAJaBJIMBAaHUE TMajdbllaMd Ha OOJACTh BHCKOB,
HaA0pOBHIA, J10a, IEPEHOCHIIBI, BEPXHETO BeKa); 3) pa3NuUHbIE MAHUITYJIALNUN B HUKHEH MOJIOBUHE
nuna (MPUKOCHOBEHHE K MOAOOPOAKY, KYpeHHE M MAaHHUITYJIALHUUA C CUTApeTOd BO PTy, HAIWYHE
MOCTOPOHHETO NpEeAMEeTa BO PTy — JKEBAaTENbHOW PE3UHKH, CEMEYEK, KOCTOUYEK, KOH(ET; Kalllelb,

COBCPHICHUEC PA3JIMYHBIX IIPOU3BOJIBHBIX I[BI/I)KeHI/Iﬁ MBIIIIaMHu HIDKHEH TIOJIOBHHEI J'II/II_Ia).



XapakTepHO YMEHBIIEHWE WJIM MCYE3HOBEHHE HENPOU3BOJIBHBIX JBMW)KEHUH B HEOOBIYHON
00CTaHOBKE, B YaCTHOCTH, Ha MpUEME Yy Bpada. B AMarHOCTUYECKUX LIEIAX MOXHO HCIIOJIb30BATH
MPOBOLMPYIOUIMIM MpueM: MO KOMaHJEe Bpaua MalMeHTa MpOCIT Ha 5 CEeKyHJ MaKCHUMaJbHO
3)KMYpPHUBaTh TJ1a3a, 3aT€M Ha 5 CEKyHJI MaKCUMaJIbHO OTKpbIBAaTh. Uepe3 4 - 6 MOBTOPOB TaKUX
aerkeHni cumnToMel BCII craHoBsTCS 0ueBUIHBIMU. CIIOHTAHHBIE PEMUCCUU JUISl NALUEHTOB C
BCII menee xapaktepHbl, uem ais nauueHtoB ¢ LIJI. B 75 % cayuaeB B gebrote 3a0osieBaHus
OTMEYAIOTCS CEHCOpPHBIE CHUMITOMBI - YYBCTBO pa3[paK€HUsl CIU3UCTOW OO0OJOYKU TJas3,
COTPOBOXKIAIOIIEECs ClIe30TeUeHneM, 00JIb B 00JIaCTH IJ1a3, YYBCTBO «IIECKa» B TJla3ax U JKKEHHeE,
JUCKOM(pOPT B 00J1aCTH TJ1a3, CyXOCTh IJ1a3 (BIJIOTH 10 CUHAPOMA «CyXOro riaszay) [3].

Wzonmuposannsiii BCII Habmromaercs mnpubnusutensHo y 40% manuentoB [3, 4]. B
octanbHbIX ciaydasx BCII coueraercs ¢ mposBIEHUSMHU IUCTOHUU B HY)KHEW IMOJIOBUHE JIUIA, YTO
00BeAMHSETCS TEPMUHOM KpaHuanbHas quctoHus. Y mamnuentoB ¢ bCII paxke Ha paHHHUX cTagusix
MOTYT HaOJIOaThCsl HEMPOU3BOJIbHBIE JBIDKEHUS B HIDKHEH IIOJIOBHMHE JIMIA, OJHAKO JTH
JBWDKEHUS] OOBIYHO TMAlMEHTOM WTHOPUPYIOTCS WM BOCIPHHUMAIOTCS KaK KOMIIEHCATOPHBIE IS
OTKpBIBaHUS TI1a3 [4].

Opomanaudyasipuas jaucronuss (OMJI) mposiBisieTcss B BUIIE: HENPOU3BOJBHOTO
OTKPBIBAHUS W/UITU 3aKPBIBAHUS PTa, CKUMAHUS YEeNMOCTeH (IUCTOHUYECKUN TPU3M), UCKPUBIICHUS
ry0, IIEeK, S3bIKa, HENPOHM3BOJIHHOTO BBHICOBBIBAHUS W JPYTUX JIBHKCHUH $3bIKa, OOKOBBIX
JBUKEHUM HIDKHEH 4YeNIOCTH, COKMMaHHUS 4YeNIOCTel, HAaCWJIbCTBEHHOH YIBIOKM, OCOOEHHO IpHU
peun, >keBaHMM. [lalMeHTHl WCHOJIB3YIOT TaKWe KOPPUTHPYIOUIUE JKECThI, KaK: pa3JInyHbIe
MaHUMNYJSIUN pyKaMH B HIDKHEH TMOJIOBMHE nua (TPUKOCHOBEHHE, HAJaBIUBAaHUE U T.IL.),
IIPUKYChIBAaHUE T'yOBbl, JBM)KEHHUS S3BIKOM B IIOJIOCTH PTa, JKEBAHWE WM COCAHHME PA3INYHBIX
IPEIMETOB — KOCTOYEK, CEeMEYeK, KOH(ET, COBEpIIEHUE MAPYTUX MPOU3BOJIBHBIX JBUKEHHM
MBIIIIAMU HWKHEH MOJIOBUHBI Jinlia. BoseBoil kKoHTposib HaOI0gaeTcsa penko. 3HaHHe CUMITOMOB
OM/] odeHbp BaXHO Ui CTOMATOJIOTOB pa3HBIX CIHEIHMAIBHOCTEH, OCOOEHHO, OpPTOINEAOB U
optomoHToB. OM/I, KaK mpaBWIIO, HAYMHAETCS B 3PEJIOM U IMOKHIIOM BO3pPACTe, KOT/Ia OOBIYHO H
MIPOBOAMTCS MACCHBHOE CTOMATOJIOTMYECKOE JIEUEHHE C MOCIEAYIOIIUM MPOTEe3UpOBaHUEM 3y00B,
KOTOpPOE€ MOXKET sIBUThCA TpurrepoM OM/I y npeapacnonoKeHHbIX MAalUEeHTOB WIH YK€ UMEIOIINX
Jpyrue TpOsIBIEHUS AUCTOHUHM, HE 3aMedyaeMble BpPAauOM-CTOMATOJIOrOM (HampUMep, YacToe
MOpraHue, WIM HE3HAYUTENIbHO BBIPA)KEHHOE MAaTOJIOIMUYECKOE IOJI0KEHUE TOJIOBBI, WIM MHCUYHUM
cnasMm). OgauM u3 MapkepoB pasutus OMJ] sBisercs croiikas >kamoba TMalKUeHTOB Ha
«HEYA00CTBO KEBAHUS WU «HEYI0OCTBO MOJO0KEHUS HIDKHEH YETI0CTH U MPOTe30B» [3, 4].

JlapunreanbHass aucroHust (JIJ[) sBusgercs morpaHuYHOW —mpoOiieMON  MexIy
napuHrojorueit (donmarpueit) u HeBposorueidl. OCHOBHBIMEH TposiBIeHuUsIME JIJ[  sSBISIFOTCS

OCHUIIIIOCTh T'0JI0Ca, NPEPBIBUCTOCTL I'OJIOCA BO BPEM pa3roBopa, C)IaBHeHHBIfI T'0JIO0C, A F:110)1117%0% )



rojoc. ¥ MHOTUX MAIIMEHTOB OCTAE€TCS HOPMATbHOW MIENOTHASL PeYb, TUCHOHUS MOKET MOTHOCTHIO
OTCYTCTBOBATh MpHU MEHUM (MapafoKcalbHasi KUHE3Us). YCWICHHE NUCTOHWYECKUX CIA3MOB MpHU
OOBIYHOM peYM MPOUCXOAWUT MO/ BIUSHUEM PEUYECBOM HArpy3KH, SMOIMOHAIHHOTO HAMPSHKEHUS,
obmiero yromiuenus. JIJI — ogHo u3 Hambonee TSKENbIX HApYILIEHUH Tojoca, MPOSIBIISIOIIEecs
HaNPSHKEHHO-CIABICHHOM, MpephIBUCTOM (QoHarueil. AnayktopHas ¢dopMa — Haubolee TUMHYHAS,
Habmomaercst B 90% cmydaes. [Ipu 3Toii popmMe TUCTOHWYECKAs] TUTIEPAKTHBHOCTh HAOIIOMAETCS B
MBIIIIAX-aJIyKTOpax TroJiocoBoM menu (mm. cricothyroideus, cricoarytenoideus lateralis,
interarytenoideus). ['opa3zgo pexe (menee 10%) BcTpedaercss abaykTopHas gopma, MpH KOTOPO
TUIEePaKTUBHOCTh HabOmomaeTcss B m. cricoarytenoideus posterior. Emne pexe BcTpeuaroTcs
cmemrannabie  ¢opmel. Tlpu JIJI, Hapsay ¢ HapymICHHSMH TOJIOCA, XapaKTEPHBIM CHUMITOMOM
SBJISICTCSl HapylIeHUE AbIXaHus (M3-3a HApYIICHUS TPOXOXKICHHUS BO3[yXa dYepe3 TOpTaHb) —
MpephIBUCTOE, claBlieHHoe. MlHoraa 3TOT CUMITOM OIIMOOYHO PaclieHUBAETCA Kak OpoHXHaIbHas
actMma. Bo Bpems peun u nieHus AbIxaHue oObIUHO yiTydinaeTcs (mapajaokcaibHas KuHesus) [3, 4].
dapuHreajbHasi JUCTOHUS TPOSBISETCS B BUJE 3aTPYJHEHHUs IJIOTaHUA (Yalie — Mpu
ynoTpeOJIeHNH TBEPAOW MHINU), TMEPUOJIMUECKH BO3HHMKAIONIETO YYyBCTBA «KOMa B TOpJe» MpPH
TJIOTAaHUU W/naK B Tokoe. dapuHreanpHas AUCTOHUS yacTo couetaetcs ¢ JIJ] mmu OM/I [3, 5].

KpanuajabHasi TMCTOHUSI. DTUM TEPMUHOM OOBEIUHSAIOTCS MPOSIBICHUS (POKAIBHBIX (POpM
JMCTOHUM B 00JIACTH JIMIA U TOJOBBI B pa3HBIX coueTaHMsIX. Yalle BCEro BCTPEUAETCS] COUETAHUE
pacmpocTpaHeHHOTO Osiepapocnasma (¢ BOBICYEHHEM B CIA3M CPEIWHHBIX OTACJIOB JIMIA) H
opoMaHIuOysipHON aucToHuH. Hepeako 3To 0003HayaeTcsi TEPMUHAMH «JIMIIEBOW Mapacmasm,
CpeIMHHBIN JTUIEBOM cna3Mm, c-M Mexa, c-M bpeiirens» [3, 5].

IIncumii cma3m mpenacraBisier COOOH JMCTOHUIO CIEMU(PHUUECKOT0 BUAA JEHCTBUSA
(mposiBIIIeTCS BO BpEMs MHCHhMa, B MCKIIOYUTENBHBIX CIIy4dasx — IpH paboTe Ha KOMIBIOTEPE),
BO3HHMKAaeT y Jojied B Oonee Momnomom Bospacte, yeM [IJI m BCII. OcHOBHBIE KIMHHYECKHE
MPOSIBIICHUS TMHCYETO Cla3Ma: HANpsHKeHHE KHCTU/PYKH BO BpeMs MHUCbMa, WU3MEHEHHE I03bI
KHUCTH/PYKH BO BpeMsl ITMChMa, H3MEHEHHE, 3aMe/JICHUE ToYepKa, HApYIICHHEe CIIMTHOCTHA MUChMa,
yBEIUYCHHE pa3Mepa OYyKB, NOpPOKaHME PYKH BO BpeMs IHMChMa, HEMOCTOSHCTBO IOYEpKA.
[TarmeHTH! MOOMPAIOT pa3inuHble MO GopMe U AUAMETPY PYUKH, MEHSIOT 03y KUCTH U MAaJbIEB B
Mpoliecce MMChMa, IOMOTaloT B aKTe MHUCchbMa Apyroil pykoil. [Io Mepe nporpeccupoBaHusi TUCUYETO
cma3Ma MOTYT HapymaTbCsl H  JPyrue JIeHCTBUS, BBINIOJIHAEMBIE pYKOW - OBITOBBIE,
npodeccuoHalbHBIE. B 3THX CciTydasix TOBOPAT O MPOTrpecCUpyromieM nucdem cnasme [3,9].

I'enepaju3oBaHHasi JUCTOHHUS XapaKTepHU3yeTcs MEJIEHHBIMU, (HOPCUPOBAHHBIMH,
MPEUMYIIECTBEHHO BpalllaTEIbHBIMU JIBHKEHUSIMHU TOJIOBBI, TYJIOBUIIA U KOHeUHOcTel. Co3nacres
BIICUATJIICHUE, YTO YYACTBYIOUIME B TUIEPKUHE3€ TPYIIBl MBI BBIHYXICHBl MOCTOSHHO,

MYUYHUTCIBbHO MMPCOA0JICBATH COIMPOTHBICHUC MbIIN-AaHTArOHUCTOB. (DOpMI/Ip}IIOH_[I/IeCSI H€O6BI'—IHLIG,



HEYJOOHbIE I03bl MOTYT COXPaHAThCS B TEUEHHE MAIUTEIBHOrO BpeMeHH. [ 'eHepann3oBaHHas
JIMCTOHUS YCUJIMBAETCS O] BIUSHUEM MPOU3BOJIBHBIX JBUKEHUN U SMOLIMOHATIBHOTO HAIPSKEHUS
U Hcye3aeT Bo BpeMs cHa. [locTeneHHo pa3BUBaeTcs MOCTOSIHHAS JUCTOHMYECKAs! 11033, HalpUMeEp,
yCHIIEHUE TIOSICHUYHOTO JIOp03a (MOSICHUYHBIN TUIIEPIIOPA03) CO CTUOAHUEM HOT B Ta300€IPEHHBIX
CycTaBax M BHYTpPEHHEHl porauueid pyk M Hor. B Tex cmydasx, Korga u3-3a BBIPa)KEHHOI'O
MOBBILIEHHSI MBIILIEYHOIO TOHYCAa BO3HMKAET CTOMKas MaToJIOrMyeckas JAWCTOHMYECKas 11033, HO
TUIEpKUHE3 OTCYTCTBYET WJIM OOoJbllle HE BBIABISAETCS, TOBOPS O (PUKCUPOBAHHOW (PUTHAHON)
nuctonuu [18].

B 3aBucuMocTu OT Bo3pacta Ae0rTa M JPYrHX XapaKTePUCTHK Pa3NUYaoT 1aBe (GOopMbI
Oosie3Hu: opma ¢ paHHUM Ha4yaJioM, CBSI3aHHAs C MyTallel Ha JUTMHHOM Iuiede 9-i XpOMOCOMBI
(9934), u popma ¢ TO3AHUM HAuyaJIOM, CBsA3aHHAS C MYTalWed Ha IJIUHHOM IUIede 8- WIH
KOpOTKOM Iuiede 18-i xpomocomsl. [luctonus, accouurpoBanHas ¢ renom DYTI1, koaupyromum
6enok TorsinA, siBisieTcss Hanbosee W3BECTHOW W ONMHUCAHHOM C 3THOJIOTHUECKOW TOUKU 3pEHHS
NaToJIOTHEH, Haclexyercss M0 ayTOCOMHO-JAOMHHAHTHOMY THITy, M 00JaJaeT NMEeHEeTPaHTHOCTHIO,
paBHoii pumepHo 30%. Bropoii uaentuduiuposanusiii red - THAPI - BbI3bIBaeT TUCTOHHUIO 1O
tuny DYT6, ayToCOMHO-AOMUHAHTHBIM CUHIPOM HM30JIMPOBAHHON ITUCTOHUM C MEHETPAHTHOCTHIO
npumepHo 60%. AHaTOTWYHBIE MPOSIBICHUS MOKHO TakKe HAOMIOAATh MPHU CHOPAAMYECKUX WU
CEMEIHBIX CcTydyasix ¢ HeyCTaHOBJIEHHOM 3THosoruei [18, 20, 22].

Knunuueckue nposiBiieHUs: pa3BUBAIOTCS OOBIYHO Ha 1-M WM 2-M AECSITUIIETHUSX KU3HU, B
1/3 cnywaeB — go 15 mer. B ciydae nmebrooTa B paHHEM JCTCKOM BO3pacTe IEPBOHAYAIBLHO
MOSIBJISIFOTCSL  HAPYIIEHHUs  XOABOBI, KOTOpbIe TOHA4yalmy ObIBaeT TPYAHO  MPABHILHO
uHTepnpeTupoBats. [lpu nebioTe B 3peloM BO3pacTe HACHIBCTBEHHBIC JIBUKEHHUS, HA00OpOT,
MOSIBIISIFOTCSI CHadajla B O0JIaCTH TYJIOBHUINA M BEPXHHMX KOHEYHOCTEHW, W Jmmb B 1/3 ciyuaes
MEePEXOIAT B TCHEPATU30BaHHYIO hopMmy [22 ].

MuokaoHyc-TuCTOHUS (MUOKIOHMYECKAs TUCTOHUS) - MHUOKJIOHOTOJOOHBIE MPOSIBICHUS
npu  OBICTPBIX JUCTOHWYECKUX JBWKCHHSIX. MUOKIOHYC TIPH MHOKIOHYC-JIHCTOHHH - HE
SMWICNTHYECKUN. Y TAIMEeHTOB ¢ «MHUOKJIOHHYeckor muctonuein» (DYTI11) wnaGmromaetcs
CoueTaHWe IUCTOHMU M MHOKJIOHYCa; 3TO SBJIEHHE, IO CYTH, MOXET MpPEeICTaBIsATh COOOH
«3CCEHIUANBHBIN MHOKIOHYCY», MOCKOJIBKY y MHOTHX M3 3THX NAIlMEHTOB HAOIIOJAETCS JUIIb
ciabo3aMeTHass COIMYTCTBYIOWIAsl TUCTOHMSA, WJIM y HEKOTOPBIX MAI[EHTOB WMEETCs YHUCTHIH
MHOKJIOHYC, B TO BpeMsl Kak y JAPYTrUX UIEHOB TOH K€ CeMbU OTMEYAaeTCs OJHOBPEMEHHO U
MHUOKJIOHYC U TUCTOHUS; BO MHOTUX CIy4YasiX MHOKJIOHMYECKUE MOIEPTUBAHUS MOKHO OTIUYUTH OT
OBICTPBIX  «CYIOPOKHBIX» JUCTOHWYECKUX MABWKCHHW TO pe3ynbTaraM KIUNHUYECKOW U

IEKTPOPHU3UOIOTUIECKOM OTleHKH [19].



JIMCTOHUS-NAPKUHCOHU3M BKJIIOYAeT PsJI PACCTPOMCTB, OONBIIMHCTBO M3 KOTOPBIX -
HacJIeyeMble, T/I€ COYETal0TCS NPU3HAKU JUCTOHMU M NApKUHCOHM3MA, MHOIZA C IpHU3HAKaMU
BOBJICUEHHUS] MUPAMHIHOTO TpaKTa WIM JPYrMX HEBpOJOTMYecKuX HapymeHuil. Hepenko
BO3HUKAIOT U HEMOTOPHBIE PACCTPOMCTBA, BKJIIOYasi KOTHUTHBHBIE HapyrieHus. OcoOblii HHTEpecC
npeacTaBisiior caenyromme u3 Hux: JIO®PA-3aBucumas auctonuss (DRD, DOPA-responsive
dystonia, Oomne3nr CeraBei), Oone3nr Bunbcona - Kownomamoma, Parkin-, PINKI1-, u DIJ-1-
aCCOLUMMPOBAHHBIIN MAPKUHCOHU3M (PARK2, 6 u 7, X-clernieHHas
nuctoHus-napkuaconusM/cuaapom LUBAG (DYT3), OsicTponporpeccupyromias JUCTOHHS-
napkuHconusM (DYT12), u Heliponerenepanus ¢ OTIOKEHUSIMHU kene3a B roJoBHOM Mo3re (NBIA,
Bkimouyass PANK2- u PLA2G6- acconunpoBaHHYIO HEHpoiereHepauio, HepoeppuTHHONATHIO |
npyrue ¢popMmel). B HacTosmee BpeMs MPOJOSIKAIOT BBISBISATHCS pa3IMyHble HOBBIE JOMUHAHTHBIE,
peueccuBHble U X-CLEIJICHHBIE TEHBI, JIEKAIIUE B OCHOBE Pa3BUTHUS JUCTOHUHU-NAPKUHCOHHM3MA,
KoTopbIM NipucBanBaioT MeTKu DY Tn uinn PARKn. JIO®A-3aBucumast iuctToHus, 0603HaYaBIIascs
paHee Kak Mporpeccupyronas TUCTOHHUS C BIPRXKEHHBIMU KoJieOaHUsIMH B TeueHue aHs (0ose3Hb
CeraBpl) HauMHAETCS B JETCKOM Bo3pacte. B ocHoBe 3aboneBanus nexutr myrtanus reHa GTP-
nuKnoruAponassl I Ha pomuaHOM TUTeue 14-i xpomocomsl (14q22.3). MexaHu3M HacjaeI0BaHHUS —
ayTOCOMHO-IOMHUHAHTHBII € HM3KOH IE€HETPAHTHOCTHIO. BBIPaKEHHOCTh JIHCTOHMUYECKHUX
JBWDKEHUH KOJIeOJIeTCsl B TeUeHHe IHsS, HO Ha MPOTSDKEHHMM MHOTHX JIET MMEET TeHISHIMIO K

HapacTaHUIO 110 Mepe mporpeccupoBanus 3abonesanus [ 18, 20, 22].

2. luarHocTrka 3a00J1eBaHUS I COCTOSIHMS (TPynnbl 3a00/ieBaAaHUN WIH
COCTOSIHMII), MeJUIUHCKHE TMOKA3AaHWSI U NMPOTHBONOKA3aHUS K NPUMEHEHUI0

METOAO0OB ITUATHOCTHUKH

2.1 /Kano0Obl 1 aHAMHE3

° Pexomenmyercss y marMeHTOB, B 3aBHCHUMOCTH OT ()OPMBI JUCTOHUH, OIECHUTH
HACWJIBCTBCHHBIC JBIMIKCHHUS PA3IUYHBIX YacTei Tena B mokoe (0e3 TpurrepHoro ¢akropa) U MpH
¢dbusunugeckoit Harpyske [1, 3,4, 7, 8, 10, 20, 28].

YpoBens yoeaureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB
-5).

KommenTapuu: Hacunbcmeennvie 08udiCeHUs  pasiuyHblx — dacmeu mead  MO2ym
NPOBOYUPOBAMBCSL IMOYUOHAILHOU HASPY3KOU. XapakmepHo Haaudue 601U 8 NOPAN’CeHHOU Yacmu
meina (Mvluiye/2pynne mMoulidly).

° Pexomenmyercsi BceM MalyeHTaM OLICHUBATh HAJIMYWE/CTETICHb BBIPAXKEHHOCTH HE

MOTOPHBIX CUMIITOMOB JJUCTOHUU (00JIb, SMOLIMOHAIBHBIE HAPYILIEHUs, paccTpoiicTBa cHa) [6, 7, 8].



YpoBensb yoeauteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH /10Ka3aTeJbCTB
- 5).

KommenTapuu: Heogueamenvhvie (HemMomopHvle) CUuMnmMoMbl OUCMOHUU -  OOJb,
oenpeccusl, mpesoICHOCb, COYUATbHbLE POOUU, HAPYULEHUE CHA - IMO XAPAKMepHble KIUHUYEeCKUe
NposiGIeHUsl, KOMOopble, Haps0y ¢ MOMOPHLIMU CUMIIMOMAMU, COCMABIAIOM KIUHUYECKVIO KAPMUHY
3a001e6aHUs, CYUECMBEHHO GIUSIOM HA Kauyecmeo dcusHu nayueumos [I1, 2, 3, 5, 6, 15, 16].
Hemomopnvie nposenenus OUCmonuu sAGIAIOMCA YACMbI0 NEPEUYHOU  NAMOPUIUOIOSULECKOL
ocoberHocmu 3a001€6aHUsL U MO2YM ObIMb YACMUYHO 00BACHEHbL MO Jce NaMmoPU3UOI02ULECKOT
MOOenblo, U3 KOMOPOU NPeOnoIoNCUMENbHO  BO3HUKAOm  OdgueamenvbHvle  cumnmomsl. C
KAUHUYECKOU MOYKU 3DeHUs He MOMOPHblE CUMNMOMbL 3HAYUMO GIUAIOM HA KAYECMB0 IHCUZHU
NayueHmos ¢ OUCMOHUel U MO2YM NPeOCmAsIsimb 6 COYemaHuu ¢ OapmaKoI0cUdecKumu uiu
XUpypeuuecKkumu mMemooamu mepanesmuyeckue yeiu 0s 001e2ueHuss OUCmoHuu. dmu CUMNIMOMbl
mpebylom makoz20 Jce YPOBHS GHUMAHUS, KAK MOMOPHble O0COOEeHHOCMU  3A00]1e8AHUS.
Hemomopnvie npossnenus OUCMOHUU MOSYM PA3IUYHBIM 00pA30M 61UAMb HA NOBCEOHEeB8HYIO

AKMUBHOCMb U HCUSHEOEIMENbHOCHIb nayuerma.

2.2 PusukaabHoe 00cae10BAHUE

) Pexomenayercss AMAarHOCTUPOBATH TUCTOHUIO Y TAIMEHTOB TIO  OCOOOMA
HEECTECTBEHHOH (IUCTOHMYECKOM) 1Mo3e (C TPEMOpPOM WM 0e3 HEro) U CHEU(PUUHBIM MIPU3HAKAM:
M30BITOYHBIE M 3€PKaIbHBIC IBMXKCHHS, KOppUTHpYIoue xecTo [1, 2, 3, 4,5, 6,7, 8, 16].

YpoBensb yoeauteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH I0Ka3aTeJbCTB
-95).

KommenTapuu: /leucamenvuvie (Momophuvie) nposenenus, cesazaHuvle ¢ oucmouueu [1]
npeocmasieHvl 8 mabauye 2. BvlpajdiceHHOCMb OUCMOHUU MOJCEm MEHAMbC 8 3A8UCUMOCTU OM
NON0JICEHUSL Mela U OMOENbHbIX e20 Yacmell U NPOU3BOJIbHBIX OBUNCEHUL 8 NOPANHCEHHOU YACU
mena [1, 3, 4, 5, 6, 7, 8]. Heobxo0umo yuumuvleams 3HAUUMENbHYIO CMENneHb (eHomunuieckoll
sapuabenbHOCMU  08USAMENLHBIX ~ CUHOPOMOS8  OUCHOHUU U OMCYMCmeue  O00CMOBEPHLIX
NAMOCHOMOHUYHBIX ~ NPUSHAKOS,  ONPEeOeNaouux  KIUHUKO-IMUOO2UYECKVIO  83AUMOCEA3b  C
2eHemuyecKkumMu Ui eHewHumu  axmopamu [1, 3]. Pexomendyemcs  ucnonvzoeams
paspabomannvie Cneyuanbhble KIUHUYECKUe WKAabl (Kakue, OOJHCHbL OblmMb Nepeyuciiensl
KOMMEHMApusx), — No36oisAowue  UMepams  OCOOEHHOCMU  KIUHUYECKUX  NpOsGIeHUl,
BbIPANCEHHOCMb, MANCECHb OUCTOHUU, U3MEHYUBbIL Xapakmep NposeieHus OUCMOHUU, GIUAHUE
OUCMOHUY HA JHCUZHEOeameNbHOCIb U (hyHKyuoHuposanue nayuenma [1, 10, 41].

Tabaunna 2. J[BuratenbHble (MOTOPHBIE) POSIBICHUS, CBA3aHHbIE C TUCTOHUEH [1]

NeNe Kumnnanuyeckuii Kinnuyeckasi XxapakTepucTHKA MPU3HAKA




IMPpU3HAK

1. J{cTOHUYeCKHi

TpemMop

CrioHTaHHBIE MyJIHCAITMOHHBIC, PUTMUYHBIC, HO YaCTO HEMOCTOSHHEIE,
mabJIOHHBIC JBKEHUS, BO3HUKAIOIINE MTPU COKPAIIEHUHN 3aTPOHYTHIX
JUCTOHMEN MBI, YacTO yCWIMBAIOLIUECS TMPU  TOMBITKE
MOAJEPKAHUS HMCXOAHOM (HOpMajbHOW) 1O3bl. J{MCTOHMYECKU
TPEMOpP MOXKET HE KYNHUPOBAThCSA, JJaXKE €CIM TIO3BOJIUTH 0Oe€3
COTIPOTUBJICHUSI PA3BUTHCS TMATOJOTHMUYECKOW JHUCTOHUYECKON TI03e
(“ayneBast Touka”). MHOrma HAMCTOHMYECKUM TPEMOpP JOBOJIBHO

TPYJAHO OTJIMYUTH OT 3CCEHIIUAIBHOTO TpeMopa [5, 6]

2. N30BITOYHOE

BIDKEHNE

UpesmepHasi ABUTATENIbHAsE AaKTUBAIMsI, YacTo Habmtomaemas Tmpu
JTUCTOHUM, TPEACTaBIseT COO0OM HEMPOU3BOJBHBIE MBIIICYHBIE
COKpAILlEHUs,  KOTOPBIE  CONPOBOXKAAKOT, HO  aHATOMUYECKHU
OTJIMYAIOTCS OT OCHOBHBIX JUCTOHHUYECKHX JBIDKEHUH. OHU OOBIYHO

BO3HHUKAIOT HAa TTUKE JUCTOHUYCCKHUX JBMKCHUMH [7, 8]

3. 3epKaJibHbIC

JIBIOKCHU A

3epkaibHas AMCTOHMS HPEICTABISIET COOOM cCHelu(pUUEecKHe IMO3bI
WJIU IBUJKEHHUSI, KOTOPBIE SIBISIOTCA aHAJIOTUYHBIMU WJIU CXOXKHMH I10
XapakTepy ¢ JUCTOHUYECKUMH, U BOSHUKAIOT OOBIYHO HA TOPAKEHHON
CTOPOHE TIPM  BBINOJHEHUM  JIBUKEHUW  WIM  JIEUCTBUHA  C

KOHTpaJIaTepalIbHOM CTOPOHHI [5, 15]

4. Koppurupyromue

KECThI (CCHCOpHLIC

HpOI/ISBOHBHHe ,HeﬁCTBHH, KOTOPBIC I1O3BOJIAIOT 0COOBIM 06p330M

YCTPaHUTDH BO3HHUKHOBCHUC MMaTOJOTrHYECKOM T103bI nin

neicTBUs WM KOPPUIHMpOBaTh IWCTOHWYECKUE MABMKEHHUSA. OOBIYHO 3TO MHPOCTHIE

AQHTArOHUCTUYECKUE NBUKEHHUST WM MPUKOCHOBEHUS B 00JIacTH Tena, 3aTPOHYTOU

TIBYDKEHUS ) IUCTOHHEH, HO TMpU OITOM HE SBJSIOIIMECS HWHTEHCHUBHBIM
IIPOTUBOAEHUCTBUEM IIPOSBIECHUAM JIUCTOHUH [ 8]

) Pexomenayercst  MpOBOAUTH  KIMHMYECKYHD  JUArHOCTHKY  JUCTOHMM  C

MMPOBECACHUEM BHUACO3allMCH KIMHUYCCKHUX IIKaJl C HCIOJb30BAHUEM CTaHAAPTHOI'O IIPOTOKOJIA

Bujaeo3anucu [1, 7, 16, 103,104].

YpoBennb yoeaureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH /10Ka3aTeJbCTB

~4).

KommenTapuu: [lo oaumnvim uccnedosanus 148 nayuewmos c I[/], yenvio xomopozco

ABUTIOCH U3YUECHUEe cunomemudeCKux UCmo4HUKo8 ouuUb oK npu KOAUYeCmeenou OUeHKe 3qbqbei<ma

cencoprozo mproka npu L[/ no TWSTRS — Toronto Western Spasmodic Torticollis Rating Scale

(Petimuneoeasn wikana cnacmuyeckou Kpugouieu 3anaonoz2o Toponmo), npumensanacs uoeo3anics.



Omo no360auUn0 ymouHums HeoOX0OUMYH NPOOOINCUMENTLHOCHbL NPOBEOeHUsI MeCMUPOBAHUs Ol
8bIABIIEHUSL CEHCOPHO20 MPIOKA U NOKA3AN0, YMO 3PHEeKMUSHOCMb CEeHCOPHO2O MPIOKA MOXHCEm
A61AMbCS  Kpumepuem  usmepenusi msaxcecmu L[], oyenxka Komopozo no cneyuaibHOMy
8UOCONPOMOKONY — Nno3eoasem  uzdedxcamv  owubox e2o oyewku [103].  I[Iposedernue
CMAaHOapmMu3uUpPOBaAHHO20 BUOEOKACCEMHO20 KIUHUYECKO20 00CNe008aAHUsL C UCNONb308AHUEM PAOA
wkan u ankem, exatodas wxany TWSTRS y 48 nayuenmos ¢ 6onesunvio I emmunemona no3eonuno
usyuUmsb  pacnpoCmpaHeHHOCmyb, pacnpeoeienue, msidxdcecmsb U o30eucmsue OUCMOHUU HaA
@yHKyuonanenvle o3ModcHocmu  nayuenma. Cmamucmuyecku 3HAYUMbBIE NOJONCUMETbHBLE
koppenayuu (P < 0.05) nabaroodanuce mexicoy msadxcecmvio OUCMOHUU, cmaouell 3a001e8aHus U
NPOOONIHCUMENLHOCIBIO  08U2AMENbHBIX — paccmpoticme.  Pacnosnasanue — oucmonuu ¢
BUOCOKACCEMHbIM ~ KIUHUYECKUM 00Ce008aHueM nomozaem YApasieHuro  OUCHOHUYECKUMU
CUMNMOMAMU 8 O00bIYHOU KIUHUYECKOU Npakmuke, 0Owemy CUMRMOMAMUYECKOMY Ne4eHUuo u
@yukyuonanoromy yuyyuienuro [104].

Buoeosanuce nayuenma c¢ oucmonueli A614emMCA  8ANCHLIM OMANOM  OUACHOCUKU,
OoanvHeliuieco NIAHUPOBAHUS NPOYeOyp UHbeKyull OomyauHuyeckoeo moxkcuna muna A*%
Bomynunuueckuti moxkcun muna A-eemazeniomurun Komniekc** u opyeux memooos neuenus, a
maxoice nociedyiowei oyeunku pezyromamog mepanuu [1, 3]. Llxaner oyenxu L[] u BCII u
NPOMOKOJIbL  8UOeopeucmpayuu nomewjenvl Ha cavme www.botulin.ru 6 pazoene bubiuomexa

cneyuanucma u 8 Meouyunckot mexHono2uu no iedeHuro GoxkaivHuix oucmonuti [16].

2.3 JIabopaTOpHbIE THATHOCTHYECCKHE NCCACI0BAHUSA

() Pexomenayercsi TPOBOJUTH TEHETUYECKOE TECTHPOBAHHE TOJBKO  TIOCHE
KITMHUYECKOW MTOCTAHOBKH JTUATHO32 C IENTbIO BBISIBIICHUS TCHETHUECKUX JIOKYCOB 3a00JICBaHUS HITH
TE€HHBIX MyTalui npu nepsudyHout auctonuu [11, 12, 13, 14, 17, 18, 19, 20, 21, 22, 23, 26].

YpoBensb yoeauteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH /10Ka3aTeJbCTB
—4).

KommenTapuu: ['enemuueckoe mecmuposanue, Kak eOUHCMBEHHbIUL Memo0 OUACHOCTUKU,
HedocmamoueH 0Jisi NOCMAHOBKU OUACHO3ad OUCMOHUU Oe3 Kiunuyeckux npuznaxkos [11, 12, 13, 14,
17,18, 19, 20, 21, 22, 23, 26]. I enemuueckoe mecmuposanue 00IHCHO NPOBOOUMBCS MOAbKO NOCTLe
NOCMAHOBKU KIUHU4Yecko20 ouaznosa [10].

[ Pexomenayercss nmarHoctudeckoe DYT-1 TectupoBaHme W TIE€HETHYECKOE
KOHCYJIbTUPOBAaHHUE IS TAIMEHTOB NMpU MaHUdecTaluyu 3a00JIeBaHKs C JUCTOHUHW KOHEYHOCTH,
IpU TIEPBUYHON TUCTOHUU C NeOrTOM B Bo3pacte a0 30 jer, a Takke C HadalioMm 3a00JeBaHUS

nocie 30 nmeT B cilydae HaJM4Msl POJCTBEHHUKOB C paHHEH MaHu(ecTanuell AUCTOHUU C IIeTBI0



nuarHoctuku runepkuaerndeckoit (JODA-neuyBcTBUTENBHON) quctonuu [11, 12, 13, 14, 21, 22,
23, 26].

YpoBeHb yoeaurebHocTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH /I0KA3aTeJILCTB
-4).

Kommenrapum: [lpu cemeiinou oucmonuu 6 acumnmomamudeckux cayuaix DYT-1
mecmupoganue He pekomenoyemcs. Pexomenodyemcs ouacnocmuueckoe DYT-6 mecmuposanue
NayueHmam ¢ paHHuUM HA4aioM OUCMOHUU UTU NPU CeMeUuHOU OUCTMOHUU ¢ KPAHUOYEPBUKANbHOLL
Gdopmoti [17,18] unu nocne ucxkmovenus DYT-1. Ilayuenmol ¢ panHum HAuaiom MUOKIOHYCA, C
806/1eUeHUeM KOHeYHOCmel Ulu weu, 0COOeHHO NpuU 8O3MONCHOCU AYMOCOMHO-OOMUHAHMHO20
Hacne008anusl, O0NHCHbI npoxodums mecmupoganue Ha DYT-11-een [7]. Pexomendyemcs
ouaenocmuposanue 2ena DYT-8 nayuenmam ¢ cumMnmomamukou  NAPOKCUBMATLHOLU
HeKkunezueceHHou Gopmotl [17]. Pexomenoyemcs ecememuueckoe mecmuposanue Ha Mymayuio
6GLUTI nayuenmam c napokcuzmManbHoU OUCKUHe3uel, 6bI36aHHOU YNPAN’CHEHUIMU, O0COOEeHHO
ecnu eoeneuenue GLUTI modxcno 3ano0o3pums u3-3a HAAUYUA INULENMUYECKUX NPUCMYNOS8 UTU
eemonumuydeckou anemuu [19, 20]. PekomeH1yeTcsi reHeTHUecKOoe TECTUPOBAHME JIIsl OOHApYKEHUS
rerepo3urotHoil myrtanuu GTP-uuknorugponaz B rene DYT-5 y nayuenmoé ¢ Kiunuueckou
KApMUHOLl, HANOMUHANOWel CRACMUYecKylo Ouniecuto npu 0emcKkom yepeopaibHoM napaiude u
Xapaxkmepusyrowyrocs epyoviMu 08U2amenbHblMU HAPYWEHUAMY, 2UNOKUHe3Uell, pPUSUOHOCMbIO,
OHeBHbIMU KoNleOaHuaAMU 0gueamenvhblx Hapyuenuil [105]

. He pexomenaywTess  HEWpPOPU3HOIOTUYECKHE  TECTHI IS  PYyTHHHOTO
WCITOJIb30BAHUS MTPU AUATHOCTUKE U KJIacCU(PpUKAUK TUCTOHUH [24, 25, 27,28].

YpoBensb yoeaureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB
- 5).

KommenTapumn: pasiuunvie Hetipogusuonocuueckue mecmovl MO2Yym  NOOMEEPOUMb
@dyHKYUOHANbHbIE HapYWeHUs Y NnayueHmos ¢ Oucmouueun. B 6onvwuncmee ciayuaes
HelipoghusuonocuecKue namonocuu He AGIAIMCA CReYUGUUHbIMU U MOSYM He KOPPeIuposams ¢
KAUHUYECKOU KapmMuHoU U OblMb KIUHUYECKU HEZHAYUMbBIMU, NOIMOMY He PEeKOMeHOYIOmcs Ol
PVMUHHO20 UCHONb308AHUS NpU  OuazHocmuke uau Kiaccuguxkayuu oucmouuu. QOOHako
INEKMPOMUOSPAPUA  USOTLUAMASL  PASTUYHBIX MbIUUY MOXMCEem NOMEHYUpPo8ams KIUHUYECKVIO
OYEHKY, 8blAG/IAsl XapaKmepHvle 0COOeHHOCU OUCMOHUU. [l oyeHKu ocobeHHocmel OUCMOHUU
MOJCHO ~ NpuUMeHumv MHO20KaHanvHyro OMI"  ueconvuamyro om  pasziuynvix  meuuy [27].
Omcymcmeyiom 00Ka3amenbcmed 3HAYUMOcmu Oisl OUACHOCMUKU UMW  KAACCUDUYUPOBAHUS
oucmonuii  6oee MOHKUX MemOo008 UCCIed08anus (Ouh@dy3Ho 636euleHHble U300paANHCeHUs,

@yuxyuonanvnas MPT) [24, 25].



[ ] Pexomennyercsi ¢ nenbto BeisiBieHUs JJODA-3aBUCHMON AMCTOHUU TPOBENCHUE
JMAarHOCTHYECKOTO TecTa ¢ #1eBojonatkapOunona*™* BceMm manueHTaM ¢ pa3BUTHEM JWCTOHUH B
paHHeM Bo3pacTe 0e3 ajabTepHaTUBHOro nuartosa [20, 105, 106].

YpoBenb yoenurTeabHocTH pekoMeHaaunid C (YpoBeHb J10CTOBEPHOCTH 10Ka3aTeJIbCTB
-4).

KomMmeHTapum: nposedenue OuacHocmuveckoeo mecma ¢ #IeBojonatkapougona**
DEeKOMeHOyemcsi  8cemM NAYUeHMAM ¢ OUCHOHUYECKUM PACCMPOUCMBOM NOXOOKU, Ounjelueti,
CnopaouvecKkoll  Cnacmu4eckol  napaniecuell,  aAmMaKCU4ecKum  CUHOPOMOM,  CYMOUHBIMU
KoJlebanHuaMU OUCMOHUY 8 pAHHeM 803pacme Oe3 anvmepHamugHo2o ouaernosza [20, 105, 106]. Smo
mooicem  evisisumv  JJODA-3a6ucumyio  oucmonuro  (bonesnv  Ceeaswvr).  [Ipenapam
#nesopomatkapoumona** 6 mepanesmuueckoii 011 COOMBEMCMBYIOUUX BO3PACIA U MACCHL Med
003¢ NPUHUMAEMCS BHYMPb, BbIPANCEHHBIU KIUHUYECKULL d¢hghexm Oondcen Hacmynams yepes 25 -

60 munym, Komopwlii coxpanamvca 6 meuenue neckovkux yacos [20, 105, 106].

2.4 UHCTPpYMEHTAJbHBIC THATHOCTHYECKHE HCCIST0BAHUSA

o He pexoMeHIyIOTCS METOABI HEMPOBHU3YAIN3AlIMHU TOJIOBHOTO MO3Ta PYTHHHO TIPH
SIBHOM KJIMHUYECKOM JIMarHO3€ MEPBUYHON TUCTOHHUM Y B3POCIBIX MAIIUEHTOB [24, 25].

YpoBensb yoeauteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB
-95).

KommenTapuu: memoowvt Hetiposusyanusayuu 2onoeno2o moszea (MPT, ¢oMPT, KT u op.)
PYMUHHO He PeKOMEHOVIOMCS NPU A6HOM KIUHUYECKOM OUA2HO3e NepeUdHOl OUCTOHUU ) 83DOCIIbIX
NAayueHmos, NOCKOIbKY 8 SMOM Cllyuae 0AHCUOAemcsl NOIyYeHUe HOPMANbHbIX pe3yivmamog [24,25].
Hccnedosanue cmpykmypvl 201061020 mo32a ¢ nomowvio MPT neobxooumo 6 cnyuae ckpunumea
emopuunwix popm oucmonuu [24, 25]. Komnvromepuas momoepaghusi modxcem noHadooumucs 0Jist
ouggepenyuayuu Haxkonnenutl karvyus u sxcenesa [25]. Ilpecunanmuueckoe ooghamunepeurecxoe
ckanuposanue (mpancnopmepa oogpamuna uiu 18FJJODA) sasnsemca s¢pgpekmugnvim memooom
oughgpepenyuayuu dopauyscmsumenvuoi oucmonuu u rogenunvHou bBII, komopas nposensemcs
oucmonueu. OHO makdce Modcem ObIMb NOAE3HO O0a OughghepeHyuayuu  OUCMOHUYECKO20

mpemopa om mpemopa npu napkurcoruzme [24, 25].

2.5 NHple JHATHOCTHYECKNE MCCAeI0BAHUS

DaKTOPbI PUCKA PA3BUTHSA IUCTOHUHU
. Pexomenayercss paccMaTpuBaTh HajlWyue JUCTOHUM Y  POJCTBEHHUKOB

(reHeTHUECKAs MPEIPACTIONOKEHHOCTh) KaK OCHOBHOM (pakTOp pUCKa pa3BUTHs TucToHUU [1, 3, 4,

5,7, 8].



YpoBens yoeauteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH /10Ka3aTeJbCTB
-95).

o Pexomenayercsl cuuTaTh 3HAYUMBIMH (DAKTOpPAMH PHCKA Pa3BUTHS JUCTOHHUH TIPH
HAJIMYAW ~ TEHETHYECKOW  TPEAPACIIONIOKEHHOCTH:  SMOIMOHAIBHBIN  cTpecc  (OCTpHIA |
XPOHHUYECKHIT) U nepudeprudecKkue Bo3AeUCTBUSA, MPUYeM 4acTo Halrogaerca ux couetanue [1, 3,
4,5,7,8].

YpoBenb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB
-95).

o Pexomenayercss y4yuTHIBaTH Cleayromme nepudepudeckre (HakToOpel pHCKa
(mpoBouupyomue GpakTopsl): JIUTEIHLHOE U30BITOYHOE UCIIOJIB30BAHNE MBIII, 00JIEBOM CHHAPOM,
JUTUTEIbHBIE TIO3HBIE HATPY3KH B COOTBETCTBYIOIIEH 00JacTH, TOKaIbHbIE TpaBMbI 3a 0,5 - 2 Troxa
Jo nebrora 3aboneBanus [1, 3,4, 5,7, 8, 107].

YpoBenb yoenuteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB
-95).

o Pexomenayercesi pacro3HaBaTh CEHCOPHBbIE CUMMTOMBI, YacTO MPEIIECTBYIOIIHIE
MOSIBJICHUIO JTUCTOHUYECKOTO (PEeHOMEHa, KOTOpPhIE CBHUJETENLCTBYIOT O MAaCCHBHOM BO3JICHCTBUU
U30BITOYHOTO ad(HEepeHTHOTO TIOTOKAa OT PEHENTOPOB BCEX MOMAIBHOCTEH (KOXKH, MBIIIII,
CYXOXWIHK, BHYyTPEHHUX OPraHOB, COCYJ/IOB) 3aMHTEpecoBaHHOW obnactu [1, 3, 4, 5, 6, 7, 8, 107,
108, 109].

YpoBens yoeauteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB
-95).

KoMmeHTapuu: mesxcoyHapoOHot 2pynnoul 2KCnepmos pacCmpoucme O08udceHus Ovlid
npogedeHa OYeHKa KIUHUYECKUX NPOSAGIeHUl U NPeoOuKmopog y Noell C pazluyHbiMy Munamu
UBOIUPOBAHHOU  OUCTOHUU 8 MHO20UEHMPOBOM, MENCOYHAPOOHOM NONEPEYHOM, KO2OPMHOM
uccnedosanuu 2362 yenosek co 8cemMu MUNAMU  UBOIUPOBAHHOU OUCHOHUU (OKATbHOL,
CecMEeHMAapHoU, MYTbMUpOKATbHOU U  2eHepanu308anHoll). Pexomenoosano paccmampusamo
cnedyruue nepugepureckue Gakmopul. OrumenbHoe U30blmMoyHoe UCHONb308AHUE MbLUUY, DONEB0U
CUHOPOM, OnumeNbHble NO3Hble HAPY3KU 8 COOmMEemcmayrwell oobiacmu, 10KaIbHble MpPasmol 3d
0,5 - 2 200a 0o Oebroma 3abonesanus, KAk Gaxmopvl pucka pazsumusi OUCHOHUL, d MAaKice
PAcno3nasams panHee MNOAGIEHUE CEHCOPHLIX CUMNIMOMOS, KAK NposeleHue B8030elcmeus
uzovimouno2o aghgepenmnoco nomoka [107]. HUccredosarnue ciyuaes 3abonesanus 67 nayueHmos
¢ Ll u 67 ux 300poguix bpamves u cecmep € OYEHKOU B030€UCMBUAN OKpY#CarOwel cpeovl ¢
HOMOWBIO NOOPOOHO20 CMAHOAPMUUPOBAHHO20 60NPOCHUKA u3 124 eompocog nokasano, 4mo
nayuenmvl ¢ L{/[ no cpasnenuro ¢ ux 300po8bIMuU. OpAMbAMU U CeCMpPamu, UMeNU NOBLIULEHHYIO

yacmomy asmomoounvHuix asapuil (10,1, 95% U om 2,1 0o 47,4, p-0,004) u xupypeuueckux



anuz0008 (6,5, 95% J[H om 1,76 oo 23,61, p-p 0,005). Mnozoseapuanmmuwiii anaius nokasa, 4mo
aA8MOMOOUNIbHBIE aBapuu U Xupypeuieckue 3nu300bl 3HA4UMo ceazanvl co cmamycom LJ]. Tpasema
MASKUX mMKauell yseauyueaem puck pazeumus L]/] y eenemuuecku npedonpeoenennvix auy [108].
Uszyuenue HayuonanvHoti 6a3vl OAHHLIX UCCAEO08AHUL MEOUYUHCKO20 cmpaxosanus Tatieans u3z
65704 uenosex, umerowux nepugepuieckue mpasmol oonapyxcuiro 189 nayuenmos ¢ oucmonuet
(0.28%) 6 mpaemamonozuyeckoii epynne, u 52 nayuenmos ¢ oucmonueti (0.08%) 6 epynne 6e3
mpaem. Ilnomnocme 3abonesaemocmu OUCMOHUEU 6 MPABMAMOIOSULECKOL 2pynne coCcmasuia
2,27 na 10000 wenosek, 6 epynne 6e3 mpaem - 0,71 na 10000 uenosex, opyeue nepemenHvie,
ceA3aHHble ¢ 3a001e6aeMOCmbl0 OUCMOHUEH, BKIIOYANU HCeHCKUll noi 6 eospacme 40 nem u
cmapuie, oenpeccuio u paccmpovcmea cua [109].

o Pexomenayercss  paccMaTtpuBaTh  JUIMTENBHOE  CYIIECTBOBAaHHME  CHHApPOMA
«KOpPOTKOM HOTW» - Kak oauH u3 ¢akropoB pucka L/I, cnocoOcTByronmii (hopMupoBaHHIO
JaTepaIn30BaHHBIX MHO(MACIUAIBHBIX M MBIIIEYHO-TOHHYECKUX CHHAPOMOB B TpalelUeBUIHOH,
PEMEHHOM, JIECTHUYHON MBIIIIAX, MBIIIE, MNOJHUMAIOMICH JIOMAaTKy, TIPyAUHO-KIIOUYAIHO-
cocueBuHOM Mpime. CToikoe JaTepann3oBaHHOE 00JIE3HEHHOE MBIIIEYHOE HANpsDKEHUE - OJUH
13 BaXXHBIX apdepeHTHbIX nepudepuueckux paxkropos narorenesa LI [1, 3,4, 5, 110].

YpoBenb yoeaurTenabHocTH pekoMeHaaunid C (YpoBeHb T0CTOBEPHOCTH J0KAa3aTeIbCTB
-95).

Kommenrapum:  Hccreoosanue — nepugepuueckux — MexanHusmoe — namozemesa U
Gdopmuposanus cumnmomos L/[ 6v110 npo6edeHo ¢ NOMOWBIO OPMONEeOUYeCcKol OUACHOCMUKU U
aHanu3a MOMOPHO20 CMepeomunda, Hawyus mpasem, 0Ooresoco cunopoma. Y 40 uz 95
obcnedosanHvlx  nayuenmog ¢ L[J], 6vinia o0OHapydcena «KOpomKas Hoea» HA CMOPOHe,
NPOMUBONONIONCHOU 8PAUEHUIO 20J108bl, GbLABIEHbL DoNesble U Opyeue CEHCOpPHble CUMNIMOMbL 8
mom dice peauone. /lannvie IHMI u 6b136aHHbIX CUMNAMUYECKUX NOMEHYUATIO8 KOHCU NOKA3bIEATU
Hanuyue Namon0SUYecKUX UMEHeHUU CUMNAMUYecKUX 6e2emAamusHblX 60JI0KOH, d MAakKdice 8
aKCcOHax Hepea ¢ obeux cmopoH, 8 0cHoeHom Ha cmopon LlJ]. Koppenayuu, nHadaooaemvle mexcoy
CMOPOHOU  8paWeHUst  20108bl U  CMOPOHOU  nepugepuieckoco  Gaxkmopa, Nno3601710m
npeonooNCUms, Ymo nepugheputinvie gaxkmopsl (8 ocHosHom akmop "kopomkoti noeu") wacmo
onpeodensiem CMOPOHY 8paujenuss 2on0evl. Takum obpazom mepanus L[/] oonxcna erusmo u Ha
nepugepuyeckue mexanusmvl, a He moavko yeHnmpanvuvie [110]. Taxum obpazom, Koppexyus
«KOPOMKOU HO2U» ABNIAEMCsT OONOIHUMENbHbIM MepanesmuiecKum 8030eUcmseuem y nayueHmos ¢

YepB8UKAaIbHOU OUCTOHUEII.

Kpurepun ycranoB/jieHusi 3200/1eBaHUsI HJIH COCTOSTHUS



Kpurepun ycranoBjeHusi auarHo3a JlMcTOHMS HAa OCHOBAHMH INAaTOTHOMOHHYHBIX
JAAHHBIX:

1. AHaMHECTMYECKHX JAaHHBIX - HaJU4YM€ HACWIbCTBEHHBIX IBUKEHHH B TOKOE W IPHU
¢u3nuecKkux Harpyskax, HaJM4hMe HEMOTOPHBIX CUMMTOMOB (00Jb, SMOLMOHAIbHbBIE HapyIIEHHUs,
paccTpoiicTBO CHA);

2. ®u3uKagbHOTO 00CIENOBaHMS - JUCTOHUYECKas Mo3a (C TpeMOpoM WM 0e3 HEro),
cnenuduueckre Npu3Haku (M30bITOUHbIE U 3epKajbHbIE JBUKEHUS, KOPPUTHPYIOIINE KECTHI);

3. JlabGopaTOpHO-IMAarHOCTUYECKOTO O0O0CIe0BaHUs TOC/e KJIMHUYECKOM MOCTaHOBKU
JUarHo3a (MOJIEKYJIIPHO-TEHETUYECKOE TECTUPOBAHHWE IIPU TOJO3PEHUM HA HACJIECACTBEHHBIN
XapakTep AUCTOHHUH);

4. MWHBIX TMarHOCTUYECKUX HUCCIICIOBAHNUH.

JudpdepeHunanbHbIA 1HArHO3

o Pexomenayercst mpoBOAUTh Au(QEepeHIInaNbHbI  AUarHo3 ePBUKAJILHOIM
AUCTOHHU C 3a00JICBaHUSIMH W CHHAPOMAMH, TPH KOTOPHIX HAOIIOMAIOTCS TATOJOTHYECKOE
MTOJI0’KCHHUE WJIN ABIKCHHS TOJIOBHI [8].

YpoBenb yoenurTeabHocTH pekoMeHaaunidi C (YpoBeHb J10CTOBEPHOCTH 10Ka3aTeIbCTB
-95).

KommenTapuu: /Juggepernyuanvhviti 0uacHo3 yepeuKaibHoU OUCMOHUU C NPOBOOUMCS
3a601e6AHUAMU U CUHOPOMAMU: BPOHCOEHHASL MbIULCYHAS KPUBOULes, MUONAMUYEeCKUe CUHOPOMbI,
opmoneouyeckue U pesmamudeckue HapyuleHus (noosvli8ux 8 amaHmo-aKkCUdIbHOM Cycmase,
NOO0BLIBUX Nedd, UCKpUBIeHUe NO380HOYHUKA U Op.), nopadicenus 11 Hepsa unu Kopewika,
BEPXHEUEUHBIX KOPEUIKO8, BPONCOCHHbIE AHOMAIUU WEUHbIX NO360HKO8, NAMONIO02Usl NO360HKO8
(namonocuuecku nepenomsi, CHOHOUIUMbL), OObeMHble 00pPA306AHUS 6 MASKUX MKAHAX uiel,
KOMNEHCAMOPHAsL YCMAHOBKA U OBUJICEHUS 20]108bl NPU NAMON02UU OMBOOSAUEe20 U OpPYeUX
2N1a3008U2AMENIbHLIX HEeP80s8, HUCmazme, KOCO2NA3Ul, HeNnoIHbIX OelbMax, HAKIOH 20108bl Npu
CUpUH2OMUENUU UNU BbICOKOU CHUHANLHOU ONYXONU, OCMPAs KpUueouies npu namonoSuu WeHblx
MEAHCNO380HOUHBIX OUCKO8, 00OPOKAUECMEEHHbI NAPOKCUSMATbHBIN MOPMUKOIIUC Y MIAAOeHYes,
cunopom Canouepa (dceny0ouHo-nunye8o0Hblll pehiioxkc), MuKu, NCUXO2eHHAS KPUBOULES

. Pexomenayercsi mpoBoauTh nuddepeHaNbHbpId AuarHo3 Ogaedapocnazma ¢
MUACTCHHEW W JPYrMMH 3a00JIEBAaHUSIMU, MPOSBISIOMIMMUCS MTO30M, THKaMH, CBETOOOS3HBIO,
ampakCcWel OTKPBIBaHUS TJIa3, TeMHU(alMalbHBIM CIIa3MOM, HEBPOIATHEH JUIEBOTO HEpBa,
TICUXOTeHHBIM Onepapocnazmom [8§].

YpoBenb yoenureabHocTH pekoMeHaaunidi C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeJIbCTB

~5).



KommenTapun: Jckirouenue muacmenuu umeem NPUHYUNUATLbHOE 3HAYEHUe, MAK KAk
Muacmenus AGNAEMCA O2panudeHuem O JedeHuss OOMyIUHUYecKUM moKcunom muna A**
bomynunuyeckum mokcunom muna A — eemacemomunun xKomniexc™*. Ilpu eemughayuanonom
cnasme Opo6b NPUNOOHAMa (3a cuem Cnasma J0OHOU Mblysl), a npu oregapocnazme 6msaHyma 8
opbumy.

o Pexomenayercsi npoBoauTh AU(QepeHInaNbHBI TUarHO3 OpOManOUdYIApHOU
oucmonuu ¢ OpYKCH3MOM, pa3HBIMH BHIAMH TpH3Ma, THKaMH, MHO(MACIHAIBHBIM CHHIPOMOM
KEBATEJIBHBIX MBIIII] C SIBJICHUSIMH MBIIICYHO-CYCTaBHOW NUCHYHKINU W JUCOKKIIO3WH, TIO3THEH
(TapauBHON) HEWPOJIEITUYECKOW JAUCKWHE3WEH, CIIOHTAaHHOW opodanualbHOW JUCKUHE3WEeH Yy
MOXUJIBIX [8].

YpoBenb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB
-5).

KommenTapuu: 0ns  nposedenuss  mounou  oughgheperyuanvHot — OUAeHOCMuUKU
JAPUH2EANbHOI  OUCMOHUU ¢ Opyeumu  3a001e6aHUAMU  20PMAHU — PEKOMEHOYemcsl
@onuampuueckoe u QoHuockonuueckoe ucciedosanue ¢ eusyaruzayuell 6cex CmpyKmyp 2opmanu
[3]. Auppepenyuanvhviii Ouacno3 nucuezo cnazma xuoyaen 2eMuUcCUHOPOMbl NAPKUHCOHUSMA U
cnacmuyHocmu, Hesponamuu, NIeKCONamuuy, CUHOPOMbL NEPempy’CUBAHUS, ICCEHYUATbHBIL

mpemop [3, 9].

3. JleyeHue, BKJIOYAs MeIUKAMEHTO3HYI0 MW HeMeIMKAMEHTO3HYI0
TepanuM, JAUeTOTepanuio, o00e300MBaHNE, MEJUIUHCKHE TNOKA3AHUA U

NMPOTUBONOKA3aAHUA K IPUMECHCHUIO METOAOB JICUYCHUA

Mopenu nanmueHTa

DopMHPYIOTCS HA OCHOBE ONTHMAIBHOTO BBIOOpA MPU3HAKOB: HO30JIOTMYECKAs CAMHUIIA,
kox mo MKB-10, Bo3pacTtHas kareropus, ctanus 3aboneBanus, (asza 3a00yieBaHUs, OCIOKHEHHUS,
CTpaTU(UKANMUOHHBIA PUCK, BUJ MEAWIIMHCKOW TIOMOIIM, YCJIOBHS OKa3aHUS MEIUIIUHCKOM
noMoniy, (GopmMa OKa3aHWSA METUIIMHCKOW ITOMOIIY, OKAa3bIBAIOIIUX HAWOOJIBINECE BIMSHUE Ha
TaKTUKY BeJeHHs manuenTa (Tab. 3).

Taoauua 3. Moaenu naiueHToB ¢ AUCTOHHEH

Mopeanb Ieanb Jeuenns MeTtoabl Jie4eHus

Mooens A A IloBbIIEHME  KauyecTBY bT, xupypruueckue  MeTOABI
ManyeHT CPKM3HM TAIMEHTOB 3a CyeTriyOoKas CTUMYJISLIHS Mo3ra (pu
[IEpBUKAIBHOM YMEHBIIIEHUSI  BBIpOKEHHOCTHpe3ucTeHTHOCTH K bT), dapmakorepanus,
IICTOHHEH cumnTomMoB  IIJl, cHwxkeHuskunezorepanus, JIOK




0o

Moodenr B IloBblIEHME  KayecTBY BT, dapmakoTepanusi, «po30Bble OUKN:
—  D[AMeHT  CPKU3HU TalMeHTOB 3a cueT(o0paboTaHHbIE CIHEHMAIbHBIM pPacTBOPOM)
OnedapocrnazMOM [yMEHBIIEHUS  BBIPAXKEHHOCTHXUPYPrUUecKue MeToasl (mepudepuyeckas
CUMIITOMOB  Onedapocnasma,Xupyprus KaK JIOTIOJIHEHUE K
BOCCTAaHOBJICHHE  HOPMaJbHOWOOTYJIMHOTEPAIINN)

(hyHKIMH 3peHUS

Mooens C A IloBbIIEHWE  KayecTBY bT, xupypruueckue  MeTOABI
[TalECHT CPKM3HM TMAIMEHTOB 3a CUCTHEHWpOBACKYJSpHas  JAekoMIpeccus  (mpul

FeMI/I(l)aHI/IaJ'II)HI)IM [YMCHBIICHUA BBIPAXKCHHOCTHPE3NCTCHTHOCTHU K BT n HaJIN4uy

CITa3MoM CHMIITOMOB TeMH(annaIbHOrOHEHPOBACKYISIPHOTO  KOH(UIMKTa ~ KOPEIIKJ
cria3ma. ITM1IEBOTO HEPBA)

Mooenb D - IloBpllIEHME  KadecTBY BT, ¢apmakorepamnusi, XupyprayecKkue

[aIeHT CPKM3HM TAIMEHTOB 324 CYETMETOMAbl — TIyO0OKas CTUMYJSIUsS Mo3ra (TpH

IPYTUMH  BUJAMHYMEHBIIICHUS  BbIpakeHHOCTHpe3ucTteHTHOCTH K bT), kunesorepamnus, JIOK
TICTOHUU CUMIITOMOB JTUCTOHUH,

CHIKEHUS 00111

Mooens E - CHuxeHue 001, bT, xupypruueckue  MeTOABI
TTIAITUCHT coOyierueHue yxonaa, CHI/I)KGHI/ICFJ'Iy6OKa$I CTUMYJIALUA Mo3ra,
reHEepaIN30BAHHON [BEIPAXKEHHOCTH cuMmnToMoBlpapmakorepanus, kuHesorepamnus, JIOK

(hopMOil TMCTOHUY |[TUCTOHUU

3.1 KoncepBaTuBHOE JIeUECHHE

BBenenue: 1easiMu JieueHusl sIBJSIIOTCS TOCTHKEHUE YCTOMYUBOM peMuCCUH 3a00eBaHUs
C COXpaHEHHEM TPYJIOCIOCOOHOCTH U COIHAIBbHON AaKTHMBHOCTM TAIIMEHTOB, a TaKXke
MPEIOTBPAIICHUE PEIMINBa CUMITOMOB AUCTOHHH [28]. DTOr0 MOXKHO TOOUTHCS TOJIBKO ITyTEM
PETYJSIPHBIX TOBTOPHBIX MHBEKIMH IMpenapaToB (MHOPENAKCAHTOB MEPUPEPUUECKOTO JEHCTBUS,
KOJI ATX MO03AXO01) ¢ aeicTByrOmMM BEUIECTBOM bOTYJIWHUYECKMA TOKCHH ThTa A** wmm
borynuHMYeckuii TOKCUH THUIA A TeMarraTlOTHHUH KOMIUIEKC™* B ClIa3MUPOBAHHBIE MBIIIIIHL.

. PexomenayioTcs JioKkaabHbIe HMHBEKIIMN OOTYJIMHHUYECKOIO TOKCHHA THUIa A** min
OOTYJTMHUYECKOTO TOKCHHA THUIA A TeMarriIiOTHHUHOBBIA KOMIUIEKC** B KauecTBE METOa BEIOOpA
TIpH JICUEHUH TIAIIMEHTOB C JUCTOHMEH [42, 43, 44, 45, 46, 47, 48, 49, 50, 51, 52].

YpoBeHb yOeauTeIbHOCTH PeKoMeHAauuid A (YPOBEeHb J10CTOBEPHOCTH 0KAa3aTeJIbCTB

~1).



KomMeHTapumu: OauHbvill Memoo no3eofisem YCmMpaHums NAmMoN0cUYecKue COKpaujeHus
MblUY NpU COXPAHEHUU ux QyHKyuu. Jna 00CmudiCeHus YCmouyusol pemMuccuu U COXPaHeHusl
Kauecmeda JHCU3HU NAYUeHMOo8 npenapamel OOMYIUHUYECKO20 moKcuHa muna A**  wu
OOMyNUHUYECKO20 MOKCUHA muna A - eemaceitomuHuHo8020 Komniekca™* oondichvl Obimob
HA3HAYEHbl NayUeHmy cpazy dce nocie NOCMAHOBKU OUACHO3d (OKANLHOU OUCMOHUU, NOCKOIbKY
ABIAIOMCS npenapamamu nepeou auHuu nedenus. Muvexyuu OO0NHCHbL NPO8OOUMbCs Pe2YIAPHO, 6
cpeonem, kaxcovie 3 - 4 mecaya. QOHaxKo, UHMEPBAN MeHCOY UHBEKYUAMU MONHCEM 8APLUPOBAMNBC
8 3A8UCUMOCIU OM CMENeHU 8bIPAHCEHHOCTU OCHOBHBIX KIUHUYECKUX NPOSAGIIEeHU U CAMOY)8CTNEUS
nayuenma, Ho He 00dceH Obimb menee 12 Hedens. [lenecoobpasna makmuka 2ubKo2o uHmepeala
MeNHCOY UHBEKYUAMU, «NO 3anpocy NAYUEHMAa», Ko20a Hacmynaem CHUdceHue 3pgexma
npeovloywell unvekyuu. bezonacnocmo u évicoxas sghghexmusnocms bomynunomepanuu 00KA3aHaA
MHO2OYUCTIEHHBIMU KOHMPOIUPYEeMbIMU Uccre0o8anuimu u 30-ntemuetl KIUHUYECKOU NPAKMUKOLL
[28, 37]. Knunuuecxuii sghghexm nocne npogedennoli unvekyuu umacmynaem Ha 7 - 21 OeHb u
NPOAGNAEMC 8 BUOE BbIPANCEHHO2O CHUNMCEHUS MbIUEUHO20 HANPAXCEHUs, CNnA3MO8 U OOJu.
Jleueonwiii 3¢hghexm npenapamos ¢ Oeucmeyrowum ewecmeom OOMYIUHULECKUL MOKCUH MUNa
A** unu 6omynunuveckutl moxcun muna A eemazentomuHul Komniekce**.ces3an He moavko ¢ e2o
CUMNMOMAMU4ecKuM Oelicmeuem Kak JIOKAIbHO20 MUOPENaKCAHmMa, HO Makice U ¢ 6IusHuemM Ha
agghepenmmuvie NOMOKU HA Cce2MeHMAapHO-nepudhepuyeckom U HAOCeMeHMAPHOM YPOGHe, YUMo
N0360JI5lem  2080pUMb O NAMO2EHeMU4eckKou poau OOmyruHomepanuu 6 JnedeHuu @OKanIbHbIX
oucmonuu [3, 16, 25, 46, 50, 66]. B nocneonue 2006t nosasuiucb OaHHvle O 00J20CPOYHOU
appexmusnocmu  u  OezonacHocmu  npenapamos  OGomyauHuueckuti moxcurn —muna A*%
oomynuHuyeckutl mokcun muna A—eemazentomunun Komnaexc**.  Knunuueckue 0o3vl 6cex
npenapamosd 6OmMyIuHuU4ecko2o mokcuna muna A** u oomynunuveckuu moxcun muna A-—
eemazentomuru - kKomniexc **evipascaromes 6 eounuyax Oevicmeus (E/l) u wHe sasnaromcs
e3aumozamensemvimu. Pexomendyemcs nposooums 3 - 4 Kypca uHvekyuul 6 meueHue 2004 8
3Q8UCUMOCIU  OM  BBIPAICEHHOCMU CUMNMOMO8 3a0071e6aHUsl U NPUMEHAEeMO20 npenapama
bomynuHuyeckoeo moxcuna muna A** wiu domynuHuveckuil MoKCuH muna A—eemazentOMuHuH
Komniaekc**. B ymeepicOeHHbiX UHCMPYKYUAX NO NPUMEHEHUIO NPenapamos OOMYIUHUYECKO2O0
moxcuna muna A** u domynunuveckuli moxcun muna A—eemazeniomuHun Komniexc**onucanol
003bl U Cnocobwvl 8eedenus. Takawce cywecmsayrom MeOUYUHCKUe MeXHOI02UU ¢ KOHKpemu3ayuetl u
demanuzayueti cnocoboe 6sedenus npenapama U MeXHUKU UHBEeKYUll NpU pasiudublx opmax
Goxanvroti oucmonuu [16, 43]. Ilpenapamvi OamHoco Kiacca mo2cym 6800UmMb MOJAbKO
cneyuanucmol,  obaadaowue  CNeYUudalbHoU  NOO20MOBKOU U ONLIMOM — 0OpawjeHuss ¢
oomynunuyeckum moxcunom. Ilpu evibope mecma unveKkyuu credyem pyKo8oOCHEO8AMbCSL

cmam)apmem/z pPacnoioscenuem movluty, Henocpe()cmeeﬂuoe mecmo UHveKyuu onpe()eﬂmom 6



COOMBEeMCMBUU C AHATMOMUYECKUMU OPUEHMUPAMU U OAHHBIMU NATLRAYUL, A MAKIHCE C NOMOUWBIO
OONONHUMENbHbIX — MeMmOo008:  IIEKMPOMUOSPADUU  USOALYAMOU,  DJIeKMPOCMUMYIAYUU,
yaempa3zeyka, KT. Bornvuwuncmeo muluiy 6vb10Uupaemcs u uUHbeyupyemcs 6 COOMEemcmeuu ¢
AHATU30M OUCMOHUYECKUX OBUCEHUL, monozpaguieckol anamomuu, naionayuu moiuy [43, 44,
45]. ObsazamenvHo oghopmierue 00OPOBOILHOCO UHGOPMUPOBAHHO2O CO2NACUS HA NPOBeOeHUe
Jleyenus  npenapamom  OOMyIuHuUYecko2o mokcuma. Pexomenoyemca nocie  npoeedeHHol
npoyedypvl OOMYIUHOMEPAnUY AKMUBHOE COKPAUeHUEe UHbEYUPOBAHHBIX Mblully 6 medenue 20 MuH,
6 meueHue 4aca NayueHm OO0ANCeH HAXO00Umvbcsi 00 HaAOI0OeHUeM 8 1e4eOHOM YupedcoeHuu Ois
KOHMpONs 3a paszsumuem HeMeOleHHbIX —aliepeuveckux peakyuti [3, 37]. B cayuae
He0OCMAamoyHo2o d¢hghexma, OmMMedeHHO20 Npu ocMompe nayueHma 6 OuHaMuxe, Npu
NOCNeOYIOWUX UHBEKYUAX NPOBOOUMC NOO0OOp U 3aMeHA CXeM Mmepanuu, UMeHeHue 003bl
bomynunuyeckoeo mokcurna muna A**unu 6omynunuveckuil mMmokcuH muna A—eemacenrOMuHUH
KomnieKkc**, npumenenue OONOTHUMENLHBIX MEMOO08 KOHMPOJS UHbEKYUU, KOHCYIbMUPOBAHUE C
bonee onvimubIM cneyuarucmom domynunomepanuu. TexnHuxa GomyauHomepanuu Opyaux @opm
GokanvHbLlx  OUCMOHULL NOOPOOHO U3N0HCEHa 6 MeduyuHckou mexnonoeuu [16, 30, 35],
PEKOMEHO08AHHASL 003a Npenapama He 00JJcHa bbims npesviutena [3, 4, 15, 17, 18, 19, 20, 21,22,
23,24, 25].

o Pexomenayercss mpu [EPBUKAIHHONW TUCTOHUU TPHUMEHEHUE OOTYITWHOTEpAIHH
KaK Tepanuu rnepBoit munuu (42 - 52].

YpoBeHb yOeauTeIbHOCTH PeKoMeHAaunid A (YPOBEeHb JT0CTOBEPHOCTH J0Ka3aTeJIbCTB
-1).

KommenTapuu: Oba muna 3apecucmpupogannvix 8 PO 6omynunuveckuti moxcurn muna A-
2emMazeIioOMUHUH KomMniekc™* u oomyaunuueckutl moxkcun muna A-eemaceitomuHul Komniekc**
umerom cxodcyro  apgexmusHocmo U mocym ocmasamvcsi  IPOEKMUSHLIMU 8  MmeyeHue
onumenvbHo20 epemeru [46].

o Pexomennyercs npu BBISIBJICHUH onedapocnazma paccMaTpuBaTh
OOTYIUHOTEpANMI0 KaK METOJ JICYCHUS TMEePBOM JUHHUHM JUIS KOPPEKIMU HEMPOU3BOJIBHBIX
IBWKeHUN Mumudeckux meim [31, 32, 33, 37, 40, 53, 55, 57, 58, 59, 60, 61, 62, 63, 64].

YpoBeHb yOeauTEeIbHOCTH PeKOMeHAaunid A (YPOBEHb J10CTOBEPHOCTH J0KAa3aTeJIbCTB
-2).

KomMmeHnTapumu: oba muna sapecucmpuposannvix 6 P® 6omynunuueckuil mokKCuH munda
A*%  bomynunuyeckui mMoxKcuH muna A—eemazentomuHul  KOMHaeKC**  umerom  CxXoxHcyio
aghghexmuenocmsb u Mo2ym ocmasamovcs IPHeKmusHbIMU 8 MeyeHUue OAUMENbHO20 8peMenu. s
obecneyenus ayyuteli 3¢ppexmusHocmu u 6e30NaACHOCMU UHbEKYULL OOMYTUHUYECKULl MOKCUH MUna

A** pexomeHOyemcs MaKCUMAIbHO 803MONCHASL MOYHOCMb unvekyuu [43, 44, 45, 46].



o PexoMenayercss 1pv BBIABICHUM IPU3HAKOB CIIACTUYECKOW  aAJyKTOPHOU
muchOHUH U TeMHU(aIaIbHOM Clla3Me MPUMEHEHHE MpernapaToB #00TYyIMHUYSCKUI TOKCHH THIIA
A-reMarrialoTUHUH ~ KOMIUIeKC*® u  # OOTyJIMHHYECKMH TOKCHMH THIa A-TeMarrjJloTHHUH
komriekc** [28, 37,62, 111, 112,113].

YpoBensb y0eautebHOCTH pekoMeHAanuil B (ypoBeHb 10CTOBEpPHOCTH 10Ka3aTeJbCTB
-2).

KommenTapuu: Jleuenue adO0ykmopHOU OUCMOHUU C UCNOTb30BAHUEM OOMYIUHUYECKO20
mokcuna muna A** oOvii0 nposedeno y 13 nayuenmos 6 kauecmee 0BOUHO20 ClEN020,
n1ayeOOKOHMPOIUPYEMO20 UCCe008aAHUSL. THayuenmor OvLIU OUACHOCMUPOBAHDBL
MENCOUCYUNTUHAPHOU  2PYNNOU, CcOoCmosawel u3 Jjo2onedd, OMONAPUH20NI02a U He8poJl02a.
bomynunuueckuti  mokcun muna A**  unu  conesoi  pacmeop 8800UNU 8  KANHCOVIO
WUMONOOBAZLIYHYIO MBIULYY NOO 3NIEeKMPOMUOSPAPUUECKUM U JIAPUHEOCKONUYECKUM KOHMPOJIEM.
bomynunuyeckoco moxkcuna muna A** 3amemHo yMeHbWUL 2UNePMOHYC, CHU3UL OUANA3OH
OUCMOHUYECKUX YACMOM U VIYYUUIL cnekmpozpaguuieckue xapaxmepucmuxu coaoca.. Ilayuenmol,
nocie 66edenuss OOMYIUHUYeCKO20 MOKCUHa muna A** ommemunu 3HauumenvHoe YayuuieHue
20110ca No cpaeHeHuiro ¢ epynnoiu niayebo. bomynunuueckuii mokcun muna A** oxazancs
ahpexmunbimM U 6e30NACHLIM MEMOOOM eyeHUss A00YKMOPHO20 MUNA NAPUHSEeANbHOU OUCTOHUU
[111]. Cpasnenue s3¢pgpexma oonocmoponnux (50 E/] 6omynunuueckoeo moxcuna muna A**) u
08YCMOPOHHUX MUPOAPUMEHOUOHBIX MblueyHbIX unvekyutl (no 25 EJ] bomynunuueckoeo mokcuna
muna A** c xaoscooti cmopownv) 'y 50 nayuenmos ¢ a0OYKMOPHO2O MUNA J1apUHeealbHoOU
OUCMOHUU  NOKA3AN0, YMO CMAHOAPpMHbIe OOHOCHOPOHHUE U  O08YCMOPOHHUE UHbEKYUU
bomynuHuyeckoeo moxcuna muna A** obecneuusarom 3SKEUBANEHMHYIO CMENeHb YIyUUUEHUs]
CUMNMOMO8 apuHeeanvHol oucmonuu. Konmponvnas epynna exnouana 15 300posvix cyovekmos
[112]. Ho Hedocmamouro OauHwbiX 0151 NOOMEEPHCOeHUsT IPheKkmusHocmu npu adoOyKmopHoMm
mune JIAPUH2EATbHOU  OUCHOHUU U NPU  MbIUWEYHOU  MOH3UOHHOU  Oucgonuu. Ilouck
PAHOOMUBUPOBAHHBIX UCCIE008AHUL, CPAGHUBAIOWUE OOMYTUHUYECKO20 MOoKcuHa muna A** c
niayebo npu cemugpayuanvHuim cnazme 6 Koxpanosckou o6ubauomexe, 6azax MEDLINE u
EMBASE  noxazan  00HO  Heboabuwioe  paHOOMU3UPOBAHHOE,  NAAYeOO-KOHMPOIUpyemoe
nepekpecmuoe ucciedosauue ¢ yyacmuem 11 yenosex, 8 xooe KOmMoOpo2o NAYUeHmMbvl NPOULIU
yemvipe ceccuu UHbEKYUll, CPABHUBASI NAAYeDO ¢ Mpems PA3IUYHBIMU 003aMU OOMYIUHUYECKO2O0
mokcuna muna A** - nuzkas 003a: NOIOBUHA NPOMENCYMOYHOU 003bl, NPOMENCYMOYHAS 003d; U
8bICOKASL 003A: 0BOUHASL NPOMENCYMOUHAS 003d, U 00UH U3 niayebo. dppexm domyruHuwecKozo
moxcuna muna A** 6vin eviue niayeb6o. Hecmomps ma cKyoOHOCmb XOpOULUX KAyecmEeHHbIX
KOHMPOIUPYEMBIX OAHHBIX, 6Ce UMEIOUUEeCs UCCIe008aHUS NOKA3bIBAIOM, YMO OOMYIUHUYECKO20

mokcuna muna A** saenaemcs s3¢ppexmusHvIM U OE30NACHLIM O/ JleYeHUs 2eMUPAYUATLHOSO



cnazma. bByoywue ucnvimanus OO0MNCHBI U3YYUMb MeXHU4ecKue akmopvl, maxue Kax
ONMUMANbHbIE  UHMEPBANbl  JIeYeHUsl,  pPasiuuHble  Memoobl  UHBEeKYul,  003bl,  MUnbsl
bomynunuyeckoeo moxcuna muna A** kauecmeo oicuznu, 00120CPOUHYIO IPHEKMUBHOCD,
0e30nacHoCmb U UMMYHO2EHHOCMb. DOMYIUHUYECK020 MOKcuna muna A** cnedyem cpaenums c
Xupypauueckou Mukpococyoucmoii oekomnpeccueti [113].

o Pexomenayercsi mpu mucueM crasMe OOTYJIMHHYECKMHA TOKCHH Thma A** s
KOPpEKLIUU MEJIKOW MOTOPHUKH KUCTH [9, 15, 28, 37].

YpoBenb yoenureabHocTH pekoMeHaaunii C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJNbCTB
-95).

KomMeHTapum: 8o3mooicno bomynunuyeckuti mokcun muna A** sgpgpexmusen npu opyeux
Mmunax OUCMOHUU BEePXHUX KOHEUHOCMmel, HO HeoOXo0um Oojee mujamenvhslii H00OOp 003 U3-3d
yacmo eosHuxarowell mvluteynot ciabocmu. Ilpenapamer 6omynunuyeckoeo moxcuna muna A **
ABIAIOMCS 6€30NACHLIMU U IPPEeKMUSHLIMU NPU 00N20CPOUHBIX HOBMOPHBIX UHbEKYUAX, HO 8PAYU U
nayueHmsl OOJIMHCHbL 3HAMb, YMO BbICOKUE CYMMAPHble 003bl MO2YM ObiMb ONACHYL, 0CODEHHO Ol
oemeii [15, 28].

o Pexomenayercss UMHTpaTekaibHOE BBeJeHHE OakiodeHa™™ manueHTam co
BTOPUYHOHN JUCTOHHEH B KOMOMHAIIUHU CO CITACTHYHOCTHIO [83, 95, 114].

YpoBens yoeauteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH /10Ka3aTeJbCTB
-95).

KommenTapum: 6  Hacmosawee — 6peMs — pAcNpOCMPAHEHHOCMb  NPUMEHEeHUs
UHMPAMeKalbHo20 86edeHUsl baxnogena™™* ymenvuaemes 66udy noOOUHLIX AGNEHUL, CEA3AHHBIX C
npenapamom U O0COOEHHOCMAMU IKCHIyamayuu o000py008aHus, a makdice 66udy 0oavuiell
docmynHocmu u 3QgexmusHocmu Memooa 2ryooKou cmumyasiyuu mozea. Memoowvl 08ycmoporteti
cmepeomaxmu4eckol paououacmomHuou 0ecmpyKyuu maiamycd, UHmMpaoypaibHoOl pu3omomuu u
MUKDOBACKYIAPHOU OEeKOMNpPeccuu 6 HAacmosiuyee 6pems He PeKOMEHOO8AHbl K UCNOJb308AHUIO
(GPP). Omcymcmeyem oOokaszamenvhas 0aza 015 UCHOIb308AHUS Memodd Npu NepeutHou
oucmonuu. Humpamekanvuvle un@ysuu oOaxiopena™* sensomcs o0WenpuHamvIM jleuyeHuem
cnacmuku. Hmeromcesi maxodice 00KA3amenbcmea 07 JledeHus GMOPUYHOU 2eHepalu308aHHOl
OUCTMOHUU UHMPAMEKATILHLIM  88edenuem oaxnopena™**. Ilpeumywecmea memooa 6KIOUAIOM
CHUDICeHUe MOHYCa, VIyduleHue HNO3UYUOHUPOBAHUS U CHUJICEHUE O00pA308aHuUsi NPOJIeJiCHEIL.
Hecmompss ma smu  npeumywecmea, ecmv 3HAYUMENbHbIE OCIONCHEHUS, KOMopbvle MO2Ym
BO3HUKHYMb NpU DMOU Mepanuu, 6 Mmom 4Yucie OmMeHd JIeKapCme, KamemepHvle UH@DeKyuu,
nepeoo3uposKu U omkaz oaxiogenosoco Hacoca. [na  yayuuwieHus noooopa nayueHmos u

pe3yIbmamos MHo2ue YeHmpul, npeodiazaujue UHMpAameKaibHylo mepanuto 6axiogernom™**,



UCNONBL3VIOM MHO20NPOPUILHYIO KOMAHOY, COCMOAWYIO U3 8payeli, Xupyp2o8 u Qusuomepanesmos

[114].

3.2 Xupypruueckoe JedyeHmue

o Pexomenayercss TalMeHTaM TMPU TEHEpalW3aldd JUCTOHUHM, a Takke IMpH
Hed(PPEKTUBHOCTH JICKAPCTBEHHOTO JICUCHUS MpenapaTaMu - MHOPEJIaKCaHTaMH MepUQEepUIecKOro
JENCTBUS MPU PA3INYHBIX TUIIAX TUCTOHUU MPOBEAEHUE MTyOOKON CTUMYJISIUKU Mo3ra [85 - 90].

YpoBenb yoenurTeabHocTH pekoMeHaaunid C (YpoBeHb T0CTOBEPHOCTH 10KAa3aTeJNbCTB
-4).

Kommentapum:  OcHO8HbIM — aHamoMuuyeckum  00pa30eanuem,  NO08epearuuMcs
cmumynayuu (DBS — Deep Brain Stimulation, uetipomooynsayus), a61semcs 6HYMpeHHss Yacmb
On1e0Ho020 wiapa, Xoms paccMampueaemcs 603MONCHOCMb CMUMYIAYUU BEHMPOIAMePalbHO20
manamyca, cyomanamuieckoz2o saopa. Ommeuero, ymo mevenue OUCMOHUU NOCIe UMNIAHMAYUU
cmumynupyiowjel.  cucmemvl umeem O0COOEHHOCmU — OUCMOHUYECKUe OBUNCEHUsl (BKII0UAs
Gaszuueckue, MUOKIOHUYeCKUe U OpOdCAmMENbHble) pecpeccupyiom HeMeOdleHHO 6 meyeHue
yacos/OHell nocie ONEpamusHo20 BMeuamenbcmed, 6 mo 8peMs KAk — 8blpadCeHHOCb
OUCMOHUYECKUX N03 (MOHUYeCKUe KOMNOHEeHmMbl 3a001e6anusl) yMeHbulaemces 6onee MeoieHHO — 8
meuenue Hedenv/mecayes [85, 86, 87, 88]. Dpphexmusnocms nevenus nepsuunoi oucmonuu 40 —
90%, 6 cnyuae émopuuHou OUCMOHUU pe3ynbmamvl MeHee onpedeneHusl [87, 89]. Omoanennas
OYEHKA NOCIeoNnepayuoHHbIX pe3yibmamosd NedeHus YepeuKaIbHolu OUCMOHUU (8KII0UAS Mpemop
207108bl U MUOKIOHUU, BbIPAdNCEHHblE (hasuyecKue OUCOHUYEeCKUe OBUICEHUs, Ca2UummaibHble U
JamepanbHble HAKIOHbl 207106bl) uYepe3 I — 2 200a NpOOEeMOHCMPUPOBANA pecpecc MANCeCmu
cocmosinus na 50 — 70%, ymenvuienue cmeneHu 02paHudeHus HCUuHeoesmeabHoCmy nayueHmos Ha
60 — 70%, ymenvuenue oonegvix nposienenuii na 50 — 60% [89, 90]. DBS — xopowuii sapuanm
mepanuy NepeuUtHOU 2eHepaIu308aHHOU U Ce2MEeHMAapHOL OUCMOHUU 8 CUMYAyUusx, eciu He OblLio
00CMUSHYMO A0EKB8AMHO20 VIYYUIeHUs. NOCNe MeOUKAMEHMO3HO20 JleYeHUs: Ul NPUMeHEeHUs
bomynomokcuna. DBS — xopowuii éapuanm mepanuu yepsuKaibHot OUCMOHUU 8 CUMYAYUSIX, eClU
He Obll0 O00CMUSHYMO A0eK8AMHO20 VAYYUWEHUT NOCle MeOUKAMEHMO3H020 JIeYeHUss Ulu
npumenerus bomynomoxcura. DBS kax npasuno, menee sghpexmuena npu 6moputHvix OUCTNOHUSX,
3a uUcKmoueHueM omcpodenHol oucmonuu. DBS mpebyem cneyuanvbHulx 3HAHUN U HATUYUS

MHO2ONPOPUILHOU KOMAHOBL. DMa npoyedypa Moxcem umems noOouHvle IPhexmol.



4. MeauuuHckasi peaOMIMTAIIMS W CAHATOPHO-KYPOPTHOE JieYeHHe,
MeIUIUHCKHE TOKA3aHUSI M NPOTHBONOKA3aHMS K TPUMEHEHUI0 MeTO00B
MEIMIUHCKON peadMJuTAllMU, B TOM YHCJI€ OCHOBAHHBLIX HA HCHOJbL30BAHUU
NPUPOAHBIX Jie4eOHbIX (PAKTOPOB

. PexoMeHnayercsi mamMeHTaM C JUCTOHHMEH TpaHCKpaHWAIbHAs MarHUTHAs
CTUMYJISIUSL B COYETAHUHM DJIEKTPOMUOTpaUUYECKUM KOHTPOJIEM IO OHMOJIOrHuecKkodl oOpaTHOM
CBSI3M JIJIA CHWOKeHUA akTuBHOCTH OMI [1, 3, 16, 96, 115].

YpoBensb yoeauteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB
-95).

KomMmeHnTapumu: no odaunvim psada ucciedosauuii, y NAyueHmos ¢ HUCUUM CHAZMOM U
opyeumu gopmamu GoKaibHOU OUCMOHUU OMMeUaemcs ViyduleHue MOMOPHOU (YHKYuu nocie
npogedeHus hu3uecKol mepanuu, CEHCOPHO20 U 08ULAMENbHO20 NepeodyYeHUs.

Cmpamezauu neuenus OUCMOHUU 3ABUCAM OM KOOPOUHAYUOHHO20, CE2MEHMANbHO20 UIU
2eHepanuU308aHHO20 pacnpedenenuss CUMNmMomos. Xemooenyepsayusi OOTYITUHUYECKUM TOKCHHOM
tana A** ocmaemcs memoodom 6vibopa O0ns JleyeHus DOKANbHOU, MYIbMUPOKATLHOU U
CcecMeHmapHoU OUCMoHUU. Diexmpomuospagus nogviuiaem mMoYHOCHb UHbEKYULU U MOdCem
VMEHbUUMb KOIUYECME0 UHbEKYUU, Yacmomy, nobounvie 3¢hghexmol u 3ampamol nymem mouHo20
8blAGNEeHU ~ OUCMOHUYECKOU MbIWEYHOU —aKmueHocmu. Xapakmepucmuxa OUCMOHUU — KAK
CEeHCOpHO20 ~ paccmpoucmea  nobyouno K  UCNONb308AHUIO — HEUHBA3UBHBIX — NPOyeoyp
Hetipomooyaayuu. Imu Memoobl HYHCOAIOMC 8 OdalbHeuuleM U3y4eHul, HO O0OHOBPEMEHHOe
npUMeHenue Memooo8 peaburumayuy, yiyyuiaem pesyivmamol nedenus. Ilaimuoanvras enyookas
CMUMYTIAYUSL MO32a NONe3HA OJisl MEOUKAMEHMO3HO-PEe3UCEHMHOU NePEUYHOU 2eHepanu308aHHOl
U, 803MONUCHO, poxanvrou oucmonuu, maxou kax L{J/[ [115].

o Pexomenayercss MyIbTHAUCHUTUTMHAPHAS TIpOrpaMMa peadHINTAIIH TAllUEHTOB C
JTUCTOHUSMHU B YCIIOBHUSIX KPYTJIOCYTOYHOTO CTAallMOHapa, BKIIOYArOIas (U3UUECKYIO TEparuio,
KUHE3HOTEpaIio, MNpo(ecCHOHATIbHYI0  IEePEOPUEHTALMI0,  JIOTONEAMYECKUe  3aHATUS U
MICUXOTEpaneBTUYECKUE BMeIIaTeIbcTBa [97].

YpoBensb yoeauteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH I0Ka3aTeJbCTB
- 4).

KommeHnTapumn: no pesyremamam panooMusupo8aHHO20 UCCIE008AHUSA, 8 KOMOPOM
npuHanu ydacmue 32 nayueHma ¢ OUCMOHUAMUY, HOIYYAGUUX MYIbMUOUCYUNTUHADHYIO -
HeOelbHYI0 NPOSPAMMY PeadUuIumayuy 8 yCcl08Usx Kpy2ioCymo4Ho2o CMayuoHapa ¢ exceoOHe8HbiMU
QuzuueckuMy  YNpasxsCHeHuaAMU, HNpPoheccuoHalbHOU nepeopueHmayueli, J1020NeouyecKumMu U

ncuxomepanesmudeCKumu emeutamenbCmeamut Omme4eHo yiayduleHue Cumnmomoe no wkKaie CcGI



(IIpunoosicenue 13) y 86,7% nayuenmos ¢ coxpanenuem OaHuwvix napamempos y 69,2% cnycms 6
mecAayes HabNoO0eHUs.

L Pexomenayrorest il peaOUIUTAIIMK TMAIIMEHTOB C IEPBUKAIBLHON IUCTOHUEH
TPEHUPOBKU C OHOJIOTMYECKON OOpaTHOM CB3bI0 MO KUHE3UOJIOTHYeCKOMYy o0pa3y mpu
3a00NIeBaHUSAX [IEHTPATHHONW HEPBHOM CHCTEMBI U TOJIOBHOTO MO3Ta, TPEHUPOBKH C OMOIOTHYECKON
00paTHOH CBSI3BIO MO dJEKTpOMUOTpaduu mpu 3a00IeBaHUAX NIepudepruiIeckoil HEPBHOW CUCTEMBI,
AIIEKTPOCTUMYJISIHS, JieueOHass (PU3KYJIbTypa C HCIOJNB30BAaHHEM amlapaToB U TPEHAXKEPOB TPHU
3a0osieBaHusAX Mepudeprudeckoil HEPBHOM cHUCTEMBI, jJeueOHass (U3KyIbTypa Mpu 3a00JeBaHUIX
nepudepruieckoil HepBHO# cuctemsl [98, 99].

YpoBeHb y0enuTeIbHOCTH pexoMeHaanuii B (YpoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB
-3).

KommenTapuu: mpebyemcs ocmoposcnoe moaxkoearue s¢hghexkmuenocmu puzuomepanuu 8
Kauecmee aovroganmuou mepanuu. Illpedcoe uem coeramv 6v18600bl, HEOOXOOUMO NPOGECU
OONONHUMENbHbIE UCCIe008AHUSL  BbICOKO20 Kayecmeéd. B uccredosanusx coobwaemcs 06
VAYYUIeHUU NOJIOHCEHUs 207108bl, YMEeHbUleHUU 00U, Y8eIudeHuy WeluHo20 OUana3oHa O8UNMCEHUS,
NOBbILUEHUU KAYeCMBA HCUZHUL.

o Pexomenayercss mpu  (GOKAIBHBIX AUCTOHUSX TMporpaMMa peadHInTaIuH,
BKITIOUAIONIAs 11eTb-OPUCHTUPOBAHHYIO JBUTATEIBHYIO TPAKTHKY, METOIbI HEHPOMOIYJSIIUU B
KOMOWHAIIUY ¢ MHTEHCHUBHBIM JIBUTATEIHHBIM TpeHUHTOM [102].

YpoBeHnb yoeauTeabHOCTH pekoMeHAauuili B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB
-3).

Kommenrapum: Ha ocnosanuu cucmemamuieckozo 0630pa, npeocmaesieHno2o 6 Movement
Disorders Clinical Practice 6 2018 200y, 6vlnoineH auanu3 HAYYHbIX OAHHLIX NO NPUMEHEHUIO
PA3TUYHBIX MeMmOo008 peabuiumayuu NayueHmos ¢ HOKAIbHLIMU OUCMOHUAMU, KOMOopble Obliu
cepynnupoganvl Ha 6 epynn: (1) osucamenvuas npakmuka, (2) mpeHupogka ¢ ocpanuyenuem, (3)
ceHcopHas peopeanuzayus, (4) Hopmanuzayus MbIUEYHOU AKMUBHOCMU C NOMOWbIO BHEUHUX
Memooos, (5) netipomooyasayus ¢ ooyuenuem u (6) komnencamopHvle cmpamezuu. Ilpedcmasnenvl
6b1600bl, UMO UYElb-OPUECHMUPOBAHHbBIE O0BUSAMENbHbIE NPAKMUKU, MEMOObl HEUpOMOOVIAYUS 8
CoYemanuu ¢ UHMEHCUBHLIM O0BUSAMETbHbLIM MPEHUH2OM ABIAIOMCA Hauboiee NPUOPUMeEemHbIMU

Memooamu peadunumayuy nayueHmos ¢ oKaIbHbIMU HopMamu OUCTOHUU.

5. Ilpopumaaktuka M JUCHAHCEPHOe HAOJOJeHHe, MeIUIMHCKUE

MMOKa3aHUuA AU IIPOTUBONOKA3aHUA K IPUMEHEHUI0 METOA0OB l'[pO(l)I/I.JIaKTI/IKI/I

O dexTnBHON MPOPUIAKTUKN AUCTOHUHU HE CYLIECTBYET.



6. Opranusanus okazaHusi MeIMIIUHCKOM MOMOLIHU

MeauuuHCcKasi TOMOIIb, 32 UCKIIIOUEHUEM MEAUIIMHCKOW MOMOIIM B paMKaxX KIMHUYECKOM
anpoOanuu, B cooTBeTcTBUH ¢ DenepanbHbiM 3akoHOM OT 21.11.2011 Ne 323-@3 «O6 ocHoBax
OXpaHbl 3710poBbs rpaxkan B Poccuiickoit denepanum», OPraHu3yeTcst 1 OKa3bIBaeTCs:

1) B COOTBETCTBUU C MOJOXKEHHEM 00 OpraHU3ali OKa3aHUs MEIUIMHCKON OMOIIN
M0 BUJAAM MEJIUIMHCKON MOMOIIM, KOTOPOE YTBEPXKAAETCS YHNOIHOMOYEHHbIM DenepalbHbIM
OpraHOM MCHOJIHUTEIbHOM BIACTH;

2) B COOTBETCTBHH C TIOPSJAKAMH OKAa3aHUS MOMOIIM IO MPO(HII0 «HEBPOJIOTHUS,
00s13aTeIFHBIM TSI UCTIONHEHUST Ha Tepputopuu Poccuiickoit denepanuyi BCeMH MEIUIIMHCKUMU
OpraHMU3alMsIMH; Ha OCHOBE HACTOSAIIUX KIMHUYECKUX PEKOMEH IAIUi;

3) C Y4E€TOM CTaHJIaPTOB MEIUIMHCKOW MOMOIIH, YTBEPKICHHBIX YIIOJIHOMOYEHHBIM
®denepanabHbIM OPraHOM UCIIOJIHUTEIBHOW BJIACTH.

[MokazanusAMM 1JIsI TOCHUTAIM3ALNMU B MEJUIUHCKYI0 OPraHM3alUI0 B 3KCTPEHHOI
WIH HEeOTJIOKHOH (popme ABIASIOTCS:

1) HAJIMYUE OCJIO)KHCHUW JIHUCTOHHUU, TPEOYIONMX OKa3aHUs CIEHUATH3UPOBAHHON
MEIUIIMHCKON MOMOIIM B 9KCTPEHHOW U HEOTJIONKHOU (popMme;

2) HaJIM4HUE OCIIOKHEHHH JICUCHUS (XUPYPrUIECKOTO BMEIIATEILCTBA, JIEKAPCTBEHHOU
Tepanuu) AUCTOHHH.

[okazanusaMu I TOCHHUTAIM3AUMHA B MEJIMUMHCKYI) OPraHU3alHI0 B IUIAHOBOI
dpopme saBIaAIOTCS:

1) HEOOXOJAMMOCTh  BBITIOJIHEHHSI XHUPYPrHUYECKOTO BMEIIATeNbCcTBa  (TIIyOOKOM
CTUMYJISIIIMM MO3ra TAalMeHTaM C pPa3IdYHbIMH TUIAMU JUCTOHUH, MHUKPOBACKYJISpHAS
JIEKOMIIPECCHUsl KOpEIIKa 7 Mapbl YepernHO-MO3TOBbIX HEPBOB IPHU BBISIBIEHUU HEHPOBACKYJISIPHOTO
KOH(IJIMKTA P reMupanuaiIbHOM cria3me U T.11.);

2) HEOOXOAMMOCTh MPOBEACHUS OOTYJIMHOTEPANHH MPHU TsHKEIBIX (popMax TUCTOHHH,
TpeOyIomuX HaOIIOAEHUS B YCIOBHSIX KPYTJIIOCYTOYHOTO WIJIM JHEBHOTO CTAI[MOHAPA;

3) HAJIMYUE TMOKa3aHUW K KOMOWHHUPOBAHHOMY JICUCHHUIO (XHUPYPTUYECKHE METOJIBI,
OoTynuHOTEpanus), TpeOyrolue HaONIOJEHUs B YCJIOBUSAX KPYIVIOCYTOUHOTO WJIM JHEBHOTO
CTalloHapa.

IMokazanusiMM K BbINUCKE MAIMEHTA U3 MeTUIIUHCKOI OpPraHu3aluM ABJISIOTCS:

1) 3aBEpIICHHE  Kypca  JIEYEHHsT  WIM  OJHOTO M3  JTaloOB  OKa3aHWs
CIIEIMATU3UPOBAHHON MEIUIIMHCKOW TOMOIIM B YCJIOBHSX KPYIJIOCYTOYHOTO WJIM JHEBHOTO
CTalliOHapa IpH YCIOBUU OTCYTCTBUS OCIIOKHEHUH JiedeHHsI, TPeOYyIOIIMX MeINKAMEHTO3HOM

KOPPCKIUH H/uau MCIUIIMHCKHUX BMCIIATCIBCTB,



2) OTKa3 IallMeHTa WU €ro 3aKOHHOIO IIPEACTABUTENA OT CIELMAIA3UPOBAHHOU
MEIUIMHCKON IIOMOIIM B YCJIOBUSAX KPYTJIOCYTOYHOI'O MJIM JTHEBHOI'O CTalMOHAPA, YCTAHOBIECHHOMN
KOHCHUJIMYMOM MEAMIIMHCKON OpraHW3aliy, OKa3bIBAIOIIEH MEAUIIMHCKYIO MOMONIb, IPU YCIOBUHU
OTCYTCTBUS OCJIOKHEHUH OCHOBHOI'O 3a00JI€BaHUS W/WUJIM JIEYEHUs, TPEOYIOIIMX MEANKAMEHTO3HOM

KOppCKIHUUn W/ WA MCIUIMHCKUX BMCIIATCIILCTB B CTAHUOHAPHBIX YCIIOBUAX;

3) HEOOXOIMMOCTh TEPEeBOJia MAIMEHTa B JIPYTYI0 MEIUIIUHCKYIO OpPTaHH3AIHIO TI0
COOTBETCTBYIOIIEMY  NpPOQWII0  OKa3aHUS  MEAMIMHCKOM  MOMOIIM.  3akjiIlo4YeHue o
1eNeco00pa3HOCTH  TepeBoja MNalueHTa B NpOodWIbHYI0  MEAMIIMHCKYIO — OpraHH3alfio

OCYHICCTBJIIACTCA TIOCJIC HpCHBapHTCHBHOﬁ KOHCYJIbTalUU TI0 MPEAOCTABJIICHHBIM MCIUIIMHCKUM
JOKYMCHTaM /W IpeaABapUTCIIbHOTO OCMOTpA MAlMCHTA BpadaMH-CIICHUaJINCTaMU MGI[PILIHHCKOﬁ

OpTaHU3aIMH, B KOTOPYIO TUTAHUPYETCS TIEPEBOI.

7. lononnuTteabHass nHpopManusa (B TOM YHcjie (paKTopbl, BJAUSIONINE HA

HCX0/1 32a00J1eBaHMsI WJIH COCTOSIHMS)

B kaudecTBe onTHMAIBLHOTO HHCTPYMCHTA JJIA MPAKTUYCCKOr0o BEACHHA MALITUCHTOB U OLICHKU

pe3ybTaTOB  BBIOpDAHHOW  TEPANEBTHYECKON  CTpAaTeTMd  MOXET OBITh  HCIIOJIh30BaHA

Mexnaynapoanor Illkanelr dynknuonupoBanus (MK®) [39]. IlpumeHenne mnpeaycMOTPEHHBIX
MK® noaxomoB K kiaccuukaiiy HapylIeHHbIX (QYHKIUN U CTPYKTYp OpTaHHW3Ma, aKTUBHOCTH U
yuactusi ((DyHKIIMOHMPOBAHWSI) TIO3BOJSET C BBICOKOW CTENEHBIO WHIWBUIYaTU3UPOBAHHON
JeTaNN3allid  ONMHUCHIBATh 370POBbE TMAIMEHTa U €ro OKPY)XEHHE ¢ OHOJIOTHYECKOMH,
MICUXOJIOTMYECKON M COIMANbHOM TOYEK 3peHUusi, a TakXKe OIpeneisTh ero MOTPEeOHOCTh B
MEIUIMHCKOW U couuanbHoil mnomoiu. Crpyktypa MK® mpexacraBieHa [AByMsl YacTAMMU:
«(pYHKIIMOHUPOBAHUE M OTPAHUYCHUS KU3HEACATEIHLHOCTH» U «KOHTEKCTOBBIC (hakTOpb». YacTh
«PYHKITMOHUPOBAHKNE W OTPAaHUYCHUS KU3HEIEATEIHLHOCTH» B CBOIO OY€peIh BKIIOYAET B ceds 4

noMeHa: (GYHKIUHU U CTPYKTYphl OpraHu3Ma, akTUBHOCTh U yuyacTue (Ta0. 4).

Ta6auua 4. Ctpykrypa Mex1yHapoaHOH mIKaibl (yHKIHOHUPOBAHHSA

Yacrs 1: ®Oynkuuonuposanue u | Yacrtp 2: KonTekcroBbie
OrpaHUYCHHS KU3HEACATEJIbHOCTH pakTopsl
Cocrapistonn | DyHKIUU U | AKTUBHOCTh u | @akTopbl JInuHocTHBIE
ue CTPYKTYpBbI ydactue OKpYKaroIen (bakxTopsl
opraHusma cpelibl
Jlomensl DyHKINUH Cdepor Bremnee Bnyrtpennee
opraHusma JKU3HENIEATEIbHOCTU | BIIUSHHE Ha | BIUSIHUE Ha
CtpyKTypbl (3amaum, 1eNCTBUA) ¢GbyHKIMOHMPOBA | (GYHKIIMOHUPOBA
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IHpuioxenue A2. Metonosorus pa3padoTkn

peKoMeHaumnm

LeneBasi ayAuTOpHs JaHHBIX KIMHUYECKUX PEKOMEH AUl
1. Bpauun-neBposioru

Bpauu-neipoxupypru

Bpauu-odransmonoru

Bpauu mo MmenuumHCKOM peadumuTanuu
Bpauu-tepaneBTsl

Bpauu o6mieit npakTuku (ceMeitHbie Bpaun)
Bpauu-oTopuHOIapUHIOJI0TH

Bpauun-neauarpel

W © N N kWD

Bpauu-TpaBmMaTonoru-opromneab

_.
e

Bpa‘{I/I-CTOMaTOJIOFI/I

11. CMeEXHBIE CIIEHATUCTEI

KINHHYCCKHUX

Tadoauua IT1. lkana onpeneneHusi ypoBHS TOCTOBepHOCTH mokazarenscTB (Y1) mis

J'Ie‘{e6HBIX, pea6I/IJ'II/ITaI_II/IOHHBIX, HpO(bI/IJ'IaKTI/I‘IeCKI/IX BMCIIATCJIbCTB

YA

Hepapxusi 1u3aiiHOB KIMHUYECKUX UCC/IeI0BAHUI 10 YOBIBAHUIO
YPOBHSI JOCTOBEPHOCTH /I0KA3aTeJLCTB OT 1 10 5

FICCIICIOBAHUM C IMIPUMCHCHUCM MCTA-aHAJIN3a

Cucrematnueckuid  0030p  paHIOMU3HPOBAHHBIX

KIIMHUYCCKHX|

AHaJIn3a

OTnenbHBIC PaHIOMHU3UPOBAHHBIE KIMHUYECKUE WCCICIOBAHUS U]
5 cHCTeMaTHYECKHE 0030phI HCCIIE0BAHU JTF000T0 IH3aiiHa, 3a UCKITIOUCHHEM
[PAaHIOMU3UPOBAHHBIX KIMHUYECKUX HCCICIOBAHUN C TPUMCHEHHEM METa-

[KOTOPTHBIC UCCJICTOBAHUS

3 HepaHI[OMI/ISI/IPOBaHHI)Ie KIMHHUYCCKHE HCCIICAOBAHHUsA, BTOM YHCIIC

MJIN CCPUU CIIYIACB, HCCICAOBAHNUC ((CJIy‘I&fI-KOHTpOJIB»

HeCpaBHI/ITeJ'ILHBIe HCCIICAOBAHUA, OIMMCAHHUC KIMHHYCCKOI'O Cliy4dasd

(I[OKJ'II/IHI/I‘IGCKI/IG I/ICCJ'IC,Z[OBaHI/ISI) HJIM MHCHHUEC SKCIICPTOB

HNmeeTcss nuiib 000CHOBAHME MeXaHH3Ma I[CflCTBI/ISI BMEIIATCIbCTBA]

Taoauua I12. [lkana ypoHs yoenutenbHOoCTH pekoMenanuii (YPP)

YPP Pacummdposka

CunpHast  pekoMeHgalus  (Bce  paccMaTpuBaeMble  KpUTEpUY|

A

3(1)(I)CI(TI/IBHOCTI/I (I/ICXOI[LI) SABIIAKOTCSA BaXHBIMH, BCC HCCICIOBAHUSA HMCIOT]
BBICOKOC WX YAOBJIICTBOPUTCIILHOC METOJOJIOTNYCCKOC KAa4Y€CTBO, NX BBIBOABI

110 MHTCPCCYIOIUM UCXOHaM ABJIAKOTCA COFJIaCOBaHHLIMI/I)




YcnoBHass pekoMeHmalus (HE BCE paccMaTpUBaeMbIe KpPUTEPHUU
B (HEKTHBHOCTH (MCXO/IbI) ABJISIOTCS BAXXHBIMHU, HE BCE UCCIICIOBAHMS HMEIOT

Bricokoe WM yIOBJIETBOPHUTEIHLHOE METOJOJOTHIECKOE KadecTBO
/U

Nx BBIBOABI TI0O UWHTEPECYIOIIMM  HUCXOJaM HE  SBISIOTCS
COTJTACOBAaHHBIMH)

Cnabas pexomeHganus (OTCYTCTBHE J10Ka3aTelIbCTB HAJIEKAIETO
KadecTBa (BCE paccMaTpuBaeMble KpUTEpUH APPEKTHBHOCTH (HCXOIbI)
SIBIISIFOTCS] HEBAXKHBIMU, BCE UCCIIEOBAHHS UMEIOT HU3KOE METOI0JIOTHYECKOE
KayeCTBO M WX BBIBOABI 10 MHTEPECYIONIUM HCXOJaM HeE SIBISIOTCS
COTJIACOBAHHBIMH)




IIpunoxkenue A3. CnpaBodHble MaTepHasbl, BKJKYasi COOTBETCTBHUE
MOKA3aHUH K NPUMEHEHUI0 U MPOTHUBONOKA3aAHMU I, CIOCOO0B MPUMEHEHUS U /103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIUM 1O NMPUMEHEHHIO JEeKAPCTBEHHOIO

npenapara

JleyeHne IUCTOHMHM - KOMIUIEKC MEPONPHUATHI MEIUIIMHCKOTO W TICHXOJOTHYECKOTO
XapakTepa, HANpaBJIEHHbIX HA IOJHYK WIM YaCTHUHYIO PEMHCCUIO CUMITOMOB JHCTOHHH,
KOTOPBIM OJKEH BKIIIOYATh PAaHHIO U CBOEBPEMEHHYIO JMArHOCTUKY 3a00JI€BaHUs, KOPPEKIIHIO
BO3MOXHBIX (D)YHKIIMOHATBHBIX HAPYUICHUH, MPEIYNPEkKACHUE U CHUIKECHHUE CTETIEHH BO3MOXKHOM
WHBAJIMIHOCTH, YJIyYIlIEeHHE KadecTBa YXHU3HH, COXpaHEHHE pabOTOCTIOCOOHOCTH IAlMeHTa U ero
COLIMAJIBHYIO aJalTallio B 0OLIECTBO.

JlaHHbBIe KIMHUYECKHE PEKOMEHAALUU pa3paboTaHbl C yYETOM CIEAYIOIIUX HOPMAaTHBHO-
MPaBOBBIX TOKYMEHTOB:

1. IIpuka3 MunucrepctBa 3apaBooxpaneHuss P® ot 15 wnosiOps 2012 r. N 926n «O06
yrBepkaeHuH llopsiika oOKka3aHus MEQUIMHCKOM IOMOIIM B3pOCIOMY HACEJIEHHIO IIpU
3a00JIeBaHUAX HEPBHOM CUCTEMBI»;

2. Ilpuka3 MunwucrepctBa 3apaBooxpanenusi PO or 14 nekabps 2012 r. N 104780 «O06
yrBepkaeHnn [lopsiika okazaHust MEIUIIMHCKOW MTOMOIIH JETSIM 110 MPO(UITIO "HEBPOJIOTHS;

3. Ilpukaz MunucrepctBa 3npaBooxpaHeHuss P® or 31 wuromsa 2020 r. N 788n «O0
yrBepxkaeHun [lopsiika opraHn3aiuy MEJUIIMHCKON peadMInTaluy B3pOCIIbIX».

4. Tlpuka3 MunucrepctBa 3apaBooxpaneHust P@ or 23 oxtsaops 2019 r. N 878n «O06
yrBepkaeHnn [lopsika opraHn3aiui MeJUIIMHCKOW peadMInTaluy AeTei»

AKTyanbHble HMHCTPYKUMHM K JIEKAPCTBEHHBIM IIpenapaTraM, YINOMHMHAaeMbIM B JIaHHBIX

KJIMHUYECKUX PEKOMEHAlNAX, MOKHO HailTh Ha caiite http://grls.rosminzdrav.ru.



IIpunoxkenue b. Anropurmsel aeiicTBuii Bpaia

ANropuTMBI IEHCTBUI Bpaya 10 BEJCHUIO NallMeHTa ¢ Jluctonnen

Oa
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Ha OUCTOHWHD
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KIMUHUYECKOM
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!
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!
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aabonesaHui

WHCTpyMeHTaneHaR
owarHocTreal
AWarHoCTHYECKWIA
TecT ¢ L-DOPA
np1 HeobxogumocTH

Nesenne




Ipunoxkenue B. Uudopmanus aist manueHTa

JluctoHus sBISETCd HEBPOJOTMYECKMM 3a00JIeBaHMEM C BEpPOATHOW T'€HETUYECKOil
NPEJpPAcloNOKEHHOCTPIO M HHU3KOW  TNEHETPAHTHOCThIO.  HacuiibCTBEHHBIE — JIBUIKEHUS,
MaTOJIOTUYECKUE TI03bI, MBIIICYHbIE CMa3Mbl U OOJIEBOW CHHAPOM — OCHOBHBIE TMPOSIBICHHS
JUCTOHMM — TOAJAIOTCS Tepanuu OOTYJIMHUYECKMM TOKCHMHOM THna A**. llens Tepanun —
JOCTH)KEHHE CTOMKOM pemuccud M BO3BpaT  (COXpaHEHHE) COLMalIbHOM  aKTHBHOCTH.
borynunuueckuit TokcuH Tunma A** - oOpaTuMmblii OJOKaTOp CHHANTHYECKOM mepenayn B
XOJMHEPTUYECKUX W JAPYTHUX CHHAICaX, JIOKAIbHOEC BHYTPHUMBIIICYHOE BBEJICHHE KOTOPOTO
IPUBOAUT K JUIMTEIBHOMY PpaccilabIeHUI0 MHBELMPOBAHHBIX MBIIII] M YMEHBIIEHUIO OO0JIEBOTO
curjpoma. Ilociie BHyTPUKOKHOTO BBEIEHUS OOTYJIMHUYECKMM TOKCMHOM Tumna A** ormeuaercs
YMEHBIICHWE TIOTOBBIIEICHUS B 30HE HUHBEKUUMHU. be3omacHOCTh #  3(PPEKTUBHOCTD
OOTYIMHOTEPANTNU TTOATBEPKICHBI Pe3yJIbTaTaMU MEKIYHAPOIHBIX JI0KA3aTEIbHBIX HCCIICIOBAHUM.
Cpok 3(h(}exTUBHOTO NEHCTBUS TMPOBEACHHOW HMHBEKIIMM MOXKET COCTaBUTh 2 - 4 wmecsna (B
HEKOTOPBIX Cllyyasix — /0 6 Mec), IOoCjie 4Yero BO3MO>KHO/HEOOXOJUMO MPOBEIEHUE MOBTOPHBIX
KypcoB siedeHus (2 - 6 npouenyp 6oTynmuHorepanuu B rox). Ilomoxurensublil 3pQexT ormedaeTcs
Ha 7 - 14 nenp (mo 21 nus) mocne uHbekuuu. B cpok or 1 no 30 aHell mocie NMpoBeNEeHHBIX
MHBEKLUN BO3MOKHBI BPEMEHHBIE HE OIIACHBIC HEXKEJATENIbHbIE SBICHUS (UX IIPOSBICHUS 3aBUCST
OT 30HBl HMHBEKLMH): OO0Nb B MeCTe HMHBEKIMH, ToJoBHas 0oy, oOmias ciabocTh, cnabocTh
UHBELUPOBAHHBIX MBI, 3aTPyJHEHHE TJIOTAHUS, CJIA0OCTh BEPXHErO0 BEKa, MHUKPOTEMaTOMBI,
CYXOCTh TJla3a, HEYETKOCTb 3pPEHHs, aJUIEpPTHUeCKue pPEaKUuu (OTEKH, ChINb, T'PUIIIONOA00HbIE
CUMIITOMBI), JpYrM€ CHMIITOMBI, YKa3aHHble B MHCTPYKLMM K IIpenapaTy OOTYJIMHHUYECKOTO
TokcuHa Tuna A**. Ilo gaHHBIM MEXIyHapOIHBIX HCCIIEOBAaHUM B HE3HAYMTEIBHOH YacTH
cllydyaeB HaONOJaeTcss HHU3Kash YyBCTBUTEIBHOCTh (HEUYBCTBUTENIBHOCTH) K IpenapaTam
OOTYJMHUYECKOTO TOKCHMHA Tuna A** cHiwkeHue 3(PQPEKTUBHOCTH IOCIE€ MHOTOKPaTHbIX
UHBEKUUH. MEIUIMHCKUMHU TMPOTUBONOKA3aHUSAMM (OTpaHUYEHUsAMH) K OOTYJIMHOTEparuu
SBJISIFOTCS: U3BECTHAs TMIEPUYBCTBUTEIBHOCTD K JIFOOOMY M3 KOMIIOHEHTOB Ipernapara; CHHIPOMBI
NaTOJIOTUYECKON MBIIIEYHON YTOMIISIEMOCTH (MHACTEHHS, MUACTEHUYECKUE U MUACTCHONOA00HbIE
CHHJIPOMBI); JICUEHHE aHTHOMOTHKAMH-aMUHOTIIMKO3UIaMu 3a | Hex 10 U 2 HeJl 1Mociie HHBEKIIIH;
HapylIEHUE CBEPTHIBAEMOCTH KPOBHU; OEPEMEHHOCTh, KOPMJIEHHE I'PYJIbIO; OCTpOe 3a00JieBaHHE U
cTagusi 00OCTpEHMsI XPOHMUYECKHX 3a00JIeBaHUil; JIOKaJbHBIA BOCHAIUTENbHBIN MPOLIECC B MECTE
UHBEKIINH.

JlonoTHUTENBHBIE PEKOMEHAANNH TI0CIIe MPOBEACHUS NPOLEIYPHl U MEPHI 0 YIIyYIICHUIO
pe3yabTaTOB OOTYJIMHOTEPANNHU: COBEPIIATh AKTUBHBIC JBM)KEHUSI UHBELUPOBAHHBIMU MBIIIIAMU B
TEYEHHUE IEPBBIX YacOB IOCJIE UHBEKLUHU, HE PEKOMEHIYETCs JIOKUThCS B TeueHue 3 - 4 4acoB

MOCJIC NpOUCAYPhI; HE COIPCBATh 001acTh HHBCKIUU U OI'PAHUYUTL NPUCM AJIKOI'OJIsI B TCUCHUC 7



THEH Mocie WHBEKIUU, HE OXJIaXKIaTh 00JacTh MHBEKIMH. B cilydae pa3BUTHS HEXKeIaTeTbHBIX
SIBIICHUH CJIEAYET COOOIIUTH 00 3TOM Bpady, MPOBOAMBIIEMY UHBEKIUIO, HITH Bpady, IPOBOISALIEMY
JIucrancepHoe HaOmoaeHue. [Ipu BO30OHOBICHUN CUMITTOMOB TUCTOHUH H/WIIA TIOSIBJICHUH HOBBIX
CUMITOMOB CJIElyeT OOpaTUThCS K JedalleMy Bpady JUis pelleHus Borpoca o0 ouepemaHoit
UHBEKIIUN OOTYJIMHUYECKOTO0 TOKCMHA Tuma A**. CrnemyeT BBHINOIHATH BCE PEKOMEHIAIMU
Jiedaniero Bpaya mo peabmiIuTaliy ¥ MpoPIIAKTUKE JUCTOHUH U JTOTIOTHUTEIHHBIC PEKOMEH IAIIUN

1,3, 25].



Ipunoxenue I'l-I'N. IlIkanbl OleHKH, BONPOCHUKH M APyrue OleHOYHbIE
HHCTPYMEHTbI  COCTOSIHMSI NAIMEHTAa, TMpPHBEJACHHbIe B  KJIHNHHYECKHUX

PEKOMEHIANUAX
IIpunaoxenne I'l. Hlkana cnacrnyeckoi kpusomen 3anaguoro Toponro
Ha3Banue Ha pyccKOM si3bIKe: ITKaa CIACTUYECKON KPUBOIIEH 3armaagHoro TOpoHTO
OpurnnaabHoe Ha3Banue: Toronto Western Spasmodic Torticollis Rating Scale
(TWSTRS)

Hcrounuk: . Consky E.S, Basinski A., Belle L. et al. The Toronto Western Spasmodic
Torticollis Rating Scale (TWSTRS): assessment of validity and inter-rater reliability //Neurology. —
1994. — N 40. — P. 445.

He Banmuausuposana B PO.
Tum: mkana OueHKH.
Ha3HayeHue: OIICHKA TSHKECTH CHMIITOMOB CITACTUYECKON KPUBOIIICH

Conep:xkanue (11adJ10H)

I-A MakcuMmajabHasl NOABHKHOCTEL

1. Poranus O0=otcyTcTBYET
(OBOPOT BIPABO MIIH BIIEBO) I=nerkas porauus (<1/4 amrumnryasr)(1-22 )
2=He3HaunTenbHass portanus (1/4-2 aMmmuTyb1)
(23-454)
3=ymepennas potauus (72-3/4 ammauTysl)(46-
67)
4=cunbHas potamus (>3/4 amrumutyie)(68-90 )
2. Jlarepokomnuc  (HaKJIOH O=otcyTcTBYET
BITPABO WJIH BJIEBO, HE 1=cnaboBbipaxkeHnsbrii (1-15)
COIPOBOKAAIOIIHICS MI0TbEMOM 2=ymepeHnHbIi (16-30)
rieya) 3=CHJIbHO BBIpaKEHHBIH (>35)
3.AHTepokoumc/ (0=oTCyTCTBYET
[PETPOKOILITUC |=He3HaYMTEIbHBII HAKJIOH NOA00POIKAa BHU3
(«a» unm «6») 2=yMepeHHBIN HaKJIOH moa00POIKA|
a) AHTEpOKOJINC (MpUOIM3UTENBHO 72 AMIUIUTYIbI)
0) Perpokonc 3=BBIpaXKCHHBIN HaKJIOH o100pOIKa

(moabopoaoK MPUOITMKAECTCS K TPYIH)

(0=oTCyTCTBYET

|=He3HauMTEIHHOE OTKJIOHEHHE TOJOBBl U IIEH]
Ha3a/1, I0JJ00POIOK TPUTIOAHST

2=yMepeHHOE  OTKIIOHCHHE TOJOBBI  Ha3a]l
(mpuOIM3UTENBHO 2 AMIUIUTY/Ib])

3=BBIpQ)KCHHOE OTKJIOHCHHE TOJOBBl  Ha3ajl
(ToJTHASI aMITJTUTY 12 TBHXKCHUS )

4. CoBur B CTOpPOHY (BIIpaBO O=otcyTcTBYET
WU BJIEBO) |=npucyTcTByeT
5. CoBur Ha3zaz WM Brepea O=oTcyTcTBYET

l=npucyTcTBYET




I-b ®akTop npogosxuTeNbHOCTH (0al, COOTBETCTBYIOIINN BBHIOPAaHHOMY BapUaHTY
OTBETA, CJICAYET X 2)

O=otcyTcTBYET

l=oTknoHeHue HabmomaeTcsl BpeMs OT BpeMeHu (<25% BpemeHM), IpenMyIIeCTBEHHO
cyOMakcUMaIbHOE

2=0TKJIOHEHHE HaOIoaeTcsl BpeMsi OT BpeMeHu (<25% BpemeHH), IpeuMyIeCTBEHHO
MakCUMajJbHOE€ WJIM OTKJIOHEHHEe HaOmiomaercs nepuoauuecku (25-50%  BpemeHn),
MPEUMYIIECTBEHHO CyOMaKCUMaIbHOE

3=oTknoHeHue Habmomaercs mnepuoauuecku (25-50% BpemeHH), NPEUMyIIECTBEHHO
MaKCHMaJbHOE WM 4acTO Bo3HHUKaroulee oTkioHeHue (50-75% BpemeHM), MpenMyIeCTBEHHO
cyOMakcUMaIbHOE

4=yacto Bo3HHKaioulee oOTkIoHeHue (50-75%  BpeMeHH), MPEUMYIIECTBEHHO
MaKCUMaJbHOE€ WJIM TIOCTOSIHHOE OTKJIOoHeHue (>75% BpeMeHH), MPEeuMyIIECTBEHHO
cyOMakcUMaiIbHOE

S5=nocTOosiHHOE OTKJIOHEHUE (>75% BpeMeHM), TPEUMYIIIECTBEHHO MAKCUMAJILHOE

I-B BiinsiHMe KOPPUIrHpPYIOIIMX KeCTOB U PUEMOB

0=noJiHast KOPPEKLHs PH UCIIOIB30BAHNN KOPPUTHPYIOLIUX )KECTOB NN IPUEMOB

|=yacTu4Has KOPPEKLUMs IPU UCIOIb30BaHUHM KOPPUTUPYIOLIUX KECTOB WM IPUEMOB

2=He3HAYWTEIbHAs1 KOPPEKLMS IPU HCIOIb30BAHUH KOPPUTHUPYIOIIHUX JKECTOB WIIN
[IPUEMOB WM OTCYTCTBHE 3 (eKTa OT X MCIIOJIb30BaHUS

I-I" IlogbeMm mu1eya/cMmenieHue mjieya Bnepes

O0=otcyTcTBYET

l=He3HaunTenbHBIN (<1/3 BO3MOXHOW aMIUIMTYIbI), HAOIIOJAETCS MEPUOANYCCKU WU
[MOCTOSTHHO

2=ymepensbiii (1/3-2/3 BO3MOXKHOW aMIUIMTYAbI), HaOmroAaeTcs MOcTosSsHHO (>75%
BPEMEHH ) WM BBIPAKEHHBIN (>2/3 BO3MOKHON aMIUTUTYIbI), HAOII0JaeTCsl TEPHUOIUICCKH

3=BbIpakK€HHbI}, HAOIIOAAETCS TOCTOSTHHO

I-I AMmunTyaa aBuskeHHs: (6€3 MOMOIIM KOPPUIHPYIOIUX KECTOB MM CHELMAIbHbBIX
[IPHEMOB)

0=crocoOHOCTh BBITIOJHUTH MOJHBINA TOBOPOT TOJIOBBI B MPOTHUBOTIONOKHYIO CTOPOHY

1=cmocoOHOCTh BBIMIOIHUTH MOBOPOT TOJOBBI B MPOTHUBOMOJOKHYI) CTOPOHY Jajee
CpedHEN JTMHUM, HE IOCTUTas KpaHeW TOUKHU

2=cniocoOHOCTH BBHITIOJHUTH MTOBOPOT T'OJIOBHI B MPOTHBOIIOJIOKHYIO CTOPOHY UYTh Jlajee
CpeaHeN TUHUHU

3=cnocoOHOCTh BBITIOIHUTH MOBOPOT TOJIOBBI B MPOTHUBOIMOJIOXKHYIO CTOPOHY HE Jajee
CpPEAMHHOM JTMHUU

4=naIyeHT NPaKTHIEeCKH HEe CIIOCOOCH MOBEPHYTH TOJIOBY B MPOTHBOIIOJIOKHYIO CTOPOHY

I-’K Bpemsi Bpewms, B TeueHHe KOTOPOrO HAllMEHT B COCTOSIHUU YJepXkaTb IOJIOBY B
HOpMabHOM TMoJokeHuHn (& 104) Oe3 MOMONIM KOPPUTHPYIOUIMX YKECTOB W CIICIUATbHBIX
[IPUEMOB

0=>60 cexynu; 1=46-60 cexynn; 2=31-45 cexynn; 3=16-30 cexynu; 4=<15 cexyHj

OO0mas creneHb BBIPA)KEHHOCTH CHACTHYECKOH KpPHBOIIEHM = CyMMa 0a/l10B IO
nokasarejasM A-7K. MakcumaibHbli 0as = 35.

Kiarou (unTepnmperanms): I[llkana Bxmowaer 3 pasnena, MO3BOJSIONIME OLICHUTH

OT/IENIbHBIE ACTIEKThI LEPBUKAIBHONU AUCTOHUU: TsixkecTh (0-35 Oamnon), maBanuauzanuo (0 - 30

6amnoB), 6osb (0 - 20 G6ammoB). OneHka MPOU3BOAUTCS MO KaxkaoMy pazaeny mkaiasl TWSTRS

HCE3aBUCUMO JIpYyT OT Jpyra, a 3aTCM 0asInl CYMMUDPYIOTCs, TAK YTO MAKCUMAJIbHAsI OLICHKA B UTOI'C

MO3KeT UMeTh pazopoc ot 0 1o 85 GansoB, oTpaxkas cyMMy OIEHOK 1o 3 pa3aenam [28, 116]



IosicHenust. I[Ipumenenue mkansl TpeOyer cnenuanbHoro o0yuyenus. OueHka OamioB Mo

IIKaJie 10 U Tocie OOTYIMHOTEPAIUY TIO3BOJISIET OLEHUTD (P (PEKTUBHOCTH MPOBECHHOTO JICUSHHS

Ipuio:xkenne ['2. BuzyanbHo aHAI0roBasi MIKAJA OLEHKH 0011

Ha3Banmue Ha pycckoM si3bIKe: BusyanbHo-aHanoroas mkana 6o (BALLD)

OpurunaabsHoe Ha3Banme: Visual Analog Scale for Pain (VAS Pain)

HUcrounuk: J Clin Nurs. 2005 Aug;14(7):798-804. doi: 10.1111/5.1365-

2702.2005.01121.x. Pain: a review of three commonly used pain rating scales Amelia
Williamson 1, Barbara Hoggart

Affiliations expand DOI: 10.1111/j.1365-2702.2005.01121.x

OdunuanbHblii caidiT pa3padoTyukoB: BusyanpHas aHanoronas mkana (kak rpadpudeckas
OIICHOYHAs ITKajia ) ObuIa BriepBhie omyOnukoBaHa B 1921 romy komnanueid Hayes&Patterson kak
HOBBII METOJ| OLIEHKHM pabo4YMX MX HaAdajdbCTBOM; JBa roja cmycts ®peiin npencraBun Oosee
NOJPOOHBI  CIIMCOK TPEUMYIIECTB W  HEJAOCTATKOB BU3YaJIbHBIX AaHAJOTOBBIX MIKal. -
https://deru.xcv.wiki/wiki/Visuelle Analogskala

[lkana B P® Banmmau3upoBaHa, [Uid €€ UCIOJb30BaHUS HEOOXOAMMO CHELHaNIbHOEe
oOy4eHue.

Hcrounuk: Meroanueckue pekoMeHnaunu 1 IlunorHoro npoekra «Pa3Butue cucteMbl
MeAUIMHCKONW peabwiutanuun B Poccuiickoit @enepanumn» «[Ipaktudeckoe nprUMeHEHHE
OIICHOYHBIX ITKAJl B MEUIIMHCKOM peadbmmuranum», 2015-2016, ¢.91

Tumn: mkana OLECHKU.

Ha3naueHue: olleHKa MHTEHCUBHOCTH 00N

Copepxanue (madJon): BAII npencrasnser coboit otpe3ok npsimoit anuHoi 10 cm. Ero
HAyaj0 COOTBETCTBYET OTCYTCTBHMIO OOJIEBOIO OLIYLIEHHS — «OOJM HET» a KOHEeYHass TOdYKa
OTpa)kaeT MYUYUTEIbHYIO HECTEPIUMYI0 O0JIb — «HEBBIHOCHUMAs 00Jb». JIMHUS MOXXET ObITh Kak
TOPU30HTAJIbHOM, TaKk W BepTUKanbHOW. IlanmeHTy mnpemnaraercs chenarb Ha HEM OTMETKY,
COOTBETCTBYIOIIYI0O MHTEHCUBHOCTH HUCHBITHIBAEMBIX UM B JaHHBIH MOMEHT Ooseil. Paccrosinue
MEXJy HadajioM oTpe3Ka («OonM HeT») M CHAeNaHHOH OTMETKOHW H3MEpSIOT B CaHTHUMETpax |
OKPYTJISIIOT 70 1ienioro. Kaxkplif CAaHTUMETpP Ha JIMHUHU COOTBETCTBYET 1 Gay.

Kawu (matepnperanus): BAIIl Gonu ucnonb3yeTcst Al OLEHKH MHTEHCHUBHOCTH OOJH
0e3 yuera ee mpUYUH U Jokanu3anuu. OHa sBisieTcs CyObeKTUBHBIM HHCTPYMEHTOM OLIEHKHU 001
U, [VIaBHBIM 00Pa30M, HUCIOJIb3YETCs AT BeJIEHHsI TALHEHTOM € OO0JIBIO.

Ecnun y 0GonbHOro mmeercs Oo0JIeBOM CHHIPOM ClEAyeT MPEUIOKUTh OOJBHOMY BECTH
JTHEBHUK OONM (OBl B JCHb YTPOM W BEYEPOM OLIEHMBATh MHTEHCHBHOCTH Ooim mo BAIIL u

3anuceiBaTh 3T0). Mcrnonb3oBaHue THEBHUKA OOJM MO3BOJISET JIydIlleé OCO3HATh Mpoliemy Ooiu



MAIMeHTOM W TaKuM 00pa3oM YCKOPUTH Mpoliecc M30aBieHHsl OT Hee. 1o ecTh HCIOJIb30BaHUE
JTHEBHMKA HE TOJBKO IMO3BOJSET OOBEKTHBH3MPOBATH OOJNb U TMEPEeKUBAHHUA OOJIBHOTO, HO U
oOnanaet neyeOHbIM Y3PPEKTOM.

[Tosicnenus. Cnemayer oOpaTuTh BHUMaHHWE HEBpoJiora, 4to mpu oreHke mo BAIIl 6omm
HEOOXOJMMO YEeTKO OOBSCHUTH, UYTO SBISETCS MAKCUMAIBbHONW HHTEHCHUBHOCTBHIO OONH, a d4TO
MOJTHBIM €€ OTCYTCTBHEM. Tak 0 6ayuIoB CTaBUTHCS, KOTAA Y OOJIHHOTO HET HEMPUSATHBIX OILyIIEHUI
U NEepPEeKUBAHUMN, CBSI3aHHBIX C 00JIbI0 U Xopoliee HacTpoeHue. 10 GajioB — 3TO OYEHb CUIIbHAA
00J1b, KOTOPYIO HEBO3MOXKHO TepneTb. OHa HACTOJBKO CHJIbHAS, YTO HE IO3BOJISIET MAlUEHTY
HIEBEJIbHYTHCS WM TOBOPUTb.

[Tpu ormeTke 10 2 cM 6otk KitaccupuIupyeTcs Kak cinabdas, oT 2 10 4 cM — yMepeHHasl, oT 4
10 6 cM — cuibHas, oT 6 10 8 cM — cunbHemas u 10 10 cm — HeBbiIHOCcHMasi. Kak mpaBuio, Bce
MAIMeHThl, B TOM YHCJIE U JETU cTapiie 5 jeT, Jerko ycpaubatoT BAII, ogHako 601bHBIM MHOTA
ObIBaeT TPYIHO MPEACTAaBUTh YPOBEHb CBOEH 0ol B BUAE TOYKM HA MPsMOM nuHUH. B sTOM

CUTYAaIUH JIy4Ille UCTIOIH30BaTh MU(PPOBYIO PEHTHHTOBYIO MKy 00N

Hpuioxkenne I'3. llkana 061mero KIMHAYECKOT0 BlieYaTIeHUS

Ha3BaHue Ha pyccKoM si3bIKe: ITKaja 00IIero KIMHNYECKOTO BlieYaTIeHUs

OpurnnansHoe Ha3Banme: Clinical Global Impression Scale

Hcrounnku: Spearing M.K., Post R M., Leverich G.S. et al. Modification of the Clinical
Global Impression (CGI) scale for use in bipolar illness (BP): the CGI-BP // Psychiatr. Res., 1997;
Zaider TI, Heimberg RG, Fresco DM, Schneier FR, Liebowitz MR. Evaluation of the clinical global
impression scale among individuals with social anxiety disorder. Psychol Med 2003; 33(4):611-22.

He Banuausuposana B PO

Tun: mkana OleHKU

Ha3nayeHue: sBIseTCS MEPON OLICGHKH TSDKECTH CHUMIITOMOB, PEAKIMM Ha JIEUYEHUE U
3 PEKTUBHOCTH JICUCHUSI B KIIMHUYECKOW NMpaKTUKe M uccienoBaHusx. OHa mpenHa3zHadeHa JUIs
OIleHKH (DYHKIIMOHUPOBAHUS TAIMEHTA JI0 U TOCJIe Hadana npueMa jekapcTs. [llkama BxmrogaeT 3
nyHkTa oneHkH: 1) Tsoxects 6onesnn (CGI-S), 2) I'mobanbnoe ynyumenue (CGI-1), u 3) Uanekc
spdextuBHocTH (CGI-E, KOTOpHBIN siBIsieTcss Mepoill 3ddekTa jedeHus U MoOOYHBIX 3(P(PEKTOB,
XapaKTEepHBIX JJIs IIPenapaToB, KOTOpbIe ObUIM BBEAEHHI [117].

Conep:xanue (madJioH):

1.YuuTeiBass Bamr OOIMI KIMHAYECKUH OIBIT PabOThI C ATOM KOHKPETHOM Kareropuen
MAIMEHTOB, HACKOJIBKO BBIPQXKEHHOH BBl OLIEHUTE TSHKECTh MCUXMYECKOTO PacCTPOMCTBA NaHHOTO
NAIMEeHTa B HACTOAIIEE BpeMs?

Bbanabsl CreneHb TAXKeCTH paccTpoiicTBa



0. He nonnaercs onenke
2. IlorpannuHO MEXIy HOPMOI U paccTpONCTBOM
3. Jlerkoe paccTpoicTBO
4. YMEpEeHHO BBIPAXKEHHOE PACCTPOUCTBO
5. BeIpaxeHHO€E pacCcTpOUCTBO
6. Tsxenoe paccTpoUCTBO
7. O4eHb TAKEI0e pacCTPOICTBO
2. Ouenute oOIee ymydlIeHHE COCTOSHHUS, HE3aBUCUMO OT TOTO, CBSI3aHO JM OHO, IO
BallleMy MHEHHUIO, HCKJIIOYUTEIBHO C JIEKAPCTBEHHBIM JieueHueM. OIEHUTE HACKOJIbKO OHO
M3MEHWJIOCH [0 CPAaBHEHUIO C €70 UCXOIHBIM COCTOSTHUEM.
banabsl Ouenka o6uiero yayqiieHust
0. He nmongaeTcsa olieHKe
1. O4eHb CUIBHO YIIyYIINIOCH
. CWJIBHO yJIy4IIHIOCH
. MuHuManbHOE yay4llIeHne

. be3 usmenenunit

2

3

4

5. MuHMMaNIbHOE yXYAILIECHNUE
6. CuIbHO yXyALIMIOCH

7. O4eHb CUIBHO yXYyALINIOCH

3. Unpexkc 3¢ddeKkTuBHOCTU: OILEHUTE ATOT IYHKT OCHOBBIBAsACh TOJBKO Ha 3(dexre
JIEKapCTBEHHOT'0 Cpe/icTBa. BriOepute ycnoBHs, KOTOpbIE Jyyllleé BCEro OIMUCHIBAIOT CTENEHb
TepaneBTHYECKOro 3(dexra u moGoYHbIX 3(P(PEKTOB, W 3aMUIIMTE YUCIO B IOJIE, TIIE STH ABA
MIOKa3aTesIsl IePeceKatoTCsl.

IIpumep: TepaneBTHyYeckuii 3P heKT oreHNBaeTCs Kak "yMepeHHbINH", a T0O0YHbIE A (HEKTHI

OLCHUBAIOTCs KakK "HE OKa3BIBaIOT CYHICCTBCHHOI'0 BJIMSAHUA Ha (byHKI_II/IOHaJ'IBHHﬁ CTaTycC

namuenra'.
TepanesTuueckuii 3¢ dexr ITo6ouHbIE
3¢ dexTnI
Her He oka3siBarot
Oka3bIBaloT

3HaunMblid 3HaunTenbHoe 1 2 3 4 ynydiieHue.

[TonHas unM MOYTH MOJTHAS PEMUCCHUS BCEX CUMIITOMOB
YMmepennslit YMepenHoe 5 6 7 8 ynydieHue.
YactuyHas peMuccusi CAMITOMOB

MuHUMaIbHBIN



Hesnauntensnoe 9 10 11 12 ynyumeHume, KOTOpoe HE HU3MEHSET cTaTyca yxoda 3a
HNAIUEHTOM
be3 n3amenennit wim yxyauenue 13 14 15 16

HpI/IMe‘IaHHeZ 0- OTCYTCTBUC OLICHKH

Kmrou (unarepnperamusi): CGI onenuBaercss mo 7-0a/uibHOM IIKaje, MPU 3TOM IIKaja
TSOKECTH 3a00JIeBaHMsI HWCIOJIB3yeT auamna3oH oTBeToB OT 1 (3mopoB) nmo 7 (OdYeHb CHIBHO
YXYIIITHIOCH).

Onenka CGI-C (Clinical Global Improvement or Change) Bapbupytorcs ot 1 (Odens
CHJIBHO yIyulImiock) A0 7 (O4eHb CUIIbHO YXYAIIUIIOCH).

Iosichenusi. OmeHKa OTBeTa Ha JICUEHHWE JOJDKHA YYHTHIBATh, KaK TEpPANeBTHUYECKYIO
3¢ (EeKTUBHOCTD, TaK U CBSI3aHHBIE C JIeUeHUEM MOOOYHBIE SABJIEHUS U BapbupytoTcs oT 0 (3Haunmoe
yIy4dllIeHHe M OTCYTCTBUE NOOOYHBIX 3(dekToB) n0 4 (be3 u3MeHeHW WM yXyAlleHHe |
no0ouHble 3PGEKTh TpeBaTupyoT Han TeparneBTudeckuM 3ddextom). Kaxnpii myakr CGI

OLCHUBACTCA OTACIIbHO, IT0 IIKaJI€ HE OICHHUBACTCS CYMMapHI)IfI Oamn.

CaoxHocTh nipoBeaenust MaHunyassunu bT npu Tepanuu nucTonuni

[Tpoueaypa Tepanuu pa3IuyHBIX BUJOB AUCTOHUN MPU MOMOIIM OOTYJIMHUYECKOTO TOKCHHA
tuna A** gBIseTcs CIOXHBIM BBICOKOTEXHOJIOTUYECKAM METOJOM OKa3aHUs MEIULUHCKON
MIOMOIIIH, KOTOPBIN TpeOyeT creluaibHBIX YCIOBUI U 000pyI0BaHUS ISl IPOBEACHUS TIPOIICIYPHI,
BBICOKOKBTU(DUITMIPOBAHHBIX CIIEUATUCTOB. Bpad, mpou3BoAsAIINiT HHBEKIHIO OOTYJIMHHYECKOTO
TOKCUHA TUNa A** | NnoJbKeH BIaJeTh 3HAHUSMU U MPAKTHUYECKUMU YMEHHUSMHU BBICOKOTO KauecTBa,
NPOUTH CHENHATU3UPOBAHHOE OOy4YeHHE 1O TMPOBEICHUI0 WHBEKIUH W  COIMYTCTBYIOUIUM
MeTogukaM. [1oAroToBKa K WHBEKIMH JOKHA BKIIOYATh B ce€0sl MCIOJB30BAaHUS COBPEMECHHBIX
METOJMK KIMHUYECKOW OIEHKH JUCTOHWUHU (MCIIOJIH30BAHUE CICIMATM3UPOBAHHBIX IIIKAT), YMETh
OCYIIECTBUTh BBIOOP TapreTHBIX MBI Ui WHBEKIUH M PEXHUM JO3MPOBAHHS Ipenapara,
ompezeneHue HeoOXOIUMOCTh COIMYTCTBYIOIIMX METOAMK JieueHus. [Ipomecc MOATOTOBKH K
WHBEKIMHU JOJDKEH 3aHMMAaTh JOCTATOYHBIA MPOMEXKYTOK BPEMEHH BBUAY MPSIMOU KOPPESLUU C
YCHENTHOCTBIO MPOBEJeHUsT Mporeaypbl. OCOOEHHO Ba)XKHBIM KOMITOHEHTOM TMPOIEAYPHI SBIISICTCS
HCIIOJIb30BaHUE METOAOB KOHTPOJISI MPOBEIEHUS MHBEKIMA. MeaulnHCKoe YUpexkIeHHe IOHKHO
OBITh OCHAIIEHO CHEIHATbHBIMU MPUOOPAMHU, MO3BOJISIOIMIUMU MPOBOANTH WHBEKIIMU C BBICOKOM
touHocThiO (DMl -ammapar, Y3U-ammapar). Bpau nomkeH BianeTh METOAMKAMH pabOThl Ha

anmaparax s BH3yaJW3alldd TOYHOCTH HHBEKIMHA. TakuMm oOpas3oM, Mpoleaypa MpOBEIEHHUS



NHBCKIIMHU 6OTYJ'II/IHI/I"ICCKOFO TOKCHHA Thma A** IIpu TCpanunu I[I/ICTOHI/Iﬁ PAa3JIMYHBIX TUIIOB — 3TO
MaHUITYJIAUA, Tpe6yfoma51 AO0CTAaTOYHBIX BPEMCHHBIX 3aTpar, H€06XOHI/IMOFO TCXHHUYCCKOI'O

OCHaIIeHHsI ¥ KBau(UIMpoBaHHOTO crienuanucta [16, 30, 34, 35, 38].
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