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Pa3paboTunk KIMHNYECKON pEeKOMEHIalNH

- Beepoccwuiickoe 00111ecTBO HEBPOJIOTOB

- MexpernonanpHas 0OIIECTBEHHAs: OpraHU3alus CIIEHUAINCTOB OOTYIUHOTEpAaTuu

- Acconmanus Herupoxupypros Poccnn

-  MexpernonanpHasi oOmecTBeHHas opranuzanus "OOIIEeCTBO  CIENUATUCTOB  TI0
(GYHKIIMOHATIBHON U CTepeOoTaKCHUeCKON Helipoxupyprun"

Ono6peno Hayuno-npaktudeckum CoBetoM Munzapasa PO
Cnuncok cokpalleHun

BCII — 6neapocnazm

BT — 6otynurOoTEpanus

BTA — GoTynuHUYECKU TOKCHUH ThTa A**

BAIII — Bu3yanbpHas aHanoroBas Iikaia

BUY — Bupyc umMMmyHOACPHUITNTA YEIIOBEKA

BO3 — BcemupHast opranu3anus 3[paBoOXpaHEHUS

I'AMK — ramma-amuHOMAacCIsiHasi KUCIOTA

JNODA — nopamun

EJl — equnnna BTA

KT — xomnbroTepHas Tomorpadus

JIJ1 — napuHreanbHas JUCTOHUS

JIOK — nedebHas puskynpTypa

Mr — munaurpamMmm

CyT — CyTKH

M3 PO — munuctepctBo 3apaBooxpanenus Poccuiickoit denepanuu

MKB10 — mexaynapoanas knaccudukanus 6oneznert 10-ro nepecMoTpa

MK® — mexayHapoaHas kinaccudukanus GyHKIMOHUPOBAHUS

MOOCBT — MexpernoHanbHast o0IecTBEHHAs OpraHmu3anus CIIE[IUAJINCTOB
00TyIMHOTEpauu

MPT — MarHuTHO-pe30HaHCHask ToMorpadus

OM/I — opoManauOyIsipHast TUCTOHUS

C-M — CUHJIPOM

V3U — ynbTpa3ByKOBOE UCCIIEI0BAHNE

®3-323 — enepanbhblit 3ak0H N 323 "O06 ocHOBaxX 0XpaHbl 310pOBbs"

GMPT — dyHKIIMOHAIEHAS MATHUTHO-PE30HAHCHAS TOMOTpadus

/I — uepBukanbHas JUCTOHUS

[IHC — nenrpanbHast HepBHas cUCTEMa

OMI' — snexktpomuorpadus
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OMI -amnmapar — 3neKTpoMuoTrpadudecKuii anmapar

ANN — AmepukaHckas AkaJeMusi HEBPOJIOTUN

COST - European Dystonia Cooperation in Science and Technology

DBS — Deep Brain Stimulation (rmy6okast cTHMYJISIIES MO3Ta)

TWSTRS — mikana 3anagaoro TopoHTO 1Mo olleHKe TshKecTr cuMnToMoB 1]
** — )U3HEHHO HE0OXO0MMbIC U BaKHEUIIINE JICKAPCTBEHHBIC MPETapaThl

TepMMHbI n onpeageneHusn

bredapocnasm — gokanbHas Gopma MBIIIICYHON AUCTOHHUH, XapaKTEPU3YIOIIASICS YCUICHHBIM
MOpPraHHUEM U HENPOU3BOJIbHBIMU 32KMYPUBAHUSIMU TJ1a3.

JlucToHMss —  JOBHTaTENbHOE  PACCTPOMCTBO,  XapakTEPU3YIOLIEeCs CTOWKUMU WU
HEpEryJISPHBIMUA MBIIIEUHBIMH COKPALLIEHUSIMH, 00 yCIOBINBAIOIIMMHU MOSIBIIEHUE MTaTOJIOTUYECKUX,
KaK TMpaBUJIO TOBTOPSIOMIMXCS, JBWKEHUH W/WIM MATOJOTMYECKUX I103, HapYIIAOMUX
onpe/ieNieHHbIe AeHCTBHSI B BOBJICUEHHBIX 00JIaCTsX Tea.

YPOBHU JOCTOBEPHOCTH JOKa3aTE€IbCTB — OTPAXAIOT CTENEHb YBEPEHHOCTH B TOM, YTO
HalJeHHbIH 3(PPEeKT OT mMpUMEHEeHUs MEAULMHCKON TEXHOJIOTUHU sBisieTcs UCTUHHBIM. CorjacHo
AMUIEMUOJIOTMUECKUM MPUHIUIIAM J0CTOBEPHOCTh JT0KA3aTENbCTB ONpPEAEseTCs] IO 3 OCHOBHBIM
KpUTEpUSM:  KAueCTBEHHOM,  KOJMYECTBEHHOM  XapaKTepUCTUKaM U  COIJIaCOBAaHHOCTHU
JIOKa3aTeNbCTB.

YpoBHU yOENUTENTHHOCTH PEKOMEHJANMH — B OTIMYKME OT YPOBHEH JIOCTOBEPHOCTH
JIOKa3aTeNIbCTB  OTPAXKAIOT CTENEHb YBEPEHHOCTH HE TOJBKO B JIOCTOBEPHOCTH HPdeKTa
BMEIIATENIbCTBA, HO U B TOM, YTO CJIEJOBaHHE PEKOMEHAIUSAM MIPUHECET B KOHKPETHOM CUTyaIuu
00JIbIIIE MOJIB3bI, YeM HETaTUBHBIX MOCIEICTBUI.

lepBukanpHass AWCTOHMS (CracTUUecKas OUCTOHUA) — doKaabHas (opmMa MBIIICYHOMN
JTUCTOHUHU,  XapaKTepU3YIOUIasicsi  HEMpPOM3BOJBHBIMH  COKpAIICHUSMH MBI  IIed  C
(hopMHUpOBaHHEM MATOJOTUYECKUX 1103 TOJIOBBI U IIEH U JPOKAHUEM T'OJIOBHI.

1. KpaTtkaa wuHdopmaumsa no 3aboneBaHUd WM  COCTOSIHUIO (rpynnbl
3aboneBaHU NN COCTOSIHUN)

1.1. OnpepneneHne 3aboneBaHUs UNU COCTOSIHUA (rpynnbl 3aboneBaHun unu
COCTOSIHUN)

JIUCTOHUST —  JIBHTaTeIbHOE  PACCTPOMCTBO, XapaKTEpHU3YIOIIEeCs CTOMKUMH WU
HEPETYJISIPHBIMU MBIIICYHBIMU COKPAIICHUSMH, O0YCIIOBIMBAIOLIMMHE TIOSBJICHHUE MTATOJOTHYECKUX,
KaK T[paBWIO, TMOBTOPSIOMUXCS, JBMKCHHH W/WIM TATOJOTMYECKMX 1103, HapYIIAOIINX
OTpeJe/iCHHbIC JICHCTBUS B BOBJICUCHHBIX 00JacTaX Teia. JIMCTOHMYECKHE JBIIKEHUS, Kak
MIPABUJIO, OJIHOTUITHBI U MMEIOT BPAIlaTEIIbHBIA XapaKTep, a TAKIKE MOTYT MPOSBISTHCS TPEMOPOM.
JluctoHuss OOBIYHO TPOSIBIISICTCS WJIM  YCHJIMBACTCS TPU TPOM3BOJBHBIX JBIDKCHUSX U
COIPOBOKIAETCS M30BITOYHOM akTUBaIkei M [1, 2, 3, 4].

1.2. JmmonorMa w nartoreHe3 3aboneBaHUsi WU COCTOSIHMA (rpynnbl
3aboneBaHUN NN COCTOSIHUMN)

[IpuurHa pa3BUTHS AUCTOHUYECKUX CHHAPOMOB MOXKET OBITH OOYCIOBIIEHA BPOXKACHHBIMH U
HACJIEICTBEHHBIMH (AKTOpaMU, a TaKKe MOXKET OBbITh CIEICTBHEM pa3IHYHBIX 3a00JIeBaHMIA
HepBHOM cucteMbl. llepenaya 1Mo HAcHeACTBY MOKET OCYHIECTBISATHCS Kak IO ayTOCOMHO-
JOMHHAHTHOMY, TaK M ayTOCOMHO-PEIIECCUBHOMY TUMY. B mojaaBistonieM OOJBIIMHCTBE CIy4acB
ATHOJIOTHUS 3a00JI€BaHMUs OCTACTCS HEBBIICHEHHOM. [1, 2, 3, 4].
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1.3. dnuaemmnonorua 3abonesaHus N cocTosiHMA (rpynnbl 3aboneBaHUn Mnu
COCTOSIHUN)

JlucToHMs 3aHMMaeT 3 MECTO Cpeld pa3InYHbIX (OpM JBUTaTENbHBIX paccTpoiicT. [lo
HMMEIOLIUMCSL  OLIEHKaM, paclpOCTPAaHEHHOCTbh JUCTOHMUM MOXKET COCTaBiIATh 3-11 ciyuaeB Ha
100000 wHaceneHus i TEHEPAIM30BAHHBIX (OpM (HAYMHAIOMIMXCS dYamle Bcero Ha [-2-om
JECSTUIIETUSAX JKU3HM M HEPEeJKO HMEIOLIUX HacleICTBEeHHYI0 mnpupoay) u 30-60 cioyuyaeB Ha

100000 mis dhoxampHBIX GopM, KOTOpble MaHU(DECTHPYIOT 00bIYHO B O0Jiee TI03aHEM Bo3pacte [1,
2,3,4,5,6,7].

1.4. OcobeHHOCTU KoaupoBaHusi 3aboneBaHUsi WM COCTOSIHMA (rpynnbl
3aboneBaHun unun coctossHun) no MexayHapooHOW cTaTUYECKOW Knaccudukaumm
6ones3Hen n npobnem, cCBA3aHHbLIX CO 340POBLEM

B naHHBIX KIMHUYECKHX PEKOMEHIAIUSAX PACCMATPUBAIOTCS JUArHOCTUKA U JICYCHHE
JTMCTOHUU TIpH cienyromux 3abonesanusax (mo MKbB10):

Huctonus (G24):

G24.0 — luctoHus, BEI3BaHHAS JICKAPCTBEHHBIMH CPEJICTBAMHU

G24.1 — Unnonatudeckas ceMeiHast TUCTOHUS

G24.2 — Unnonatndeckast HeceMelHas JUCTOHUS

G24.3 — Cnactudeckasi KpUBOIIIES

G24.4 — innonatnyeckasi pOTO-JTUICBas TUCTOHHS

G24.5 — briehapocmazm

G24.8 — Ilpoune TUCTOHUHN

G24.9 — lucTtoHNss HEYyTOUYHCHHAS

1.5. Knaccudukauusa saboneBaHMsa Unu coctosiHusA (rpynnbl 3aboneBaHnn unu
COCTOSIHUN)

[Tox pykoBoAcTBOM MeNUIIMHCKOTO HCCIEAOBATENbCKOTO (DOHAA MO H3YYEHUIO JUCTOHUU
(Dystonia Medical Research Foundation), O0bemunenus mno wusydenuro nucroHuu (Dystonia
Coalition), u EBpomneiickoii opraHu3anuy Mo COTPYAHHYECTBY B 00JACTH HAyYHBIX HCCIIEOBAHHIM
IMCTOHMHU M pa3paboTku TexHoioruii (European Dystonia Cooperation in Science and Technology,
COST) 01 chopmupoBan KoHceHCycHBINT KomuTeT, mnpencraBuBmuii B 2013  HOByIO
kiaccudukanuo auctonuit [1]. JlanHas kiaccuukanus CTPOMTCS Ha 2 OCSAX: KIMHUYECKHE
XapakTepucTUku U sTHoiiorus (tabd. 1). KomOuHanus 3TuX IBYX KaTErOpHil ONMUCAHUS MO3BOJISIET
OXBaTUTh BCIO 3HAUYMMYI0O MHGOPMALIKIO O JIFOOOM MAaIMEHTe, CTPAAAIONIEM JUCTOHHEH, U MOXKET
CIIY)KUTh OCHOBO¥ JUIs1 pa3paOb0TKH CTpaTeruid sl NAIbHEHIINX UCClIeIoBaHuil U jiedeHus [1].

Tabmuma 1. Knaccudukanus quctonuu [1]

I Kininnndeckue XapakTepUCTHKH TUCTOHUH

Knuanueckue ocoOeHHOCTH JAUCTOHHHA

BOSp&CT, Ha MOMCHT Hayajia 3a00JIeBaHUs

- Pannwii netckuit Bo3pact (OT poxkaeHus A0 2 JeT)

- Jlerckuii Bo3pact (ot 3 1o 12 ner)

- ITogpocTkoBslii Bo3pact (o1 13 go 20 ner)

- Mononoii B3pocisiii Bo3pacTt (ot 21 mo 40 sner)
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- B3pocunsiii Bo3pact (ctapiie 40 ner)

Pacnp

elleNICHHE TIOPAKCHHBIX 00JIacTeil Tena

- ®okajgpHOE

- CermeHTapHoe

- MynpTadoKanpHOE

- ['enepanu3oBaHHOE (C BOBJICYCHHEM HOT/0€3 BOBJIICUCHUS HOT)

- l'emuanucronus

Bpemennas ctpykrypa

- Teuenwne 3a00neBaHUs

- CrabunpHOE

- [Iporpeccupyroiee

- BumonsmMeHsieMoCTb

- [lepcuctupyromas

- JlelicTBue-cnenuduunas

- C cyTouHBIMU KOJI€OaHUSIMH

- [Tapokcu3manbHas

ComnyTcTByIOIIHE 0COOEHHOCTH

W3onupoBaHHas AUCTOHUS WM B KOMOWHAIIMY C JPYTUMHU JBUTATEIbLHBIMU PacCTPOUCTBAMU

- M3onupoBaHHast TUCTOHUS

- KomOuHMpOBaHHAs AUCTOHUS

Hamnuaue APYTUuX HEBPOJIOTHYECKHUX NI CUCTEMHBIX HpOfIBJ’ICHI/Iﬁ

- HepequL COBMECTHBIX HEBPOJIOTHYECKUX HpOﬂBJ’IeHI/Iﬁ

II Dtnomorus

Hapymienust HepBHOM cUCTEMBI

- [Ipu3Haku iereHepaTUBHBIX HAPYIICHUIN

- [Ipu3Haku CTPYKTYpHBIX (0OBIYHO CTATUYECKUX) HAPYILICHUH

- OTCYTCTBI/IC IMPU3HAKOB ACTCHCPALUN UJIIN CTPYKTYPHBIX HapymeHI/Iﬁ

Bposxnennas wiu npuoopeTeHHast

- Bpoxnennas

- AYTOCOMHO')IOMI/IHaHTHaSI

- AyTOCOMHO-peniecCuBHast

- X'CI_IeHJ'IeHHaSI peueCCuBHaA

- MI/ITOXOH,Z[pI/IaJ'ILHaH

- [IpnoGpetennas

- HepI/IHaTaHLHaH TpaBMa IroJJIOBHOTO MO3ra
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- Nndexuun

- JlekapcTBEHHOE BO3JENCTBUE

- Tokcuuyeckoe BO3IENCTBUE

- CocynucTele HapyLIEeHUs

- Heomractnueckue HapymeHus

- TpaBma rosoBHoOro Mosra

- IIcuxoreHnplie HapylIEHUs

- Unuomatudueckasa

- - Cnopanuueckast popma

- Cemeitnas ¢popma

KnuHuyeckoe 3HayeHuMe KnaccudukaumMm AOUCTOHUA U XapaKTepUCTUKU
oTAesNbHbIX ¢(hopm

| HanpaBJlieHune KﬂaCCI/Iq)VIKaLl,MM: KnMMHNn4YecCckKkne XapaktepuCtnkm oUCToHUm

Knaccudukanus mo Bospacty. [lpu nucrtonuu, pa3BUBaromelcs B JETCKOM BO3pacTe,
CYIIECTBYET OOJbINasi BEPOSTHOCTh YCTAHOBHUTH MPUYHHY, KPOME TOTO, TAKOW BHJ JUCTOHUU
XapakTtepusyercs  Oosblliel  BEpOSITHOCTbIO — IpOrpeccupoBaHust  OT  (okainbHOW IO
reHepain3oBaHHo ¢Gopmbl. [Ipu AUCTOHHMHM, BO3HHMKAIOIIEH B TEYEHUE TEPBOTO Troja XWU3HH,
MMEEeTCS O4YEHb BBICOKAas BEPOATHOCTb HAIWYUS B KAueCTBE OSTHOJIOTUU  BPOXKIECHHBIX
MeTa0O0JIMYECKUX HapylmieHud. JIuCToHMS, KOTOpask BOSHUKAET B BO3pacTe OT 2 A0 6 JIET, MOXKET B
OOJIbIIIEH CTETIEHH COOTBETCTBOBATH JUCTOHUUYECKOMY IIepeOpaibHOMY Mapalindy, 0COOCHHO €CIIH
OHa CIIeZlyeT 3a MEPUOJOM 3aJePKKH MOTOPHOTO pa3BUTHA. J[pyrue CHHAPOMBI JUCTOHUH, TaKue
kak JJODA-3aBucumas IMCTOHMS, UMEIOT TEHJICHIIMIO pa3BUBAThCS B Bo3pacTe OoT 6 mo 14 ner.
Hakownen, cnopaanueckast pokanbHas TMCTOHMS OOBIYHO BO3HUKAET B Bo3pacte crapiie S50 ser. [1,
2,3,4]

Knaccudukanus ¢ yuetoMm pacrpeneneHusi NOpakeHHbIX obnacteil tenma. Tepamus BeiOopa
IpU JIeYeHUH (QOKAIbHOM M CEerMEHTapHON JAWCTOHMM BKJIIOYAET MPUMEHEHHE JPYTHux
MHUOPEJTIAKCAaHTOB TNepudepruueckoro aelcTBUs — OOTYJIMHUYECKOTO TOKCHHA, TOT/a Kak IpU
reHepaTM30BaHHON TUCTOHUU Yallleé HUCHOJIBb3YIOTCS CHUCTEMHBIE JIEKAPCTBEHHBIC IMpenapaThl WU
xupyprudeckoe seueHue (DBS — rmyOokas ctumymsuus mosra, winm 0akiodeHoBas MOMIA).
Pacrnipenienienrie BOBJIEUEHHOCTH YacTei Tella B MATOJOTMYECKHH MPOIIECC MOXKET MU3MEHATHCA C
TEYCHHEM BPEMEHH, OOBIYHO TPOUCXOJMUT BOBJICUECHHE paHEE HEMOPAKEHHBIX O00JIacTeil.
PacmipocTpanenue JUCTOHUU MOXKHO HAOIIOJATh MPU MOBTOPHBIX MEPHUOTUIECKUX 00CIETOBAHUSX.

Beienstor cnenyromye GopMbl JUCTOHUM B 3aBUCMMOCTH OT BOBJIEUEHU o0acTeil Tena.

- doxanbHas. BoBnedena Tosibko ogHa obnacte Tena (Onedapocnaszm, opomMaHIUOyIspHAS
JMCTOHMS, LI€pBUKaJIbHAs AUCTOHUS, JIapUHIeallbHasi AUCTOHUS W MucYuid cmasm). LlepBukanbHas
JIMCTOHMSI paccMaTpuBaeTcs Kak (opma ¢okaabHOW JMCTOHHMH, HECMOTps Ha TO, 4YTO B
(opMUPOBaHUU JaHHOW MATOJIOTUU MOXKET Y4aCTBOBATh HE TOJIBKO IIes, HO TaKXKe U IUIeYO.

- CermenTtapHnast. [lopaxxeHsl Be u Oojiee cMeXHble 00JacTu Tena (KpaHUalbHasl TUCTOHMS,
OoubpaxuanbHast TUCTOHHUS).

- MynbetudoxansHas. [lopaxkens! qBe u 6ojiee HECMeXHbIE 001acTH Tena (AUCTOHUS BepXHEH
U HIDKHEH KOHEUHOCTeH, KpaHUabHasl U HIKHEW KOHEYHOCTH).

- T'enepanuzoBaHHas. BoBieueHO TyJOBMIIE W Kak MHUHUMYM 2 Jpyrue o0jacTu.
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I'enepanu3oBanHas ¢popma ¢ BOBJICUEHHUEM HOT PACCMATPHBACTCS OTIECIBHO OT (POPMBI TUCTOHHMHU,
IIPU KOTOPBIX HOTY HE BOBJIEKAIOTCSL.

- emuucronus. 3aTpoHYTO HECKOJIBKO 00sacTelt Tena ¢ 0AHOM cTopoHbl. OOBIYHO BTOPUYHA
10 OTHOIICHHIO K KOHTpaJaTepallbHOMY IOBPEXKICHUIO TOJIOBHOTO Mo3ra [1, 2, 3, 4].

BpemMeHHas cTpykTypa

Boigensitor 4 Tuna Bapua®enbHOCTH TEUEHUS.

- [lepcucTupyromas: nposiBI€HUsI JUCTOHUU CTA0OWIIbHBI B TEUEHUE BCETO JIHS.

- JleiicTBue-crienuguyuHas: TUCTOHHS MPOSBISIETCS TOJBKO MPHU BBIIOJHEHUN OIPEIeICHHBIX
JNEUCTBUI WM 3a1ad4.

- C cyrouHbIMH KOJIEOQHMSIMH: TMIPOSIBIEHUS JUCTOHUU C 3aMETHBIMH CYTOYHBIMHU
KOJIeOaHUSMHU yCIOBUI BO3HUKHOBEHHUSI, TAHKECTH U (PEHOMEHOJIOTHH.

- Ilapokcu3manibHasi: BHE3AlHbIE CAMOCTOSITENIBHO pa3pellarolivecs 53MU30/bl TUCTOHUH,
O0OBIYHO HMHIYLIUPYEMbIE MYCKOBBIM (aKTOPOM, C TMOCJIEIYIOIIUM BOCCTAHOBJIEHHUEM MCXOJHOTO
HEBpOJIOTHYECKOro craryca [1, 2, 3, 4].

ConyTcTBYyHOLWME OCOOEHHOCTHU

- MBonupoBaHHasi TUCTOHUS: TUCTOHUS SBISIETCS €IUHCTBEHHBIM MOTOPHBIM HApYyIICHUEM
(HO MOXeT BKIIFOUATh TPEMOD).

- KoMOuHupoBaHHAss NHUCTOHUS: COYETAETCS C JPYrUMHU JIBUTATEIHHBIMH HApPYIICHUSIMU
(TakMMH KaK MHOKJIOHYC, TTApKUHCOHU3M, | T.11.) [1, 2, 3, 4].

Il HanpaBneHue KknaccudukKayumn: aTMONOruA

[Ipu3Haku nereHepanuy, BBISBISEMbIE Ha MaKpPOCKOIMYECKOM, MHUKPOCKOITHYECKOM HIIH
MOJICKYJISIPHOM YPOBHE, SIBJSIFOTCS BaKHBIM CIIOCOOOM pa3JielieHUs] Pa3uYHbIX (JOpM JUCTOHHU Ha
MOJTPYIIIBI C ISTCHEPATUBHBIMU M HEACTCHEPATUBHBIMH (DOPMaMH.

- Jlerenepanus (mporpeccupyroiee CTpyKTypHOE HapylIeHHe, TAKOe KaK THOeTh HeHPOHOB).

- CraTrueckoe nmopaxeHue (Hemporpeccupyroliee HapylnieHne HeHPOHAILHOTO Pa3BUTHS WIIN
MPUOOPETEHHBIE TIOPAKECHUS).

- OTcyTCTBHE MPHU3HAKOB JETCHEPAIMU WM CTPYKTYPHBIX HapymieHwii [1, 2, 3, 4].

BpoxpaeHHas nnu npuobpeteHHas chopma

K BpoxneHHbIM ¢dopMaM IUCTOHMU OTHOCATCS (OpPMBI C JOKa3aHHOW TE€HETUYECKOU
3TUOJIOTUEN.

- AyrocoMHo-nomuHaHTHas (opma. K 3Toil kareropuu OTHOCHUTCS HECKOJIBKO ayTOCOMHO-
JOMHHAHTHBIX ¢dopM, Takux kak DYTI (OMIM #128100), DYTS (#128230), DYT6 (#602629),
DYTI11 (#159900), OsicTpopa3BuBatomasics aucroHus-mapkuHconm3sm (DYT12, #128235),
uHeripodepputunonarus (NBIA3, #606159), nentopyOpanbHas MalIuI0-IbIOUCOBA aTpodus
(#125370), u 601e3ub ['entunrrona (#143100).

- AyrocomHo-perieccuBHas opma. IlepedeHp ayToCOMHO-peLeCCUBHBIX (POPM BpPOXKICHHOM
JMCTOHUM HempepbIBHO pacuiupsiercs. Cpean 3THX (OpM MOXHO BbLIEIUTH 00sie3Hb Buibcona
(OMIM #277900), PKAN (NBIA1, #234200), PLAN (NBIA2, #256600) u 10OBeHHJIbHBIH
napkuHconusMm 2 tuna (PARK2, #600116), Hapsay ¢ LeibIM psoM METa00IMYECKUX pACCTPOUCTB.

- X-cuerieHHas pereccuBHas ¢opma. BpoxnenHas aucToHus ¢ X-CIEMJICHHBIM
Haclie/IoBaHUEM BKIItoyaeT Takue Gpopmal kak cuaapom Jlrobar (LUBAG)(DYT3, OMIM #314250),
curapom Jlemra-Huxana (#300322) u cunapom Mop-Tpanebepra (Mohr-Tranebjaerg) (#304700).

- MutoxonapuanbsHas popma. MuToxoHapuaibHbele (GopMmsel, Takue kak cuHapoMm Jles (Leigh
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syndrome) (OMIM #256000) wim curnpom JleGepa ¢ arpodueit 3puTeILHOTO HEpBa M JUCTOHUEH
(#500001), Takxke mpeacTaBISIOT cOO0W HaceayeMblie (JOPMBI JUCTOHUIA.

Knaccudpukamuss DYT mnpencraBneHa B JaHHOW CTaThe Kak IEPEYCHb, MOMOTAFOIIAN
Pa3IMYUTh TOATHITHI 3200JIEBaHMSI, HO HE KaK YacTh CHCTEMBI KJIacCHU(UKAIIH.

[Tpuobperennsie GOpMBI IUCTOHUH BHI3BAHBI N3BECTHBIMH CHIEITU(PHUECKIMU IPUYNHAMH.

- IlepunartanpHasi TpaBMa TOJOBHOTO MO3ra: JWCTOHWYECKHH IepeOpaibHBI mapaind,
JMCTOHUS C TIO3/THUM HayajIoM.

- Wuadexums: BUpyCHBIA  SHIEPATUT, JICTAPTHUECKUH  JHIE(DAIUT, MOJOCTPHIH
CKJIICPO3HPYIOMIMIA  MaHdHUehanmuT, BHpyC uHMMyHoaedumura uyemoeka (BUY), npyrue
(TyGepkyie3, CUpUIUC U T.1T.).

- JlekapcTBeHHOE BO3JEHCTBUE: aroHUCTHl Jo(paMuHOBBIX peuentopo, JOIIA u ee
MIPOU3BO/IHBIE, AaHTUIICUXOTHUUECKUE CPENICTBA, MPOTUBOAMMUIECNTHYECKHE MpenapaThl U OJ0KaTOPbI
KaJIbIIUEBBIX KaHAJOB.

- Tokcuueckoe BO3AeWcTBHE: MapraHel, KOOajabT, CEpOYIJIEpPOJl, LUAHUABI, METaHOII,
TucynbGupaM U 3-HUTPOTIPOITMOHOBAS KMCIIOTA.

- CocynucTele HapylICHUs: HIIEMHs, KPOBOTEUEHHE, apTEPHUOBEHO3HbIE NMOPOKU DPA3BUTHS
(BKITIOYAst aHEBPU3MBI).

- Heomnactuyeckne HapymIeHHs: OIyXOJIb TOJOBHOTO MO3Ta M IapaHEOIUIaCTUYECKHUU
sHIEe(DATHUT.

- TpaBMa rojoBHOro Mo3ra: TpaBMa TOJIOBBI, XUPYPIrHUYECKOE BMEMIATEIBCTBO HA TOJOBHOM
Mo3re (BKJII0UYasi CTEPEOTAKCHUECKYIO JECTPYKIIUIO), a TAKXKe dJIEKTpHUUecKas TpaBMa.

- [Icuxorennsie HapyleHus (QyHKIIMOHATIbHBIE).

Ecim mpuumHa AUCTOHWUM HE YCTaHOBIJICHA, OHa KiacCH(UIMpyeTcs Kak HIUOTaTHYECKasl.
Wanonaruyeckast JUCTOHHS B CBOIO OYEPEIb MOXKET OBITh.

- Criopaguueckoi popmoii.

- CemeitHoii hopmoii.

B nmanHHyl0 KaTteropuro BXOZSAT MHOTHE ciaydau (OKaJIbHOW WJIM CEerMEeHTapHOU
W30JIMPOBAaHHON JMCTOHMHM C HadajoM 3a0o0JieBaHUS BO B3pociioM Bo3pacte. Hambosiee uacteie
dbopmbl (hOKATBHON AUCTOHMH MOTYT MMETh CHOPAAMYECKUN WIM CeMEWHbIH Xapakrep. [lo mepe
U3YYEeHHUS M OTKPHITHS HOBBIX I'€HOB, OTBETCTBEHHBIX 3a Pa3BUTHE AUCTOHHM, UIUOMATUYECKUE
(dhopmbI MOTYT OBITH TIepeKIacCU(UIIMPOBAHBI B HacieacTBeHHyo dopmy [1, 2, 3, 7, 8, 10-14, 17,
18, 19, 23, 20, 21, 22, 26]. Knaccudukanus JUCTOHUA UMEET 3HAYCHHUE IS aJICKBAaTHOTO BEICHUS
ManueHTa, MPOTHO3UPOBAHUS TEeUeHUs 3a00JieBaHUS, TEHETHYECKOTO KOHCYIbTHPOBAHUS U
JICUYCHUSI.

1.6. KnuHu4yeckas KapTuHa 3aboneBaHMA WNM  COCTOAHMA  (rpynnbl
3aboneBaHUN NN COCTOSIHUN)

Knuanueckas KapThHa XapakKTCpU3yCTCsA COBOKYIHOCTHHO MOTOPHBIX W HEMOTOPHBIX
HpOHBJ’ICHHﬁ. MOTOpHHe MMpOsBJICHUA, CBA3AaHHBIC C ,[[I/ICTOHI/ICI\/’I, MMPOSABJIAKOTCA ocoboi
HEECTECTBEHHON AUCTOHUYECKON IT030M C JUCTAIbHBIM TPEMOPOM HJIN oe3 HCTO, CHeI_II/I(l)I/I‘ICCKI/IMI/I
HU30BITOUHBIMH JABMKCHUSAMHU Ha IMHKC JHUCTOHHYCCKUX ,[[BI/I)KCHI/II\/’I, 3CpKaJIbHBIMU JIBMKCHUAMH Ha
HOpa)KeHHOﬁ CTOPOHC IIpU BBIIIOJIHCHHUU JBHKECHUH KOHTpaHaTepaHLHOﬁ CTOpOHOI\/’I n HaJIU4YHUuEM
KOPPUTHPYIOIIUX KECTOB (CCHCOpHHX NN AHTarOHUCTHYCCKHUX HBH)KGHHﬁ) JJIA
YCTpaHeHI/IH/ YMCHBIICHUS IIATOJIOT MYECKOM MO3blI WK JBIKEHMS. HenpurareabHbIe (HCMOTOpHLIe)
CUMIITOMBI JUCTOHHUH — 60J'IL, Acnpeccusa, TPEBOKHOCTb, COLMAJIBHBIC (I)O6I/II/I — XapaKTCPHBIC
KIIMHUYCCKUC TIPOSABJICHUA, KOTOPBIC, HapdAy ¢ MOTOPHBIMH CHUMIITOMaMH, COCTaBJIAOT
KIIMHUYCCKYIO KapTUHY 38.60J'ICB8.HI/I$I, CYIICCTBCHHO BJIMAKOT HAa KaAYCCTBO KU3HHU IMALIUCHTOB [1, 2,
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3,4,5,6,11, 12].

CI/IHI[pOM AUCTOHUHU HMCCT 3HAYUTCIbHYIO CTCIICHb d)eHOTHHquCKOﬁ HU3MCHYHUBOCTH C
YaCTbIM COBIIAACHHUCM MCKAY pa3JIMUHbBIMU CUHAPOMAMHU. Het maTorioMOHHYHOTO MpeaAcCTaBJICHHUA,
KOTOPO€ JIOIYCKAET HAJECKHbIE KIMHUKO-3TUOJIOTUYECKHE KOPPEIALIUHY, KaK /Il TEHETUYECKUX, TaK
u s sKosorndeckux Qgopm. HekoTtopele TummuHbie n 0OoJjiee pacHpOCTpaHEHHBIE CHHIPOMBI,
KOTOPBIC BCTPEUAKOTCA B KIMHAYECKON IMPAKTHUKE, KPATKO OIIMCAHBI 3ICCh B KAYCCTBC IPUMCPOB.
PaCCMOTpeHI/IC 9TUX THUIIOB CHHAPOMOB AJHUCTOHHMHU PEKOMCHAYCTCA KakK 06HII/II71 KIMHAYECKUH
moaxon, HCHOJII:?;yCMI:IfI JJId OKasaHusa IIOMOIIM B 3JTHOJIOT'MYCCKOM JUArHo3€ JUCTOHMHHU.
Hcnonp3oBanne (peHOMEHOIOTHYECKOH Kiaccupukanuu (Tad. 1) moMoXeT pacrno3HaTh CHHAPOMBI
JMCTOHUM B IMArHOCTHYECKHU TI0JIE3HbIE ()EHOMEHOJIOTHYECKUE KaTteropuu [1].

KnuHnyeckne ocob6eHHOCTU OTAENbHbIX (*)OpM ANCTOHUN

LepBukanpHast AuCTOHMs, OnedapocmasM U MUCUUMA Cla3M SIBISIOTCS HaumboJee YacThIMU
¢dbopmamu QokanpHOM naucTtoHuu. bornee peakumu (GopMamu SABISAIOTCA OpOMaHAMOYISpHAs,
JapuHreanbHas, papuHreanbHas U QokajibHas IUCTOHUS cTOlbl. DOKaIbHbIE TMCTOHUU TOPAXKAIOT
JUI TPYAOCIOCOOHOTO BO3pacTa, BbICOKA CTEMEHb COLMAIBHOW Je3aJalTaldd U WHBAIMIU3ALUN
MAlUMEHTOB BCJEACTBHE (OPMUPOBAHUS Yy HUX BBIPAXKEHHOTO (YHKIIMOHAJIBHOTO JedexTa
(ynepaHHsl TOJIOBBI B NMPSMOM TMOJIOXEHUH — MPHU LEPBUKAIBHON AMCTOHUH, (YHKUIHOHAIBHON
"cnenoTel" — mipu Osiepapocnazme, HaAPYIICHHS MUCbMa — MPH MHCYEM Ca3Me, HApYIICHUS PEuu,
YKEBAHUS U TJIOTaHMS — P OPOMAHAUOYISIpHON U apUHreaIbHON JUCTOHUH, T0JI0CO00pa30BaHUS
— MpH JIapuHTeaNbHON auctonuu) [1, 3, 29].

HepBukanpHas auctonus (I[JI), mam cmacTudeckass KpUBOIIES, SBISICTCS CaMOM 4YacTOU
dbopmoit mpimeyHor auctonuu. [1J] xapakrepuszyercss HEMPOW3BOJBHBIMU COKPAIICHUSMHU MBIIIIT
IIeH U TUIeYa, YTO TMPHUBOIUT K AHOMAIBHBIM M03aM W/WIIU JABMKCHUSM IIIEH, TUIeYa U royioBbl [16].
Hns /] xapakTepHO BOBJICUCHHE B TMIEPKUHE3 OTPAHMYEHHOUN TPYMIbI MBIIII] IEW U 3aThUIKA.
Bopneyenne ™Mbl miew (MposIBIAIONIEECS B Pa3IMYHOM CTENEHH) NPUBOIAUT K PAa3BUTHIO
MATOJIOTUYECKUX TMOJIOKEHUM TOJIOBBI, IIEH U IJIed, Yallle BCEro COMPOBOXKIAIOIIUXCS TOBOPOTOM
BOKpPYI' TOPU3OHTAIBHONM OCU (TOPTHKOJUIMC) M JUCTOHHYECKMM TPEMOPOM TOJIOBBI, KOTa
HaOMIOaeTCs COKpAICHHE M MBIIII-aHTarOHUCTOB. boiau B IIEHHON, 3aTBHUIOYHOM, IICYEBOM
obnactu, HabmonaoTcs B 75% citydaeB. B BOBIIeUEeHHBIX MBIIIIAX Pa3BUBAIOTCS MHO(DaCIUAIbHbBIE
CUHAPOMBI C THUIIMYHOW Hppagualuei, 4to sBIseTcs OJHOW W3 BEAYIIMX MPUYHUH OOJIEBOTO
cunapoma. Taxke 00Jib MOXKET ObITH BbI3BaHA KOMIIPECCHEH HEPBHBIX CTBOJIOB CIIa3MHPOBAaHHBIMU
MBIIILAMH, Pa3IpakeHrneM 00JIEBBIX PELENTOPOB OKOJIOCYCTaBHBIX CTPYKTYp. Havano 3ab6oneBanus
B OOJNBIIMHCTBE CIIy4aeB IMOJOCTPOE WIU IOCTENEHHOE (B TEYCHHE HECKOJbKUX HEAeNTb WU
MecsieB). MHOruM manyeHTam Ha paHHux cragusx L[J] ymaercst ymeHbIaTh ee BBIPaKEHHOCTD
KOPPUTHPYIOIIMMH >KecTaMHu (TpuKacaHue K mnoadopoaky wiu K 1meke). dunamuunocts L[/]
MPOSIBIIIETCS. B TECHOM CBS3M C JIBUXKEHHEM, MO30M. Tak, Mpu MpPOU3BOJIBHBIX JBIKEHUSAX U
BEPTUKAIHM3AIMN — YCUJIIMBAECTCS, a B TMOJOXKEHUU JieKa — 3HAUUTEIbHO YMeHbIIaercs. Juctonus
yCyryonsercs Mpu yTOMJICHHMH W TCHUXOAMOILIMOHAIBHOM HampsyKEeHUM. XapakTepeH (QeHOMeH
CYTOYHBIX (UIIOKTyalluid: yMeHbIeHHe BbIipaxkeHHocTH [IJI mocme cHa. Ilpuem ankoroms
KPaTKOBPEMEHHO YMEHBILIAeT CHMIITOMBI B TIEpBbIe MecsIbl mocie aedrota 3aboneBanus. [1J]
OOBIYHO TMporpeccupyeT B TEUeHUE TMepBbIX 2-5 ner 3aboneBaHus, 3areMm (0e3 Ie4eHUA)
CUMITOMAaTHKa Jocturaet miato. Kak mpaBuio, 3To 3a00jeBaHUE SBISETCS HE TOJNBKO MPUYMHOMN
HETPYAOCMOCOOHOCTH, HO M B 3HAYUTEILHON CTENEHH OrpaHUYMBAEeT OBITOBYIO aKTUBHOCTh
nanueHToB. [lenpeccusi, TpeBOXKHBIE PACCTPONCTBA M colanbHble (oOUMU — Hauboliee 4YacThie
cocTosiHUs, accouuupoBanHbie ¢ L[JI, uTo eme Oonee yriayOnseT COIUAIBHYIO 3HAYUMOCTh U
000CHOBBIBaET pa3pabOTKy TINATENBHBIX IMOAXOJOB K JICYEHHIO JaHHOTO 3aboneBanus. B 75%
ciydaeB y mamueHtoB ¢ [IJI oTmewaercs ¢eHOMEH THIIepIKIUIeKCHH (TIOANpPHITUBAHHUE,
B3/IparuBaHue MMPU HEO)KUJAHHBIX CTUMYJIAX).
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CrioHTaHHBIE PEMHUCCHHM B TEUCHHE IEPBBIX S5 JeT pa3BuBaloTcs He Oonee, yeM y 20%
nanueHToB. CpenHss [JUIMTEIbHOCTh peMuccuil — 6 mec. JlinTenbHOe BpeMsl Y MHOTHX MAallMEHTOB
COXpaHsSETCs BOJEBOW KOHTPOJb HaJl HEMPOW3BOJIBHBIM JBI)KEHHEM ToOJIOBBL. Y 1/3 mamueHToB
JUCTOHUS B NOCIEAYIOIIEM BOBJIEKAET APYrue 4acTH Tesla. 3akoHOMepHO coderanue /] ¢ mucuum
ciazmoM (45%), BCII (35%), OM/ (10%), aucToHNYecKUM TpeMOopoM KucTH (27%).

I'onoBa MOXET OCYIIECTBIIATH ABMKEHUS B TOPU3OHTAIBHOM, (POHTAIFHONW M CarUTTAIBHOM
IUTOCKOCTSIX, a TaKkKe Mpou3BoIuTh OokoBoe cmemenune ("mugt"). Ilpodeccopom I'. Paiixemem
(I'epmanust) ObuUIM BBIJICJIEHBI JBUKEHUSI B 1l1€€ OTHOCUTEJIBHO TYJOBUINA M JBUKEHUS T'OJOBBI
OTHOCHUTENBHO Mmieu ("TOPTUKOJUIMC, TOPTUKAMYT, JATEPOKOJUIMC, JATEPOKAMyT, aHTEPOKOJUIHC,
AHTEPOKAIyT, PETPOKOJUTHUC, peTpoKamyT").

Haubonee turmmunbiM mnposisnenuem L[J[ sBrusercs potammsi T0JIOBBI (MOA00pOAKA) —
TopTuKOIIIHC. [To Mepe mporpeccupoBaHus 3a00JIEBaHHS B MATOJIOTHUECKHIA MTPOLIECC BOBJICKAIOTCS
HOBBIE MBIIIIIIBI, YTO MOXKET COMPOBOKIATHCA U3MECHEHHUEM TIOJI0KEHHUS TOJIOBBI HE TOJIBKO B OJTHOM,
JIBYX, HO U B TpeX IUIOCKOCTAX. Kak mpaBuiio, UMeeTcs CoueTaHne MaToJOTHIECKUX 1103 (Harmpumep,
MMOBOPOT TOJIOBBI B CTOPOHY M HAaKJIOH TOJIOBBI K Iuledy). HampaBieHue CMEIIEHHS TOJIOBBI
OILIEHUBACTCS 110 HAMPABJICHUIO CMEICHUs 0100poaka. [3]

brnedapocnaszm (BCII) BwI3bIBaeTCS AMCTOHMYECKHMH COKparieHusiMu m. orbicularis oculi,
YTO TAaK)K€ YacTO COMPOBOXKIAETCA COKpAIICHUIMHU M. procerus U m. corrugator. Pazsutue 6one3nu
OOBIYHO TPOUCXOJTUT TIOCTETICHHO, C BO3HUKHOBEHUS pa3paXE€HUs WU CYXOCTH TJja3, C
MOCJIEAYIONMUM Pa3BUTHEM BBIPAKEHHOTO MoOpraHus, ocobeHHo mpu sipkom csere. Jms BCII
XapaKTepPeH MOJUMOP(U3M JABUTATEIBHBIX MPOSIBICHUA. B KIMHMUECKON MpaKTHKE HAOIIOIAI0TCS
cnenyromue Bapuantbl BCII: 1) yuamenHoe mopranume — y 10% mnamueHToB; 2) 3MU30/blI
3a)KMYPHUBAaHHUs B BUJIE YaCThIX, KDATKOBPEMEHHBIX, pPUTMUYHBIX CIIa3MOB KPYrOBBIX MBIIII] IJ1a3 — Y
17%; 3) snu304bl AIUTEIBLHOTO 3aKMypuBaHus a3 — y 46%; 4) snu30/4bl 4acThIX PUTMUYHBIX
CHa3MOB KPYrOBBIX MBIIII TJIa3 B COYETAHHMU C OTACIBHBIMU IMOJEPTHUBaHUSAMH BeK — Yy 7%; 5)
3aKpbIBaHME I1a3, Ha3bIBaeMOE NalueHTamu "omyckanueM Bek" —y 20% [3].

VY Bcex NAalMeHTOB BBISBISECTCS JUHAMUYHOCTh KIMHHYECKUX NposBieHud. Haumbosbuias
BbIpaxkeHHOCTh BCII oTMeuaeTcss BO BpeMsi T€X BUJIOB JEATEIbHOCTH, JUISl BBIIIOJHEHUSI KOTOPBIX
TpedyeTcst cneruuueckoe HCIOIb30BaHUE 3PEHHs, a TAaKXKe CTOSl U MPHU XO0ap0e, Ha yiulle, Mpu
SMOLMOHAIBHOM HAaNpsLDKEHUHM, YTOMJIEHWU, B MHOTOJIOAHOM IOMEIIEHWH, IPU pPa3roBope, BO
BTOPOM MOJIOBUHE JHS, NPU SIPKOM OCBelleHHMU. [IpueM ankorosisi KpaTKOBPEMEHHO YJIyYILAeT
COCTOSIHHE Yy 4acTH nanueHToB. Ha panHuX sTamax 3a0o0JieBaHUS COXPAHEH YaCTUYHBIA BOJIEBOI
KOHTPOJIb HaJl HEMPOU3BOJIbHBIMU JBIKEHUSIMU. Hanbomnee pacnpocTpaHeHHBbIE KOPPUTHUPYIOLIUE
KECTBI, UCTIOJIB3YIOIIHECS MallMeHTaMu JJis ocliabiieHus uiu BpeMeHHoro ycrpanenus bCIIL, moryt
ObITh MOJApA3JCNieHbl Ha TPU TpyOnbl: 1) TpUeMbl, MPUBOAAIIME K H3MEHEHHIO 3pPUTEIbHOM
addepeHTanuu (3aKpblBaHWE OJHOTO Tja3a, MPHUILypUBAaHUE, HOIICHHWE OYKOB C 3aTEMHEHHBIMU
CTeKJIaMM, CHUMaHHE M HaJeBaHUE OYKOB, MPHU B3IUIAJE BHH3), 2) pa3IMYHble MAHUIYISALUU B
BEpXHEH IMOJOBUHE JHIa (MIPUKOCHOBEHHWE WJIM HAJaBIMBAaHUE MallbllaMd Ha 00JAcTh BHUCKOB,
HaaOpoBHil, 10a, MEPEHOCHUIIBI, BEPXHETO BEKA); 3) pa3inuyHble MAaHUITYISALUN B HIKHEH MOJOBUHE
nuna (MPUKOCHOBEHHE K MOIOO0POIKY, KypeHHEe M MaHHMYIAIHUU C CUTapeToil BO PTy, HAIUYUE
MMOCTOPOHHETO MpEeAMETa BO PTY — KEBATEIbHON PE3WHKH, CEMEUeK, KOCTOUEK, KOH(ET; Kalllelb,
COBEpIICHHE PA3JIUYHBIX TPOU3BOJIBHBIX JBMKEHHH MBIIIIAMA HIKHEH TIOJMOBHHBI JIUIIA).
XapakTepHO YMEHbIIIEHWE WM MCUYE3HOBEHHE HEMPOU3BOJIBHBIX JBUKCHHH B HEOOBIYHON
00CTaHOBKE, B YACTHOCTH, Ha MpUEME y Bpaya. B AMArHOCTUYECKUX IENSX MOXKHO HCIOIh30BATh
MPOBOLIMPYIOLIUI MpUEM: [0 KOMAaHJE Bpaya IAlMEHTAa IPOCAT HAa 5 CEKyHJ MaKCUMAJIbHO
3aKMYpHUBaTh TJla3a, 3aTeM Ha 5 CEKyHJ MaKCHUMalbHO OTKpbIBaTh. Yepe3 4-6 MOBTOPOB TaKUX
nekeHnit cumntomel BCII ctaHoBsiTca oueBUAHBIMUA. CIIOHTAHHBIE PEMUCCUU JJIsi TAIMEHTOB C
BCII menee xapaktepHbl, uem ansi manueHtoB ¢ L[JI. B 75% cnydaeB B nmeGrote 3aboneBaHus
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OTMCYAKTCA CCHCOpHBIe CUMIITOMBI — LIyBCTBO pa3z[pa>1<eHH51 CHHSHCTOﬁ O6OJIO‘-IKI/I TrJjias,
COTPOBOMKIAIOIIEECS CIe30TeUeHUEM, 00Ih B 00JIAaCTH IJ1a3, YyBCTBO "Mecka' B ria3ax W *OKEHUE,
auckoM@opT B 00IaCTH TJ1a3, CyXOCTh I1a3 (BIUIOTH 10 CHHApoMa "cyxoro riaza") [3].

Nzomuposanusiii BCIT Habmogaercs mpudimsutensHo y 40% namuenTos [ 3, 4]. B octanbHBIX
ciydqasx BCII coueraercs ¢ TpOSIBICHUSMU JWCTOHUM B HWXKHEH TMIOJOBUHE JIHMIA, YTO
00BeIMHSICTCS TEPMUHOM KpaHuaidbHas quctonus. Y mamueHToB ¢ bCII maxke Ha paHHUX CTaJaHsIX
MOTYT HaONIOJAaThCS HEMPOU3BOJIBHBIC IBWKCHUS B HIDKHEH IIOJIOBUHE JIMIA, OJHAKO OTH
JBUKCHHSI OOBIYHO MAIMEHTOM WTHOPHPYIOTCS WJIM BOCIPHHHMAIOTCS KaK KOMIICHCATOPHBIC ISt
OTKpbIBaHus 113 [4].

Opomanaudynsapuas nucronus (OM/]) nmposiBiisieTcss B BUJIE: HEITPOU3BOJIBHOTO OTKPHIBAHUS
W/WAM 3aKpBIBAHUS pTa, CKUMAHMS UYETIOCTEH (JUCTOHMYECKHM TPU3M), UCKPUBIIEHUS TYO, LIEK,
SI3bIKA, HEMPOM3BOJIBHOTO BHICOBBIBAHUS U JAPYTUX JIBIKCHHH S3bIKA, OOKOBBIX JABUKEHUN HUKHEH
YeNOCTH, CKUMAaHMS YEeIIOCTeH, HAaCHUIbCTBEHHOM YIBIOKHM, OCOOEHHO MpH pPEYH, >KEBAHUU.
[TaniMeHTHl UCTIONB3YIOT TaAKUE KOPPUTHUPYIOIINE JKECTHI, KaK: pa3IMYHbIe MAaHUTYJISIIUA PyKaMu B
HIDKHEW TIOJIOBMHE JInla (PUKOCHOBEHHE, HAJABIMBAHUE U T.I1.), IPUKYCHIBAHUE T'yObI, TBUKCHUS
SI3BIKOM B TOJIOCTH PTa, YK€BAHUE WJIM COCAHUE PA3IMYHBIX IMPEIMETOB — KOCTOYEK, CEMEYeK,
KOH(ET, COBEPIICHHE APYTrUX MPOU3BOJBHBIX JBM)KCHUH MBIIIIAMH HIDKHEH TTOJOBUHBI JIMIIA.
BoneBoii koHTposib HaOmomaeTcss peako. 3HaHwe cumntomoB OMJ[ odeHp BaxHO s
CTOMATOJIOTOB Pa3HbBIX CIEIHATBHOCTEH, 0COOCHHO, OPTOTIEOB U OpTO0HTOB. OM/I, KaKk mpaBuIIo,
HAaYMHAETCS B 3peJioM M TOXKWJIOM BO3pacTte, KOorja OOBIYHO U MPOBOJUTCS MacCUBHOE
CTOMATOJIOTMYECKOE JICUEHUE C MOCIEIYIONUM MPOTE3UPOBAHUEM 3YOOB, KOTOPOE MOXKET SBUTHCA
tpurrepom OMJ] y mpenpacnosioKeHHbIX MAIMEHTOB WIH YK€ HMMEIOIIUX IPYrHe MPOSIBICHUS
TUCTOHWHU, HE 3aMedyaeMble BpauoOM-CTOMATOJIOrOM (HampuMep, dYacToe MopraHue, WiId
HE3HAYUTENIbHO BBIPAKEHHOE MATOJOTHUYECKOE MOJI0KEHNE TOJI0BbI, WIIM MUCYHM cria3M). OHUM U3
MapkepoB pazButus OMJI sBrseTcst cToikas jkanoba marueHToB Ha "HEymOOCTBO >KEeBaHHS'" WIH
"HEYI0OCTBO TOJI0XKEHUS HIDKHEH YemocTr 1 pote3oB” [3, 4].

JlapunreansHas auctonus (JII1) sBiasercs morpaHUYHON TPOOIEMON MEXKITY JTAPUHTOJOTUEH
(bonmatpueit) u HeBposoruei. OCHOBHBIMH TPOsBICHUSIMH JIJ[ SIBISIIOTCS OCHILIOCTH TOJIOCA,
MPEPBIBUCTOCTh T'0JIOCA BO BpEMsI pa3roBOpa, CAABICHHBIM ToJioc, "naromuil" rojgoc. Y MHOTHX
MAIMEHTOB OCTAETCS HOPMAJILHOM IIEeNOTHAs peub, TUCHOHHUS MOKET MOJTHOCThIO OTCYTCTBOBATH
IIpHU MEeHUU (MapaJoKcanbHas KUHE3Us). YCHIIEHHE TUCTOHUYECKUX CHa3MOB MpU OOBIYHOM peun
MPOUCXOJUT TOJ BIMSHUEM pEUYEBONM HArpy3KH, HMOLMOHAIBLHOTO HANpsDKEHUs, oOIIero
yromienus. JI/| — oqHo u3 Haubosee TsHKeIbIX HapyIIEHUH roJioca, MPOsBIIAIONIEEcs HAlPSKEHHO-
CIaBIIEHHOM, pephIBUCTON QoHarueil. AxaykTopHas ¢gopma — Haubosiee TUIMYHAS, HaOII01aeTCs
B 90% cmyuaeB. Ilpu 3Toil dopme aucTOHMYECKAs] THIIEPAKTUBHOCTh HAOIIOAAETCS B MBIIIIAX-
aJUTyKTOpax rojiocoBoit menu (mm. cricothyroideus, cricoarytenoideus lateralis, interarytenoideus).
I'opazno pexe (menee 10%) Bcrpeuaercss abaykTopHas Gopma, MpU KOTOPOM TUMEPAKTHUBHOCTH
HabmoaeTcs B m. cricoarytenoideus posterior. Emie peske BcTpeuatoTcs: cMmemanibie popmsl. [pu
JIJI, Hapsaay ¢ HapyIIEHUSMHU ToJIoca, XapaKTEPHBIM CHMIITOMOM SIBIISIETCS HApYIICHUE JbIXaHUs
(u3-3a HapylIeHUs MPOXOXKJIEHUS BO3JyXa uepe3 ropTaHb) — MPEPHIBUCTOE, claBleHHoe. MHorma
3TOT CHUMIITOM OIIMOOYHO paclieHHBaeTcs Kak OpoHXWanbHas acTMa. Bo Bpemsi pedn U TeHUs
JbIXaHuEe OOBIYHO yiyulinaeTcs (mapajgokcanbHas kuuesus) [3, 4].

QdapuHreanbHas JAUCTOHHS TPOSBISAETCS B BHJE 3aTPyAHEHHUs TIOTaHHUS (Yamie — TpU
yrnoTpeOJIeHUH TBEPAON NHINK), NEPUOAMYECKHA BO3HHMKAIOIIETO YyBCTBa "Koma B ropie" mpu
TJIOTAaHUU W/WUK B TIokoe. DapuHreanbHas AUcToHUsS yacto coueraercs ¢ JIJ] mmu OM/I [3, 5].

KpaHI/IaJ'ILHaH JAUCTOHMA. OTUM TCPMHUHOM O6’b€I[I/IHSIIOTC$I MIpOABJICHUA (pOKaJ'IBHLIX (I)OpM
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JMCTOHUM B OOJIACTH JIMIA U TOJIOBBI B Pa3HBIX COUETaHUAX. Yalle BCEro BCTPEUACTCS COUYCTAHUE
pacripoctpaneHHoro Onedapocnasma (C BOBJICYEHHEM B CHa3M CPEIMHHBIX OTICIOB JIMIA) U
opoMaHUOYIsIpHON JuicToHUU. Hepenko 310 o0Oo3HayaeTcs TepMUHAMH '"JIHIICBOW IMapacrmas,
CpEeIMHHBII JIHIEBOH cria3m, c-M Mexa, c-Mm bpeitrens" 3, 5].

[Mucumit cna3m mpexacTaBisgeT CcOOOW JUCTOHUIO CHEIU(PHUUECKOTO BHIA JIEHCTBHA
(mposiBAsieTCsl BO BpEMsl MHCbMa, B UCKIIOUUTEIbHBIX CIIydasix — MpH paboTe Ha KOMIIBIOTEpE),
BO3HUKaeT y miojed B Oosiee mosogom Bo3zpacte, yem L[/l u BCII. OcHoBHBIE KIMHUYECKHE
MPOSIBJICHUSI THCYEro cHa3Ma: HamNpsHKeHHE KUCTU/PYKM BO BpeMs NHCbMa, M3MEHEHHE MO3bI
KHACTH/PYKH BO BpeMs MHCbMa, U3MEHEHHE, 3aMeUICHUE MTOYepKa, HApyIICHUE CIUTHOCTH MUChMA,
yBeIMUEHHE pa3Mepa OYKB, ApOKaHWE PYKH BO BpeMsl MHCbMa, HEMOCTOSIHCTBO IOYEpKa.
[TarmeHTH! MOAOMPAIOT pa3IUYHbIE IO POPME U TUAMETPY PYUKH, MEHSIOT 03y KUCTHU U MajblieB B
Ipolrecce MUCbMa, MOMOTAIOT B aKTe MUCbMa Apyrou pykou. I1o Mepe mporpeccupoBaHust MUCYETO
cra3Ma MOTYT HapyllaTbCsi M JIpyrHMe JEeHCTBHS, BBINOJHSEMbIE pPYKOH — OBITOBBIE,
npodeccroHambHbIe. B 3THX ciIydasx TOBOPST O TporpeccupyromieM nucyeM criasme [ 3, 9].

['enepanu3oBaHHass  JAUCTOHMSI  XapakTepU3yeTCS  MEUIEHHBIMH,  (OPCHUPOBAHHBIMH,
MPEMMYIICCTBECHHO BpallaTCIbHBIMU ABUXKCHUSAMHA T'OJIOBBI, TYJIOBUIIIA U KOHEYHOCTEMN. CO3)IaCTC${
BIICHATIICHUC, YTO YYAaCTBYIOIIMEC B THUIICPKHUHEC3C TPYIIIbI MBI BBIHYXJICHBI IIOCTOSHHO,
MYUYUTCIIBHO MPECOJ0JICBATh COIIPOTHUBIICHHUE MBI -aHTAarOHUCTOB. q)OpMPIpy}OHII/IeCSI HeO6I)I‘—IHI)Ie,
HGy2]O6HI)Ie IMO3bl MOT'YT COXPAHATHBCA B TCUYCHUC JIIHUTCIBHOIO BPEMCHU. FeHepaJ'II/I3OBaHHa$I
AUCTOHUSA YCUIIUBACTCA MOJ BJIUSAHHUEM ITIPOU3BOJIBHBIX )IBI/I)KGHI/II\/'I M SMOIIMOHAJIBHOI'O HAITPAXKCHUA
W Wcue3aeT Bo BpeMs cHa. [locreneHHO pa3BUBAETCs MOCTOSHHAS JTUCTOHWYECKAs 11033, HAIIPUMED,
YCUJICHHE TTOSICHUYHOTO JIOP/03a (TIOSICHUYHBIN THIIEPIOP/I03) CO CruOaHueM HOT B Ta300€APEHHBIX
CycTaBaXx M BHYTPEHHEW poTauued pyk U HOr. B Tex ciywasx, KOrja u3-3a BBIPAKEHHOTO
MOBBIIIEHUS! MBIIIEYHOTO TOHYCA BO3HHMKAET CTOMKas MaTOJOrHYecKas JAUCTOHMYECKas 103a, HO
TUTIEPKUHE3 OTCYTCTBYET WM OOJbIIE HE BBISABISAETCS, TOBOPS O (UKCHUPOBAHHOW (PHUTHUIHOIN)
mucrornn [18].

B 3aBucumocTH 0T BO3pacta ne0roTa M APYrUX XapaKTEpPUCTUK pa3inyaloT JBe (OpPMBI
0one3nu: ¢popMa ¢ paHHUM HA4yaJioM, CBsI3aHHAsl ¢ MyTallMed Ha JJIMHHOM IUiede 9-i XpoMOCOMBI
(9934), u dopma ¢ MO3MHMM HAYaAJIOM, CBSI3aHHAs C MyTallMed HAa JUIMHHOM Iuleue 8-M WiH
KOpOTKOM Iuieue 18-i1 xpomocoMmsbl. Jluctonusi, acconuupoBanHasi ¢ renom DYTI, konupyronium
oemok TorsinA, sBisieTcs Hanbosee M3BECTHOW M OMUCAHHOM C ATHOJIOTHYECKOW TOUKH 3pEHUS
MaTOJIOTHEH, HACIeIyeTcs MO ayTOCOMHO-IAOMHUHAHTHOMY THIy, M 00JaJaeT MEeHETPaHTHOCTHIO,
paBHoiil mpumepHo 30%. Bropoit unentudunuposanusiii ren — THAPL — BbI3bIBaeT AMCTOHUIO IO
tunty DYT6, ayrocOMHO-IOMUHAHTHBIA CHHIPOM H30JIMPOBAHHOW JUCTOHUU C MEHETPAHTHOCTHIO
npuMmepHo 60%. AHalOTHUYHBIE MPOSBICHUS MOXKHO TaKKe HAOMIOAaTh MPHU CIOPATUYECKUX WU
CeMEHHBIX Cydasx ¢ HeyCTaHOBJIEHHOH sTroorueit [18, 20, 22].

Kimandeckue nposiBiCHUS pa3BUBAIOTCS OOBIYHO HA 1-M WM 2-M JCCATUIICTHAX KU3HH, B 1/3
ciydaeB — 70 15 ner. B ciydae neGrota B paHHEM JETCKOM BO3pacTe MEPBOHAYAIBHO MOSIBISIFOTCS
HapyIIeHUsT XOAbOBI, KOTOPblE MOHayaly ObIBAeT TPYAHO MPAaBWIBHO HUHTEpIHpeTupoBath. [Ipu
ne0oTe B 3pelioM BO3pacTe HACHUIHCTBEHHBIE JBIIKEHHSA, HAO0OOpOT, MOSBISIOTCS CHayala B
obrmacTu TYNOBMIA M BEPXHUX KOHEUYHOCTeH, M Jumb B 1/3 ciaydaeB mepexolsT B
reHepaln30BaHHyI0 Gopmy [22].

MuoxknoHyc-AUCTOHUSL (MUOKIOHUYECKas! JUCTOHHS) — MHOKIIOHOTIOIOOHBIE TIPOSBIICHUS TIPH
OBICTPBIX ~ TUCTOHMYECKUX JIBIDKEHUSX. MUOKIOHYC TIpH MHOKIOHYC-AHNCTOHUU — HE
SMWIEeNTHYeCKUil. Y marnueHToB ¢ '"mMuoxnonumdeckor nuctonuei” (DYTI11) naGmromaercs
COoueTaHWe IUCTOHUM M MHOKJIOHYyCa; 3TO SBIEHUE, IO CYTH, MOXKET MPEICTaBIATH CO00I
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"3CCeHIIMANBbHBIA MUOKJIOHYC", TIOCKOJIBKY Yy MHOTHX M3 3THX HAaIMEHTOB HAOIIOAAETCS JIMIIb
cnabo3aMeTHass COIYTCTBYIOUIAss IUCTOHMS, WM y HEKOTOPBIX MAIMEHTOB HMEETCS YHUCTHIN
MHOKJIOHYC, B TO BpeMS KaK Yy JpPYrUX YIEHOB TOH )K€ CEMbH OTMEYAETCsS OJHOBPEMEHHO U
MHUOKJIOHYC U IUCTOHMSI; BO MHOTHX CIIy4asiX MUOKIIOHUYECKHE MOJEPIrUBAaHUS MOYKHO OTJIMUUTH OT
OBICTPBIX "CYHOPOXHBIX" JTUCTOHWYECKMX JBMJKCHHW TIO pe3ylbTaTaM KIUHUYECKOW U
anekTpodusnonornyeckoit ouenku [19].

JIMCTOHUSA-IAPKMHCOHU3M BKJIIOYAET psAJ PACCTPOWCTB, OOJBIIMHCTBO U3 KOTOPBIX —
HacllelyeMble, IJIe COYETAOTCSl MPU3HAKW JWCTOHMM M MAapKUHCOHM3MA, MHOI/IA C IpHU3HAKaMu
BOBJICUEHUS MHMPAMHUJHOTO TpaKTa WIM JPYruX HEBpOJOrMueckux HapymeHud. Hepenko
BO3HMKAIOT U HEMOTOPHBIE PAacCCTPOMCTBA, BKIIOYasi KOTHUTHBHBIE HapyiieHus. OcoOblil uHTEpec
npeacTaBisaioT cneayrome u3 Hux: JIODA-zaBucumas mucronuss (DRD, DOPA-responsive
dystonia, Oone3up CeraBbl), 0ose3nb Buibcona-Konosanosa, Parkin-, PINK1-, u DIJ-1-
accoruupoBanHbeii  mapkuHconmsm  (PARK2, 6 wu 7), X-cuemieHHas  JUCTOHHS-
napkuHcoHusm/curipoMm LUBAG (DYT3), OwicTponporpeccupytomiasi AUCTOHUS-NAPKUHCOHU3M
(DYTI12), u neiiponerenepanusi ¢ OTJIOKEHUSIMU *kene3a B roysoBHoM Mo3sre (NBIA, Bkirouas
PANK2- u PLA2G6-accormuupoBaHHyI0 HEHpOeTreHepalnio, HEHpOPEPpPUTHHONIATHIO U JIPYTHE
¢dopmbl). B Hactosimiee BpeMsi MPOJOJIKAIOT BBISBIATHCS pa3JIMYHble HOBBIE JOMUHAHTHBIE,
perieccuBHble U X-CUEIUIEHHBIE T'eHBI, JIeKallle B OCHOBE Pa3BUTHUS JAMCTOHUHU-TApPKUHCOHU3MA,
koTopbiM npucBanBatoT MeTku DY Tn win PARKn. IO®A-3aBucumast 1uctoHus, 0003HavaBIIascs
paHee Kak Mporpeccupyroniasl AUCTOHUS C BhIPAKEHHBIMU KOJIEOAaHUSIMHU B TeueHue AHs (00Jie3Hb
CeraBpl) HauMHAETCSA B JIETCKOM Bo3pacTe. B ocHoBe 3abosieBanus jexut myranus reHa GTP-
uuknoruaposnasel I Ha muHHOM mede 14-it xpomocomsl (14q22.3). MexaHu3Mm Hacie0BaHUS —
ayTOCOMHO-JIOMHUHAHTHBI C HHM3KOM IIEHETPAHTHOCTBIO. BBIPAKEHHOCTh  IMCTOHHUYECKHUX
JBW)KEHUH KoseOseTcsl B T€YEHUE [HsS, HO Ha IMPOTSHKEHUHM MHOTUX JIET MMEET TEHACHLUIO K
HapacCTaHUIO 10 Mepe ImporpeccupoBanus 3aboaeBanus [18, 20, 22].

2. [InarHocTtuka 3aboneBaHMA UMW COCTOSAHMA (rpynnbl 3aboneBaHUMW WU
COCTOSIHUW) MegULMHCKME MOKa3aHMA W MNPOTUBOMNOKAa3aHUA K MNPUMEHEHUIo
MeTO[0B ANarHOCTUKMU

2.1. XXanoo6bl U aHaMHe3

- PexomeHmyeTcs y MalMEHTOB, B 3aBUCHMOCTH OT (OPMBI JUCTOHUH, OICHHUTH
HACHJILCTBCHHBIC JIBKCHHS Pa3IMYHBIX YacTed Tella B Mokoe (0e3 TpuUrrepHoro ¢axkropa) U mpu
¢dusmueckoit Harpyske [1, 3, 4, 7, 8, 10, 20, 28].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH J0Ka3aTEeIbCTB — 5).

Kommenrapun:  HacuibCTBEHHbIC — JIBUKCHHS — Pa3lIMYHBIX ~ YacTedl  Teila  MOTYT
MPOBOIIMPOBATHCS AMOIMOHAIBHOW Harpy3koi. XapakTepHO HaJM4ue OOJIM B MOPAKEHHOW 4acTh
Tena (MBIIILE/TPYIINE MBIIIILI).

- PexomeHmyercs BceM mMalMeHTaM OLEHWBATh HAIMYKUE/CTENEHh BBIPAKEHHOCTH HE
MOTOPHBIX CHMIITOMOB TUCTOHUH (00J1b, SMOIIMOHATBHBIE HAPYIIICHHUS, pacCTPOWCTBa cHa) [6, 7, 8].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

Kommenrtapun: HenBuratenbHble (HEMOTOPHBIE) CUMIITOMBI TUCTOHUU — OOJb, JETpEeccHs,
TPEBOKHOCTb, COIMANIbHBIE (JOOMHU, HAPYIIICHHE CHA — 3TO XapaKTepHbIE KIMHUYECKUE MPOSBICHUS,
KOTOpBIE, HApsiAy C MOTOPHBIMU CUMIITOMAaMHM, COCTABIISIOT KIMHUYECKYIO KapTUHY 3a00JIeBaHUS,
CYIIIECTBEHHO BIMSIIOT Ha KayecTBO >XM3HM marwmentoB [1, 2, 3, 5, 6, 15, 16]. HemoropHbie
MPOSIBIICHUSI JUCTOHUU SBJSIOTCS YacTbIO TEPBUYHOM MaTO(PU3UOJIOTUYECKON OCOOEHHOCTH
3a00JIeBaHUSI U MOTYT OBITh YaCTUYHO OOBSICHEHBI TOH K€ MaTO(PU3UOIOTHYECKOW MOJENbIO, U3
KOTOPO# MPEANOI0KUTEIFHO BOSHUKAIOT JIBUTaTEIbHbIE CHMIITOMBI. C KIMHUYECKOW TOUKU 3pEHUs
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HC MOTOPHBIC CUMIITOMbBI 3HAYUMO BJIMAKOT HAa KAa4YCCTBO KM3HU MALUCHTOB C I[HCTOHI/ICﬁ H MOT'yT
npeaAcCTaBjATb B COYCTAHUHU C q)apMaKOJIOI‘I/I‘-IeCKI/IMI/I WJIN  XUPYPTUYCCKUMHU  MCTOAaMU
TCPAINICBTUYCCKUC LCIN IJIA o0eryeHus JUCTOHUU. OTU CUMIITOMEI Tp€6yIOT TAKOI'0 K€ YPOBHHA
BHUMAHMs, KaK MOTOPHBIC 0c00EHHOCTH 3a00JICBaAHMUS. HGMOTOprIC MMpOABJICHUA JUCTOHUU MOT'YT
Pa3JIIMIHBIM 06pa30M BJIMATH HA MMOBCCAHCBHYIO AKTUBHOCTD U JKU3HCACATCIIbHOCTD IMAlIUCHTA.

2.2. dDnsnkanbHoe obcnegoBaHue

- Pexomenmyercss QUArHOCTHPOBATh JUCTOHHIO y TMAIMEHTOB TIO0 O0COOOW HEECTECTBEHHOM
(mucToHMYECKOH) T03€e (C TPEMOPOM MM 0€3 HEero) M crnenuUIHBIM MMpU3HAKaM: H30BITOYHBIC U
3epKaJIbHbIC JBIKEHUS, KOppUTUpyrotue xecTsl [1, 2, 3, 4, 5, 6, 7, 8, 16].

VYposenb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Komwmenrapuu: [IuratenbHbie (MOTOpPHBIC) TPOSIBICHHS, CBsA3aHHbIE C AucTOHMEH [1]
MpeJICTaBICHBl B TaOnuie 2. BBIpaXEHHOCTh IUCTOHWHA MOXKET MEHSTHCS B 3aBUCHMOCTH OT
TIOJIOKCHHSI TeJIa WIIM OT/CIBHBIX €r0 YacTed M TMPOW3BOJIBHBIX JIBWKCHHUN B MOPAKEHHOW YaCTH
tena [1, 3, 4, 5 6, 7, 8]. HeoOXomuMO YYHUTHIBATH 3HAYMTEIBHYIO CTCTICHb (DEHOTHUITHYSCKOM
BapuaOeIbHOCTH  JIBUTATCNBHBIX  CHHJAPOMOB  JTUCTOHMM W  OTCYTCTBHE  JIOCTOBEPHBIX
MMaTOTHOMOHWUYHBIX ~MPU3HAKOB, ONPEICIISIONMNX KIMHAKO-ITHOJOTHYECKYI0 B3aMMOCBS3b C
T€HETUYCCKUMH WM BHEIHUMH (pakTopamu [1, 3]. PekomenayeTcst HCoIb30BaTh pa3paboTaHHBIC
CHeIMalIbHbIC KIMHWYECKHE IIKaibl (KaKWe, JOJDKHBI OBITh IEePEUMCIICHBI B KOMMEHTApPHSIX),
MTO3BOJISIFOIIME HM3MEPSITh OCOOCHHOCTH KIWHUYCCKUX TPOSIBICHUN, BBIPOKEHHOCTD, TSIKECTh
JUCTOHWW, W3MCHUYWBBIM  XapakTep TMPOSBJICHUS JHUCTOHWH, BJIMSHHEC JWUCTOHWUM  Ha
KHU3HECATSILHOCTD U (pyHKIIMOHUpOoBaHue maruenTa [1, 10, 41].

Tabnuua 2. J/[BurarenbHbie (MOTOPHBIE) TPOSBIICHUS, CBSI3aHHBIE C TUCTOHUCH [1]

NN Knuanaecknit KnnHnueckast XxapakTepucTuka nmpru3HakKa
MPHU3HAK
1. | ducroHHuecKuii CrioHTaHHbBIE MyJIbCAIMOHHBIC, PUTMHYHBIC, HO YacTO HENOCTOSHHbIC,
TpeMop I1a0JIOHHBIC JBIKCHHSI, BOSHUKAIONIME TPH COKPAIEHUH 3aTPOHYTHIX

JMCTOHUEN MBIIII], YaCTO YCHUJIMBAIOIINECS MPU MOMBITKE MOIEPKaHUS
UCXOJTHOW (HOPMaJIbHOM) MO3bI. JIMCTOHMYECKHI TpEeMOp MOXKET He
KYIIHPOBAThCS, Ja)K€ €CIIM MO3BOJUTH 0€3 CONMPOTUBICHUS Pa3BUTHCA
MaTOJIOTMYECKON aucToHMYeckor mo3e ("HyneBas Touka'). MHorma
JUCTOHUYECKUH  TpeMop  JOBOJBHO  TPYAHO  OTIUYUTH  OT
3CCEHIHAILHOrO TpeMopa [5, 6]

2. |H30bITOYHOE UpesMepHasi JBHrareiibHas aKTHBAIMs, YacTO HaOtogacMas IIpH
JIBHOKEHUE JTUCTOHMH, TPEICTABISICT COOOM  HEMPOM3BOJBHBIC  MBIIICUHBIC
COKpAII[EHUsI, KOTOPbIE COMPOBOXK/IAIOT, HO aHATOMUYECKH OTIUYAIOTCS
OT OCHOBHBIX JUCTOHMYECKHUX ABMKeHHMH. OHM OOBIYHO BO3HHKAIOT HA
IIUKE TUCTOHUYECKUX ABMKeHUi [7, 8]

3. | 3epkanbHbIe 3epkanbHas AMCTOHUS TPEICTaBIsAEeT co00il crnenuduyeckue mo3bl
JBUKECHUS WIN JBUKEHUS, KOTOPBIE SIBIISIOTCS aHAJOTUYHBIMHU MJIM CXOKHUMH IO
XapakTepy C AUCTOHMYECKUMH, U BOSHHKAIOT OOBIYHO Ha MOPAKEHHOM
CTOPOHE TP  BBINOJHEHUM  JBWKEHUM WM  JEUCTBUM  C
KOHTpaarepajibHOi cTopoHsl [5, 15]

4. | Koppurupyomue [IpousBosbHBIE AEHCTBUS, KOTOpPBIE MO3BOJSIOT 0COOBIM 00pazom
KECTBI (CEHCOPHBIE | yCTPAaHUTh BO3ZHUKHOBEHUE MATOJOTUYECKON M03bI WIM KOPPUTHPOBATH
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JCUCTBUS WK | JUCTOHUYECKHE JBHKECHUsA. OOBIYHO 3TO MPOCThIC JBWKCHUS WM

AQHTarOHUCTHYECKH | TPUKOCHOBEHHS B 00JIaCTU TeJja, 3aTPOHYTOM JUCTOHHUECH, HO TIPH 3TOM

€ IBUKCHUS) HE SBJISIOIIMECS HHTEHCHBHBIM TPOTHUBOJCHCTBUEM MPOSBICHUSIM
nuctoHuu [8]

- Pexomenayercss NpoOBOAWTH KIMHUYECKYIO JHUArHOCTUKY JUCTOHUH C MPOBEACHHEM
BH/ICO3AMNMCH KIIMHUYECKUX IIKaJ C UCTIOJIb30BAHUEM CTaHAAPTHOTO MPOTOKOJIAa BUaeo3anucu 1, 7,
16, 103, 104].

Yposens yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIIbCTB — 4).

KommenTapun: Ilo nannsim uccienoBanust 148 manuentoB ¢ L/, menbio KOTOPOTro SBHIOCH
W3y4YeHUE THUIMOTETUYECKUX HCTOYHMKOB OIMMOOK TIPH KOJIMYECTBEHHOW oleHke dddexra
cercopuoro tproka npu L[JI mo TWSTRS — Toronto Western Spasmodic Torticollis Rating Scale
(PeliTuHrOBas 1MIKana CrmacTHYECKOW KpuBolen 3anmaaHoro TOPOHTO), MPUMEHSIACh BUJIC03AIUCH.
DTO TMO3BOJUJIO YTOYHUTH HEOOXOIUMYIO TPOJIODKUTEIBHOCTh MPOBEACHUSI TECTUPOBAHMS JIJIst
BBISIBJICHUSI CEHCOPHOTO TpIOKa M TOKa3zajo, 4TOo 3(P(PEeKTUBHOCTH CEHCOPHOTO TPIOKA MOXKET
SBISTBCA KputepueM wu3MmepeHust Tspkectd L[J], omeHka KOTOporo Mo  CHenuaJTbHOMY
BHUJICOMIPOTOKONTY  TO3BOJIsieT  m30exkars  ommbOok  ero  omenku  [103].  TIpoBencuwme
CTaH/IaPTU3UPOBAHHOTO BHJIEOKACCETHOTO KIMHMYECKOTO OOCIEOBAaHUS C MCIOJIb30BAHUEM pAla
mKan 1 anket, Bkiatovas mkany TWSTRS y 48 nmanuenTtoB ¢ 6osie3Hbto ['€TTUHITOHA TO3BOJIUIIO
M3Y4YUTh PaCIpOCTPaHEHHOCTh, pachpeielieHne, TKECTh W BO3JCHCTBHE JTUCTOHHHM Ha
(YyHKIIMOHATBHBIE BO3MOXHOCTH  marueHTa. CTaTUCTUYeCKH 3HAYUMBIE  TIOJIOKHUTEIHHBIC
koppemsiinu (P < 0.05) Habmoganuch MEXIy TSKECThIO JUCTOHWHU, CTaaueld 3a00JieBaHUS U
MPOJIOJKUTENFHOCTBIO IBUTATEIbHBIX paccTpoicTB. Pacno3HaBaHue AUCTOHUM C BUIEOKACCETHBIM
KIIMHUYECKUM 00CIIeZIOBaHHEM MOMOTaeT YIPaBICHUIO TUCTOHUYECKUMU CUMIITOMaMH B OOBIYHOMN
KIIMHUYECKOW TMpakTUKe, OOmeMy CHUMOTOMATHYECKOMY JIEYEHHIO M (YHKIMOHAIBLHOMY
ynyuairenuio [104].

Buneo3anuce nanueHTa ¢ JUCTOHUEH SBISETCS BXHBIM 3TAallOM JAUArHOCTUKHU, JAIbHEUIIEro
IJIAHUPOBAHUSL TIPOILIENYP WMHBEKIIUH OOTYIMHUYECKOTO TOKCHMHA Tuma A**, BoTynumHWYecKuit
TOKCUH TUNa A — TEMarrIlOTHHUH KOMIUIEKC** ¥ Jpyrux MeTOJ0B JIeUeHHus, a TaKkxKe
nocieayroneld onenku pesyiabratoB tepanuu [1, 3]. lkaner onenku /] m BCII u nmpoTokoJsl
BUJICOPETHCTPAIMH MTOMEIIEHBI Ha caiite www.botulin.ru B paznene bubnuoreka cnenuanucra u B
MeauIrMHCKON TEXHOJIOTHH 110 JICUCHUIO (OKATbHBIX AUCTOHUI [16].

2.3. llabopaTopHble AMarHocTu4yeckme nccrnenoBaHus

- PexoMeHayeTcs MPOBOJAMTH T'€HETUYECKOE TECTUPOBAHHE TOJIKO TIOCIE KIMHUYECKOM
MOCTAHOBKH JTMarHO3a C IICJIbI0 BBISBJIICHUS TEHETUYECKUX JIOKYCOB 3a00JIEBAaHHS MM TCHHBIX
MyTanui npu nepudHoi aucronnu [11, 12, 13, 14, 17, 18, 19, 20, 21, 22, 23, 26].

VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4).

KomMenTtapun: ['eHeTHUeckoe TECTHpPOBAHHME, KaK CJIMHCTBEHHBIH METOJ| JUArHOCTUKH,
HEJO0CTAaTOUYeH JJIs MOCTAaHOBKH JMarHo3a JUCTOHUM 0e3 KIMHWYeckux mpusHakos [11, 12, 13, 14,
17, 18, 19, 20, 21, 22, 23, 26]. 'eneTnueckoe TECTUPOBAHKUE JOJHKHO MPOBOJAUTHCS TOJIBKO MOCHE
MMOCTAHOBKH KJIIMHWYeCcKoro auaruosa [10].

- Pexomenayercs  aumarHoctuueckoe DYT-1  TecTupoBaHme ¥ T€HETHYECKOE
KOHCYJIbTHUPOBAaHUE JUIsI TIAIMEHTOB NMPU MaHHU(pecTaly 3a00JieBaHUsl C JUCTOHHHM KOHEYHOCTH,
MIpH TEPBUYHON NUCTOHMU C Je0r0TOM B Bo3pacte a0 30 5eT, a Takke ¢ HadajaoM 3a0o0JieBaHUs
nocie 30 neT B ciy4yae HaIU4YUS POACTBEHHUKOB C paHHEH MaHu(pecTaleil TUCTOHUU C IENbI0
nuarHocTuku runepkuHetnueckoil (JODA-neuyBcTBUTENBHOM) quctonnu [11, 12, 13, 14, 21, 22,
23, 26].
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YposeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeNIbCTB — 4).

Kommenrtapuu: Ilpu cemeliHOM aucToHMM B acuMmMnToMarnyeckux ciydasx DYT-1
TECTUpOBaHUE HE pekomeHxayercs. Pexomenmyercs nuarHoctudeckoe DYT-6 TectupoBanue
[alMeHTaM C PaHHUM HayaJoM JUCTOHUU WJIM IPU CEMEHWHOU AMCTOHMM C KpaHUOLEPBUKAIbHON
dopmoii [17, 18] mmm nocne uckinrouenuss DYT-1. [lanueHTs ¢ paHHIM Ha4aJlOM MHOKIIOHYCA, C
BOBJICUEHHEM KOHEYHOCTEH WJIM IIeH, 0COOEHHO NpPU BO3MOKHOCTH ayTOCOMHO-JOMHMHAHTHOTO
HACJICIOBAHUs, JOJDKHBI TPOXOAuTh TecTupoBanue Ha DYT-1l-ren [7]. Pexomennmyercs
muarHoctupoBanue reHa DYT-8  mammentaM ¢ CUMITOMAaTUKOM — MapOKCH3MAalbHOM
HEKMHE3UTreHHON Qopmoii [17]. PexoMeHmyeTcs TIeHETHYECKOE TECTUPOBAHUE HA MYTAlUMIO B
GLUT]1 nanueHTam ¢ HapoKCU3MajdbHOW TUCKUHE3MEW, BBI3BAHHON YHNPAKHEHUSMHU, OCOOEHHO
ecin BoBieueHue GLUT1 MokHO 3amofo3puTh M3-3a HAJIUYUS SMUIENTHYECKUX NMPUCTYIOB WU
remostuaeckoit anemun [19, 20]. PekoMenayeTcs reHeTH4ecKoe TEeCTHPOBAHNE ISl OOHAPYKECHUS
rerepo3urotHoil myranuun GTP-uuxnorunponas B rene DYT-5 y manueHToB ¢ KIMHHUYECKOW
KapTUHOM, HAallOMMHAIOIIEH CHACTHYECKYIO IUIUIETHIO MpPH JETCKOM LepeOpajJbHOM Mapaiuye U
XapaKTEepU3YIOIIYIOCsS TPyObIMU JABUraTENbHBIMU HApYIICHUSMH, TUIIOKWHE3WEH, PUTHIHOCTHIO,
JTHEBHBIMH KOJICOAHUSMU JBUTATEIbHBIX HapyieHuid [105]

- He pexoMeHayroTCs HEHPO(PH3UOJOTHIESCKHE TECTHI JIII PYTHHHOTO HCITOJIB30BAHUS IPHU
JMarHOCTHKE M Kiaccuukanuu qucronnu [24, 25, 27, 28].

VYposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KoMMeHTapum:  pa3inuuHble  HEHPO(U3MOJIOTHYECKHE  TECTBl  MOTYT  TOJTBEPIUTH
(YHKIIMOHATBHBIC HAPYIICHWsS Yy TAIMEHTOB C JIUCTOHHWEW. B  OOoNbIIMHCTBE CiTydaeB
HEHPO(PHU3HOJIOTHICCKHIE TTATOJOTHH HE SIBISIFOTCS CHEIU(UIHBIMUA U MOTYT HE KOPPEITHpPOBATH C
KIIMHUYECKOW KapTUHOW U OBbITh KIMHUYECKU HE3HAUYMMBIMH, MO3TOMY HE PEKOMEHIYIOTCS s
PYTUHHOTO UCHOJB30BAaHUS MPU JTUATHOCTHKE WM Kiaccuukauuu JguctoHuu. OpHako
ANIEKTpOMHUOTpadus UrojbYaTas pa3IMuHbIX MBILII] MOKET MOTEHLUHUPOBATh KIIMHUYECKYIO OIICHKY,
BBISIBIISIL XapaKTepHble OCOOCHHOCTH TUCTOHUHU. J[7s1 OLleHKH OCOOEHHOCTEH AWCTOHHHM MOKHO
MPUMEHUTh MHOTOKaHaNbHYyI0 OMI wrompyaryio OT pasnudHbiX MeImi [27]. OTCyTcTByIOT
JI0Ka3aTeNIbCTBA 3HAYMMOCTH ISl AMATHOCTUKU WM KJIacCU(UIIMPOBAHUS TUCTOHUM O0Jiee TOHKUX
MeTO10B uccienoBanus (auddy3Ho B3BemeHHbIC H300pakenus, pynkuuonansuas MPT) [24, 25].

- Pexomennyercas ¢ uenbto BbisiBIeHUS [JODA-3aBUCMMON JUCTOHUM MPOBEACHUE
JMarHOCTHYECKOTO TecTa C #1eBojomna + kapOujona*™* BceM mamueHTaMm ¢ pa3BUTHEM JUCTOHUH B
paHHeM Bo3pacTe 0e3 anpTepHaTuBHOTO auarHosa [20, 105, 106].

VYpoBeHb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — 4).

KoMmMeHTapuu: mpoBeneHHE TUArHOCTHYECKOro Tecta ¢ #ieBojoma + kapOumoma**
PEKOMEHIYeTCSI BCEM MalMeHTaM C JUCTOHWYECKHM PpACCTPONCTBOM MMOXOAKH, TUILIETHEH,
CIOpAMYeCKON  CHACTHYECKOW  Maparyierneid, aTakCUYeCcKUM  CHHIPOMOM,  CYTOYHBIMH
KoJebaHUsIMU TUCTOHUU B paHHEM Bo3pacte 0e3 ampTepHaTtuBHOro auarxosa [20, 105, 106]. Orto
MoxkeT BbISIBUTH JIODA-3aBucumyro aucronuto (6onesnp Cerasbsl). [Ipemapar #meBogoma +
KapOougona** B TepameBTHYECKOW [UIsi COOTBETCTBYIOLIMX BO3pacTa M MacChl Tela J103€
MPUHUMAETCS BHYTPb, BBIPAKEHHBIN KIMHUYECKUH d3PPEKT JOHKEeH HAcTynaTh yepe3 25-60 MUHYT,
KOTOPBIN COXPaHAThCS B TeUeHHE Heckobkux vacos [20, 105, 106].

2.4. UHcTpyMeHTanbHble AuarHoctuyeckue uccriegoBaHus

- He pexoMmeHyt0TCS METOABI HEMPOBU3YyaIM3allUHd T'OJOBHOIO MO3ra PYTMHHO IIPH SIBHOM
KJIMHUYECKOM JIMarHo3e NMEepBUYHOM TUCTOHUH y B3POCIBIX MAIMEHTOB [24, 25].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrtapuu: meronasl HeipoBusyanuzanuu rojgosHoro mosra (MPT, ¢MPT, KT u ap.)
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PYTMHHO HE pEKOMEHAYIOTCS IpU SBHOM KIMHMYECKOM JMArHO3€ MEPBUYHOW JTUCTOHUMU Y
B3POCJIBIX ITALIUEHTOB, IIOCKOJIbKY B 3TOM CIIy4ae OXHAeTCs MOJIyY€HUE HOPMaJIbHBIX PE3yJIbTaTOB
[24, 25]. UccnenoBanue CTPYKTYphI TOJIOBHOrO Mo3ra ¢ nomoisio MPT HeoOxoaumo B ciydae
CKPUHHMHTAa BTOPUYHBIX ¢opMm muctonun [24, 25]. KommbioTepHas TtoMorpadusi MOXKET
NOHAM00UThCs sl MU depeHnauy HaKOIUICH!H Kaiblus U kene3a [25]. IIpecuHanTrueckoe
nodamuHEepruueckoe ckaHupoBanue (tpancnoprepa nodammra i  18FJJODA) sBusercs
3¢ deKkTUBHBIM MeToI0M AuddepeHmanuu 10(ha 4yBCTBUTSILHOW NUCTOHUH U I0BeHWIbHOU BII,
KOTOpasi MposiBIsieTcss AUCTOHHEH. OHO Takke MOXET OBITh TOJNE3HO s IuddepeHIrnanum
JMCTOHUYECKOTO TPEMopa OT TpeMopa Mpu napkuHcoHusme [ 24, 25].

2.5. UHble gnarHoctn4yeckue nccrnenoBaHus
q)aKTOpr PpUCKa pa3Bnutmsa AUCTOHUN

- PCKOMCHHyeTCﬂ paccMaTpuBaTtb HaJIW4We AOUCTOHWU Yy POACTBCHHHUKOB (FCHCTI/I‘ICCKaﬂ
MPEePACOIOKESHHOCTh) KaK OCHOBHO# (hakTOp pucka pa3Butus aucronuu [1, 3, 4,5, 7, 8].
VYposens yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- PexomeHtyeTcst cunTaTh 3HAYMMBIMH (DAKTOPAMU PHCKA PA3BUTHS JTUCTOHWUU TPH HATHIUHU
TeHETUYECKON MpeApacloOKEHHOCTU: SMOIMOHAIbHBIA CcTpecc (OCTPhIi M XPOHHUYECKUU) H
nepudepryeckre BO3ACHCTBIS, MPHYEM 4acTo HabmoqaeTcs ux coyeranue [1, 3,4, 5, 7, 8].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

- Pexomenayercss  yuuThIBaTh  clefyomue — nepudepuyeckue  (akTopbl  pUCKa
(mpoBonMpyroMKe (HaKTOPHI): JUIUTEIbHOE H30BITOYHOE MCIIOIB30BAHIE MBI, OOJIEBON CHHIPOM,
JUTUTEIIbHBIC TTO3HBIE HATPY3KH B COOTBETCTBYIOIIECH 00J1aCTH, JJOKaIbHBIE TpaBMbI 3a 0,5-2 roga a0
ne6rora 3abonesanus [1, 3, 4, 5, 7, 8, 107].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

- PekoMeH1yeTcst pacrio3HaBaTh CEHCOPHBIE CUMITTOMBI, 9YaCcTO MPEANISCTBYIOIIUE TTOSBICHUIO
JTUCTOHUYECKOTO (heHOMEHA, KOTOPhIC CBUIETEIHCTBYIOT O MAaCCHBHOM BO3JIEHCTBUU M30BITOYHOTO
addepeHTHOTO TMOTOKAa OT PEUEeNTOPOB BCEX MOJAIBHOCTEH (KOXH, MBIIII, CYXOXKHIJIHUM,
BHYTPEHHHX OPraHoB, COCY/IOB) 3aMHTEpecoBaHHOM obactu [1, 3, 4, 5, 6, 7, 8, 107, 108, 109].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KommeHnTapun: MEXIyHApOTHOW TpYIIIONW OKCIIEPTOB PACCTPOMCTB JBMIKEHUS ObLia
MpOBeJIeHa OLEHKAa KIMHUYECKHX MPOSBICHUI U MPEIUKTOPOB Yy JIOACH C Pa3IUYHBIMH THIIAMH
W30JIMPOBAHHOW JIMCTOHMHW B MHOTOLIGHTPOBOM, MEXKAYHAPOJHOM TMOMEPEYHOM, KOTOPTHOM
uccaenoBaHun 2362 4YENOBEK CO BCEMH THIAMH H30JUPOBAHHOW JUCTOHMH ((OKAIBHOM,
CEerMEHTapHOW, MYIbTU(OKATBFHON U TeHepalM30BaHHOI). PexoMeHIoBaHO paccMaTpuBaTh
cienyomue nepudepudeckre GakTopbl: ATUTEIbHOE H30BITOYHOE UCIIOJIB30BaHNE MBI, 00JIeBOM
CUHJIPOM, JUIUTEJIbHBIE TIO3HBIE HArPY3KH B COOTBETCTBYIOIIEH 001acTH, JOKaIbHbIe TpaBMbI 3a (,5-
2 roxa 1o nebrota 3a0oneBaHus, Kak (paKTOpbl pUCKa pa3BUTHUS TUCTOHUH, a TaK)Ke pacro3HaBaTh
paHHee TMOSBIEHHUE CEHCOPHBIX CHMIITOMOB, KaK TPOSBICHHE BO3JCUCTBUA H30BITOYHOTO
addepentaoro nmoroka [107]. UccnenoBanue cimydaeB 3aboseBanus 67 mampeHToB ¢ LIJ] u 67 ux
3I0POBBIX OpaTheB W CECTep C OIEHKOW BO3ACUCTBUSIM OKPYXKAlOMIed Cpeabl C MOMOIIbIO
MoAPOOHOTO CTaHAAPTU3UPOBAHHOTO BOMPOCHUKA U3 124 BOMPOCOB MoKa3aso, 4yTo nanueHTs! ¢ [/
M0 CpPaBHEHUIO C WX 3J0POBBIMH OpaThsiMU U CECTpaMH, HMEIW TOBBIIICHHYI0 YacTOTY
aBTomMoOmIbHbIX aBapuit (10,1, 95% AU ot 2,1 mo 47,4, p — 0,004) u Xupyprudeckux 3MHU30]10B
(6,5, 95% AN or 1,76 no 23,61, p-p 0,005). MHoroBapuaHTHBIM aHaIM3 MOKa3aja, 4YTO
ABTOMOOWJIbHBIE aBapHU U XUPYPrHUECKHUEe SMU30/bl 3HAYMMO CBs3aHbl co crarycoM L[/]. TpaBma
MSATKUX TKaHeW yBenuumBaeT puck pa3Butus [1J] y renermuecku mpenonpeneneHusix jui [108].
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N3yuenne HaunoHanbHOM 0a3bl IaHHBIX MCCIEIOBAaHUM MEIULMHCKOTO cTpaxoBaHus TaiiBaHs u3
65704 yenoBek, UMeEIOMKX TepudepruuecKre TpaBMbl 00HAPYX WO 189 marMeHToB ¢ JUCTOHUEH
(0.28%) B TpaBMarosiormueckoi rpymme, U 52 manuentoB ¢ guctonuer (0.08%) B rpymme 6e3
TpaBM. [110THOCTE 32001€Ba€MOCTH JUCTOHUEH B TPAaBMATOJOTUYECKOM rpynme cocrapmia 2,27 Ha
10000 yenoBek, B rpynmne 6e3 TpaBM — 0,71 Ha 10000 yenoBek, Apyrue nNepeMeHHbIE, CBA3aHHbIE C
3200JIeBaeMOCTBIO TMCTOHHEH, BKITIOUAIH JKEHCKHIA 110J1 B Bo3pacte 40 JIeT u crapiie, JenpecCHio 1
paccrpoiicTa cHa [109].

- Pekomenpayercst paccMaTpuBaTh JUIMTEIbHOE CYIIECTBOBAHUE CUHIpPOMA "KOPOTKOM HOrH" —
Kak omuH u3 QaktopoB pucka L/, crmocobcTByromuii (HOPMHUPOBAHHUIO JIATEPATH30BAHHBIX
MUOGAaCIHaIbHBIX ¥  MBIIIEYHO-TOHUYECKUX CHUHIPOMOB B TpalelUEBUIHOW, PEMEHHOM,
JIECTHUYHOM MBIIIIAX, MBIIILE, [MOJAHUMAIONIIEH JIOMAaTKy, TI'PYJUHO-KIIOYUYHO-COCIIEBUIHOMN
Mbime. Croiikoe jaTepann3oBaHHOE OOJIE3HEHHOE MBIIIEYHOE HAIPSDKEHHE — OJUMH M3 Ba)KHBIX
apdepeHTHBIX Iepudepudeckux pakropos maroredesa I/ [1, 3, 4, 5, 110].

VYposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Kommenrtapuu: MccnenoBanue nepupepuyeckux MEXaHM3MOB MaToreHe3a M (OpMHUPOBAHUS
cumnromoB [J[ OO TIPOBEACHO C TOMOIIBIO OPTOMEAMYECKOW JTUATHOCTUKH W aHaIn3a
MOTOPHOTO CTEpPEOTHIA, HaIu4usi TpaBM, OosneBoro cuHapoMma. Y 40 u3 95 o0ciemoBaHHBIX
nanueHToB ¢ L{/], 6p1a oOHapyxeHa "KopoTkast HOTa" Ha CTOpPOHE, TPOTUBOIIOIOKHON BPALLIEHUIO
TOJIOBBI, BBISIBIIEHBI 00JIEBbIE U JPYTH€ CEHCOPHbIE CUMIITOMBI B TOM ke peruone. Jlanupie OHMI™ u
BBI3BAHHBIX CHMIIATUYECKUX TOTEHIUAIOB KOXXM [OKa3bIBAIM HAJIMYHE MaTOJIOTHYECKUX
M3MEHEHUH CUMIAaTUYECKUX BEreTaTUBHBIX BOJIOKOH, a TAK)KE B aKCOHaX HepBa ¢ 00euX CTOPOH, B
ocHoBHOM Ha ctopoH LIJI. Koppensuuu, HaGarogaeMble MeXAy CTOPOHOW BpalleHHs TOJIOBBI U
CTOpOHOU TIepupepUIECKOTO (haKTOpa, MO3BOJISIOT MPEINOIOKUTh, YTO TepudepuitHbie (HaKTOPHI
(B ocHOBHOM (hakTOp "KOPOTKOW HOTH'") 4acTO OMNpeEeNsieT CTOPOHY BpallleHUs TOJIOBBIL. Takum
obpaszom Ttepanusi I/ momkHa BIuAT, W Ha nepudepuyeckre MEXaHU3Mbl, a HE TOJBKO
tenrpanbubie [110]. Takum 00pa3oM, Koppekmus "KOPOTKOH HOTH" SIBISETCS JOTOJHUTEIBLHBIM
TEpANeBTUYECKUM BO3JICHCTBUEM Yy MAIIMEHTOB C LIEPBUKAIBHOM TUCTOHHUEH.

Kputepun yctaHoBneHus 3aboneBaHus UM COCTOSAAHUSA

Kputepuu ycranosnenus nuartosa JIuCTOHUS Ha OCHOBAHWU NATOTHOMOHHUYHBIX JaHHBIX:

1. AHaMHECTMYECKUX [aHHBIX — HaJIMYMe HACUJIBCTBEHHBIX [BIKEHUH B TOKOE M IPHU
(bu3nyecKux Harpy3kax, HaJludhe HEMOTOPHBIX CHUMITOMOB (00Jb, SMOLIMOHAIbHBIE HAPYIICHHUS,
paccTpoiCTBO CHA);

2. dusukanbHOro oOcienoBaHUs — JAUCTOHHMYECKas Mo3a (C TpemMopoMm uiu 0e3 Hero),
creruduueckue Npu3Haku (M30bITOUHBIE U 3epKaIbHbIC IBMKEHUS, KOPPUTUPYIOIIUE JKECTHI);

3. JlabGopaTopHO-AMAarHOCTUYECKOTO OOCIIEIOBaHUS TOCJIE KIMHUYECKON TMOCTAaHOBKHU
nuarno3a (MOJIEKYISpHO-T€HETHYECKOe TECTHUPOBAHHE MPU TMOJO3PEHHHM Ha HACIEICTBEHHBIM
XapakTep IUCTOHHH);

4. VIHbIX IMarHOCTUYECKUX UCCIIEIOBAHUM.

OunddepeHumanbHbIN gnarHo3

- Pexomenpayercss mpoBoauTh AuDEepeHIIUANBHBIA THArHO3 IIEPBUKAIBHOW JUCTOHHH C
3a00JICBaHUSIMU U CHUHAPOMAaMH, TPU KOTOPBIX HAOIOJAIOTCS IMMATOJIOTHYECKOE TOJI0KCHUE WU
JIBYDKEHUS TOJIOBHI [8].

YposeHs yoeaurenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

Kommenrapuu: [uddepeHnnanbHplii UarHo3 IEPBUKAIbHONW JIMCTOHUU C TPOBOIUTCS
3a00JICBAaHUSIMU U CHHIPOMAMHM: BPOKJCHHAS MBIIICUHAS KPUBOIIES, MUOTIATHUCCKUE CHHIPOMBI,
OpPTOIEANYCCKHEe M pPEBMAaTHYECKUE HapyiieHus (TIOJABBIBUX B aTJIAHTO-aKCHAJIILHOM CYCTaBe,
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MO/BBIBUX ILIeYa, MCKPUBJIEHHE IIO3BOHOYHMKA M [Ip.), MopakeHus 11 HepBa miM Kopellka,
BEPXHEIICHHBIX KOPEUIKOB, BPOXJACHHBIC AaHOMAJIMHU IIEHHBIX MMO3BOHKOB, MATOJIOTUSI TTO3BOHKOB
(TaToONMIOTUYECKU TEPENIOMBI, CIOHIMWINTHI), OOBEMHBIE OO0Opa30BaHHs B MATKUX TKAaHAX IIIEH,
KOMIICHCATOpHAsi YCTaHOBKAa W JBW)KCHHS TOJIOBBI TPH MATOJOTUU OTBOJSIIETO W JAPYIHX
IJIa30/IBUTATEIIbHBIX HEPBOB, HUCTAarMe, KOCOTJIa3MH, HETMOJHBIX OeIbMax, HAKIOH TOJIOBBI IPHU
CHPUHTOMHEIINH WM BBICOKOW CITUHAJIBHON OIMYXOJIH, OCTpasi KPUBOIIES MPH MAaTOJOTHH HICHHBIX
ME)KIO3BOHOYHBIX JHCKOB, TOOPOKAUYeCTBEHHBIN MaPOKCH3MAJIbHBI TOPTUKOJUINC Y MIIAJICHIIEB,
cunpom Cannudepa (GKeTya0IHO-TTUIICBOIHBIA PEQITIOKC), THKH, ICUXOTCHHAS KPUBOIIISS

- Pexomenyercs nmpoBoauTh auddepeHanbHbIii quarno3 oaedapocnazmMa ¢ MHACTEHUEH U
OpYruMy  3a00JIEBAHUSAMH, TNPOSIBISIIOIIMMUCA NTO30M, THKaMH, CBETOOOS3HbIO, arpakcuei
OTKpBIBAHUS TJa3, reMu¢anuanbHbIM CIIa3MOM, HEBpONATHEH JIHMIIEBOIO HEpBa, MCUXOT€HHBIM
onedapocmazmom [8].

Yposenb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Kommenrtapun: HckiaroueHne MUACTEHMM HWMeEeT MPUHIUNHAIBLHOE 3HAaYeHHe, TaK Kak
MHUACTCHHS SIBJISIETCS OTPAHMYCHHUEM JUIsl JICYeHUs] OOTYITMHUYECKUM TOKCHHOM Tuma A**,
OOTYIMHUYECKUM TOKCHMHOM THNAa A — TeMarrIioTHHUH Komruiekc™*. Ilpu remudanuanbHOM
crazMe OpoBb MPUMOJHSATA (32 CYET cma3Ma JIOOHOM MBIIIIBI), a npu OnedapocnazmMe BTIHYTa B
opoury.

- Pexomenryercss mpoBoAUTh AUQQepeHInaNbHbII 1MarHo3 OpOMaHAnOYISIPHON TUCTOHUU C
6py1(CI/I3MOM, pa3sHBIMU BHUAaMU TpPU3Ma, THUKAMH, MI/IO(baCIII/IaIII)HI)IM CHUHAIPOMOM KEBATCIIbHBIX
MBI C SBJICHUSIMH MBIIIEUHO-CYCTaBHOM MUCHYHKIMHM M JUCOKKIIO3UU, MO3AHEH (TapIuBHON)
HEHPOJIENTHYCCKON TUCKUHE3UEH, CIOHTAaHHOM OpodannaibHON TUCKHHE3HEH Y MOXHIBIX [8].

Yposens yoeaurenbHoCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KommenTapun: s nmpoBeaeHus TOUHOW auddepeHInaaIbHON TUarHOCTHKU JIApUHT€TBbHON
JUCTOHUU C JApYyrUMU  3a00J€BaHMSIMM TOpTAHU peKoOMeHAyeTcsl (OHUATpUYECKOE U
(OHHOCKOTIMYECKOE  HCCIACIOBAaHHE C  BU3yalM3allded BceX CTPYKTyp ropranud  [3].
HuddepeHunanbHbplii UarHO3 MUCYEro cra3Ma BKIIOYAeT TEeMHUCHHIPOMBI MapKUHCOHH3MA U
CHAaCTUYHOCTH, HEBPOIIATUH, IIEKCONATHH, CUHIAPOMBI MEPETPYKUBAHHUS, ICCCHIIMATIBHBIA TPEMOpP

3, 9].

3. JleyeHue, BkNYasA MeAUKAMEHTO3HYIO M HeMeAMKAMEHTO3HyK Tepanuw,
AveToTepanuio, ob6e3bonMBaHue, MeAULMHCKME NOKa3aHUA M NPOTUBOMNOKa3aHUA K
NPUMEHEeHUI0 MeTOAOB NevYeHus

Mopenu naumeHTa

@dopMHPYIOTCSI HA OCHOBE ONTHMAJIBHOTO BhIOOpA MPU3HAKOB: HO30JIOTUYECKAsT SIMHUIIA, KOJT
mo MKB-10, Bo3pactHasi kareropus, craaus 3a0osieBaHus, (a3a 3a00JIeBaHUS, OCIOKHECHHS,
cTpaTH(PUKAIMOHHBIN PUCK, BHUJ MEIAMIMHCKOW TIOMOIIM, YCJIOBHUS OKa3aHHsS MEIUIIMHCKON
nomoiy, GopmMa OKazaHUS MEIUIIMHCKON TMOMOIIHM, OKa3bIBAIOMIMX HauOoJbllee BIMSHHE Ha
TaKTUKY BeJIeHHs manuenTa (tao. 3).

Taomuia 3. Moeny nanueHToB ¢ JUCTOHUER

Monens Ilenp neuenus Metonnl 1eyeHus
Monenn A —|IloBblenne kauectBa >ku3HM | BT, Xupyprudeckue MmeTonbl — TiyOOKas
OalueHT C | MallMEHTOB 3a CYET | CTUMYJISILIUSL MO3Ta (MPU PE3UCTEHTHOCTHU K
LIEPBUKAIBHOMN yMeHbllleHus:  BeIpaxeHHocTH | BT), dapmakorepanus, KuHe30Tepamnus,
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JUCTOHUEN cumnTomoB  II/I, cHmxkenus |JIOK
6osn
Mopeins B —|IToBeimenne kauectBa xu3Hu|bBT, dapmakorepanus, "pozoBbie oukn"
MTalAEHT C | malMeHTOB 3a cuer | (00paboTaHHbIE CIIeLUaJIbHBIM
OnedapocrnazMOM | yMEHBIICHUST  BBIPOKEHHOCTH | PACTBOPOM),  XHPYPTUYECKHE  METOJbI
CUMIITOMOB  Onedapocmasma, | (nepudepuyueckast XUPYPTUs KaK

BOCCTaHOBJICHE  HOPMaJIbHOM | TOTIOJIHEHUE K OOTYJIIMHOTEPAIINN)
(GyHKIUU 3peHus

Mopens C —|IloBbiienne kavecrBa xku3HH|bT, XUPYpPruyecKue METO/IbI -
MTallUEeHT C| malMeHTOB 3a CUeT | HellpoBacKyisipHasi JAeKoMIpeccus (mpu
reMuQanaibHbIM | yMEHBIIEHUSI  BBIPAXEHHOCTH | pe3ucteHTHocTh K BT  u  Hanmnuum
CIa3MOM CUMITOMOB TreMH(alHagIbHOTO | HEHPOBACKYISIPHOTO KOH(IMKTA KOpeIlKa
criazma. JUIIEBOTO HEPBA)

Mopens D —|IloBbimienne kawecrBa ku3HM |BT, dapmakorepanus, Xupypruyeckue
MTalEHT C | malMeHTOB 3a CUET | METOJIbl — TJIyOOKas CTUMYJISIIIMS MO3ra
IPYTMMU  BHUJAaMHU | yMEHBILIEHUS  BBIPAXEHHOCTH | (IpU PE3UCTEHTHOCTH K bT),
JVCTOHUU CUMIITOMOB JTUCTOHMH, | KUHe3oTepanus, JIOK

CHIDKEHUS 0OJIH

Monens E —|Camwxkenne Oosn, obneruenue|bT, xupyprudyeckne metoapl — TiryOOKast
MaIUeHT c|yxona, CHW)KEHHUE | CTUMYJISIIIAS ~ Mo3ra,  (apMakoTepanus,
TE€HEepaJIu30BaHHON | BBIPAKEHHOCTU CUMNTOMOB | kuHe3oTepanus, JIOK

(hopMOil TUCTOHUHU | TUCTOHHUU

3.1. KoHcepBaTuBHOE ne4vyeHue

BBenenue: nensiMu JiedeHUs SBISIFOTCS JOCTHMIKEHUE YCTOWYMBON PEMHCCHH 3a00JIEBaHUS C
COXpaHEHHEM  TPYAOCIIOCOOHOCTH H  COIMAJIbHOW AaKTUBHOCTHM IMAIIMEHTOB, a  TakKke
[PEIOTBpAIllEHHE PELUANBA CUMIITOMOB JUCTOHHH [28]. DTOro MOMKHO JOOHUTHCS TOJIBKO ITyTEM
pPEryspHBIX MOBTOPHBIX MHBEKIUNA MpernapaToB (MHOPEIAKCAHTOB MepU(EPUIECKOTO JCHCTBUS,
KOJI ATX MO03AXO01) c¢ nmelicTByromuM BemecTBOM boTymuHMYeckuit TOKcWH THHa A** wim
BorynmuaMYecKkuii TOKCHH TUTIA A TEMarTJIIOTHHUH KOMIUIEKC** B Crla3MHUPOBAHHBIE MBITIIITBI.

- PexkomeHIylOTCS JIOKaJbHBIE HWHBEKIUU OOTYJIMHUYECKOTO TOKCHMHA THIAa A** wim
OOTYJIMHUYECKOTO TOKCHHA THIA A reMarrifOTHHUHOBBIN KOMIUIEKC** B KauecTBE METOJa BhIOOpa
[IpH JICYCHUH TAIIMEHTOB ¢ TUCTOHuEH [42, 43, 44, 45, 46, 47, 48, 49, 50, 51, 52].

VYpoBeHb yOeaUTeIbHOCTH PeKOMeHAaIki A (ypOBEHb TOCTOBEPHOCTH JA0Ka3aTeIbCTB — 1).

KomMmeHTapuu: JaHHBIA METOJ MO3BOJSET YCTPAHUTH MATOJIOTHYECKUE COKPALICHHS MBI
NpHU COXpaHEHUH MX (QYHKUIUHU. J[7s TOCTHIKECHUS YCTOMYUBOW PEMHCCHUU U COXPAHCHHUs KayecTBa
KM3HU TIAlMEHTOB Mpenapathl OOTYJIMHMYECKOrO0 TOKCHMHA Tuma A** uium OOTYIMHUYECKOTO
TOKCHHA TUTA A — FeMarrIIOTHHUHOBOTO KOMIUIeKca™* MOKHBI ObITh Ha3HAUEHBI MAIIMEHTY Cpasy
KE TIOoCNie TMOCTAaHOBKHM JMarHo3a (OKadbHOW IUCTOHWHU, TOCKOIBKY SIBISIOTCS IpernapaTaMmu
MepBOi TUHHUH JieueHUs. VHBEKIUU JOJDKHBI MPOBOIUTHCS PErYNISIpPHO, B CpeIHEM, Kaxkasie 3-4
Mecsa. OgHaKo, MHTEPBAT MEXKYy HHBbEKIMSIMU MOXKET BapbUPOBATHCS B 3aBUCUMOCTHU OT CTETIEHU
BBIPOKEHHOCTH OCHOBHBIX KJIMHUYECKHUX IMPOSIBICHUNH M CAMOYYBCTBHSI MAIMEHTAa, HO HE JMOJHKEH
ObITh MeHee 12 Henmenb. llemecooOpazHa TakTHkKa TMOKOTO MHTEpBaia MEXIY WHBEKIUAMHU, "TIO
3ampocy manueHTa'", Korja HacTymaeT CHKeHue dpdekra mpeaplayiieil nHbeKIuu. bezonacHocTh
U BbICOKasi 2PPEKTUBHOCTh OOTYIMHOTEPANUU JOKa3aHAa MHOTOYHCIEHHBIMH KOHTPOJUPYEMBIMH
uccienoBanussMu u 30-netHell kmuHUUYecKoW mpaktukoit [28, 37]. Knunuueckuit s ekt mocrie
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IIPOBEJICHHOW MHBEKIUM HACTYyNaeT Ha 7-21 AeHb U NPOSBISETCS B BUJE BBIPAKEHHOTO CHUXKEHHUS
MBIIIEYHOTO HANPSKEHUS, CHa3MoB U 0oy, JleueOHbI 3¢ ¢exT mpenapaToB ¢ JCHCTBYIOLIIMM
BEIIECTBOM OOTYIMHUYECKUH TOKCHMH THMAa A** wunum OOTyIMHHYECKMH TOKCHMH THMa A
TeMarrloTHHUH KOMIUIEKC** CBsi3aH HE TOJBKO C €ro CHUMITOMATHYECKUM JICHCTBHEM Kak
JIOKaJIbHOTO MHOPEJIAKCaHTa, HO TAKXKE M C BIUSHHEM Ha ad(epeHTHBIE TIOTOKA Ha CerMEHTapHO-
nepudepruyeckoM M HaJCErMEHTApHOM YPOBHE, YTO IO3BOJISET TOBOPUTH O IMATOTEHETHYECKO N
poyin OOTYJIIMHOTEpANuu B JeueHUU (QokampHbBIX auctonui [3, 16, 25, 46, 50, 66]. B mociennue
roJapl TOSBUWINCH JaHHBIE O JOJTOCPOYHOH S(PGEKTUBHOCTH M OE30MACHOCTH IPErapaToB
OOTYIMHUYECKUH TOKCHMH Tuma A**, OOoTynMHHYeCKWid TOKCHMH TuUNa A — TeMarrjioTHHHH
KoMmIutekc**. KimHudeckue m03bI BCEX NpenapaTtoB OOTYIMHMYECKOTO TOKCHHA THma A** u
OOTYIIMHMYECKUI TOKCHMH THMa A — TEeMarrJIlOTHHUH KOMIUIEKC** BBIpaXKarOTCsS B €IUHMIIAX
neiicteust (EJl) m He sBisioTcs B3anMo3aMeHsieMbIMU. PexomeHnayercs mpoBoauTh 3-4 Kypca
WHBEKIMHA B TEUEHUE TroJia B 3aBUCUMOCTH OT BBIPOXEHHOCTH CHMIITOMOB 3a00JieBaHUSA U
MIPUMEHSIEMOro Inpernapara OOTYJIMHUYECKOTO TOKCHMHA Tuna A** uim OOTyJIMHUYECKHI TOKCUH
THIAa A — TEeMarrIIOTHHUH KOMIUIEKC**. B yTBEep)KIEHHBIX HWHCTPYKIHUSAX TI0 TPUMEHEHHUIO
npenapatoB OOTYJIMHMYECKOTO TOKCHHA THMa A** u OOTyIMHMYECKHI TOKCHMH THHa A —
reMarrifoTUHUH KOMIUIEKC**  omucaHbl /103bI M CHOCOOBI BBEAEHHUS. Takke CyIIEeCTBYIOT
MEJUIIMHCKUE TEXHOJOTMHM C KOHKpETH3allel M AeTanu3anueil croco0oB BBEACHHS Mpernapara u
TEXHUKH UHBEKIHUH MpH pa3iuuHbIX Gopmax ¢okanbHOM auctonuu [16, 43]. Ilpenaparsl naHHOTO
KJ1acca MOTYT BBOJIUThH TOJIBKO CHEIMAIUCTBI, 00J1aalolue CleHalbHON MOATOTOBKON U OMBITOM
oOpaiieHuss ¢ OOTyJIMHMYECKUM TOKCMHOM. [Ipum BbIOOpe MecTa HHBEKUUU CJIEAYeT
PYKOBOJICTBOBATbCSI CTAHJAPTHBIM PACIIOJIOKEHHUEM MBIIIL, HEMOCPEICTBEHHOE MECTO MHBEKIIMH
OTIPEIEIISAIOT B COOTBETCTBUU C AaHATOMUYECKUMH OPHUEHTHPAMH U JAHHBIMU TMajlblalliy, a TaKkKe C
MOMOIIBIO JIOTIOJHUTENBHBIX METOJOB: 3JIEKTPOMUOTpAadUU HIrOJbYATOM, AIIEKTPOCTUMYIISLNH,
ynbTpa3Byka, KT. BoJbIIMHCTBO MBIIII] BHIOMPAETCS U UHBEIUPYETCS B COOTBETCTBUH C aHAIU30M
JTMCTOHMYCCKUX JBM)KEHUM, TomorpapuuecKoi aHaTOMHUH, Majblanuu Mbin [43, 44, 45].
O6s3arenbHO 0hopmIIeHHE TOOPOBOJIBHOTO HHPOPMUPOBAHHOTO COTJIACHS HA MPOBEACHUE JICUCHUS
npernapaToM OOTYJIMHHUYECKOrO0 TOKCHMHA. PekoMeHayeTcst mocie MpOoBEISHHOW MpOLEAypbI
O0TyIMHOTEpAN aKTUBHOE COKpAIleHHEe WHBEIIMPOBAHHBIX MBI B TeueHue 20 MHUH, B TE€UECHUE
yaca MaueHT JOJKeH HAaXOIUThCS Mo HAOIIOACHUEM B JICUEOHOM YUpEXKICHUU JJISi KOHTPOJS 3a
pa3BUTHEM HEMEUICHHBIX ajulepruyeckux peakmuil [3, 37]. B cmyuae HemocrarouHoro sddexra,
OTMEUYEHHOTrO MPH OCMOTpPE MAIMEHTa B JUHAMUKE, MPU MOCIEAYIOIINX HHBEKIHIX MPOBOIUTCS
noA0Op W 3aMEHa CXEM TepamuH, U3MEHEHHE 103bl OOTYIMHMYECKOTO TOKCHHA Thma A** umu
OOTYIMHUYECKUI TOKCHH TUIMA A — IeéMarrjJlOTUHUH KOMIUIEKC™*, MpUMEeHEeHHe NOTOIHUTEIbHBIX
METO/IOB KOHTPOJS HHBEKIUHU, KOHCYJIbTHPOBaHHWE C 0o0jiee OMNBITHBIM CHEIHATIHUCTOM
O6otynuHoTepanuu. TexHuka OOTynMHOTEpanuu APYrux ¢GopM (POKaTbHBIX NUCTOHUN MOAPOOHO

M3JI0KEHA B MEIUIIMHCKO# TexHosoruu [16, 30, 35], pekoMeH10BaHHas /103 MperapaTa He JoJKHA
ObITh mpeBbIliena [3, 4, 15, 17, 18, 19, 20, 21, 22, 23, 24, 25].

- PekomeHyeTcs pH IEPBUKAIBHOM TUCTOHUH MPUMEHEHUE OOTYIMHOTEpAMN KaK Teparnun
nepBoil muaun [42-52].

VYpoBeHb yOeAUTEIbHOCTH peKOMeHAaIki A (ypOBEHb TOCTOBEPHOCTH A0KA3aTeIbCTB — 1).

Kommentapun: Oba THMa 3aperduCTPUPOBAHHBIX B PD OOTYIMHUYECKUH TOKCHH THMa A —
TeMarrIIOTHHUH KOMIUIEKC** U OOTYJIMHUYECKUH TOKCHH THMA A — reMarrIFOTHHAH KOMIUTEKC™*
HUMEIOT CXO0KYI0 3((GEKTHBHOCTh U MOTYT OCTaBaThCs d((PEKTUBHBIMH B TCUCHHE JTUTEIBHOTO
BpemeHu [46].

- PCKOMCH,Z[yeTCH IIpU BbISIBJICHUU 6ﬂe(1)apocna3Ma paccMaTpuBaTh 6OTyJ'II/IHOTepal'II/IIO KakK

METO/1 JICYCHUSI TIEPBOM JTMHUU ISl KOPPEKIIUK HEMPOU3BOJIBHBIX ABM)KCHHM MHUMHYECKUX MBIIII]
[31, 32, 33, 37, 40, 53, 55, 57, 58, 59, 60, 61, 62, 63, 64].
YpoBeHb yOSAUTEIBHOCTH PeKOMeH IaIuil A (YpOBEHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 2).
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Kommenrapuu: o0a Tuna 3aperucTpupoBaHHbIX B P GoTynnHHYeckuid TOKCHH THma A**,
OOTYIMHUYECKUN TOKCUH THMAa A — reMarrjJloTHHUH KOMIUIEKC** UMEIOT CX0XKYI0 3((EKTUBHOCTD
U MOTYT OCTaBaThCs PGEKTUBHBIMU B TEUEHUE JUTUTEIHHOTO BpeMeHu. [yt obecrieueHus aydmiei
3P PEKTUBHOCTH W 0€30MaCHOCTH WHBEKIMNA OOTYTMHHUYECKHI TOKCHH THNa A** pexomeHmyeTcs
MaKCHUMaJIbHO BO3MOYKHAsI TOUHOCTh MHBEeKINH [43, 44, 45, 46].

- PexomeHayeTcs mpu BBISBICHUH NPU3HAKOB CHACTUYECKON aIIyKTOPHOW auchoHMH WU
reMuanuarbHOM CcHasMe TNPHUMEHEHHWE IMpernapaTtoB #OOTYIMHUYECKUH TOKCHH THMAa A —
reMarrIifoOTUHUH KOMIUIEKC™* 1 #00TyIMHUYECKUM TOKCUH TUIIA A — reMarryiloTUHUH KOMILIEKC™ ™
[28, 37, 62, 111, 112, 113].

YpoBeHb yOeAUTETLHOCTH PeKOMEH IaIHii B (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 2).

Kommenrtapuu: JleueHue agiyKTOpHOM IUCTOHMHM C MCIOJIb30BAaHHEM OOTYIMHHYECKOTO
TOKCMHa THna A** Opulo mnpoBeaeHO y 13 manMeHTOB B KadyecTBE JIBOMHOIO CJEMOro,
1a11e00KOHTPOJINPYEMOTO UCCIICIOBAHHUS. [ManrenTsI ObLTH JMarHOCTHPOBAHBI
MEXTUCIUIIMHAPHON TPYIION, COCTOSIIEH W3 JIOTONena, OTOJIAPHHIOJOTa M HEBPOJIOTA.
Borynmuanvecknii TOKCHH THNA A** MM coJleBOW pacTBOP BBOAMIM B KXK/IYIO MIMUTOTIOIBSI3BIYHYIO
MBIIIIY TOJ DJIEKTPOMHOTPaQUIECKUM W JIAPUHTOCKOMMYECKUM KOHTPOJIEM. OOTYITHMHUYECKOTO
TOKCHHA TUTa A** 3aMETHO YMEHBIIWJI THIIEPTOHYC, CHU3MJI JMANa30H TUCTOHHYECKHX YacTOT U
VIYYIIAA ~ CIEKTpOrpadUuecKue  XapaKTepUCTHKH rojioca. [lalMeHTsl, Tocie  BBEACHUS
OOTYJIMHHYECKOTO TOKCHHA TUIAa A** OTMETHIIN 3HAUUTEILHOE YITYUIICHHE Tr0JI0ca TI0 CPaBHEHHUIO
¢ rpynmoi tiarne6o. borynmuHudecknii TokcuH TUna A** okazancs 3 ()eKTUBHBIM U 0€30MaCHBIM
METOJIOM JICYCHHS aJUTyKTOPHOIrO THma japuHreanbHoi aucronmu [111]. CpaBuenue sddekra
onHoctopoHHux (50 EJI OoTyniuHHYecKOTO TOKCMHa THHa A**) u  JABYCTOPOHHHX
TUPOAPUTCHOUIHBIX MBIIIEYHBIX MHBEKIMH (1o 25 EJI O00TynuHHYeCKOro TOKCHMHA Thma A** ¢
KaXJI0M cTOpOHBI) y 50 MarueHToB ¢ aJIlyKTOPHOTO THIIA JIAPUHTCATHHONW TUCTOHUH TTOKA3aJ0, YTO
CTaHJIapPTHBIE OJHOCTOPOHHHME W JBYCTOPOHHHE MHBEKIUU OOTYIMHUYECKOTO TOKCHHA THma A**
o0ecreunBarOT SKBUBAJCHTHYIO CTENEHb YIYYIIEHHS CHMITOMOB JIApPUHTEAIbHOW TUCTOHUHU.
KouTponsHast rpymmna Bkiodana 15 310poBeix cyobekToB [112]. Ho HemocTaTodHo MaHHBIX IS
MOATBEPXKAECHUS A(PPEKTUBHOCTH MpH aOMYKTOPHOM THUIIE JIAPUHTEaTbHOM TUCTOHUU U MPH
MBIIIEYHOW TOH3MOHHOU Auchonuu. [lonck paHAOMUZHPOBAHHBIX HCCIIEIOBAaHUM, CPAaBHUBAIOIINE
OOTYIMHUYECKOr0 TOKCHMHA TUa A** ¢ mane6o npu remudanuaibieiM cra3me B KokpanoBckoit
oubnuoteke, 6azax MEDLINE u EMBASE mnokazan omHo HEOOJBIIOE pPaHIOMHU3UPOBAHHOE,
1a11e00-KOHTPOJIUPYyEMOe MEPEKPECTHOE HUCCiIeIoBaHue ¢ ydacTueM 11 4yenoBek, B X0/1€ KOTOPOTro
MAUEHTHl PO YEThIPE CECCUM MHBEKIIMM, CpaBHMUBAS IIANEO0 ¢ TpeMs pa3iIHMYHbIMH J03aMHU
OOTYIMHMYECKOr0 TOKCHMHA TuUMa A** — Hu3Kas J[J03a: MOJIOBUHA MPOMEXKYTOYHOM JO3bI;
MIPOMEXYTOYHAs 7103a; U BBICOKAs J103a: JBOWHAs MPOMEXYTOUHAas 1033, U OJWH M3 Iuianeoo.
O¢ddext OoTynMHHUECKOTO TOKCHMHa Thna A** Opur Bbime miuane6o. HecMoTps Ha CKyAIHOCTH
XOPOIIUX Ka4eCTBEHHBIX KOHTPOIMPYEMBIX JaHHBIX, BCE UMEIOIIUECS UCCIEeI0OBAaHUS MMOKA3bIBAIOT,
9TO OOTYJIMHHYECKOTO0 TOKCHHA Tuma A** sprsercs >(pPeKTUBHBIM U OE30MACHBIM IS JICUCHUS
reMudalaibHoro crnasma. byaymiue ucneiTaHus AOHKHBI H3yYUTh TEXHUUECKUE (DAKTOPHI, TAKUE
KaK ONTHUMAJIbHbIE WHTEPBAJbl JICUCHUS, PAa3IUYHbIE METOAbl HMHBEKIHH, J03bl, THIIbI
OOTYIMHUYECKOTO TOKCMHAa Tuma A**, kadyecTBO KHM3HM, JIOJITOCPOUYHYIO 3((HEeKTUBHOCTS,
0€30MaCHOCTh U MMMYHOT'€HHOCTh. OOTYJMHMYECKOTO TOKCHHA Tuma A** ciemayer CpaBHUTH C
XUPYpPru4YecKoil MUKpococyanucToil nekommnpeccueid [113].

- Pexomennyercs npu mucyeMm crnasme OOTYJTMHHUYECKUI TOKCHH TUma A** juis KoppeKuuu
Menko# motopuku kuctu [9, 15, 28, 37].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMmeHTapuu: BO3MOXKHO OOTYIMHHYECKMH TOKCHH THHa A** 3(QQeKTHBEH MpH Ipyrux
TUMaxX JAUCTOHUM BEPXHUX KOHEYHOCTEH, HO HEoOXOoauM OoJiee TIIATENbHBIA M0J00p /103 U3-3a
4acTO BO3HHUKaroUled MplieyHol crnaboctu. IlpemapaTsl OOTYIMHHUYECKOTO TOKCHMHA Tuma A**

21 un3 45


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHgauun — AuctoHnsa — 2021-2022-2023 (14.09.2021) — Y1BepxaeHbl MyuH3gpasom PO

SBIISIFOTCST 0€30MacCHBIMU M A(PPEKTUBHBIMH MPU JOJTOCPOUYHBIX MOBTOPHBIX HHBEKIUSAX, HO Bpauu
U IIannuCHTHI JOJDKHBI 3HAaTh, YTO BBICOKHEC CYMMapHBIe JO3bI MOFYT 6BITB OITIaCHBI, 0C06€HHO JUJIS
nereit [15, 28].

- PexomeHnmyercss WHTpaTeKaJbHOE BBEJCHHE OakimodeHa™™ mamueHTaM Cco BTOPHUYHOU
JTMCTOHHMEH B KOMOMHAIINHU CO criacTHUHOCTRIO [83, 95, 114].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb I0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMMeHTapuu: B HacTofllee BpeMsl paclpOCTPaHEHHOCTb NMPUMEHEHHUS HHTPATEKAIbHOI'O
BBeNeHHA OakinodeHa** ymeHbImaeTcss BBUAY MOOOUYHBIX SIBICHWH, CBSI3aHHBIX C TpenapaToM M
0COOEHHOCTSIMH OKCIUTyaTalud OOOpYIOBaHWS, a TAaKKe BBHUAY OOJBIIEH OCTYMHOCTH U
3¢pdeKTUBHOCTH  MeToJa  INIyOOKOW — CTUMyNISIMM ~ Mo3ra.  Meroabl  JIBYCTOpPOHHEH
CTEpEOTAKTUYECKONH pPAJUOYaCTOTHOM JECTPYKUUU TajaMmyca, WHTpaaypalbHOW pPHU30TOMUU U
MUKpPOBACKYJSIPHOW JEKOMIIPECCHM B HACTOSIIEE BpPEMs HE PEKOMEHJOBaHbI K HCIIOJIb30BAHHUIO
(GPP). OtcyrctByeT mokazatenbHas 0asza Il MCHOJIB30BAHUS METOJA TIPHU MEPBUYHON JUCTOHHH.
WnTparekanpubie uH(Qy3uun OakinopeHa™™  SBISIOTCS OOIIEIPUHATHIM JICUEHHUEM CIIACTUKH.
WNmerorcs Takke J0Ka3aTenbCTBAa Ui JIEUEHUS BTOPUYHOM TE€HEPAIN30BAaHHON JMCTOHHMM
MHTpaTeKaJIbHBIM BBeJieHHEeM OaknodeHa™*. [IpeumyiecTBa MeTo1a BKIIOUAIOT CHUKEHUE TOHYCA,
yllydllleHHe MO3WLIUOHUPOBAHMS U CHIDKEHHE oOpazoBaHus mpojexHed. HecmoTps Ha 3Tn
MIPEUMYILIECTBA, €CTh 3HAUUTEIbHBIE OCI0KHEHHSI, KOTOPbIE MOTYT BO3HUKHYTbH MPU 3TOM Teparnum,
B TOM YHUCJIE OTMEHA JIEKapCTB, KaTeTepHble MH(EKIINHU, NEePeTO3UPOBKU U OTKa3 0akI0(PEeHOBOTO
Hacoca. Jlns ymydmieHus noA0opa MAlMeHTOB M Pe3ylIbTaTOB MHOTHE LIEHTPBI, Mpeiararoinue
MHTpAaTeKalbHYI0 Tepanuio OakimopeHOM™ ™, UCHOJB3YIOT MHOTONPO(PUIBHYIO  KOMAaHIY,
COCTOSIIYIO U3 Bpauel, Xupypros u ¢pusnorepanestos [114].

3.2. Xupypruyeckoe rneyeHuve

- Pexomenayercs manueHTaM MpHu TeHepaiv3alluy JUCTOHUH, a Takxke Npu Hed((HEeKTHUBHOCTH
JIEKapCTBEHHOI'O JICUEHHUs MpernapaTaMd — MHOpelaKCaHTaMu MNepu@epudeckoro AEHCTBUS MpPU
pa3IMYHBIX THUIAX JUCTOHHH MTPOBEACHUE IITyO0O0KOM CTUMYIIAIMU Mo3ra [85-90].

VYpoBenb yoeautenbHocTH pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH JOKA3aTeIbCTB — 4).

KommenTtapun: OCHOBHBIM aHATOMHYECKUM OOpa30BaHHEM, MOJBEPrarolIUMCs CTUMYISIUU
(DBS — Deep Brain Stimulation, HeEHpOMOIyIsIKs), SIBISETCS BHYTPEHHSAS 4acTh OJIEIHOIO IIapa,
XOTS  paccMaTpuUBaeTcs  BO3MOXKHOCTb  CTHUMYJISIIMM  BEHTPOJIATEPAJIbHOTO  TajaMmyca,
cyOtaiamuyeckoro  sapa. OTMe4YeHO, 4YTO TEYEeHHWE JUCTOHHUU [OClie  MMIUIAHTAlUuU
CTUMYJIUPYIOIIEH CHUCTEMbl HMEET OCOOCHHOCTH — JIUCTOHWYECKHE JIBIKEHHS (BKIIOYas
da3zuueckue, MHOKIOHMYECKHE U JIPOKATENbHBIE) PErPEeCCHpPYIOT HEMEUIGHHO B TEUeHUeE
4acoB//IHEH MOCIe ONepaTUBHOIO BMEIIATENbCTBA, B TO BPEMs KaK BBIPAXKEHHOCTh JUCTOHHYECKHUX
1mo3 (TOHMYECKHEe KOMIIOHEHTHI 3a00JieBaHMs) yMEHbIAeTcsi Oojiee MEJICHHO — B TEUYCHHE
Henenb/MecsneB [85, 86, 87, 88]. DddexkruBHOCTL nedeHus nepBudHOM auctoHuu 40-90%, B
cllydae BTOPUYHOM TUCTOHUU pPe3ylbTaThl MeHee ompeneneHHbl [87, 89]. OrmaneHHas oleHka
MOCJICOTIEPAIIMOHHBIX PE3YJIbTATOB JICUCHHS IEPBUKAIBHON JTUCTOHUU (BKIIOYAs TPEMOP TOJIOBBI U
MHUOKIJIOHHUH, BBIpaKEHHbIE (pa3HMuecKre TUCTOHMYECKHE JBM)KEHUS, CarUTTaJIbHbIE U JIaTepalibHbIE
HaKJIOHBI TOJIOBBI) yepe3 1-2 roga mpoJeMOHCTpHpOBajia perpecc TskecTu coctosHus Ha 50-70%,
YMEHBIIIEHNE CTENEHH OTPAHUYEHUs >KU3HEAEATENIbHOCTH ManueHToB Ha 60-70%, ymeHblIeHHE
OoneBbix mposieieHuii Ha 50-60% [89, 90]. DBS — xopoumii BapuaHT Tepamuy MEPBUYHOI
TeHEepPATM30BaHHOM W CErMEHTapHOW JAHUCTOHMM B CHUTyallUsiX, €CIM He ObUIO JIOCTUTHYTO
a/IeKBaTHOTO YIYYILIEHUS TOCIE€ MEAMKAMEHTO3HOTO JICYEHHUS WIIM MPUMEHEHUs OOTYJIOTOKCHHA.
DBS — xopommii BapuaHT Tepanmuu IEPBUKAIBLHON JUCTOHMM B CHTYallUsX, €CIM HE OBLIO
JOCTUTHYTO aJIeKBaTHOTO YIYUIICHUs MOCJIe MEAWKaMEHTO3HOTO JICUEHUS WM HpPUMEHEHHUS
6otynotokcuHa. DBS kak mpaBuio, meHee 35(¢eKTUBHA MNPH BTOPUYHBIX JUCTOHUAX, 32
UCKJIIOUEHHEM OTCpouyeHHOH jucroHuMd. DBS Tpebyer crenuanbHbIX 3HAaHUM W HaTU4us
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MHOTOTPO(UIBHOM KOMaH Ibl. JTa MpOoIeypa MOKET UMETh TOOOYHbIE 3(PPeKThI.

4. MeauuunHckan pea6m1MTau,m|, MeaAUUUNHCKUe nokKasaHusA n
NPOTUBOMOKa3aHuUA K npuMeHeHno metonoB peaGMﬂMTaLIVIM

- PexomeHmyercss marmyeHTaM ¢ JUCTOHHEW TPaHCKpaHWAIbHAS MAarHUTHAsS CTHUMYJSIIHS B
COUCTAHUM DJICKTPOMHUOTPAPUICCKUM KOHTPOJEM 10 OWOJIOTHYECKOW OOpaTHOW CBSI3M IS
cHmwkenus aktuBHoctu OMI [1, 3, 16, 96, 115].

YposeHs yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIIbCTB — 5).

KoMMeHTapuu: 10 JaHHBIM Psiia HCCICIOBAHUH, Y MAIMEHTOB C MIHCYUM CIa3MOM U APYTUMHU
dbopmamu POKATHLHOW TUCTOHHM OTMEUAETCS YIyUYIICHHE MOTOPHOW (PYHKIIMU IMOCTE TPOBEIACHHUS
(bu3HYECKOH Tepanuu, CEHCOPHOTO U JBUTATEIHLHOTO MTePeOOyICHHUS.

Crpareruu JieueHUS JUCTOHHM 3aBUCAT OT KOOPAMHAIIMOHHOTO, CErMEHTAIBHOTO WJIU
T€HEPAIM30BAHHOTO PACIIPEACIICHUS] CUMIITOMOB. XeMOJICHIIEpBallUs OOTYJIUMHUUYECKHUM TOKCHHOM
tuna A** ocraercss MeTogoM BbIOOpa Uis  JieueHUs (POKaIbHOM, MyNbTU(OKATBbHOU W
CErMEHTApHOW JUCTOHHUU. OJIEKTPOMHOTPAa(us TMOBBIIIAECT TOYHOCTh HMHBEKIIUH U MOXKET
YMEHBIIUTh KOJMYECTBO HMHBEKINH, 9acTOTy, MoOOYHBIE 3(PPEKThl W 3aTpaThl IyTEM TOYHOTO
BBISIBJICHUSI JTUCTOHUYECKOW MBIIIEUHON aKTUBHOCTU. XapaKTEPUCTUKA JUCTOHHH KaK CEHCOPHOTO
paccTpoiicTBa MOOYAWUIIO K HCIOJIB30BAaHWIO HEWHBA3UBHBIX MPOIEAYP HEHUPOMOIYIAIUU. OTH
METOJIBI HYXJAIOTCS B JaJbHEHIIEM W3yYeHUH, HO OJHOBPEMEHHOE MPUMEHEHHE METOJIOB
peadwIMTaK, YIydIIaeT pe3ynbTaThl JedeHus. l[lammupanbHas riayOokash CTHMYJISIUS MO3Tra
MoJie3Ha JUIsi MEIMKAMEHTO3HO-PE3MCTEHTHOM NEPBUYHOM TE€HEPATIM30BAHHOM U, BO3MOXKHO,
dokanpHOM AUCTOHMH, Takoi kak [1J1 [115].

- Pexkomenayercss MyNbTUIUCHUIUIMHApHAs MporpaMMa peabWIMTaldd IalUueHTOB C
JUCTOHUSAMU B YCJIOBHSIX KPYIJIOCYTOYHOTO CTallMOHapa, BKIIOYaromas (PU3HUECKyI0 Teparuio,
KMHE3UOTEpanuio, Mpo(ecCHOHAIbHYIO  MEePEOpPUEHTALNI0,  JIOTONMEJUYEecCKUe  3aHATUS U
MICUXOTEpareBTHIEeCKUe BMemareascTa [97].

VYpoBeHb yoeauTenbHoCTH pekoMenaaruii C (ypoBeHb T0CTOBEPHOCTH JOKA3aTeIbCTB — 4).

KomMmMeHTapuu: o pesyiabTaTaMm paHIOMHU3UPOBAHHOTO HMCCIEIO0BaHUS, B KOTOPOM MPHUHSIIN
yuyactue 32 malnueHTa ¢ AUCTOHHUSMH, IOJIy4aBIIUX MYJIbTUIUCHUILUIMHAPHYIO |-HeAenbHYIO
MporpaMMy peabUiuTallMM B YCIOBUSAX KpPYIJIOCYTOUHOTO CTalMOHapa C €XKEAHEBHBIMU
(bu3NYeCKUMHU  yIpaXHEeHUS MU, NPO(ECCHOHATBFHON MNepeopUeHTAlUeH, JIOTONEeANYECKUMU U
MICUXOTEPANEBTUYECKUMHU BMEIIATEIbCTBAMH OTMEUYEHO yiydilieHne cumnrtomoB o mikaize CGI
(ITpunoxenue I'3) y 86,7% mnanueHTOB ¢ COXpaHEHHUEM JaHHBIX MapamMeTpoB y 69,2% cmycts 6
Mecs1eB HaOIIOICHUS.

- PexomMeHyr0TCS JUIs peaOMIMTAIIMK TIAIIMEHTOB C IIEPBUKAIBHOM JMCTOHUEH TPEHUPOBKH C
OMOJIOTUYECKON O0OpaTHOW CBS3BIO TI0 KHUHE3HOJIOTMYECKOMY 00pa3y TMpH 3a00JICBaHUIX
[EHTPAJIbHOW HEPBHOW CHUCTEMbI W TOJIOBHOTO MO3ra, TPCHUPOBKU C OMOJIOTHYECKON OOpaTHOMU
CBS3BIO MO DIeKTpoMuorpaduu mpH 3a00JeBaHMUIX MepUPEepUIecKO HEPBHON CHCTEMBI,
ANEKTPOCTUMYIIALUS, JieueOHast (PU3KYyIbTypa C UCIOJIH30BAHHUEM amlapaTOB M TPEHAXKEPOB MpHU
3a00sieBaHUSIX TMepUPEPUUECKOl HEPBHOW CHCTEMBI, JieueOHas (U3KyIbTypa MpH 3a00JI€BaHUAX
nepudeprueckoit HepBHOU crcteMsbr [98, 99].

VYpoBeHb yOeAUTETbHOCTH PeKOMEeH IaIHii B (ypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 3).

KommenTapun: TpeOyeTcsi OCTOpOXXKHOE TOJKOBaHHE APGEKTUBHOCTH (U3noTepanuu B
KauecTBE aJbIOBAaHTHOW Tepamuu. llpexae uem caenaTh BBIBOJBI, HEOOXOIMMO MPOBECTU
JIOTIOTHUTEIbHBIC HCCIIEOBAHUS BBICOKOTO KauecTBa. B wHccienoBaHusix cooOmiaercs 00
yIYUIIEHUH TIOJI0KEHUS TOJIOBHI, YMEHBIIIEHUH OOJH, YBETUYEHUHN MISHHOTO ruana3oHa JABHKEHUS,
MOBBIIIIEHUYU Ka4eCTBA KU3HHU.
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- Pexomennyercs mpu (HOKaIbHBIX IMCTOHHMSX MpOrpaMma peabWIMTaIlluH, BKIIOYArOIIAst
LEJIb-OPUCHTUPOBAHHYIO JIBUTATEIbHYIO MPAKTUKY, METOAbl HEHPOMOIYISIUN B KOMOMHALIUU C
MHTCHCHBHBIM JIBUTATEIILHBIM TpeHHHTOM [102].

VYpoBeHb yOeaUTEIbHOCTH PeKOMEH1aluii B (YypoBeHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 3).

Kommenrtapuu: Ha ocHoBaHuu cucremaTHueckoro o03opa, mpejcrtaBieHHOro B Movement
Disorders Clinical Practice B 2018 rofy, BBINOJHEH aHaIW3 HAYYHBIX JAHHBIX [0 TPUMEHEHUIO
Pa3NUYHBIX METOJIOB peadWIMTAllMK TAlUeHTOB C (OKAJIBHBIMH IUCTOHHUSAMH, KOTOpPBIE ObLIN
crpynnupoBasnbl Ha 6 rpynm: (1) aBurarenbHasi NpakTHKa, (2) TpEHUPOBKA ¢ orpaHudeHueM, (3)
CEHCOpHasi peopranusanus, (4) HOpMalM3alUs MBIIICYHON AKTUBHOCTH C IOMOIIBIO BHEUTHUX
METO0/10B, (5) Heilpomoayisus ¢ oOydyeHueM M (6) kommeHcartopHble cTpareruu. IIpeacraBienbl
BBIBOJIbI, YTO II€JIb-OPUEHTHPOBAHHBIE JBUTATEIbHBbIE INPAKTUKHU, METOJbl HEUPOMOIYNALHS B
COUETAaHUM C WHTEHCUBHBIM JBUTATEIbHBIM TPEHUHIOM SIBIISIOTCA HamOojee NPUOPUTETHBIMU
METO/IaMU peadMIINTALlMU AIlUEHTOB ¢ POKaIbHBIMU (POpMaMU JUCTOHUH.

5. npO(*)Vl.ﬂaKTVIKa n ancnaHcepHoe HaGnwaeHne, MegULMHCKUE NOKa3aHuA U
NPOTUBOMNOKAa3aHUA K npuMeHeHno metonoB HpO(*)I/I.ﬂaKTMKVI

DddexTrBHON MPOPUIAKTUKYA TUCTOHUU HE CYIIECTBYET.
6. OpraHI/I3aL|,I/I$I OKa3aHMUsA MeaULMHCKON NOMOLUN

Me)II/II_[I/IHCKaSI IIOMOIIb, 3a HCKIIIOYCHHUEM MG)II/IHI/IHCKOf/i IIOMOIIIN B paMKax KHHHquCKOﬁ
anmpoOanuu, B cooTBeTcTBUU ¢ DenepanbupiM 3akoHOM OT 21.11.2011 N 323-®3 "OO6 ocHoBax
OXpaHbl 3J0pOBbs IpakiaH B Poccuiickoit denepanun'", OpraHu3yeTcsi U OKa3bIBaCTCA:

1. B COOTBETCTBHM C TIOJIOKCHHEM 00 OpraHM3ali OKa3aHWUS METUIIMHCKOW TMOMOIIU TIO
BHJIaM METUITMHCKON TIOMOIIH, KOTOPOE YTBEP)KIAETCS YIOJTHOMOUYECHHBIM DeiepaibHbIM OpraHOM
HCIIOJHUTEILHON BIACTH;

2. B COOTBETCTBHHM C TMOPSAAKAaMHU OKa3aHUS TIOMOIIM TI0 mpoduiao "HeBposorus',
00s13aTeILHBIM ISl UCTIOJHEHUsT Ha TeppuTtopuu Poccuiickoit denepanui BCEMU MEIUIIMHCKUMHA
OpraHU3aIUsAMU; Ha OCHOBE HACTOSIINX KIMHUYECKUX PEKOMEHIAIHH;

3. C YydYeroM CTaHJApPTOB MEAMIIMHCKONW TIIOMOIIM, YTBEP)KICHHBIX YIIOJIHOMOYECHHBIM
denepaabHBIM OPraHOM MCTIOJHUTEIHHOM BJIACTH.

[TokazaHussMH U1 TOCIUTAIU3AIMK B MEIUIMHCKYIO OPraHM3allMi0 B SKCTPEHHOW WIIN
HEOTJIOXKHOU (hOpMe SIBIISIOTCS:

1. Hanuuue OCIIOKHEHHUH JTUCTOHUH, TpPeOYIOUIMX OKa3aHUs CHEeIHMaTU3UPOBAHHOMN
MEJIMIIMHCKOM MOMOIIM B OKCTPEHHOM M HEOTJIOXKHOM opme;

2. HaIWYUE OCIOXXHEHUH JeueHus (XUPYypruuecKoro BMEIIATeNbCTBa, JIEKAPCTBEHHOU
Tepanuu) JUCTOHUH.

[TokazaHusiIMH /ISl TOCHIUTAIU3AIMA B MEIUIIMHCKYI) OpPraHHM3allMi0 B IUIAHOBOW (opme
SIBIISIIOTCSI:

1. HEOOXOAMMOCTh BBITIONHEHUS! XUPYPrHUECKOTO BMEMIATENhCTBA (TIYOOKOW CTHUMYISIIMH
MO3ra MalyeHTaM C pa3IuyHbIMH TUTIAMHU JTUCTOHUU, MUKPOBACKYISIpHAs JEKOMIIPECCHS KOpelIka
7 mapbl UYEpernHO-MO3TOBBIX HEPBOB IMPHU BBISBICHUH HEHPOBACKYISIPHOTO KOH(MIUKTA MpU
reMudalaibHOM Clia3Me U T.11.);

2. HEOOXOIMMOCTh TMPOBEACHUS OOTYIMHOTEpANUU TPH TOKENbIX (OpMax AUCTOHHH,
TpeOyrOmMMX HAOTIOCHHSI B YCIOBHSIX KPYTJIOCYTOYHOTO MJIM THEBHOTO CTAllMOHAPA;

3. HalIMyMe TOKa3aHUW K KOMOMHUPOBAHHOMY JICUCHHUIO (XUPYPTUYECKHE METOJBI,
OoTynuHOTepanus), TpeOyromue HaOMIOJEeHUS B YCIOBHUAX KPYIJIOCYTOYHOTO WM JTHEBHOTO
CTalMoHapa.
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[Toxa3aHusIMH K BBIITUCKE NALIUEHTA U3 MEIUIIMHCKOW OpraHu3ali sBJSIOTCS:

1. 3aBepuieHHe Kypca JIEYEHHs MM OJHOIO U3 3TAlOB OKa3aHWs CIELMAIM3UPOBAHHOU
MEJUIMHCKOM MOMOIIU B YCIOBHUSX KPYIJIOCYTOYHOIO WJIM JHEBHOTO CTallMOHAapa IpU YCIOBUU
OTCYTCTBHUSI  OCJIOKHEHHUH JIEYCHHUs, TpPEOYIOIIMX MEIUKAMEHTO3HOW KOPPEKUIUH  H/HMIH
MEUIIMHCKUX BMEIIATENIbCTB;

2. OTKa3 [MalueHTa WM €ro 3aKOHHOIO MPEICTaBUTENS OT CHELHAIU3UpPOBAaHHON
MEUIIMHCKON NOMOIIM B YCJIOBUSAX KPYIJIOCYTOYHOTO WJIM JHEBHOTO CTallMOHApa, YCTAaHOBJICHHOMN
KOHCHMJIMYMOM MEIMLMHCKON OpraHu3aliy, 0Ka3bIBAIOLIEH MEJIULHUHCKYIO0 TOMOLIb, IIPU YCIOBUU
OTCYTCTBHSI OCJIOKHEHUH OCHOBHOTO 3a00JIEBAaHHS W/WJIH JICUCHUS, TPEOYIOINX MEIUKaMEHTO3HOM
KOPPEKIUH W/WITH MEIUITUHCKUX BMEIIATEIbCTB B CTALIMOHAPHBIX YCIOBHUSX;

3. HeoOXOAMMOCTh IE€peBOJia MalMeHTa B JAPYryl0 MEAMIMHCKYIO OpraHu3aluio o
COOTBETCTBYIOLIIEMY  NPO(QUII0  OKa3aHWs  MEAUMLIUHCKOW  TOMOLIM.  3aKJIO4eHHe O
L[eJIECO00pPa3HOCTH  MepeBoja MalUeHTa B NPOQWIBHYH0 MEJUIMHCKYI0  OpPraHU3aLUI0
OCYILIECTBJISIETCSl TIOCJIE MPEIBAPUTENbHON KOHCYJIbTAllMU IO MPEJOCTaBICHHBIM MEIUIIMHCKUM
JOKYMEHTaM W/WJIH NPpeABapUTEIHHOTO OCMOTpa MalMeHTa BpadyaMH -CleMaTUCTaMH METUIIMHCKOM
OpraHu3aliy, B KOTOPYIO MJIAHUPYETCS MEPEBO/I.

7. OononHutenbHas uHdopmauua (B ToOM u4ucne akTopbl, Bnusilolme Ha
ncxopn 3aboneBaHUA U COCTOAHUA)

B kadecTBe onTUMaIBbHOTO MHCTPYMEHTA /ISl IPAKTUUECKOTO BEJCHUS MAIMEHTOB U OIICHKU
pe3ynbTaTOB  BBHIOPAHHOW  TEpANEeBTUUYECKOW  CTpaTerMM  MOXKET  OBbITh ~ HMCIOJIb30BaHa
Mexaynapoanoit I[lkaner ®dynkuuonupoBanus (MK®) [39]. IlpumeHeHne mpemrycMOTPEHHBIX
MK® noaxom0B K Ki1acCUpUKAIMK HAPYIICHHBIX (PYHKIIMH W CTPYKTYp OpraHu3Ma, aKTHBHOCTH U
yuactus ((PyHKIMOHUPOBAHUS) TIO3BOJIAET C BBICOKOM CTEMEHbIO WHIUBUAYAIU3HUPOBAHHON
JeTaqu3alid  ONUCHIBaTh 3/I0POBbE MAallMeHTa U €ro OKPYXeHHe C OHOJIOTUYECKOM,
MICUXOJIOTHYECKOH M COIMAJIbHOM TOYEK 3pEHHus, a TaKkKe OIpeAessITh €ro MOTPeOHOCTh B
MEIMIMHCKON W connanbHOM mnoMomu. Ctpyktypa MK® mnpencraBieHa JIByMs 4YacTAMMU:
"(pyHKIIMOHUPOBAHKWE W OTPAHUUYEHUS JKU3HEACATEIHPHOCTH" M "KOHTEKCTOBBIC (akTopsl". YacThb
"(pyHKIIMOHUPOBAHKME W OTPAaHUYCHHS JKU3HEACITEIBHOCTU" B CBOIO OYepelb BKIIOYaeT B ceds 4
noMeHa: (GYHKIIMU U CTPYKTYPBI OpraHu3Ma, aKTUBHOCTh M ydactue (Tal. 4).

Tab6mumna 4. Ctpykrypa MexayHapo HOU IIKabl ()yHKIIMOHHUPOBAHMS

Yactp 1: ®yHKIIMOHUPOBAHUE U Yactb 2: KoHTekcTOBbIE (DaKTOPHI
OTPaHMYEHUS )KU3HENEATEIbHOCTU

Cocrasmsito | DyHKIIUU U | AKTUBHOCTb ¥ | PakTOpPbI JInunocTHBIE

e CTPYKTYpBI ydactue OKpY’KaroIen (baxTopsl
oprasusma cpelbl

JlomeHnsl Oynkuuu opranuzma | Chepsl Buemnee BnusHue | BHyrpenunee
CrpykTrypbl KU3HEACATEIBHO | HAa BIIUSHUE Ha
opraHusma CTH (3amauy, | QyHKIIMOHUPOBaHUE | PYHKIIMOHUPOBAHU

JENCTBUA) u OTPaHUYEHUs|€ U OrpaHUYCHUSA
KUZHEACATEIIBHOCT | )KU3HEAEATEIbHOCT
" "

[Tapametprr | U3menenue ¢ynxmwmii|[lotennuansnas |O6neryatomee wuiau|BiausiHue CBOKMCTB
opraHusma CHOCOOHOCTh 3aTpyAHSIONIEe JINYHOCTH
(duznonoruueckoe) | BeimonHeHnue BIIMSIHHE
N3meHeHue 3a7a4u B | pU3HUECKOH,
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CTPYKTYpBI CTaHJIApPTHBIX COLIMAJIBHOM Cpepl,
oprasusma YCIOBUSAX MHUpa OTHOLIEHUH U
(anaTomMu4eckoe) Peanuzanus YCTaHOBOK
Brinonnenue
3a/1a4u
peanbHOI
KU3HEHHOU
CUTYaIuu
[lozutuBHbl | DyHKIMOHANBHAS U | AKTUBHOCTD Ob6uneryatomue He npumennmo
W acmekT CTPYKTypHas VYuyacrtue bakTopsI
LETIOCTHOCTH
OYHKIIMOHUPOBAHUE
Heratusnslii | Hapymenue Orpanunyenue [IpensarcrByromue | He npumenumo
aCIeKT AKTUBHOCTH dakTopbl/6apbepbl
Orpanunydenue
BO3MOYKHOCTH
y4acTHs

OFpaHI/I‘-IeHI/Ie KHU3HCACATCIIbHOCTH

[Ipumep ucnosb3zoBanne MK® B kimHMYECKON npakTUKe pu Tepanuu L]
[Tarmentka @ — Bo3pact 63 rona

Huarnos: 111, natepokouinc

OcHOBHBIE TIPOOJIEMBI:

- boib

- CHMIITOMBI JUCTOHHUN

[TapameTp B COOTBETCTBHH C [TpropuTeTHOCTH LIETTH [Hkans
dhopmynuposkoit B MK® u ¢
KOJIOM
bois (b280) [TepBuunas BusyanbHas aHajoroBas IKasa
(BAIL, ITpunosxxenue ['2): bosb
Henpown3BoJibHBIE TBUKEHUS Bropuunas [lxana TWSTRS

Jlnama3oH JBMKCHUI

KocMmernueckuii BUug

OcHoBHas npo6neMa: bons B mee, aCCoONUMHpOBaHHasA € ﬂHCTOHHeﬁ

MKo:
b280

boms

Cy0-kateropuu:

+ IlepBuuHas uenp
Bropuunas nenn

+ boinb
Purnnnocts
Hapyimenne cua

Oranel npumeHenss MK®
OcHOBHBIE TPUOPUTETHBIE LETH JUIsl JAHHOTO IMAIMeHTa, corjacHo Kiaccupukamuun MKO:
yMmeHblienune 6oiu (b280) — nepBuYHAs 11€1b, yMEHbIIeHHe cuMnToMoB L[J[ — BropuyHas 1ens.
Heo0xoanmo noMHUTH 0 mpuMeHenuu npuHuuna SMART npu nocraHoBKe 11eJIei JIeUeHus;
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Jlisi OLIEHKH JOCTIDKEHUS JAHHBIX Lesel, ObulM BHIOpaHBI YHHMBEpCAJbHAs IIKalda Ui OLCHKH
ypoBHs Ooyiu B auHaMuke — BusyanbHas anamoroBas 10 OamnpHas mkama Oomu (BALLD) wu
BepOanbHas mkana yxoa ajsl OUEHKH MaCCUBHON (PYHKITHH;

Hns cobmonenns mnpuHuuna SMART  ycranaBiaMBaeTcs OINpPENENEeHHBIH POTHO3UPYEMBbIN
YPOBEHb 3HAUEHHUH M0 KaXI0W BHIOpaHOU 1enu (B TaHHOM citydae S5-4 6amna u3 10 mo BAILI), a
TaK)Ke BpeMs IOCTHKEHHUS ATOr0 NOKa3aTes;

CrangapTu3upoBaHHbIE bazoBb1it Lens HocTtmxenue
rapaMeTpbl OLIEHKU YpOBEHb

BAIII o ouenke 6oau B HoyHOE | 7/10 5-4/10 3/10
Bpems

SMART nonxon k mesnsm: He nocturayro Hocturayro
Jlis yMeHbIlIeHUsl BBIpaK€HHOCTU 0oau B 1uieue | YacTuuHO Kak n oxxunnanocs
Houbto OT 7/10 mo 5-4/10 mo BAIII na 6 nenene|To xe + HemHoro Oounbie
MOCJIe HHBEKITUU Xyxe Hamnuoro Gosbire

- Ilo mpomecTBMM yKa3aHHOTO TPOMEXKYTKAa BPEMEHHM TIPOBOJAT OIEHKY YKa3aHHOTO
mapamerpa. B gaHHOM ciydae, y mMmamWeHTa HAOMIOMAETCS TIOJIOKUTENIbHAST JIUHAMHKA TI0
YMEHBIIIEHUIO Ooym, Oyarojaps TpPaMOTHOMY BBIOOPY METOAUKHA Tepanuu  (MHBEKINH
OOTYIMHUYECKOT0 TOKCMHA TUIa A**);

- Ilo cremeHW YCHENTHOCTH MOCTHXKEHHUS II€M MOYKHO OIICHUTH BBIOPAHHYIO METOIUKY
TEepanuu U COCTABUTH JaJIbHEUIIINN TJIaH JICUCHHUS.

MK® — 0a30BBIif WHCTPYMEHT I OIICHKM KayeCTBAa OKa3aHHUS MEIUIMHCKOW IOMOIIH,
MO3BOJISICT OIIEHUTh KaueCTBO U 3((EKTUBHOCTH BRIOPAHHOM cTpaTteruu Tepanuu [26].

Kputepum oueHKun KayectBa MeULIMHCKOW NOMOLLM

N n/n Kputepuii kauectBa Ouenka
BBITMIOJIHEHUS
1. Brimonnena knuHuueckas u o auddepeHnuanbHas  IUarHOCTHKA | Ja/HET
(hOpMBI TUCTOHUHT
2. Boinonnena Tepanus AUCTOHUU OOTYIMHUYECKUM TOKCHHOM THIIA | Ja/HET
A** OOTYIMHMYECKMM TOKCMHOM TUNa A — TIeMarriioTHHUH

KOMIUTEKC** (TIpu HEOOXOMMOCTH TIPH CIIOKHBIX (OpMax JUCTOHUU
— MOJ KOHTPOJEM DIEKTPOMHOTpadUH WM  YIBTPa3BYKOBOTO
WCCIIC/IOBaHUS)  W/WIM  XHPYpPrUYecKoe  BMEIIATENbCTBO (B
3aBHCUMOCTH OT MEIUIIMHCKUAX IOKa3aHW W TPU OTCYTCTBHH
MEJHUITMHCKUX MTPOTUBOMOKA3aHUH
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[Tpunoxenue Al

CocTtas padoueii rpynnsl 1o pa3padoTke M MepecMOTPY KJINHUYECKHX
peKoMeHaaumnin

1. OpnoBa Onwera ParMupoBHa, npejcenarens padbodeit rpymnmsl, 1.M.H., ipodeccop, kadeapa
HepBHbIX Oonyezneit UIIO ®I'AOY BO IlepBeiit MI'MY umenn U.M. CedyenoBa MuH3apaBa
Poccun  (CedyeHOBCKMI ~ YHHBEPCUTET); TMPE3UIEHT  MEKPErHoHAIbHONH  OOIIECTBEHHOM
opranuzamuu cuernuanictoB odorymuHotepanun (MOOCBT)

2. Andepona Bepa BagumoBHa, 1.M.H., BeAYIIHI HAYYHBIH COTPYAHUK Kadeapbl HEBPOJIOTHH,
Helpoxupypruu u  MmeauuuHckond reHetukn DOIAOY BO  "Poccuiickuil  HalMOHaNIbHBIN
HccaeAoBaTeNbCKU  MeauuuHCckui  yHuBepcutrer wumenn H.M. Iluporoa" Munucrepcrsa
3npaBooxpaHeHusi Poccuiickoit ®enepauuu, wieH npe3uauyma Bceepoccuiickoro o6iiecTBa
HEBPOJIOTOB.

3. AprtembeB /[Imutpuii BaneppeBuu, K.M.H., JTOIEHT KadeIpbl HEBPOJOTHH C KypcoM
pednekconorun u ManyaneHO# Tepanuu OPI'BOY JIIIO "Poccuiickas MeAMIIMHCKAs aKaJeMHUS
HEeMpephsIBHOTO TpodeccuoHansHOro obpa3zoBanus”" MuHHUCTepCTBa 3ApaBooxpaHeHus Poccuiickoit
denepaunu

4. T'exr Amna bopucoBHa, a.M.H., npodeccop, aupekrop I'bBY3 "HayuHo-npaxTuueckuii
nicuxoHeBposiornueckuii eHTp umenu 3.11. ConoBbeBa" [lenapramenTa 31paBoOOXpaHEHUsl ropoia
Mocksbl, nipodeccop Kadeapsl HEBPOJIOTUH, HEMPOXUPYPTUU U MenuIMHCKoi reHetukn ®I'AOY
BO "Pocculickuil HallMOHAJIBHBIM MCCIEN0BATENIbCKUI MEIMIMHCKUN yHuUBepcuTeT umeHu H.U.
IIuporoBa" MunucrepcTBa 3apaBooxpaHeHust Poccuiickoit ®enepauuu, uneH npe3uauyMa
HarmonansHo#l accommanuu mo OoprOe ¢ WHCYIBTOM, YYEHBIH Cekperapb Bcepoccuiickoro
o0111ecTBa HEBPOJIOTOB.

5. ImurpueB Anexkcanjp bopucoBud, K.M.H., 3aBEAYIOIIMNA OT/AENEHUEM (YHKIHMOHAIBHON
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Herpoxupypruu, "denepanbHbiii eHTp Herpoxupyprun" M3 PO (r. HoBocubupck)

6. 3amsmoBa 3yneiixa AOmymna3sHOBHA, A.M.H., mnpodeccop Kkadeapsl HEBPOJOTUU U
peabwmramn  OPI'BY BO "Kazanckuii rocymapcTBEHHBIH MEIWIUHCKHA  yHUBEpCUTET"
MunuctepctBa 3apaBooxpanenus Poccuiickoit denepaiuu, pyKOBOAUTENb PECyOIUKAHCKOTO
KIIMHUKO-IMAarHOCTHYEeCKOTo LIeHTpa sKcTpanipaMuIHO| MAaTOJIOTHH M OOTYIHHOTEPATTHH

7. 3axapoB J[lenuc BanepbeBuu, A.M.H., BeIyLIUHd Hay4YHbIH COTPYIHHUK, 3aBENYHOIIMM
OTJENICHUEM DPEaOMINTALUN TICHXOHEBPOJOTHYECKUX OOJNBHBIX HalnoHaIbHOTO MEIUIIMHCKOTO
HCCIIEA0BATENIBCKOTO LIEHTPA IICUXUATPUU U HEBposoruu uM. B.M. bexrepesa

8. KonoBanosa 3arumar HapumanoBHa, k.M.H., HeBpojor ILlentpanpHoro WHcTuTyTa
borynunorepanuu u AxryansHoit Hesponoruu (LI IbuAH), 3aciyxennslii Bpad PJ{

9. Kocrenko Enena BnamumupoBHa, 3amecTuTenb mpeacenartens pabodeld rpynmsl, 1.M.H.,
npodeccop, Kadenpa HEBPOJOTUH, HEUPOXUPYPrMM U MEIUIMHCKOM TEeHETUKH, Kadenpa
0OIIIECTBEHHOTO 3/J0pOBhsI W 3apaBooxpanenus uMm. akan. FO.II. Jlucunpina OrAOY BO
"Poccuiickuii HalMOHATBHBIM HCCIEIOBATEIBCKANA MEIUIMHCKUN yHuBepcuter wumeHu H.M.
[Tuporosa" MunuctepctBa 31apaBooxpaHeHust Poccuiickoit ®enepanuu, [naBHBIA Hay4HbBIN
COTPYIHMK OTJENIa MEIUIIMHCKOW pealunutaiuu, 3aBenyromas ¢umuaaom N 7 TAY3 MHIIL]
MPBCM /I3M

10. KotnspoB Banepuii BHKTOpOBMY, K.M.H., PYKOBOIUTEIb OTAEIA MEIUIIUHCKON
Meronosiornn HM® "Heliporex", meBponor Ilaruropckoro meaunuHckoro nenrtpa "[lonuknmHanka"

11. KpacaBuna Jlmana AJjekcaHIpoBHA, A.M.H., Tpodeccop, 3aBemyromas Kadempoit
TpaBMmaToJioruu, oproneauu, MCO, nporesupoBanus u peadbunurtanun OI'BY 10 CIIOUYBOK
Muntpyna Poccun

12. HesnmopoBuna Bukropus ['eHHanbeBHA, K.M.H., 3aBEIylollas HEUPOXUPYPrUYECKUM
otaenenueM N 2, Poccuiickuii Heipoxupyprudeckuii mHCTUTYT uM. npod. A.JL. TlomenoBa —
¢umuan ®I'bBY HMUIL] um. B.A. Anmazosa (. Cankt-IletepOypr).

13. ITaBmoB Hwukonait AnekcaHapoBWY, K.M.H., BEIYIIMA HAYYHBIA COTPYAHHK Kadeapbl
HEBPOJIOTUH, HeWpoxupypruu u meauuuHckod reHetnkn @OIAOY  BO  "Poccuiickuii
HAIIMOHAJBHBIA UCCIENOBATENbCKUN MEIUUMHCKUM yHuBepcuter wumenun H.M. Iluporosa"
MunuctepctBa 3apaBooxpaneHusi Poccuiickorn denepanuu, 4ieH npe3uanyma Bcepoccuiickoro
oO11ecTBa HEBPOJIOTOB.

14. TloxaboB JImutpuii BnagumupoBud, 1.M.H., mpodeccop kadeapsl HEPBHBIX 00JIe3HEH C
kypcoM [10O ®I'bOY BO "KpacHosapckuii rocyaapcTBEHHbIN MEAUIIMHCKUNA yHUBEpcUTET M. B.D.
Boitno-fcenenkoro" MunuctepcTBa 3apaBooxpaHeHuss Poccuiickoir depeparuu, IUPEKTOP
IlenTpa MHHOBAIMOHHON HEBPOJOTHH, SKCTpANUpPaMUIHBIX 3a00JeBaHUN U OOTYIMHOTEpANUU
OCHKI] ®MFBA Poccun

15. Paunn Angpeit IletpoBud — a.M.H., mpodeccop, 3aMeCcTUTENh TUPEKTOpa MO HAaydyHOM
pabote, 3aB. OTJEIOM HelpopeadmIMTalMu ¥ KIMHU4Yeckor rcuxosniorun ®I'BY "HannonanpHbIi
MEJUIIMHCKUI HCCIEeNOBATeNIbCKUM I[EHTp peadmiuTanuu U KypopTojorun" MuHucTepcTBa
3npaBooxpaHeHus Poccuiickoit denepanun.

16. Tumep6aeBa Cocdus JleonunosHa, a.M.H., HeBposior denepaibHOr0 roCyAapCTBEHHOTO
aBTOHOMHOTO yupexxjaeHuss "HanuoHanbHbII MenuKo-uccienoBarenbckuii 1eHtp "JleueOHo-
peabmnTalMOHHBIA 1EeHTp" MuHucTepcTBa 3/1paBooxpaHeHus Poccuiickoit ®eneparuu, Bulle-
npe3uneHT MOOCBT

17. Tomckuii Anekceil AnekceeBUY, K.M.H., CTapIIMN HAY4HBI COTPYJHHUK, PYKOBOAMUTEIb
rpynnsl QyHKIMOHaIbHON HeMpoxupyprun ®I'AY "HMMUL Helipoxupypruu MMEHH akaJeMHKa
H.H. Bypaenko" MunucrepctBa 3apaBooxpanenus Poccuiickoin @enepanyu

18. decron Anaromuit [mutpueBnu — A.M.H., H.0. pupekropa PI'BY "HaunonanbHbii
MEIUUMHCKUI HCCIe0BaTeNbCKUA LEHTp peadbuiuTanuu U Kypoprosoruu" MuHHCTEpCTBA
3apaBooxpaneHus Poccuiickoin denepaunu

19. XacanoBa J[luna PyctemoBHa, I.M.H., mpodeccop, TIaBHBIM CHEMUATHCT IO
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aHrMoHeBpoJoruu MuHHCTEpCTBA 3apaBooxpanenus Pecydnuku Taraperan, npodeccop kadenps
HeBposorun u HeWpoxupyprun PIIK u IIIIC ®I'BOY BO "Kazanckuii rocynapcTBEHHBIN
MEIUIMHCKUI yHHUBepcuTeT" MuHHcTepcTBa 31paBooxpaHeHus Poccuiickoil denepauuu, 4ieH
npasiieHns HanmoHansHOM acconuanuu mo 60pb0e ¢ MHCYIBTOM.

20. XartpkoBa CBernmaHa EBreHneBHa, I.M.H., mpodeccop, 3aBEAYIOIUN OTIEICHUEM
peadwmMTanMu ¢ HapylmieHneM (QYHKIUH [EeHTpaIbHOM M mnepueprudeckoil HEPBHOUM CHCTEMBI,
IJIABHBIM BHEWITAaTHBIA HEBpoJor PdenepallbHOro TOCyJapCTBEHHOIO ABTOHOMHOIO YYPEKICHUS
"HanmoHabHBIA ~ MEIMKO-HCCIE0BATENbCKUN  1eHTp "JleueOHO-peaOuauTannoHHbIA  1eHTp"
Mununcrepcrsa 3apaBooxpanenus Poccniickoit denepanyu

21. MuxxepumoB Padus Kauposuy, n.Mm.H., HeBposor I'bY3 "T'opoackas nonukinuauka N 166
JlenaprameHTa 31paBoOXpaHeHus T. MOCKBBI", TJIaBHBIM HEBPOJIOT HOKHOTO aIMUHHUCTPATUBHOTO
oKpyra r. MockBbI

Kondmukr unrepecos

Unensl paboueil rpynnbl 3asBUIM 00 OTCYTCTBHM (PMHAHCOBOM WJIM HeMaTepUaIbHOU
3aMHTEPECOBAHHOCTH IO Te€M€ pPa3pabOTaHHOM KIMHUYECKOW pekoMeHaauuu. Ynen(pl) paboueit
Ipynmnsl, cooOuuBIIKE 00 OOCTOATENbCTBAX, KOTOPbIE MOTYT MOBJE€Ybh 3a CO0OM KOHQIMKT
MHTEPECOB, ObLI(M) UCKIIOUEH(bI) U3 OOCYXJIEHUS PA3/eOB, CBA3AHHBIX C 00JACThIO KOH(IIMKTA
HUHTEPECOB.

[Tpunoxxenue A2

MeTtonoJ10rusi pa3padoTku KIMHAYECKHX PeKOMEH AU

LleneBas ayanTopus AaHHbIX KIMMUMHU4YeCKUxX peKomer,auMil:

. Bpauu-neBposoru

. Bpauu-ueiipoxupypru

. Bpauu-odransmonoru

. Bpaun no meauuuHCcKoN peabuinTanuu
. Bpaun-tepaneBTsl

. Bpauu o0meli mpakTuku (ceMeiHbIe Bpaun)
. Bpaun-oTopuHonapunroaoru

. Bpauu-nenuarpel

. Bpaun-tpaBmaTonoru-opTomneast

10. Bpaun-cTomarosioru

11. CmexHble CriennaInucThbl

O 01O\ B~ WK —

Tabnuua MN1. Lkana onpepeneHusi YpoBHA OOCTOBEPHOCTUM [OKa3aTenbCTB
(YAA) ana ne4vyeOHbIX, peabunUTauMoHHbIX, NPOoPUNaAKTUHECKUX BMeLLaTe NIbCTB

YA Wepapxust Tn3aifHOB KIIMHUYECKUX HCCIEIOBAaHUMN 110 YOBIBAHHIO YPOBHS
JOCTOBEPHOCTH JI0Ka3aTeIbCTB OT 1 10 5

1 CucremaTnyecKui O630p pPaHAOMU3ZHUPOBAHHBIX KJIMHHUYCCKUX HUCCIIeNOBAaHUN C
INPUMCHCHUCM MCTaaHaJIn3a

2 OT,ZLeJ'ILHLIe PaHAOMU3UPOBAHHBIC KIIMHUYCCKUC HCCICHOBAHUA H CUCTEMATHUUYCCKUC
O630pLI HCCIIeIOBaHUM 000r0 111/13a171Ha, 3a MHCKIIIOUCHUCM PaHAOMHU3IHUPOBAHHBIX
KJIMHAYECKUX HCCIEeIOBaHUM C MMPUMCHCHUCM MCTAaaHAJIN3a
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3 HepanpomusupoBaHHble KIMHAYECKHE MCCIIECOBAHUS, B TOM 4YHCIE KOTOPTHBIE
UCCIIeIOBAaHUS

4 HecpaBuutenbHble HCCIENIOBAaHUS, ONHMCAHUE KIMHUYECKOTO CIydas WM CEpUu
CllydaeB, UccieloBaHue "cilydaii-KOHTPOJIb"

5 Nmeercss nmumbs 000CHOBaHME MEXaHHM3Ma JICHCTBUS BMEIIATENBCTBA (JOKIMHUYECKUE
WCCIICZIOBAaHUS ) WJIM MHEHHE DKCIIEPTOB

Ta6nuua MN2. Wkana ypoBHA y6eautenbHoctn pekomeHgauuu (YPP)
YPP Pacumgposka

A CunbHas pexkoMeHJanus (Bce paccMarpuBaemMble KpuTepuu 3GpPeKTUBHOCTH (MCXObI)
SIBIISIFOTCSL BaYXHBIMH, BCE HCCIIEIOBAaHHMS MMEIOT BBICOKOE WIIM YIOBJIETBOPUTEILHOE
METOJIOJIOTHYECKOE KAdeCTBO, WX BBIBOJBI 110 HMHTEPECYIOIIMM HCXOJAM SBIISOTCS
COTJIAaCOBAHHBIMH)

B VYcrnoBHas pekoMeHJanus (HE Bce paccMaTpuBaeMble KpUTepuH 3((HEKTHUBHOCTH
(WCXO0Bl) SIBIISTEOTCS] BA)KHBIMH, HE BCE UCCIICIOBAHIS HMEIOT
BrIcokoe Ui yI0BIIETBOPUTEITHHOE METOIOJIOTHIECKOE Ka4eCTBO H/HIIH
WX BBIBOJIBI TIO MHTEPECYIONUM HCXOaM HE SIBIISFOTCS] COTJIACOBAHHBIMH )

C Cnabasi pexkoMeHmanusi (OTCYTCTBHE JOKAa3aTelIbCTB HaJIekKaIIero KadectBa (Bce

paccMmarpuBaeMbie KpUTEepUU SPQPEKTUBHOCTH (HMCXOJBI) SBIISIIOTCS HEBAKHBIMH, BCE
WCCIICZIOBAaHUSI HMMEIOT HH3KOE€ METOIOJIOTHYECKOe KAa4eCTBO W WX BBIBOJBI 10
WHTEPECYIOIINM UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

[Tpunoxenne A3

CupaBouHble MaTepuaibl, BKJIIOYasi COOTBETCTBHE MOKA3aAHUI K NPUMEHEHH 0
U MPOTHBONOKA3aHMIi, CIOCO00B MPUMEHEHNSI U 103 JIeKAPCTBEHHBIX
NnpenapaToB, HHCTPYKIUH N0 NPUMEHEHHUIO JIEKAPCTBEHHOI 0 NMpenapara

Jleuenne JUCTOHHUH — KOMIIJICKC MepOHpI/IﬂTI/Iﬁ MCIUIMHCKOTO H IICHUXOJIOTMYCCKOI'O
XapaKTepa, HAIIPAaBJICHHBIX Ha TIIOJHYHO WK YaCTUYHYHO PEMUCCHIKO CHMIITOMOB JUCTOHUH,
KOTOpLIfI JOJOKCH BKIIFOYATh PAHHIOKO U CBOCBPCMCHHYIO NUAIHOCTUKY 3a6OHeBaHI/IH, KOPPCKIHUIO
BO3MOXXHBIX CI)YHKI_II/IOHaHBHBIX HapymeHm“I, MPpEAYIIPEIKACHUC U CHUXCHUC CTCIICHU BO3MOKHO I
HWHBAJIMJHOCTH, YJIYUYHICHUC KAUCCTBA KHU3HU, COXPAHCHUC pa6OTOCHOCO6HOCTI/I nanueHTa u €ro
COIHUAJIBHYIO aJallTallhuio B 06H_IeCTBO.

HaHHLIe KIIMHUYCCKHUEC PCKOMCHAAIUN paspa60TaHLI C Y4€TOM CJICAYIOIIUX HOPMATHBHO-
IPpaBOBbLIX JOKYMCHTOB:

1.

IIpuka3 MunucrepctBa 3apaBooxpaHeHuss P® ot 15 Hos6ps 2012 r. N 926n "O6

yrBepkaeHun llopsinka oOKa3aHMs MEOUIIMHCKOM MOMOIIM  B3POCIOMY HACEJIeHHMI0 MpHU
3a00JIeBaHUSX HEPBHOM CUCTEMBI";

2. Ilpuxa3z MunuctepctBa 3apaBooxpaHeHuss P ot 14 nexabps 2012 r. N 10471 "O6
yTBepkaeHun [lopsaka okazaHusl MEMIIMHCKOM MOMOIIM AETAM 10 npoduito "HeBposorus";

3. Tlpukaz Munucrepctsa 3apaBooxpaneHuss P® ot 31 wumronma 2020 r. N 788x "OO
yrBepkaeHun [lopsiaka opranu3anui MEIUIIMHCKOM peadmiinTau B3pocibixX'.

4. Tlpukaz MunuctepctBa 3apaBooxpaHeHuss PO ot 23 oxtabps 2019 r. N 878n "O6
yrBepkaeHuu [lopsiaka opraHu3anui MEIUIIMHCKOM peabunuTanuu aerei”
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AKTyallbHblE HHCTPYKLUMH K JIEKQpCTBEHHBIM IIpenaparaM, YIOMHUHAaeMbIM B JaHHBIX
KIIMHUYECKUX PEKOMEHIAINAX, MOKHO HaTH Ha caite http://grls.rosminzdrav.ru.

ANTOpUTMBI JCHCTBUI Bpaya 1Mo BEJICHUIO MarueHTa ¢ Jucronuei
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IIpunoxenue B

Yny4weHHyto BEpCTKy OT http://disuria.ru/ npeactasnsiet anteka "CemenHasa" https://anteka-omck.pdy/
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JIuCTOHUST  SBJISETCS HEBPOJOTUYECKHM 3a00JICBaHMEM C BEPOSITHOW TEHETHYECKOU
IIPEIPAcIOOKEHHOCTbIO M HM3KOM  II€HETPaHTHOCThIO.  HacuiabCTBEHHbIE — JABWXKEHHS,
MATOJIOTMYECKHE TI03bI, MBIIICYHbIE CIa3Mbl M 00JIEBOM CHHIPOM — OCHOBHBIC IPOSBICHUS
JIMCTOHWM — TIOJJIAIOTCS Tepanmuu OOTYyJMHHYECKHMM TOKCHHOM Tuma A**. Ilenp Tepanum —
JOCTUKEHHE CTOMKOM peMuccuu U BO3BpaT (COXpaHEHHE) COLMAJIBbHOM  aKTUBHOCTH.
borynuHnueckuii TokcuH Tuna A** — oOpaTuMblil OJOKaTOp CHHANTUYECKOM Iiepeaud B
XOJMHEPru4ecKUX U JAPYrUX CHHAIcCaX, JOKAJIbHOE BHYTPUMBILIIEUHOE BBEIACHHE KOTOPOTO
MPUBOJUT K JUIMTEIbHOMY pacciablIeHuI0 WHBELUPOBAHHBIX MBI M YMEHBIIEHHUIO 00JIEBOTO
cuaapoma. Ilocie BHYTPHKOKHOTO BBEICHUS OOTYIMHUYECKUM TOKCMHOM Tumna A** oTmeuaercs
YMEHBIIIEHHE TOTOBBIACNEHUS B 30HE€ HHBEKIMU. be3omacHocTh U 3(d(eKTUBHOCTH
O0TyIMHOTEpANH MOATBEPKIACHBI PE3YIbTaTaMU MEXAYHAPOAHBIX JI0KA3aTEIbHBIX UCCIIEI0BaHUM.
Cpok 3¢ deKkTUBHOTO JEHCTBUS TPOBEICHHONW HWHBEKIIMM MOXXET COCTaBUTh 2-4 wmecsna (B
HEKOTOpBIX Cly4asXx — 10 6 Mec), MOocjae Yero BO3MOXHO/HEOOXOIUMO IPOBEACHHUE MOBTOPHBIX
KypcoB JieueHus (2-6 mpouenyp 0otynuHoTepanuu B ron). IlonoxurenbHbli A3ppeKT oTMedaeTcs
Ha 7-14 nenp (mo 21 nus) nocne uHbekuuu. B cpok or 1 mo 30 nHel mocie NpoBeNEHHBIX
MHBEKIUN BO3MOKHBI BpEMEHHBIE HE ONAaCHbIE HEXKeJaTeNbHbIE SABJIEHUS (UX MPOSIBICHUS 3aBUCAT
OT 30HBI MHBEKIMH): 0O B MECTE€ HHBEKIIUH, TOJIOBHas 00ib, oOmias cimabocTth, ci1aboCTh
MHBEIMPOBAHHBIX MBIIIL, 3aTPyJHEHHE TJIOTaHMSA, CJIa0OCTh BEPXHETO0 BEKa, MHKPOI€MAaTOMBI,
CYXOCTh TIJjla3a, HEUYETKOCTh 3pPEHUs, aJlJIepruuyeckue peakuuu (OTEeKH, CbIllb, T'PUMIOINOJI00HbBIE
CUMITOMBI), ApPYrH€ CHUMIITOMBI, yKa3aHHbIE B HMHCTPYKIHMH K Mpenapary OOTYJIMHUYECKOTO
TokcuHa Tuma A**. [lo maHHBIM MEXIyHApOJHBIX HCCIEAOBAaHUN B HE3HAYUTEIBHOM YacTH
cllyuaeB HaONoaeTcsi HHU3Kas YYBCTBUTEIbHOCTh (HEUYBCTBUTEIBHOCTH) K Ipenaparam
OOTYJIMHMYECKOTO TOKCMHA ThUma A**, cHmwkeHue 3(G(OEKTUBHOCTH TIOCIE MHOTOKPATHBIX
UHBbEKUMHA. MeIUIMHCKUMHM TPOTHUBONOKA3aHUSIMU  (OTpaHUYEHUSIMH) K OOTYJIMHOTEpanmuu
SIBJIIIOTCSI: M3BECTHAS TUIEPUYBCTBUTEILHOCTH K JIIOOOMY M3 KOMIIOHEHTOB Mpernapara; CHHIPOMBI
MATOJIOTUYECKON MBIIIEYHOW YyTOMIISIEMOCTH (MUACTEHHUS, MUACTEHUYECKUE U MUACTEHOIO100HbIE
CUH/IPOMBI); JIEYeHHE aHTHOMOTHKAMU-aMUHOTIIMKO3UIaMu 3a 1 Hex 0 U 2 HeJl MOcCje MHBEKIUY;
HapylIeHHE CBEPTHIBAEMOCTU KPOBU; OEPEMEHHOCTh, KOPMJIEHHE IPYyJIbI0; OCTpoe 3abosieBaHUE U
cTanus 00O0CTPEeHHs XPOHUYECKHX 3a00JIeBaHUM; JIOKaJIbHBIA BOCIAIUTENBbHBIN Mpoliecc B MecTe
WHBEKIIHH.

JlonoJHUTENbHBIE PEKOMEHAALMH TIOCIIE€ MPOBEAEHUS MPOLEAYPHl U MEPHI 0 YIYUILIECHUIO
pe3yIbTaTOB OOTYIUHOTEPANIMU: COBEpLIATh AKTUBHBIE JBM)KEHUS MHBELMPOBAHHBIMU MBIIIIIAMU B
TE€UEHUE MEPBbIX YACOB MOCIE NHBEKIINHU, HE PEKOMEHAYETCS JIO)KUTHCS B TEUEHHUE 3-4 4acoB IOCIIE
MPOLEAYPbl; HE COrpeBaTh 00JACTh MHBEKIUU U OTPAHUYUTH MPHEM aJIKOTOJIsl B TeueHHe 7 THEl
MOCJIe UHBEKIINHY, HE OXJIaXKIaTh 0071acTh MHbEKIMU. B ciiydae pa3BUTHS HeXenaTeabHbIX SBICHUMA
cleayeT cooOmuTh 00 ATOM Bpauyy, MPOBOJMBIIEMY HHBEKIHMIO, WM Bpady, IPOBOISIIEMY
nucrnancepHoe HabmoaeHue. [Ipu BO30OHOBIEHUHM CUMIITOMOB JUCTOHUM W/WJIH TOSIBICHUU HOBBIX
CUMITOMOB CJeIyeT OOpaTUThCS K JedalleMy Bpady HAjs pelieHuss Bompoca o0 ouepeqHou
UHBEKIUU OOTYITUHUYECKOTO0 TOKCMHAa Tuma A**. ChnemyeT BBINOIHATH BCE PEKOMEHJAIIUU

JicHaimero Bpada 1o pea6I/IJ'II/ITaI_II/II/I nu HpO(l)I/IJ'IaKTI/IKC JAUCTOHHU U OOIMOJHHUTCIIbHBIC PCKOMCHAAIUN
[1, 3, 25].
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[Tpunoxxenue I'1-I'N

IIkanbl OEHKH, BOIPOCHUKH H APYIrHe OLeHOYHbIe HHCTPYMEHTbI COCTOSIHUA
NALUEHTA, IPUBEJICHHbIC B KIMHUYECKUX PEKOMEHIAUUAX

[Tpunoxxenue I'1

IIIkana cnacTuyeckoil kKpupouen 3anaanoro ToponTo

HazBanue Ha pycckoM si3bIKe: 1lIKaJla CHaCTUYECKOM kpuBouien 3anaaHoro TopoHTo
OpurunanbHoe 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 Basmnusuposana B PO.

Tumn: mkana olueHKH.

Ha3nauenue: OLICHKA TSAXKECTU CUMIITOMOB CIIAaCTUUECKOU KpHUBOLICH

Coneprxanne (11a0JI0H)

I-A MakcuManbHas II0ABHKHOCTE

1. Potauus 0 = oTcyTCTBYET

(TTOBOPOT BIIPABO HJIK BJIEBO) 1 = nerkas poramus (< 1/4 ammaurysr) (1-22°)
2 = He3HauuTenbHas portamus (1/4-1/2 aMIuIATYBI)
(23-45°)
3 = ymepennas portamus (1/2-3/4 amrmmutyner) (46-
67°)

4 = cunpHas potanus (> 3/4 ammmutyasl) (68-90°)

2. Jlatepokommmc (HaKJIOH BIpaBo wiH |0 = OTCYyTCTBYyeT

BJICBO, HE COIpOBOKAaroIIHiics | | = cimaboBbipaxenHsIii (1-15°)
MO THEMOM TIJICUA) 2 = ymepennsiii (16-30°)
3 = CWJIBHO BBIpaKeHHBIN (> 35°)
3. AHTEpPOKOJUTUC/PETPOKOJIITUC 0 = oTCcyTCTBYET
("a" wm "6") 1 = HEe3HAYNTEIBHBIN HAKJIOH M000PO/IKa BHU3
a) AHTEpOKOJUIUC 2 = YMEpEHHBIN HaKJIOH noa0opoaKa
0) Perpokosumc (mpubnu3uTensHO 1/2 aMIIUTYIbI)

3 = BBIp@XEHHBIH HAKJIOH MoAOOpoJKa (IMoa00POI0K
npUOIKAeTCs K TPY/IN)
0 = orcyrcTBYyeT

1 = He3HAUMTEIbHOE OTKIOHEHHE TOJIOBBI U IIEU
Ha3aJ, MoA00POJIOK MPUIOTHAT
2 = yMEpEeHHOE OTKJIOHEHHE TOJOBBl Ha3aj

(mpuOaM3UTENBHO 1/2 aMIUTUTYABI)
3 = BbIpa)XK€HHOE OTKJIOHEHHUE T0JIOBBI Ha3aJ (TOJIHAs
aMIUTUTYA JBYXKEHUS )

4. CnBur B CTOpPOHY (BIpaBo WK BieBo) |0 = OTCyTCTBYeET
1 = npucyrcTByer

5. CnBur Hazaj WM BOEpe] 0 = oTcyrcTBYyET
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1 = npucyrcTByer

I-b ®akTop TPOAOIKUTENHHOCTH (OaJil, COOTBETCTBYIOIIMI BBIOPAHHOMY BapHaHTY OTBETA,
CIIEYET X 2)

0 = oTcyTCcTBYET

1 = oTknoHeHue HaOmomaeTcss BpeMsi OT BpeMmeHu (< 25% BpeMeHH), NMPEUMYIIECTBEHHO
cyOMakcUMaabHOE
2 = OTKIOHEHHE HalmomaeTcsi BpeMst OT BpemeHu (< 25% BpeMeHH), MPEUMYIIECTBEHHO

MakCUMaJbHOE€ WM  OTKJIOHEHHWE HabOmojaercss nepuoaumdecku (25-50%  Bpemenn),
MIPEUMYIIECTBEHHO CyOMaKCHMAaIbHOE

3 = oTkIOHeHHe Habmojaerca mnepuogudecku (25-50% BpemeHM), NPEUMYLIECTBEHHO
MaKCUMaJbHOE WJIM 4YacTO BO3HHUKaromiee oTkioHeHue (50-75% BpeMeHu), MpeuMyIIeCTBEHHO
cyOMaKkcuMaabHOE

4 = gacto Bo3HHUKamIee oTkioHeHune (50-75% BpemMeHu), TpeUMyIIECTBEHHO MAKCUMATILHOE WITH
MMOCTOSTHHOE OTKJIOHEHUE (> 75% BpeMeHH), IPEUMYIIECTBEHHO CYOMaKCUMalIbHOE
5 = mocTosiHHOE OTKJIOHEHHE (> 75% BpeMeHn), MPEUMYIIECTBEHHO MaKCUMAJIbHOE

|-B BausiHue KOppUrupyrommx >kecToB U IpUeMoB

0 = moJyrHast KOPPEKITUS NP UCTIOIB30BAHUN KOPPUTHPYIOIIHX JKECTOB MIIH IPUEMOB

1 = gacTu4Has KOPPEKIHS PU MCTIOIb30BaHIH KOPPUTHUPYIOIINX KECTOB HITH TIPHEMOB

2 = He3HAYUTENbHAsI KOPPEKIIUS TIPU UCTIOIb30BaHUHN KOPPUTHPYIOIINX )KECTOB WIIM IPUEMOB HJIH
oTcyrcTBHE 3 (eKTa OT UX UCTOIb30BaAHUS

I-I" [Togpem mteua/cMeneHue mieda Brepe;t

0 = oTcyTCcTBYET

1 = wne3naunrtenbHbli (< 1/3 BO3MOXXHOW aMILTUTYIbI), HAOMIOJACTCS TEPUOAMYCCKH WIIU
MTOCTOSIHHO

2 = ymepeHHbIi (1/3-2/3 BO3MOKHOM aMIUIUTY/bI), HaOMIOAaeTCsl MOCTOSIHHO (> 75% BpemMeHH)
WJTU BBIPOKEHHBIN (> 2/3 BO3MOXKHOUW aMIUTUTY/IbI), HAOIIOAACTCS TIEPUOTUICCKA

3 = BBIpaKEHHBI, HAOIIOJaeTCS TOCTOSHHO

I-J1 AMmintyna asmxenust (6e3 TOMOIIHM KOPPUTHPYIOIIKX JKECTOB WM CIIEUATbHBIX IPUEMOB)

0 = cnoCOOGHOCTH BBITIOJHUTH MOJIHBIN TTOBOPOT T'OJIOBBI B TPOTHBOIIOJIOKHYIO CTOPOHY

1 = crmocoOHOCTh BBIMOJHUTH MOBOPOT T'OJIOBHI B MPOTHBOTIOJOXKHYIO CTOPOHY Jajiee CpeIaHeH
JINHUH, HE JOCTUTasi KpalHEH TOYKHU

2 = cnocoOHOCTh BBITIOJHUTH MOBOPOT TOJOBHI B IPOTHBOIOJIOXKHYIO CTOPOHY YyTh Jaiee
CpelHEN TUHUU

3 = cmocoOHOCTh BBIMOJIHUTH MOBOPOT TOJOBHI B IMPOTHUBOIOJIOKHYIO CTOPOHY HE Jajee
CpPEAVMHHON JTUHUU

4 = manMeHT MPaKTHYECKU He CIOCOOEH MOBEPHYThH OJIOBY B IPOTHUBOMOJIOKHYIO CTOPOHY

[-2K Bpemst Bpems1, B TeueHHe KOTOPOro MallMeHT B COCTOSIHUU YAEP’KaTh FOJIOBY B HOPMaJIbHOM
noJioxkeHu (+/- 10°) 6e3 moMoIy KOppUrHPYIOLINX 5KECTOB U CIIELUAbHBIX TPHEMOB

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

OO1as cTeneHb BRIPAXKEHHOCTH CIIACTUYECKOM KPUBOIIEH = cymMMa 0aiioB mo mokazatensiMm A-)K.
MaxkcumansHbIA Oaiut = 35.

Kmtou (untepnperanus): Illkana BxiarouaeT 3 pasjena, MO3BOJISIONIME OLCHUTh OTAEIbHbIE
aCTIeKTHI IepBUKATBHON AUCTOHUM: TspKecTh (0-35 6amnoB), naBanuau3anuio (0-30 6amioB), 606
(0-20 6amnoB). OneHka MPOU3BOIUTCS O KaxkaoMy paszneny mkaiasl TWSTRS HezaBucumo npyr ot
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Apyra, a 3areM Oajlbl CYMMHPYIOTCS, TaK YTO MaKCHMajibHas OIIEHKA B HMTOTEC MOXKET HMETh
pa3opoc ot 0 10 85 GayI0B, OTpaXkasi CyMMYy OIICHOK 110 3 pasjenam [28, 116]

[Mosicuenus. IlpumeHeHue mikanbl TpeOyeT crneruaabHoro oOyuenus. OreHka OaJIOB IO
IIKaJIe JI0 U MOC/Ie OOTYIMHOTEPAIIMH MO3BOJISCT OLEHUTH () ()EKTUBHOCTH MPOBEICHHOTO JICUCHHUS.

[Tpunoxxenue 12

BusyajibHO aHAJIOr0Basi IIKAJIa OLEHKH 0011

HazBanue Ha pycckom si3bike: BusyanbHo-ananorosas mkana 6oy (BAIID)

OpurunansHoe Ha3zBanue: Visual Analog Scale for Pain (VAS Pain)

Uctounuk: J Clin Nurs. 2005 Aug; 14(7): 798-804. doi: 10.1111/j.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/}.1365-2702.2005.01121.x

OdunmanbHblii caliT pa3paboTunkoB: BusyanbHas ananoroBas mkana (kak rpadudeckas
OIIEHOYHAs IKana) ObuTa BriepBble omyosmkoBaHa B 1921 rogy kommnanueidt Hayes&Patterson kak
HOBBI METOJ OIEHKH pabouynMXx WX HAYaJIbCTBOM; JIBa rojaa cmycTs Ppeitn npeactaBui Oosee
MOAPOOHBIM CIMUCOK TMPEUMYIIECTB ¢ HEJOCTAaTKOB BH3YalbHBIX aHAJIOTOBBIX IIKal. —
https://deru.xcv.wiki/wiki/Visuelle_Analogskala

[[Ixana B PO Banuau3upoBaHa, IjIs €€ UCMOJIB30BaHUS HE0OXO0MMO CIIealibHOE OOyUeHue.

Uctounnk: Meronuueckne pekomeHmauuu st [lunotHoro mpoekrta "Pa3zBuTue cuCTEMBI
MEIUIIMHCKON peabunutanuun B Poccuiickoit  ®Denepanmu" "IlpakThueckoe NpHUMEHEHHE
OIIEHOYHBIX ITKAJI B MEIUIIMHCKOM peadunutaruu', 2015 — 2016, c. 91

Tum: mkana OLeHKH.

Haznauenue: oneHka HHTEHCUBHOCTH 00JIH

Conepxxanne (mabnon): BAI mpencrtaBnsier coboit orpe3ok mpsmoit mamuHoM 10 cM. Ero
Hayajo COOTBETCTBYET OTCYTCTBHIO OOJIEBOTO ONIylieHUs — "Ooau Her" a KOHEYHas TO4YKa
OTpaKaeT MYYHTEIIbHYIO HECTEPIUMYIO 00Jib — "HeBbIHOCHMAs 00Jb". JIMHHS MOXKET OBITh Kak
TOPU30HTAJIBHOM, TaKk M BepTUKaIbHOW. [lammeHty mnpennaraercs chaenarb Ha HEW OTMETKY,
COOTBETCTBYIOIYI0O MHTEHCUBHOCTH HUCHBITBHIBAEMBIX UM B JaHHBI MOMEHT Oosjeil. Paccrosnue
MEXIy HadasioM oTpe3ka ("0omum Her") W CclIeJaHHOW OTMETKOW HM3MEpSIOT B CAHTHMETpPax H
OKPYTJISIOT A0 1enoro. Kaxaplii caHTUMETp Ha JIMHUU COOTBETCTBYET 1 Gaiy.

Kirou (untepmperarusi): BAILl 6onu uicnonb3yercs Uil OICHKW WHTEHCUBHOCTH Oonn Oe3
ydeTa ee IpUYUH U Jokanuzauud. OHa sBIseTCS CYObEKTUBHBIM MHCTPYMEHTOM OIICHKH OONH H,
TJIaBHBIM 00pa30M, UCTIOJIb3YeTCs Ui BEICHUS MAIlHEHTOM C OO0JIBIO.

Ecnu y GosibHOTO MMeeTcst 00J1eBOI CHHIPOM CIIEIyeT MPEIOKUTH OOTbHOMY BECTH JHEBHHK
0071 (ABaXKBI B JIEHb YTPOM U BEUE€POM OILIEHMBATh HMHTEHCUBHOCTH 00iu 1o BAIII u 3anuckiBath
3710). Micnonp30BaHne JTHEBHUKA OOJM IMO3BOJISIET JyYIlle OCO3HATH MPoOiieMy 00 MAlleHTOM U
TakuM 00pa3oM YCKOpHUTH Ipolecc n3baBieHuss oT Hee. To eCTh MCHOJb30BAaHUE THEBHUKA HE
TOJIBKO TIO3BOJISIET 0OBEKTUBU3UPOBATH 00JIb U MEPEKUBAHUS OOJIBHOTO, HO U 00JafaeT Je4yeOHbIM
s dekToM.

[Tosicuenus. Crnenyer oOpaTuTh BHMMaHHWE HEBpoJiora, 4To mpHu onenke no BAIIl Gomu
HEOOXOIUMO YETKO OOBSICHHUTH, YTO SIBJISETCS MaKCUMalbHOW WHTEHCHBHOCTHIO 0OJH, a dYTO
MOJIHBIM ee OTCYTcTBHEM. Tak 0 6amioB cTaBUTHCSA, KOTJa y OOJBHOTO HET HENPUSATHBIX OLTYIICHHUMA
U TIepeXUBAHUM, CBA3AHHBIX C 0ONBIO M Xopolnee HacTpoeHHe. 10 GanmoB — 3TO OYEHBb CUIIbHAS
00Jb, KOTOPYIO HEBO3MOXXHO TeprieTh. OHa HACTOJNBKO CHIIbHAs, YTO HE TO3BOJISET MAIEHTY
LIEBENIbHYTHCS WU TOBOPUTD.

ITpu oTmeTke 10 2 cM 60Ib KIaccupUIMpyeTcs Kak ciabas, oT 2 10 4 cM — yMepeHHasl, oT 4
10 6 cM — cunbHas, oT 6 10 8 cM — cuibHelmas u 10 10 cm — HeBbiHOCUMas1. Kak nmpaBuiio, Bce
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MAIMEeHThl, B TOM YHUCIIe U JIETH cTapiie S5 JieT, Jerko ycBanBawot BAILL, ogHako GOMbHBIM HHOTIA
ObIBaCT TPYIHO TMPEACTABUTH YPOBEHb CBOCH OOJM B BHJC TOYKM Ha MPSAMOW NHWHHH. B 3TOM
CUTYAIUH JIYUIlIe UCIIOIh30BaTh IU(PPOBYIO PEUTHHTOBYIO IITKATY OOJIU

[Tpunoxenue ['3

[Ixana o01ero KINHUYECKOro BIeYaATIeHUA

Ha3Banue Ha pycCcKOM sI3bIKE: IIKaJIa 00IIEero KIMHUYECKOTO BIICYATICHUS

OpurunansHoe HazBanue: Clinical Global Impression Scale

Ucrounuku: 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 BanmmmsupoBana B PO

Tum: mkaaa oneHKn

Hasznauenne: sBiseTcs Mepoﬁ OOCHKH TSKECTH CHMIITOMOB, pPCAKIIMM Ha JICHCHUC U
3¢ dEeKTUBHOCTH JIEYEHUS] B KIIMHUYECKOM NMpPaKTHKE M uccienoBaHusX. OHa mpeaHa3sHaueHa s
OlleHKH (DYHKIIMOHMPOBAHUS TAIIMEHTA JI0 U TOCJe Hadana npueMa jekapcts. [llkama Bximrogaer 3
nyHkrta oneHku: 1) Tsokects 6one3nu (CGI-S), 2) I'mobanshoe ynyumenue (CGI-1), u 3) Unaekc
abdextuBrOCTH (CGI-E, KOTOpPBIN siBNsieTcs mMepoi addekra jaedeHus U MoOOYHBIX 3PPEKTOB,
XapaKTEePHBIX JUIS IPErnapaToB, KOTOPbIe ObLIH BBeACHBI [117].

Coneprxanue (11adJIoH):

1. YuuteiBasg Bam OOMIMH KIMHUYECKHH OMBIT PabOThI C ATOM KOHKPETHON KaTeropuei
MAUEHTOB, HACKOJIbKO BBIPA)KEHHOHN BbI OLICHUTE TSXKECTh NCHUXUYECKOTO PACCTPONCTBA JAHHOTO
ManueHTa B HacTosIee Bpemsi?

bannbt CreneHp TSKECTU pacCTpOMCTBa

0. He mognaetrcsa orneHke

2. IlorpaHn4HO MEX Iy HOPMOM U pacCTPOUCTBOM
3. JIerkoe paccTpoicTBO

4. YMepeHHO BBIPaXKEHHOE PAacCTPONCTBO

5. BeIpaxkeHHO€ paccTpONCTBO

6. Tsoxenoe paccTpoicTBO

7. O4eHb TAKEN0€ pacCTPOMCTBO

2. OI.IGHI/ITC o6mee YIIYUYHICHUC COCTOSHUSA, HE3ABUCHUMO OT TOT'O, CBA3aHO JIK OHO, IO BallIEMy
MHCHHIO, UCKIIFOUUTCIIBHO C JICKAPCTBCHHLIM JICHCHUCM. OHCHI/ITC HaCKOJbKO OHO UM3MCHUIIOCH IIO
CpPaBHCHHIO C €T0 UCXOAHBIM COCTOAHUCM.

Bamner Orenka oOmIero ymyqiieHus

0. He nonnaercs oneHke
1. OueHb CUIIBHO YTyUIIMIOCH
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2. CupHO yIIy4IIHIOCH

3. MuHuMasbHOE YIy4llleHUE
4. be3 uameHeHui

5. MuHUMaNIbHOE YXYALLICHHUE
6. CWJIBHO yXyALIUJIOCH

7. O4ueHb CUIIBHO YXYIIIHIOCh

3. Mupekc 5((}EeKTUBHOCTU: OICHWUTE JTOT IIYHKT OCHOBBIBASICh TOJBKO Ha 3ddexre
JIEKapCTBEHHOIO CpezAcTBa. BpiOepute yciioBUs, KOTOpBIE JIydlle BCErO OIMCHIBAIOT CTEIEHb
TepaneBTHIECKOTo dPdexTa U MmoOOoUHBIX FPQPEKTOB, W 3ANMIIUTE YUCIO B TOJE, TAE 3TH JBa
MOKa3aTels IePECEKAIOTCS.

[Ipumep: TepaneBTHueckuil 3ppexT oneHuBaeTcs Kak "yMepeHHbI", a To0ouHbIe 3(PPEKTHI
OIICHMBAIOTCSI KaK '"HE OKa3bIBAIOT CYLIECTBEHHOTO BIUSHUS Ha (YHKIMOHAJIBHBIA CTaTycC
nanueHTa".

TepaneBTruueckuii 3pPext [To6ounbIe 2 heKTh

Het He oka3eiBaror OKa3bIBaroT

3HaunMblil 3HauuTenbHOE 1 2 3 4 ynydiieHue.

[TonHas niaKM MOYTH MOJIHAS PEMUCCHUS BCEX CUMIITOMOB

YMepennsiii YMepenHoe 5 6 7 8 ynydiieHue.

YacTtuyHas peMUcCusi CAMITOMOB

MuHuMalTbHBIN

HesznauurtensHoe 9 10 11 12 ynydmienne, KOTOpoe HE U3MEHSET CTaTyca yXo0/ia 3a MaleHTOM

be3 namenenuii mim yxyamenue 13 14 15 16

[Ipumeyanue: 0 — OTCYTCTBUE OLIEHKH

Kirou (uaTepnperanus): CGI onenuBaercs no 7-0ayuibHOM IIKaJie, MPU 3TOM IIKaJla TSHKECTH
3a00JI€BaHUsI UCTIOJIB3YET AUara3oH oTBeToB OT 1 (3mopoB) 10 7 (O4eHb CHIIBHO YXYAIINIIOCH).

Onenka CGI-C (Clinical Global Improvement or Change) Bappupytorcs ot 1 (O4eHb CHIIBHO
yiry4imiiock) 10 7 (O4eHb CHIIBHO YXYIIITUIOCH).

[Tosicuenus. OneHka OTBeTa Ha JIEYEHHE JOJDKHA YUUTHIBaTh, KaK TEPareBTUYECKYIO
3¢ dEeKTUBHOCTD, TaK U CBSI3aHHBIE C JIEYUeHHEM MOOOYHBIE SIBJICHUS U BappupytoTcs oT 0 (3Haunmoe
yIaydlleHne U OTCyTcTBUE M0004HbIX 3(hdexToB) mo 4 (be3 u3MeHeHMN WM YXYALIEHUE U
no6ounbie A(p(deKThl MpeBaNUpyOT Haja TepaneBTudeckuMm sddekrom). Kaxapiii mynkr CGI
OIICHUBAETCS OTMEIBHO; MO LIKaJe HE OLICHUBAETCS CyMMAapHBIN Oall.

CrnosxHocTb npoBeneHust Manunynsuuu bT npu repanuu nuctonuit

Hpouenypa TCpalli pa3IMYHbIX BUI0B ,Z[I/ICTOHI/Iﬁ IIpu IIOMOIITKU 60Ty.]'II/IHI/I‘IeCKOFO TOKCHHAa
tHHa A** gBIsSeTCS CIOKHBIM BBICOKOTEXHOJIOTHYCCKUM METOJOM OKa3aHus MeIUIMHCKOM
IIOMOIIH, KOTOpBIfI Tpe6yeT CliICIaJIbHbBIX YCJ'IOBI/Iﬁ u O60py,HOBaHI/I$I AJIs1 TPOBEACHUS ITPOLCAYPHBI,
BLICOKOKB&JII/I(I)I/IL[I/IPOBEIHHLIX CIICIUaJIMCTOB. Bpaq, HpOI/I3BO,I[}IIHHI>'I HHBCKIUIO 60Ty.]'II/IHI/I‘-IeCKOFO
TOKCHHA THIIAa A**, JOJIKCH BJIAZICTh 3HAHUAMU U IIPAKTUYCCKUMHU YMCHHUAMHU BBICOKOT'O Ka4CCTBaA,
HpOfITPI CIICHUaJIM3NPOBAHHOC 06yquI/Ie o MpOBECACHHUID MUWHBCKIHUU U COIIYTCTBYIOIIUM
MmetoaukaMm. [loaroropka Kk MHBEKIHMH IOJDKHA BKIIOYATh B ce0s1 MCIOJIb30BaHUS COBPEMCHHBIX
METOAUK KIMHUYECKON OIGHKH IHCTOHHU (I/ICHOJ'IL3OBE[HI/IC CricuaJIN3UPOBAHHBIX I_I_IKaJ'I), YMETH
OCYIICCTBUTD BBI60p TApreéTHbIX MBIIII] I WHBEKIUN U PCKUM JO3UPOBAHUA IIPCIiapara,
OMpCACIICHUC HCO6XOIII/IMOCTB CONNYTCTBYIOIIHUX MCTOAUK JICUCHUA. Hpouecc INOATOTOBKH K
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WHBEKIUU JIOJDKEH 3aHUMATh JIOCTATOYHBIN MPOMEKYTOK BPEMEHU BBUIY MPSAMOU KOPPEISIHH C
YCIIEITHOCTBIO MPOBEACHUS Mpoueaypbl. OCOOCHHO BaKHBIM KOMIIOHEHTOM MPOIEAYPHI SBISETCS
WCIOJIb30BAHNE METOJIOB KOHTPOJISI MPOBEACHUS MHBEKIHMA. MEIUIIMHCKOE YUPEKICHHUE TOJDKHO
OBITh OCHAIICHO CHEIUAIBHBIME MPUOOPAMH, MO3BOJISIFOIIUMU MPOBOJNTh WHBEKIIUU C BBICOKOM
touHocThio (DOMI -ammapar, Y3U-anmapat). Bpau nomwkeH Biaaerb MeTOAWMKaMHU pPabOThI Ha
amnmapartax Jjis BH3yalHW3alldd TOYHOCTH WHBEKIMHA. TakuM o0pa3oM, Mpoueaypa MpOBeICHUS
WHBEKIIUN OOTYJTMHHYECKOTO TOKCHHA TUTAa A** mpu Tepanuu JUCTOHUHN Pa3IMIHBIX THUIIOB — 3TO
MaHUITYJISAIUs, TPeOyromas JJOCTaTOYHBIX BPEMEHHBIX 3aTpaT, HEOOXOJUMOTO TEXHHYECKOTO
OCHAIIICHUS ¥ KBaTUHUIMpOBaHHOTO cnenuanucta [16, 30, 34, 35, 38].

Hogeie, nuznannsie B 2020-2021 rr. u opunmansHo yrBepkaéHHbIe MuH3gpaBoM PO,
KIIMHUYECKHE peKOMEHAANHU (PyKOBOJICTBA, MPOTOKOJIBI JICUEHHS) — HA HAILIEM caiTe.
HNHTtepHeT-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu roe-to keM-To JaHHBIN TOKYMEHT OB paHee pacrieyaTaH, JaHHOe n3oopakenne QR-koma
IIOMOYET BaM OBICTPO MEPEHTH IO CChUIKE ¢ OYMaKHOW KO — B HEM HaXOJMUTCS 3Ta CChLIKA.

45 n3 45


http://disuria.ru/
https://аптека-омск.рф/
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54

	Список сокращений
	Термины и определения
	1. Краткая информация по заболеванию или состоянию (группы заболеваний или состояний)
	1.1. Определение заболевания или состояния (группы заболеваний или состояний)
	1.2. Этиология и патогенез заболевания или состояния (группы заболеваний или состояний)
	1.3. Эпидемиология заболевания или состояния (группы заболеваний или состояний)
	1.4. Особенности кодирования заболевания или состояния (группы заболеваний или состояний) по Международной статической классификации болезней и проблем, связанных со здоровьем
	1.5. Классификация заболевания или состояния (группы заболеваний или состояний)
	Клиническое значение классификации дистоний и характеристики отдельных форм
	I направление классификации: клинические характеристики дистонии
	Временная структура
	Сопутствующие особенности

	II направление классификации: этиология
	Врожденная или приобретенная форма



	1.6. Клиническая картина заболевания или состояния (группы заболеваний или состояний)
	Клинические особенности отдельных форм дистонии


	2. Диагностика заболевания или состояния (группы заболеваний или состояний) медицинские показания и противопоказания к применению методов диагностики
	2.1. Жалобы и анамнез
	2.2. Физикальное обследование
	2.3. Лабораторные диагностические исследования
	2.4. Инструментальные диагностические исследования
	2.5. Иные диагностические исследования
	Факторы риска развития дистонии
	Критерии установления заболевания или состояния
	Дифференциальный диагноз


	3. Лечение, включая медикаментозную и немедикаментозную терапии, диетотерапию, обезболивание, медицинские показания и противопоказания к применению методов лечения
	Модели пациента
	3.1. Консервативное лечение
	3.2. Хирургическое лечение

	4. Медицинская реабилитация, медицинские показания и противопоказания к применению методов реабилитации
	5. Профилактика и диспансерное наблюдение, медицинские показания и противопоказания к применению методов профилактики
	6. Организация оказания медицинской помощи
	7. Дополнительная информация (в том числе факторы, влияющие на исход заболевания или состояния)
	Критерии оценки качества медицинской помощи
	Список литературы
	Приложение А1
	Приложение А2
	Целевая аудитория данных клинических рекомендаций:
	Таблица П1. Шкала определения уровня достоверности доказательств (УДД) для лечебных, реабилитационных, профилактических вмешательств
	Таблица П2. Шкала уровня убедительности рекомендаций (УРР)

	Приложение А3
	Приложение Б
	Приложение В
	Приложение Г1-ГN
	Приложение Г1
	Приложение Г2
	Приложение Г3


