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Cnmcoxk coxkpameHui

BCII — 6nedapocnazm

BT — 6oTynuHoTepanus

BTA — OorynuHuueckuit TOKCHH Thma A**

BAIII — Bu3yanbHas aHajoronas 1kasia

BUY — Bupyc nMMyHOAE(DUITUTA YETTOBEKA

BO3 — BcemupHas opranu3zaius 31paBoOXpaHEHUs

I'AMK — ramma-amMmuHOMACIIIHAs! KUCIOTA

JNODA — nodamun

EJl — equanna BTA

KT — xoMnbrorepHas Tomorpadus

JIJI - napuHreanbHas 1MCTOHUS

JIOK — neuebnast puskynbTypa

Mr — MunurpamMm

CYT — CyTKH

M3 P® — muHHCTEPCTBO 3ApaBooxpanenus Poccuiickoii peneparuun

MKB 10 — mexxayHapoaHas knaccudukanus 6onesneid 10-ro mepecmMoTpa

MK® — mexayHapoaHas kiaccupukanus GyHKIMOHUPOBAHUS

MOOCBT -  MexperuoHanbHas  OOILISCTBEHHAass ~ OpPTraHU3alMsl  CICIUATHNCTOB
O0TyJIMHOTEpAUH

MPT — MarHuTHO-pe30HAaHCHAsA TOMOTrpadus

OM/I — opomanauOyisipHasi AUCTOHUS

C-M — CUHAPOM

V3U — ynbTpa3ByKoOBOE UCCIIEIOBAHUE

®3-323 — penepanbhbiii 3ak0H N 323 «O06 oCHOBaX OXpaHbI 3I0POBHSI»

¢GMPT — yHKIIMOHATEHAS MAarHUTHO-PE30HAHCHAS TOMOTpadus

/] — uepBukaibHask TUCTOHUS

ITHC — nenTpanbpHas HEpBHas CUCTEMA

OMI — snextpomuorpadus

OMI -anmapar — snekrpoMuorpaduieckuii anmnapar

ANN — AmepukaHckas AKazeMusi HEBpPOJIOTHH

COST — European Dystonia Cooperation in Science and Technology

DBS — Deep Brain Stimulation (riy0okasi CTUMYJISIIHS MO3Ta)

TWSTRS — mikana 3anagnoro TopoHTO 1O OlLIEHKE TsXKeCTH cUMITOMOB 11/

** _ JKU3HEHHO HEOOXOIMMBIC U BKHEUIITUE JIEKAPCTBEHHBIC MTPEIapaThl



TepmuHbI M onpeae/ieHUs

Baedapocnazm — dokanpHas ¢dopma MBIIICYHOW JUCTOHHH, XapaKTEPHU3YHOIIAsCs
YCHJIEHHBIM MOPIaHUEM U HENPOU3BOJIBHBIMU 3aKMYPUBAHUSAMH IJ1a3.

JAMCTOHMST — [IBUTAaTE€IbHOE PACCTPOMCTBO, XapaKTEPHU3YyIOLleecs CTOWKUMH WIH
HEPEryJIpHbIMU MBILIICYHBIMU COKPAILEHUSMH, 00YCIOBIMBAIOIIUMH NOSABICHHUE MAaTOJOTMUYECKHX,
KaKk TpPaBWIO MOBTOPSIIOIIMXCS, [JBW)KCHHUH W/WIM TATOJOTUYECKUX 1103, HapyIIAroIInX
oIpeJieNIeHHbIE IEHCTBHSI B BOBJIEUEHHBIX 00JIACTSX Tela.

YPpOBHH J0CTOBEPHOCTH A0KA3ATENbCTB — OTPAXKAKOT CTEIEHb YBEPEHHOCTH B TOM, 4TO
HailieHHbIH 3 (ekT OT MpUMEHEeHUs] MEAULIMHCKOW TEXHOJOIMM SBJISETCS MUCTUHHBIM. COrslacHO
ANUAEMUOJIOTMYECKUM IPUHILIUIIAM, JOCTOBEPHOCTD JOKA3aTEIbCTB ONPEAEIAETCS MO 3 OCHOBHBIM
KpUTEpUSIM:  KAYECTBEHHOM,  KOJMYECTBEHHOM  XapakTEpUCTHKaM H COrJIACOBAaHHOCTH
JIOKa3aTEeIIbCTB.

YpoBHH yOenMTe/JIbHOCTH PeKOMeHJalMii — B OTJIMYME OT YPOBHEHW JIOCTOBEPHOCTH
JI0Ka3aTeNIbCTB  OTPAXKAKOT CTENEHb YBEPEHHOCTH HE TOJBKO B JIOCTOBEPHOCTH 3(dekra
BMEILIATEIbCTBA, HO U B TOM, YTO CJIEJOBAaHUE PEKOMEHAALMAM IPUHECET B KOHKPETHON CUTYallHUH
OoJIbLIIE MTOJIB3bI, YEM HETaTUBHBIX NOCIEACTBUM.

LepBuKajbHas TUCTOHMA (CHAcTHYecKasi AUCTOHUSA) — (poKanbHas (opMa MBIIICYHON
JMCTOHUH, XapaKTEPU3YyIOIAsCsl HEMPOU3BOIbHBIMY COKPAILIEHUSIMU MBIILIL IIIEU ¢ (POPMUPOBAHUEM

MaTOJIOrMYCCKUX 1103 I'OJIOBBI U ICHU U APOKAHHUEM TI'OJIOBBI.



1. Kparkas uHdopManusa mno 3a00J€eBaHUI0 WJIH COCTOSIHUIO (TpyImime

3a200J1eBAHUIT UJIM COCTOSTHUI)

1.1 Onpenenenne 3a00J1eBAHUSA MM __ COCTOSSHUS _ (rpynnbl _3200J1eBAHUN _ MJIH

COCTOSIHMA)

JlucToHMsT — JABUTaTEIbHOE PACCTPOMCTBO, XapAKTEPU3YIOUIEECS CTOMKUMHU  WIIH

HEPEryJIpHbIMU MBILIIEYHBIMU COKpAILEHUSMH, 00YCIOBIMBAIOIIUMHU MOSBICHHUE MATOJIOIMUECKHX,
KaKk T[paBWJIO, TOBTOPSIOIIUXCS, JABWKCHHHA W/WIM TATOJOTHUECKHX 103, HAapYIIAIOUINX
oIpeJieNIeHHbIe IeHCTBUS B BOBJICUSHHBIX 00JIaCTAX Tea. JJMCTOHnYecKue IBUKEHUs], Kak MPaBUIIO,
OJIHOTHUIIHBI U UMEIOT BPAIATEIbHBIN XapaKTep, a TAKKE MOT'YT IPOSIBISATHCS TPEMOPOM. J(HcTOHNUSA
OOBIYHO NPOSBIISETCS WIN YCHUIMBAECTCS HPHU IMPOU3BOJIBHBIX JBM)KEHUSX M CONPOBOXKIACTCA

M30BITOYHOM akTHBanen Mol [1, 2, 3, 4].

1.2 DTHoJI0THs U NATOreHe3 32001eBaAHNSI MJIN _COCTOSIHUS (TPYNIbl 3200/1€BAHUH WJIN

COCTOSIHMA)

HpI/I‘lI/IHa PasBUTHUA JUCTOHUYCCKHUX CUHAPOMOB MOXKCT OBITH O6yCJIOBJ'IeHa BPOXKACHHBIMHA

U HaclIeJICTBEHHBIMU (PaKTOpaMH, a TaKKe MOXKET OBITh CIIECTBHEM pa3IUYHbIX 3a00JIeBaHUM
HEepBHOM cucreMbl. llepenaya mo HacaeACTBY MOMKET OCYILIECTBIIATHCS Kak II0 ayTOCOMHO-
JOMUHAHTHOMY, TaK U ayTOCOMHO-PELIECCUBHOMY TUIy. B monaBisoniemM OOJBIIMHCTBE CIIy4yacB

ATHOJIOTHS 3a00JI€BaHUS OCTAaeTCS HEBBISICHEHHOM. [1, 2, 3, 4].

1.3 Dnuaemuosorus 3a00/ieBaHMs] WJIH _COCTOSHUS (rpynnbl _3200J1€BAHMH _HUJIH

COCTOSIHMA)

JlucToHUsT 3aHUMaeT 3 MECTO Cpelu pa3IuYHbIX (OpM JABUTATENIBHBIX paccTpoucTB. Ilo

MUMECIOIIUMCSI OIICHKaM, PaclpOCTPAaHEHHOCTh JUCTOHUU MOXKET COCTaBIsATh 3 — 11 ciay4aeB Ha
100000 nHaceneHust Il T€HEPATU30BAHHBIX (OpM (HAYMHAIOIIMXCS daile Bcero Ha 1 — 2-om
JECATUICTHIX JKU3HU M HEPEJKO MMEIONIMX HACJIENCTBEHHYIO npuponay) u 30 — 60 ciaydyaeB Ha

100000 mis hokanbHBIX GOpM, KOTOpBIE MAaHUPECTHPYIOT 0OBIUHO B OoJiee mo3aHeM Bo3pacte [1,2,

3,4,5,6,7].

1.4 Oco0eHHOCTH KOANPOBAHUS 3200J1€BAHUS WJIH COCTOAHUA (rpynnbl 3200J1eBaAHUM

WIH COC TOSTHMI) 10 MexkTYHAPOIHOM CTATUCTHYECKOH Kaaccupukanum 00j1e3Heil M mpodJiem,

CBA3AHHBIX CO 310POBHEM

B HaHHBIX KIMHMYECKHX PEKOMEHJALUAX pacCMaTpUBAIOTCA AMArHOCTUKA M JICUYECHUE
IMCTOHUU TIpH crieaytomux 3aboneBanusx (mo MKB10):

JAucronus(G24):



G24.0 - lucronus, BbI3BaHHAsI JICKAPCTBEHHBIMHU CPEACTBAMU
G24.1 - Unnonatnueckas ceMelHast TUCTOHUSI

G24.2 - Unnonaruueckas HeceMeiiHast TUCTOHUS

(G24.3 - Cnactuueckasi KpuBOIIes

(G24.4 - UnuonaTuyeckasi poTo-JIMLEBast AUCTOHUS

G24.5 - bnedapocnazm

G24.8 - [Ipoune qucTOHUN

G24.9 - luctoHust HEyTOYHEHHAst

1.5 Kaaccudukauusi 3a00j1eBaHUS] WM _COCTOSSHUSL (TPyNnbl _3200J1€BAHUN MM

COCTOSIHMA)

[Tox pyxoBoacTBOM MeEIUITMHCKOTO MCCIEAOBATENIBCKOTO (POHIA TI0O M3YUYEHHUIO JUCTOHHH

(Dystonia Medical Research Foundation), O0venunenuss no wusydenuto aucroHun (Dystonia
Coalition), m EBponeiickoii opraHu3aiiy 1Mo COTpYIHHYECTBY B OOJIACTH HAYYHBIX HCCIICIOBAHUIA
JTUCTOHHMH U pa3pabotku TexHosoruit (European Dystonia Cooperation in Science and Technology,
COST) Obu1  chopmupoBan KonceHCycHBIE KomuTeT, mnpenctaBuBmmidi B 2013  HOBYIO
knaccuukanuo aucronuid [1]. Jannas kimaccudukammsi CTpOUTCS Ha 2 OCAX: KIMHUYECKHE
XapakTepucTUKu U dtHojiorus (tad. 1). KomOuHamms 3Tux IBYyX KaTeropuil ONMMCAaHUs MO3BOJISIET
OXBATHTh BCIO 3HAYMMYI0 MH(POPMAIMIO O JIOOOM TalHMeHTe, CTPAJAIOIIEM JHUCTOHHEH, U MOXKET
CITy’KUTh OCHOBOM 151 pa3paOOTKU CTpaTeruil Ui AadbHEUIINX UccaeloBaHUN U ieyeHus [1].

Tabauua 1. Knaccudukamus guctonnn [1]

I KninHuyeckue XapakTepUCTUKH TUCTOHUH
Knunuueckue ocobennocmu oucmonuu
Bo3spacTt, Ha MOMeHT Havasa 3a00J1eBaHus
* Pannwii netckuii Bo3pacT (OT pOXKACHUS JI0 2 JIET)
e Jlerckuii Bo3pact (ot 3 mo 12 ner)
* [TonpoctkoBblii Bo3pact (ot 13 1o 20 ner)
* Monono# B3pocisiii Bo3pact (ot 21 10 40 ner)
* B3pocnelii Bo3pacT (crapiie 40 ser)
Pacnpeznernenne nopaxeHHbIX 00JacTel Tena
» OokasbHOE
* CermMeHTapHO€E
* MynbTudokaabHOe
* ['eHepanm30BaHHOE (C BOBJICUYCHUE HOT/0€3 BOBJICUCHUS HOT')
* ['eMUAUCTOHUSA
Bpemennas ctpykrypa
* Teuenue 3abos1eBaHUs
- CrabunbHOe
- [Iporpeccupyromiee
* Buion3MeHs1eMOCTh
| - [lepcucrupyromas




- JleticTBue-cienuuyHas
- C cyTOYHBIMU KOJICOAaHUSIMU
- [Tapoxcu3manbHas
Conymcmsyowue ocobenHocmu
W3onupoBaHHas AWCTOHUS WM B KOMOWHAIMM C JPYTHMMH JIBUTATSIbHBIMA
paccTpoiicTBaMu

* M30nupoBaHHasi IUCTOHUSA
* KoMOWHUPOBaHHAS AUCTOHUS
Hanuuue npyrux HEBpOJIOTMYECKUX UM CUCTEMHBIX MPOSBICHUN
| * [IepeueHb COBMECTHBIX HEBPOJIOTUYECKUX MPOSBICHUM
II OTnosorus
Hapy1ieHnus HepBHOM CUCTEMBI
[Ipu3Haky nereHepaTUBHBIX HApyIICHUN
. [Ipu3Haku CTPYKTYpPHBIX (OOBIYHO CTATUYECKUX ) HAPYIIICHHIA
° . OTcyTCTBHME TPU3HAKOB JCTEHEpAIlMUd WJIH
CTPYKTYPHBIX HapyIICHUI
Bpoxnennas unm npuoOpeTeHHast
° Bpoxnennas
o - AyTOCOMHO-JJOMUHAHTHAas
- AyTOCOMHO-pelneccuBHast
- X-CUEIUICHHAs! PelEeCCUBHAs
- MuTtoxonapuaibHas
o [TpuoOperennas
. - [lepuHaranpHas TpaBMa roJIOBHOI'O MO3ra
- Madexmum
- JIekapcTBEeHHOE BO3/ICHCTBHE
- Tokcuueckoe Bo3aelicTBre
- CocyaucTele HapyIIEHUS
- Heomnnactuueckue HapyuieHus
- TpaBma rosioBHOro Mo3ra
- [IcuxorenHsle HapyLIEHUS
) Nmnonatnueckas
. - Cnopaauueckast hopma
- Cemeiinas popma

Kinnuyeckoe 3HaueHHe KJIACCH(PUKANUM JUCTOHUI M XAPAKTEPUCTHKH OTAEJbHBIX
dbopm

I HanpaB/ieHue ki1accupUKANUN: KIMHUYECKHE XaPAKTEPUCTUKU JUCTOHUM

Knaccugpukayua no eo3pacmy. llpu AUCTOHUHU, Pa3BUBAIOIICICS B JETCKOM BO3pacTe,
CylIecTByeT OOJbIas BEPOSITHOCTh YCTAHOBHUTH MPUYUHY, KPOME TOTO, TaKOW BUJ TUCTOHUU
XapaKkTepu3yeTcs 0oJbIel BEPOSITHOCTHIO MPOTPECCUPOBAHUS OT (DOKATLHON JOTeHEepATM30BAHHON
dopmel. [Ipu TuCTOHMHU, BO3HUKAIOIIEH B T€UEHHE MEPBOrO Toja KU3HU, UMEETCS OYeHb BBICOKAs
BEPOSITHOCTh HAIMYMSI B KAdyeCTBE OJTHOJOTHH BPOXKICHHBIX META0OJIMYECKUX HApPYIICHH.
JlucToHusi, KOTOpasi BO3HHMKAaeT B BO3pacTe OT 2 A0 6 JeT, MOXeT B OoIblIeil CcTerneHu

COOTBETCTBOBATh JUCTOHNYECKOMY lLiepeOpaabHOMY Iapajindy, OCOOCHHO €CIIH



OHa CJIEJIy€T 3a IIEPHOJ0OM 3aJepKKHU MOTOPHOTO pa3BUTHUSA. [[pyrue CHHAPOMBI TUCTOHUH, TAKHE KaK
JODA-3aBucuMas IUCTOHNUS, UMEIOT TEHIEHIIMIO pa3BUBAThCs B Bo3pacTte oT 6 1o 14 ner. Hakonen,
cropagudeckas (pokaipHas AUCTOHUS 0OBIYHO BO3HUKAET B Bo3pacte crapiie 50 nert. [1, 2, 3, 4]

Knaccugukayua c yuemom pacnpedenenus nopaxcenuwvlx oobnacmeit mena. Tepanus
BbIOOpA TNpuU JieuyeHUU (OKAIbHOM M CErMEHTApHOW IUCTOHUHU BKIJIIOYAET NPUMEHEHUE IPYTUX
MHOpEIAaKCaHTOB Tepudepudeckoro AeidcTBUsS — OOTYJIMHHMYECKOTO TOKCHMHA, TOTJa Kak IpH
IeHEpAIIM30BaHHON JTMCTOHMM 4Yallleé MCIIOJIB3YIOTCS CHCTEMHBIE JIEKAPCTBEHHBIEC Ipenaparbl WIN
xupyprudeckoe sedeHue (DBS - rmyOokas ctumymsius mosra, wid OakiodeHOBas ITOMIIA).
Pacnipenenienne BOBIEYEHHOCTH YacTEW Tella B IMATOJOTHMYECKUUA ITPOLECC MOXKET HU3MEHSTHCA C
TEYEHHEM BPEMEHHM, OOBIYHO MIPOMCXOAMT BOBJICUEHUE paHee HEMOPaKeHHbIX oO0acTel.
PacnipocTpanenne TMCTOHUHM MOKHO HA0IIOIaTh TIPU MOBTOPHBIX MEPUOTUIECKUX 00CIECIOBAHUSIX.

Boiaensior cnenyromue GopMbl TUCTOHUN B 3aBUCUMOCTH OT BOBJIEUEHUs o0acTel Tena.

. @oxkanvnas. BoBneueHa Toimbko ofHa  oOmacte  Tenma  (OGnmedapocmasm,
OpOMaHJUOYJIsIpHAsl JAWCTOHMS, LEPBUKAIbHAs AUCTOHUS, JIApUHI€albHAas IUCTOHUS M MHCUUN
cna3Mm). LlepBukanbHas TUCTOHUSA paccMaTpuBaeTcs Kak ¢opMa ¢GoKalbHON NTUCTOHUM HECMOTPS
Ha TO, 4TO B ()OPMHUPOBAHMHU JAHHOW MATOJIOTUU MOKET y4aCTBOBATh HE TOJIBKO IIEs, HO TaKKe U
J1eYo.

. Ceemenmapnas. TlopaxeHsl aBe W Ooyiee cMeXHbIE 007acTH Tena (KpaHUAIbHAS
TUCTOHMS, OuOpaxuaabHas TUCTOHUSA).

o Mynomughorxanvuas. TlopaxkeHsl 1Be U 0oJiee HECMEXKHBIE 00JIacTH Tena (JUCTOHUS
BEpXHEH U HIKHEH KOHEYHOCTEH, KpaHWaIbHas U HIDKHEH KOHEYHOCTH).

o I'enepanuzoeannas. BoBieueHO TyJOBHUINE W KaK MHHUMYM 2 Jpyrue oOnacTH.
I'enepanu3oBanHas (popma ¢ BOBJIEUEHHUEM HOTI pacCMaTPUBAETCS OTIENBHO OT (POPMBI AUCTOHHH,
MIPU KOTOPBIX HOT'M HE BOBJICKAIOTCA.

o T'emuoucmonus. 3aTpoOHYTO HECKOJIBKO 00JacTeit Tena ¢ ofHoi cTopoHbl. OOBIYHO
BTOPHUYHA 110 OTHOILIEHUIO K KOHTpaJIaTepaJbHOMY ITOBPEKICHHIO TOJIOBHOTO Mo3ra [1, 2, 3, 4].

Bpemennaa cmpykmypa

Boigensitor 4 Tuna BapuabenbHOCTH TEUCHHUS.

o Ilepcucmupyrowas: nposSBIIEHUS IUCTOHUM CTAOUIIbHBI B TEYEHUE BCETO JIHS.

. Heticmeue-cneyugpuunaa: TUCTOHUS TPOSBISIETCS TOJNBKO IPH BBINOJHEHUN
ONpPENCIICHHBIX NJEHCTBUIM WIIU 3aad.

o C cymounvimu konebanusmu: TPOSIBICHUS NUCTOHUU C 3aMETHBIMH CYTOYHBIMH

KOJICOQHHUSIMH YCJ'IOBI/Iﬁ BO3HHUKHOBCHUS, TAXCCTH U (1)€HOM€HOJ'IOFI/II/I.

o Ilapoxcuzmanvhas: BHE3AIHBIE CAMOCTOSTEIBHO Pa3pEIIafOIIAecs —3ITH30]IbI
JMICTOHUU, OOBIYHO HMHIYIHPYEMbIE MYCKOBBIM (DaKTOPOM, C TOCIEAYIOUIMM BOCCTAaHOBJICHHEM
HCXOJIHOTO HEBPOJIOTHYECKOTO cTaryca [1, 2, 3, 4].

ConyrcTBYOIIME 0COOEHHOCTH



o H3zonuposannas OucmoHus: JIUCTOHUS SIBISETCS €IUHCTBEHHBIM MOTOPHBIM
HapylLIeHHEM (HO MOKET BKIIIOYATh TPEMOP).

o Kombunuposannas  oucmomnus: coderaercs ¢ JAPYTMMH  JBUraTeIbHBIMHU
HapyLIeHUsIMH (TaKUMHU KaKk MUOKJIOHYC, TApKUHCOHU3M, U T.1.) [1, 2, 3, 4].

II HanpaBJeHue KIacCHPUKANNN: ITHOJTOTHS

[Ipu3Haku AereHepanny, BbIABISEMbIE HA MaKpPOCKOIHMYECKOM, MHUKPOCKOIIMYECKOM WIIN
MOJIEKYJISIPHOM YPOBHE, SIBJISIOTCS BaXXHBIM CIIOCOOOM pa3ieieHHsl pa3iuyHbIX (OPM AUCTOHUU Ha

noATpyHIibl C ACTCHCPATHBHBIMU U HCACTCHCPATUBHBIMU (bOpMaMI/I.

. Jlerenepanus (porpeccupyroliiee CTpyKTypHOe HapylIeHHEe, TAKOe Kak ru0esb
HEHPOHOB).
J Crarnyeckoe mOpaxkeHHe (HEMPOrpeccupyroliee HapyIIeHUe HEHpPOHAIBHOrO

Pa3BUTHUA UM PUOOPETEHHBIE TOPAKEHUS).

o OTcyTcTBUE MPU3HAKOB JETCHEPAIIMU WK CTPYKTYPHBIX Hapylenuii [1, 2, 3, 4].

Bposxaennas niamn npuodperennas gpopma

K epooicoennvim ¢opmam Ooucmonuu oTHOCITCS (OPMBI C JIOKa3aHHOW TEHETHYECKOU
3TUOJIOTUEN.

o AyTtocoMHO-foMuHaHTHas (opma. K 3Toil Kkareropum OTHOCHUTCS HECKOJIBKO
ayTOCOMHO-TOMHHAHTHBIX ¢opM, Takux kak DYT1 (OMIM #128100), DYTS (#128230), DYT6
(#602629), DYTI11 (#159900), ObicTpopa3BuBaIiascs aucToHus-napkuaconusm (DYT12,
#128235), wneiipodepputunonatuss (NBIA3, #606159), nentopyOpanbHas NalIuI0-THIOMCOBA
atpodus (#125370), u 6one3ns ['enrunrrona (#143100).

o AytocomHoO-perieccuBHas ¢opma. IlepeyeHb ayTOCOMHO-pEECCUBHBIX (QopM
BPOX/IEHHON JUCTOHUHM HENMpPEphIBHO pactmpsiercsa. Cpean 3TUX GopM MOMKHO BBIICTUTH 0OJIE3Hb
Bunbscona (OMIM #277900), PKAN (NBIA1, #234200), PLAN (NBIA2, #256600) 1 10BeHUJIbHBIi
napkuaconusMm 2 tuna (PARK2, #600116), Hapsity ¢ HeTbIM psSI0M METaO0JINYECKUX PACCTPOMCTB.

o X-cueruieHHasi perieccuBHas ¢opma. BpoknenHas auctoHusi ¢ X-CUEINJICHHBIM
HaclieIoBaHUEM BKIIouaeT Takue Gopmel kak curapom Jlrobar (LUBAG) (DYT3, OMIM #314250),
cunaapoM Jlema - Huxana (#300322) u cunapom Mop - TpanebGepra (Mohr - Tranebjaerg) (#304700).

o MuTtoxonapuanbHas popma. MUTOXOHApUANIbHBIE (POPMBI, Takue Kak cuHapomJles
(Leigh syndrome)(OMIM #256000) wnu cunapom Jlebepa c arpodueil 3pUTEIHHOTO HEpBa U
muctorueit (#500001), Taxke mpeacTaBisitoT co00i HaceayemMbie HOPMbI TUCTOHUH.

Knaccudukamus DYT mnpencraBieHa B AaHHOM cTaThe Kak IepedeHb, MOMOTAIOIIMA
Pa3IMYUTh MOATHUIIBI 32a00JIEBaHNS, HO HE KaK YacTh CHCTEMBI KJIaCCU(DUKAIINH.

IIpuobpemennvle ¢hopmvl TUCTOHUU BbI3BaHBI U3BECTHBIMH CIIEU(DUISCKIMH IPUIUMHAMHU.

o [lepuHatanpHas TpaBMa TOJIOBHOTO MO3ra: JIUCTOHMYECKHH IepeOpabHBIN
rapajiud, AUCTOHHUS C MO3AHUM HA4aJIOM.

o Wndexuus: BuUpycHBIM 5SHUIEPATUT, JeTapruuyeckuil sHUEePaNIuT, NOJO0CTPHIN



CKJIepO3UpYIOLIUi MansHIehanuT, BUpyc uMMyHoaeuiuta yenoseka (BUY), apyrue (TyOepkynes,
cuduiuc 1 T.1.).

o JlexkapcTBEHHOE BO3JEHCTBUE: arOHUCTHI 10(haMuHOBBIX perentopo, JJOIIA u ee
MIPOU3BOJIHBIC, AHTUIICHXOTHYECKHE CPEJICTBA, MPOTUBOAIIICIITHYCCKHIE MPErapaThl U OJIOKATOPHI
KaJIbIIMEBBIX KaHAJIOB.

J Tokcuueckoe Bo3aeiicTBHE: MapraHen, KoOaJlbT, CEpOyTiepol, IIMaHUIbI, METAHOJI,
aucybGUupaM U 3-HUTPOIIPOTIMOHOBASI KUCIIOTA.

J CocyaucTple HapyUICHHS: HWIIEMHS, KPOBOTEUYCHHE, ApTEPUOBEHO3HBIC IOPOKHU

pa3BUTHUS (BKIIFOYAst aHEBPU3MBI).

J Heomnactuueckue HapymeHus: OIyX0JIb TOJIOBHOTO MO3T'a U MApaHEOIIaCTHIECKU I
sHIIe(aTuT.
o TpaBma roJIOBHOIO MO3ra: TpaBMa TOJIOBBI, XMPYPrHUECKOE BMEIIATEIbCTBO Ha

TOJIOBHOM MO3T€ (BKJIIOYAs CTEPEOTAKCUUECKYIO IECTPYKIIHIO), a TAKXKE JICKTPUUECKasi TpaBMa.

o Ilcuxorennsle HapyeHUs ((GyHKIMOHATBHBIE).

Ecnu mpuunHa OUCTOHUU HE YCTAHOBJIEHA, OHA KIIACCUPHUIIUPYETCS KaK UOUONAMUYECKAsL.
Naunonatudeckasi TUCTOHUS B CBOIO OYePEIb MOXKET OBITh.

o Cnopaaudeckoii popmoii.

J Cewmeiinoit hopMoii.

B nanHyo KaTeropuio BXOASAT MHOTHE cCiy4dan (OKaIbHOM WM CerMeHTapHON
M30JIMPOBAHHON JMCTOHMHM C HadajioM 3a0oJieBaHUs BO B3pOCIOM Bo3pacte. Hambomee uacTwie
¢dbopMbl (hoKanbHOW AMCTOHHUH MOTYT MMETh CHOpaJudecKHil Wian ceMeiHblid xapakrep. [lo mepe
W3YYCHHSI U OTKPBITHS HOBBIX T'€HOB, OTBETCTBEHHBIX 3a PA3BUTHE NUCTOHHUH, HIUOTATUYECKUE
(dhopmbI MOTYT OBITH TIEpeKIaccuPUITMPOBaHbI B HACIEACTBEHHYIO dopmy [1, 2, 3,7,8,9, 10, 11, 12,
13, 14, 15, 16, 17, 18, 19, 20, 21]. Knaccudukanuss TUCTOHUN UMEET 3HAYCHHUE I aJIeKBaTHOTO

BEIACHU

ManueHTa, IPOTrHO3UPOBAHUSA TCUCHUS 3360J’ICB3HI/I$[, TCHCTUYCCKOI'O KOHCYJIbTUPOBAHUA W JICUCHUA.

1.6 Kinnanyeckass KApTHHA 3200J1€BaHUS WM _COCTOSIHMS (Ipynnbl 3a00JeBAHUI MJIH

COCTOSIHMA)

Knuangeckas KapTuHa XapaKTCPpHU3YCTCA COBOKYIIHOCTBIO MOTOPHBIX W HEMOTOPHBIX

nposiBjieHuil. Momopuvie npoaenenus, CBA3aHHbIE C JUCTOHMEH, NPOSBISIIOTCA 0OCOOOH
HEECTECTBEHHOM JMCTOHUYECKON 10301 C IUCTAIBHBIM TPEMOPOM WM 0€3 Hero, crenu(puaecKuMu
M30BITOYHBIMY JABMKEHUSIMA HA MUKE TUCTOHMYECKMX IBU)KEHUH, 3€pKaJbHBIMM JBHKCHUSIMHU Ha
IIOPAKEHHOU CTOPOHE IIPU BBINOJHEHUU JBWKCHUM KOHTPAJIATEPAIBHONW CTOPOHONM M HAJIMYHUEM
KOPPUTHPYIOUINX  JKECTOB  (CEHCOPHBIX  WJIM  AHTAarOHUCTHUYECKUX  JIBWKEHUM) Ui
YCTpaHEHUS/YMEHBIIEHUs] ~ NAaTOJIOTHYeCKOM  mo3bl  wnu  JBuxkeHus.  Hedeuzamenvnule

(HemomopHbie) cuMnmombl TUCTOHUU - OO0Jb, JENpPeccusi, TPEBOXKHOCTh, COLUANbHbIE (OOUU -



XapaKkTepHble KIMHUYECKHE NTPOSBICHUS, KOTOPbIE, HAapsAy C MOTOPHBIMU CUMIITOMAaMHU, COCTaBIISIOT
KIIMHUYECKYIO0 KapTHHY 3a00JI€BaHMs, CyIIECTBEHHO BIUSAIOT HAa KAUYeCTBO *KHU3HU MaluueHTos [1, 2, 3,
4,5,6,10, 11].

CuHApPOM IUCTOHMM HMMEET 3HAYUTENBbHYIO CTENeHb (DEeHOTUITUYECKOW H3MEHYMBOCTH C
YaCThIM COBIIAJICHUEM MEKAY Pa3IMYHBIMU CHHIpOMaMU. HeT maTorHoMOHMYHOIO IpeACTaBIeHus,
KOTOpOE JIOIYCKAET HaEKHbIE KIMHUKO-ITHOJIOTUYECKUE KOPPEIALNH, KaK JUIsl TEHETUUECKUX, TaK
U U sKosormdeckux ¢opm. HekoTtopble TunnyHble M 0oJjiee pacHpOCTPAHEHHBIE CHUHIPOMBI,
KOTOpBIE BCTPEYAIOTCS B KIMHUYECKOM NPAKTUKE, KPAaTKO OMMCAHBI 3/1€Ch B KaYECTBE NPHUMEPOB.
PaccmoTpenue 3TUX TUIIOB CUHAPOMOB IMCTOHUH PEKOMEHIYETCs KaK OOIIMM KITMHUYECKUH MOAX01,
UCIOJIb3YEMBIN Ul OKa3aHUs IOMOIIM B 3THUOJIOTMYECKOM JMAarHo3e JUCTOHMU. Vcronb3oBaHue
beHomeHomornyeckoi knaccupukanuu (tabd.1) MOMOXET pacrmo3HaTh CHUHAPOMBI JUCTOHUHM B
JMAarHOCTHUYECKH T0JIe3HbIe (PeHOMEHOJIornueckue kareropuu [1].

Kiannunyeckue 0cod0eHHOCTH OTeJbHBIX (OPM IMCTOHUM

IlepBukanbHasg aucToHus, OnedapocnasMm M MUCUUM cHa3M SBISAIOTCS HauOoJiee 4acThIMU
dopmamu (oxanpHONW aucTOHMH. bonee peaxkumu QGopMaMu SBISIOTCA OpOMaHAMOYJIspHAas,
JapuHreanbHas, papuHreanabHas U GokanabHasi JUCTOHUS CTONBI. DOKabHbIE JUCTOHUH MOPAKAIOT
JIMI] TPYAOCIIOCOOHOTO BO3pacTa, BBHICOKA CTENEHb COIMAIBHOW Je3ajanTallid U WHBAIUIU3ALUN
MAlUMEHTOB BCJIEJICTBUE (QOPMHUPOBAHUS Y HHUX BBIPAKEHHOTO (PYHKIMOHAIBHOTO JedeKkTa
(yaepxkaHusl TOJIOBBI B MPSAMOM IOJOXEHUU — MPU LEPBUKAIBHON AUCTOHUM, (YHKIMOHAIBHON
«CHenoTh» - npu Onedapocnasme, HapylIeHUsI TMCbMa — MPU IMUCYEM CIIa3Me, HapyIIEHUs pedH,
KEBAHUS U ITIOTaHUS — [IPU OPOMaHAUOYIISIPHOM 1 (apuHIeanbHOM AUCTOHUM, FOJI0C000pa30BaHus

— IIpH JTapUHTeaIbHON qucToHuH) [1, 3, 22].

HepBukaabnasa aucronus (L1J[), i cnactuueckast kpuBolles, SIBISETCA CaMOl 4acTou
¢dbopmoil MpiieyHoit auctoHuu. LI/ xapaxkTepusyeTcss HENPOU3BOJIBHBIMU COKPAILIEHUSIMU MBbIIIIIL
IIeH U IJIeYa, YTO MPUBOJUT K AHOMAIBHBIM [103aM H/HJIM IBHKEHUSM IIIEH, TUieYa U roJIoBHI [23].
Jlna 1J] xapakTepHO BOBJIEYEHHE B TMIIEPKWHE3 OIPAHMYECHHON TPYMIBI MBI €W W 3aThUIKA.
BoBnedenne Ml 1ien (MPOSBISIONICECS B PA3jIMYHON CTENEHH) NPUBOJUT K Pa3BUTHUIO
MIaTOJIOTMYECKUX TOJIOKEHUH TOJIOBBI, IIEU U IIJIeY, Yalle BCEr0 CONPOBOXKIAIOIIMUXCS TOBOPOTOM
BOKPYT' TOPU3OHTAIBHONM OCH (TOPTUKOJIUC) W JTUCTOHUYECKUM TPEMOPOM TOJIOBBHI, KOrja
HaOJIOTACTCS COKPAIIEHUE U MBIIII-aHTarOHUCTOB. boH B mIeitHOM, 3aThIIIOYHOMN, TUIEBOM 00JIacTH,
HabmoatoTes B 75% cirydaeB. B BOBI@UEHHBIX MBIIIIAX Pa3BUBAIOTCS MUO(ACIIHAIbHBIE CHHIPOMBI
C TUMMYHOU Mppaguanuel, 4To sSBIsSeTCS OAHOM M3 BeAyIUX NpUYHH 00sieBOro cuHapoma. Takxke
007 MOXET OBITh BBI3BaHA KOMIIPECCHEH HEPBHBIX CTBOJIOB CHAa3MHPOBAHHBIMU MBIIIIIAMH,
pasapaxeHreM OOJIEBBIX PEILENTOPOB OKOJOCYCTaBHBIX CTPyKTyp. Hawamo 3a0oneBaHusi B
OOJIBILIMHCTBE CIIy4aeB MMOAOCTPOE UM OCTENEHHOE (B TEUEHNUE HECKOJIBKUX HENIEb UIIU MECSIIEB).
Muorum namueHTam Ha paHHux cragusax LJ[  ymaerca ymeHbmaTh €€ BBIPAXKEHHOCTH

KOPPUTHPYIONIUMH JKecTaMH (TpUKacaHUue K Moa0opoaky wim K Imeke). JuHammaHocth [1J]



IIPOSABIIAETCS. B TECHOW CBS3M C JBIMKEHHEM, N030H. Tak, mpu NpOM3BOJIBHBIX ABM)KECHUAX H
BEPTUKAINU3AINKN - YCUIIMBAETCS, @ B MOJOXEHUH Jie)Ka - 3HAUUTEIbHO yMeHbluaeTcs. Jluctonus
yCcyryonsercs Mpu YTOMIGHHHM W TCHXOAMOLMOHAIIBHOM HamNpssKeHUU. XapakTepeH (eHOMeH
CYTOYHBIX (IIOKTyalMii: yMeHbIIeHHe BbIpakeHHOCTH LI/ mocnme cuHa. Ilpwem amkoroms
KPaTKOBPEMEHHO YMEHbILIAeT CUMIOTOMBI B IEpBbIE MecsIbl mocie aedrora 3aboneBanus. [1J]
OOBIYHO TIPOTPECCHpPYET B TEUYCHHE MEpPBBIX 2 - 5 ner 3aboneBaHusi, 3areM (0e3 JeUeHUs)
CUMITOMaTHKa Jocturaer miaarto. Kak npaBuio, 3To 3aboseBaHHe SIBISIETCS HE TOJBKO MPUYUHON
HETPYJ0CIMOCOOHOCTH, HO W B 3HAYUTEIbHON CTENEHW OrPAaHMYMBACT OBITOBYIO AKTUBHOCTH
nanueHToB. Jlenpeccusi, TPEBOXKHbIE pacCTpoilcTBa M coluanbHble (oOMU — Hambojee yacThle
cocTosiHUs, accouuupoBaHHble ¢ L[J[, yto eme Oonee yrmyOuseT COUMAIBHYIO 3HAYUMOCTh U
00OCHOBBIBACT Pa3pabOTKy TIIATENBHBIX IMOAXOJOB K JICUCHHIO NaHHOTO 3aboseBaHus. B 75%
ciydaeB y nanueHnToB ¢ LIJ] ormedaercs peHoMeH runepakiiekcuu (MoANphIriBaHue, B3iparuBaHme
IIPU HEOXKUJIAHHBIX CTUMYJIAX).

CrioHTaHHBIE PEMHCCHM B TEUYEHHME NEPBBIX 5 JeT pa3BuBaioTcs He Oozee, yem y 20%
nanueHToB. CpeaHssl JUIMTENbHOCTh peMuccuil — 6 mec. JlmuTenbHOe BpeMsi Y MHOTHX MAallMEHTOB
COXpaHsETCs BOJICBOW KOHTPOJIb HAaJl HEMPOW3BOJBHBIM JIBI)KCHHEM TOJIOBBL. Y 1/3 marmueHToB
JVCTOHUS B TIOCJIENYIOLIEM BOBJIEKAET APYTUe 4acTH Teja. 3aKoHOMEpHO coueTanue [J] ¢ nucunm
cnazmoM (45%), BCII (35%), OM/JI (10%), mucToHu4IeCKHM TpeMopoM KuCTH (27%).

['on0Ba MOKET OCYIIECTBIIATH JBUKEHHS B TOPU30HTAIBHOM, (PPOHTATIBLHOM U CarUTTaIbHON

TUTOCKOCTSIX, @ TaKKe MPOU3BOJAUTH OOKoBoe cMmemieHue («mudt»). [Ipodeccopom I'. Paiixenem

(I'epmanust) ObUIM BBIACICHBI JIBIJKCHHSI B II€€ OTHOCHUTEIBHO TYJIOBHUINA U JABUKEHUS TOJOBBI
OTHOCHUTENFHO MIeH («TOPTUKOJUIUC, TOPTUKAIYT, JATEPOKOJUINC, JTATepOKANyT, aHTEPOKOJUIHC,
AHTEPOKAIMYT, PETPOKOJUINC, PETPOKAITYT ).

HaubGonee tunuunsiM mnposiBaenuem L[J[ sBnsercss porauus rojoBbl (moadopoaka) —
toptuxoiutuc. [lo mepe nporpeccupoBanust 3a00J1eBaHUs B MATOJOTMUECKUM MPOLIECC BOBJIEKAIOTCS
HOBBIE MBIIIIIBI, YTO MOXKET COMPOBOKIATHCS U3MEHEHHEM IOJ0XKEHHS TOJIOBBI HE TOJIKO B OJTHOM,
JIBYX, HO U B TpeX IJIocKocTsX. Kak mpaBuiio, uMeeTcs: coueTaHue MaToJori4eckux no3 (Hanpumep,
MMOBOPOT TOJIOBBI B CTOPOHY M HAKJIOH TOJIOBBI K Iiedy). HampaBieHue CMENICHHS TOJOBBI
OLICHUBAETCS MO HAIIPABJICHUIO CMEIIeHHS oa00poka. [3]

Baedapocnasm (BCII) BeI3bIBaeTCS AMCTOHUYECKUMH COKparieHusMu m. orbicularis oculi,
YTO TaKXK€E YaCTO COMPOBOXKAAETCS COKPALIEHUSIMHU M. procerus U m. corrugator. Pazsutue 601e3Hu
OOBIYHO TPOMCXOIUT TIOCTENIEHHO, C BO3HUKHOBEHHS pa3IpaKeHUs WIM CyXOCTH TIJa3, ¢
MOCIEAYIOIUM Pa3BUTHEM BBIPAKEHHOTO MOpraHus, ocobeHHo mpu sipkom cBere. s BCII
XapakTepeH MOIMMOPPU3M JIBUTATEIHHBIX MPOSBICHUN. B KIMHIMYECKON MpaKTUKE HAOIIOAAI0TCS
cienyromue Bapuantel BCII: 1) ywamennoe mopranume — y 10% mnaimmeHToB; 2) SMU30/bI
3)KMYpPUBAHUS B BHJIE YAaCThIX, KPATKOBPEMEHHBIX, PUTMHUYHBIX CITA3MOB KPYTOBBIX MBIIIII] IJ1a3 — Y

17%; 3) snu304bl JUIMTEIBHOTO 3aKMypUBaHUA Tnaz — y 46%; 4) 3nu30/bl 4acThIX PUTMHUYHBIX



CHa3MOB KPYTOBBIX MBIIII] TJIa3 B COYETAHWU C OTACIbHBIMU MOJEPTUBAHUSIMHU BeK — y 7%; 5)
3aKpbIBaHUE TJ1a3, HA3BIBAEMOE MAIIMEHTAMH «OITyCKaHueM Bek» —y 20% [3].

VY Bcex MalMEeHTOB BBISBISETCS AUHAMUYHOCTh KIMHUYECKHX MposiBieHuid. Hambonbmas
BBIPAXKCHHOCTD BCII ormeuaercsa Bo BpeMs TCX BHUAOB ACATCIILHOCTU, AJId BBIIIOJIHCHUSA KOTOPBIX
TpeOyeTcs crienu(puIeckoe UCIONb30BaHUE 3PCHHS, & TAKXKE CTOSI M MPH XO0Jb0e, Ha YIUIE, TPU
OMOIMOHAJIbBHOM HANPsKECHUHW, YTOMJICHHH, B MHOTOJIOJAHOM IIOMCUICHWH, HPHU pa3roBOope, BO
BTOpOI TIOJIOBUHE JHS, NMPH SPKOM OCBEUICHWHU. [IprieM alKoroisi KpaTKOBPEMEHHO YIIydIlaeT
COCTOSIHME y 4YacTH manueHToB. Ha paHHHX 3Tamax 3a00lieBaHUs COXPAaHEH YaCTUYHBIN BOJEBOM
KOHTPOJIb HaJ HEMPOW3BOJbHBIMU JBIKeHHsIMU. Hanbonee pacnpocTpaHeHHBIE KOPPUTUPYIOIINE
KECTBI, UCTIONB3YIOIIMECs MallMeHTaMH IJ1s oclabieHus uiu BpemMeHHoro ycrpanenus: bCII, moryt
OBITH TO/pA3/lENeHbl Ha TPH TPYNIBL 1) NpHEMbl, MPHUBOAANIME K H3MEHEHHIO 3pUTEIHLHOU
apdepeHTanuu (3aKpbIBaHKE OJHOTO TJia3a, NPUIIYPHBAHUE, HOUICHHE OYKOB C 3aTEMHCHHBIMU
CTEKJIaMH, CHMMaHUE€ U HAaJIeBaHWE OYKOB, IPU B3IJISAE BHU3); 2) pa3iMyHblE MaHMUITYJISILUU B
BEpPXHEH MOJIOBUHE JUIa (MPUKOCHOBEHHE WIIM HAJABJIIMBAaHUE TMajbl[aMd Ha OO0JIACTh BHCKOB,
Ha/I0pOBHiA, J10a, IEPEHOCHIIbI, BEPXHETO BEKa); 3) pa3inyHbIe MAHUITYJISILUU B HIKHEH MOJOBUHE
nuna (MPUKOCHOBEHHE K TOA00POKY, KypeHHE W MaHUIYJISIUA C CHTapeTod BO PTY, HAIHYHE
MMOCTOPOHHETO MpEeAMETa BO PTy — KEeBaTeNbHOW PE3UHKH, CEMEUeK, KOCTOYEK, KOH(DET; Kallelb,

COBCPUICHUEC PA3JIMYHBIX ITPOU3BOJIBHBIX I[BI/I)I(CHI/Iﬁ MBIIIIIaMu HIDKHEH TOJOBUHEI J'[I/IIIa).

XapakTepHO YMEHbIIEHWE WM KMCUYE3HOBEHUE HEMPOU3BOJBHBIX JBWKEHUH B HEOOBIYHOM
00CTaHOBKE, B YaCTHOCTH, Ha MpUEME y Bpaya. B JHarHOCTHYECKUX IIENIIX MOKHO HCIOJIb30BaTh
MIPOBOLMPYIOIIMI IpHEeM: IO KOMaHJI€ Bpaya IMalMeHTa HpOCAT Ha S5 CEeKyHJ MaKCUMallbHO
3)KMYypHUBaTh Irja3a, 3aTeM Ha 5 CEKyH]lI MaKCHMallbHO OTKphIBaTh. Uepe3 4 - 6 MOBTOPOB TaKUX
nekeHnid cumntombl BCII cranoBsitcs oueBUAHBIMU. CIIOHTaHHBIE PEMHUCCHH JUISI TTAIIUEHTOB C
BCII menee xapaktepHbl, yeM ansi nanueHtoB ¢ L[JI. B 75 % cinydaeB B nebrote 3aboseBaHUs
OTMEYAIOTCSI CEHCOpPHBIE CHMIITOMBI - YYBCTBO pa3[paK€HUsl CIU3UCTOW OOOJOUYKM TJIa3,
COIIPOBOYKAAIOIIEECs ClIe30TeueHrneM, 00Ib B 00JIaCTH IJ1a3, YyBCTBO «IIE€CKa» B TJa3ax U JKKEHUE,
TUCKOM(OPT B 00JIACTH IJ1a3, CYXOCTh IJ1a3 (BIUIOTH IO CHHIPOMA «CyXOTo riaszay) [3].

Nzonuposanusiii bCII nHabmrogaercs npudimuzutensHo y 40% mamuenTos [3, 4]. B octanbHBIX
ciydasx BCII coueraercs ¢ mposBIEHUSMU TMCTOHUU B HIKHEH MOJIOBUHE JIUIA, YTO OOHEIUHSACTCS
TEPMUHOM KpaHuaidbHas IucToHUs. Y manueHtoB ¢ BCII paxke Ha paHHHMX CTagusxX MOTYT
HaOIOIaThCSl HEMIPOU3BOJIbHBIE JBUKCHHSI B HUIKHEW MOJIOBMHE JHUIA, OJHAKO OTHU IBHKCHUS
OOBIYHO TAIIIEHTOM UTHOPUPYIOTCS UM BOCIIPUHUMAIOTCSI KAK KOMITEHCATOPHBIC JIJISi OTKPHIBAHHS
rnas [4].

Opomanauoyaspuas gucrouuss (OMJl) mnposiBaseTcs B BHUAC: HEMPOU3BOJIBHOIO
OTKpBIBAaHUS U/UITU 3aKPbIBaHUS PTa, CKUMAHUS YENIIOCTEH (IMCTOHUYECKUN TPU3M), UCKPUBIICHUS
ry0, IIeK, A3bIKa, HEMPOU3BOJIBHOTO BEICOBBIBAHUS M APYTUX IBUIKEHUH SI3bIKa, OOKOBBIX JBUKCHUIMA

HIDKHEW YeNTFOCTH, COKMMAaHUS YeIII0OCTEeH, HACMIIbCTBEHHOM YIIBIOKH, OCOOCHHO TIPH pEYH, )KEBaHUHU.



[TarueHTs! UCMONIB3YIOT TAKME KOPPUTHPYIOIINE JKECTHI, KaK: PA3IMYHBIEMAHMUITYJSIIUN PyKaMU B
HIDKHEH MOJIOBUHE 1A (IPUKOCHOBEHKE, HAJJaBIUBaHKUE U T.I1.), IPUKYChIBaHUE I'yObl, IBUKEHUS
SI3BIKOM B ITOJIOCTH PTa, dKEBAHUE UM COCAaHHUE PA3IMYHBIX IPEIMETOB — KOCTOYEK, CEMEYEK, KOH(ET,
COBEPIICHHUE JPYTMX IPOU3BOJIBHBIX ABMKEHUN MBIIILIAMHA HVW)KHEW IOJOBUHBI JMua. Bonesoi
KOHTPOJIb Habmo1aeTcs peako. 3Hanue cumntoMoB OM/JI o4eHb Ba)KHO JJIsi CTOMATOJIOTOB PAa3HbIX
CHEeLMaIbHOCTENH, 0COOEHHO, OPTONEN0B U OpTOAOHTOB. OM/I, Kak npaBuUiI0, HAYMHAETCS B 3PEIIOM
U TOXWJIOM BO3pacTe, KOrja OObIYHO M IPOBOJUTCS MAacCHUBHOE CTOMATOJOIMUYECKOE JIEYCHHE C
MOCTEIYIOIUM TPOTE3UpPOBaHUEM 3y0OB, KOTOpO€ MOXeT sBHTbcs Tpurrepom OMJ[ y
MIPEIPACTIONOKEHHBIX IMAlMEHTOB WJIM YK€ HMEIOIUX JApyrue IMpOsBIECHUS TUCTOHUM, He
3aMe4yaeMble BPAavyOM-CTOMATOJIOTOM (HallpuMep, YacToe MOpraHue, WIN HE3HAYUTEIbHO
BBIPAKEHHOE NATOJOTMYECKOE IMOJIOKEHUE TOJIOBbI, WM mucuui cnasm). OJHUM U3 MapKepoB
pasButst OM/I sBnsieTcs cTolkas xkajnoba MaueHToB Ha
«HEYJI0OCTBO ’KEBAHUS» WIIH «HEYT0OCTBO MOJI0KEHHUS HIDKHEH YEIIOCTH U POTE30BY |3, 4].
Jlapunreanbnasi gucronus (JII) sBisercs morpaHWMYHONW — TPOOIEMOM  MEXIY
napuHrosiorueii (donuarpueit) u HeBposoruei. OcHOBHbIMH TposiBieHussMu JIJ|  sBistoTCs

OCHUIIJIOCTh T'0JI0Ca, MPEPLIBUCTOCTL I'0JIOCAa BO BPEMA pa3roBopa, CIIaBJICHHBIN T0JI0C, «JIAFOIIIHI

rojoc. Y MHOTUX MallME€HTOB OCTAETCS HOPMAJIBbHOM LIENOTHAs peub, AUCHOHUS MOKET MOTHOCTHIO
OTCYTCTBOBATh NpU NEHUHU (MapagoKcanbHas KUHE3us). YCHJICHHE IMCTOHUYECKHUX CIIa3MOB IPHU
OOBIYHOHN peuYr MPOUCXOMUT MOJ BIHSHUEM PEUeBOW HArpy3KH, SMOIMOHAIBHOTO HAIpsHKEHUS,
obmero yromnenus. JIJI — omHo u3 Hambonee TSHKENBIX HApPYIIEHUH TOJ0CA, MPOSIBISIFOIIEECS
HaNpsHKEHHO-CAABICHHOM, NpephIBUCTON (poHanued. AjtykTopHas (opma — Haubosiee TUIIHYHAs,
Habmonaetcs B 90% ciydaes. [Ipu o1oit popme aucToHHUecKas TUMEPaKTUBHOCTh HaOIIOqaeTCs B
MBIIITAX-aJIyKTOpax rojiocoBoii memu (mm. cricothyroideus, cricoarytenoideus lateralis,
interarytenoideus). ['opa3zno pexe (menee 10%) BcTpeuaercss abaykrtopHas Gopma, Ipu KOTOPOi
TUIEPaKTUBHOCTh HaOMoMaeTcss B m. cricoarytenoideus posterior. Emme pexe Bcrpedarorcs
cmemanubie popMel. [Ipu JIJI, Hapsay ¢ HapyLIeHUsIMU TOJI0Ca, XapaKTePHbIM CUMIITOMOM SIBJISIETCS
HapylleHHe IbIXaHHs (M3-32 HapyIICHUS MPOXOXKJICHHUS BO3/AyXa 4epe3 ropTaHb) — MPEPHIBUCTOE,
caaBieHHoe. MIHOr1a 3TOT CUMIITOM OIKMOOYHO paclieHUBaeTcs Kak OpoHxuaibHas actMa. Bo Bpems
peuu ¥ NeHMsl JbIXaHue 0O0bIYHO yNyuIiaeTcs (mapajgokcanbHas KuHesus) [3, 4].

@®apuHreajabHasi IUCTOHMS TIPOSBISIETCS B BUIE 3aTPyIHEHHS TJOTaHUS (Yalie — Tpu
ynoTpeOJIeHUH TBEpJOW MHUIIH), MEPUOJUYECKH BO3HUKAIOIIETO YYBCTBA «KOMa B TOpJIe» MpH
TJIOTAHWH W/WIH B IOKoe. DapuHreanbHast TUCTOHUs 9acto coderaercs ¢ JIJI mmu OM/] [3, 5].

KpanunanbHasi TMCTOHUSI. DTUM TEPMUHOM OOBEIUHSIOTCS POSBIEHUS (DOKaTBHBIX (HOpM
JMCTOHHUU B OOJIACTH JIUIIA U TOJIOBBI B PAa3HBIX COYETaHUAX. Yale BCero BCTpPEYaeTCsl COUeTaHUE
pacmpocTpaHeHHOTO Onedapocnasma (C BOBJIICUEHHEM B CMa3M CPEAUHHBIX OTJIEIOB JIMIA) W
opoMaHauOyIsApHONH aucToHMU. Hepenko 3To 0003HavaeTcs TEPMHUHAMHU «JIMIIEBOH IapacmasM,

CpPEeAMHHBIN JTULEBON cnia3m, c-M Mexa, c-M bpeitrens» [3, 5].



Iucumii cmasm mpencraBisieT co0OM  AMCTOHUIO CHEHU(PUYECKOrO BHUAA ACHCTBUS
(IposiBiIIETCST BO BpeMsi MHChMa, B MCKIIOYUTENBHBIX CIydasx — MpU paboTe Ha KOMIIBIOTEPE),
BO3HUKaeT y mwojaei B Ooinee moiogom Bospacte, yem L[J[ u BCIL. OcHOBHBIE KIMHHYECKHE
MPOSIBIICHUST THUCYETO CHa3Ma: HamnpsHKEHUE KUCTH/PYKH BO BpeMsi NMUChMa, W3MEHEHHE O3Bl
KHCTH/PYKH BO BpeMs MHChbMa, U3MEHEHHUE, 3aMeIJICHUEe TTOYepKa, HApYIIEHWEe CIMTHOCTH MHUChMa,
yBEJIMYEHHUE pa3Mmepa OyKB, IpOKaHUE PYKH BO BpeMsi MUChMa, HEMOCTOSAHCTBO Touepka.llarueHTs
moAOUpalOT pa3IuYHbIe MO (OPME U IUAMETPY PYUKH, MEHSIOT 103y KUCTU M MaJIbIIEB B MPOIIECCE
MKUChbMa, TOMOTAIOT B aKTe MHUchbMa Jpyroil pykoil. [lo Mepe mporpeccupoBaHus MUCYETO cla3ma
MOTYT HapylaTbCA U IPYTUE ACHCTBUSA, BBHITIOIHIEMbIE PYKOW - OBITOBBIE, MpodeccruoHanbHbIe. B
9TUX CIIy4asiX TOBOPST O MPOTPECCUPYIOIIEM NTUcUeM cniazMme [3, 24].

I'enepaan3oBaHHasi JHCTOHUSI XapaKTEPHU3YeTCS MEIICHHBIMU, (OPCUPOBAHHBIMH,
MPEUMYIIIECTBEHHO BpAIlaTeIbHBIMU JIBUKEHUSMHU T'OJIOBBI, TYJIOBHUINA U KOHeUHOcTe. Co3mactest
BIECUYATIICHUE, YTO YYACTBYIOIIME B THUIEPKUHE3E TPYIIBl MBI BBIHYXJIEHbI TOCTOSHHO,

MYUYHUTEIIbHO MPEOJ0JIEBATh COIIPOTUBJICHUEC MbIII-aHTAarOHUCTOB. (-DOpMI/Ip}IIOIHI/IeCH HCO6BILIHI>IC,

HEy/IOOHBbIE TO3bI MOTYT COXpaHSAThCS B TEUYEHHE [UIMTEIHLHOTO BpeMeHHU. | eHepanm3zoBaHHas
JVCTOHUS YCUJINBAETCS MO/ BIMSIHUEM IIPOU3BOJIBHBIX JBUKEHUM M AIMOLMOHAIBHOTO HAMPSKEHUS
U Hcue3aeT BO BpeMs cHa. [locTeneHHO pa3BUBaeTCs MOCTOSIHHAS IMCTOHMYECKAs 11033, HalpuMep,
yCUJICHHE TIOSCHUYHOTO JIOP/103a (MOSICHUYHBIN TUIIEpIIOp/03) CO CrudaHueM HOT B Ta300eIpEHHBIX
CycTaBax U BHYTpPEHHEU poTalyel pyK U HOT. B Tex citydasx, Kora n3-3a BbIpaKEHHOI'O OBBIIICHUS
MBILIEYHOIO TOHYCa BO3HHMKAET CTOMKas MATOJOTMYECKas NUCTOHMUYECKAs 11033, HO THUIIEPKUHE3
OTCYTCTBYET WJIH OOJIbIlIE HE BBISABIIAETCS, TOBOPS O (PMKCUPOBAHHOM (pUrHAHON) quctoHuu [15].

B 3aBucumocTH OT Bo3pacta Ae00Ta M APYTUX XapaKTePUCTHK pa3inyaioT ABe (Hopmbl
Oosie3Hu: opmMa ¢ paHHUM Ha4aJoM, CBSI3aHHAsl ¢ MyTallMe Ha JUIMHHOM Iuiede 9-i XpoMOCOMBI
(9934), u popma ¢ MO3THUM HAYAIOM, CBSI3aHHAs C MYTAllMEeH HA JUITMHHOM IIjIede 8- UM KOPOTKOM
mede 18-it xpomocomsbl. Jluctonus, accouuupoBanHas ¢ renom DYTI, komupyrommm Oennok
TorsinA, siBisieTcst HanboJiee M3BECTHON U OTTMCAHHOW C 3THOJIOTUUECKON TOYKH 3PSHHUSI TaTOJIOTHEH,
HaclielyeTcss 10 ayTOCOMHO-JIOMHUHAaHTHOMY THILy, W OO0JIaaeT TEHETPaHTHOCThIO, paBHOU
npumepHo 30%. Btopoii nnentuduuupoanusiii reH - THAPI - BbI3bIBaeT OUCTOHUIO MO THUILY
DYT6, ayroCOMHO-IOMMHAHTHBIM CHUHAPOM W30JIMPOBAHHON IUCTOHUM C IE€HETPAHTHOCTBHIO
npumepHo 60%. AHaJOrMyYHbIE MPOSBICHUS MOXKHO TaKke HaAOMIOAATh IMPHU CHOPAAMYECKUX WIIU
CEMEHNHBIX CIy4asx ¢ HEyCTaHOBJIEHHOM sTnonoruent [15, 18, 20].

Knuanueckue mposiBJICHUs Pa3BUBAIOTCS OOBIYHO HA 1-M WM 2-M JECATHICTHIX KU3HH, B
1/3 cnywaeB — no 15 ner. B ciayuae neGrora B paHHEM JETCKOM BO3pAacTe IMEPBOHAYAIBHO
MOSIBIIIIOTCS.  HApyIIEHWs  XOABOBI, KOTOpble TIOHayaly ObIBaeT TPYJHO  IPAaBHIBHO
uHTepnpeTupoBath. [Ipu nedioTe B 3pesioM Bo3pacTe HACUIBLCTBEHHBIE IBMKEHUS, HA00O0pOT,
MOSIBIISIIOTCSL CHayajga B 00JAacTW TYJIOBUINA M BEPXHMX KOHEYHOCTEH, M julb B 1/3 ciydaeB

MEePEXOJIAIT B TeHEpaTn30BaHHy0 hopmy [20].



MuoK/IOHYC-TUCTOHUSI (MUOKIOHMYECKAs TUCTOHHUS) - MHOKIOHOMOJOOHBIE MPOSIBICHUS
npu  OBICTPBIX JUCTOHHUYECKUX JBIKEHUSX. MUOKIOHYC TpH MHOKIOHYC-TUCTOHHH - HE
AMUJENTHYCCKUNA. Y TMAalHMEeHTOB C «MHUOKIOHWYeckod muctoHuei» (DYTI11) wnaGmomaercs
COUYETaHHWE TUCTOHWU W MHOKIOHYCA; 3TO SBJICHHE, [0 CYTH, MOXET MPEICTaBIATh COOOM
«3CCEHIMAIBHBIA MHOKIIOHYC», MOCKOJIbKY Y MHOTHX W3 3THX MallUCHTOB HAONIOAACTCS JIMIIb
cnabo3aMeTHasl COMYTCTBYIOLIAsh AUCTOHMS, WM y HEKOTOPBIX MAIMEHTOB HMEETCS YHUCTHIN
MHOKJIOHYC, B TO BpeMs KakK y JPYruX YJE€HOB TOH K€ CEMbHM OTMEYAETCS OJIHOBPEMEHHO U
MHOKJIOHYC U JUCTOHUS; BO MHOTHX CIIy4asiX MHUOKJIOHHYECKUE MMOJAEPIrUBAHUS MOKHO OTIMYUTH OT
OBICTPBIX  «CYJOPOKHBIX» TUCTOHMYECKMX JBWIKCHHM 110 pe3yJbTaTaM KIMHUYECKON W

AMEKTPOPUZNOIOTHUECKON OlleHKH [16].

JIMCTOHUSI-TAPKUHCOHM3M BKJIIOYAET Psii PAcCTPOMCTB, OOJBIIMHCTBO M3 KOTOPBIX -
HacJleyeMble, IJleé COYETAIOTCS MPHU3HAKU JWCTOHMM U MAapKUHCOHM3MA, MHOI/IA C IpHU3HAKaMU
BOBJICUEHUSI TUPAMUIHOTO TPAKTA UITM IPYTUX HEBPOJIOTMYECKUX HapylieHnil. Hepeako Bo3HUKAIOT
¥ HEMOTOPHBIE PAaCCTPOIMCTBA, BKIIIOYAsi KOTHUTUBHBIE HapymieHus1. OcoOblii HHTEpEC MPEACTaBISIOT
cnenytomme u3 HuxX: JJODA-3aBucumas auctonus (DRD, DOPA-responsive dystonia, 00je3Hb
CeraBei), Oone3nr Bunbcona - KonoBanopa, Parkin-, PINKI1-, u DJ-1- accomumpoBaHHBIi
napkuacoHn3mM (PARK2, 6 u 7), X-cuemenHas auctoHus-napkuHcoHu3m/cuaapom LUBAG
(DYT3), 6sicTporiporpeccupytomas quctonus- napkuaconusm (DYT12), u ueiponerenepamus c
OTJIOKEHUSAMU kele3a B ToJoBHOM Mo3re (NBIA  Bxmouas PANK2- u PLA2G6- acconnnpoBanHy1o
HelpojereHepanuto, HeiipodepputuHonaTuio u apyrue Gpopmel). B HacTosiee Bpemst mpo10IKaoT
BBISIBJISITHCSL PA3JINYHbIE HOBBIE IOMMHAHTHBIE, PELIECCUBHBIE U X-CLEIJIEHHbIE IeHbI, JeKallle B
OCHOBE Pa3BUTHS NUCTOHUHU-TIAPKMHCOHU3MA, KOTOPbIM mpucBauBatoT MeTku DY Tn uiu PARKn.
JNO®DA-3aBucumas JUCTOHUS, O0OO3HaYaBIIAsACAd paHEEe Kak MPOTrpeccUpyrolias AUCTOHUS C
BBIPOKEHHBIMU KOJIeOaHUSIMU B TeueHue aHA (6one3Hp CeraBbl) HAUMHAETCS B IETCKOM Bo3pacrte. B
ocHOBe 3abosieBaHUs JeKUT MyTtanus reHa GTP- muknormaponassl | Ha mnuaHOM TUiede 14-i
xpoMmocombl (14q22.3). MexaHu3M HacjleIOBaHUS — ayTOCOMHO-JIOMHUHAHTHBIH C HHU3KOH
MEHETPAHTHOCTHIO. BBIPaXXEHHOCTh JIMCTOHUYECKHX JBMXEHUN KOJeOneTcss B TeUeHUE JHs, HO Ha
MPOTSHKEHUH MHOTHX JIeT HMMEET TEeHACHLHI0O K HapacTaHUI0 IO Mepe MPOrpecCUpOBAHUS

3aboneBanus [15, 18, 20].

2. InarHocTrKa 3a00/1eBAHUSA UJIH COCTOSTHUSA (TPynnbl 3200/ieBaAHUI WIH
COCTOSIHMH), MEeIUIMHCKHE MOKA3aHUHA U NMPOTHBOINOKA3AHHMS K NPHUMEHEHUIO

METOA0B THNATrHOCTUKH

Kpurepun ycranosiieHust 3a0071¢BaHUS WJIM COCTOSTHHSA

KpnTeplm YCTAHOBJICHUSI OUMAarHo3a I[I/ICTOHI/ISI Ha OCHOBAHMHM NAaTOIrHOMOHMYHBIX
JAHHBIX?

1. AHaMHeECTHYECKHX JAaHHBIX - HaJIHW4YHMC HACHJIIbCTBCHHBIX ,I[BI/I)KCHI/Iﬁ B IIOKOC U IIpH



(bu3MUeCKUX Harpy3Kax, HaJu4he HEMOTOPHBIX CUMITOMOB (00JIb, IMOIMOHAIBHBIC HAPYIICHHUS,
PaccTpOMCTBO CHA);

2. ®wuzukanpHOro o0CIenoBaHHUS - JUCTOHMYECKas Mo3a (C TpeMopoM wiu 0e3 Hero),
crienu(pruvecKkre Mpu3Haky (M30BITOUHBIC U 3ePKAIbHBIC BI)KEHUS, KOPPUTUPYIOLIHE KECTHI);

3. JlaGopaTOopHO-TUArHOCTHYECKOTO OOCIEeOBaHMs T1OCJIE KIMHUYECKOW IOCTaHOBKHU
AruarHosa (MOJIGKy.HSIpHO-I‘eHeTI/I‘IeCKOG TCCTUPOBAHUC TIpU TIOAO3PCHHUUN Ha HaCHGHCTBCHHbIﬁ
XapaKTep TUCTOHUN);

4. HWnpx JHArHOCTUYECKUX HCCISIOBAHUIM.

2.1 ’Kaj100LI M1 aHAMHE3

o Pexomenmyercs y manueHTOB, B 3aBUCUMOCTH OT (DOPMBI JMCTOHUH, OIICHHUTH
HACWJIbCTBEHHBIC JIBM)KEHUS PA3IMYHBIX YacTel Tena B mokoe (0e3 TpurrepHoro Qgaxropa) v mpu
(U3HYECKON HArpy3Ke C [EeJIbI0 ONpeelICHUs] KITMHUYECKON KapTuHbl quctonn [1, 3,4, 7, 8, 9, 18,
25].

YpoBens yoenureabHocTu pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB
-5).

Kommentapun: Hacunbcmeennvle O08udCeHus  pasiuymblx — dacmeti mena  MO2Yym
nPOBOYUPOBAMBCA IMOYUOHANLHOU HA2PY3KoU. Xapakmepho Haiuyue 601U 8 NOPANCEHHOU Yacmu
mena (Mvluiye/epynne Muliiy).

o Pexomenmyercs BceM MalMeHTaM OIICHUBATH HAJTUYHME/CTETICHb BHIPAXKEHHOCTH HE
MOTOPHBIX CHMIITOMOB JUCTOHUH (00Jb, SMOIIMOHATILHBIC HAPYIIIEHUS, pACCTPOICTBA CHA) C IIENBIO

BBISIBJIEHNSI CEHCOPHBIX PACCTPONCTB, ACTIPECCUM, HApYLIeHUH cHa [6, 7, 8].



YpoBenb yoeaureabHOcTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH A0KA3aTeNbCTB
-5).

KommenTapuu: Heogueamenvhvle (HemMomophuvie) CUMRMOMbl OUCMOHUU - OOJb,
oenpeccusi, MpegoNCHOCMb, COYUANbHbLE POOUU, HAPYUEHUe CHA - MO XAPAKMepHble KIUHUYECKUe
Nposi8IeHUsl, KOMOpble, HaPs0y ¢ MOMOPHBLIMU CUMIIMOMAMU, COCMABISION KIUHUYECKVIO KAPMUHY
3a001e8aHusl, CYWeCmBeHHO GIUAIOM HA Kayecmeo xcuzHu nayuewmos [I1, 2, 3, 5, 6, 23, 26].
Hemomopnvie nposignenuss OucmoHuu s6IA0OMCA 4acmvlo NepeUdHoOl Namopu3uoiocuieckorl
ocobenHocmu 3a0071e6aHUSL U MO2YM ObIMb YACMUYHO 00BACHEHbl MOl JHce NAMODUUOIOSUYECKOT
MOOeNbIo, U3 KOMOPOU NPEONON0NCUMENbHO 803HUKAIOM 0gueamenvhvle cumnmomol. C KIUHU4eCcKol
MOYKU 3PEHUsI He MOMOPHbIE CUMAMOMbL 3HAYUMO GIUSIOM HA KAYeCME0 HCUSHU NAYUEHMO8 C
OUCMOHUEU U MO2YM NPeoCmAasisimsb 6 COYemanul ¢ papmaKoroeuiecKumMu UIUXupypeuiecKumu
Memooamu mepanesmudeckue yeau 0 00Je2yeHuss OUCMOHUU. DMu CUMNIMOMbL MPedYIom maxKo2o
JHce YpoeHs BHUMAHUA, KAK MOMOpPHble ocobeHHocmu 3abonesanus. Hemomopuvie npossenenus
OUCMOHUU ~ MO2YM — PA3TUYHBIM — 00pPA30M  6IUAMb  HA  NOBCEOHEBHYI0  AKMUBHOCMb U

HCUZHEOeTMENbHOCHb nayuenma.

2.2 ®u3uKajJbHOe 00¢/IeI0BAHUE

) PexomeHayeTcss JMarHOCTUPOBATH JUCTOHUIO Y TAIMEHTOB 10  OCOOOM
HEECTECTBEHHOMU (IMCTOHUYECKOM) Mo3¢e (C TPEMOPOM WIIM 0€3 HEro) M Crielu(pUIHBIM TPU3HAKAM:
M30BITOYHBIE U 3€PKATBHBIC ABMKCHUS, KOPPUTHUPYIOIIHE JKECTHI C 1ETbI0 BBISBICHUS XapaKTEPHBIX
KJIMHUYECKUX TTPU3HAKOB quctonuu [1, 2, 3,4, 5, 6,7, 8, 23].

YpoBensb yoenuteibHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB
-5).

Kommenrapuu: /[sucamenvhvle (MomopHvle) nposieienus, céazanuvie ¢ oucmonuell [1]
npeocmasieHvl 6 maoauye 2. BvlpaxceHHOCmb OUCTOHUU MONCEM MEHAMbCA 8 3A8UCUMOCIU OM
NOJI0JICeHUs meld U OMOENbHbIX e20 Yacmell U NPOU3BOJIbHLIX OBUNCEHUL 8 NOPANHCEHHOU YACU
mena [1, 3, 4, 5, 6, 7, 8]. Heobxooumo yyumsigamv 3HAUUMENbHYIO CMENeHb (HeHOMUNUYeckou
sapuabenbHOCmu  08ULAMENbHLIX  CUHOPOMO8  OUCMOHUU U OMCYmcmeue  00CMOBepHbIX
NAMOCHOMOHUYHLIX ~ NPUZHAKOS,  ONPeOensiowux  KIUHUKO-DMUOLOSUYECKVIO  83AUMOCEA3b  C
2eHemuyeckumu unu sHewHumu gaxmopamu [1, 3]. Ilpeonracaemcs ucnonvzoeamo pazpabomarnHwvie
cneyuanbHvle KIUHUYECKUe WIKAabl (Kakue, OOJJICHbl OblmMb Nepequcienbl 8 KOMMEHMApusx),
NO380AOWUE USMEPSAMb 0COOEHHOCMU KIUHUYECKUX NPOSBIEeHUl, BblPANCEHHOCb, MANCECb
OUCMOHUU, — UBMEHYUBLILL — Xapakmep  NposeieHusi  OUCMOHUU,  GIUSHUE  OUCTMOHUU  HA
JHCU3HEOesTMeNbHOCMb U (hyHKYuoHuposanue nayuenma [1, 9, 27].

Tab6auna 2. J/[puratensHble (MOTOPHBIE) IPOSIBICHUS, CBSI3aHHBIC C TUCTOHUEH [1]

NeNe Kiannanyecknii Kinnuyeckasi XapakTepucTHKA
NPHU3HAKA




NpU3HAK

1. Jluctonnueckuit

TpEeMop

CrnoHTaHHBICE  MyJbCAllUOHHBIE,  PUTMUYHBIE, HO  YacTO
HEMOCTOSTHHBIC, MIAOJMOHHBIE JBW)KCHHS, BO3HHUKAIOUIME TIPU
COKpAIlCHUH 3aTPOHYTHIX  JUCTOHUEH MBIIIIII, 4acTo
YCUIIMBAIOIIMECS TPH  TOMBITKE MOMACPKAHUS ~ MCXOMHOM
(HopManbHOM) mTO3bl. J[MCTOHWYECKUH TpEeMOp MOXKET HE
KyIUpOBaThCS, JaXKe €clid TIO03BOJUTh 0€3 CONPOTUBIICHUS
pPa3BUTHCSA TATOJIOTMYECKOM TUCTOHMYECKON mo3e (“HyieBas
Touka”). IHOT1a TUCTOHUYECKUA TPEMOP JTOBOJIBHO

TPYAHO OTJIUYUTH OT ACCEHIIMAIBLHOTO TpeMopa [35, 6]

2. 30BITOUHOE

JIBHOXKCHUC

UpesmMepHasi ABUTATENbHAS aKTUBAIMs, 4acTO HaOJoaeMasi Mmpu
JMCTOHHMHU, TPEICTABISET COOOH HENpPOM3BOJBHBIC MBIIICUYHBIC
COKpAIIICHHs, KOTOPBIE COMPOBOXKIAIOT, HO aHATOMHYECKU
OTJIMYAIOTCS OT OCHOBHBIX JHUCTOHHYECKHX JBIKeHUH. OHu
OOBIYHO

BO3HHUKAIOT HA MUKE IMCTOHMYECKUX ABUKEHUH [7, 8]

3. [3epkanbHble

JBYMKCHU S

3epkanbHas IUCTOHUS TMpeICTaBisieT coboil crnenuduueckue
MO3bl WM JBUKEHHUS, KOTOPBIE SBJISIOTCS AHAJOTHUYHBIMH WJIU
CXOXHMH T10 XapaKTepy C TUCTOHUYECKUMHU, U BO3HUKAIOT OOBIYHO
Ha IOPaXEHHOW CTOPOHE NPHU BBIIOJHEHUU JIBU)KCHUW WIIH
IEUCTBUI C

KOHTpaJlaTepaJbHON CTOPOHHI [5, 26]

4. Koppurupyromue

KECTBI  (CEHCOPHBIE]

[Ipon3BonbHBIE ACHCTBUSA, KOTOPBIC IO3BOJISIIOT  OCOOBIM

00pa3oM yCTpaHUTh BO3HUKHOBEHHE MATOJOTHYECKOW MO3bI WU

necTBUS WIY KOPPUTHMPOBATH TUCTOHUYECKHE ABHKEHUS. OOBIYHO 3TO MPOCTHIE
AHTarOHNUCTUYECKUE JBYDKEHUS WM TPUKOCHOBEHUS B 00JAacTH Tena, 3aTPOHYTOMH
TIBUKEHMST) JTUCTOHUEHN, HO MPHU 3TOM HE SBIISIONIIMECS] UHTEHCHUBHBIM
MPOTUBOJICUCTBUEM MPOSIBJICHUSM TUCTOHUU [ 8]
° Pexomenayercst MPOBOJUTHh  KIMHUYECKYIO JUArHOCTUKY (A01.23.002

BusyanpHoe ucciiejoBaHue IpU MATOJOTUH LIEHTPATbHOW HEPBHOW CHUCTEMBI U TOJOBHOI'O MO3T)

JUCTOHUU ¢ TpoBeAcHHeM Bujieosanucu kimuHudeckux mmkan (Ilpunoxenue I'1-I3) ¢

HCIIOJIB30BAHUEM CTAHAAPTHOI'O MPOTOKOJIA BHUACO3alIMCHU C LCIIbIO JUArHOCTUKU U JTaTbHEHIIIETO

njaaHupoBaHus jgeuenus [1, 7, 23, 28, 29].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB

_5).

Kommenrtapuu: [lo danmvim uccnedosanus 148 nayuenmos c Ll/], yenvto xomopozo

ABUTIOCH U3YUEHUE cunomemu4ecKux UCmo4HUKos oUUOoK npu KONUYecmeenHoll OYEHKE 3qbqbel<ma




cencoprnozo mproxa npu L/l no TWSTRS — Toronto Western Spasmodic Torticollis Rating Scale

(Petimuneoeas wixana cnacmuieckou kpugouteu 3anaonoz2o Toponmo), npumeHnsnacy 8U0eo3anucs.

Omo no3eoauno ymouHums HeoOX00UMYIO NPOOOIHCUMENLHOCHb NPOBEOCHUs. MEeCMUPOB8AHUSL ONls
8bISABIEHUS. CEHCOPHO20 MPIOKA U NOKA3AN0, YMO 3POEKMUSHOCmMb CEeHCOPHO20 MPIOKA MOA’Cem
A61AMbCSL  Kpumepuem  usmepenuss msaxcecmu Ll/], oyenka Komopoco no chneyuanrbHoOMy
8UOCONPOMOKONY — No36ojsiem  uzbexcamv  owubok eco oyeuku  [28].  Ilposedenue
CMAanOapmMu3UPOBAHHO20 BUOCOKACCEMHO20 KIUHUYECKO20 00C1e008aHUsl C UCNONb308AHUEM PAOA
wxan u auxkem, exmouas wkany TWSTRS y 48 nayuenmos ¢ 6onesuvto [ emmunemona no3eoauno
U3yYUMsb  pACHPOCMPAHEHHOCMb, pAchpedeleHue, maxcecmsv U 6030elcmeue OUCMOHUU HA
@yHKyuoHanbHvle 803MONCHOCMU nayuenma. Cmamucmuyecku 3HA4UMble HNON0NHCUMENTbHbIE
koppenayuu (P <0.05) nabarwooanuce medxicoy mscecmvio OUCMOHUU, cmaoduell 3a001e6anus U
NPOOOIHCUMENILHOCbIO  08U2amenvHulx  paccmpoucms.  Pacnosunasanue — oucmonuu ¢
BUOCOKACCEMHbIM — KIUHUYECKUM —00cNied08aHuemM nomozaem YAPAGIeHUur) OUCMOHUYECKUMU
CUMNMOMAMU 68 OObIYHOU KIUHUYECKOU NpaKkmuke, o0wjemy CUMNMOMAMUYECKOMY JNe4eHUuro U
@yHryuonanoromy ynyuuienuro [29].

Buoeoszanucv nayuenma ¢ Oucmonuell AGNAEMCA  GANCHLIM IMANOM  OUASHOCMUKU,
OoanvHele2o NIAHUPOBAHUSL NPOYeOYyp UHbeKYyull OomyauHuuyeckoeo mokcuna muna A**
Bomynunuueckuti moxcun muna A-eemazentomunun KoMniekc** u opysux memooog neuenus, a
makdce nocieoyroueii oyenxu pesyrbmamos mepanuu [1, 3]. Ilkanwr oyenku I/ u BCII u
NPOMOKOIbL BUOeopecucmpayuu nomeujensvl Ha caime www.botulin.ru 6 paszoene Bubnuomexa

cneyuanucma u 6 Meouyunckou mexnonocuu no aedenuro Goxkarbuwvix oucmonutl [23].

2.3 JlIabopaTopHblE JUATHOCTHYECKHE UCCIETI0BAHNS

) PexoMeHayeTcsi TPOBOAUTH TI'E€HETUYECKOE TECTUPOBAHUE TOJBKO  IOCIHE
KIIMHUYECKOW MTOCTAHOBKH JIMArHO3a C LEJIbI0 BBISIBICHUS TEHETHUECKUX JIOKYCOB 3a00JIeBaHUS UITU
TFE€HHBIX MyTaluii npu nepsBuyHor qucronuu [10, 11, 12, 13, 14, 15, 16, 17, 18, 19, 20, 21].

YpoBenb yoeaurTeabHOcTH pekoMenaaunii C (ypoBeHb JOCTOBEPHOCTH A0KA3aTEIbCTB
—4).

Kommenrapuu: [ enemuueckoe mecmuposanue, Kak eOUHCMBEHHbIN Memoo0 OUASHOCMUKU,
Hedocmamouen 0 NOCMAHOBKU OUaeHo3a Oucmonuu 6e3 kiunudeckux npusnaxos [10, 11, 12, 13,
14, 15, 16, 17, 18, 19, 20, 21]. [ enemuueckoe mecmuposanue O0JINCHO NPOBOOUMBCSI MOJIbKO NOCE
NOCMAHOBKU KIUHUYEeCKo20 ouazno3a [9].

o Pexomenayercst nuarHoctuueckoe DYT-1 TtectupoBaHne # TIeHETHYECKOE
KOHCYJIbTUPOBAaHUE JUIsI TAIIMCHTOB Mpu MaHu]ecTanuu 3a00JeBaHUs C JUCTOHUU KOHEYHOCTH,
MIPU TIEPBUYHON JUCTOHUH C 1e0I0TOM B Bo3pacTe 10 30 JeT, a TakKe ¢ HavauoM 3a00J1eBaHuUs OCTIe

30 ner B CJIydya¢ Halln4yus pOACTBCHHUKOB C paHHeﬁ MaHI/I(pCCTaI_[I/Ieﬁ JUCTOHHUHU C ICJIIBIO


http://www.botulin.ru/

TUArHOCTUKH rurnepkuHeTndeckon (JJODA-HeuyBcTBUTENBHOM) auctonnu [10, 11, 12, 13, 17, 19, 20,
21].

YpoBeHb yoenuTe1bHOCTH pexoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH I0KA3aTEIbCTB
—4).

Kommenrtapuu: Ilpu cemeunou oOucmonuu 6 acumnmomamudeckux ciaydasx DYT-1
mecmupoganue He pexomenoyemcs. Pexomenodyemcsa ouaenocmuueckoe DYT-6 mecmuposanue
nayueHmam ¢ PpanHum Ha4aiom OUCMOHUU UMU NPU CeMEUHOU OUCMOHUU C KPAHUOYEPBUKATbHOU
Gopmoti [14, 15] unu nocne ucxnovenus DYT-1. Ilayuenmol ¢ panHHuM HA4aiom MUOKIOHYCA, C
goseuenueM KOHeuHocmel Ulu wiel, 0COOEHHO NPU 803MONCHOCMU AYMOCOMHO-OOMUHAHMHOZO
Hacne008anus, O0NNCHbI Npoxooums mecmuposanue Ha DYT-11-een [7]. Ilpeonacaemcs
ouazHocmupogarnue cena DYT-8 nayuenmam ¢ cumnmomamuxou napoKCUsMAaibHOU HeKUHe3U2eHHO
Gopmoti [14]. IIpeonacaemca cenemuueckoe mecmupoganue na mymayuro 6GLUTI nayuenmam c
NApOKCUMAIbHOU OUCKUHe3Uell, 8bI36AHHOL YNpadcHeHusmu, ocobenHoecau gosneyerue GLUTI
MOJCHO 3aN0003PUMb U3-30 HATUYUSL INUTENMUUECKUX NPUCMYNO08 UNU 2eMONUMUYECKOU aHemMuu
[16, 18]. Ilpeonacaemcs eenemuueckoe mecmuposanue OJsi OOHAPYIHCEHUS 2emepOo3ucOmHol
mymayuu  GTP-yuxnoeuoponaz 6 eene DYT-5 y nayuenmos ¢ KIUHUYECKOU KAPMUHOL,
HanoMuHawowleri  Cnacmu4eckyro  Ouniecuro npu  O0emcKoM yepebpalbHOM  napaiuve U
xapakmepuzylowyocsa epyovimu 08U2AMeENbHbIMU  HAPYUEHUAMU, 2UNOKUHe3Uel, pPUSUOHOCmbIo,
OHeBHbIMU KoNeOaHusaMu ogueamenvuvix Hapyuenuti [30]

o He PEKOMEHAYITCS Helpodu3noiornyeckue TECTBI (A05.02.001
DnexTpomMuorpadus uronbyaTas (0JHA MBIIILA)) A PYTUHHOTO UCIOJB30BaHUS IIPU TUATHOCTHKE
u knaccudukanuu quctonnu [25, 31, 32, 33].

YpoBensb yoenuteibHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB
-5).

KommenTapumu: pasziuunvie Heupoghusuonocuueckue mecmol MO2ym HnoOMEepoumbs
QYHKYUOHANbHbIE —HApYWEHUs Y HnayueHmos ¢ OucmoHueu. B  Oonvwuncmee ciyyaes
Helipogu3zuonocuieckue namoiocuu He AGNAIOMCA CNeYUDUUHbIMU U MO2YIM He KOppeaupo8ams ¢
KAUHUYECKOU KapmuHou U Oblmb KIUHUYECKU HEe3HAYUMBIMU, HNOIMOMY He PEeKOMEHOVIOMCs O
PYMUHHO20 UCNONb308AHUA NpuU  OuasHocmuke um  Kiaccugpuxayuu oucmouuu. OOHaKo
INEKMPOMUOCPAPUA U20NbHUAMASL PAZTIULHBIX MbILUY MOHCEM NOMEHYUPOBAMb KIUHUYECKVIO OYEHKY,
861615 Xapakmepuvie 0coOeHHOCmU Oucmonuu. /s oyenku ocobeHnocmeti OUCMOHUU MONCHO
npumenums Muo2cokananbhyro IOMI' ueonvuamyro om pasauunvix mwiwy [33]. Omcymemeyrom
00Ka3amenbCmea 3HaUUMOCmu 05 OUASHOCIMUKU WU KILACCUDUYUPOBAHUSOUCTNOHUL DONlee MOHKUX

Memo008 ucciedosanus (Ougpysno e3sewennvie uzoopaxicenus, gynkyuonarvuas MPT) [31, 32].



° Pexomennyercsi ¢ nenbio BoisiBieHUs: JJODA-3aBrucUMON AUCTOHUU TPOBEICHUE
JTUArHOCTUYECKOTO TecTa ¢ #ieBojona+|kapOumomnal** B moze 10-25 Mr/kr BceM marMeHTaMm C

pa3BUTHEM AWCTOHHUH B paHHEM Bo3pacTe 0e3 aJbTepHaTUBHOIO auarnosa [18, 30, 34].

YpoBens yoeaureabHocTH pekoMenganuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJIbCTB
—4).

KommenTapuu: nposedenue Ouacnocmuueckoco mecma ¢ #1esodona+[kapbudonal**
NOKA3aH 8CeM NayueHmam ¢ OUCMOHUYECKUM paACCmpPOotcmM8oM NOX0OKU, Ounie2uell, Cnopaouyeckou
cnacmuyecKoll napaniezueti, amaKcuieckum CUHOPOMOM, CYMOYHBIMU KOACOAHUAMU OUCMOHUU 8
paHnHem o3pacme be3 anrbmepHamusHo2o ouacnosa [18, 30, 34]. Omo moocem eviasume JJODPA-
3aeucumyro  oucmonuio  (bonesnv  Ceeagvl).  Ilpenapam  #i1esodona+[kapbudonal]** 6
mepaneemu4eckou 0 COOMBEemMCmaYIouWux 603pacma U Maccobl meia 003e NPUHUMAEMCcs 6HYMPb,
BLIPAICEHHBIU KAUHUYECKUll 3¢hghekm Oondcen Hacmynamev uepe3 25 - 60 munym, Komopuwlil

coXpansamucs 6 meueHue Heckoavkux uacos [18, 30, 34].

2.4 UHCTpYMEHTAJIbHbIE IMATHOCTHYECKHE MCCIET0BAHUS

o He pexomenaywTcsi Metoabl HeipoBusyanuzarmu (A05.23.009 MaruutHo-
pe3oHaHcHass ToMmorpadus romoBHoro wmo3sra; A06.23.004 KommnbpioTepHas Tomorpadus
TOJIOBHOTO MO3Ta) TOJOBHOIO MO3ra PYTHHHO IIPH SBHOM KIMHHUYECKOM JHArHO3E TEPBHYHOM
JUCTOHHMM Y B3pOCIbIX auueHToB [31, 32].

YpoBenb yoeauTtesnbHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTeIbCTB
-95).

KomMmeHnTapumn: memoowi Helipogusyaiuzayuu 20106H020 M0O32d (MACHUMHO-PE30HAHCHASL

momozcpagus 20108H020 M032d; MASHUMHO-PE3OHAHCHASL MOMO2padus 201086H020 M0O32d

@DYHKYUOHANbHAA, KOMNbIOMEPHAS MOMO2PAPUAL 20108H020 MO032A U Op.) PYMUHHO He

PEKOMEHOYIOMC NpU  SIBHOM KIUHUYECKOM OUACHO3e NEeP8UYHOU OUCHOHUU Y 63DOCTIbLX

nayuenmos, NOCKOIbKY 8 SMOM CLyyde 0HCUOAemcs noyueHue HOpMaibHolX pesyibmamos [31,

32]. Uccneoosanue cmpykmypovl 20106H020 Mmo3ea ¢ nomowpto MPT 2onosnoco mosea

Heobx00uMo 6 ciyyae CKpununea emopuunvlx gopm oucmonuu [31, 32]. Komnvromepnas

momozpagpus 20108HO20 MO32a MOJHCEM NOHAO0OUMbCs 01 Oupepenyuayuu HaKonieHul

kanoyus u  ocenesa [32].  Ilpecunanmuueckoe Ooghamunepeunweckoe CKAHUPOBAHUE

(mpancnopmepa  oogpamuna unu  1SFJJODA) sensemca 3ppexmusHvim  memooom

oughgepenyuayuu  dogpauyscmeumenvuou  oucmonuu u  r8eHunrvhou bII,  komopas

nposensemcs oucmonuell. OHO makdce moxcem Oblmb NoAe3HO 01  Oupgepenyuayuu

OUCOHUYECKO2OMpeMopa om mpemopa npu napkuunconusme [31, 32].



2.5 UHble 1HATHOCTHYECKUE HCCIeIOBAHNS

DaKkTOPbI PUCKA PA3BUTHUSA IMCTOHUI

° Pexomenayercsas paccMarpuBaTh  HajJuyue JUCTOHUM Y  POIACTBEHHUKOB
(reneTnueckasi mpeApacoNOKEHHOCTh) KaK OCHOBHOM (paKTOp pHUCKA PA3BUTHUS IUCTOHUU C LEIBIO
BBISBJICHHS ()aKTOPOB pUCKa pa3BuTus auctonmw [1, 3,4, 5, 7, 8].
YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 5)
PexoMeHayercsi cuuTaTh 3HAUYUMBIMH (PAKTOpaMH pPHCKAa PAa3BUTHUSI JAUCTOHUU TIPU HAIMYHH
TEHETHYECKON MPeIpacIioNoKEHHOCTH: IMOIIMOHANBHBIN cTpecC (OCTPBIH HXPOHWUYESCKHN) U TTeprU(pEepHICCKIE
BO3JICHCTBYS, IpUYEM YacTo HaOromaeTcs ux coueranue [1, 3, 4, 5, 7, 8].

YpoBeHnb yoenurenbHocTn pekomenaanuii C (YypoBeHb I0CTOBEPHOCTH J0KA3aTeJILCTB — 5)

PexoMeHnayercsi y4uTHIBaTH CIEAyrONIMe Tnepudepudeckue ¢GakTopsl pUCKa

e [P

(mpoBorupyromue GhakTOpbl): UTUTEIBHOE H30BITOYHOE MCIIOJIF30BaHIE MBIIII, OOJIEBOH CHHAPOM,

JJIMTCIIbHBIC IMO3HBIC HAI'PY3KU B COOTBGTCTBYIOH_Ieﬁ 06nacm, JIOKAJIbHBIC TPAaBMbI 3a 0,5 -2 roaa

1o nedroTa 3abonesanus [1, 3,4, 5, 7, 8, 35].

‘ YPOBGHL yﬁe}ll/lTeJIbHOCTH peKOMeHIlaIlI/Iﬁ C (ypOBeHb AOCTOBEPHOCTHU AOKaA3aTECJILCTB

_5).

L4 PeKOMeHI[yeTCﬂ pacro3HaBaTb CECHCOPHBLIC CHUMIITOMBI, YaCTO IMPCAMICCTBYIOIHNEC



MOSIBJICHUIO TUCTOHUYECKOTO (DEHOMEHA, KOTOPBIE CBHUJIETEILCTBYIOT O MAaCCHBHOM BO3JCHCTBHH
M30bITOYHOTO  appepeHTHOTO TOTOKa OT PELENTOPOB BCEX MOAAIBHOCTEH (KOXKH, MBIIIIII,
CYXOXKWJIMH, BHYyTPEHHHX OPraHOB, COCYJIOB) 3aMHTepecoBaHHOU oOmactu [1, 3, 4, 5, 6, 7, 8, 35,

36, 37].

YpoBensb yoeaurTeabHocTH pekoMenaannii C (ypoBeHb JO0CTOBEPHOCTH A0KA3aTeIbCTB
-95).
KommenTapuu: mescoynapoonoti epynnou 5KCnepmos paccmpouiucme 08udicenus Ovlia

npogedeHa OYeHKAa KIUHUYEeCKUX HNPOAGIeHUll U NpeOUKmopos y Jiodell ¢ pPa3IuYHbIMU MUnamu
U30UPOBAHHOU OUCMOHUU 8 MHO20YEHMPOBOM, MENCOYHAPOOHOM NONEPEUHOM, KOOPMHOM
uccneoosanuu 2362 uenosek co 6ceMu MUNAMU  UZOTUPOBAHHOU OUCMOHUU (POKATBLHOL,
CcecMeHmMapHoU, MYIbMU@GOKAIbHOU U  2eHepanu308anHoll). Pexomenoosano paccmampusame
cnedyrowue nepugepuieckue hakmopwvl: OnumenbHoe u30blMmouYHoe UCHOIb308AHUE MbLULY, OONEBOU
CUHOPOM, OlUMenbHble NoO3Hble HA2PY3KU 8 Coomeemcmayiouell obaacmu, 1o0Kkatvhvie mpagmul 3a 0,5
- 2 200a 0o Oedroma 3aboneeanus, Kaxk ¢Hakmopvl pucka pazeumusi OUCMOHUL, a MAaKice
pacnosHasamv pawHee MNOSGIEHUE CEHCOPHLIX CUMNMOMO8, KaK NpossleHue 6030elicmeus
u30LImoyno20 appepenmuozo nomorxa [35]. Hccredosanue ciyuaes 3abonresanusi 67 nayueHmos c
LT u 67 ux 300posvix bpamves u cecmep ¢ OYeHKOU 8030eUCMBUSLIL OKPYAHCAtOwell Cpedbl C NOMOUbIO
noOpoOHO20 CIMAHOAPMUIUPOBAHHO20 8onpochuKka uz 124 eonpocoe nokasano, umo nayuenmsi ¢ LJ]
N0 CPABHEHUI0 C UX 300pPOBbIMU. OpAMbAMU U CECMpamu, UMeIU HNOBbIUEHHYIO YaACmOmYy
asmomodbunvHvix agaputi (10,1, 95% /U om 2,1 0o 47,4, p-0,004) u xupypeuueckuxanuzooos
(6,5, 95% /U om 1,76 0o 23,61, p-p 0,005). Mnocosapuanmmuulii auaiu3 noxazai, umo
aABMOMOOUNbHbIE ABAPUU U XUPYPeUHeCKUe SNU300bl 3HAUUMO c8sa3aHbl co cmamycom Ll/]. Tpaema
MASKUX mKaueu yeeauyusaem puck pazsumus L[/] y eememuuecku npedonpedenenvlx auy [36].
Uszyuenue HayuonanvHotl 6a3vl OGHHBIX UCCAEO08AHUL MEOUYUHCKO20 cmpaxosanus Taueans u3
65704 uenosex, umerowux nepugepuueckue mpasmvl odonapyxcuno 189 nayuenmos ¢ oucmonueii
(0.28%) 6 mpasmamonozuyeckoti epynne, u 52 nayuenmos ¢ oucmonueti (0.08%) 6 epynne 6e3 mpasm.
IInomnocmo 3a601e6aemocmu Oucmonuell 8 mpasmamosnocuieckou epynne cocmaesuna2,27 na 10000
yenogex, 6 epynne ez mpasm - 0,71 na 10000 uenosex, Opysue nepemenHvle, CBA3AHHLIE C
3a601e6aeMoCmMbI0 OUCMOHUEL, BKIIOUANU HCEHCKULL no 8 gozpacme 40 nem u cmapuie, 0enpeccuro u
paccmpoticmea cHa [37].

J Pexomenayercss paccMaTpuBaTh  JUIMTENBHOE  CYIIECTBOBAHHE  CHHAPOMA
«KOpPOTKOH HOTrW» - Kak oauH u3 ¢akropoB pucka L/I, cmocobctByrommuii popmupoBaHuio
JaTepaTM30BaHHBIX MHO(DACIUATBHBIX W MBIIIEYHO-TOHUYECKIX CHHIPOMOB B TpPANelUEBUIHOM,
PEMCHHOM, JICCTHUYHOW MBIIIIAX, MBIIIIE, TOJHAMAIONICH JIONATKy, T'PYAHHO-KIIOYHYHO-

COCIIEBHIHOM MBIIIIIE. Croiikoe JIaTCpaJIN30BAHHOC 00J1€3HEHHOE MBIIIIEYHOE HAIIPsS?KCHUE - OAWH U3



BaXHbIX adepeHTHbIX nepudepudeckux (axropos narorenesa L] [1, 3, 4, 5, 38].

YpoBenb yoenurtenbHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB
-5).

Kommentapuu:  Hccreoosanue — nepughepuueckux  MexaHusmo8  namoeene3a U
Gdopmuposarus cumnmomos L/] oviio nposedeno ¢ nomowwbio opmoneoudeckol OUACHOCMUKU U
AHAU3A MOMOPHO20 CINEPeOmUna, Haludus mpaem, 6oneeoz2o cunopoma. Y 40 uz 95 obcredosannvix
nayuenmog ¢ L[J], 6vina ob6HapydceHa «KOPOMKASL HO2A» HA CMOPOHE, NPOMUBONOJONCHOL
8PAUEHUIO 20]108bl, BblAGIEeHbl DONlegble U Opyeue CEeHCOPHble CUMNMOMbL 8 MOM Jice pecuoHe.
Hanuvie DHMI u  6bI36aHHbIX CUMNAMUYECKUX HNOMEHYUANIO08 KONXCU NOKA3LIBANU HAIUYUEe
NAmMoN02UYECKUX USMEHEHUI CUMNAMUYECKUX 8€2eMAMUBHBIX BOJOKOH, d MAKICE 8 AKCOHAX Hep8a ¢
obeux cmopoH, 8 ocHosHom Ha cmopoue L[J[. Koppenayuu, nabaiooaemvie mexncoy CmMopoHOU
8PAWEHUsL 207108bL U CMOPOHOU Nepu@eputecko2o Gaxkmopa, no380siom NPeonosloNCUmMb, Ymo
nepugepuiinvie haxkmopwt (6 ocnognom gaxkmop "kopomkou nocu'") uacmo onpeodensem CmMoOpoH)y
spawenus 2on06vl. Takum obpasom mepanus L[/ oonoxcna enusmes u Ha nepughepuyeckue
Mexanuzmsl, a He moavko yenmpaivhvie [38]. Taxum obpazom, Koppexyus
«KOPOMKOU HO2U» ABNIAEMCsl OONOTHUMENbHLIM MEPANESMUYecKUM 8030eticmeuem y Nayuenmos ¢

UepBUKAIbHOU OUCTOHUE.

JAudppepennuaibHbIN IMArH03

o Pexomenayercss 1npoBoauTh UG ¢depeHIHaTbHBI  IMAarHO3 LepBUKAJIbHOM
AUCTOHUM C 3a00JICBaHUSMH U CHHIPOMAaMH, IMPU KOTOPHIX HAOIIOAAIOTCS MAaTOIOTUYECKOE
MOJI0’KCHUE WJTH JIBMXKCHUS TOJIOBHI [§].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB
-95).

Kommenrtapuu: Juggepenyuanvuviii ouacrnos yep8ukaibHot OUCMOHUU C NPOBOOUMCSL
3a0601€8aHUAMU U CUHOPOMAMU. BPONCOEHHAS MbIUEUHAS. KPUBOUES, MUONAMUYECKUE CUHOPOMDBI,
opmoneoudeckue U peemamuyeckue HapyuieHus (nooevleux 6 amiaHmo-aKCUdibHOM Cycmase,
Nno0BbIBUX NJledd, UCKpUBIeHUe NO380HOYHUKA U Op.), nopadxcenus 11 Hepsa uiu Kopewika,
BEPXHEUCUIHBIX KOPEUIKO8, BPONCOCHHbIE AHOMANUU UIELHbIX NO360HKO8, NAMON02US NO360HKO8
(namonocuuecku nepenomvl, CHOHOUIUMbBL), 0OveMHble 00pA308aHUL 6 MASKUX MKAHAX Ulel,
KOMNEHCAMOPHAsl YCMAHOBKA U OBUNCEHUS 20J]I08b1 NPU NAMON0SUU OMEOOAWE20 U OpYeUx
2/1a3008U2AMENIbHbIX HEPB08, HUCMmazMe, KOCO21A3UU, HENOIHbIX 0elbMax, HAKIOH 207108bl Npu
CUPUHOMUENTUU UTU BbICOKOU CRUHANBLHOU ONYXOAU, OCMPAs KpUGouies npu namono2uu WetHblx
MENHCNO380HOUHBIX OUCKO8, 00OPOKAUeCMEEHHbIU NAPOKCUSMANbHBIN MOPMUKONIUC Y MIAAOeHYes,
cunopom Canoughepa (diceny00urHo-nuuie8o0nblll pehutoKc), MuKU, NCUX02eHHas KPUBoues:

o Pexomenayercsi npoBoauTh auddepeHmanbHeii  quarao3 ogegapocnazma ¢



MHAcTeHHEeW M APYTUMH 3a00JICBaHUSMH, MPOSBISIIOIIMMUCS NTO30M, THKAMH, CBETOOOS3HBIO,
ampakchel OTKPBIBaHWS TJa3, reMu(anualbHBIM CHa3MOM, HEBPOIATHEH JIMIIEBOTO HEPBa,
TICUXOTEeHHBIM OJiepapocnazmMom |[8].

YpoBenb yoeauTtesqbHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /10KA3aTeIbCTB
-95).

Kommenrapuu: Hckniouenue muacmenuu umeem npuHyunuaivbHoe 3HadeHue, max Kax
MuacmeHus A61emcsi o2paHudeHueM OJisl JledeHus OOmyIUHU4ecKuM moKcuHom muna A*¥*,
bomynuHuyeckum moxcunom muna A — eemazentomunun komnaexc**. Ilpu eemugpayuanvnom cnazme
Opo6b npunodouama (3a cuem cnasma 100HoU Muluiysl), a npu biegapocnazme emanyma 6 opoumy.

o Pexomenayercss npoBoauTh IupdepeHuaNbHbI AUATHO3 OpPOMAHOUOYAAPHOU
oucmonuu ¢ OpYKCU3MOM, pa3HbIMH BHUJAMHU TpPH3Ma, TUKaMH, MUO(ACHUAIBHBIM CHHAPOMOM
’KEBATEJbHBIX MBIIII] C SBJICHUSIMH MBIIIEYHO-CYCTaBHOW TUCPYHKIUU U AUCOKKITIO3UH, TIO3THEH
(TapaUBHOW) HEHPOJENTUYSCKON THUCKWHE3WEH, CHOHTAHHOW opodamnralbHON JIUCKUHE3HEeH Yy
TTOXKUJIBIX [8].

YpoBenb yoenuteabHOCTH pexkoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB
-5).

KommenTapuu: 0na  nposedenuss  mounou  ougppepenyuanvHoti  OuaeHOCMUKU
JAPUH2eANbHOU OUCMOHUU ¢ OpY2UMU 3a001e6AHUAMU 20PMAHU Npedaazaemcs honuampuyeckoe
u ghonuockonuueckoe ucciedosanue ¢ usyarusayuell 6cex cmpykmyp eopmauu [3].
Jlugppepernyuanvrolii ouacHo3 nucHezo cRAZMA GKIOYAEm 2eMUCUHOPOMbL NAPKUHCOHUIMA U
CRACMUYHOCMU, HEe8PONamul, NIeKCONamuu, CUHOPOMbL NEPEeMPYHCUBAHUS, ICCEHYUANbHBIL

mpemop [3, 24].

3. JqueHne, BKJIKO4Yagd MCAHKAMCHTO3HYI0O M HEMCAUKAMECHTO3HYIO
Tépanuu, JAUECTOTECPAIIHNIO, 069360.]IHB21HH€, MECIUIIMHCKHE TIIOKa3aHud H

MNPOTUBONOKA3AHUA K IPUMECHCHUIO METOA0B JICUCHUA

Mogeau manueHTa

DopMHUPYIOTCS HA OCHOBE ONTUMAIBLHOTO BEIOOPA MPU3HAKOB: HO30JI0THYECKAsl €IMHUIIA, KO
nmo MKB-10, Bo3pacTHasi karteropus, ctaaus 3abojieBaHus, ¢daza 3a00JIeBaHMS, OCIIOKHEHUS,
CTpaTU(UKANMOHHBINA PUCK, B MEITUITUHCKON TOMOIIIH, YCIOBHSI OKa3aHUSI METUITMTHCKOM TOMOIIIH,
(dhopMa okazaHus MEAUIIMHCKOW TIOMOIIIH, OKa3bIBAIOIINX HAaNOOJIbIIICe BIIMSHUE HA TAKTHKY BEJICHHS
nanueHra (tao. 3).

Taoauna 3. Mojenu manuesToB ¢ JUCTOHUEH

| Monens | Llesn J1eqennst | MeTo/bI JIedeHHs]




Mooenv A -

MAIMEHT
LIEPBUKAJIbHOM

JTMCTOHHUEH

[¢

IToBrIlIEHHNE KayecTBa
JKU3HU ITAIlEHTOB 34 CUET
YMEHBIIIEHUS
BBIPAKEHHOCTH

CUMIITOMOB 1T,
CHIDKEHHUS 001

BT, xupypruuyeckue Mmeronsl — riryOokasi
CTUMYJISILIUSL MO3ra (MIPU PE3UCTEHTHOCTH K
BbT), dapmakorepanus,

kuHe3orepanus, JIOK




Mooens [ToBbilIeHHE Ka4yecTBa BT, dapmakorepanusi, «po30BbIE OUYKH»
B
KHU3HHU TalMEHTOB 3a cueT | (oOpaboTaHHBIE CHeUaIbHBIM
a YMEHbILIECHUS pacTBOpOM),  XHPYPrUYECKHE  METO[bI
MalHEHT
BBIPAKEHHOCTU CHMIITOMOB (nepudepuueckas
c
onedapocnasma, XUPYPrust KaK JOTIOJTHEHUE K
onedapocnazm
BOCCTaHOBJICHUE OOTYJTUHOTEpAITHH )
oM .
HOpMaJIbHON
(bYHKIMH 3peHUS
Mooenv C - IloBbI1IEHNE KadecTBa BT, XUPYPrU4ecKue METObI —
MalHEHT KU3HU TalMEHTOB 3a CYET | HeilpoBacKkylspHas aexkommpeccus (Ipu
c
YMEHBILIEHUS pesucrentHocty K BT w  Hamuuum
reMuganuanbH .
BBIPAKEHHOCTU CHMIITOMOB | HEHpPOBacCKyJIIPHOTO KOH(IMKTA KOpeIiKa
BIMCIIa3MOM
reMuQanaiTbHOTO JTUIEBOTO HEPBA)
crazma.
Mooenv D — [ToBbilIeHNE KayecTBa BT, ddapmakoTepanusa, Xupypruueckue
HAlUEHT KHU3HHU TALMEHTOB 32 CYET | METOABl — IIIyOOKash CTUMYJISIUS MO3ra
c
YMEHBIIICHUS (pm PE3UCTEHTHOCTH K BT),
TUMU
by BBIP@XEHHOCTH CUMIITOMOB kuHe3orepanus, JIOK
BUJA
TMCTOH
MU JIUCTOHUU
15078
CHWKEHUS 00N
Mooenv E — CHmxenue BT, xupypruueckue MeToabl — IIyOoKas
HAUEHT 6o CTUMYJISILIUS
. U, oOJyeryeHue yXoa, Mo3ra, (apmakoTepanus,
CHW)KEHUE  BBIPAXKEHHOCTH | KuHe3zorepanus, JIOK
reHepaln30BaHH
. . CUMIITOMOB
oiopmoii
JUCTOHUU
JUCTOHUU

3.1 KoncepBaTuBHoOe JieueHHe

BBenenue: 1easAMH JIedeHHUS] SABJSIOTCS JOCTHXKEHUE YCTOI\/'I‘-II/IBOI\/'I peMuccuun 3a00JIeBaHUSIC

COXPaHEHHEM TPYJIOCIOCOOHOCTH U  COIMAIBHOH aKTHBHOCTH ITAallMEHTOB, a TakKke
MIPEeIOTBPALIEHHE PEIIUANBA CHMIITOMOB JUCTOHUU [25]. DTOr0 MOXHO JOOUTHCS TOJIBKO MyTeM
PETYISIPHBIX IOBTOPHBIX HHBEKIIUH MpenapaToB (MHOPEIAKCAHTOB MepU(EPUICCKOTO TCHCTBHUS,
KOl ATX M03AXO01) ¢ neiicTByromuM BemecTBOM boTynuHuyeckuid TOKCUH Tuma A** wim

BOTy.HI/IHI/I‘-IeCKI/Iﬁ TOKCHH THIIAa A TeMarTIlOTHHHH KOMIUIEKC** B CIIa3sSMUPOBAHHBIC MBIIIIBI.



o PexoMeHIyI0TCSl JIOKaIbHbIE HHBEKIIMH OOTYTUHHUYECKOTO TOKCHHA THIa A** mim
OOTYJIMHUYECKOTO TOKCHHA THMAa A-TeMarrIIOTHHUH KOMIUIEKC** B KadecTBE MeTo/1a BhIOOpa MpH
JICYEHUH TAIMEHTOB C HIUOMATUYECKON IEePBUKAIBHOM IUCTOHHUEH (MPEUMYIECTBEHHO
poranmonHoi ¢opmel) ¢ 18 stet u crapmie [39, 40, 41, 42, 43, 44, 45, 46, 47, 48].

YpoBeHb yOeauTeJIbHOCTH peKoMeHaanuii A (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB

-2).

KommenTapuu: dannsiii Memoo nosgosisiem ycmpanums namoaiocuiecKue COKpaujerus Muluily npu
coxpanenuu ux Qyuxyuu. /s 0ocmudicenus yCmoudugol pemMuccu U COXpaHeHuaKayecmea HeusHu
nayuenmos npenapamul OOMYIUHUYECKO20 MOKcuHa muna A** wunu domynunuueckoeo moxkcuma
muna A - 2eMa2eIlOMUHUHOBO20 KOMNIEKCA™™  OonxicHbl  Oblmb HA3HAYEHbl NAYUEeHm) C
UOUONAMUYEeCKOU YepBUKATbHOU OUCTOHUEU (NPeUMyUeCmeenHo pomayuoHHol gopmwl) ¢ 18 nem
cpa3zy e nocie NOCMAHOBKU OUACHO3A POKATLHOU OUCMOHUU, NOCKOIbKY AGIAI0MCI Npenapamamu
nepeoul JuHuu nevyerus. MHvekyuu 00axcHbl NPo8OOUMbCs pecyisapHoO, 8 CpeoHeM, Kadxcovle 3 - 4
mecaya. OOHaKo, UHMEPBAN MedHCOY UHBbEKYUAMU MONCem B8apbupo8amspCsé 3a8UCUMOCIU OMm
cmeneHu 8blpaMNCeHHOCMU OCHOBHLIX KIUHUYECKUX NPOSAGIEHUU U CAMOYYECMEUANAYUEHMA, HO He
dondcen Ovimb Mmenee 12 mnedenv. [lenecoobpazna maxmuxa 2eubK020 UHMEPBALA MENCOY
UHbEKYUAMU, «NO 3anpocy NAYUeHMa», Ko20a HAcmynaem CHudceHue 3¢gexma npeovioyuel
unvexyuu. bezonacnocmv u  ewicokas  aggexmusnocmv  bomyruHomepanuu  00OKA3aHA
MHO20UUCTIEHHBIMU KOHMPOAUpYembimu ucciedosanuamu u 30-nemuel KiuHuveckou npaxmuxot [25,
49]. Knunuueckuii 2¢pgpexm nocne nposedennoui unvekyuu Hacmynaem Ha 7 - 21 0env u nposensemcs
8 UOE BbIPAICEHHO20 CHUIICEHUS MbIUEUHO20 HANPANCEHUsl, Cnazmos u oonu. Jleuebmnwiii 3¢hpchexm
npenapamos ¢ OelucCmeyiowum eeuecmeom Obomynunuyeckuii moxcun muna A**  wmu
bomynunuyeckuti moxcurn muna A eemacentOMuHuH Komniekc** ceszan He monvko ¢ e2o
CUMNMOMAMUYECKUM OelCmeuem Kak JOKAIbHO20 MUOPELAKCAHmA, HO MaKdice U ¢ GIUsAHUueM Ha
aggepenmuvie NOMOKU HA Ce2MEHMAPHO-NEPUDepuLeckom U HAOCe2MEHMAPHOM YPO8HE, YUMo
no360/em 2080pUMb O NAMOSEHEMUUECKOU poau OOMYIUHOMepanuu 6 JedeHuu @QOKANbHbIX
oucmonuti [3, 23, 32, 43, 46, 50]. B nocneonue 200vl NOABUNUCL OAHHbBIE O O0A2OCPOYHOU
sgppexmusnocmu  u  bezonacHocmu  npenapamog oOomynuHudeckui moxcurn muna A*%
bomynuHuyeckul mMokcun muna A—eemacentomunun Komniexc**.  Knunuueckue 003vl  6cex
npenapamos OOMyIUHUYeCK020 moxkcuna muna A** u obomynunuyeckuti moxcurn muna A—
2cemMazeNiomuHun - Komniaekc**  ewvipasxcaiomcs 6 edunuyax oeucmeus (E/]) u ne sasuaromces
g3aumoszamensemvimuy. Pexomendyemcs npoeooums 3 - 4 Kypca unvexkyuii 8 meuenue 200a 8
3a8UCUMOCU  OM  BbIPANCEHHOCMU CUMNMOMOE 3a00ne8anus U NPUMEHAeMO20 npenapama
bomynunuyeckoeo moxkcuna muna A** unu Oomynunuueckutl mokcum muna A—eemaenromuHuH
Komniaekc**. B ymeepicOeHHbIX UHCMPYKYUAX NO NPUMEHEHUI0 Npenapamos OOMYIUHUYECKO20

mokcuna muna A** u 6omynunuveckuilt mokcun muna A—eemaceitOMUHUH KOMNIEKC** onucanvl



003bl U cnocobwl 86edenus. Taxoice cywecmayom MeOUYUHCKUe MeXHOI02UU ¢ KOHKpemusayueu u
oemanuzayueti cnocoboe 66edenus npenapama U MexHUKU UHBLEKYUll npu pasiuyHvlx Gopmax
Goxanvrot Ooucmonuu [23, 40]. Ilpenapamvl Oanumo20 Klacca Mo2ym 8600uUmMb MOJILKO
cneyuanucmol, obaadaroujue cneyuaIbHol n0020MoBKOU U ONbIMOM 00paujeHus cOOMyIUHULeCKUM
mokcunom. Ilpu e6vibope mecma uHveKyuu credyem pyKOBOOCMBOBAMbCSA CMAHOAPIMHBIM
PACNONONCEHUEM MbIUY, HEeNOCPeOCHmE8eHHOe MeCmo UHbEeKYUU Onpeoensiom 6 cOOmeemcmeuu ¢
AHAMOMUYECKUMU OPUESHMUPAMU U OAHHLIMU NATLNAYUU, a MAKHCE C NOMOUBIO OONOTHUMENbHBIX
Memo0o0g:  nekmpomuozpaguu - uconvyamou,  dnekmpocmumynayuu,  yiempazeyka, KT.
Bonvuwuncmeo mviuy vibupaemcs u uHveyupyemcs 8 COomeemcmeuu ¢ aHaru30M OUCMOHUYECKUX
osuodicenuti, monozpaguyeckol anamomuu, narvnayuu meiwy [40, 41, 42]. Obazamenrvho
oghopmaenue 006pP0OBONLHOCO UHDOPMUPOBAHHO2O CO2NACUS HA NPOBEOeHUe JledeHUs NPenapamom
bomynunuyecko2o mokcuna. Pexomenoyemcs nocie nposedenHounpoyedypvl 6omyiuHomepanuu
aKmueHoe COKpaujeHue UHbLEeYUPOBAHHbIX Mbluiy 6 mevenue 20 Mum, 8 meueHue yaca nayueHm
00JIJHCEH HAXOOUMBCL OO HAOI0OeHUeM 8 e4eOHOM YUpercOeHuu Ol KOHMPOJsa 3d paszsumuem
HemeOoneHHbIX alnepeuyeckux peaxyuil [3, 49]. B ciyuae nedocmamounozo 3ghgexma, ommedeHHo2o
npu ocmompe nayueHma 8 OUHamuKe, npu NOCIeOVIOUWUX UHbEKYUAX NPOBOOUMCs NOOOOP U 3aMeHd
cxem mepanuu, usMeHenue 003bl OOMYIUHUYECKO20 moKcuna muna A** unu 6omynunudeckuil
MOKCUH Muna A—eemazeniomunun Komniexkc™*, npumenenue 0onoIHUMeENbHbIX MEM0o008 KOHMPOJis.
UHbEKYUU, KOHCYIbMUpo8aHue ¢ 6olee ONbIMHLIM cheyuanucmom oomynuHomepanuu. Texuuxa
oomynunomepanuu 0Opyeux Gopm QoKarbHbiX OUCTOHUL NOOPOOHO U3N0JNHCEHA 8 MEOUYUHCKOL

mexnonoeuu [23, 51, 52], pexomenoosannas 0o3a npenapama He 00axCHA Obimb npesviuiena [3, 4,

14, 15, 16, 17, 18, 19, 20,26, 31, 32].

L Pexomenayercsi mpu LEpPBUKATbHOW IUCTOHUU MPUMEHEHHE OOTYIWHOTEparuu
(OorynmuHMYeckuit TOKCHMH THMa A** uau OOTYJIMHHYECKMH TOKCHMH THUNA A TEeMarriiOTHHUH
KOMIUIEKC**) Kak Tepamuu MepBOi JUHUU Yy ManueHToB ¢ 18 neT u crapme [39, 40, 41, 42, 43, 44,
45, 46, 47, 48].

YpoBeHb y0eauTeJIbHOCTH peKoMeHaanuii A (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB
-2).

Kommentapuu: Ob6a muna 3apecucmpuposanuvix 6 P@ bomynunuueckuii moxcurn muna A-
2emMaz22etoOmMuHUH KOMAIIeKC** u OomynuHuueckull mokcun muna A-eemazeiiomuHun Komniexc**
UMEIOM CXOXHCYIO IPHEKMUBHOCIb U MOSYI OCIABAMbCA AP DeKMUBHBIMU 8 MedeHUe OTUMENbHO2O0
epemenu [43].

o Pexomenayercs npu BBISIBJICHUH 6nedapocnazma paccmaTpuBaTh
O6oTynuHOTEpanuio (OOTYITUHUYECKUH TOKCUH THHAa A** umm OGOTyNIMHUYECKUN TOKCHH TUMa A
reMarrIIOTHHUH KOMIUTEKC™**) KaKk METO/] JICUCHHSI TIEPBOM JIMHUH 11 KOPPEKIIMH HETIPOU3BOIBHBIX

JBH>KEHU MUMHMYECKUX MBI y MAalMeHToB ¢ 18 ner u crapue [49, 53, 54, 55, 56, 57, 58, 59, 60,



61, 62, 63, 64, 65, 66].

YpoBeHb y0enuTeIbHOCTH peKoMeHIanuil A (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB
-2).

Kommentapuu: o6a muna 3apecucmpupogannvix 6 P® domynunuueckuii moxcun muna
A*%  bomynunuueckui moxcun muna A—eemacenromuHun Komniekc**  umerom  cxooncyro
appexmuenocms U Mo2ym ocmagamspcs IPhekmueHviMuy 8 medenue OIUMenbHo20 8pemenu. /s
obecneyenus nyyweld 3¢gdekmusnocmu u 6e30NACHOCMU UHbEKYULl OOMYIUHUYECKO20 MOKCUHA
muna A** u bomynunuyeckozo mokcuna muna A ecemaceniomunun Komniekc** neobxoouma

MAKCUMATILHO B03MOJICHAsL MOYHocmb unvexyuu [40, 41, 42, 43].

L Pexomenayercsi mnpu BbISIBJICHUM IPU3HAKOB CIIACTUYECKOM A yKTOPHOM
mucHOHUM MPUMEHEHHUE MpenapaToB #OOTYIMHUYECKUN TOKCHH TUna A ** u # O0TynMHHUYECKUN
TOKCHH THTA A-T€MarrilOTHHHH KOMIUIEKC** ¢ IeNIbl0 CHMIKEHHUSI 9acTOTHI MPEPhIBAHUS T0OJ0ca,
CHIDKEHHMSI TSDKECTH clla3Ma M yBelIM4eHus rneproza oHaropHoro noroka [67, 68].

YpoBeHb y0eauTeIbHOCTH pekoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB
-2).

Kommentapuu: Jleuenue aooykmopHou OUCMOHUU C UCNONb308aHUeM HOOMYIUHUYUECKO20
mokcuna muna A** oOviio nposedeno y 13 nayuenmos 6 Kawecmee 0BOUHO20 ClEN020,
n1ayeboOKOHMpPOIUPYEMO20 UCccne008anusl. THayuenmoi OvLIU OUACHOCIUPOBAHbI
MENHCOUCYUNTIUHAPHOU  2PYNNOU, cocmosawell U3 J1020neod, 6pava-omoiapuneonoed U 6pavd-
Hesponoea. #bomynunuyeckuii moxcun muna A** unu coneou pacmeop 6800UNU 8 KAHCOVIO
WUMONOOBAZBIYHYIO MbIUYY NOO DNEKMPOMUOSPAPUUECKUM U TAPUHSOCKONUYECKUM KOHMPOJIEM.
#oomynunuueckoco mokcuna muna A** zamemHo yMmeHbwUL SUNePMOHYC, CHUSUL OUANA30H
OUCTMOHUYECKUX YACMOM U YIYYWUI cnekmpozpaguueckue xapakmepucmuku coaoca. Ilayuenmul,
nocne gedeHus #oomyrunuueckoeo moxcuna muna A** ommemunu 3HauumMenrbHOE YIyUUUEHUE
eonoca no cpagHeHuro ¢ epynnou niaayebo. #bomynunuueckuni mokcun muna A** okazanca
aghhexmusHvim u 6e30NACHBIM MEMOOOM AedeHUsi A00YKMOPHO2O0 MUNA JAPUHEEAbHOU OUCMOHUU
[67]. Cpasnenue sgpgpexma oonocmopounux (50 EJ] 6omynunuueckoco moxcuna muna A**) u
08YCHOPOHHUX MUPOAPUMEHOUOHBIX MbludeunblX unvekyull (no 25 E/l #6omynunuueckoeo mokcuna
muna A** ¢ kasxicoou cmoponwt) y 50 nayuenmos ¢ a00yKmMopHO20 Muna J1apuHeeaibHou OUCHOHUU
NOKA3Aa10, 4Mo CMAHOAPMHbIE OOHOCMOPOHHUE U O08YCHIOPOHHUE UHbeKyuu HOOmyauHuueckozo
moxcuna muna A** obecneuusaiom IKGUBANIEHMHYIO CMENEHb  VIYYUICHUS. CUMNIMOMOS
napuneeanvrou oucmonuu. Kowmponvuas epynna exmouana 15 300posvix cyovekmos [67]. Ho
HEOOCMAamouHo OaHHLIX OJis NOOMEepIHcOeHUs: dhhekmusnocmu npu  abOYKMOpHOM mune
JIAPUH2eAIbHOU OUCMOHUU U NPU MbIUUEYHOU MOH3UOHHOU Oucghonuu. B opyeom uccredosanuu [68]
oyenusanu 3¢ppexmor oonocmopounnei (15 EJ] 6omynomokcuna) u osycmopounei (no 2,5 EJ]

OOMYNOMOKCUHA) UHBEKYUU WUMOUEPNAIo8UOHol Mululy. Yepes 6 Hedenrb nocie UHBEKYUU



MAKCUMAJIbHOEe  6peEM:L ¢0Haz4uu ObIIO  3HAYUMO  HUDJICE npu OaHOCH’lOpOHHeM 86e0eHUU

OomyI0moKcuHa.

o PexoMeHnayercsi Tpu  BBIABJICHHH TPU3HAKOB TeMudanyaibHOTO — Cclla3ma
MIPUMEHEHUE MPenapaToB OOTYIMHUYECKUN TOKCUH TUMA A ** 1 O0TYTMHUYECKUI TOKCUH THIA A-
TEMarTJIOTUHUH KOMIUIEKC™* ¢ 11e1bI0 YMEHBIIEHUS BBIPAXKCHHOCTH CUMITTOMOB [69].

YpoBeHb yOeauTEJIbHOCTH peKOMeHaan il A (YPOBEHb JOCTOBEPHOCTH 10KA3aTeJbCTB
-3).

Kommenmapuu:

Tlouck panoomMuzupo8anubix UCcie008anull, CpasHugarowue 6OMyIUHULecko2o mokcuna muna A**
c nuayebo npu eemugayuarviuim cnasme 6 Koxkpanosckoui oubnuomexe, 6azax MEDLINE u
EMBASE nokazan 0010 Heb0bui0€ paHOOMUSUPOBAHHOE, NAAYEOO-KOHMPOIUPYeMoe nepeKkpecmuoe
uccnedosanue ¢ yuacmuem 11 uenogex, 6 xoode KOMOpo2O NAyueHmMvl NPOULIU Hemblpe Ceccuu
UHBEKYULL, CPABHUBAS NIAYEOO C MPeMsL PA3TUYHBIMU 003aMU DOMYTUHUYECKO20 MOKCUuHa muna A**
- HU3KAs 0034. NOJLOBUHA NPOMEIHCYMOUHOU 003bl, NPOMENCYMOUHAS 0034, U 8bICOKASL 003A: OBOUHASL
npoOMeNCYmoyHas 003a, u 00uH u3z niayebo. Ipgexm bomynunuveckoeo moxkcuna muna A** ovin
gvlute niayebo. Hecmomps Ha cKyOHOCMb XOPOWUX KAYECTNBEHHBIX KOHMPOIUPYEMbIX OAHHbIX, 8Ce
umerowuecs: UCCie008anus NOKA3bIBAOM, Ymo ODOMYIUHUYECKo20 mokcuna muna A** saensiemcs
spgpexmusnvim u OezonacHvim Onsl Jedenus 2cemupayuanvrozo cnasma. bByoywue ucnvimanus
OOJIJICHbL  U3YYUMb MeXHUYeCKue @OAaKmopvl, maxkue KaKk ONMUMAIbHble UHMEPEalbl JNe4eHUs,
PaziuuHble Memoobl UHbeKYul, O003bl, Munvl OOMYIUHUYECKO20 moKcuHa muna A** u
OOMYIUHUYECK020 MOKCUHA muna A eemazeitomunun KOMniekc **, kauecmeo HcusHu, 00120CPOUHYIO
appexmunocms, 0E30NACHOCMb U UMMYHOEHHOCMb. DOMYIUHUYECK020 MoKcuHa muna A** u
bomynuHuyecko2o moxkcuHa muna A eemazenrOMuHuH Komniekc** cnedyem cpasHums ¢
XUpypeuueckou MuKpococyoucmoti oekomnpeccuetl [69].

o Pexomenayercst npu nucyeM crazmMe #00TyIMHUYECKUA TOKCUH Tuna A** B noze
50-100 EJl ninsgkoppeKiuyu MeJIKOM MOTOPUKK KUCTH B Bo3pacte 18 siet u crapuie [25, 49, 70].

YPOBCHL yﬁe):[I/ITeJIbHOCTH peKOMeHIlaIII/Iﬁ A (ypOBeHb AOCTOBECPHOCTH AOKaA3aTECJILCTB

-2).
Kommenrapuu: B niayeb6o-konmponupyemom ucciedosanuu ovliu 00ciedosansvt 25 nayuenmos ¢
mpemopom pyk. Hcnvimyemoie 6vlau panoomusuposamnsvl 0is noiyuenus 50 eOuruy 60myn10moxkcuna
unu nuayebo-unveKkyull 6 ccubamenu u pazeubamenu 3ansicmus 6epxteil Koneunocmu. Eciu nayuenmor
He peazuposanu Ha NEPEOHAUANILHYI0 UHBEKYUIO, OHU UMENU NPABO HA NOBMOPHYIO UHbEKYUIO 6
konuuwecmeae 100 eounuy yepesz 4 nedenu [25]. Bozmooicno bomynunuyeckuti mokcun muna A** u
bomynunuyeckuli mokcunmuna A eemacentomunun Komniexe** agpgexmusen npu opyeux munax

OUCTNOHUU BEPXHUX KOHEUHOCmell, HO HeoOX00uUM boiee mujamenvhsiil N00OOpP 003 U3-3d 4ACMO



18 ner

—4).

8o3HUKalOWell mbluteunol ciabocmu. Ilpenapamvl bomynunuyeckoeo moxcuna muna A** senssiomes
bezonacHviMu u 3¢hekmusHbIMU NPU 00A20CPOUHBIX NOBMOPHBIX UHDEKYUSAX, HO 8PAYU UNAYUEHIMbI
00JI)ICHBL 3HAMb, YMO BbICOKUE CYMMAPHbIE 003bl MO2YN OblMb ONACHYL, 0COOeHHO 05 Oemelti [25].
Yuumsieas cnoscnocms u uHOUBUOYATLHYIO NOMPEOHOCMb 8 MepPanesmuieckoM eMeuamenbCmeae ¢
NOMOWBIO UHBEKYULE OOMYTOMOKCUHA NPU NUCHEM CRA3Me, MPYOHO CIAHOAPMU3UPOBAMb
0000WenHY10 cxeMy UHbeKyull U KOHKpemubvle pekomenoayuu. Obwas s¢hghekmusHocms blOPAHHO20
uccnedosanus nokasvieaem, umo 76% ecex nayueHmos, 6KIOYEHHbIX 8 UCCLe008aHUe, OMBEMUNU HA
maxue CUMRMOMbl, KaK NUCYULL CNA3M, d MAK}Ce pa3iuinble OUCMOHUU, C8A3AHHbIE C KOHKPEeMHbLMU
3a0auamu, 8KI04As OUCMonulo mysvikauma. Ilpoananusuposanst oannvie 3a 11 1em o 420
nayuenmax ¢ oucmonueti (v 50 uenosex oviiu cyoopozu kucmu u'y 10 - oucmonus pyx). B obueii
CIOACHOCMU HA npeomem OUCmoHuu ovlia npoanaiusuposana 1831 unvexyus bomynomokcuna 8 36
muluyax-wuwensix. Mcnonvzosanu b6omynunuueckutl moxcun muna A** u bomynunuueckuil
moxcunmuna A ecemazeniomurun komniexc**. [lpumensinu 6 cpeonem 70,3 EJ] mokcuna 6
NoOpadiceHuble MblUYbl-MUUEeHU (6 cpeOHem 2,5 Mbluybl), Hauje 6ce20 8 NOBEPXHOCMHbIL ceubamens
nanvya kucmu (48%), noxmegoti ccubamens 3ansicmos (42%), 10kmesoil pazeubamensd 3ansacmosi
(34%), nyuesoti pazeudbamens sanacmos (30%), enybokuii ccubamens nanvya kucmu (30%), onunnwiti
VKazamenvHwll ceubamens (28%), nyuesotl cecubamens zansicmos (12%), nponamop (8%),
YKasamenvuwlil pazeubamens (8%) u pazecubamenu mviwyenkosvix mviuy (6%). B kauecmee konmpons
MOYHOCIU UCNOTB308ANU YIbMPA38YK0B0E Ucciedosanue unu IMI, ommemus, umo ouanazomn 003
ObLL CMPO20 UHOUBUOYATLHBIM U 8apbuposaics om 9,3 E0 011 Heborvbuuux moluty, maxkux Kax
yKazamenvHulil naney, 00 35,4 E0 0ns bonee KpynHulx Mbluly, MaKux Kak 10Kmesou pazeubames
sanscmos [70]. Pexomenoyiomces unvexyuu 50 EJ] #oomynunuueckoeo moxcuna muna A** 6
Mbluybl-ceubamenu u Mvluybl-pazeubamenu 3aniAcmvs gepxuell KOHeYHoCmu, npu
omcymcmeuu mepanesmuieckozo 3¢ppexma uepes 4 nedenu npo8oOUMC NOBMOPHAS

unvekyus 6 0osze 100 EJ] #oomynunuueckoeo moxcuna muna A** [25].
o PexoMeHayercsi UHTpaTeKabHOE BBeIeHHE #0akmodena™* marmentam B Bo3pacTe
U CTapIlle CO BTOPHUYHOM NMCTOHHEN B KOMOMHAIIMH CO CIIAaCTUYHOCTRIO [69, 71, 72].

YPOBeHb yﬁelII/ITeJIbHOCTH peKOMeH)]alll/lﬁ C (ypOBeHI) AO0CTOBECPHOCTH A0Ka3aTEeJbCTB

KOMMeHTapHI/I: 6 HacmosAuee epems pacnpocmpanenHnocnio NPpUMEHEHUA

UHMPaAMeKalIbHo20 88edeHus Hoaknopena™*™* ymenvuaemces 66udy n0OOUHLIX S6EHUU, CEAZAHHBIX C
npenapamom U O0COOEHHOCMAMU IKCHAyamayuu o0060py0osanus, a makxice 66udy 06oavuiell
docmynHocmu u d¢hpexmusHocmu memooa 2ryooKkol cmumyaayuu mosea. Memoowvl 08ycmoporHeli
cmepeomaxmu4eckol paouo4acmomHou 0ecCmpyKyuu manamyca, UHmpaoypaibHol pusomomuu u

MUKPOGQCKle}ZpHOI/Vl ()ekomnpeccuu 6 HacmoAwee epems He peKOMeH()OGLZHbl K UCnoJjib306aHurO



(GPP). Omcymcmegyem ookazamenvhas 6a3a 05l UCNOIb308AHUA MEMOOA NPU NEPEUYHOUOUCTIOHUU.
Unmpamexanvuvie ungysuu #Hoaxnogena™* senaromces odOwenpuHamoviM JieyeHuemMm CHACMUKU.
Hmeromesa makowce Ooxazamenbecmea OJisl JleYeHUs SMOPUYHOU 2eHepanu308aHHOU  OUCMOHUU
UHMPAmMeKanbHbIM 6eedenuem #Hoaxnogena™*. I[lpeumywecmea memooa SKIOUAIOM CHUMICEHUE
MOHyca, yIyduleHue nO3UYUOHUPOBAHUS U CHUJICEHUe 00pa3oeanus nponedxcHeli. Hecmomps na smu
npeuMyujecmed, ecmov 3HAYUMENbHble OCIONCHEHUs, KOMOpble MO2YM BO3HUKHYMb NpU Mol
mepanuy, 6 MoM 4Yucile OmMmeHa JeKapcme, KamemepHvle uHekyuu, nepedo3uposKu U OmiKa3z
baknogenosozo nacoca. [na ynyuuenus noobopa nayueHmos upe3yromamos MHo2Ue YeHmpul,
npeonazarwue UHMpamexaioHylo mepanuto # oaxiogenom™* ucnonvzyrom mHo2onpoguibHy0
KOMAHOy, COCIMOSAWYIO U3 epadetl, Xupyp2os u gpusuomepaneemos[69]. Pexomendyemcs ungysuu
#oaknmodena** wauunamo co ckopocmowro 200 mxe/cym. o3y yeeruuusamev na 50 mxe
Kaodicovle 8 uacos, 00 docmudiceHuss 0OHOU U3 mpex KOHeuHvlx mouekx: (1) KiunHuuecku
3Hauumblli omeem (cHudcenue cpeoHneu oyeuku "IIJIOXO" na 25% uiu 6onee), (2)
Hedxcenamenbuble NoOOYHble dhPexmuvl uiu (3) omcymcmeue KIUHUYECKU 3HAYUMOZSO

omeema npu ckopocmu un@yzuu 900 mxe/cym [72].

3.1.1. KoncepBaTuBHOe JieueHHe TMCTOHUH Yy AeTel
s nayuenmog monodxce 18 nem pexomenoayuu no ne4enuro 0CHOBAHbL HA «CMEULAHHBIXY OemCKO-
83DPOCIBIX UCCIEO0BAHUAX U MHEHUSX dKcnepmos [73].

o B xauecTtBe npenapara nepBOil JIMHUU JETAM C JUCTOHUEH PEKOMEHJ0BAH LIEHTPAIbHBINA
xonmHoOoOKaTop #TpurekcudpeHuania** (magansas go3a 1-2 M B CyTKH, pasleleHHbIE HA 3 Tpuema,
Aajice n03a YBEJINYUBACTCA KAXKAYI0 HEACIIIO Ha 1-2 MT, pa3aCJICHHBIC Ha 3 npucema,, nejacBad q03a: 1-2 MI/KT B
JIeHb, pa3/ielicHHbIe Ha 3 TpreMa) C IeJIbI0 YIYUIIEeHUs MaTOJOTUYECKUX JBUKEHUM, O3Bl U TIOXOJIKU Y
nereut [73, 74, 75].
Yposens yoenureabHocTH pekoMenaannii C (ypoBeHb 10CTOBEPHOCTH J0KA3ATEJILCTB — 5)
KommenTapuu: Aumuxonunepeuueckue npenapamol, maxue xax #Ipucexcugenuoun™*,
ABNAIOMCA OOHUMU U3 HAUbOOIee dIPDEKMUBHBIX cPeOCm8 015 JledeHUs 2eHePalu308aHHOU OUCTNIOHUU )
Ooemeti. B npocnekmusnom O080UHOM Clenom nepekpecmHom  ucciedoganuu [76]  6vin
NPOOEMOHCMPUPOBAH 3HAUUMENbHBIU KIUHUYeCcKUl 3¢gdexm om npumenenus #1pucexcugpenuoun **
8 0o3e 30 me no cpasHenuio ¢ niayed6o y Oemel U MOIOObIX B3DOCABIX C CESMEeHMAPHOU U
2eHepanu308anHol oucmouueu.  Fahn u coaem. [74] nposenu omxpvimoe ucciedogarue,
NPOOEMOHCMPUPOBABULee YMePEHHOe UTU pe3Koe YIyduieHue npu npumenenuu #1pueexcugenuoun **
v 61-71% (cpeousn cymounas 0oza 41 me) oemeti no cpasunenuto ¢ 19-38% y e3pocivix (cpedHsis
cymounas 0o3a 24 me). #Ipueexcughenuoun ** nyuwe nepenocumcsi Oemomu, vem 63pOCAbIMU,
Hedlcenamenvhble S6IeHUs HA (QoHe mepanuu eKauaom 3anop (43%), cuudicenue uacmomol
moueucnyckanus (19%), pazopasicumenvrnocmuv/usmenenue nogeoenus (13%) u cyxocms 6o pmy [77].
Menee pacnpocmpanentvie HexceramenbHble AGNIeHUs 8KII0YAOM YXyouleHue 3peHus, Xopero, Cblnb U
connueocms [78]. #Ipucexcugenuoun ** obviuno mpedyem OnumenbHo20 jieyeHus: (0m HeCKOJIbKUX
Heoellb 00 HEeCKONILKUX Mecsyes), npedxicoe uem Hacmynum KiuHudeckuti omeem [79].



° PexoMeH10BaHO JeTsIM C JMCTOHHMEW Ha3HAUYEHWE IMpermapaTa BTOPOW JIMHUM BBIOOpa -
Bakaoden** (mpenapar mpuMeHSIOT IepopaabHO, crapToBas n103a 0,3 Mr/Kr/aeHb, pa3ieneHHbIe Ha 2
wm 3 npuema; go3a tutpyercs 1 pa3z B Hememoo Ha 0,1-0,3 mr/kr, pasneneHHble Ha 3 mpHeMa Ji0
1[eeBOU 103bI: 1-2 MI/KT/eHb, pa3/ielieHHbIe Ha 3 mpuemMa; MakcumalbHas no3a 40 Mr/neHs y neteit
< 2 net, 60 mr/aens y aereit > 2 ner) [80, 81]) ¢ 1enpro ynydIieHUs] MATOJIOTMYECKUX JIBHKCHUH,
KadecTBa Ku3HU [73, 82].

Yposens yoenureabHocTH pekoMenaannii C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)
Kommenrtapuu: bakiogen™* deticmeyem xax azonucm eamma-amunomacisinou kuciomol (I'AMK),
sozoeticmeys Ha T'AMK-B peyenmopwvi. On cHudicaem 6030)0UMOCMb O8USAMENbHBIX HEUPOHO8,
2NIaBHbLIM 00PA30M, HA YpOBHe ChuHHO20 Mo3ed. llepopanvhelii npuem Oakiogena umeem oueHdb
02paHUYeHHOe NPOHUKHOBeHUe uepe3 ecemamodnyedanuveckuii oapvep (I'9F), nosmomy O0ns
00CmUdICeHUsl KITUHUYECKOU NONb3bl MPEOVIOMCs 8bICOKUE 003bl NePOPAIbHO20 npuema baxnogena **
[83]. Ilepopanvuviii npuem baxnoghena™* yacmo ucnonvzyemcs 6 KIUHUYECKOU NPAKMUKe npu
0emcKou OUCMOHUY, XOMs mepanesmuieckue OaHHble KpatiHe 02paHudensl, U OOIbUUHCINEO OAHHbIX
OCHOB8aHO Ha MHeHuU dkcnepmos [84]. Greene u coasm. [80] obuapyscunu ymepennoe yiyuuienue npu
npueme baxnoghena y 7 uz 16 demeui ¢ uouonamuueckou oucmonueu. baxnogen**, xax npasuno,
xopouio neperocumcs demvmu. Haubonee pacnpocmpanentule nexceramenvhvle A61eHUs GKIIOUAIOM
NOBBIUEHHYIO YIMOMIAEMOCHb, MOWHOMY, 3aN0p, COHIUBOCIb U 20JI080KpYiCceHue. Bvicokue 003vl
baxknogena™* mocym ycyeyoumo akcuanvuyio eunomonuro [85, 86]. Vuumwvieas eco nioxyrwo
cnocobnocms  npounuxams  uyepe3z [OB npu nepopanvHom npueme, Oaxiopen**,  ggooumulil
UHMPAMEKAIbHO C NOMOUbIO NOMNbL, OKa3bléaem Oonbulee GluaHUe HA CHACMUYHOCTb U OUCTOHUIO.

o PexoMeH10BaHO AeTSM C AMCTOHHMEH HA3HA4YEHUE IIpenapara BTOPOW WIHM TPETbEW JIMHUU
JieYeHUs - NPOM3BOJAHbIe OeH3zoguaszenuna (duazemam** 0,1 wmr/kr/aenp B 2-4 mpuema c
noctenenHoi tutparmeit NI Knonazemam** B craproBoii nose 0,01-0,03 Mr/kr/neHs IBaKIasl B
JIeHb C TMOCTENeHHON TuTparueit no3el Ha 0,01 mr/kr/mens no uenesoi no3sl: 0,1-0,2 mr/kr/neHb
paszneneHHble Ha TpuU npuema [88]) ¢ 1eNblo yIydIleHus MaTOJIOTUYECKUX ABMKEHUN, KauecTBa KU3HU
[73, 85].

Yposens yoenureabHocTn pekoMenaanuii C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)
Kommenrapuu: Greene u coasm. obuapyxcunu, umo 16% nayuenmos (Oemetli u 83poCivix)
peazuposanu Ha Klonazenam™*. 'V oemeii omeem na mepanuto ovin eviute, uem y 83pocavix. Chuang u
coasm. [88] obcredosanu 33 nayuenma (Oemeii u 83pocivix) ¢ cemuoucmonuel u oonapyicuau 50%-
HYI0 peakyuio Ha KioHazenam** u ouazenam™**. Coobwanoce maxaice, umo KioHazenam™* nonezen
npu  nedenuu  Muokiomyc-oucmonuu y Oemeu [89, 90]. Haubonee pacnpocmpanennvim
Hedice/lamenbHbIM fAelleHuemM DeH300Ua3enuHos8 y demell saeisiemcs cedamusHulil d¢pgexm. K menee
yacmelm NOOOYHBIM d¢hexmam OMHOCAMCA USMEHEHUs. 8 MNOB8eOeHUl, PACMOPMONCEHHOCD,
CNYMAHHOCMb  CO3HAHUA U yeHemeHue Ovixanua [88]. Bnezannoe npexpawenue npuema
OeH300UA3eNUHO8 MOdHCEN BbI36AMb 0OOCMpPeHUe OUCMOHUU U CUMAINOMbL OMMEHDbL.

o PexoMeHnaoBaHo [eTsiM C JUCTOHMEH Ha3Ha4YeHHE JOPAMUHEPTHYECKOTO Ipernapara
#Jleogona** (ctaproBas Ao03a 1 MI/KI/JeHb pa3ieneHHbIe Ha 3 mpreMa; TUTpamus 1 pa3 B HEJelto
Ha | MI/Kr/nenp, pa3iesaeHHble Ha 3 TpueMa J10 1eieBOi 103bl: 5 — 10 MI/Kr/AeHb) ¢ 1ebI0 YIydIIeHUs
MaTOJIOTUYECKUX JIBMXKCHHM, TT03bI U TOXOKHU y nerelt [73].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH /I0KA3aTEJIbCTB — 5)
Kommenrtapuu: #/legodona™* sensemca ochoHbiM cpeocmeom nedenus 1e000Nna-3a6UcCUMbIX
OuCmoHull u 0aem 3HAYUMeNbHbILL KIuHuveckull sgpgexm npu smux cocmosinusx [91, 92]. Cnedyem



npogecmu npobHoe npumenerue #H/lesodonvl™* ¢ HauanvHoOUu 00301 01 Oemeil Ime/xe/Oensv ¢
nocmenenHol mumpayuei 00 yenesou 003vl 5-10 me/ke/0env. B meuenue xax munumym 3 mecsayes
credyem NpUHUMAmMb npenapam 00 MAaKCUManvho 0o03zvl 600 me/cym (npu neobxooumocmu 10
me/ke/cym)) v Kasicooeo pebenka ¢ Heuzgecmuou npuuuroi oucmonuu [92, 93]. B oonom
PAHOOMUBUPOBAHHOM NEPEKPECMHOM UCCIe008AHUU OYEHUBALACL IPheKmusHocmy 1e6000nbl Npu
XII u oucmonuu [94]. IIpoghuns nobounvix s¢hghexmos y demeti 6 yenrom oarazonpuamusiii. Haubonee
pacnpocmparentvle n0OOYHbIE IPGeKmbl GKAIUAIOM MOUWHOMY, 201080KPYIHCEHUE, U3MEHEHUs 6
nosedeHuu, becCOHHUYy U opmocmamuyeckyio cunomensuio. He ece doemu c [ona-3asucumvimu
oucmoHusmMu  xopouwto peazupyrom Ha #H/lesooonvi**: oo 36% oOemeu ¢ Oeuyumom
MUPO3UHSUOPOKCUNA3bL He peazupylom Ha 3mo aedenue [95]. #/lesooony** credyem nazmauamo 6
COYemaHuu ¢ UHeUOUMOPOM 00NAdeKapOOKcunazvl (Kapouoonoti), obObIYHO 6 coomuouieHuu 4:1.
Kpome moco, 6 3asucumocmu om eememuueckol npuyunvl J{ona-3a86UcCUMOU OUCIOHUU MOHICEm
nompebo8amucsi OONOIHUMENbHOE JleYeHUe UHSUOUMOopamu MOHOOKcuoasvl B, anmuodenpeccanmamu,
mpunmog@anom u Kapouoonou. Imo 0coOEHHO XAPaAKmMepHO O/ AYMOCOMHO-PeYecCUBHbIX Gopm
oona-3asucumvix oucmonutl [96, 97].

o PexomMeHa10BaHO AeTSIM C JUCTOHHEH Ha3HaueHUE NpenapaTa #Terpadena3zun** B crapToBOi
nose 6,25-12,5 mr/aens B 3 mpuema ¢ nocreneHHou Tutpanueit (1 pa3 B Hexgemto Ha 6,25 — 12,5 wmr,
pasnereHHbie Ha 3 mpueMa, A0 mesieBoi 1036l 37,5-50 Mr/aeHs pasneneHHble Ha 3 mpreMa) C 1ebIo
yJIy4lIEHHUS aTOJIOIMYECKUX IBUKEHUH, KauecTBa )KU3HU [73].
YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH 0KA3aTENbCTB — 5)
Kommenrtapuu: #Tempabenazun™** ¢ ocHognom ucnonvzyemcs 0ns jleyeruss Xxopeu u Opyeux
2UNEPKUHeMU4eckux O08U2amenbHblX paccmpoucme y e3pocavix u oemet [98]. Borvuwiuncmeo
Hedlcenamenvhblx seieHutl npu npuéme #Ilempabenazuna™* 3asucum om e2o 003bl: CeOAMUBHbBL
appexm, uzmenenus 8 nogedeHul, 0enpeccuio, 3ampyoHeHue OBUNCEHULL, MOUWHOMY U NAPKUHCOHUM
[99]. Ilpumeuamenvno, umo #lempabenasun™** nukoeoa He accoyuuposancs ¢ no3oxel Oucmonuel,
umo Oenaem e20 XOpOwUM 8apPUAHMOM OJi NeOUAMPUYECKUX NAYUECHMOE.

J PexomenioBana aAeTAM c 2-x jem 01s JedeHuss OUCIOHUU CO CRACTUYHOCIbIO 8EPXHUX U
HUJICHUX KOHeyHocmell Tepamus mnpenapartamMu OOTYJIMHMYECKOT0 TOKCHHA THIAa A¥*
(0oTyTMHMYECKHH TOKCHH THINA A-TeMarrJIlOTHHHUH KOMILIEKC**) C Ie/pl0  yJIy4dlIeHUs
MaTOJOTUYECKUX JBWKCHUH, KauecTBa Ku3HU [73].

YpoBenb yoenureabHocTH pekoMeHnaanuili C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJNbCTB — 5)
Kommenrapuu: Ilpenapamor 6omynunuueckoeo moxkcurna muna A** (bomyrunomepanus) y demeii c
oucmonusmMu 00obpena onsa nayuenmog c¢ 12 nem c onegpapocnazmom [100] u onsa nayuenmos c 2-x
Jlem Onsl JleueHusl Cuaiopeu U CNacmuyHOCmMuY 8epXHUX u HudxcHux xoumeunocmeu [101]. Hdozupoexa
bomynunuyecko2o mokcuna muna A** zasucum om maccvl mena u 2pynnvl Mulidy, 8 KOMOPYIO
8sooumcs npenapam. B nacmosuwee 8pems He cywecmeyem CMAHOAPMHBIX PEKOMEHOAYUul no
003UpoBKe DOMYNOMOKCUHA NPU OUCMOHUU Y Oemel. []03a 01 UHbeKYULl 4acmo Onpeoeslemcs UCX00s.
U3 OAHHBLX, NOTYYEHHBIX ) 83POCABIX C POKATbHOU Oucmonuell u demell co cnacmuunocmoio [102, 103,
104, 105, 106]. Cpeonuii unmepsan medncoy unvekyuimu cocmasisiem 3-6 mecayes. s noaHou
ONMUMUZAYUU PeaKYUU MOHCEN NOmpedo8amvcs om 08yX 00 4emvlpex payHo08 1edeHusl.

3.2 Xupypruyeckoe jieieHue

® Pexomenayercss manueHTaM [pU  TEHEpalu3alud JUCTOHUHM, a Takke

pu

HeB(b(I)eKTI/IBHOCTI/I JICKAPCTBCHHOT'O JICUCHUS IIpelapaTaMu - MHOPCIaKCaHTAMU HepI/I(I)epI/I‘-ICCKOFO



NEUCTBHS TPU PA3IUYHBIX TUIAX JAUCTOHHUU MPOBEICHUE TIyOOKOW CTUMYISALUU Mo3ra (amns aereit ¢ 7
net) [107, 108, 109, 110, 111, 112].

YpoBensb yoeaureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH A0KA3aTENbCTB
—-4).

Kommenrapuu:  OcHosHbiM — anamomuueckum  o0Opazoganuem,  no08epeanujumcs
cmumynayuu (DBS — Deep Brain Stimulation, netipomooynayus), 161s1emcs GHYmMpeHHss 4acmyb 0J1e0H020
wapa, Xoms paccmMampuéaemcsi 03MONCHOCMb CMUMYIAYUU 8EHMPOLAMEPATbHO20 MAlamycad,
cyomanamuueckozo saopa. Ommeuero, ymo mevenue OUCMOHUU NOCTe UMNIAHMAYUU CIUMYIUpylouel
cucmemvl umeem oCoOeHHOCMU — OUCMOHUYECKUe 08UNCEHUsl (KIoUas (a3uiecKue, MUOKIOHUYeCKUue
u OpooicamenbHble) pecpeccupylom HeMeOleHHO 6 meyeHue 4Yacos/OHell Nnocie OnepamusHo20
eMeuamenbcmea, 8 mo 8pems KaK 8blpAdCeHHOCMb OUCMOHUYECKUX No3 (MOHuYecKue KOMNOHEHMbl
3abonesanusi) ymeHvuiaemcs Oojiee MedieHHO — 6 meueHue Hedeav/mecayes [107, 108, 109, 110].
Dhgpexmusnocmo nevenus nepsuynou oucmonuu 40 — 90%, é ciyuae 6mopuuHol OUCMOHUU Pe3YTbmMambl
menee onpeodenennvt [109, 111]. Omoanennas oyenka noOCieonepayuoOHHbIX pe3yIbmamos JleyeHUs
YepeUKANbHOU OUCIMOHUU (8KIIOYASL MPEMOp 20]06bl U MUOKIOHUU, BblpadiceHHble ¢hasudeckue
OUCmoHuUYecKue OBUNCEHUS, CA2UMMAbHble U 1amepaibHble HAKIOHbl 207106bl) yepe3 1 — 2 2o00a
npoodemorHcmpuposana pezpecc masxcecmu cocmoanus Ha 50 — 70%, ymenvuienue cmenenu oepanuienus
JHcuznedesmenvrocmu nayuenmos Ha60 — 70%, ymenvuienue 6onesvix nposienenuii na 50 — 60% [111,
112]. DBS — xopowwuti éapuanm mepanuu nepeutHoll 2eHepalu308anHoU U cecMeHMapHou OUCMOHUU &
cumyayusx, eciu e 010 O0CMUSHYMO A0eK8AMHO20 YIYYULeHUs NOCIe MEOUKAMEHMOZHO20 JeYeHUs UlU
npumeHnenus 6omynomoxcuna. DBS — xopowwuil eapuanm mepanuu yepeuKaibHOU OUCMOHUU 8
cumyayusx, eciu He ObL10 00CMUSHYMO A0eK8AMHO20 VIYUULeHUS NOCTe MEOUKAMEHMO3HO20 eUeHUs U
npumeHenus 6omynomoxcuna. DBS kax npasuno, menee s¢ghghexmuena npu 6mopuuHvlx OUCMOHUSX,3d
UCKIIOYeHUueM omcpodennou oucmonuu. DBS mpebyem  cneyuanvmviX 3HAHUL U HATUYUS

MHO2ONPOPUILHOU KOMAHObL. Dma npoyedypa moxcem umems nobouHvle IPhexmul.

3.2.1. Xupypzuueckoe neuenue oucmonuu y oemeil

PexoMeHI0BaHO JETSIM C JIUCTOHHCH M HEBOCIPUUMYHUBOCTBIO K MEIUKAMEHTO3HOMY JICUCHHIO
MpoBeAIcHUE TIyO0KOH cTUMyIsiu Mo3ra [113, 114]

YpoBenb yoenurTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTENbCTB — 3).
Kommenrapuu: /lanuvie, omuocawuecs K 21yO0KOU CMUMYAAYUU M032a Yy Oemel, CMpemMumenbHo
HAaKaniusaomcs 6 HayuHou aumepamype. 3a nocieoHue HeCKOIbKO jiem Obllo ONnyOIUKOBAHO HECKOIbKO
cucmemamuyeckux 0030po8, 0000WAIOWUX CYUEeCMBYIOWYIO TUMEPAMYPY, KACAIOUYIOCS 21YO0KOl
CIMUMYTAYUU MO32A NPU OeMCKOU OUCTOHUU U OUCMOHUYeCKoM cmamyce y 0emeil. Ha cecoouswunutl oens
I'nyboxasa cmumynayus mozea (deep brain stimulation, DBS) - smo mapecemnas mepanus, xomopas

npoaoﬂofcaem paseusamsvCsia KAK eapuarm Jje4erus Oemell ¢ Heeocnpuwwuueoﬁ K MeaMKClMeHn’IOS’HOMy



Jleueruio oucmonuel pasiuynou smuonoeuu [115, 116, 117, 118].

4. MeauuMHCKass peadMJUTALMSA M CAHATOPHO-KYPOPTHOE JieYeHHe,
MeIMIUHCKNE TOKA3aHUSI M TNPOTHUBONMOKA3aHUS K TPHMEHEHHI0O METO/I0B
MEIMIUHCKOW peadUIUTAIIMM, B TOM YHCJIe OCHOBAHHBIX HA HCIOJIb30BAHUH
NPUPOIHBIX JiedeOHBIX (PAKTOPOB

. PexoMeHnayercsi TalMeHTaM C JWCTOHWEH TpaHCKpaHWAJIbHAs MarHUTHas
CTUMYJISIIIUS B COYETAHUH DIIEKTPOMUOTPA)UUECKUM KOHTPOJIEM IO OHOJOTHYecKOod oOpaTHOMH
CBsI3M JIJIs CHIbKeHUs aktuBHOCTH OMI [1, 3, 23, 119, 120].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB
-5).

KommenTapuu: no odanuvim psoa ucciedosanutl, y NAYUEHMO8 C NUCHUM CHA3MOM U
opyeumu gopmamu PoKaIbHOU OUCTNOHUU OMMEYAemcs YayduleHue MOMOPHOU QYHKyuu nocie
npoeederUs Pu3u4ecKoll mepanuu, CeHCOPHO20 U 08ULAMENbHO20 NePeoyYeHUsL.

Cmpamezcuu neyeHuss OUCMOHUU 3ABUCAM OM KOOPOUHAYUOHHO20, Ce2MEeHMANbHO20 UNU
2eHEPAIU308AHHO20 PACIPeOeNeHUsl CUMNIMOMO8. XemoOdeHyepsayus #OOTYITMHUYIECKUM TOKCHHOM
tama A** ocmaemcs memooom evlbopa Onsi AeveHus (HOKANbHOU, MYIbMUGOKATbHOU U
CecMeHmMAapHou OUCMOHUU. Diekmpomuozpadus nogvluiaem moYHOCMb UHbEKYUll U MOodicem
VMEHbUUMb KOIUYeCMB0 UHbEeKYUll, Yacmomy, nobounvie 3¢pghexmol u 3ampamol nymem movHo2o
8bLABNIEHUS OUCTOHUYECKOU MbLUEYHOU aKmuUeHocmu. Xapakmepucmuka OUCHOHUU KAK CEHCOPHO20
paccmpoiicmeéa no6youno K UCHONb30BAHUI0 HEUHBAZUBHBIX Npoyedyp HeupomMooyiayuu. Imu
MemoObl Hydcoaromes 6 OdlbHeuuleM U3VYeHUuU, HO OOHOBPEMEHHOe NpUMeHeHue Memooos
peabunumayuu, yryuuwaem pesyivmamvl aedenus. llanrudanenas enyookas cmumyiayus Mmosea
nonesHa Oiist  MeOUKAMEHMO3HO-PE3UCHEHMHOU NEPEUUHOU  2eHEePATU308AHHOU U, BO3MOJICHO,
@oxanvrou oucmonuu, maxou kax LI/ [120].

o PexoMenayercsi MyJbTHANCIUILUINHAPHAS MTPOrpaMMa PEeaOUINTAIIUU TTallMEHTOB
18 mer W crapmie C TUCTOHUSIMH B YCJIOBHSX KPYIJIOCYTOYHOTO CTallMOHApa, BKIIFOYAIOIIAS
(GU3NYECKYIO TepaIuio,KHHE3UOTEPAINIO, MPO(EeCCHOHAFHYIO MEPEOPUCHTAITUIO, JIOTONETNICCKUE
3aHATHUS U TICUXOTEpaneBTUUECKe BMenaTenbeTa [121].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB
—-4).

KomMmeHnTapuu: no pesyromamam paHOOMU3UPOBAHHO2O UCCIE008AHUS, 6 KOMOPOM
npunsiiu yuacmue 32 nayueHma ¢ OUCMOHUAMU, NOYYAGUIUX MYTbMUOUCYUNTUHAPHYIO 1-HedenbHYI0

npozpammy  peadounumayuy 8 YCIO8USAX KPY2IOCYMOYHO20 CMAYUOHAPA C  eHCeOHeBHbIMU



QuzuyecKkumMu  YNpasCHeHUusAMU, NPodeccUoOHaNbHOU nepeopueHmayueli, J1020NeoUYecKuMu U

ncuxomepanesmudeCKumu emeulamelbCmeamut Omme4eno YayivuleHue CumMnmomos no uwKajie CGI

(IIpunoocenue 13) y 86,7% nayuenmos ¢ coxpanenuem oannvix napamemposg y 69,2% cnycms 6
Mmecsayes HabIoOeHUs.

o PexoMenayioress st peaOuiuTandu MAIMEHTOB C IEPBUKAIBHOW JHCTOHUEH
TPEHUPOBKU C OHOJOrMYECKOil OOpaTHON CBS3bI0 MO KHUHE3HOJOTHYECKOMY 00pazy mpu
3200JI€BaHUAX IICHTPAJIHHON HEPBHOM CHCTEMBI M TOJIOBHOTO MO3Ta, TPEHUPOBKU ¢ OMOIOTHYECKOM
00paTHOM CBSI3BIO O JEKTPOMUOTpaduu MpH 3a00JIeBaHUAX NepudepruIeckoil HEPBHOM CUCTEMBI,
ANEKTPOCTUMYJISIHS, JiedueOHas (U3KYIbTypa C UCIOJIH30BAHUEM ammapaTOB M TPEHAXKEPOB MpHU
3a00JieBaHUsAX MepUpEpUYECKO HEPBHOW CHCTEMbI, jeueOHas (U3KyJIbTypa Npu 3a00seBaHUIX
nepugepuyeckoit HepBHOU cuctemsl [122, 123].

YpoBeHb yoenuTeabHOCTH pekoMeHnaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB
-3).

KommenTapuu: mpebyemcsa ocmopoicnoe moakoganue s¢ghekmuenocmu gpuzuomepanuu 8
Kauecmee aoviosanmuou mepanuu. Ilpescoe uem coeramv 6v18600bI, HEOOXOOUMO NPOBeCMU
OONONHUMENbHBLE UCCIE008AHUSL BbICOKO20 Kauecmad. B uccnedosanusax coobwaemces 00 ynyuuenuu
NON0JICEHUS 207108bl, YMEHbUEeHUU 00U, YEeIUdeHUU WelH020 OUana3oHa O8UNCEeHUsl, NO8bIUEHUU
Kauyecmea HCU3HuU.

o Pexomenayercss mnpu  (QOKAIBHBIX JWCTOHUSX MpOrpaMMa peaOWIHTAIlNU,
BKJIIOUAIONIAS 11€Tb-OPUEHTUPOBAHHYIO JBUTATEIBHYIO MPAKTUKY, METOJbl HEHPOMOAYNSIHHA B
KOMOWHAIIUK C UHTCHCUBHBIM JIBUTATEILHBIM TPEHUHTOM [ 124].

YpoBeHb y0eauTeJbHOCTH peKOMeHIaunid B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB
-3).

Kommenrapuu: Ha ocnosanuu cucmemamuyecko2o 0063opa, npeocmagiennozo 6 Movement
Disorders Clinical Practice ¢ 2018 200y, 6vbinoinen anaiu3 HAYYHLIX OAHHLIX HO NPUMEHEHUIO
PA3TUYHBIX MeMmOo008 peadulumayuu nayueHmos ¢ QOKAIbHbIMU OUCTMOHUAMU, KOmopble Obliu
cepynnupoganvl Ha 6 epynn: (1) dsuecamenvhas npakmuka, (2) mpenuposxa ¢ oepanuyenuem, (3)
ceHcopuas peopeanuzayus, (4) Hopmanuzayus MulUedHOU AKMUBHOCMU C NOMOWbLIO GHEUIHUX
Memooos, (35) nelipomooynayus ¢ ooyuenuem u (6) komnencamopusie cmpameeuu. Ilpeocmasnensi
86160001, UMO UYelb-OPUEHMUPOBAHHbIE O8USAMEbHbIE NPAKMUKU, MemoObl HeUpoMOoOYIAYUs 8
couemanuu ¢ UHMEHCUBHLIM O08ULAMENbHLIM MPEHUH2SOM ABNAI0MCA Hauboiee NPUoOpuUmemHbvIMu

Memooamu peadunumayuy NayueHmo8 ¢ POKAIbHLIMU PopmMamu OUCOHUU.

4.1.MeauunHCKas peadMJIUTANMUSA 1eTCKOM IUCTOHUH
VY nereil Ha T€YEHWE NUCTOHUHU MOKET BIIUSTH MPOOJHKAIOIIEECS CO3pPEBaHUE U TIACTUYHOCTh MO3Ta;

AUCTOHUS MPCIIATCTBYCT PA3BUTHUIO MOTOPUKH U 3aKPCIJICHUIO ITPABUJIbHBIX ABUT'ATCIIbHBIX HABBIKOB; B



TO K€ BpeMs y JE€Ted OrpaHWYCHHbIE KOTHUTHBHBIE W COLIMAJIBHBIE HABBIKM MOTYT OCJIOXKHSTbH
peabmnuTannoHubie 3agaun [125]. Bee netu ¢ quctoHnen HyXIaroTcs B KOMIUIEKCHOW peaOuIuTaIiu
MHOTOITPO(MUITBHON TeparneBTUYECKO KOMaHI0|, BKITIOYast Bpada-(pu3noTepaneBTa, Bpadya (pu3muecKon
U peabMINTallMOHHON MEIMIIMHBI, Bpaya 0 JIe4eOHON (PU3KYIIbTYpEe, MEAULIMHCKYIO CECTPY 110 MacCaxy,
peabmiuTanuy, GusnoTepanuu (CnenrualIucTa Mo 3proTepanuu) U, BO MHOTHUX CIIydasiX, JIOTOMNEIOB C
pa3paboTKOW HMHIUMBUAYAIBHOW TMPOTrpaMMBbl  JIOTONEIUYECKOW peabuIuTalud U IICHUXOJIOTOB.
KoHnkpeTrHble MeToAbl JIeUEHMsI JOJKHBI ObITh aJalTUPOBAaHbl K HWHIUBUAYAJIbHBIM MOTPEOHOCTAM

pebenka u ero cembu [126].

J Pexomenayercst npu pOKaNbHBIX IUCTOHUSAX y JETE€H UCIOIb30BATH MPOTrPaMMy peadMIUTALINY,
BKJTIOYAIONIYI0 I1€Tb-OPHUEHTHPOBAHHYIO JBHUTATEIbHYIO MPAKTUKY, METOJbl HEHPOMOAYIALWU B
KOMOMHAIIUM C MHTEHCUBHBIM JIBUTaTEJIbHBIM TPEHUHIOM (TPEHHPOBKY C OMOJOTMYEecKOW O0OpaTHOM
CBSI3bIO TI0 AJIEKTPOMHOTpadUn; TPEHUPOBKY ¢ OMOIOTUYECKOM 0OPATHOMN CBS3BIO IO KHHEMATUYECKOMY
o0pasily; JeueOHy0 THMHACTUKY 110 (OPMUPOBAHUIO METIKOM MoTopukn) [ 124, 127, 128, 129].
YpoBeHb yoeauTebHOCTH pekoMeHaanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3).
KommenTapuu: B 08yx HeOdasHux uccie008anusx uU3yualaco 3@O@eKmusHoCms — BU3YATbHOU
ouonocUYecKol 0Opamuoll C853U MblUEeUHOU aKmusHocmu Kucmu y oemeti ¢ oucmonueu [127, 128] V
oemeti ¢ oucmonuei BOC-mpenuposku 3HauumenbHo CHUMCAU CUHKUHE3UU U Nepeu30blmoK MulUeyHOU
AKMUuHOCMU, He C6A3aHHOU C 6blnoaHeHuem 3adauu. Heodaseno onybauxkosannoe uccreoosanue c
yuacmuem 10 Oemeti ¢ OucmoHueu cooOWUNO O 3HAYUMETbHOM YIYYUleHUuu @QYHKYuu pyK nocie

ucnonvzosanus IMI -6uonocuueckotl 0opammuoil ce5a3u no 5 4acos 6 deHv 6 meuenue 1 mecsaya [129]

5. Ilpopunaktuka u JUCHAHCEPHOe HaOJIeHHe, MeIUIMHCKHE

MOKa3saHudA ! IIPOTUBOIMOKA3aHUA K IPUMECHCHHUIO METO10B HpO(l)I/IJIaKTl/IKI/I

D¢ dexTuBHON TPOPUIAKTUKY TUCTOHUH HE CYIIECTBYET.



6. Opranuszanusi OKa3aHus MeJIUIMHCKON MOMOIIH

MeauuuHcKasi TOMOIIlb, 32 UCKIIOYEHHEM MEIMIIMHCKON MOMOIIY B paMKax KIMHUYECKOM
anpobanuu, B cooTBeTcTBUU ¢ DeaepanbHbM 3akoHOM OT 21.11.2011 Ne 323-d3 «OO6 ocHoBax
OXpaHsbl 310pOBbs I'paxkaaH B Pocculickoit @enepannny», OpraHu3yeTcs U OKa3bIBACTCSA:

1) B COOTBETCTBUU C MOJIOKEHHEM 00 OpraHM3alliy OKa3aHWs MEAMLIMHCKOW MOMOLIH
[0 BUJAM MEIULMHCKON MOMOIIM, KOTOPOE YTBEPKAAETCA YHNOJHOMOYEHHBbIM DenepanbHbIM
OpraHOM HCTIOJHUTENbHOM BIIACTH;

2) B COOTBETCTBHM C MOPSAKAMU OKa3aHUS TOMOIIM MO TPOQHII0 «HEBPOIOTHS,
o0s13aTeNbHBIM 711 UCTIONIHEHUsI Ha Tepputopun Poccuiickoit denepanuu BceMH MEIULIUHCKUMU
OpraHM3alsIMHI; Ha OCHOBE HACTOSAIIMX KIMHUYECKUX PEKOMEHALNT;

3) C YYETOM CTaHJApTOB MEJMIIMHCKON MMOMOIIH, YTBEPKICHHBIX YIIOJTHOMOUYEHHBIM
denepalibHbIM OPraHOM UCIIOJIHUTEIBHOM BJIACTH.

IMoxazaHusiMu VI TOCIUTATU3ALNH B MEJUIUHCKYI0O OPTAHU3ALUI0O B IKCTPEHHOHN/IN
HEOTJI0KHOM (hopMe ABJIAIOTCH:

1) HaJIM4ue OCJIOXKHEHUM JUCTOHUM, TPeOYIOIIMX OKa3aHMs CHEeLUaIN3HUpOBAHHON
MEAMIIMHCKON MTOMOIIH B SKCTPEHHOM U HEOTIOXKHOU popme;

2) HaJIM4ue OCJIOKHEHUH JeueHus (XUpypruuecKoro BMeNaTeabCTBa, JIEKapCTBEHHOM
Tepanuun) JUCTOHUH.

IToxa3aHusAMH /151 TOCTUTATH3ALUH B MEJUIIHHCKYIO OPTaHU3AIUIO B IVIAHOBOM (hopme
SIBJISIIOTCSL:

1) HEOOXOIMMOCTh  BBIIIOJIHEHHS] XUPYPrU4eCKOro BMeMIaTeabcTBa  (IIyOOKOH
CTUMYJISIIMM MoO3ra HAalMeHTaM C pPa3JIMYHbIMU THUIIAMUA JUCTOHMM, MHKPOBACKYJISIpHAs
JEKOMITPECCHS KOpeIKa 7 Mapbl YepemHO-MO3TOBbIX HEPBOB IMPH BBIABICHUU HEUPOBACKYISPHOTO
KOH(JIMKTA MPU reMu(anruaibHOM cria3Me  T.J1.);

2) HE00XOMMOCTh MPOBEACHUS OOTYIMHOTEPANTUH MPHU THKENBIX (GOopMax TUCTOHUH,
TpeOyIOIMX HAOIIOICHHUS B YCIOBHUAX KPYTJIOCYTOUYHOTO WM JHEBHOTO CTAIlMOHAPA;

3) HaJW4Hhe TMOKa3aHWW K KOMOWHHUPOBAHHOMY JICYCHHIO (XMPYPTUYECKUE METOJIHI,
O6oTynuHOTEpanus), TpeOyroue HaOMIOACHUS B YCIOBHSX KPYIJIOCYTOYHOTO WIIM JTHEBHOI'O
CTallMOHAapa.

IToxa3aHnsIMH K BBINUCKE MANMEHTAa U3 MeIMIHHCKON OPraHNu3anuu sIBJISIOTCS:

1) 3aBepUIeHHE Kypca JICUSHHSI UM OHOI0 U3 3TAllOB OKa3aHUsCHEeUaIN3UPOBAaHHON
MEAMIIMHCKON MOMOIIM B YCIOBUSX KPYIJIOCYTOYHOTO WJIM THEBHOTO CTAallMOHApa MPH YCIOBHUH
OTCYTCTBUS OCJIOKHEHUH JICUeHHsI, TPEOYIOIUX METUKaMEHTO3HOM KOPPEKIIUN /WA METUITMHCKUX

BMCIIATCJIIBCTB,



2) OTKa3 MalKMeHTa MU €ro 3aKOHHOTO MPEACTAaBUTENS OT CHEHUAIU3UPOBAHHOM
MEIUIMHCKONW MOMOILU B YCIOBUSAX KPYIJIOCYTOUYHOTO WJIA JHEBHOTO CTAllMOHAPA, YCTAaHOBJICHHOU
KOHCUJIMYMOM MEIHMIIMHCKOW OpraHu3aIlii, OKa3bIBAIOIICH MEAUIIMHCKYIO TTOMOIb, IPH YCIOBUHU
OTCYTCTBHSI OCTIO’KHEHUN OCHOBHOTO 3200JIEBaHUS W/UITK JICUEHUs, TPEOYIOIINX MEIUKaMEHTO3HOM
KOPPEKIIUU W/WITH METUITMHCKUX BMEIIATEIIbCTB B CTAIMOHAPHBIX YCIIOBHSIX;

3) HEe0OXOMMOCTh TMepeBoJa MalleHTa B JAPYTYyI0 MEAULHUHCKYI0 OPraHu3aluio M0
COOTBETCTBYIOLIEMY MPO(HITIO OKA3aHUSI METUIIMHCKON MTOMOIIH. 3aKII0YEHUE OLIEIecO00pa3HOCTH
nepeBoja MaIlMeHTa B MNPOQPMIBHYI0 MEIUIIMHCKYIO OpPraHH3alUI0 OCYIIECTBISIETCS TOcie
MPEBAPUTEILHON KOHCYJIbTAIMM 1O MPEIOCTABICHHBIM MEIUIUHCKUM JIOKyMEHTaM W/HIU
MPEABAPUTEIIBHOTO OCMOTpa MalMeHTa BpayaMH-CICIUAIUCTAMH MEIUITMHCKONW OpraHu3aluy, B

KOTOPYIO IIAHUPYETCS TIEPEBO/.

7. JonosHuTeabHass uHpopMmauus (B TOM 4ucje GakTopbl, BJAUAOIINE HA

UCXO0/1 3200J1eBAHNS UJIH COCTOSIHUS)

B xayecTBe ONTUMANBHOTO MHCTPYMEHTA JIJISl IPAKTUYECKOTO BEJICHUS MAIlUEHTOB U OLICHKU
Pe3yJIbTaTOB BEIOPAHHOW TEPANIEBTUIECKON CTPATETUH MOKET OBITh UCIIOIh30BaHa Mk TyHapOTHOM
Hkanst @yukruonuposanust (MK®) [130]. [Ipumenenue npenycmorpennbix MK® moaxomoB k
KIIACCH(PUKAIIUU HAPYIICHHBIX (QYHKIUH W CTPYKTYp OpraHW3Ma, AaKTUBHOCTH U Y4YacCTHS
(pyHKIIMOHHMPOBaHKS) TO3BOJIIET C BBICOKOM CTENEHbIO WHIWBUIYAJIU3WPOBAHHON JeTaln3aluu
OMKCHIBATh 37I0POBhE MAIMEHTA U €ro OKPYKEHHE C OHONOTUYECKOW, TCUXOJIOTHYEeCKONH U
COLIMAJIbHOW TOYEK 3PEHMS], a TAKXKE OMPEENATh €ro MOTPEOHOCTh B METUIIMHCKOM M COLIMAIbHOM
nomomu. Crpykrypa MK® mnpexncraBieHa JIByMsi 4YacTsIMU:

«PYHKIIMOHUPOBAHUE W OTPAHUUYEHUS KUIHEICATEIHLHOCTH» U «KOHTEKCTOBBIE (akTopbl». YacTh
«QYHKIIMOHUPOBAHNE U OTPaHUYCHUSI )KU3HENEATEIHHOCTH» B CBOIO Ouepellb BKIIOYaeT B cebs 4

noMeHa: (GYHKIMH U CTPYKTYpPbI OpraHu3Ma, akTHBHOCTb U y4yactue (Ta0. 4).

Ta6auna 4. Ctpykrypa MexxayHapoIHO! KaIbl (yHKIMOHHUPOBAHUS

Yacrs 1: ®OynknuoHupoBanue u | Yacrtp 2: KonrekcroBbie
OrpaHUYCHUS JKU3HEACATEIbHOCTH dakropsl
Cocrasisirony | DyHKIUHA A | AKTHBHOCTH u | PakTophl JInynocTHEIE
ue CTPYKTYPBI ydactue OKpY’Karoleu (bakTopsI
OpraHu3ma cpeapl
Jlomensl DyHKIHUH Cdepsr Bremnee Bnytpennee
opraHusma KU3ZHENIEATEIbHOCTH | BIUSHUE Ha | BIUSHHE Ha
CtpyKTypbl (3amaum, neiCTBUSA) ¢byHKIIMOHUPOBa | PYHKIIMOHUPOBA
OpraHu3ma HUE U | HUE u
OTpaHUYECHUS OTrpaHUYECHUS
KU3ZHENEATEIbHO | JKU3HEACSITEIbHO




CTH CTH
Ilapamerpsl | U3meHneHue Iorennuanen | OOneryaroniee Biusaue
byHKIMN ast CIIOCOOHOCTD | MITH CBOICTB
OopraHusma Beimonnenue 3agauu | 3aTpyAHSIOINEE | TMYHOCTH
(¢usnonorunueck | B CTaHJAPTHBIX | BIUSHUE
oe) YCIIOBHSIX (hu3HUecKoi,
N3menenmne Peanmzanmsa COITMaJbHOMN
CTPYKTYPBI Breimmonnenue 3agauu | cpenpl, MHUpa
opranusma B peaJbHOU | OTHOLIEHUH U
(amaromuYeckoe | )KM3HEHHOW CUTyallud | YCTaHOBOK
)
[lo3utuBHEl | @yHKIMOHANBH | AKTMBHOCTh Ob6uneruaromiue He npumenumo
1 acnekT ast u | Yyacrue (akTopbl
CTpYKTypHasi
LIEJIOCTHOCTh
DYHKINOHUPOBAHUE
Heratuubl | Hapymenne Orpanuuenue [Mpensrcreyromu | He npumennmo
1 acreKkT AKTUBHOCTH e ¢aktopsl /
Orpannyenue Oapbepbl
BO3MO>KHOCTH
y4acTus
OrpaHudeHue KU3HEAEATEIBHOCTH

IIpumep ncnoanzoBanue MK® B ki1uHn4YecKko npakTuke npu repanun L]

[Tanuentka @ - Bo3pact 63 rona

Huarnos: 11/, narepokosiuc

OcHOBHBIE TIPOOIEMBI:

® boub

® CuUMITOMBI JUCTOHHUU

IIapameTp B COOTBETCTBHH C IIpuopureTrHoOCTH HIxanabi
¢popmynuposkoii B MK® u ¢ ey
KO/IOM
Bbois (b280) [TepBuunas Busyanpnas aHaJIoroBasi
mkana (BAII, ITpunoxxenue [2): bony

Hernpoun3BosabHbIE BUKEHUS Bropuunas [kama TWSTRS

JlnamazoH JBUKEHUI

KocMmernuecknii Buj

OcHoBHas npo6;ema: boJb B 1iee, accONMUPOBAHHAS ¢ TUCTOHH T

IMK®: b280

Boab

Cy0-kaTeropuu:

+ [lepBuuHas nenb
Bropuunas uenp

+ bonp
Purnagoctb
Hapymenue cHa

Omanwvt npumenenus MK®

OcHogHble npuopumemmuvle yeau Oas OAHHO20 NAYUEHMA, CO2NACHO Kiaccugurayuu
MK®D: ymenvuenue 6onu (b280) — nepeuunas yenwv, ymenvuieHue cumnmomos L/ — emopuunas
yenv. Heobxooumo nomnumo o npumenenuu npunyuna SMART npu nocmarnoske yeneu ne4erus;




Il oyenxku oocmudicenus OAHHbIX yenell, ObLIU 8bIOPAHLL VHUBEPCAbHAS WKAAA OS]
OYeHKU YpoeHs 60U 6 OuHamuxe — Busyanvnas ananoeosas 10 6annvuas wxana 6oau (BALL) u
Bepbanvras wkana yxooa 05 OYeHKU NACCUBHOU (DYHKYUU,

I coonooenusn npunyuna SMART ycmanasnusaemcs onpeoeieHHblll NPOSHO3UPYeMblil
Yposens 3HaueHull no Kaxcool evlopanoll yeau (6 dannom cayuae 5 - 4 6anna us 10 no BAILL), a
MaxHce 8pems. 00CMUINCEHUS IMO20 NOKA3AMes,

CrangapTu3supoBaHHbIE basoBblii
Hean JocTu:keHnue
napaMeTpbl OLeHKH YPOBEHb
BAIII no omenke 6onu B
7/10 5-4/10 3/10
HOYHOE BpeMs
SMART noaxof K messim: He nocturnyro HocTurnyro
s ymenvuwieHus — 6bipadtceHHoCmuy YactuuHo Kak n oxxnnanocs
oonu 8 niewe nouvto om 7/10 0o 5-4/10 no To xe + HemHoro Gombiie
BAIII na 6 nedene nocie unvexkyuu Xyxe Hamuoro Gonbime
L Ilo npowiecmsuu ykazaHHo20 NPOMeNCYmKa 6pemMeHy NPO8oOsim OYEHKY YKA3AHHO20

napamempa. B Oanmnom cnyyae, y nayuenma HabnoO0aemcs NONOHCUMENbHASL OUHAMUKA NO
VMeHbUuleHUuro  Ooau, 0Onacooaps  epamomHoOMy  8bl00pY  MemoOOuKu mepanuu  (UHbEKYUU
OOTYIMHUYECKOTO TOKCHHA TuUma A** u OGOTyTMHHYECKOr0 TOKCMHA THMA A T'eMarrJiOTHHUH
KOMILIEKC**.)

o Ilo cmenenu ycnewmocmu OOCMUNCEHUS Yelu MOJMCHO OYEHUMb BblOPAHHYIO
MEMOOUKy mepanuu u COCMmagums OAIbHeuuUll NAAH ledeHus.

MK® - 6azoevlii uncmpymenm Osi OYEeHKU KAYeCmed OKA3AHUSL MEOUYUHCKOU NOMOWU,

N036051em OYeHUMb Kauecmeo u dQp@PexmusHocms eblopannoi cmpameeuu mepanuu [21].



Kpurepuu oneHKHM Ka4ecTBa MEIUIMHCKOMN MOMOLIU

Ne Kpurepun xkayecrBa OneHka BbINOJTHEHUS
n/n
1 BrinonHeHa olieHKAa HACHJIBCTBEHHBIX ABMKCHHUI B IIOKOE U
npu HU3NIECKOM HATrpy3Ke Jla/Her
2 BrimonHeHa olieHKa HAIMYHS/BRIPAXKEHHOCTH HE MOTOPHBIX Ja/Her
CUMIITOMOB JTUCTOHHH
3 BrinonHeHa KIMHAYECKAas THArHOCTUKA TUCTOHUH C Jla/Her
MIPOBEICHUEM BHUICO3AMNCH
4 Omnpeneneno HanMM4YMe/OTCYTCTBUE TIepUdepruiecKux H
(hakTOpOB pUCKA JUCTOHHUH HAa/Her
5 [TpoBenen muddepeHnmanbHbIA TUarHo3 ¢ 3a00JeBaHUSIMHU
Y CHH/IPOMaMHU, PU KOTOPBIX HAOIIOIAOTCS Jla/Her
IIaTOJIOTHYCSCKOE ITOJI0KCHNE WM ABIKCHUE TOJIOBBI
6 Brimonnena tepanus TUCTOHUH OOTYJTMHHYECKAM TOKCHHOM
tuna A**, 60TyTMHUYECKUM TOKCUHOM THIa A— Ja/Her

FeMAarmIilOTUHUH KOMIUIEKC* *
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Helipoxupyprudeckum otaenenueM Ne2, Poccuiickuii HEHpOXUPYPTrUUECKUl MHCTUTYT UM. MPod.
A.JL. Tlonenosa — ¢punmman ®I'BY HMUILI um. B.A. Anmazosa (. Cankt-IletepOypr).

20. IIaBioB Hukxonail AjeKCaHAPOBHY, K.M.H., BEIYLIMH HAy4YHBIH COTPYIHHK
Kadeapbl HEBPOJIOTHH, Helpoxupypruu u meaurnuHckod reHeTnku PI'AOY BO «Poccwuiickuii
HALlMOHAJIBHBIA UCCIENOBAaTENbCKUM MEIUIUHCKUKA yHuBepcuter uMenun H.M. Iluporosa»
MunucrepcerBa 3apaBooxpaneHus Poccuiickonn @enepanuu, wieH npe3uauyma Bceepoccuiickoro
o011ecTBa HEBPOJIOTOB.

21. Ioxa6o JImutpuii BiaagumupoBuy, 1.M.H., mpodeccop kadenpsl HEPBHBIX
oonesneir ¢ kypcom [0 PI'BOY BO «KpacHospckuii rocynapCTBEHHBIH MEIUITUHCKHI
yHuBepcuteT uM. B.®. BoitHo-fIcenenkoro» MuHnucrepcrBa 3apaBoOXpaHeHus Poccuiickon
®denepanuu, qupektop LleHTpa HHHOBAIIMOHHOW HEBPOJIOTHH, SKCTPAMMPAMUIHBIX 3a00I€BaHUN 1
6otymunotepanun @CHKIL] ®MBA Poccun

22. Tumep6aeBa Codus JleonmaoBHa, 1.M.H., HeBpojor DeaepaibHOro
roCyJapCTBEHHOT0 aBTOHOMHOIO YyupexaeHus «HauuoHanmbHBIH — MEIMKO-HCCIEeI0BATENbCKUM
HeHTp  «JleueOHoO-peaOumuTanMOHHBIM  1eHTp»  uue-npesuaeHT  MOOCBTMunucreperBa
3npaBooxpanenus Poccuiickoit denepanuu, B

23. Tomckuii Anekceil AJjiekceeBHY, K.M.H., CTapliMii Hay4HbIl COTPYJHUK,
PYKOBOAMTEIND rpymnmbl pyHKIMOHATBHON Helipoxupypruu ®I'AY «HMMUL] Heitpoxupypriuu uMeH!
akagemuka H.H .bypnenko» Munucrepcersa 3apaBooxpanenust Poccuiickoi ®@enepanuu

24. ®ecroH  Anarosmid  JImuTrpueBH4 — .M.H., U.0. aupekropa DI'BY
«HaruoHanbHbI METUIIMHCKUNA HCCIEI0BATEIIbCKUNA IEHTP peabuiIuTaui U KypOpTOJIOTHI
MunucrepcrBa 3apaBooxpanenus Poccuiickoit @enepanun

25. XacanoBa Jluna PycremoBHa, 1.M.H., mpodeccop, TJABHBIM CHEHHATUCT IO
aHTMOHEBpOJOoruy MuHHCcTepCcTBa 3ApaBooxpanenus Pecriyonuku Tatapctan, npodeccop kadeapbl
HeBposiorun u Hedpoxupyprun DIIK u IIIIC OPI'BOY BO «KazaHnckuil rocynapCTBEHHbBIN
MEIUIMHCKUN yHUBepcuTeT» MuHucrepcTBa 3apaBooxpaHeHus Poccuiickoi Penepanuu, dieH
npaBieHuss HanmoHnanpHOM acconuanuu mo 60pr0e ¢ HHCYJIBTOM.

26. XarbkoBa CBersana EBrenbeBHa, 1.M.H., mpodeccop, 3aBeAyIOIUi OTIeICHUEM
peabmimMTanuy ¢ HapylieHueM (YHKIUN IEHTpPAIbHOM W mepudepudeckoil HEpBHOW CHCTEMBI,

IJIaBHBIN BHEIITATHBIN HEBPOJIOT CDCI[epaJ'ILHOTO rocyAapCTBEHHOI0O aBTOHOMHOTO YUPCIKICHUSA



«HarnuoHanbHbI MEAMKO-MCCIEeI0BATENbCKUN 1IeHTp «JIeueOHO-peaOunuTallMOHHBIA  LIEHTP»
Munucrepcrsa 3apaBooxpanenus Pocculiickon @enepannn

27. HunxkepumoB Papuz KaupoBuu, n.m.H., HeBpormor ['BY3 «l'opoxackas
nosnnkianHuka Ne 166 /lenapramenTa 31paBooxpaHeHusl I. MOCKBbBI», TJIaBHbIM HeBpoJor FOxHOro

AIIMUHUCTPATUBHOI'O OKpYyTra I'. MOCKBEI

28. SIxno Huxouaii HwuxosaeBnu, n.M.H., akageMuk PAH, xadenpa HepBHBIX

oonesneit [IMI'MY um. .M. CeuenoBa (CedeHOBCKHI YHUBEPCUTET)

Konduukr unrepecon

Unens! pabouell Tpymnmbl 3asgBUIM 00 OTCYTCTBMM (DMHAHCOBOM MM HeMaTepHabHON
3aMHTEPECOBAHHOCTH MO TeME pa3pabOTaHHOW KIMHUYECKOW pekoMeHmanuu. YneH(vl) padoueit
Tpynmnbl, cooOmmBIIKe 00 O0O0CTOATENhCTBAX, KOTOPHIE MOTYT TIOBIIEYh 3a CO00H KOH(IUKT
WHTEPECOB, ObUI(M) MCKITFOUCH(bI) U3 OOCYXKIICHUS Pa3JICNOB, CBSI3aHHBIX C 00JIACTHIO KOH(IMKTA

HHTCPCCOB.



[puiaoxenue A2, MeTonoJsiorus pa3padoTku

peKoMeHIanu i

IleneBast ayiMTOPHUA JAHHBIX KINHUYECKHX PEKOMEHIAMI:
I. Bpauu-neBponoru

Bpauu-nenpoxupypru

Bpaun-odranemonoru

Bpauu no MeauuuHCcKol peabunuTanun
Bpauu-tepaneBTsl

Bpauu o6mieit mpakTuku (ceMeitHbIe Bpayun)
Bpauu-0oTOpuHOIApUHT0JIOTH

Bpaun-neguatpsi

Bpauu-TpaBMaTOIOrM-OpTOIEIbI

= 0 0 N kWD

0. Bpauun-cromaronoru

11. CMeXHBIE CIIEUATUCTEI

KINMHAYE€CKHX

Tadauma II1. Ilkana ouenku ypoBHeEH pocToBepHOCTH mokaszarenbctB (YJI) mis meronos

ANarioCTHKHU (I[I/IaFHOCTI/I‘IeCKI/IX BMeH.IaTeJ'IBCTB)

VIO Pacummdposka

CucremaTnueckue 0030pbI HCCIEOBAHUN C KOHTPOJEM pedepeHCHBIM
METOJIOM HJIM CHUCTEMAaTH4eCKHi 0030p paHIOMH3UPOBAHHBIX KIMHUYECKUX]
MCCIICIOBAaHUMN C IPUMEHEHHEM METa-aHaJIn3a

OTnenbHBIE HCCIENOBAaHMUS C KOHTPOJEM pedepeHCHbIM METOJIOM WY
OTJENbHbIE  PaHJAOMHU3UPOBAHHbIE  KIMHUYECKHE  HUCCICIOBAHUS U
cucTeMaTuiyeckue 0030pbl UCCIEA0BAHHM JIF0OOOT0 IU3aiiHa, 32 HCKIIOYEHUEM
PaHIOMU3UPOBAHHBIX KIMHUYECKUX MCCIEI0BAaHUM, C NMPUMEHEHUEM METa-
aHaym3a

HccnenoBanust 6€3 MoCiIeI0BaTEIbHOTO KOHTPOJIS peepeHCHBIM METOJI0M
WIM HCCIENOBaHUS C pedepeHCHbIM METOAO0M, HE  SBISIOLIUMCS
HE3aBUCHMBIM OT HCCIEAyeMOro METOAa WIM HepaHIOMU3UPOBAHHBIE
CPaBHUTEJIbHBIE UCCIEAOBAHNS, B TOM YHMCJIE KOTOPTHBIE UCCIIEI0BAHUS

HeCpaBHI/ITeHBHI)Ie HCCIICO0OBAaHUS, OITMCAHNUE KIMHUYCCKOro Cliydas

Hmeercs mumb 000CHOBaHHE MEXaHHU3Ma HeﬁCTBHH HJIM MHCHUE SKCIICPTOB

Ta6aunma I12. [lkana oueHku ypoBHEH aocToBepHOcTH nokazatenbetB (Y /) mns metonos
npoUIaKTUKK, JICUEHUs, MEIUIMHCKONH pealdWiIuTaiud, B TOM 4YHUCIIE OCHOBAaHHBIX Ha

HUCITIOJIb30BaHNU

MPUPOAHBIX  JIeUeOHBIX  (akTOpoB  (MPOPUIAKTHUYECKUX, JICUEOHBIX,

ea6I/IJ'II/ITaI_II/IOHHBIX BMCIIATCJILCTB

YAA

Pacummdposka

1

Cuctematnueckuii  0030p paHAOMH3UPOBAHHBIX KIMHHYECKHX

I/ICCJ'IG,I[OBaHI/Iﬁ C IPUMCHCHUEM METa-aHaJIM3a




OT,Z[GJ'H:HBIG pPaHAOMU3HUPOBAHHBIC KIIMHUYCCKUC UCCIICAOBAHNA U

2 CHUCTEMaTHYEeCKHEe 0030pbI UCCIIEIOBAHUM JTI000T0 qU3aiiHa, 38 UCKITIOYCHUEM
PaHIOMHU3UPOBAHHBIX KIMHUYECKUX UCCIIEI0OBAHMI C MPUMEHEHHEM METa-
aHaJIN3a

3 Hepangomu3upoBaHHbIE KIMHUYECKHE HWCCICAOBaHUSA, B TOM YHCIE
KOTOPTHBIE HCCIEA0BaAHUS

4 HecpaBHUTENBbHBIE WCCIICIOBAHUSA, OMHCAHUE KIMHUYECKOTO CiIydas WIH
CepHUU CIIy4aeB, UCCIIEIOBAHUE «CITy4ail-KOHTPOJIb)

5 MMeercss numbp 0O0OCHOBaHME MeEXaHM3Ma ACWCTBUS  BMENIATEILCTBA

(,I[OKJ'II/IHI/I‘IGCKI/IG I/ICCJ'IGI[OBEIHI/IH) HJIX MHCHHEC DKCIICPTOB

Ta6auna I13. [llkana onenku ypoBHe# yoemutenbHOCTH pexomeHmanuii (YVYP) mis metonos
Mpo(UIAKTUKH, TUATHOCTUKH, JICUCHHSI, METUIIMHCKON peaOUITUTAINK, B TOM YHUCJIE OCHOBAHHBIX
Ha UCIOJb30BaHUU MPUPOJHBIX JiIedeOHBIX (DaKTOpOB (IPOPUIAKTUUECKUX, TUATHOCTUYECKHUX,
Je4eOHBIX, peaOMIINTAIIMOHHBIX BMEIIATEIILCTB)

yyp

Pacummgposka

CunbHasg pekoMeHJalus (Bce paccMarpuBaeMble KpuTepuH 3((eKTuBHOCTH
(McxXonpl) SIBISIIOTCS BAXKHBIMM, BCE HCCJIEIOBAaHUS HMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEINBHOE  METOHOJOTMYECKOE KAdyeCTBO, MX BBIBOABI IIO
MHTEPECYIOIIUM HCXO0aM SIBIISIIOTCSI COTJIACOBAHHBIMM)

VYcioBHas ~ pekoMmeHjanus ~ (HE  BCe  paccMaTpuBaeMble  KPUTEPHH
A (HEeKTUBHOCTH (MCXO/IbI) SBISIOTCS BaXKHBIMH, HE BCE UCCIICIOBAHUS HMEIOT
BBICOKOE WJIM YAOBJIETBOPUTEIHFHOE METOOJIOTMYECKOE KadeCTBO H/HIIN MX
BBIBOJIBI 110 MHTEPECYIOMINM UCXO0/1aM HE SIBIITFOTCS] COTIIACOBAHHBIMH )

Cnabast pexoMmeHnanus (OTCYTCTBHE J0KA3aTeNbCTB HAAJIEXKAIIETO KauecTBY
(Bce paccmarpuBaeMble KpuTepud 3S(P(PEKTUBHOCTH (MCXOJbI) SBISIOTCS
HEBa)KHBIMHU, BCE UCCIIEJOBAHUS UMEIOT HU3KOE METOJO0JIOIMUECKOe KaueCTBO
Y MX BBIBOJIbI [10 NHTEPECYIOINM UCXOAAM HE SIBJISIIOTCS COTVIACOBAaHHBIMH )




Ipunoxkenue A3. CnpaBouHble MaTepHajibl, BKJIYasg COOTBETCTBHE
NMOKAa3aHW K MPUMEHEHUIO U NMPOTUBONOKA3aHUii, CIOCO00B MPUMEHEHHUS U 103
JJEKAPCTBCHHBIX IIpenaparoB, HHCTPYKINHUM MO0 NPUMEHCHHUIO JICKAPCTBCHHOI'0
npenapara

JleueHne IUCTOHMM - KOMIUIEKC MEPONPUATUH MEIUIUHCKOIO M IICHXOJIOTMYECKOIro
XapakTepa, HalpaBJIEHHBIX Ha MOJHYIO MJIM YACTUYHYIO PEMHCCHIO CHMIITOMOB JTUCTOHHH, KOTOPBIN
JIOJDKEH BKITIOYATh PAaHHIOK U CBOEBPEMEHHYIO IMaTrHOCTUKY 3a00JI€BaHMUs, KOPPEKITHIO BO3MOKHBIX
(GYHKIMOHATBHBIX HAPYLICHUH, TPETYIIPEKAECHUE U CHIDKEHUE CTETIEHN BO3MOKHOW MHBAJIUAHOCTH,
yIy4IlIeHHE KadecTBa JKH3HH, COXpaHEHHE pab0TOCIIOCOOHOCTH MAIMEHTa M €ro COLHAIbHYIO
alanTaluio B 00IIECTBO.

JlaHHBIE KIMHUYECKHE PEKOMEHJAIMN pa3paboTaHbl C YYETOM CIEAYIOIINX HOPMAaTHBHO-
IIPABOBBIX IOKYMEHTOB:

1. Ipuka3 MunuctepcrBa 3apaBooxpaneHusi P® ot 15 nosOps 2012 r. N 926 «O06
yTBepxkIeHnH [Topsiaka okazaHMs MeTUIIMHCKON OMOILM B3pOCIOMY HACEJIEHUIO ITPH 3a00J1€BaHUAIX
HEPBHOM CHUCTEMBI»;

2. Ilpukaz MunucrepctBa 3apaBooxpaHenust PO ot 14 nexabps 2012 r. N 10471 «O6
yrBepxkaeHuu Iopsiika okazaHus MEAULIMHCKONW MOMOIIH JETAM MO MPOQUITIO "HEBPOJIOTHSI»;

3. Ilpuxkaz MunucrepcrBa 3apaBooxpaneHus P® ot 31 wurons 2020 r. N 788n «OO0
yTrBepxkeHuH [lopsiaka oprann3anuu MEJUIMHCKON peabriInTaluy B3pOCIIBIX».

4. Tlpukaz MunucrepcTBa 3apaBooxpaneHusi PO or 23 oxtsabps 2019 r. N 878m «O06
yrBep:keHuH [Topsiika oprann3anuu MEJUIIMHCKON peabuinTaluu 1eTen»

AKTyanbHBIE HMHCTPYKIMH K JICKapCTBEHHBIM IIpenapaTaM, YIMOMHHAaEMbIM B JaHHBIX

KJIIMHAYECKUX PEKOMEHIAIUAX, MOYKHO HaWTH Ha caiite http://grls.rosminzdrav.ru.


http://grls.rosminzdrav.ru/

IIpunoxkenue b. Airopurmsl AeiicTBHIl Bpadya

ANropuTMBI ACMCTBHI Bpaya Mo BEACHUIO NalueHTa ¢ Jucronunei

['laquel-rr C nogospeHunem
Ha AUCTOHUKD

Ha CUMMTOMbI
AUCTOHWM TIpK
KITUHUYECKOM

ocmorpe?

Bugeo- u hoTo
UK Caumsa KNMHUYECKux
NPOABNEHUA nauueHTa

!

OLeHKa KNUHUIEeCKnX
MPOARBNEHUIA No
CTaHAapTHLIM

OL{EHOUHbIM LUKanam

ANA KaX0# KNUHWYECKOo

OpMb! ZUCTOHUM

MoaTeepxaex
AnarHoa
AWCTOHUA

lMogo3penue Ha
HacneqcTBeHHbIN
xapaktep

Her

Mpogomxexne
APyTUX 4UarHOCTHUECKUX
MEepOonpUATHIA B pamkax
APYTUX BO3MOMHBIX
3abonesaxnin

WHcTpymeHTansHan
auarHocTtukal/
Eiﬁ%ﬁ%m% AWarHoCTUYECKUiA
Tect c L-DOPA

npu HeobxoauMOCTH

!

NeueHue Neuexne




IIpusnoxkenue B. Unpopmanus 1Jis maumeHra

JlucToHUST SIBISETCS HEBPOJOTUYECKUM 3a00JICBaHUEM C BEPOSTHOHW TE€HETUUYECKOH
MPEAPACIONOKEHHOCTIO M HHU3KOM  MEHETPAHTHOCThbIO.  HacuiabCTBEHHBIE  JIBHXKEHMS,
MaTOJIOTUIECKHUE TTO3bI, MBIIIICYHBIC CTIA3MbI U 00JIEBON CHHIPOM — OCHOBHBIE TIPOSIBIICHUS TUCTOHUHT
— MOAJAIOTCS Tepanuy OOTYTMHUYECKUM TOKCUHOM Tuma A** 1 60TYyITMHIUYECKUM TOKCHUHOM TUMa A
reMarrJioTUHUH KoMmruiekc®*.. llenp Tepanmuu — MOCTH)KEHHE CTOMKOM PEMHCCHU W BO3BpaT
(coxpaHeHHUe) COIMANbHON aKTUBHOCTU. BOTynmuHMUYeCKUi TOKCUH Tuma A** u OOTyJIHMHHYECKOTO
TOKCUHA TUIA A TeéMarrjilOTUHUH KOMIUIEKC™* - 0OpaTuMblil O10KaTOp CHHANTHYECKOH Iepeadn B
XOJIMHEPTrUYECKUX U IPYTUX CHHAIICAX, JIOKATbHOE BHY TPUMBIIIEYHOE BBEJICHHE KOTOPOT'O IPUBOIUT
K JUINTEIHHOMY pacciabiIeHUI0 WHBEIHUPOBAHHBIX MBI W YMEHBIIEHHIO OOJIEBOTO CHHApPOMA.
[locne BHYTPUKOXKHOTO BBEAEHHS OOTYJIMHUYECKUM TOKCMHOM Tumna A** u OOTyJIMHHUYECKOTO
TOKCHHA TUMA A TeMarrJlOTUHUH KOMIUIEKC** oTMedaeTcsi yMEHBIICHHE MOTOBBIICICHHUS B 30HE
WHBEKIMU. be3zomacHocTs M A(PPEeKTUBHOCTh OOTYIMHOTEpPANIUA TOATBEPKIACHBI PE3yJIbTaTAMU
MEXIyHApOJHBIX JOKa3aTeNbHBIX HcchenoBaHuil. Cpok 3¢ (eKTUBHOrO AEWCTBUS NPOBEICHHON
WHBEKIIUU MOXXET COCTaBUTh 2 - 4 Mecsana (B HEKOTOPBIX Ciy4asix — 10 6 Mec), Mocje 4ero
BO3MO)XHO/HEOOXOJJMUMO TPOBEACHHE TMOBTOPHBIX KypcoB JedeHus (2 - 6 mpouenyp
6otynmuHoTepanuu B ron). Ilonoxurensueiii 3¢ dext ormevaercs Ha 7 - 14 nensb (no 21 mHs) mocne
uHbeKunu. B cpok oT 1 mo 30 gHel mocie MpOBEIECHHBIX MUHBEKIMN BO3MOXXHBI BPEMEHHBIE HE
OIMacHbIC HEXKeNaTelbHbIC SBIEHUS (MX MPOSIBICHUS 3aBUCAT OT 30HBI MHBEKIUH): 0OJIb B MeECTe
UHBEKIUHU, TroJIoBHAs 00k, 00mas ciabocTh, €1a00CTh WHBELUPOBAHHBIX MBIIIL, 3aTPYJHEHHE
TJIOTaHusl, cIAa0OCTh BEPXHEro BEKa, MHKPOTeMAaTOMBI, CYXOCTh TJla3a, HEYETKOCTh 3pPEHUs,
QUIePTHYECKHEe peakuu (OTEKH, ChIllb, TPHUIIONOA00HBIE CHMIITOMBI), IPYTH€ CHMIITOMBI,
yKa3aHHbIE B MHCTPYKIMH K MpenaparaM OOTYyJIMHUYECKOTO TOKCUHA TUTa A** 1 G0TYyTHHUYECKOTO
TOKCHMHA TUTA A TEeMarriiOTHHUH KoMmriutekc**. [1o JaHHBIM MEXIyHapOJIHBIX HCCICJIOBAaHUN B
HE3HAYUTENbHON YacTH ciyyaeB HaOII01aeTCsl HU3Kasi UyBCTBUTEIBHOCTh (HEUYBCTBUTENBHOCTD) K
npermapaTaMm OOTYJIMHMYECKOTO TOKCHMHA Tuma A** u OOTyJIMHHYECKOrO0 TOKCHHA THHa A
TEeMarTJIOTUHUH KOMIUIEKC®*, CHIbkeHHe S(PQGEKTUBHOCTH IIOCIE€ MHOTOKPATHBIX WHBEKIUH.
MeaUIMHCKUMHE ~ TPOTUBOMOKA3aHUSIMU  (OTpaHHUYEHUSIMU) K  OOTYJTHWHOTEpAlH  SBISIOTCS:
W3BECTHAsT THUIEPUYYBCTBUTEIBHOCTh K JIIOOOMYy H3 KOMIIOHEHTOB TIperapara; CHHIPOMBI
MATOJIOTUYECKOW MBIIICYHONH yTOMIISIEMOCTH (MHACTEHUS, MUACTCHHYECKUE U MUACTEHOIIO00HbBIE
CUHJIPOMBI); JIeYCHUE aHTUOMOTUKAMHU-aMUHOTIIMKO3UAAMH 3a 1 HeJ 10 ¥ 2 HeJ MOCe HHBEKIUU;
HapyIIeHHE CBEPTHIBAEMOCTH KPOBU; OEPEMEHHOCTh, KOPMIIEHUE TPYAbI0; OCTpoe 3a00JeBaHUE U
cTanusi 00OCTpEHUs XPOHUUYECKUX 3a00JIeBaHMi; JIOKAJIbHBII BOCHAIUTENbHBIM MPOLIECC B MECTE
UHBEKIUU.

JlonoMHUTEIbHBIE PEKOMEHIALNK TIOCIIe MPOBEACHUS MPOIEAYPhl U MEPHI MO YJIYUIICHHUIO
pe3yNbTaToB OOTYJIMHOTEPANH: COBEpIIaTh aKTUBHBIEC IBUXKEHUSI HHBEIUPOBAHHBIMU MBIIIIIAMU B

TCUCHUC MICPBBIX YACOB MMOCJIC UHBCKIUN, HC PCKOMCHIAYCTCSA JIOKUTHCA B TCUCHUC 3 -4 gacoB 1ociie



npouecaypel; HE COrpeBaThb 00J1aCTh HHBCKIUU U OIPAHUYUTL NPUCM AJIKOT'OJId B TCUCHHUC 7

JHEW Iocie MHBEKLUHU, HE OXJIAXJaTh O0JacThb MHBEKIHMHU. B ciyyae pa3BUTHS HEXeIaTeNbHBIX
SIBJIGHUU ClleAyeT cOOOIIUTh 00 3TOM Bpauy, IPOBOAUBILIEMY MHBEKIUIO, WM Bpaudy, IPOBOISILIEMY
aucnaicepHoe HaOmonenue. [Ipu Bo300HOBIEHUM CUMIITOMOB AMCTOHUU W/MIIM TOSBJICHUU HOBBIX
CHMIITOMOB CJIe/TyeT 00paTUThCA K JIeHaleMy Bpady JJIsl perieHus Bormpoca 00 ouepeHoi HHbEKINN
OOTYIMHUYECKOTO TOKCHMHA THUMa A** umm OOTYyJIMHUYECKOr0 TOKCHHA THUMA A reMarrjIroTHHUH
komruiekc**. CrenyeT BBINONHATH BCE PEKOMEHAALMHU JIeyallero Bpaya MO peadHIuTalud U

poUIaAKTHKE TUCTOHUH U JTOTIOJTHUTEIbHBIC pekoMeHaanuu| 1, 3, 32].



Hpunoxkenue I'l-I'N. IIkanbl oieHKH, BONPOCHUKHA U APYyrve OleHOYHbIE
HHCTPYMEHTbI  COCTOSIHMSI IALMEHTAa, IMPHBEACHHbIE B  KJIHHHYECKHUX

PEKOMEHIAUAX

puiaoxenne I'l. Ikana cnactuyeckoid kpusBomen 3anmaanoro TopoHTo

Ha3Banmne Ha pycckoMm si3bIKe: 11IKajla CIIACTUYECKOM KpuBoIIen 3anagHoro TopoHTo

OpurunanbHoe Hazpanme: 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. [27].

He Bamunusuposana B PO.

Tun: mkaga OIEeHKH.

Ha3nauenmue: olieHKa TSHKECTH CUMIITOMOB CIIACTUYECKOI KPUBOIIEH

Conep:xkanue (111a610H)

I-A MakcuMajibHas NOABUKHOCTD

1. Poranus O0=otcyTcTBYET
(OBOPOT BIPABO WJIU BJIEBO) I=nerkas porauus (<1/4 amruutypr)(1-22 )
2=He3HauuTenabHas poranus (1/4-2 aMIIuTyIb1)
(23-45+%)
3=ymepennas portauus ('2-3/4 ammuTyb1)(46-
674)
4=cunbHas potanus (>3/4 ammumtye1)(68-90)
2. Jlarepokomiuc (HaKJIOH O=otcyTcTBYET
BIIPaBO WIn BJIEBO, HY I=cnaboBsipaxkeHHbIi (1-15€)
CONPOBOXKAAFOIIUICS MOJBEMOM| 2=ymepeHHbIH (16-30+)
ieya) 3=CWJIbHO BBIp@KEHHBIH (>35)
3.AHTepoKoIHIC/ O=otcyTcTBYET
PETPOKOILIHC |=He3HauuTEeNbHBIA HAKIOH MOI00POIKA BHU3
(«a» umm «6») 2=yMepeHHbIN HAaKJIOH o100POIKA
a) AHTEpOKOJIINC (MpUOIU3UTENBHO 72 aMIUIUTYIbI)
0) Perpoxosuc 3=BBIpaKCHHBIN HaKJIOH noa0opoIKa

(moabopoaok mpubIMKAETCS K TPYIH)

O0=otcyTcTBYET

|=He3HAYNTEIHHOE OTKIOHEHUE TOJIOBBI U IICH
Ha3a/l, NoA00POIOK MPHUITOAHAT

2=yMepeHHOE  OTKJIIOHEHHWE TOJIOBBI  Ha3ajl
(MpUOIU3UTENBHO 72 AMILITUTY/IbI)

3=BBIpOXCHHOE  OTKIIOHCHWE TOJIOBBI  Ha3ajl
(moJTHAsI aMILIMTY 1A BHOKCHHS )

4. Cnur B CTOpOHY (BIIpaBo) O0=otcyTcTBYET
WJIH BJIEBO) l=npucyrcTByer
5. CaBur Ha3aj Uiy BIEpen O0=otcyTcTBYET

|=npucyTcTByEeT




I-b ®akTop Npoa0KHTETbHOCTH (0211, COOTBETCTBYIOIINM BEIOPAHHOMY BapUaHTy
OTBETAa, CIEAYET X 2)

O=orcyTcTBYET

l=oTknoHeHUe HabmOIaeTcsl BpeMs OT BpeMeHHu (<25% BpemeHH), MPEeUMYIIeCTBEHHO
cyOMakcUManbHOE

2=0TKJIOHEHHE HaO0MaeTcs BpeMsi OoT BpeMeHu (<25% BpeMeHH), MPEeuMYIIECTBEHHO
MakCUMajJbHOE€ WJIM OTKJIOHEeHHe HalOmomaercss mnepuogudecku (25-50%  BpemeHwm),
MPEUMYIIECTBEHHO CyOMaKCHMAalIbHOE

3=oTKkiIOHeHHE Habmoaaercss mnepuoandecku (25-50% BpeMeHH), NPEHMYIIECTBEHHO
MaKCHUMaJIbHOE WJIM 4acTO BO3HHUKaromiee oTkioHeHue (50-75% BpeMeHH), MpeuMyIeCTBEHHO
cyOMakcuManbHOE

4=gacto Bo3HHKatomiee oTkiIoHeHue (50-75%  BpeMeHH), TPEUMYIIECTBEHHO
MaKCUMaJIbHOE€ WJIM TIOCTOSHHOE OTKJIOHeHue (>75% BpeMeHH), NPEeUuMyIIECTBEHHO
cyOMaKkcuManbHOE

S5=nocTtosHHOE OTKJIOHEeHUE (>75% BpeMeHH), MPEUMYIIECTBEHHO MaKCUMAaIIbHOE

I-B Binsinue KOpPUTHPYIOLIUX KECTOB U NPUEMOB

O=nomHas KOpPEKIHs MpU UCTIOIB30BAHUU KOPPUTUPYIOLIUX KECTOB UJIH MPUEMOB

I=yacTuuHast KOPPEKLMs MPHU UCTIOIB30BAHUH KOPPUTHUPYIOIIHUX KECTOB HIIA TPUEMOB

2=HE3HAYMTEJIbHAsI KOPPEKIUsS MPU HMCIOIB30BAaHUM KOPPUTUPYIOUIUX KECTOB WU
MIPUEMOB UJIM OTCYTCTBUE 3P PEKTa OT UX UCIIOIb30BAHUS

I-T" ToabeM nuieva/cMenieHue Mmjie4a Buepes

O0=otcyTcTBYET

1=He3HaunTeabHbIN (<1/3 BO3MOXHOW aMILTUTY/Ibl), HAOTIOMAETCSA MEPUOAMYCCKH HWITH
MOCTOSIHHO

2=ymepeHHbIN (1/3-2/3 BO3MOXKHOW aMILTUTY/BI), HAOMIOMACTCSI TIOCTOSIHHO (>75%
BPEMEHH ) WJIM BBIPAKEHHBIN (>2/3 BO3MOKHOM aMIUTATY/IbI), HAOII01a€TCs MEPUOTUUCCKH

3=BbIpa)kKeHHBII1, HAOIIOJAETCS TOCTOSHHO

I-1 AMniutyaa aBuskeHusi (0e3 TOMOIIM KOPPUTHUPYIOIINX JKECTOB HIIM CIICIUATBHBIX
MIPHUEMOB)

0=cmocoOHOCTPH BBITIOIHUTE TOJIHBINM TOBOPOT T'OJIOBHI B IPOTHBOIIOIOKHYIO CTOPOHY

1=cnocoOHOCTH BBINOJIHUTH OBOPOT T'OJOBBI B MIPOTHUBOMOJIOKHYIO CTOPOHY Jajiee
CpeAHeN JTUHUM, HE IOCTUTasi KpaitHEN TOUKH

2=CcnocOOHOCTH BBHITIOTHUTH MOBOPOT TOJIOBHI B MPOTHUBOIIOJIOKHYIO CTOPOHY UyTh Jlajee
CpeaHeN TMHUU

3=cnocoOHOCTh BBIMOJIHUTH MOBOPOT I'OJIOBBI B NMPOTHUBOIOJIOKHYIO CTOPOHY HE Jajee
CPEAVUHHON JINHUU

4=nanueHT MPaKTUIECKH He CIIOCOOEH MOBEPHYTH F'OJIOBY B IPOTHUBOIOIOKHYIO CTOPOHY

I-K Bpemsi Bpems, B TedeHHe KOTOPOrO MAlMEHT B COCTOSIHUM YAEP)KATh T'OJIOBY B
HOpPMaJIbHOM TMoJIokeHHH (€ 10) 0e3 moMOIM KOPPHUTHUPYIOIIMX >XECTOB W CIEIMalbHbIX
MIPUEMOB

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

OO0mas creneHb BbIPAKEHHOCTH CNIACTHYECKON KPHBOLIEH = CyMMa 0aJ10B 1O
nokazareysim A-)K. MakcumaJibHblil 6aJ1 = 35.

Kuarwou (uatepnperanus): [llkana BkiatoyaeT 3 pazena, Mo3BOJSIONIME OLEHUTH OT/ICIbHbBIC

ACTIEKTHI IIEPBUKATBHON TUCTOHUU: TskecTh (0-35 O6amnos), naBamuau3anuio (0 - 30 6aioB), 60716
(0 - 20 6aymoB). OreHKa MPOU3BOAUTCS 10 Kaxkaomy pasneny mkainsl TWSTRS He3aBucumo apyr
OT Apyra, a 3aTeM Oaibl CYMMHPYIOTCS, TaK YTO MAaKCHMallbHas OIIEHKA B UTOTE MOXKET MMETh

pazopoc ot 0 10 85 GayIoB, OTpaXkas CyMMy OILIEHOK 10 3 pazaenam [25, 131]



Iosicnenusi. [Ipumenenue mkansl TpeOyeT crnenuanbHOoro o0ydeHus. OrneHka 0amioB 1Mo

mIKaJI€ J0 U I10CJIC 6OTyHI/IHOTepaHI/II/I IIO3BOJIACT OLICHUTD B(I)(pGKTI/IBHOCTB IMPOBCACHHOI'O JICHCHUA

IIpnaoxenne I'2. BusyajabHasi aHAJI0Tr0Basi IKAJIa OLEHKH 00JIH

Ha3Banue Ha pycckoM si3bIke: BusyanbHas ananorosas mikaira 6omun BAII

OpurunanbHoe Ha3Banue: Visual Analog Scale for Pain (VAS Pain)

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

2702.2005.01121.x. Pain: a review of three commonly used pain rating scales Amelia
Williamson 1, Barbara Hoggart. [132].

Affiliations expand DOI: 10.1111/5.1365-2702.2005.01121.x

OduumanbHblii caiiT pa3padoTunkoB: BusyanbHas aHangorosas mkana (Kak rpagpuieckas
OIICHOYHAas ITKaja ) Oblia BrepBbie omyOnukoBaHa B 1921 rogy kommanueit Hayes&Patterson kax
HOBBII METOJ| OLIEHKHM pPabO4YMX MX Ha4yaJbCTBOM; JBa rojaa cmycts @Ppeiln npencraBun Oonee
MOJPOOHBI  CIIUCOK TPEUMYIIECTB W HEJAOCTATKOB BH3YaIbHBIX aHAJIOTOBBIX INKaNL. -
https://deru.xcv.wiki/wiki/Visuelle Analogskala

[Ikana B P® BanuausupoBana, Ui e UCIIOIb30BaHUS HEOOXOIUMO CIIeHAIbHOC00yYEeHHE.

Hcrounuk: Meroanueckue pekoMeHaanuu A [TnnotHoro npoekra «Pa3BUTHE CHCTEMBI
MeIUuIUHCKON peadbunuranuu B Poccuiickoit denepanun» «IIpaktuueckoe mpruMeHEHUEOIEHOYHBIX
IIKaJa B MEIUIIMHCKON peadbmutanumn», 2015-2016, ¢.91

Tumn: nikaga OoleHKH.

Ha3nayeHue: olieHKa HHTEHCUBHOCTU 00JIH

Coaep:xanue (maodson): BAII npencrasnser co6oit oTpe3ok mpsimoit amuuoi 10 cm. Ero
HAYaJIo COOTBETCTBYET OTCYTCTBHIO OOJIEBOTO OIIYIIEHUS — «O0IH HET» a KOHEUHasi TOUKa OTpakaeT
MYUYUTENbHYIO HECTEepnUMyl0 O0llb — «HEBbIHOCMMAasi Oomiby». JIMHHA MOXeT ObITh Kak
TOPU3OHTANIBHOM, TaK M BepTUKANbHOM. llamumenty npennaraercs chenarb Ha HEH OTMETKY,
COOTBETCTBYIOIYI0O MHTEHCUBHOCTH HCIIBITHIBAEMBIX MM B JITaHHBIA MOMEHT Ooneil. PaccrosHue
MEXIy HadajioM oTpe3Ka («0onM HeT») M CHENaHHOW OTMETKOM H3MEpSIIOT B CaHTHUMETpax M
OKPYTJISIIOT 70 11enoro. Kaxkaplii caHTUMETp Ha JIMHUU COOTBETCTBYET 1 Oasty.

Kurou (marepnperanus): BAILI 6onu ncnonb3yercs A1t OLIeHKW HHTEHCUBHOCTH 00iu 6e3
ydera ee NpUYMH U Jokanu3zauuu. OHa gBiseTcsi CyObeKTUBHBIM MHCTPYMEHTOM OLIEHKH O0Jiu W,
TJIaBHBIM 00pa3oM, HUCIONb3YeTCs ISl BEICHUS AIIHEHTOM C OOJIbIO.

Ecnmu y GonbpHOTO mMMmeercss OOJIeBOM CHHIAPOM CJEAyeT MPEUIOKUTh OOJLHOMY BECTH
JTHEBHUK O0NM (IBaXIbl B JICHb YTPOM W BEUEPOM OILIEHMBATh MHTEHCHBHOCTH Oonin mo BAII u

3aMuchIBaTh 3T0). MCcrob30BaHWE THEBHUKA OOJH IMO3BOJISIET JYYIlle OCO3HATH Mpoliemy Ooim



MallMeHTOM M TaKUM 00pa30M YCKOPHUTH Ipoliecc M30aBieHUs OT Hee. TO eCTh MCIOJIb30BaHHUE
JTHEBHUKA HE TOJIHKO TIO3BOJIIET 00bEKTUBU3UPOBATH 0OJb M TIEPEKUBAHUS OOLHOTO, HO U 00J1a1aeT
ne4eOHbIM 3 exTom.

[losicuenus. Cnenyer oOpaTuTh BHUMaHUE HEBpOJora, 4ro mnpu oneHke nmo BAI Gomu
HEOOXO0IUMO YETKO OOBSICHUTD, YTO SBJISCTCS MAKCUMAJIbHOM MHTEHCUBHOCTBLIO OOJIH, a YTO IOJIHBIM
ee orcyrcTBueM. Tak O OamioB CTaBHTHCH, KOTJIa Y OOJBHOTO HET HEMPHUSATHBIX OIIYIIEHUN U
MEePEeKUBAHUN, CBSA3AHHBIX ¢ 0OJIBIO U Xopoiee HacTpoeHue. 10 GaioB — 3TO OYeHb CHIIbHAS 00JIb,
KOTOPYI0O HEBO3MOXKHO TeprneTb. (OHa HACTOJBKO CHJIbHAsA, YTO HE IIO3BOJISIET TAIUCHTY
HIEBEJIbHYTHCS WU TOBOPUTD.

[Tpu ormeTke 10 2 cM 6ok KiTaccupUIIUpyeTCs Kak ciadas, ot 2 10 4 cM — yMepeHHasi, oT 4
10 6 cM — cunbHas, or 6 10 8 cM — cunbpHelmas u 10 10 cm — HeBbiHOCHMas. Kak mpaBuio, Bce
MalUeHTHl, B TOM YKCJIE U JIETH cTapiie 5 jer, jerko ycauatoT BAILl, ogHako GolbHBIM WHOTIA
OBIBaET TPYIHO MPEACTaBUTh YPOBEHB CBOCH OOJM B BHJI€ TOUKH Ha MPsAMOi IMHUU. B aTolicuTyanuun

Jy4Ille HCTIOJIb30BaTh HU(POBYIO PEHTHHIOBYIO IIKATY 00N

Ipunoxenne I'3. lllkana o01mero KIMHUYECKOT0 BIieYaTICHUS

Ha3Banue Ha pycckoM si3bIKe: IIKaJia 00IIEro KIMHUYECKOTO BIIeYaTIeHUS

OpurnnanbHoe HazBanme: Clinical Global Impression Scale

Hcrounukm: 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.
[133].

He Banmuauzuposana B PO

Tun: mkana OlleHKU

Ha3nayenue: sBIsieTCS MEpOW OIICHKH TSDKECTH CHMIITOMOB, PEAKIMM Ha JI€UYECHUE U
3¢ (HEeKTUBHOCTU JIeUCHUS B KIMHUYECKOW MpaKTUKe W ucchenaoBaHusx. OHa mpeaHa3sHadyeHa s
OIICHKM (DYHKIIMOHMPOBAHUS TAIMEHTA IO U TMOCJe Havana npuemMa jekapcTs. [llkana Bxmodaer 3
nyHkTa oueHku: 1) Tsokects 6onesnu (CGI-S), 2) I'mobanproe ynyumenne (CGI-I), u 3) Uuaexc
s¢dexruBHocTH (CGI-E, xotopslil aBnsgercs mepoil ad¢exra nedeHus U MoOOUYHBIX 3PPEKTOB,
XapaKTepHbIX JUIsl MPenapaToB, KOTOpbIe ObLTH BBEIEHBI [73].

Conep:xanue (I1adJaoH):

1.YuutbeiBass Bam OONIMH KIMHHYECKHH OMBIT pabOTBI C ATOW KOHKPETHON KaTeropueu
MAIMEHTOB, HACKOJIBKO BBIPAXKEHHOM BbI OLIEHUTE TSHKECTh MCUXMUYECKOTO PacCTpOHCTBA JTaHHOTO
ManueHTa B HacTosIee Bpemsi?

Banauabl CreneHn TAKeCcTH paccTpoiicTBa



. He momnaeTcs oreHke

. IlorpaHr4YHO MEXKy HOPMOM U PaCCTPONCTBOM
. JIerkoe paccTponcTBO

. YMEpPEHHO BBIPAXKECHHOE PACCTPONCTBO

. BeipasxkeHHOE paccTporcTBO

. Tsxenoe paccTpoicTBO

. O4eHb TsKEN0E PacCTPOMCTBO

N 9 O »w A~ W N O

. Onienute oO1ee yaydIieHue COCTOSHUS, HE3aBUCUMO OT TOTO, CBSI3aHO JIM OHO, TTOBAIIEMY
MHEHHIO, UCKITIOYUTEIBHO C JIEKAPCTBEHHBIM JieueHHeM. OILIEHUTE HACKOJIIBKO OHO U3MEHUJIOCH 110
CPaBHEHUIO C €T0 UCXOIHBIM COCTOSTHUEM.
Bamnbl Ounenka o0uiero yjay4iieHust
. He mogpaercs onenke
. OueHb CUJIBHO YIYUYIIHIOCH
. CUnpHO yJIy4IIUIOCh
. MUHMMaJIbHOE yITy4YIlIeHHUE
. be3 n3menenui
. MUHHMaJIbHOE YXYAIIICHHUE

. CunpHO yXyALIUIOCH

~N O D kA WD —= O

. OY4eHb CHIIBHO YXYAIIIOCH

3. Unnexc 3(QQeKTUBHOCTH: OICHHTE JTOT MYHKT OCHOBBIBASICh TOJNBKO Ha 3ddekre
JICKapCTBEHHOTO CpeJICTBA. BBIOEpUTE YCIOBHS, KOTOPBIE JIyYIlle BCErO OIMHUCHIBAIOT CTEIICHBb
TepaneBTHYecKoro 3dpdexra u MoOOYHBIX 3(PPEeKTOB, W 3aNMUIINTE YUCIO B TMOJe, TAe I3TU JBa
MOKa3aTelis MepeceKaroTCsl.

IIpumep: TepaneBTrueckuii 3G HEKT oreHUBaeTCs Kak "'yMepeHHbBIN", a moOouHbIe 3 (DEKTHI
OILICHUBAIOTCS KaK ""HE OKa3hIBAIOT CYIIECTBEHHOTO BIIMSHUS Ha ()YHKIIMOHATBHBIN cTaTyClanueHTa' .

TepanesTuuecknii 3¢pdexr
ITo0ounbIe 3¢ PexTnI

Her He oka3zbiBaror
OkaspIBaroT
3HaunMblid 3HaunTenbHOe 1 2 3 4 ynydiieHue.
[TonmHas WM MOYTH MOJTHAS PEMHUCCHUS BCEX CUMIITOMOB
YMmepeHHbI YMepeHHoe 5 6 7 8 ynydlieHue.
YactruHasi peMUCCHsI CHMIITOMOB

MuHuMaIbHBII



Hesnauutensnoe 9 10 11 12 ynyuienue, KOTOpoe He U3MEHSIET CTaTyca yX0/1a 3a MallueHTOM
be3 usmenenwmii unm yxymmenue 13 14 15 16

[Ipumeuanue: 0 — OTCYTCTBHE OLICHKH

Karou (untepnperanusi): CGIl onenuBaercs mo 7-0aTbHOHM IIKaje, MPU ITOM KA
TsOKECTH 3a00JeBaHMsl MCMOJb3yeT auana3oH oTrBeToB OoT 1 (3mopoB) no 7 (OdeHb CUIBHO
YXYALIUIOCH).

Omnenka CGI-C (Clinical Global Improvement or Change) Bapsupyrotcst oT 1 (OueHb CHIIBHO
yIy4iuiocs) 10 7 (O4ueHb CUIIbHO YXYALIUIIOCH).

IMosichenusi. OrieHKa OTBEeTa Ha JICUCHHWE JOJDKHA YYHTHIBaTh, KaK TEpPareBTHYECKYIO
3¢ (HeKTUBHOCTD, TaK U CBSI3aHHBIE C JIeUeHHEM MOOOUHBIE SIBICHUS U Bapbupytorcs ot 0 (3Haunmoe
yIIydIlleHUE U OTCYTCTBHE T0O0UHBIX 3 (ekToB) 10 4 (be3 n3MeHenuit unu yxyameHrne 1 noOouHbIe
s dexTs mpeBanupyoT Haa TepaneBTuueckuM 3¢ dekrom). Kaxnpiit mynkt CGI onenuBaercs

OTIETHHO; TIO IIKaJIe He OLEHUBAETCSI CYMMApPHBIA Oalnt.

CaoxHocTb npoBegenns Manunyassuuu BT npu Trepanun n1ucroHui

[Ipouenypa Tepanuu pa3aMuHbIX BUJIOB JUCTOHUMN NpPU MOMOIIM OOTYJIMHHUYECKOTO TOKCHHA
tuna A** 1 GOTYJIMHHUYECKOTO0 TOKCHHA THUNA A TeMarrJliOTUHUH KOMIUIEKC™* IBIsieTcs CI0KHBIM
BBICOKOTEXHOJIOTMYECKUM METOJOM  OKa3aHUs MEIUIMHCKOM TMOMOIIM, KOTOpbId Tpelyer
CHeNHabHBIX YCIOBUH U 000pyA0BaHUS TS TPOBEACHUS POIIEAYPhI, BRICOKOKBATU(UIIUPOBAHHBIX
CHCIMAMCTOB. Bpad, NpoW3BOISIINNA WHBEKIUIO OOTYJIMHUYECKOTO TOKCHHA THHa A** n
OOTYJIMHUYECKOTO0 TOKCHMHA THUIMAa A TeMarrjlOTHHUH KOMIUIEKC™*, NMOJDKeH BIaJeTh 3HAHUSAMU U
MPAKTUYECKUMH YMEHHUSMH BBICOKOTO KauecTBa, MPOWTH CHEIMATH3HUPOBAHHOE OOYYEHHE I10
MIPOBEJICHUIO HHBEKIUU W COMYTCTBYIOIIMM MeToaukaM. [loaroroBka K WHBEKUMU JOJDKHA
BKJIIOYaTh B CE0Sl MCIIOJIb30BAaHUS COBPEMEHHBIX METOJUK KIMHUYECKOM OIICHKH IMCTOHUU
(Mcnonb30BaHUE CIIEIUANTU3UPOBAHHBIX IIKAJ), YMETh OCYLIECTBUTH BHIOOP TAPTE€THBIX MBI JJIs
UHBEKIMA M PEXHUM J03UPOBAHMS IMperapara, OIpelesieHHe HEeoOXOIUMOCTh COIMYTCTBYIOIIUX
MeTo UK JieueHus. [Ipoliecc mOAroTOBKY K MHBEKIIMH JOJIKEH 3aHUMATh JI0CTaTOYHbIN IPOMEKYTOK
BPEMEHH BBUIY IPSIMON KOPPEISLUU C YCIEIITHOCTHIO IPOBEAeHMs poterypbl. OcOOEHHO BayKHBIM
KOMIIOHEHTOM MPOLEAYPhl SIBISIETCS HCIIOJI30BAHUE METOJOB KOHTPOJIS NPOBEACHUS WHBEKIIMM.
MeaunmHcKoe yupekIeHUE J0JKHO ObITh OCHAIIEHO CIIEUaIbHBIMU MPUOOPAMU, TO3BOJISIFOIIIUMU
MIPOBOJIUTh UHBEKILIUU C BBICOKOHM TouHOCThIO (DMI -anmapat, ¥Y3U-annapar). Bpau nomxex BnajaeTsh
METOJMKaMU paboThl Ha ammaparax Jis BHU3yalu3alud TOYHOCTH HHBEKUMHA. Takum oOpaszom,

npoieaypa NpoBeACHUS



WHBEKIIMU OOTYyJIMHMYECKOTO TOKCHHA TUMa A** u OOTyJIMHHYECKOTO TOKCHMHA THma A
TeMarrIIOTUHHUH KOMIUIEKC** mpu Tepanmuu AMCTOHHWM Pa3IMYHBIX TUIOB — 3TO MaHUMYJISIHS,
Tpe6yfoma$[ AOCTAaTOYHBIX BPCEMCHHBIX 3aTpar, HCO6XO}II/IMOFO TEXHUYCCKOT'O OCHalICHUsA U

kBanM(pUIIMPOBaHHOTO cnenuanucta [23, 51, 52, 134, 135].



