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Cnmcoxk coxkpameHui

BCII — 6nedapocnazm

BT — 6oTynuHoTepanus

BTA — OorynuHHueckuil TOKCHH Tuma A**

BAIII — Bu3yanbHas aHajorosas 1kasia

BUY — Bupyc nMMyHOAE(DUITUTA YETTOBEKA

BO3 — BcemupHas opranu3zaius 31paBoOXpaHEHUs

I'AMK — ramma-amMmuHOMACIIIHAs! KUCIOTA

JNODA — nodamun

EJl — equanna BTA

KT — xomnbrorepHas Tomorpadust

JIJI - napuHreansHas 1MCTOHUS

JIOK — neuebnast puskynbTypa

Mr — MunMrpamMm

CYT — CyTKH

M3 PO — muHHCTEPCTBO 3ApaBooxpanenus Poccuiickoii peneparun

MKB 10 — mexxayHapoaHas knaccudukanus 6onesneid 10-ro mepecmMoTpa

MK® — mexayHapoaHas kiaccupukanus GyHKIIMOHUPOBAHUS

MOOCBT -  MexperuoHanbHas  OOILISCTBEHHAass  OpPraHU3alMsl  CICIUATKUCTOB
O0TyJIUHOTEpaIUH

MPT — MarHuTHO-pe30HAaHCHAsA TOMOTrpadus

OM/I — opoManauOyisipHasi AUCTOHUS

C-M — CUHAPOM

V3U — ynpTpa3ByKoOBOE UCCIIEIOBAHUE

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

¢GMPT — yHKIIMOHATEHAS MArHUTHO-PE30HAHCHAS TOMOTpadus

/] — uepBuKaibHask TUCTOHUS

ITHC — nenTpanbpHas HEpBHas CUCTEMA

OMI — snextpomuorpadus

OMI -anmapar — snekrpoMuorpaduieckuii anmnapar

ANN — AmepukaHckas AkazemMusi HEBpPOJIOTHH

COST — European Dystonia Cooperation in Science and Technology

DBS — Deep Brain Stimulation (riry0okasi CTUMYJISIIHS MO3Ta)

TWSTRS — mikana 3anagnoro TopoHTO 1o OlIEHKE TsXKecTH cUMITOMOB L1/

** _ JKU3HEHHO HEOOXOIMMBIC U BXKHEUIITUE JIEKAPCTBEHHBIC MTPEIapaThl



TepmuHbI M onpene/ieHUs

Baedapocnazm — dokanpHas ¢Gopma MBIIICYHOW JUCTOHHMH, XapaKTEPHU3YHOIIAsCs
YCUJIEHHBIM MOPIaHUEM U HENPOU3BOJIBHBIMU 3aKMYPUBAHUSAMH IJ1a3.

JAMCTOHMST — [IBUTAaTE€IbHOE PACCTPOMCTBO, XapaKTEpHU3yIoLleecs CTOWKUMH WIH
HEPEryJIpHBIMU MBILIEYHBIMU COKpAILEHUSMH, 00YCIOBIMBAIOIIUMH NOSABICHHUE MAaTOJOIMYECKHX,
KaKk TpPaBWIO TMOBTOPSIIOIIMXCS, [JBM)KCHWH W/WIM TATOJNOTUYECKUX 1103, HapyIIAroIInX
oIpeJielieHHbIe IEHCTBHSI B BOBJIEUEHHBIX O0JIACTSIX Tela.

YPpoBHH J0CTOBEPHOCTH A0KA3ATENbCTB — OTPAXKAIOT CTEIIEHb YBEPEHHOCTH B TOM, 4TO
HaiiieHHbIH 3 (eKT OT MpUMEHEeHUs] MEAULMHCKOW TEXHOJOIMM SBJIsETCS MUCTUHHBIM. COrJIacHO
ANUAEMUOJIOTMYECKUM IPUHLIUIIAM, JOCTOBEPHOCTD JOKA3aTEIbCTB ONPEAEIAETCS MO 3 OCHOBHBIM
KpUTEpUSIM:  KAYECTBEHHOM,  KOJMYECTBEHHOM  XapakTEpPUCTHKaM H COrJIACOBAaHHOCTH
JIOKa3aTeIIbCTB.

YpoBHHM yOeIMTeJIbHOCTH PeKOMeHJalMii — B OTJIMYME OT YPOBHEHW JIOCTOBEPHOCTH
JI0Ka3aTeNIbCTB  OTPAXKAKOT CTENEHb YBEPEHHOCTH HE TOJBKO B JIOCTOBEPHOCTH 3(dekra
BMEILIATEIbCTBA, HO U B TOM, YTO CJIEJOBAaHUE PEKOMEHAALMAM IIPUHECET B KOHKPETHON CUTYallUH
OoJIbLIIE MTOJIB3bI, YEM HETaTUBHBIX NOCIEACTBUM.

LlepBuKajbHas TUCTOHMA (cHAacTHYecKasi AUCTOHUS) — (pokanbHas (opMa MBIIICYHON
JMCTOHUH, XapaKTEPU3YIOIIAsCsl HEMPOU3BOIbHBIMY COKPAILIEHUSIMU MBIILIL IIEU ¢ (POPMUPOBAHHEM

MaTOJOrMYCCKUX 1103 I'OJIOBBI U ICHU U APOKAHHUEM I'OJIOBBI.



1. Kparkas uHdopManusa mno 3a00J€eBAaHUI0 WJIH COCTOSIHUIO (Tpymme

3a200J1eBAHUI UJIM COCTOSTHUI)

1.1 Onpenenenne 3a00JeBAHUSA MM __ COCTOSIHUS _ (rpynnbl _3200J1€eBAHUN __ MJIH

COCTOSIHMA)

JlucToHMsT — JABUTaTEIbHOE PACCTPOMCTBO, XapaKTEPU3YIOUIEECS CTOMKUMHU  WIIH

HEPEryJIpHbIMU MBILIIEYHBIMU COKpAILEHUSMH, O0YCIOBIMBAIOIIUMHU MOSBICHHUE MATOJIOIMUECKHX,
KaKk TMpaBWJIO, TOBTOPSIOMIMXCS, JABWKCHHA W/WIM TATOJOTHUECKHX 103, HAPYIIAIOUINX
orpeJiesieHHbIe IeMCTBUS B BOBJICUSHHBIX 00JIaCTAX Tea. JJuCTOHnYecKue IBUKEHUS, Kak MPaBUIIO,
OJIHOTHUIIHBI U UMEIOT BPAIATEIbHBIN XapaKTep, a TAKKE MOT'YT IPOSIBIATHCS TPEMOPOM. J{HcTOHNUSA
OOBIYHO NPOSBIISETCS WINM YCHUIMBAECTCS HPHU IMPOU3BOJIBHBIX JBI)KEHUSAX M CONPOBOXKIACTCA

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

1.2 DTHoJI0THs U NIATOreHe3 3200J1eBaAHNSI MW _COCTOSIHUS (TPYNNbl 3200/1€BAHMH WJIN

COCTOSIHMA)

HpI/I‘lI/IHa Pa3BUTHUA JUCTOHUYCCKHUX CUHAPOMOB MOXKCT OBITH O6yCJIOBJ'IeHa BPOXKACHHBIMHA

U HaclIeJICTBEHHBIMU (PAaKTOpaMH, a TaKKe MOXKET OBITh CIIECTBHEM pa3IUYHbIX 3a00JIeBaHUM
HEepBHOM cucreMbl. llepenaya mo HacaeACTBY MOMKET OCYILIECTBIATHCS KakK II0 ayTOCOMHO-
JOMHUHAHTHOMY, TaK U ayTOCOMHO-PELIECCUBHOMY TUIy. B monaBisionieM OOJBIIMHCTBE CIIy4yacB

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

1.3 Dnuaemuosorus 3a00/ieBaHMsl  WJIH _COCTOSHUSA (rpynnbl _3200J1€BAHMH _HUJIH

COCTOSIHMA)

JlucToHUsT 3aHUMaeT 3 MECTO Cpeau pa3IudHbIX (OpM ABUTATENIBHBIX paccTpoiucTB. I[lo

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

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

3,4,5,6,7].

1.4 Oco0eHHOCTH KOANPOBAHUS 3200J1eBAHUS WJIH COCTOAHUA (rpynnbl 3200J1eBAHUM

WIH COC TOSTHMI) 10 MekTYHAPOIHOM CTATUCTHYECKOH Kaaccupukanum 00s1e3Heil u mpodJiem,

CBA3AHHBIX CO 310POBHEM

B HaHHBIX KIMHMYECKHX PEKOMEHJALUAX pacCMaTpUBAIOTCA AMATHOCTUKA W JICUECHUE
JMCTOHUU TIpH crieaytomux 3aboneBanusx (mo MKB10):

JAucronusi(G24):



G24.0 - lucronusi, BbI3BaHHAsI JICKAPCTBEHHBIMU CPEACTBAMU
G24.1 - Unnonatnueckas ceMelHast TUCTOHUSI

G24.2 - Unnonaruueckas HeceMeiiHast TUCTOHUS

(G24.3 - Cnactuueckasi KpuBOIIes

(G24.4 - UnuonaTuyeckasi poTo-JIMLEBast AUCTOHUS

G24.5 - bredapocnazm

G24.8 - [Ipoune qucToHUN

G24.9 - luctoHust HEyTOYHEHHAst

1.5 Kaaccudukauusi 3a00j1eBaAHUS] WJIH _COCTOSSHUSL (TPyNnbl_3200J1€BAHUN MM

COCTOSIHMA)

[Tox pyxoBoacTBOM MeEIUITMHCKOTO MCCIEAOBATENIBCKOTO (POHIA TI0O M3YUYEHHUIO TUCTOHHH

(Dystonia Medical Research Foundation), O0weaunenuss no wusydenuto aucroHun (Dystonia
Coalition), m EBponeiickoii opraHu3aiy 1Mo COTPYIHHYECTBY B OOJIACTH HAYYHBIX HCCIICIOBAHUIA
JTUCTOHHMH U pa3pabotku TexHosoruit (European Dystonia Cooperation in Science and Technology,
COST) Obu1  chopmupoBan KonceHCycHBIE KomuTeT, mnpenctaBuBmmié B 2013  HOBYIO
knaccuukanuio aucronuid [1]. Jannas kimaccudukammsi CTpOUTCS Ha 2 OCAX: KIMHUYECKHE
XapakTepucTUKu U dtHojiorus (tad. 1). KomOuHamms 3Tux IBYyX KaTeropuil ONMMCaHUs MO3BOJSIET
OXBATHTh BCIO 3HAYMMYIO MH(POPMAIMIO O JIOOOM TalHMEHTe, CTPAJAIOIIEM JUCTOHHEH, U MOXKET
CITy’KUTh OCHOBOM 151 pa3pabOTKU CTpaTeruil Ui AadbHEUIINX UccaeloBaHUN U ieyeHus [1].

Tabauua 1. Knaccudukamnus guctonnn [1]

I KninHuyeckue XapakTepUCTUKH TUCTOHUH
Knunuueckue ocobennocmu oucmonuu
Bo3spacTt, Ha MOMeHT Havasa 3a001eBaHus
* Pannwii netckuii Bo3pacT (OT pOXKACHUS 710 2 JIET)
* Jlerckuii Bo3pact (oT 3 mo 12 ner)
* [TonpoctkoBblii Bo3pact (ot 13 1o 20 ner)
* Monono# B3pocisiii Bo3pact (ot 21 10 40 ner)
* B3pocnblii Bo3pacT (craprie 40 ser)
Pacnpeznenenne nopaxeHHbIX 00JacTel Tena
» dokasbHOE
* CermMeHTapHoOE
* MynbrudokaabHoe
* ['eHepanm30BaHHOE (C BOBJICUCHUE HOT/0€3 BOBJICUCHUS HOT')
* ['eMUAUCTOHUSA
Bpemennas ctpykrypa
* Teuenue 3aboseBaHus
- CrabunbHoe
- [Iporpeccupyromiee
* Buion3MeHs1eMOCTh
| - [lepcucrupyromas




- JleticTBue-cienuuyHas
- C cyTOYHBIMU KOJICOAaHUSIMU
- [Tapokcu3manbHas
Conymcmsyowue ocobennocmu
W3onupoBaHHas AWCTOHUS WM B KOMOWHAIMM C JPYTMMH JIBUTATEIbHBIMA
paccTpoiicTBaMu

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

Kinnuyeckoe 3HaueHHe KJIACCH(PUKANUM JUCTOHUI M XAPAKTEPUCTHKH OTAEJIbHBIX
dbopm

I HanpaBJ/ieHue ki1accupUKANUN: KIMHUYECKHE XaPAKTEPUCTUKU JUCTOHUH

Knaccugpukayua no eo3pacmy. llpu AUCTOHUHU, pa3BUBAIOIICICS B JETCKOM BO3pacTe,
CylecTByeT OOJbIIas BEPOSITHOCTh YCTAHOBUTH MPUYUHY, KPOME TOTO, TaKOW BUJ TUCTOHUU
XapaKkTepu3yeTcs 0oJbIIel BEPOSITHOCTHIO MPOTPECCUPOBAHUS OT (DOKATLHON JOTeHEepATM30BaHHON
¢dopmel. [Ipu TuCTOHMHU, BO3HUKAIOIIEH B Te€UEHHE MIEPBOrO Toja KU3HU, UMEETCS OYCHb BBICOKAs
BEPOSITHOCTh HAIMYMSI B KAdyeCTBE OJTHOJOTHH BPOXKICHHBIX META0OJIMYECKUX HApPYIICHH.
JluctoHusi, KOTOpasi BO3HHMKAaeT B BO3pacTe OT 2 A0 6 JeT, MOXeT B OoIblIeil CcTeneHu

COOTBETCTBOBATh JUCTOHNYECKOMY lLiepeOpaabHOMY IHapajandy, OCOOCHHO €CIIH



OHa CJIEJIyeT 3a IIEPHOJ0OM 3aJepKKHU MOTOPHOTO pa3BUTHSA. [[pyrue CHHAPOMBI TUCTOHUH, TAKHE KaK
JODA-3aBucuMas IUCTOHNUS, UMEIOT TEHIEHLIMIO pa3BUBAThCs B Bo3pacte oT 6 1o 14 ner. Hakonen,
cnopagudeckas (pokaibHas AUCTOHUSA OOBIYHO BO3HUKAET B Bo3pacte crapiie 50 nert. [1, 2, 3, 4]

Knaccugukayua c yyemom pacnpedenenus nopaxcenuwvlx oobnacmeit mena. Tepanus
BbIOOpA TMpuU JieyeHUU (OKAIbHOM M CEerMEHTApHOW TUCTOHUHU BKIIIOYAET NPUMEHEHUE IPYTUX
MHOpEIAaKCaHTOB TNepudepudeckoro AedcTBUsS — OOTYJIMHHMYECKOTO TOKCHHA, TOrJa Kak IpH
reHEpAIIM30BaHHON JTMCTOHMM Yallleé MCIIOJIb3YIOTCS CHUCTEMHBIE JIEKAPCTBEHHBIEC INpenaparhl WIN
xupyprudeckoe JsedeHue (DBS - rmyOokas ctumymsius mo3ra, wid OakiodeHOBas ITOMIIA).
Pacnipenenienne BOBIEYEHHOCTH YacTEW Tella B IMATOJIOTHMYECKUUA ITPOLECC MOXKET HU3MEHSTHCA C
TEYEHHEM BPEMEHM, OOBIYHO MPOMCXOAMT BOBJICUEHUE paHee HEMOPaKeHHbIX oO0acTel.
PacnipocTpanenne TMCTOHUHM MOKHO HA0IIOIaTh TIPU MOBTOPHBIX MEPUOJUIECKUX 00CIECIOBAHUSIX.

Boiaenstor cnenyromue GopMbl TUCTOHUU B 3aBUCHUMOCTH OT BOBJIEUEHUs o0jacTel Tena.

. @oxkanvnas. BoeneueHa Toinbko ofHa  oOmacte Tema  (OGnmedapocmasm,
OpOMAaHJUOYJIsIpHAsl JAWCTOHMS, LEPBUKAIbHAs AUCTOHUS, JIApUHI€albHAas AUCTOHUS M MHCUUN
cna3Mm). LlepBukanbHas TUCTOHUSA paccMaTpuBaeTcs Kak ¢opMa (GOKalbHON NUCTOHUM HECMOTPS
Ha TO, 4TO B ()OPMHUPOBAHMHU JAHHOW MATOJIOTUU MOKET y4aCTBOBATh HE TOJIBKO IIEs, HO TaKKe U
JIeYO.

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

o Mynomughorxanvuas. TlopakeHsl 1Be U OoJiee HECMEXKHBIE 00JIacTH Tena (JUCTOHUS
BEpXHEH U HIKHEH KOHEYHOCTEH, KpaHWaIbHasl U HIDKHEH KOHEYHOCTH).

o I'enepanuzosannas. BoBieueHO TyJOBHUINE W KaK MUHUMYM 2 Jpyrue oOnacT.
I'enepanu3oBanHas (popma ¢ BOBJIEUEHHUEM HOTI pacCMaTpUBAETCS OTIENBHO OT (POPMBI AUCTOHHH,
MIPU KOTOPBIX HOT'M HE BOBJIEKAIOTCA.

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

Bpemennaa cmpykmypa

Boigensitor 4 Tuna BapuabenbHOCTH TEUECHHUS.

. Ilepcucmupyrowas: nposBIIEHUS IUCTOHUM CTAOUIIbHBI B TEYEHHUE BCETO JIHS.

o Heticmeue-cneyugpuunaa: TUCTOHUSL TPOSBISIETCS TOJNBKO IPH  BBINOJHEHUN
ONPENCIICHHBIX NEHCTBUIM WU 3aad.

o C cymounvimu konebanusmu: TPOSIBICHUS NUCTOHUU C 3aMETHBIMH CYTOYHBIMH

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

o IlapoxcuzmanvHas: BHE3AIHBIE CAMOCTOSATEIBHO Pa3pEIIafOIIAecss SITH30]IbI
JMICTOHUU, OOBIYHO HMHIYIHPYEMbIE MYCKOBBIM (DaKTOPOM, C TOCIEAYIOUIMM BOCCTAaHOBJICHHEM
HCXOJIHOTO HEBPOJIOTHYECKOTO cTaryca [1, 2, 3, 4].

ConyrcTBYOIIME 0COOEHHOCTH



o H3onuposannas OucmoHus: JIUCTOHUS SIBISETCS €IMHCTBEHHBIM MOTOPHBIM
HapylLIeHHeM (HO MOKET BKIIIOYATh TPEMOP).

o Kombunuposannass ~ oucmomnus: coderaercs ¢ JAPYTMMH  JBUTaTeIbHBIMHU
HapyLIeHUsIMU (TaKUMHU KaK MUOKJIOHYC, TAPKUHCOHU3M, U T.1.) [1, 2, 3, 4].

II HanpaByeHue KIacCHPUKANNN: ITHOJTOTHS

[Ipu3Haku AereHepanyy, BbISBISIEMblE HA MaKpPOCKOIHMYECKOM, MHUKPOCKOIHMYECKOM WIIN
MOJIEKYJISIPHOM YPOBHE, SIBJISIOTCS BaXXHBIM CIIOCOOOM pa3eieHHsl pa3iIuyHbIX (OPM AUCTOHUU Ha

NOoATpYyHIIbI C ACTCHCPATHUBHBIMU U HCACTCHCPATUBHBIMU (bOpMaMI/I.

. Jlerenepanus (Iporpeccupyroliiee CTpyKTypHOe HapylIeHHe, TAKOe Kak ru0esb
HEHPOHOB).
J Crarnyeckoe mOpaxeHHe (HEMPOrpeccHpyroliee HapyIICHUEe HEHPOHAIBHOro

Pa3BUTHUS UM PUOOPETEHHBIE MTOPAKEHUS).

o OTcyTcTBUE NPU3HAKOB JETCHEPAIIMU WK CTPYKTYPHBIX Hapylenuii [1, 2, 3, 4].

Bpo:xaennas niamn npuodperennas gopma

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

o AyTtocoMmHO-foMuHaHTHas (opma. K 3Toil Kkareropum OTHOCHUTCS HECKOJIBKO
ayTOCOMHO-TOMMHAHTHBIX ¢opM, Takux kak DYT1 (OMIM #128100), DYTS (#128230), DYT6
(#602629), DYTI11 (#159900), ObicTpopa3BuBaIiascs aucToHus-napkuaconusm (DYTI12,
#128235), wneiipodepputunonatuss (NBIA3, #606159), nentopyOpanpHas NalIUuI0-THIOMCOBA
atpodus (#125370), u 6one3ns ['entunrrona (#143100).

o AytocomHO-perieccuBHasi ¢opma. IlepeyeHb ayTOCOMHO-pElECCUBHBIX (QopM
BPOX/IEHHON JUCTOHUM HENpPEphIBHO pactmpsiercsa. Cpean 3TUX GopM MOXKHO BBIICITUTH 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 pereccuBHas ¢opma. Bpoknennas auctoHusi ¢ X-CUEINJICHHBIM
HacJieIoBaHUEM BKIIouaeT Takue popmel kak cunapom Jlrobar (LUBAG) (DYT3, OMIM #314250),
cunapoM Jlema - Huxana (#300322) u cunapom Mop - TpanebGepra (Mohr - Tranebjaerg) (#304700).

o MuTtoxonapuansHas popMa. MUTOXOHApUAIBbHBIE (POPMBI, Takue Kak cuHapomJles
(Leigh syndrome)(OMIM #256000) wnu cunapom Jlebepa c arpodueil 3pUTEIHLHOTO HEpBa U
muctonueit (#500001), Taxke mpeacTaBisitoT co00M HaceyemMbie HOPMbI TUCTOHUH.

Knaccudukanmus DYT mpencraBineHa B JaHHOW CTaThe Kak IEpEUYCHb, IMOMOTAIONTUIN
Pa3IMYUTh OATHUIIBI 32a00JIEBaHNS, HO HE KaK YacTh CHCTEMBI KJIAaCCU(DUKAIINH.

IIpuobpemennvle ¢popmvl TUCTOHUU BbI3BAHBI U3BECTHBIMH CIIEU(UISCKUMH IPUIUHAMHU.

o [lepuHatanpHas TpaBMa TOJIOBHOTO MO3ra: JUCTOHHYECKHH IepeOpabHbIN
rapajiud, AUCTOHHUSI C MO3HUM HA4aJIOM.

o Wndexuus: BuUpycHBIM 5SHUIEQATUT, JeTapruuyeckuil sHUEPaNIuT, NOJOCTPHIN



CKJIepO3UpYIOLIUi MansHIehanuT, BUpyc uMMyHoAepuiuTa yenoeka (BUY), apyrue (tyOepkynes,
cudunuc 1 T.1.).

o JlexapcTBEHHOE BO3JEHCTBUE: arOHUCTHI 10(haMuHOBBIX perentopo, JJOIIA u ee
MIPOU3BOJIHBIC, AHTUIICHXOTHYECKHAE CPEJICTBA, MPOTUBOAMIICIITHYCCKHIE MPENapaThl U OJIOKATOPHI
KaJIbIIMEBBIX KaHAJIOB.

J Tokcuueckoe Bo3aeiicTBHE: MapraHen, KoOaJbT, CEpOyTiepol, IIMaHUIBI, METAHOJI,
aucyb(GupaM U 3-HUTPOIIPOITMOHOBASI KUCIIOTA.

J CocyaucTple HapyILICHHS: HWIIEMHS, KPOBOTEUYCHHE, ApTEPUOBEHO3HBIC IOPOKHU

pa3BUTHS (BKIIFOYAst aHEBPHU3MBI).

J Heomnactuueckue HapymeHus: OIyX0JIb TOJIOBHOTO MO3T'a U MApaHEOIIaCTHUECKU I
sHIIeaTuT.
o TpaBma roJIOBHOIO MO3ra: TpaBMa TOJIOBBI, XMPYPrHUECKOE BMEIIATEIbCTBO Ha

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

o IIcuxorennsle HapyeHUs (GyHKIMOHATBHBIE).

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

o Cnopaaudeckoii popmoii.

J Cewmeiinoii hopMoii.

B nanHyo KaTeropuio BXOASAT MHOTHE cCiy4an (OKaIbHOM WM CerMeHTapHOH
W30JIMPOBAHHON JMCTOHMHM C HadajioM 3a0oJieBaHUs BO B3pOCIOM Bo3pacte. Hambomee uacTwie
¢dbopMbl (hokanbHOW AMCTOHHUH MOTYT MMETh CHOpaJudecKHil Wian ceMeiHblid xapakrtep. [lo mepe
M3YYCHHSI U OTKPBITHS HOBBIX T'€HOB, OTBETCTBEHHBIX 3a PA3BUTHE NUCTOHHUH, HIUOTATUYECKUE
(dhopmbl 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

ManucHTa, MPOrHO3UPOBAHUSA TCUCHUS 3360J’ICB3HI/I$[, TCHCTUYCCKOI'O KOHCYJIbTUPOBAHUA W JICUCHUA.

1.6 Kinnanyeckass KapTHHA 32001€BaHUS MM _COCTOSIHMS (Ipynnbl 3a00J1eBAHUI MJIH

COCTOSIHMA)

Knuangeckas KapTuHa XapaKTCPpHU3YCTCA COBOKYIIHOCTBIO MOTOPHBIX W HEMOTOPHBIX

nposiBjieHuil. Momopuvlie nposenenus, CBA3aHHbIE C JUCTOHMEH, NPOSBISIIOTCA 0OCOOOH
HEEeCTECTBEHHOM JMCTOHUYECKON 10301 C IUCTAIBHBIM TPEMOPOM WM 0€3 Hero, crenu(puaeckuMu
M30BITOYHBIMY JBMKCHUSIMA HA MUKE TUCTOHMYECKHX IBU)KEHUH, 3€pKaJbHBIMM JBHKCHUSIMHU Ha
IIOPAKEHHOU CTOPOHE IIPU BBINOJHEHUU JBWKCHUM KOHTPAJIATEPAIBHONW CTOPOHOM M HAJIMYHUEM
KOPPUTHPYIOUIMX  JKECTOB  (CEHCOPHBIX  WJIM  AHTAarOHUCTHUYECKUX  JIBWKEHUHM) Ui
yCTpaHEHUS/YMEHbIIEHUs] ~ HAaTOJIOTHYeCKOM  mo3bl  wnu  JBuxkeHus.  Hedeuzamenvnvle

(HemomopHble) cumMnmombl TUCTOHUU - OO0Jb, JENpPECccusi, TPEBOXKHOCTh, COLUANbHbIE (OOUU -



XapakTepHble KITMHUYECKHE MTPOSBICHUS, KOTOPbIE, HAapsAy C MOTOPHBIMU CUMIITOMAaMU, COCTaBIISIOT
KIIMHUYECKYIO0 KapTHHY 3a00JI€BaHMs, CyILIECTBEHHO BIUSAIOT HAa KAUY€CTBO *KU3HU MaluueHTos [1, 2, 3,
4,5,6,10, 11].

CuHAPOM IUCTOHMM HMMEET 3HAUUTENBHYIO CTENeHb (DEeHOTUITUYECKOW H3MEHYMBOCTH C
YaCThIM COBIIAJICHUEM MEKIY Pa3INUHbIMU CHHIpOMaMU. HeT maTorHoMOHMYHOIO IpeACTaBIeHus,
KOTOpOE JIOIYCKAET HAEKHbIE KIMHUKO-ITHOJIOTUYECKUE KOPPEIALNH, KaK JUIsl TEHETUYECKUX, TaK
U i sKosorndeckux ¢opm. HekoTtopble TunnyHble M 0oJjiee pacHpOCTPAHEHHBIE CUHIPOMBI,
KOTOpBIE BCTPEYAIOTCS B KIMHUYECKON NPAKTUKE, KPATKO OMMCAHBI 3/1€Ch B KaYECTBE MPHUMEPOB.
PaccmoTpenue 3TUX TUIIOB CHHAPOMOB IMCTOHUH PEKOMEHIYETCs KaK OOIIMM KITMHUYECKUH MOAX01,
HCIOJIb3YEMBIN Ul OKa3aHUs IOMOIIM B JTHUOJIOTMYECKOM JMAarHo3e JUCTOHMU. Vcronb3oBaHue
(berHomeHomornyeckoi knaccupukanuu (tab.1) MOMOXET pacrmo3HaTh CHHAPOMBI JUCTOHUHM B
JMarHOCTHUYECKH T0JIe3HbIe (PeHOMEHOJIornueckue kareropuu [1].

Kiannudeckue 0cod0eHHOCTH OTAebHBIX (OPM IMCTOHUM

IlepBukanbHas AucToHuUs, OnedapocnasM M MUCUUM cHa3sM SBISAIOTCS HauOoJiee 4acThIMU
dopmamu (oxanpHONW aucTOHMH. bonee peaxkumu QGopMaMu SBISIOTCA OpOMaHAMOYJspHAas,
JapuHreanbHas, GapuHreanabHas U pokanabHast JUCTOHUS CTONBI. DOKaIbHbIE JUCTOHUHU MOPAXKAIOT
JIMI] TPYAOCIIOCOOHOTO BO3pacTa, BBHICOKA CTENEHb COIMATBHOW Je3afanTallii U WHBAIUIU3ALUU
MAlMEHTOB BCJIEJICTBUE (QOPMHUPOBAHUS Y HHUX BBIPAKEHHOTO (PYHKIMOHAIBHOTO JedeKkTa
(yaep>kaHusl TOJIOBBI B MPSAMOM IOJOXEHUU — MPU LEPBUKAIBHON AUCTOHUM, (YHKIMOHAIBHON
«CHenoTe» - npu Onedapocnasme, HapylIeHUsI TMCbMa — MPU IUCYEM CIIa3Me, HapyIIEHUs pedH,
KEBAHUS U ITIOTAaHUS — IIPU OPOMaHAUOYIISIPHON U (apuHIeanbHON AUCTOHUM, FOJI0C000pa30BaHUs

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

HepBukaabnasa aucronms (LIJ[), mim cnactuueckas kpuBolles, SIBISIETCA CaMOl 4acTou
¢dbopmoil MpiieyHol auctoHuu. L[/ xapaxkTepusyeTcss HENPOU3BOJIBHBIMU COKPAILIEHUSMHU MBbIIIIL]
IIeH U IJIeYa, YTO MPUBOJUT K AHOMAIBHBIM [103aM H/WIIM IBHXKEHUSM IIIEH, TUieYa U ToJIoBHI [23].
Jna IJ] xapakTepHO BOBJIEYEHHME B TMIIEPKMHE3 ONPAHMYEHHOW TI'PYIIIBI MBILII] IIE€W W 3aThUIKA.
BoBnedenune wpimiy men (MPOSBISIONICECS B PA3jIMYHON CTENEHH) NPUBOJUT K PAa3BUTHUIO
IIaTOJIOTMYECKUX TOJIOKEHUH T'OJIOBBI, IIEU U IIJIeY, Yalle BCEro0 CONPOBOXKIAIOIINUXCS TOBOPOTOM
BOKPYT' TOPU3OHTAIBHON OCH (TOPTUKOJIUC) W JUCTOHUYECKUM TPEMOPOM TOJOBBI, KOrja
HaOJIOTAeTCs COKPAIIEHUE U MBIIII-aHTarOHUCTOB. boH B mIeitHOM, 3aTHIIIOYHOMN, TUIEBOM 00JIacTH,
HabmoatoTcs B 75% cirydaeB. B BOBI@UEHHBIX MBIIIIAX Pa3BUBAIOTCS MUO(DACIIHAIbHbBIE CHHIPOMBI
C TUMMYHOU Mppaguanuel, 4To sSBIsSeTCsS OAHOM M3 BeAyIUX NpUYHH 00JIeBOro cuHapoma. Takxke
007 MOXET OBITh BBI3BaHA KOMIIPECCHEH HEPBHBIX CTBOJIOB CHAa3MHPOBAHHBIMH MBIIIIIAMH,
pasapaxeHreM OOJIEBBIX PELENTOPOB OKOJOCYCTaBHBIX CTPYKTyp. Hawamo 3a0oneBaHusi B
OOJIBILIMHCTBE CIIy4aeB MMOAOCTPOE UM OCTENEHHOE (B TEUEHNE HECKOJIBKUX HENIEb UJIU MECSIIEB).
Muorum namueHTam Ha paHHux cragusax [J[  ymaerca ymeHbmaTh €€ BBIPAXKEHHOCTH

KOPPUTHPYIONIUMH JKecTaMH (MpUKacaHUue K Toa0opoaky wim K Imeke). JuHammaHocTh [1J]



IIPOSABIIAETCS. B TECHOW CBS3M C JBHWKEHHEM, N030M. Tak, mpu NpOM3BOJIBHBIX ABM)KEHUAX H
BEPTUKAIMU3AIMKN - YCUIIMBAETCS, @ B MOJOXKEHUH Jie)Ka - 3HAUUTEIbHO yMeHbluaeTcs. Jluctonus
yCcyryonsercs Mpu YTOMICGHHHM W TCHXOAMOLMOHAIBHOM HampssKeHUU. XapakTtepeH (eHOMeH
CYTOYHBIX (IIIOKTyalMii: yMeHbIIeHHe BbIpakeHHOCTH LI/ mocnme cHa. Ilpwem amkoroms
KPaTKOBPEMEHHO YMEHbILIAET CUMIOTOMBI B TEpBbIe MecsIbl mocie aedrora 3aboneBanus. [1J]
OOBIYHO TIPOTPECCHpPYET B TEUYCHHE MEpPBBIX 2 - 5 ner 3aboneBaHusi, 3areM (0e3 JeUeHUs)
CUMITOMaTHKa Jocturaer miuarto. Kak npaBuio, 3To 3abosieBaHHE SIBISIETCS HE TOJBKO MPUYUHOMN
HETPYJ0CIMOCOOHOCTH, HO W B 3HAYUTEIbHOH CTENEHW OrpAaHMYMBACT OBITOBYIO AKTUBHOCTH
nanueHToB. Jlempeccusi, TpEBOXKHbIE pacCTpoilcTBa M conuanbHble (oOuMU — Hambojee yacTble
coCTOsiHUS, accouuupoBaHHble ¢ L[J[, yto eme Oonee yrmyOuseT COUMAIBHYIO 3HAYUMOCTh U
00OCHOBBIBACT Pa3pabOTKy TIIATENBHBIX IMOAXOJOB K JICUCHHIO JaHHOTO 3aboneBanus. B 75%
ciydaeB y nanueHnToB ¢ LIJ] ormedaercs peHoMeH runepakmiekcuu (MOoANphIriBaHue, B3iparuBaHue
IIPY HEOKUJIAHHBIX CTUMYJIAX).

CrioHTaHHBIE PEMHCCHHM B TEUYEHHME NEPBBIX 5 JeT pa3BuBaloTcs He Oozee, yem y 20%
nanueHToB. CpeaHss JUIMTENbHOCTh peMuccuil — 6 mec. JmuTenbHOe BpeMsi Y MHOTHX MAallMEHTOB
COXpaHSETCs BOJICBOW KOHTPOJIb HAJl HEMPOW3BOJBHBIM JIBI)KCHHEM TOJIOBBL. Y 1/3 marmueHToB
JUCTOHUS B TIOCJIENYIOLIEM BOBJIEKAET APYTUe YacTH Teja. 3aKoHOMEpHO coueTanue LJ] ¢ nucunm
cnazmoM (45%), BCII (35%), OM/I (10%), mucToHU4IecCKHM TpeMopoM KucTH (27%).

["on0Ba MOET OCYIIECTBIIATH IBUKEHHS B TOPU30HTAIBHOM, (PPOHTATBLHOM U CarUTTaIbHON

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

(I'epmanust) ObuUIM BBIACICHBI JIBIJKCHHSI B II€€ OTHOCHUTEIBHO TYJIOBHUINA U JABUKEHUS TOJOBBI
OTHOCHUTENFHO MIeH («TOPTUKOJUIUC, TOPTUKAIYT, JATEPOKOJINC, JTAaTepOKANyT, aHTEPOKOJUIHC,
AHTEPOKAIMYT, PETPOKOJUIUC, PETPOKAITYT ).

HaubGonee tunuunsiM mnposiBaenuem L[J[ saBnsercss porauus rojoBbl (moadopoaka) —
toptuxoiutuc. [lo mepe nporpeccupoBanus 3a00jeBaHUs B MATOJOTMUECKUM MPOLIECC BOBJIEKAIOTCS
HOBBIE MBIIIIIBI, YTO MOXKET COMPOBOKIATHCS U3MEHEHHEM IOJI0KEHHS TOJIOBBI HE TOJIBKO B OJJHOM,
JIBYX, HO U B TpeX IJI0ocKocTsX. Kak mpaBuiio, uMeeTcs: coueTaHue MaToJori4eckux no3 (Hanpumep,
MOBOPOT TOJIOBBI B CTOPOHY M HAKJIOH TOJIOBBI K Iuiedy). HampaBieHue CMENICHHS TOJOBBI
OLICHUBAETCS TIO HAIIPABJIICHUIO CMEIeHHS oa00poKa. [3]

Baedapocnasm (BCII) BeI3bIBaeTCS AMCTOHUYECKUMH COKpareHusMu m. orbicularis oculi,
YTO TaKXKe YaCTO COMPOBOXKAAETCS COKPALIEHUSIMHU M. procerus U m. corrugator. Pazsutue 601e3Hu
OOBIYHO TPOMCXOJIUT TIOCTENEHHO, C BO3HUKHOBEHHS pa3IpaKeHUs WIM CyXOCTH TIJa3, ¢
MOCIIEAYIOIUM Pa3BUTHEM BBIPAKEHHOTO MOpraHus, ocobeHHo mpu sipkom cBete. s BCII
XapakTepeH MOTMMOPPU3M JIBUTATEIHHBIX MPOSBICHUN. B KIMHIMYECKON MpaKTUKE HAOIIOAAI0TCS
cinenyromue Bapuantel BCIl: 1) ywamennoe mopranume — y 10% mnaimmeHToB; 2) SMHU30/bI
3)KMYpPUBaHUS B BUJIE YaCThIX, KPATKOBPEMEHHBIX, PUTMHUYHBIX CIIA3MOB KPYTOBBIX MBIIII] IJ1a3 — Y

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



CHa3MOB KPYTOBBIX MBIIII] TJIa3 B COYETAHWU C OTACIHHBIMU TMOJEPTUBAHUSIMHU BeK — y 7%; 5)
3aKpbIBAaHUE TJ1a3, HA3BIBAEMOE MAIIMEHTAMH «OIyCKaHueM Bek» —y 20% [3].

VY Bcex MalMeHTOB BBISBISETCS AUHAMUYHOCTh KIMHUYECKHX MposiBieHuid. Hambonbias
BBIPAXKCHHOCTD BCII ormeuaercsa Bo BpEMs TCX BHUAOB ACATCIILHOCTU, AJId BBIIIOJIHCHUSA KOTOPBIX
TpeOyeTcs crienu(uIeckoe UCIONb30BaHUE 3PCHHS, & TAKXKE CTOSI M MPHU XO0Jb0e, Ha YIUIE, TPU
OMOIMOHAJIbBHOM HANPsKECHUHW, YTOMJICHHH, B MHOTOJIOJHOM IIOMCUHICHWH, HPHU pa3roBOpe, BO
BTOpOI TIOJIOBUHE JHS, NMPH SPKOM OCBEUICHWHU. [IprieM alKoroisi KpaTKOBPEMEHHO YIIydIlaeT
COCTOSIHME y 4YacTH manueHToB. Ha paHHHX 3Tamax 3a00iieBaHUs COXPAaHEH YaCTUYHBIN BOJEBOM
KOHTPOJIb HaJ HEMIPOW3BOJbHBIMU JBIKeHHsIMU. Hanbonee pacnpocTpaHeHHBIE KOPPUTHPYIONINE
KECTBI, UCTIONB3YIOIIMECs MallMeHTaMH IJ1s oclabieHus uiu BpemeHHoro ycrpanenus: bCII, moryt
OBITH TO/pA3/lENeHbl Ha TPH TPYNIBL 1) NpHEMbl, MPHUBOAANIME K H3MEHEHUIO 3pUTEIHLHOU
apdepeHTanuu (3aKpbIBaHKE OJHOTO TJia3a, NPUIIYPHBAHUE, HOUICHHE OYKOB C 3aTEMHEHHBIMH
CTEKJIaMH, CHMMaHUE€ U HAaJIeBaHWE OYKOB, IPU B3IJISAE€ BHU3); 2) pa3iMyHble MaHMUITYJISUU B
BEpPXHEH IMOJIOBUHE JUIa (MPUKOCHOBEHHE WIIM HAJABJIIMBAaHUE TMajbl[aMA Ha OO0JIACTh BHCKOB,
Ha/I0pOBHiA, J10a, IEPEHOCHIIbI, BEPXHETO BEKa); 3) pa3iUuyHbIe MAHUITYJISLUU B HIXKHEH MOJOBUHE
nuna (MPUKOCHOBEHHE K TOA00POKY, KypeHHEe W MaHUITYJISIUA C CHTapeTod BO PTY, HAIHYHE
MMOCTOPOHHETO MpEeAMETa BO PTY — KEeBaTeNbHOW PE3UHKH, CEMEUEK, KOCTOYEK, KOH(DET; Kalllelb,

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

XapakTepHO YMEHbIIEHUE WM MCUYE3HOBEHUE HEMPOU3BOJBHBIX JBWKEHUH B HEOOBIYHOM
00CTaHOBKE, B YaCTHOCTH, Ha MpUEME y Bpaya. B JHarHOCTHYECKUX IIeNIX MOKHO HCIOJIb30BaTh
MPOBOLMPYIOIIMI IpHEeM: IO KOMaHJ€ Bpaya IMalMeHTa HpOCAT Ha S5 CEeKyHJ MaKCUMallbHO
3KMYypHUBaTh Irja3a, 3aTeM Ha 5 CEKyH]lI MaKCHMallbHO OTKphIBaTh. Uepe3 4 - 6 MOBTOPOB TaKUX
nekeHnid cumntombl BCII cranoBsitcst oueBUAHBIMU. CIIOHTaHHBIE PEMHUCCHH JUISI TIAIIUEHTOB C
BCII menee xapaktepHbl, yem ansi nanueHtoB ¢ LIJI. B 75 % cinydaeB B nebrote 3aboseBaHUs
OTMEYAIOTCSI CEHCOPHBIE CHMIITOMBI - YYBCTBO pa3[paK€HUsl CIU3UCTOW OOOJOYKM TJIa3,
COIIPOBOYKAAIOIIEECs ClIe30TeueHneM, 00b B 00JIaCTH IJ1a3, YyBCTBO «IIE€CKa» B TJa3ax U JKKEHUE,
TMCKOMQOPT B 00JIACTH IJ1a3, CYXOCTh IJ1a3 (BIUIOTH IO CHHIPOMA «CyXOTo riaszay) [3].

Nzonuposanusiit bCII nabnrogaercs npudiuzutensHo y 40% mamuenTos [3, 4]. B octanbHBIX
ciydasx BCII coueraercst ¢ mposBIEHUSMU TMCTOHUN B HIKHEH MTOJIOBUHE JIUIA, YTO OOHEIUHSACTCS
TEPMUHOM KpaHuaidbHas aucToHUs. Y manueHtoB ¢ BCII paxke Ha paHHHMX CTagusX MOTYT
HaOMIOIaThCSl HEMIPOU3BOJIbHBIE JBUKCHHSI B HUIKHEW IMOJIOBMHE JHUIA, OJHAKO OTHU IABHKCHUS
OOBIYHO TAIIMEHTOM UTHOPUPYIOTCS UM BOCIIPUHUMAIOTCSI KaK KOMITEHCATOPHBIC JIJISi OTKPBIBAaHUS
rnas [4].

Opomanauoyasipuas aucrouuss (OMJl) mnposiBasieTcs B BHAC: HEMPOU3BOJIBHOIO
OTKpBIBAaHUS U/UITU 3aKPbIBaHUS PTa, CKUMAHUS YENIIOCTEH (IMCTOHUYECKUN TPU3M), UCKPUBICHUS
ry0, IIeK, A3bIKa, HEMPOU3BOJIBHOTO BEICOBBIBAHUS M APYTUX IBUKEHHH SI3bIKa, OOKOBBIX JBUKCHUIMA

HIDKHEW YeNTFOCTH, COKMMAHUS YeIIF0OCTEeH, HACHIIbCTBEHHOM YIIBIOKH, OCOOCHHO TIPH pEYH, )KEBaHUHU.



[TarueHTs! UCIONIB3YIOT TAKME KOPPUTHPYIOIIME JKECThI, KaK: Pa3IMYHBIEMAHMITYJSIIUN PYKaMU B
HIDKHEH MOJIOBUHE LA (IPUKOCHOBEHUE, HAJJaBIUBaHHUE 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. BonesBoi
KOHTpOJIb Habmo1aeTcs peako. 3Hanue cumntoMoB OM/JI o4eHb Ba)KHO JJIsi CTOMATOJIOTOB PAa3HbIX
CHEeLMaIbHOCTENH, 0COOEHHO, OPTONEN0B U OpTOAOHTOB. OM/I, Kak npaBui0, HAYMHAETCS B 3PEIIOM
U TOXWJIOM BO3pacTe, KOrja OObIYHO M IPOBOJUTCS MAacCHUBHOE CTOMATOJOIMUYECKOE JIEUYCHHE C
MOCTEIYIOIUM TPOTEe3UpPOBaHUEM 3y0OB, KOTOpOe MOXeT sBHTbcs Tpurrepom OMJ[ y
MPEIPACTIONOKEHHBIX IMAllMEHTOB WJIM YK€ HMEIOIUX JApyrue IMpOsBIEHUS TUCTOHUM, He
3aMe4yaeMble BPAavyOM-CTOMATOJIOOM (HallpUMeEp, YacTO€ MOpraHue, WIN HE3HAYUTEIbHO
BBIPAKEHHOE MATOJOTMYECKOE TMOJIOKEHUE TOJIOBbI, WM mucuui cnasm). OIHUM U3 MapKepoB
pasButst OM/I sBnsieTcs cTolkas *kajoba MarueHToB Ha
«HEYI0OCTBO ’KEBAHUS» WIIH «HEYJ0OCTBO MOJI0KEHUS HIDKHEH YEIIOCTH U IPOTE30BY |3, 4].
Jlapunreanbnasi gaucroHus (JII) sBisercs morpaHWYHONW — TPOOIEMOM  MEXKIY
napuHrosiorueii (¢ponumarpueit) u HeBposoruei. OcHOBHbIMH TposiBieHussMu JIJ|  sBistoTCs

OCHUIIIIOCTh T'0JI0Ca, MPEPLIBUCTOCTL I'0JIOCAa BO BPEMA pa3roBopa, CIIaBJICHHBIN T0JI0C, «JIAFOIIHI

rojoc. Y MHOTUX MallME€HTOB OCTAETCS HOPMAJIbHOMN IIENOTHAs peub, AUCPOHUS MOKET MOTHOCTHIO
OTCYTCTBOBATh NpU NEHUHU (MapajoKcanbHas KUHE3Uus). YCHJICHHE IMCTOHUYECKUX CIIa3MOB IPHU
OOBIYHOH peuYr MPOUCXOMUT TOJ BIMSHUEM PEUeBOW HArpy3KH, SMOIMOHAIBHOTO HAIpsHKEHUS,
obmero yromneHus. JIJI — omHo u3 Hambonee TSHKENBIX HApPYIIEHUH TOJN0CA, MPOSIBISIOIIEECS
HaINpsHKEHHO-CAABICHHOM, NpephIBUCTON (poHanued. AjtykTopHas (opma — Haubosiee TUIIHYHAS,
Habmonaercs B 90% cmydaes. [Ipu a10it popme aucToHHUEcKas TUIIEPAKTUBHOCTh HaOIIOqaeTCs B
MBIIITAX-aJIyKTOpax rojiocoBoi memu (mm. cricothyroideus, cricoarytenoideus lateralis,
interarytenoideus). ['opa3zno pexe (menee 10%) BcTpedaercss abaykrtopHast Gopma, Ipu KOTOPOi
TUIEPaKTUBHOCTh HaOMoMaeTcss B m. cricoarytenoideus posterior. Emme pexe Bcrpedarorcs
cmemanubie popMel. [Ipu JIJI, Hapsay ¢ HapyLIeHUsIMU TOJ0Ca, XapaKTePHbIM CUMIITOMOM SIBJISIETCS
HapyIlleHHe IbIXaHHs (M3-32 HapyIICHUS MPOXOXKJICHHUS BO3/AyXa Yepe3 ropTaHb) — MPEPHIBUCTOE,
caaBieHHoe. MIHOr1a 3TOT CUMIITOM OIMOOYHO paclieHUBaeTcs Kak OpoHXxuaibHas actMa. Bo Bpems
peuu 1 NeHUsl JbIXaHue 0O0bIYHO ylyyuIiaeTcs (mapajgokcanbHas KuHesus) [3, 4].

@apuHreajabHasi IUCTOHMS TIPOSBISIETCS B BUZIE 3aTPyIHEHHS TJOTaHUS (Yalie — Tpu
ynoTpeOJIeHUH TBEpJOW MHUIIH), MEPUOJUYECKH BO3HUKAIOIIETO YYBCTBA «KOMa B TOpJIe» MpH
TJIOTAaHWH W/WJH B IOKoe. DapuHreanbHas TUCTOHUs 9acto coderaetcs ¢ JIJI mmu OM/] [3, 5].

KpannanbHasi TMCTOHUSI. DTUM TEPMUHOM OOBEIUHSIOTCS POSBIEHUS (DOKaATBHBIX (OpM
JMCTOHUU B OOJIACTH JIUIIA U TOJIOBBI B PAa3HBIX cOYEeTaHHUAX. Yale BCero BCTpEeYaeTcsi COUeTaHUe
pacmpocTpaHeHHOTO Onedapocnasma (C BOBJIICUEHHEM B CMa3M CPEIUHHBIX OTJIEIOB JIMIA) W
opoMaHauOynsapHOH aucToHMu. Hepenko 3To 0003HavaeTcsi TEPMHUHAMHU <«JIMIIEBOHM IMapacmasM,

CpPEAMHHBIN JTULIEBON cnia3m, c-M Mexa, c-M bpeitrens» [3, 5].



Iucumii cnmasm mpenctaBisieT co0OM  AMCTOHUIO CHENU(PUYECKOrO BHUAA ACHCTBUS
(IposiBiIIETCST BO BpeMsi MHChMa, B MCKIIOYUTENBHBIX CIydasx — MpU paboTe Ha KOMIIBIOTEPE),
BO3HUKaeT y mwojaei B Ooinee moiogom Bospacte, yem L[JI u BCIL. OcHOBHBIE KIMHHYECKHE
MPOSIBIICHUST THUCYETO CHa3Ma: HamnpsHKEHUE KUCTH/PYKH BO BpeMsi IUChMa, W3MEHEHHE O3Bl
KHCTH/PYKH BO BpeMs MHChbMa, U3MEHEHHE, 3aMeIJICHUEe TTOYepKa, HApYIIEHWEe CIMTHOCTH MHUChMa,
yBEJIMYEHHUE pa3Mmepa OyKB, IpOKaHUE PYKH BO BpeMsi TUChMa, HEMOCTOSAHCTBO Touepka.llarmeHTs
moAOUpaIOT pa3IuYHbIe MO (OPME U TUAMETPY PYUKH, MEHSIOT 103y KUCTU M MaJbIIEB B MPOIIECCE
MKUChbMa, TOMOTAIOT B aKTe MHUchbMa Jpyroil pykoil. [lo Mepe mporpeccupoBaHus MUCYETO cla3ma
MOTYT HapylaTbCsA U IPYTUe ACHCTBUSA, BBHITIOIHIEMbIE PYKOH - OBITOBBIE, MpodeccruoHanbHbe. B
9TUX CIIy4asiX TOBOPST O MPOTPECCUPYIOIIEM NTucUeM cnazMme [3, 24].

I'enepaan3oBaHHasi THCTOHHUSI XapaKTEPHU3YeTCS MEIICHHBIMU, (OPCUPOBAHHBIMH,
MPEUMYIIIECTBEHHO BpAIlaTeIbHBIMU JBUKEHUSIMHU T'OJIOBBI, TYJIOBHUINA U KOHeUHOcTe. Co3mactest
BIECUYATIICHUE, YTO YYACTBYIOIIME B THUIEPKUHE3E TPYIIBl MBI BBIHYXKJIEHBI IOCTOSHHO,

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

HEYJOOHbIE I03bl MOTYT COXPaHATHCS B TEUEHHE AJIUTEIBHOIO BpeMeHHU. ['eHepann3oBaHHas
JVCTOHUS YCWJIMBAETCS M0/ BIMSIHUEM IIPOU3BOJIBHBIX JBUKEHUHM M AIMOLMOHAIBHOTO HAMPSKEHUS
U HcYe3aeT Bo BpeMs cHa. [locTeneHHO pa3BuUBaeTCsa MOCTOSHHAS JUCTOHMYECKas 1103a, HallpUMeED,
yCUJICHHE TIOSICHUYHOTO JIOP/103a (MOSICHUYHBIN TUIIEpIIOp03) CO CrudaHueM HOT B Ta300eIpEeHHBIX
CycTaBax U BHYTpPEHHEW poTalyel pyK U HOT. B Tex citydasx, Kora n3-3a BbIpaKEHHOI'O OBBIIICHUS
MBIIIEYHOI'O TOHYCa BO3HMKAeT CTOWKas IMaTOJOrMYecKas JUCTOHMYECKas 1033, HO TUIEpKUHE3
OTCYTCTBYET WJIH OOJIbIlIE HE BBISABIIAETCS, TOBOPS O (PMKCUPOBAHHOM (pUrHAHON) quctoHuu [15].

B 3aBucumocTtu oT Bo3pacra ne0r0Ta W JIPYrMX XapaKTepUCTHUK DPa3IUYalOT /B (OPMBI
Oosie3Hu: opmMa ¢ paHHUM Ha4aJoM, CBSI3aHHAsI ¢ MyTallMe Ha JUIMHHOM Iuiede 9-i XpoMOCOMBI
(9934), u popma ¢ TO3THUM HAYAIOM, CBSI3aHHAS C MYTAllMEeH HA JUIMHHOM IjIede 8- MU KOPOTKOM
mede 18-it xpomocomsbl. Jluctonus, accouuupoBanHas ¢ renom DYTI, komupyrommum Oennok
TorsinA, siBisieTcst HanboJiee H3BECTHON U OTTMCAHHOW C 3THOJIOTUUECKON TOYKHU 3PSHHUSI TAaTOJIOTHEH,
HaclielyeTcss 10 ayTOCOMHO-JIOMHUHAaHTHOMY THILy, W OO0JIaaeT TEHeTPaHTHOCThIO, paBHOU
npumepHo 30%. Btopoii npentuduuupoanusiii reH - THAPI - BbI3bIBaeT OUCTOHUIO MO THUILY
DYT6, ayroCOMHO-IOMMHAHTHBIM CHUHAPOM W30JIMPOBAHHON IUCTOHUM C IIEHETPAHTHOCTBIO
npumepHo 60%. AHaJOrMyYHbIE MPOSBICHUS MOXKHO TaKkke HAOMIOAATh IMPHU CHOPAAMYECKUX WIIU
CEMEMNHBIX Ciy4asx ¢ HEyCTaHOBJIEHHOMU sTnonoruen [15, 18, 20].

Knuanueckue mposiBJICHUs Pa3BUBAIOTCA OOBIYHO HA |-M WM 2-M JECATHICTHIX KU3HH, B
1/3 cnyuaeB — 1o 15 ner. B cioyuae nebrora B paHHEM JAETCKOM BO3pacTe IMEpPBOHAYAIBHO
MOSIBIIIIOTCS.  HApyIIEHWsT  XOABOBI, KOTOpble TIOHAayaly ObIBaeT TPYJHO  IPAaBHIBHO
uHTepnpeTupoBarb. [Ipu nebroTe B 3peroM BO3pacTe HACUIbCTBEHHBIE JABMIKEHMs, HA000pOT,
MOSIBIIIIOTCSL CHayajga B 00JAacTW TYJIOBUINA M BEPXHMX KOHEYHOCTEH, M julib B 1/3 ciydaeB

MepPeXoIAT B TeHEpalin30BaHHy0 hopmy [20].



MuoKJ/IOHYC-TUCTOHUSI (MUOKIOHMYECKAs TUCTOHHUS) - MHOKIOHOMOJOOHBIE MPOSIBICHUS
npu  OBICTPBIX JUCTOHHUYECKUX JBIKEHUSX. MUOKIOHYC TNpH MHOKIOHYC-TUCTOHHH - HE
SMUJIENTHYCCKUNA. Y TMaIHMEeHTOB C «MHUOKIOHWYeckod muctoHuei» (DYTI11) wnaGmromaercs
COUYETaHHWE TUCTOHWU W MHOKIOHYCA; 3TO SBJICHHE, [0 CYTH, MOXKET MPEICTaBIATh COOOM
«3CCEHIMAIBHBIA MHOKIIOHYC», MOCKOJIbKY Y MHOTHX W3 3THX MAallUCHTOB HAOIIOACTCS JIMIIb
cnabo3aMeTHasl COMYTCTBYIOLIAs AUCTOHMS, WM y HEKOTOPBIX MAlMEHTOB HMEETCS YHUCTHIN
MHOKJIOHYC, B TO BpPeMs KakK y JPYruX YJECHOB TOM K€ CEMbHM OTMEYAETCS OJIHOBPEMEHHO U
MHOKJIOHYC U JUCTOHUS; BO MHOTHX CIIy4asiX MHUOKJIOHMYECKUE MOJAEPIrUBAHUS MOKHO OTIUYUTH OT
OBICTPBIX  «CYJOPOKHBIX» TUCTOHMYECKUX JBMIKCHHM TI0 pe3yJbTaTaM KIMHUYECKON W

AMEKTPOPUZNOIOTHUECKON OlleHKH [16].

JIMCTOHUSI-TAPKUHCOHM3M BKJIIOYAET Psii PAcCTPOMCTB, OOJBIIMHCTBO M3 KOTOPHIX -
HacJleyeMble, TJleé COYETAIOTCS MPHU3HAKU JWCTOHMM U MAapKUHCOHM3MA, MHOI/IA C IpHU3HAKaMU
BOBJICUEHUSI TUPAMUIHOTO TPAKTA UITM IPYTUX HEBPOJIOTMYECKUX HapylieHuil. Hepeako BO3HUKAIOT
Y HEMOTOPHBIE PAaCCTPOMCTBA, BKIIIOYAsi KOTHUTUBHBIE HapymieHus. OcoOblii HHTEpEC MPEACTaBISIOT
cnenytomue u3 HuX: JJODA-3aBucumas auctonus (DRD, DOPA-responsive dystonia, 00je3Hb
CeraBei), Oone3nr Bunbcona - KonoBanopa, Parkin-, PINKI1-, u DJ-1- accomumpoBaHHBIi
napkuacoHn3mM (PARK2, 6 u 7), X-cuemieHHas auctoHus-apkuHcoHusm/cuaapom LUBAG
(DYT3), 6sicTporiporpeccupytomast quctonus- napkuaconusm (DYT12), u neiponerenepamus c
OTJIOKCHUSIMU Kele3a B ToJoBHOM Mo3re (NBIA , Bxmouas PANK2- u PLA2G6- acconnnpoBanHy1o
HelpojereHepanuto, HeiipodepputuHonatuio u apyrue Gopmel). B HacTosiiee Bpemst mpo10IKaoT
BBISIBJISITHCSL PA3JINYHbIE HOBBIE IOMMHAHTHBIE, PELIECCUBHBIE U X-CLETJIEHHbIE I'eHbI, JeKallle B
OCHOBE Pa3BUTHS JUCTOHUHU-TIAPKMHCOHU3MA, KOTOPbIM mpucBauBatoT MeTku DY Tn uimu PARKn.
JNO®DA-3aBucumas JUCTOHUS, OOO3HaYaBIIAsACAd paHEe Kak MPOTrpeccUpyrolias AUCTOHUS C
BBIPKEHHBIMU KOJIeOaHUSIMU B TeueHue aHA (6one3Hp CeraBbl) HAUMHAETCS B IETCKOM Bo3pacrte. B
ocHOBe 3abosieBaHus JeKUT MyTtanus reHa GTP- muknoruaponassl | Ha mouaHOM TUiede 14-i
xpoMocombl (14q22.3). MexaHu3M HacjleIOBaHUS — ayTOCOMHO-JIOMHWHAHTHBIH C HHU3KOH
MIEHETPAHTHOCTHIO. BBIPaXXEHHOCTh JIMCTOHUYECKHX JBWXEHHUN KOJeOneTcss B TeUeHUE JHs, HO Ha
MPOTSHKEHUH MHOTHX JIeT HMMEET TEeHACHLHI0O K HapacTaHUI0 [0 Mepe MPOrpecCUpOBAHUS

3aboneBanus [15, 18, 20].

2. InarHocTrKa 3a001eBAHUS WJIH COCTOSTHUSA (TPynnbl 3200/IeBaAHUI WIH
COCTOSIHMH), MEeIUIMHCKHE NMOKA3aHUHA U NPOTHBOINOKA3AHMS K NPHUMEHEHUIO

METOA0B THNATrHOCTUKH

Kpurepun ycranosiieHust 3a001¢BaHUS WJIM COCTOSTHHSA

KpnTeplm YCTAHOBJICHUSI OUMAar"Ho3a I[I/ICTOHI/ISI Ha OCHOBAHMHM NATOITHOMOHMYHBIX
JAHHBIX?

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



(bu3MUeCKUX Harpy3kax, HaJu4he HEMOTOPHBIX CUMITOMOB (00Jib, IMOIMOHAIBHBIC HAPYIICHHUS,
PaccTpONCTBO CHA);

2. ®wuzukanpHOro o0CIenoBaHHUS - JUCTOHMYECKas Mo3a (C TpeMopoM WM 0e3 Hero),
crienn(puiecKkre Mpu3Haky (M30bITOUHBIC U 3ePKAIbHBIC BIXKEHUS, KOPPUTUPYIOLIHE KECTHI);

3. JlaGopaTOpHO-IUArHOCTHYECKOTO OOCIEOBaHMs TOCJIE KIMHUYECKONH IOCTaHOBKHU
AruarHosa (MOJIGKy.HSIpHO-I‘eHeTI/I‘IeCKOG TCCTUPOBAHUC TIpU TIOAO3PCHHUUN Ha HaCHGHCTBCHHbIﬁ
XapaKTep TUCTOHUN);

4. Wnpx JHArHOCTUYECKUX HCCISIOBAHUIM.

2.1 ’Kaj100Ll M1 aHAMHE3

o Pexomenmyercs y manmueHTOB, B 3aBUCHMOCTH OT (DOPMBI JMCTOHUH, OIICHHUTH
HACWJIbCTBEHHBIC JIBM)KEHUS PA3IMYHBIX YacTell Tena B mokoe (0e3 TpurrepHoro Qgaxkropa) v mpu
(U3HUYECKOM HArpy3Ke C [EeIbI0 ONpeelICHUs] KIMHUYECKON KapTuHbl auctonnd [1, 3,4, 7, 8,9, 18,
25].

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

Kommentapun: Hacunbcmeennvle O8udCenus  pasiudnblx — dacmeti meia  MO2Ym
NPOBOYUPOBAMBCA IMOYUOHANLHOU HA2PY3KOU. Xapakmepho Haiuyue 601U 8 NOPANCEHHOU Yacmu
mena (Mvluiye/epynne Muluiy).

o Pexomenmyercs BceM MalMeHTaM OIICHUBATH HAJTUYHE/CTETICHb BHIPAXKEHHOCTH HE
MOTOPHBIX CHMIITOMOB JUCTOHUH (00Jb, SMOIIMOHATILHBIEC HAPYIIIEHUS, PACCTPOICTBA CHA) C IIENbIO

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



YpoBenb yoeaurTeabHOcTH pekoMenaanuii C (ypoBeHb JO0CTOBEPHOCTH A0KA3aTeIbCTB
-5).

KommenTapuu: Heogueamenvhvle (HemMomophuvie) CUMNMOMbL OUCMOHUU - OOJb,
oenpeccusi, MpegoNCHOCMb, COYUANbHbLE POOUU, HAPYUWEHUe CHA - MO XAPAKMepHble KIUHUYECKUe
Nposi8IeHUs], KOMOpble, HaPs0y ¢ MOMOPHBLIMU CUMIIMOMAMU, COCMABISION KIUHUYECKVIO KAPMUHY
3a001e8anusl, CYWecmeeHHO GIUAIOM HA Kayecmeo xcuzHu nayuewmos [I1, 2, 3, 5, 6, 23, 26].
Hemomopnvie nposignenusi Oucmonuu s6IA0MCA 4aCmvlo NEPEUdHOl NAmopu3uoi0cuiecKorl
ocobenHocmu 3a0071e6aHUs U MO2YM ObIMb YACMUYHO 00BACHEHbl MOl JHce NAMOoDUUOIOSUYECKOT
MOOeNbIo, U3 KOMOPOU NPEONON0NCUMENbHO 803HUKAIOM 0gueamenvhvle cumnmomol. C KIUHU4eCcKol
MOYKU 3PEHUsI He MOMOPHbIE CUMAMOMbL 3HAYUMO GIUSIOM HA KAYeCME0 MHCUHU NAYUEHMO8 C
OUCMOHUEU U MO2YM NPeoCmAasisims 6 COYemanull ¢ papmaKoroeuiecKumMu UIUXupypeuiecKumu
Memooamu mepanesmudeckue yeau 0is 00Je2yeHuss OUCMOHUU. DMu CUMNIMOMbL MPeOYIom maKo2o
JHce YpoeHs BHUMAHUA, KAK MOMOpPHble ocobeHHocmu 3abonesanus. Hemomophvie nposenenus
OUCMOHUU ~ MO2YM — DA3TUYHBIM — 00pPA30M  6IUAMb  HA  NOBCEOHEBHYI0  AKMUBHOCMb U

HCUZHEOeTMENbHOCHb nayuenma.

2.2 ®u3uKaJbHOe 00¢/IeI0BAHUE

) PexomeHayeTcss JMarHOCTUPOBATH JUCTOHUIO Y TAIMEHTOB IO  OCOOOM
HEECTECTBEHHOMU (IMCTOHUYECKO) 1Mo3¢e (C TPEMOPOM WIIM 0€3 HEro) M Crielu(pUIHBIM TPU3HAKAM:
M30BITOYHBIE U 3€PKATBHBIC ABMKCHUS, KOPPUTUPYIOIIHE JKECTHI C 1IEThI0 BBISBICHHUS XapaKTePHBIX
KJIMHUYECKUX TTPU3HAKOB quctoHuu [1, 2, 3,4, 5,6,7, 8, 23].

YpoBens yoenuteibHOCcTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbLCTB
-5).

Kommenrapuu: /Jsucamenvhvle (MomopHvle) nposisienus, cészanuvie ¢ oucmonuell [1]
npeocmasieHvl 6 maoauye 2. BolpaxceHHOCMb OUCOHUU MONCEM MEHAMbCA 8 3A8UCUMOCIU OM
NOJI0JICeHUs meld U OMOENbHbIX €20 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 OMCYmMcmeue  00CMOBEPHbIX
NAMOCHOMOHUYHBIX ~ NPUZHAKOS,  ONPeOeNsiowux  KIUHUKO-DMUOLOSUYECKVIO  83AUMOCEA3b  C
2eHemuyeckumu unu sHewHumu gaxmopamu [1, 3]. Ilpeonracaemcs ucnonvzoeamo pazpabomarnHwvie
cneyuanbHvle KIUHUYECKUe WIKAIbl (Kakue, OOJJICHbI Oblmb Nepeuuciienbl 8 KOMMEHMApUusx),
NO380AOWUE USMEPSAMb 0COOEHHOCMU KIUHUYECKUX NPOSBIEeHUl, BblPANCEHHOCIb, MANCECb
OUCMOHUU,  UBMEHYUBLILL — Xapakmep  NposeieHusi  OUCMOHUU,  GIUSHUE  OUCTMOHUU  HA
JHCU3HEOesTMeNbHOCMb U (hyHKYuoHuposanue nayuenma [1, 9, 27].

Ta6auuna 2. J/[puratensHble (MOTOPHBIE) IPOSIBICHUS, CBSI3aHHBIC C TUCTOHUEH [1]

NeNe Kuananyecknii Kinnuyeckasi XapakTepucTHKA
NPHU3HAKA




NpU3HAK

1. Jluctonnueckuit

TpeMop

CrnoHTaHHBICE  MYJbCAllUOHHBIE,  PUTMUYHBIE, HO  YacTO
HEMOCTOSIHHBIC, MIAOJOHHBIE JBW)XKCHHS, BO3HUKAIOUIME TIPU
COKpAIlCHUH 3aTPOHYTHIX  JUCTOHUEH MBIIIIII, 4acTo
YCUIIMBAIOIIMECS TPH  TOMBITKE MONACPKAHUS ~ MCXOMHOM
(HopManbHOM) mTO3bl.  J[MCTOHWYECKHH TpEeMOp MOXKET He
KyIUpOBaThCs, JaXke €clid TIO03BOJUTh 0€3 COMPOTUBIICHUS
Pa3BUTHCSA TATOJIOTMYECKOM TUCTOHMYECKON mo3e (“HyieBas
Touka”). IHOT1a TUCTOHUYECKUA TPEMOP JTOBOJIBHO

TPYAHO OTJIWYUTH OT ACCEHIIMAIBLHOTO TpeMopa [, 6]

2. 30BITOUHOE

JIBHMOXKXCHUC

UpesmMepHasi ABUTATEIbHAS aKTUBAIMS, 4acTO HaOJOaeMasi Mmpu
JMCTOHHMH, TPEICTABISET COOOH HENpPOM3BOJBHBIC MBIIICYHBIC
COKpAIIICHHS, KOTOPBIE COMPOBOXKIAIOT, HO AHATOMHYECKH
OTJIMYAIOTCS OT OCHOBHBIX JUCTOHHYECKHX JBIKeHUH. OHu
OOBIYHO

BO3HUKAIOT HA MUKE TMCTOHMYECKUX ABMKEHUH [7, 8]

3. [3epkanbHble

JBYOKCHU S

3epkanbHas IUCTOHUS MpeEICTaBisieT coboil crnenuduyueckue
MO3bl WM JIBUKEHHUS, KOTOPBIE SBJISIOTCS AHAJOTHUYHBIMH WJIU
CXOXHMH IO XapaKTepy C TUCTOHUYECKUMHU, U BO3HUKAIOT OOBIYHO
Ha IOPaXEHHOW CTOPOHE NPHU BBINOJHEHUU JIBU)KCHUW WIIA
IEUCTBUIH C

KOHTpaJlaTepaJbHON CTOPOHHI [5, 26]

4. Koppurupyromue

KECTBI  (CEHCOPHBIE]

[Ipon3BonbHBIE ACHCTBUSA, KOTOPBIC TIO3BOJISIIOT  OCOOBIM

00pa3oM yCTpaHWUTh BO3HUKHOBEHHE MATOJOTHYECKOW MO3bI WU

necTBUS WIY KOPPUTHMPOBATH TUCTOHUYECKHE ABMKEHUS. OOBIYHO 3TO MPOCTHIE
AHTarOHUCTUYECKUE JBYDKEHUS WM TPUKOCHOBEHUS B 00]AacTH Tena, 3aTPOHYTOMH
TIBUKEHMS]) JTUCTOHUEHN, HO MPHU 3TOM HE SBIISIOIIMECS UHTEHCHUBHBIM
MPOTUBOJICUCTBUEM MPOSIBJICHUSM JTUCTOHUU [ 8]
° Pexomenayercst MIPOBOJUTHh  KIIMHHUYECKYIO JUArHOCTUKY (A01.23.002

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

JUCTOHUU ¢ TpoBeAcHHEeM Bujieosanucu kimuHudeckux mmkan (Ilpunoxenune I'1-I3) ¢

HCIIOJIB30BAHUEM CTAHAAPTHOI'O MPOTOKOJIA BHUACO3alIMCH C LCIIbI0 JUArHOCTHKU U JTaTbHEHIIIETO

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

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTeJbCTB

_5).

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

ABUTIOCH U3YUEHUE cunomemu4ecKux UCmo4YHUKos8 oUUOOK npu KONUYecmeenHoll OYEHKE 3qbqbel<ma




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

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

Omo no36oauno ymouHums HeoOX00UMYIO NPOOOIHCUMENLHOCHb NPOBEOCHUsL MEeCMUPOB8AHUSL Ols
8bIABIEHUSL CEHCOPHO20 MPIOKA U NOKA3AN0, YMO 3PGEeKmuUsHOCms CeHCOPHO20 MPIOKA MOANCem
A61AMbCSL  Kpumepuem  usmepenuss msaxcecmu Ll/], oyenka Komopoco no cneyuanrbHoOMy
8UOCONPOMOKONY — No36ojsiem  uzbexcamv  owmubok eco oyeuku  [28].  Ilposedenue
CMAanOapmMu3UPOBAHHO20 BUOCOKACCEMHO20 KIUHUYECKO20 00C1e008aHUs C UCNONb308AHUEM PAOA
wxan u auxkem, exmouas wkany TWSTRS y 48 nayuenmos ¢ 6onesuvto [ emmunemona no3eoauno
U3YYUMb  pPACHPOCMPAHEHHOCMb, pAchpedeleHue, maxcecmsv U 6030elcmeue OUCMOHUU HA
@yHKyuoHanbHbLle 803MONCHOCMU nayuenma. Cmamucmuyecku 3HA4UMble HNON0NHCUMENTbHbIE
koppenayuu (P <0.05) nabarwooanuce mexicoy mscecmvio OUCMOHUU, cmaoduell 3a001e8anus U
NPOOOIHCUMENILHOCbIO  08U2amenvHulx  paccmpoucms.  Pacnosunasanue — oucmonuu ¢
BUOCOKACCEMHbIM — KIUHUYECKUM 00clie008aHuemM nomozaem YAPAGIeHUur) OUCMOHUYECKUMU
CUMNMOMAMU 68 OObIYHOU KIUHUYECKOU NpaKkmuke, 0o0wjemy CUMNMOMAMUYECKOMY JNe4eHUuro U
@yHryuonanoromy ynyuuienuro [29].

Buoeoszanucy nayuenma ¢ Oucmonuell AGNAEMCA  GANCHLIM IMANOM  OUACHOCMUKU,
OoanvHele2o NIAHUPOBAHUSL NPOYeOYyp UHbeKYyull OomyauHuuyeckoeo mokcuna muna A**
Bomynunuueckuti moxcun muna A-eemazentomunun KoMmniekc** u opysux memooog neuenus, a
makdce nocieoyroueii oyenxu pesyarbmamos mepanuu [1, 3]. Ilkanwr oyenku I/ u BCII u
NPOMOKOIbL 8UOeopecucCmpayuu nomeujensvl Ha caime www.botulin.ru 6 paszoene Bubnuomexa

cneyuanucma u 6 Meouyunckou mexuono2uu no aedenuro Goxkarbuwvlx oucmonutl [23].

2.3 JlIabopaTopHble JHATHOCTHYECKUE UCCIETI0BAHNS

) PexoMeHayeTcsi TPOBOAUTH TI'E€HETUYECKOE TECTUPOBAHUE TOJBKO  IOCIHE
KIIMHUYECKOW MTOCTAHOBKH JIMAarHO3a C LEJIbI0 BBISIBICHUS T€HETHUECKUX JIOKYCOB 3a00JIeBaHUS UITU
TFE€HHBIX MyTauuii npu nepsuyHor qucronuu [10, 11, 12, 13, 14, 15, 16, 17, 18, 19, 20, 21].

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

Kommenrapuu: [ enemuueckoe mecmupoganue, Kak eOUHCMBEHHbIN Memoo0 OUACHOCMUKU,
Hedocmamouen 0 NOCMAHO8KU OUaeHo3a Oucmonuu 6e3 kiunudeckux npusnaxos [10, 11, 12, 13,
14, 15, 16, 17, 18, 19, 20, 21]. [ enemuueckoe mecmuposanue OOINCHO NPOBOOUMBCSI MOJIbKO NOC/LE
NOCMAHOBKU KIUHUYEecKo20 ouazno3a [9].

{ Pexomenayercst nuarHoctuueckoe DYT-1 TtectupoBaHne # TIeHETHYECKOE
KOHCYJbTUPOBAaHUE JUIsI TAIIMCHTOB MpU MaHudecTanuu 3a00JeBaHUs C JUCTOHUU KOHEYHOCTH,
MIPU TIEPBUYHON JUCTOHUH C 1e0I0TOM B Bo3pacTe 110 30 JeT, a TakKe ¢ HavajuoM 3a00J1eBaHUs MOCTIe

30 ner B CJIydya¢ Halln4us pOACTBCHHUKOB C paHHeﬁ MaHI/I(pCCTaI_[I/Ieﬁ JUCTOHHUHU C ICJIIBIO


http://www.botulin.ru/

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

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEeIbCTB
—-4).

Kommenrtapuu: Ilpu cemeunou oOucmonuu 6 acumnmomamudeckux ciaydasx DYT-1
mecmupoganue He pexomenoyemcs. Pexomenodyemcsa ouaenocmuueckoe DYT-6 mecmuposanue
nayueHmam ¢ panHum Ha4aiom OUCMOHUU UMU NPU CeMEUHOU OUCMOHUU C KPAHUOYEPBUKATbHOU
Gopmoti [14, 15] unu nocne ucxnovenus DYT-1. Ilayuenmol ¢ panHHuM HA4aiom MUOKIOHYCA, C
gosieuenueM KOHeuHocmel Ulu uiel, 0COOEHHO NPU 803MONICHOCMU AYMOCOMHO-OOMUHAHMHOZO
Hacne008anus, O0NNHCHbI Npoxooums mecmuposanue Ha DYT-11-een [7]. Ilpeonacaemcs
ouazHocmupoganue cena DYT-8 nayuenmam ¢ cumnmomamuxou napoKCUsMAaibHOU HeKUHe3U2eHHO
gopmoti [14]. IIpeonacaemca cenemuueckoe mecmupoganue na mymayuro 6GLUTI nayuenmam c
NApoOKCUMAIbHOU OUCKUHe3Uell, 8bI36AHHOL YNpadcHeHusmu, ocobenHoecau gosneverue GLUTI
MOJCHO 3aN0003PUMb U3-30 HATUYUSL INUTENMULECKUX NPUCMYNO08 UNU 2eMONUMUYECKOU aHemMuu
[16, 18]. Ilpeonacaemcs ecenemuueckoe mecmuposanue OJsi OOHAPYIHCEHUS 2emepOo3ucOmHuoll
mymayuu  GTP-yuxnoeuoponaz 6 eene DYT-5 y nayuenmos ¢ KIUHUYECKOU KAPMUHOL,
HanoMuHawowler.  Cnacmu4eckyro  Ouniecuro npu  O0emcKoM yepebpaibHOM  napaiuye U
xapakxmepuzylowyocsa epyovimu 08U2AMeENbHbIMU HAPYUEHUAMU, 2UNOKUHe3Uel, pPUSUOHOCMbIO,
OHeBHbIMU KoNeOanusamMu ogueamenvuvix Hapyuernuti [30]

o He PEKOMEHAYITCS Helpodusznonroruyeckue TECTBI (A05.02.001
DnexTpoMuorpadus uronbyaTas (0JHA MBIIILA)) A PYTUHHOTO UCIOJIB30BaHUS IIPU TUATHOCTHKE
u knaccudukanuu quctonnu [25, 31, 32, 33].

YpoBensb yoenuteibHOCcTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH I0KA3aTEIbCTB
-5).

KommenTapumu: pasznuunvie Heupoghusuonocuyeckue mecmol MO2ym HnOOMEepoOumbs
QYHKYUOHANbHbIE —HApYWeEHUs Y HayueHmos ¢ Oucmouueu. B  Oonvwuncmee ciuyyaes
Helipogu3zuonocuieckue namoiocuu He AGNAIOMCA CNeYUDUUHbIMU U MO2YIM He KOppeaupo8ams ¢
KAUHUYECKOU KapmuHou U Oblmb KIUHUYECKU HEe3HAYUMBIMU, HNOIMOMY He PEeKOMEHOVIOMCs O
PYMUHHO20 UCNONb308AHUA Npu  OuasHocmuke um  Kiaccugpuxayuu oucmouuu. OOHako
INEKMPOMUOSPAPUA U20NLHUAMASL PAZTUYHBIX MBIUUY MOIHCEM NOMEHYUPOBAMb KIUHUYECKVIO OYEHKY,
8616115 Xapakmepuvie 0cobeHHoCmu oucmonuu. /s oyenku ocobeHnocmeti OUCHOHUU MONCHO
npumenums Muo2cokananbhyro IOMI' ueonvuamyro om pasauunsix muiwy [33]. Omcymemeyrom
00Ka3amenbCmea 3HaYUMOCmu 05 OUASHOCIMUKU WU KILACCUDUYUPOBAHUSLOUCTNOHUL DONlee MOHKUX

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



° Pexomennyercst ¢ nenbio BoisiBieHus: JJODA-3aBrucUMON AUCTOHUU TPOBEICHUE
JTMArHOCTUYECKOTO TecTa ¢ #ieBojona+|kapOugomal** B moze 10-25 Mr/kr BceM marMeHTaMm C

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

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

KommenTapuu: nposedenue Ouacnocmuueckoco mecma ¢ #1esodona+[kapbudonal**
NOKA3aH 8CeM NayueHmam ¢ OUCMOHUYECKUM PACCmMPOtCmMB8OM NOXOOKU, Ounie2uell, Cnopaouyeckou
cnacmuyecKoll napaniezueti, amakcuieckum CUHOPOMOM, CYMOYHBIMU KOACOAHUAMU OUCMOHUU 8
paHHem ozpacme be3 anrbmepHamusHo2o ouacnosa [18, 30, 34]. Omo moocem eviasume JJODPA-
3aeucumyio  oucmonuio  (bonesnv  Ceeaevl).  Ilpenapam  #i1esodona+[kapbuoonal]** 6
mepaneemu4eckou 0 COOMBEemMCmaYIouWux 603pacma u Maccobl meia 003e NPUHUMAEmCcs 6HYMpb,
BIPAICEHHBII KAUHUYECKUll 3¢hghekm Oondicen Hacmynamev uepe3 25 - 60 mumnym, Komopuwlil

CcoOXpansamucs 6 meueHue Heckoavkux yacos [18, 30, 34].

2.4 UHCTpYMEHTAJIbHbIE IMATHOCTHYECKHE MCCIET0BAHUS

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

YpoBenb yoeauTtenbHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTeIbCTB
-95).

KomMmeHnTapumn: memoowi Helipogusyaiuzayuu 20106H020 MO32Ad (MACHUMHO-PE30HAHCHASL

momozcpagus 20108H020 M0O32d; MACHUMHO-PE3OHAHCHASL MOMO2padus 201086H020 MO32d

@DYHKYUOHANbHAA, KOMNbIOMEPHAS MOMO2PAPUAL 20108H020 MO032a U Op.) PYMUHHO He

PEKOMEHOYIOMC NpU  SIBHOM KIUHUYECKOM OUACHO3e NEeP8UYHOU OUCHOHUU Y 63POCTIbLX

nayuenmos, NOCKOIbKY 68 SMOM CLyyde 0HCUOAemcs NoyueHue HOpMaibHolx pesyibmamos [31,

32]. Uccneoosanue cmpykmypovl 20106H020 Mmo32a ¢ nomowpto MPT 2onosnoco mosea

He0bxo0umMo 6 ciyyae CKpununea emopuunvlx gopm oucmonuu [31, 32]. Komnvromepnas

momozpagpus 20108HO20 MO32a MOJHCEM NOHAO0OUMbCs 011 Ougppepenyuayuu HaKonieHuil

kanoyus u  ocenesa [32].  Ilpecunanmuueckoe Ooghamunepeunweckoe CKAHUPOBAHUE

(mpancnopmepa  oogpamuna unu  1SFJJODA) sensemca 3ppexmusnvim  memooom

oughgpepenyuayuu - dogpauyscmeumenvHou  oucmoHuu u  reeHunrvhou bII,  kxomopas

nposensemcs oucmonuell. OHO makdce modxcem Oblmb NoOAE3HO 01  Oupgepenyuayuu

OUCMOHUYECKO2OMpeMopa om mpemopa npu napkunconusme [31, 32].



2.5 UHble 1MATHOCTHYECKUE HCCIeI0BAHNS

DaKkTOPbI PUCKA PA3BUTHUSA IMCTOHUT

. Pexomenayercsas paccMarpuBaTh  HajJuyue JUCTOHUM Y  POIACTBEHHUKOB
(reneTnueckasi mpeaApacIoNOKEHHOCTh) KaK OCHOBHOM (paKTOp pHUCKAa PAa3BUTHUS IUCTOHUU C LIEIBIO
BBISBJICHHS ()aKTOPOB pUCKa pa3BuTus auctonmw [1, 3,4, 5, 7, 8].
YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 5)
PexoMeHayercsi cuuTaTh 3HAYUMBIMU (PAKTOpaMH pPHUCKAa PAa3BUTHUSI JAUCTOHUU TIPU HAIMYHH
TEHETHYECKON MPeIPacIioNoKEHHOCTH: dMOIIMOHANBHBIN cTpecC (OCTPBIH HXPOHWYESCKHN) U TTepr(pEepHICCKIe
BO3JICHCTBYS, IpUYEM YacTo HaOroMaeTcs ux coueranue [1, 3, 4, 5, 7, 8].

YpoBeHnb yoenurenbHocTn pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB — 5)

PexoMeHnayercsi y4HTBHIBaTH ClEAyrONIMe mepudepudeckue ¢GakTopsl pUCKa

e [P

(mpoBorupyromue hakTOphl): UTUTEITBHOE H30BITOYHOE MCIIOJIF30BaHUE MBIIII, OOJIEBO CHHAPOM,

JJIMTCIIbHBIC IMO3HBIC HAI'PY3KU B COOTBGTCTBYIOH_Ieﬁ 06nacm, JIOKAJIbHBIC TPABMbI 34 0,5 -2 roaa

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

‘ YPOBGHL yﬁe}ll/lTeJIbHOCTH peKOMeHIlaIlI/Iﬁ C (ypOBeHb AOCTOBECPHOCTHU AO0OKaA3aTECJILCTB

_5).

L4 PeKOMeHI[yeTCﬂ pacno3HaBaTb CECHCOPHLIC CHUMIITOMBI, YaCTO IMPCAMICCTBYIOIHEC



MOSIBJICHUIO TUCTOHUYECKOTO (DEHOMEHA, KOTOPBIC CBHUJIETEIHLCTBYIOT O MAaCCHBHOM BO3JCHCTBHH
M30bITOYHOTO aphepeHTHOTO TOTOKAa 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: mescoynapoonoii epynnou 5KCnepmos paccmpouiucme 08udicenus Owlia

npogedeHa OYeHKAa KIUHUYEeCKUX HNpOSAGIeHUll U NpeOUuKmopos y Jiodell ¢ pa3IuyHbIMU MUunamu
U30UPOBAHHOU OUCMOHUU 8 MHO20YEHMPOBOM, MENCOYHAPOOHOM NONEPEUHOM, KO2OPHMHOM
uccneoosanuu 2362 uenosek co 8ceMu MUNAMU  UZOAUPOBAHHOU OUCMOHUU  (POKATLHOL,
CcecMeHmMapHoU, MYIbmMU@OKAIbHOU U  2eHepanu308anHoll). Pexomenoosano paccmampusams
credyrowue nepugepuieckue hakmopwvl: OnumenbHoe u30blMmoYHoe UCHOIb308AHUE MbLULY, OONEBOU
CUHOPOM, OnUMeNbHble No3Hble HA2PY3KU 8 coomeemcmayioujell obaacmu, 1oKkatvhvie mpagmul 3a 0,5
- 2 200a 0o Oebroma 3aboneeanus, KAk Hakmopvl pucka pazeumusi OUCMOHUL, a MAaAKiCce
pacnosHasamv pawHee MNOsGIEHUE CEHCOPHLIX CUMNMOMO8, KaK NpossleHue 6030elicmeus
u30LImoyHo020 appepenmuozo nomoxa [35]. Uccredosanue ciyuaes 3abonesanusi 67 nayueHmos c
LT u 67 ux 300posvix bpamves u cecmep ¢ OYeHKOU 8030eUCMBUSLIL OKPYAHCAtOWell Cpedbl C NOMOUbIO
nOOpPoOHO20 CIMAHOAPMUIUPOBAHHO20 8onpochuKka uz 124 eonpocoe nokasano, umo nayuenmsi ¢ LJ]
N0 CPABHEHUI0 C UX 300pPOBbIMU. OpAMbAMU U CECMpamu, UMeIU HNOBbIUEHHYIO YaACHmOmY
asmomodunvHvix agaputi (10,1, 95% JIHU om 2,1 0o 47,4, p-0,004) u xupypeuueckuxsanuzooos
(6,5, 95% QU om 1,76 0o 23,61, p-p 0,005). Mnocosapuanmmuulii auaiu3 noxKazai, umo
aABMOMOOUNbHbIE ABAPUU U XUPYPeUHeCKUe SNU300bl 3HAUUMO c8sa3aHbl co cmamycom L/]. Tpaema
MASKUX mKauel yeeauyusaem puck pazsumus L[/] y eememuuecku npedonpedenenHvlx auy [36].
Uszyuenue HayuonanvHotl 6a3vl OGHHBIX UCCAEO08AHUL MEOUYUHCKO20 cmpaxosanus Taiueans u3
65704 uenosex, umerowux nepugepuueckue mpasmvl oonapyxcuno 189 nayuenmos ¢ oucmonueii
(0.28%) 6 mpasmamonozuyeckoti epynne, u 52 nayuenmos ¢ oucmonueti (0.08%) 6 epynne 6e3 mpasm.
Ilnomnocmo 3ab01e6aemocmu Oucmonuell 8 mpasmamosnocuieckou epynne cocmaesuna2,27 na 10000
yenogex, 6 epynne ez mpasm - 0,71 na 10000 uenosex, Opysue nepemenHvle, CBA3AHHLIE C
3a601e8aeMoCmbl0 OUCMOHUEL, BKIIOUANU HCEHCKULL no 8 go3pacme 40 nem u cmapuie, Oenpeccuro u
paccmpoticmea cHa [37].

J Pexomenayercss paccMaTpuBaTh  JUIMTENBHOE  CYIIECTBOBAHHE  CHHAPOMA
«KOpPOTKOH HOrW» - Kak oauH u3 ¢akropoB pucka L/I, cmocobctByrommii popmupoBaHuio
JaTepaTU30BaHHBIX MHO(DACIUATBHBIX M MBIIIEYHO-TOHUYECKHX CHHIPOMOB B TpPAaNelHUeBUIHOM,
PEMCHHOM, JIGCCTHUYHOW MBIIIIAX, MBIIIE, MTOJHUMAIONICH JIONATKy, T'PYAHHO-KIIOYHYHO-

COCIIEBHIHOM MBIIIIIE. Croiikoe JIaTCpaJIN30BAHHOC 001€3HEHHOE MBIIIEYHOE HAIIPsS’KCHUE - OAUH U3



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

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

Kommentapuu:  Hccreoosanue — nepughepuueckux  MexaHusmo8 — namozene3a U
Gdopmuposarus cumnmomos L] oviio nposedeHo ¢ nomowwbio opmoneoudeckol OUACHOCMUKU U
AHAU3A MOMOPHO20 CINEPeomuUnd, Haludus mpaem, 6oneeoz2o cunopoma. Y 40 uz 95 obcredosannvix
nayuenmog ¢ L[/], 6vina ob6HapydceHa «KOPOMKASL HO2A» HA CMOPOHE, NPOMUBONOJIONCHOL
8DAUEHUIO 20]108bl, BblAGIEeHbl DONlegble U Opyeue CEeHCOPHble CUMNMOMbL 8 MOM Jice pecuoHe.
Hanuvie DHMI u  6bI36aHHbIX CUMNAMUYECKUX HNOMEHYUANIO08 KONXCU NOKAZLIBANU HAIUYUEe
NAmMoI02UYEeCKUX USMEHEHUI CUMRAMUYECKUX 8€2eMAMUBHBIX BOJOKOH, d MAKICE 8 AKCOHAX Hep8a ¢
obeux cmopoH, 8 ocHosHom Ha cmopoue L[J[. Koppenayuu, nabaiooaemvie mexncoy CmopoHOU
8PAWEHUsL 207108bL U CMOPOHOU Nepu@eputeckozo Gaxkmopa, no38ositom NPeonosloNCUmb, Ymo
nepugepuiinvie haxkmopwit (6 ocnognom gaxkmop "kopomkou no2u'") uacmo onpedensem CmMOpPoH)y
spawenus 20n08vl. Takum obpasom mepanus L[J] oonoxwcna enusmes u Ha nepughepuyeckue
Mexanuzmsl, a He moavko yenmpaivhvie [38]. Taxum obpazom, Koppexyus
«KOPOMKOU HO2U» ABNIAEMCsl OONOTHUMENbHLIM MEPANEGMUYEcKUM 8030elicCmeuem y Nayuenmos ¢

UepBUKATILHOU OUCTOHUE.

JAunddepennuaabHbIil IMArHO3

o Pexomenayercss 1npoBoauTh U depeHIHaTbHBI  IMarHO3 LepBUKAJIbHOM
AUCTOHUM C 3a00JICBaHUSIMH U CHHIPOMAaMH, IMPU KOTOPHIX HAOIIOAIOTCS MAaTOIOTUYECKOE
MOJI0KCHUE WJTN JIBMXKCHUS TOJIOBHI [8].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB
-95).

Kommenrtapuu: Juggepenyuanvuviii ouacrnos yep8ukaibHot OUCMOHUU C NPOBOOUMCSL
3a0601€8aHUAMU U CUHOPOMAMU. BPONCOEHHAS MbIUEUHAS. KPUBOWES, MUONAMUYECKUE CUHOPOMDBI,
opmoneoudeckue U peemamuyeckue HapyuieHus (nooewvleux 6 amlaHmo-aKCUdibHOM Cycmase,
Nno0BbIBUX NJledd, UCKpUBIeHUue NO380HOYHUKA U Op.), nopadxcenus 11 Hepsa uiu Kopewika,
BEPXHEUCUHBIX KOPEUIKO8, BPOMCOCHHbIE AHOMANUU UIELHbIX NO360HKO8, NAMON02US NO360HKO8
(namonocuuecku nepenomvl, CHOHOUIUMbBL), 0OveMHble 00pA308aHUL 8 MASKUX MKAHAX ulel,
KOMNEHCAMOPHAsl YCMAHOBKA U OBUNCEHUS 20]I08b1 NPU NAMON0SUU OMEOOAWE20 U OpYeUx
271a3008U2AMENIbHbIX HEPB08, HUCMmazMe, KOCO21A3UU, HENOIHbIX OelbMax, HAKIOH 20708bl Npu
CUPUHOMUETUU UTU BbICOKOU CRUHATBLHOU ONYXOAU, OCMPAs KpUeouies npu namono2uu WetHblx
MENHCNO3B0HOUHBIX OUCKOB, 00OPOKAUeCMEEHHbIU NAPOKCUSMANbHBIN MOPMUKONIUC Y MIAAOeHYes,
cunopom Canoughepa (diceny00uHo-nuuie800Hbll pedutoKc), MuKU, NCUX02eHHas KpUsouest

o Pexomenayercst npoBoauTh nuddepeHuanbHeii  quarao3 ogegapocnazma ¢



MHAcCTeHHEeW M APYTUMH 3a00JICBaHUSMH, MPOSBISIIOIIMMHUCS NTO30M, THKAMH, CBETOOOS3HBIO,
ampakchel OTKPBIBaHWSA TJa3, reMH(anualbHBIM CHa3MOM, HEBpOIATHEH JIMIIEBOTO HEPBa,
TICUXOTEeHHBIM OJiepapocnazmom |[8].

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

Kommenrapuu: Hckniouenue muacmenuu umeem npuHyunuaivbHoe 3Hadenue, max Kax
MuacmeHus A61AemMcsi o2paHudeHueM Ol JledeHus OOmyIUHU4ecKuM moKcuHom muna A*¥*,
bomynuHuyeckum moxcuHom muna A — eemazentomunun komnaexc**. Ilpu eemugpayuanvnom cnazme
Opo6b npunodHama (3a cuem cnasma 100HoU Muluiysl), a npu biegapocnazme emanyma 6 opoumy.

o Pexomenayercss npoBoauTh IupdepeHHaNbHbI AUATHO3 OpPOMAHOUOYAAPHOU
oucmonuu ¢ OpYKCU3MOM, pa3HbIMH BHAAMHU TpPH3Ma, TUKaMH, MUO(ACHUAIBHBIM CHHAPOMOM
’KEBATEJIbHBIX MBIIII C SBJICHUSIMH MBIIIEYHO-CYCTaBHOW TUCPYHKIUU U AUCOKKIIO3UH, TO3THEH
(TapauBHOW) HEHPOJENTUYSCKON HUCKHUHE3WEH, CHOHTAHHOW opodamnralbHON JIUCKUHE3HEeH Yy
TOXKUJIBIX [8].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB
-5).

KommenTapuu: 0Ona  nposedenuss  mounou  ougpepenyuanvHoti  OuaeHOCMUKU
JAPUH2eANbHOU OUCMOHUU ¢ OpY2UMU 3a001e6AHUAMU 20PMAHU Npedaazaemcs honuampuyeckoe
u gonuockonuueckoe ucciedosamue ¢ usyarusayuell 6cex cmpykmyp eopmauu [3].
Jlugppepernyuanvrolii ouacHo3 nucuezo crRAIMa GKIOYAem 2eMUCUHOPOMbBL NAPKUHCOHUIMA U
CRacmuyHoOCmu, HeepoOnamuy, NieKCOnamuu, CUHOPOMbL NEPEeMPYHCUBAHUS, ICCEHYUANbHBIL

mpemop |3, 24].

3. JqueHne, BKJIKO4Yagd MCAHKAMCHTO3HYI0O M HEMCAUKAMECHTO3HYIO
Tépanuu, JAUCTOTECPAIIHNIO, 069360J1HB21HHG, MECIUIIMHCKHE TIIOKa3aHudA H

MNPOTUBONMOKA3AHUA K NPUMECHCHUIO METOA0B JICUCHUA

Mogeau manueHTa

DopMHUPYIOTCS HA OCHOBE ONTUMAILHOTO BEIOOPA MPU3HAKOB: HO30JIOTHYECKAsl €IMHUIIA, KO
nmo MKB-10, Bo3pacTHasi karteropusi, ctaaus 3abojieBaHus, ¢daza 3a00JIeBaHMS, OCIIOKHEHUS,
CTpaTU(UKAIMOHHBINA PUCK, BUJ MEITUITUHCKON TOMOIIIH, YCIOBHSI OKa3aHUSI METUITTHCKOW TOMOIIIH,
(dhopMa okazaHus MEAUIIMHCKOW TIOMOIIIH, OKa3bIBAIOIINX HANOOJIbIIICE BIIUSHUE HA TAKTHKY BEJICHHS
nanueHra (tao. 3).

Taoauna 3. Moeny manuesToB ¢ JUCTOHUEH

| Monens | Llesn J1eqennst | MeTo/1bI JIedeHus]




Mooenv A -

MAIMEHT
LIEPBUKAJILHOM

JIMCTOHHUEH

[¢

IToBrIlIeHHNE KayecTBa
JKU3HU ITAIlEHTOB 34 CUET
YMEHBIIEHUS
BBIPAKEHHOCTH

CUMIITOMOB LT,
CHIDKEHUS 001

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

kuHe3orepanus, JIOK




Mooens [ToBbilIeHNE KayecTBa BT, dapmakorepanusi, «poO30BbIE OUYKK»
B
KHU3HHU TaLMEHTOB 3a cueT | (oOpaboTaHHBIE CHeUaIbHBIM
a YMEHbILIEHUS pacTBOpOM),  XHPYPrUYECKHE  METO[bI
MalHEHT
BBIPAKEHHOCTU CHMIITOMOB (nepudepuueckas
c
onedapocnasma, XUPYPrust KaK JOTIOJTHEHNE K
onedapocnazm
BOCCTaHOBJICHUE OOTYIUHOTEPAITHH )
oM .
HOpMaJIbHOMI
(bYHKIMH 3peHUs
Mooenv C - IloBbIIEHNE KadecTBa BT, XUPYpPrU4ecKue METObI —
MAlNEHT KU3HU TallMEHTOB 3a CYET | HeilpoBacKkylsgpHas Jexkommpeccus (Ipu
c
YMEHBILIEHUS pesucrentHocty K BT w  Hamuuum
reMuganuanbH .
BBIPAKEHHOCTU CHMIITOMOB | HEHpPOBACKyJIIPHOrO KOH(IIMKTA KOpeIiKa
BIMCIIa3MOM
reMuQanaiTbHOTO JTUIEBOTO HEPBA)
crasma.
Mooenv D — [ToBbilIeHHE Ka4yecTBa BT, ddapmakoTepanusa, Xupypruueckue
HALUEHT KU3HHU TAlMEHTOB 33 CYET | METOABl — IIIyOOKash CTUMYJSIUS MO3ra
c
YMEHBIIICHUS (pm PE3UCTEHTHOCTH K BbT),
TUMU
by BBIP@KEHHOCTH CUMIITOMOB kuHe3orepanus, JIOK
BUJA
TMCTOH
MU JIUCTOHUU
15078
CHUKEHUS 00N
Mooenv E — CHmxenue BT, xupypruueckue MeToabl — IIyOoKas
HAUEHT 6o CTUMYJISILIUS
o U, olyeryeHue yXo7a, Mo3ra, (QapmakoTepanus,
CHW)KCHUE  BBIPAXKEHHOCTH | KuHe3orepanus, JIOK
reHepaln30BaHH
. . CUMIITOMOB
oiopmoii
JUCTOHUU
JUCTOHUU

3.1 KoncepBaTuBHoOe JieueHHe

BBeneHue: 1easAsMH JIeYeHHUS] SABJSIOTCS JOCTHXKEHUE YCTOI\/'I‘-II/IBOI\/'I peMuccuu 3a00JIeBaHUSC

COXPaHEHHWEM TPYJIOCIOCOOHOCTH U  COIMMAIBHOH aKTHBHOCTH IIallMEHTOB, a TakKke
MIPEeIOTBPALEHUE PEIIUANBA CHMIITOMOB JUCTOHUU [25]. DTOT0 MOXHO JOOUTHCS TOJIBKO MyTeM
PETYISIPHBIX IOBTOPHBIX HHBEKIIUH MpenapaToB (MHOPEIAKCAaHTOB MEepU(PEPUICCKOTO TCHCTBHUS,
KO ATX M03AXO01) ¢ neiicTByromuM BemecTBOM boTynuHuYeckuid TOKCUH Tuma A** wim

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



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

YpoBeHb y0eauTeJIbHOCTH peKkoMeHaanuii A (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB

-2).

KommenTapuu: dannsiii Mmemoo nosgosisem ycmpanums namoiocuiecKue COKpaujerus Muluily npu
coxpanenuu ux QGyuxyuu. /s 0ocmudicenus yCmoudugol pemMuccu U COXpaHeHuaKayecmea HeusHu
nayuenmos npenapamuvl OOMYIUHUYECKO20 MOKcuHa muna A** unu domynunuueckoeo moxkcuma
muna A - 2eMa2eIlOMUHUHOBO20 KOMNIEKCA™™  OonxicHbl  Oblmb  HA3HAYEHbl NAYUEHm) C
UOUONAMUYEeCKOU YePBUKATbHOU OUCTOHUEU (NPeUMYUecCmeenHo pomayuoHHol gopmwl) ¢ 18 nem
cpa3zy e nocie NOCMAHOBKU OUACHO3A POKATLHOU OUCMOHUU, NOCKONbKY AGIAI0MCI Npenapamamu
nepeoul auHuu neverus. MHvekyuu 00adCHbl NPOBOOUMbBCS pPecylapHO, 8 CpeoHeM, Kadxcovle 3 - 4
mecaya. OOHaKo, UHMEPBAN MedHCOY UHBbEKYUAMU MONCem B8apbupo8amsvCsé 3as8UCUMOCIU OMm
cmenenu 8blpaMtCeHHOCMU OCHOBHBIX KIUHUYECKUX NPOAGIEHUU U CAMOYYECMBUANAYUEHMA, HO He
oondcen Ovimb Mmenee 12 mnedenv. Illenecoobpazna maxmuxa eubK020 UHMEPBALA MENCOY
UHBEKYUAMU, «NO 3anpocy NAYUeHma», Ko20a HAcmynaem CHudceHue 3¢gexma npeovioyuel
unvexyuu. bezonacnocmv u  ewicokas  aghgexkmusnocmv  bomynuHomepanuu  0OKA3aHA
MHO2OUYUCTEHHBIMU KOHMPOIUPYEMBIMU UCCTe008aHUsAMU U 3(-lemHell KTuHu4eckou npakxmukou [235,
49]. Knunuueckuii 2¢pgpexm noce nposedennoui unvekyuu Hacmynaem Ha 7 - 21 0env u nposensemcs
8 UOe BbIPAICEHHO20 CHUIICEHUS MbIUEYHO20 HANPANCEHUsl, Cnazmos u oonu. Jleuebmnwiii 3¢hpchexm
npenapamos ¢ OelucCmeyiowum eeujecmeom Oomynunuyeckuii moxcun muna A**  wwu
bomynunuyeckuti moxcurn muna A eemaentOMuHuH Komniekc** ceszan He monvko ¢ e2o
CUMNMOMAMUYECKUM OelCmeuem Kak J0KAIbHO20 MUOPELAKCAHmMA, HO MaKdxce U ¢ GIUsAHUeM Ha
aggepenmuvie NOMOKU HA Ce2MEHMAPHO-NePUpeputeckom U HAOCe2MEHMAPHOM YPOBHE, YUMo
no360/em 2080pUMb O NAMOSEHeMUYEeCKOU poau OOMYIUHOMEPanuu 6 JedeHUuu @QOKANbHbIX
oucmonuti [3, 23, 32, 43, 46, 50]. B nocneonue 200vl NOABUNUCL OAHHbBIE O O0A20CPOYHOU
appexmuenocmu  u  bezonacHocmu  npenapamos OOMyIuHuUHecKul  mokcun muna A**
oomynuHuyeckul MoKcun muna A—eemacentomunun Komniexkc**.  Knunuueckue 0o3vl  6cex
npenapamos OOMyIUHUYecKko20 moxkcuna muna A** u obomynunuyeckuti moxcurn muna A—
cemMazeniomuHun - Komniaekc**  ewvipasxcaiomcs 6 edunuyax oeucmeus (E/]) u ne sasnaromcs
g3aumoszamensemvimuy. Pexomendyemcs npoeooums 3 - 4 Kypca unvexkyuii 8 meuenue 200a 6
3a8UCUMOCIU  OM  BbLIPANCEHHOCMU CUMNMOMOE 3a00ne8anus U NPUMEHAeMO20 npenapama
bomynunuyeckoeo moxkcuna muna A** unu Oomynunuueckutl Mmokcum muna A—eemaenromunuH
Komnaekc**. B ymeepicOeHHbIX UHCMPYKYUAX NO NPUMEHEHUI0 Npenapamos OO0MYIUHUYECKO20

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



003bl U cnocobwl 66edenus. Taxoice cywecmayom MeOUYUHCKUe MeXHOI02UU ¢ KOHKpemusayueu u
oemanuzayueti cnocobo8 66edenus npenapama U MexHUKU UHBLeKYUll npu pasiuyHvlx Gopmax
goxanvrot Ooucmonuu [23, 40]. Ilpenapamvl Oanmo20 Klacca Mo2ym 6600UMb MOJILKO
cneyuanucmol, obaaoaroujue cCneyuaIbHol n0020MoBKOU U ONbIMOM 00paujeHuss cOOMyIUHUYeCKUM
mokcunom. Ilpu e6vibope mecma uHveKyuu credyem pyKOBOOCMBOBAMbCSA CMAHOAPIMHBIM
PACNONONCEHUEeM MblY, HEeNOCPeOCHmE8eHHOe MeCmo UHbEeKYUU ONpeoension 6 cOOmMeemcmeuu ¢
AHAMOMUYECKUMU OPUESHMUPAMU U OAHHLIMU NATLNAYUU, d MAKKHCE C NOMOUBIO OONOTHUMENbHbIX
Memo0og:  nekmpomuozpaguu  uconvyamou,  dnekmpocmumynayuu,  yiempazeyka, KT.
Bonvuwuncmeo mviuy vibupaemcs u uHveyupyemcs 8 COomeemcmeuu ¢ aHaru30M OUCMOHUYECKUX
osuodicenuti, monozpaguyeckol anamomuu, narvnayuu meiwy [40, 41, 42]. Obazamenrvho
oghopmuenue 006pPOBONLHOCO UHDOPMUPOBAHHO20 CO2NACUS HA NPOBEOeHUe JledeHUs NPenapamom
bomynunuyeckoeo moxkcuna. Pexomenoyemcs nocie nposedenHounpoyedypvl OOmyiuHomepanuu
aKmueHoe COKpaujeHue UHbEeYUPOBAHHbIX Mbluiy 6 mevenue 20 Mum, 8 meueHue yaca nayueHm
00JIJHCEH HAXOOUMDBCSL NOO HAOI0OeHUeM 8 Je4eOHOM YUpercOeHuu Ol KOHMPOJs 3d paszsumuem
HeMeOoneHHbIX alntepeuyeckux peaxyuil [3, 49]. B ciyuae nedocmamounozo sghgexma, ommeueHHo2o
npu ocmMompe nayueHma 8 OUHamuKe, npu NOCIeOVIOUWUX UHbEKYUAX NPOBOOUMCsL NOOOOP U 3aMeHd
cxem mepanuu, usMeHenue 003bl OOMYIUHUYECKO20 moKcuna muna A** unu 6omynunudeckuil
MOKCUH muna A—eemazentomunun Komniexkc™*, npumenenue 0onoIHUMENbHbIX MEM0008 KOHMPOJis.
UHBbEKYUU, KOHCYIbMUpPO8aHue ¢ 6olee ONbIMHLIM cheyuanucmom oomynuHomepanuu. Texuuxa
bomynunomepanuu Opyeux @Gopm QOoKarbHbiX OUCTOHUL NOOPOOHO U3N0JNHCEHA 8 MEOUYUHCKOLL

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

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

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

YpoBeHb yoeauTeJIbHOCTH peKoMeHIauuii A (YpoBeHb JOCTOBEPHOCTH 10KA3aTENbCTB
-2).

Kommenrtapuu: Ob6a muna 3apecucmpuposanuvix 6 P@ bomynunuueckuii moxcurn muna A-
2emMaz2etoOmMuHUH KOMRIIeKC*™ u OomynunHudeckull mokcun muna A-eemazeiiomuHun Komniexc**
UMEIOM CXOHCYIO IPPEKMUBHOCIb U MOSYI OCIMABAMbCA AP DeKMUBHBIMU 8 MedeHUe OTUMENbHO2O0
epemenu [43].

o Pexomenayercs npu BBISIBJICHUH 6nedapocnazma paccmaTtpuBaTh
O6oTynuHOTEpanuio (OOTYITUHUYECKUH TOKCUH THHAa A** umm OGOTyNIMHUYECKUN TOKCHH TUMa A
reMarrIIOTHHUH KOMIUTEKC™**) KaKk METO/[] JICUCHHSI TIEPBOM JINHUH JJIS1 KOPPEKIIMH HETIPOU3BOJIBHBIX

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*%  bomynunuveckuii moxkcun muna A—eemacenromuHurn Komniekc** umerom  cxooncyro
apexmuenocms U Mo2ym ocmagamvcs IPhekmusHviMU 8 medenue OIUMeNbHo20 8pemenu. [na
obecneyenus nyywel 3¢gdekmusnocmu u 6e30NACHOCMU UHbEKYULl OOMYIUHUYECKO20 MOKCUHA
muna A** u bomynunuyeckozo mokcuna muna A ecemaceniomunHun Komniekc** neobxoouma

MAKCUMATILHO BO3MOJICHASL MOoYHocmb unvexyuu [40, 41, 42, 43].

L Pexomenayercsi mnpu BbISIBJICHUM IPU3HAKOB CIIACTUYECKOM  aJyKTOPHOM
aucHOHUM MPUMEHEHHUE MpenapaToB #OOTYIMHUYECKUH TOKCHH TUna A ** u # O0TynMHHUYECKUN
TOKCHH THTIA A-T€MarrilOTHHHH KOMIUIEKC** ¢ IeNIbl0 CHMIKEHHUSI 9acTOTHI MPEPhIBAHUS T0J0ca,
CHIDKEHMSI TSDKECTH clla3Ma M yBelTM4eHus neproja GoHaropHoro noroka [67, 68].

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

Kommentapuu: Jleuenue adoykmopHou OUCMOHUU C UCNONb308aHUeM HOOMYIUHUYUECKO20
mokcuna muna A** oOviio nposedeno y 13 nayuenmos 6 Kawecmee 0BOUHO20 ClEN020,
n1ayeboKOHMpOIUPYEMO20 UCcne008anusl. Tayuenmoi OvLIU OUACHOCUPOBAHbI
MENHCOUCYUNTIUHAPHOU  2PYNNOU, cocmosawell U3 J1020neod, 6pava-omoiapuneonoed U 6pavd-
Hesponoea. #bomynunuyeckuii moxcun muna A** unu conegou pacmeop 6800UNU 8 KAHCOVIO
WUMONOOBAZBIYHYIO MbIUYY NOO DNEKMPOMUOSPAPUUECKUM U TAPUHSOCKONUYECKUM KOHMPOJIEM.
#oomynunuueckoeo mokcuna muna A** 3amemHo ymeHvwUL SUNepPMOHYC, CHUSUL OUANA30H
OUCTMOHUYECKUX YACMOM U YIYYUUIL cCnekmpozpaghuyeckue xapakmepucmuku coaoca. Ilayuenmol,
nocne gedenus #oomynrunuueckoeo moxcuna muna A** ommemunu 3HauumMenIbHOE YVIyUUEHUE
eonoca no cpagsHeHuro ¢ epynnou niaayebo. #bomynunuueckuni mokcun muna A** okazanca
aghhexkmusHvim u 6€30NACHBIM MEMOOOM NedeHUsi A00YKMOPHO2O MUNA JAPUHEEATbHOU OUCMOHUU
[67]. Cpasnenue sgpgpexma oonocmopounux (50 EJ] 6omynunuueckoco moxcuna muna A**) u
08YCHOPOHHUX MUPOAPUMEHOUOHBIX MbluteunblX unvekyuil (no 25 EJl #6omynunuueckoeo mokcuna
muna A** ¢ kasxcoou cmoponwt) y 50 nayuenmos ¢ a00yKmMopHo20 Muna J1apuHeaibHou OUCHOHUU
NOKA3Aa10, 4Mo CMAHOAPMHbIE OOHOCMOPOHHUE U O08YCHIOPOHHUE UHbeKyuu HOOmyauHuueckozo
moxcuna muna A** obecneuusarom IKGUBANIEHMHYIO CMENEHb  VIYYUICHUS.  CUMNIMOMOS
napuneeanvrou oucmonuu. Kowmponvuas epynna exmouana 15 300posvix cyovekmos [67]. Ho
HEOOCMAamouHo OaHHLIX OJisl NOOMeepIHcOeHUs: dhghekmusnocmu npu  abOYyKmMoOpHoM mune
JIAPUH2eAIbHOU OUCMOHUU U NPU MbIUUEYHOU MOH3UOHHOU Oucghonuu. B opyeom uccredosanuu [68]
oyenusanu 3¢pgexmor oonocmopounnei (15 EJ 6omynomokcuna) u osycmopounei (no 2,5 EJ[

OOMYNOMOKCUHA) UHBEKYUU WUMOUEePnalosuoHot mululy. Yepes 6 Hedenrb nocie UHBEKYUU



MAKCUMAJIbHOE  6peEMAL ¢0Haz4uu ObIIO  3HAYUMO  HUDdICE npu OaHOCH’lOpOHHeM 86e0eHUU

OomynI0moKcuHa.

o PexoMeHnayercsi Tpu  BBIABICHHH TPU3HAKOB TeMHdanuaibHOTO — Cclla3ma
MPUMEHEHUE MIPEenapaToB OOTYIMHUYECKUN TOKCUH TUMA A ** 1 OO0TYTUHUYECKUI TOKCUH THIAa A-
TEeMarTJIOTUHUH KOMIUIEKC™* ¢ 11e1bI0 YMEHBIIEHUS BIPAXKEHHOCTH CUMITTOMOB [69].

YpoBeHb YOeaUTEJIbHOCTH peKOMeHAanuil A (YPOBEHDb JOCTOBEPHOCTH /10KA3aTeJbCTB
-3).

Kommenmapuu:

Tlouck panoomMuzupo8anubix UCcie008anuUll, CpasHugarowue 6OMyIUHULecKko2o mokcuna muna A**
¢ nuayebo npu cemugayuarvuuim cnasme 6 Koxpanosckoti oubnuomexe, 6azax MEDLINE u
EMBASE nokazan 0010 Heb0bui0e paHOOMUSUPOBAHHOE, NAAYEO0-KOHMPOIUPYeMoe NepeKkpecmuoe
uccnedosanue ¢ yuacmuem 11 uenogex, 6 xode KOMOpo2O NAyueHmMvl NPOULIU Hemblpe Ceccuu
UHBEKYULL, CPABHUBAS N1AYEOO C MPeMsL PA3TUYHBIMU 003aMU DOMYTUHUYECKO20 MOKcuHa muna A**
- HU3KAsi 0034. NOJLOBUHA NPOMENHCYMOUHOU 003bl, NPOMENCYMOUHAS 0034, U 8bICOKASL 003A: OBOUHASL
npoMeNCymoyHas 003a, u 00uH u3z niayebo. Ipgexm bomynunuveckoeo moxkcuna muna A** ovin
gvlute niayebo. Hecmomps Ha cKyOHOCMb XOPOWUX KAYECTNBEHHBIX KOHMPOIUPYEMbIX OAHHDIX, 8Ce
umerowuecs: UCCied08anus NOKA3bIBAM, Ymo ODOMYIUHUYeCKo20 mokcuna muna A** saensiemcs
spgpexmusnvim u OezonacHvim Onsl Jedenus 2cemupayuanvrozo cnasma. bByoywue ucnvimanus
OOJIJICHbL  U3YYUMb MeXHUYecKue @OaKkmopvl, maxkue KaKk ONMUMALbHble UHMEPEalbl JNedeHUs,
PaziuuHble Memoobl UHbeKYul, O003bl, Munvl OOMYIUHUYECKO20 moKcuHa muna A** u
OOMYIUHUYECK020 MOKCUHA muna A eemazeitomunun KOMniekc **, kauecmeo HcusHu, 00120CPOUHYIO
agppexmuernocmsb, 0E30NACHOCMb U UMMYHOLEHHOCMb. OOMYIUHUYECK020 MoKcuHa muna A** u
bomynuHuyecko2o moxkcuHa muna A eemazenrOMuHuH Komniekc** cnedyem cpasHums ¢
Xupypeuueckou MuKpococyoucmoti oekomnpeccuetl [69].

o Pexomenayercst npu nucyeM crazMe #00TyIMHUYECKUM TOKCHH 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 AOCTOBECPHOCTHU AOKaA3aTECJILCTB

-2).
Kommenrapuu: B niayeb6o-koHmponupyemom ucciedosanuu ovliu 00ciedosansvt 25 nayuenmos ¢
mpemopom pyk. Hcnvimyemoie 6vliu panoomusuposamnsvl 0is noiyuenus 50 eOuruy 60myn1omoxkcuna
unu nuayebo-unveKkyull 6 ccubamenu u pazeubamenu 3ansicmus 6epxHeil Koneunocmu. Eciu nayuenmor
He peazuposanu Ha NEPEOHAUANILHYI0 UHBEKYUIO, OHU UMENU NPABO HA NOBMOPHYIO UHbEKYUIO 6
konuuwecmeae 100 eounuy yepes 4 nedenu [25]. Bozmooicno bomynunuyeckuti mokcun muna A** u
bomynunuyeckuli mokcunmuna A eemacentomunun Komniexe** agpgexmusen npu opyeux munax

OUCTNOHUU BEPXHUX KOHEUHOCmell, HO HeoOX00uM bonee mujamenvhsiil n00OOp 003 U3-3d 4ACMO



18 ner

—4).

8o3HUKalOwell mvluteunol ciabocmu. Ilpenapamvl bomynunuyeckoeo moxcuna muna A** sensiomes
bezonacHviMu u 3¢hekmusHbIMU NPU 00A20CPOUHBIX NOBMOPHBIX UHBEKYUSAX, HO 8PAYU UNAYUEHIMbL
00JI)ICHBL 3HAMb, YMO BbICOKUE CYMMAPHbIE 003bl MO2YN OblMb ONACHYL, 0COOeHHO 05l Oemeli [25].
Yuumsieas cnosxcnocms u uHOUBUOYATILHYIO NOMPEOHOCMb 8 MepanesmuieckoM eMeuamenbCmee ¢
NOMOWbIO UHBEKYULE OOMYTOMOKCUHA NPU NUCHEM CRA3Me, MPYOHO CIMAHOAPMU3UPOBAMb
0000WeHHY10 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 MAKICe pa3iuiHble OUCMOHUU, CEA3AHHbIE C KOHKPEeMHbLMU
3a0auamu, 8Ku0UAs OUCMonulo mysvikauma. Ilpoananusuposanst oannwie 3a 11 1em o 420
nayuenmax ¢ oucmonueti (v 50 uenosex oviiu cyoopoau kucmu u'y 10 - oucmonus pyx). B ooueii
CIOJAHCHOCMU HA npeoMmem OUCmoHuu ovlia npoanaiusuposana 1831 unvexyus bomynomokcuna 8 36
muluyax-wuwensix. Mcnonvzosanu b6omynunuueckutl moxcun muna A** u bomynunuueckuil
moxcunmuna A ecemazeniomunun komniexc**. [lpumensinu 6 cpeonem 70,3 EJ] moxcuna 6
NoOpadiceHHble MblUYbl-MUUEeHU (6 cpeOHem 2,5 Mbluybl), Hauje 6ce20 8 NOBEPXHOCMHbILL ceubamens
nanvya kucmu (48%), noxmegoti ccubamens 3ansicmos (42%), 10kmesoil pazeubamensv 3anacmosi
(34%), nyuesotl pazeudbamens saniacmos (30%), enybokuii ccubamens nanvya kucmu (30%), onunnwiii
VKazamenvuwll ceubamens (28%), nyuesotl cecubamens 3ansicmos (12%), nponamop (8%),
YKasamenvuulil pazeubamens (8%) u pazeudbamenu mviwyenkosvix mviuy (6%). B kauecmee konmpons
MOYHOCIU UCNOB308ANU YIbMPA38YK0G0E Ucciedosanue unu IMI, ommemus, umo ouanazomn 003
ObLL CMPO20 UHOUBUOYATLHBLIM U 8apbuposaics om 9,3 E0 011 Heborbuux moluly, maxkux Kax
yKazamenvHolil naney, 00 35,4 E0 ons bonee KpynHulx Mbludy, maKux Kak 10Kmesou paszeubames
sanscmos [70]. Pexomenoyiomces unvexyuu 50 EJ] #oomynunuueckoeo moxcuna muna A** 6
Mbluybl-ceubamenu u Mbluybl-pazeubamenu 3anAcmvs gepxuell KOHeYHoCmu, npu
omcymcmeuu mepanesmuieckozo 3¢ppexma uepes 4 nedenu npo8oOUMCcs NOBMOPHAS

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

YPOBeHI) yﬁelII/ITeJIbHOCTH peKOMeH)]alll/lﬁ C (ypOBeHI) AOCTOBECPHOCTH A0Ka3aTeJbCTB

KOMMeHTapHI/I: 6 HacmosAuwee epems pacnpocmpanenHnocnio NPpUMEHEHUA

UHMPaAmMeKalbHo20 88edenus Hoaknopena™*™* ymenvuaemces 66udy n0OOUHLIX S6IEHUU, CEAZAHHBIX C
npenapamom U O0COOEHHOCMAMU IKCHAyamayuu o0060py0osanus, a makxice 68udy 06oavuiell
docmynHocmu u d¢hpexmusHocmu memooa 2ryooKkol cmumyaayuu mosea. Memoowvl 08ycmopomHeli
cmepeomaxmu4eckol paouo4acmomHuou 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 unysuu #Hoaxnogena™* sensaromces odOwenpuHamoviM JeyeHuemMm CHACMUKU.
Hmeromesa makowce Ooxazamenbecmea OJisi JleUeHUs SMOPUYHOU 2eHepanu308aHHOU  OUCMOHUU
UHMPAmMeKanbHbIM  6eedenuem #Hoaxnogena™*. I[lpeumywecmea memooa SKIOUAIOM CHUMICEHUE
MOHyca, yIyuuleHue nO3UYUOHUPOBAHUS U CHUJICEHUe 00pa3oeanus nponedxcHeli. Hecmomps na smu
npeuMyujecmed, ecmov 3HAYUMENbHble OCIONCHEHUs, KOMOpble MO2YM BO3HUKHYMb NpU Mol
mepanuy, 6 MoM 4Yucile OmMmeHa JleKapcme, Kamemepuvle uHekyuu, nepedo3uposKu U OmiKa3z
baknogenosozo nacoca. [na ynyuuenus noobopa nayueHmos upe3yromamos MHoO2Ue YEeHMmpul,
npeonazarwue UHMpamexaibHylo mepanuto # oaxknogenom™* ucnonvzyrom mHo2onpo@duibHyIO
KOMAHOy, COCIMOAWYIO U3 8padetl, Xupyp2os u gpusuomepaneemos[69]. Pexomendyemcs ungysuu
#oaknmodena** wauunamo co ckopocmowro 200 mxe/cym. o3y yeeruuusamsv na 50 mxe
Kaodicovle 8 uacos, 00 docmudiceHuss 0OHOU U3 mpex KOHeuHvlx mouekx: (1) KiuHuuecku
3Hayumslli omeem (cHudcenue cpeoHnetl oyeuku "IIJIOXO" na 25% uiru 6onee), (2)
HedcenamenbHuble noOOYHble dhPexmuvl uiu (3) omcymcmeue KIUHUYECKU 3HAYUMOZSO

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

3.1.1. KoncepBaTuBHOe JieueHUe AMCTOHUH Yy eTel
s nayuenmog monodxce 18 nem pexomenoayuu no ne4enuro 0CHO8AHbL HA «CMEULAHHBIXY OeMmCKO-
83DPOCIbIX UCCIEO0BAHUAX U MHEHUSX dKcnepmos [73].

o B xauecTtBe mpenapara nepBOil JMHUU JETAM C JUCTOHUEH PEKOMEHI0BAH LICHTPAIbHBIN
xosmHoOoKaTop #TpurekcudeHuania** (mauansuas go3a 1-2 M B CyTKH, pasjelieHHbIE HA 3 Tpuema,
Aajice n03a YBEINYUBACTCA KAXKAYI0 HEACIIIO Ha 1-2 MT, pa3aCJICHHBIC Ha 3 npuema,, nejacBad q03a: 1-2 MI/KT B
JIeHb, pa3/ieNicHHbIe Ha 3 TpreMa) C 1eJIbI0 YIYUIIEeHUs MAaTOJOTHYECKUX JBUKEHUM, MTO3bI U TIOXOJIKU Y
nerewt [73, 74, 75].
Yposens yoenureabHocTH pekoMenaannii C (ypoBeHb 10CTOBEPHOCTH J0KA3ATEJILCTB — 5)
KommenTapuu: Aumuxonunepeuueckue npenapamol, maxue xax #Ipucexcugenuoun™*,
ABNAIOMCA OOHUMU U3 HAUbOOIee dIDDEKMUBHBIX CPeOCm8 OiA JledeHUs 2eHePalu308aHHOU OUCTNIOHUU )
Ooemeti. B mnpocnekmusHom O080UHOM Clenom nepekpecmHom  ucciedoganuu [76]  6vin
NPOOEMOHCMPUPOBAH 3HAUUMENbHBIU KIUHUYeCcKUul 3gpgdexm om npumenenus #1pucexcugenuoun **
6 0oze 30 me no cpasHenuio ¢ niayed6o y Oemel U MONOObIX B3DOCABIX C CE2MEHMAPHOU U
2eHepanu306anHol oucmouueu.  Fahn u coaem. [74] nposenu omxpvimoe ucciedogarue,
NPOOEMOHCMPUPOBABULee YMePEHHOe UTU pe3Koe YIyduieHue npu npumenenuu #Tpueexcughenuoun **
v 61-71% (cpeouss cymounas doza 41 me) oemeti no cpasuenuto ¢ 19-38% y e3pocnvix (cpedHss
cymounas 0o3a 24 me). #Ipueexcughenuoun ** nyuwwe nepenocumcs Oemomu, vem 63pOCAbIMU,
Hedlcelamenvhble A6leHUs Ha (QoHe mepanuu eKauaom 3anop (43%), cuudicenue uacmomol
moueucnyckanus (19%), pazopasicumenvrnocmuv/usmenenue noseoenus (13%) u cyxocms 6o pmy [77].
Menee pacnpocmpanentvle HexcenamenvbHble A8NEHUs KII0YUAIOM YX)yOuleHue 3peHus, Xopero, Cblnb U
connueocms [78]. #Ipucexcugenuoun ** obviuno mpedyem OnumenbHo20 leyeHus: (0m HeCKOJIbKUX
Heoellb 00 HECKONILKUX Mecsayes), npedicoe uem Hacmynum KiuHudeckui omeem [79].



e PexomMeH10BaHO JeTsIM C JMCTOHHMEW Ha3HAUYeHHWE IMpermapaTa BTOPOW JIMHUM BBIOOpa -
Bakaoden** (mpenapat mpuMeHSIOT epopaIbHO, crapToBas n103a 0,3 Mr/Kr/aeHb, pa3ieneHHbIe Ha 2
w 3 npuema; no3a tutpyercs 1 pa3z B Hememo Ha 0,1-0,3 mr/kr, pasneneHHble Ha 3 mpHeMa Ji0
1[eeBOU 03bl: 1-2 MI/KT/eHsb, pa3ielieHHbIe Ha 3 mpuemMa; MakcumalbHas no3a 40 Mr/neHs y nerei
< 2 net, 60 mr/nens y aereit > 2 ner) [80, 81]) ¢ 1enpro yIydIIeHUs] MATOJOTMYECKUX JBHKCHUH,
KadecTBa u3HuU [73, 82].

Yposens yoenureabHocTH pekoMenaannii C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)
Kommenrtapuu: baknogen™* deticmeyem xax azonucm camma-amunomacisanou kuciomol (I'AMK),
sozoeticmeys Ha TAMK-B peyenmopwvi. On cHudicaem 8030y0UMOCMb O8USAMENbHBIX HEUPOHO8,
2NIaBHbLIM 00PA30M, HA YpOBHe ChuHHO20 Mo3ea. llepopanvhelii npuem Oaxiogena umeem oueHb
02PaHUYeHHOe NPOHUKHOBeHUe uepe3 ecemamodnyedanuveckuii oapvep (I'9F), nosmomy 0ns
00CmUdICeHUsl KTUHUYECKOU NONb3bl MPEOVIOMCs 8bICOKUE 003bl NePOPAIbHO20 npuema baxnogena **
[83]. Ilepopanvuviii npuem baxnoghena™* yacmo ucnonvzyemcs 6 KIUHUYECKOU NPAKMUKe npu
0emcKou OUCMOHUY, XOMs mepanesmuieckue OaHHble KpatiHe 02panHudensl, U OOIbUUHCINEO OAHHbIX
OCHOB8AaHO Ha MHeHuu dkcnepmos [84]. Greene u coasm. [80] obuapyscunu ymepennoe ynyuuienue npu
npueme baxnoghena y 7 uz 16 demeui ¢ uouonamuueckou oucmonuel. baxnogen**, xax npasuno,
xXopouwio nepenocumcs demvmu. Haubonee pacnpocmpanentule nexceramenvuvle A61eHUs GKIIOUAI0M
NOBBIUEHHYIO YIMOMIAEMOCHb, MOWHOMY, 3aN0p, COHIUBOCb U 20JI080KpYICceHue. Bvicokue 003vl
baxknogena** mocym ycyeyoumov akcuanvHyio eunomonuro [85, 86]. Vuumwvieas eco nioxyrno
cnocobnocms  npounuxams  uyepe3z [OB npu nepopanvHom npueme, Oaxiogen**,  ggooumvlil
UHMPAMEKAILHO C NOMOUbIO NOMNbL, OKa3bléaem Oonbulee GlUaHUe HA CHACMUYHOCTb U OUCTOHUIO.

o PexoMeH10BaHO AeTSIM C AMCTOHHMEH HAa3HA4Y€HUE IIpenapara BTOPOW WM TPETbEW JIMHUU
JIeYeHUs - MPOM3BOJAHbIe OeH3oguaszenuna (duazemam** 0,1 wmr/kr/aenp B 2-4 mpuema c
noctenenHoi tutparmeit I Knonazemam** B craproBoit nose 0,01-0,03 Mr/kr/neHp IBaKIsl B
JIeHb C TMOCTENeHHOM TuTparnueit no3el Ha 0,01 mr/kr/mens no uenesoi no3sl: 0,1-0,2 mr/kr/neHn
paszaeneHHble Ha Tpu npuema [88]) ¢ 1eNblo yIydIieHus MaToJIOTUYECKUX ABMKEHUN, KauecTBa KU3HU
[73, 85].

Yposens yoenureabHocTn pekoMenaanuii C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)
Kommenrapuu: Greene u coasm. obuapyxcunu, umo 16% nayuenmos (Oemetli u 63poCivix)
peazuposanu Ha Klonazenam™*. 'V oemeii omeem na mepanuto ovin eviute, uem y 83pocavix. Chuang u
coasm. [88] obcrnedosanu 33 nayuenma (Oemeii u 83pocivix) ¢ eemuoucmonuel u oonapyicuu 50%-
HYI0 peakyuio Ha KioHazenam™** u ouazenam™**. Coobwanoce maxoice, umo KioHazenam™* nonezen
npu  nedenuu  Muokiowyc-oucmonuu y Oemeu [89, 90]. Haubonee pacnpocmpanennvim
Hedice/lamenbHbIM AelleHueM DeH300Ua3enuHos8 y demell saeisiemcs cedamusHulil d¢pgexm. K menee
yacmoelm NOOOYHBIM dhhexmam OMHOCAMCA USMEHEHUs. 8 MNOB8eOeHUl, PACMOPMONCEHHOCD,
CNYMAHHOCMb  CO3HAHUA U yeHemeHue oOvixanua [88]. Bnezannoe npexpawenue npuema
OeH300UA3eNUHO8 MOdHCEN 8bI36AMb 0OOCMPeHIUe OUCMOHUU U CUMAINOMbL OMMEHDbL.

o PexomMeHnaoBaHo aeTsiM C JUCTOHHMEH Ha3Ha4YeHHE JOPAMUHEPTHYECKOTO Ipernapara
#Jleogona** (ctaproBas Ao03a 1 MI/KI/JeHb pa3ieleHHbIe Ha 3 mprema; TUTpamus 1 pa3 B HEJelnto
Ha | MI/Kr/neHb, pa3ienaeHHble Ha 3 TpueMa 710 1eeBOi 103bl: 5 — 10 MI/Kr/AeHb) ¢ ebIo YIydIIeHus
MaTOJIOTUYECKUX JIBMXKCHHM, TT03bI U TOXOJKHU y nerelt [73].

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



npogecmu npobHoe npumenerue #H/lesodonvl™* ¢ HauanvHou 00301 Ona Oemeil Ime/xe/Oensv ¢
nocmenenHot mumpayuei 00 yenesou 003wl 5-10 me/ke/0env. B meuenue xax munumym 3 mecsayes
cedyem NpUHUMAms npenapam 00 MAKCUManvhou 0o03zvl 600 me/cym (npu neobxooumocmu 10
me/ke/cym)) v Kascooeo pebenka ¢ Heuzgecmuou npuuurou oucmouuu [92, 93]. B oonom
PAHOOMUBUPOBAHHOM NEPEKPECMHOM UCCIe008AHUU OYEHUBALACL IPhekmusHocmy 1e6000nbl Npu
XII u oucmonuu [94]. IIpoghuns nobounvix s¢hghexmos y demeti 6 yenrom oarazonpusamusiii. Haubonee
pacnpocmparentvle noOOYHblE IPGeKmbl GKAIUAIOM MOUHOMY, 201080KPYIICEHUE, U3MEHEHUs 6
nosedeHuu, OecCOHHUYy U opmocmamuyeckyio cunomensuio. He ece demu c [ona-3asucumvimu
oucmoHusmMu  xopouto peazupyrom Ha #/lesooonvi**: oo 36% oOemeu ¢ Oeuyumom
MUPO3UHSUOPOKCUNA3bL He peazupytom Ha 3mo aedenue [95]. #/lesooony** credyem nazmauamo 6
COYemaHuu ¢ UHUOUMOPOM 00naAdeKapOOKcunazvl (Kapouoonotii), obbIuHO 6 coomuouieHuu 4:1.
Kpome moco, 6 3asucumocmu om eememuueckol npuyumvl J{ona-3a86UcCUMOU OUCIMOHUU MOICEm
nompebo8amucsi OONOIHUMENbHOE JleYeHue UHSUOUMOopamu MOHOOKcUoasvl B, anmuodenpeccanmamu,
mpunmoganom u Kapouoonou. Imo 0CoOOEHHO XAPaAKmMepHO OJsi AYMOCOMHO-PeYecCUBHbIX Gopm
oona-3asucumvix oucmonutl [96, 97].

o PexomMeHa10BaHO AeTSIM C JUCTOHHEH Ha3HauUeHUE NpenapaTa #TeTpadeHa3suH** B crapToOBOM
nose 6,25-12,5 mr/aens B 3 mpuema ¢ nocreneHHou Tutpanueit (1 pa3 B Hexgemto Ha 6,25 — 12,5 wmr,
pasneieHHbIe Ha 3 mpueMa, A0 MesieBor 1036l 37,5-50 Mr/aeHs pasneneHHble Ha 3 preMa) C 1ebIo
yJIydllIEHUS TaTOJIOrMYECKUX JIBUJKEHUH, KauecTBa )KU3HU [73].
YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH J0KA3aTENbCTB — 5)
Kommenrtapuu: #Tempabenazun®** ¢ ocHognom ucnonvzyemcs 0ns jieyeruss Xopeu u Opyeux
2UNEPKUHeMU4ecKux 08UcamenbHbvlX paccmpoucme y e3pocavix u Oemet [98]. Borvuwiuncmeso
Hedlcenamenvhblx seieHutl npu npuéme #Ilempabenazuna™* 3aeucum om e2o 003bl: CeOAMUBHDBL
appexm, uzmenenus 8 nogedeHull, 0enpeccuio, 3ampyoHeHUe OBUNCEHULL, MOUWHOMY U NAPKUHCOHUM
[99]. Ilpumeuamenvno, umo #lempabenasun™* nukoeoa He accoyuuposancs ¢ no3onet Oucmonuet,
umo Oenaem e20 XOpOwUM 8apPUAHMOM OJis NeOUAMPUYECKUX NAYUECHMOB.

J PexoMeHnioBaHa aAeTAM c 2-x jem 01s JedeHuss OUCMOHUU CO CRACTUYHOCIbIO 8EPXHUX U
HUJICHUX KOHeyHocmell Tepamus mnpenapartamMu OOTYJIMHMYECKOT0 TOKCHHA THHAa A¥*
(0oTy1MHMYECKNH TOKCHH THINA A-TeMarrJIlOTHHHUH KOMILIEKC**) C Ie/bl0  yIIy4dlIeHUs
MaTOJOTUYECKUX JBWKCHUHN, KauecTBa KU3HU [73].

YpoBenb yoeaureabHocTH pekoMeHnaanuil C (ypoBeHb I0CTOBEPHOCTH J0KA3aTEeJNbCTB — 5)
Kommenrapuu: Ilpenapamor 6omynunuueckoeo moxkcurna muna A** (bomyrunomepanus) y demeii ¢
oucmonusmMu 00obpena oasa nayuenmos c¢ 12 nem c onegpapocnazmom [100] u onsa nayuenmog c 2-x
Jlem Onsl JleueHusl CUuaiopeu U CNacmuyHOCmMuY 8epXHUX u HudxcHux xoumeunocmeu [101]. Hozupoexa
bomynunuyecko2o moxkcuna muna A** zasucum om maccvl mena u epynnvl MulidY, 8 KOMOPYIO
8gooumcs npenapam. B nacmosuwee 8pems He cywecmeyem CMAHOAPMHBIX PEKOMEHOAYul no
003UpoBKe OOMYNOMOKCUHA NPU OUCMOHUU Y Oemell. []03a 015 UHbeKYULl 4acmo Onpeoesiemcs UCX00s.
U3 OAHHBLX, NOLYYEHHBIX ) 83POCABIX C YOKATbHOU Oucmonuell u demell co cnacmuunocmoio [102, 103,
104, 105, 106]. Cpeonuii unmepsan medxncoy unvexyuimu cocmasisiem 3-6 mecayes. s noaHou
ONMUMUZAYUU PeaKYUL MOHCEN NOmpedo8amucs om 08yX 00 4emvlpex payHo08 1edeHusl.

3.2 Xupypruyeckoe jieieHue

® Pexomenayercss manueHTaM [pU  TEHEpalu3aludd JUCTOHUHM, a TakKke

pu

HeB(b(I)eKTI/IBHOCTI/I JICKAPCTBCHHOT'O JICUCHUS IIpeliapaTaMu - MHOPCIAKCaHTAMU HepI/I(l)epI/I‘-ICCKOFO



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

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB
- 4).

Kommenrapuu:  OcHosHbiM — anamomuuyeckum  oOpazoganuem,  no08epeanuumcs
cmumynayuu (DBS — Deep Brain Stimulation, netipomooynayus), 161s1emcs 6HYmMpeHHsIs 4acmyb 0J1e0H020
wapa, Xoms paccmMampueaemcsi 03MONCHOCMb CMUMYIAYUU 8EHMPOLAMEPATbHO20 MAlamycad,
cyomanamuueckozo saopa. Ommeuero, ymo mevenue OUCMOHUU NOCTe UMNIAHMAYUU CIUMYIUpylouel
cucmemvl umeem oCoOOeHHOCMU — OUCMOHUYECKUe 08UNCEHUsl (8KIIoUas (a3udecKue, MUOKIOHUYeCKUue
u OpooicamenbHble) pecpeccupylom HeMeOleHHO 6 meyeHue 4Yacos/OHell Nnocie OnepamusHo20
eMeuamenbcmea, 8 mo 8pems Kak 6blpadCeHHOCHb OUCTMOHUYECKUX no3 (MOHuYecKue KOMNOHEHMbl
3abonesanusi) ymeHvuiaemcs Oojiee MeoieHHO — 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]08bl U MUOKIOHUU, BblpadiceHHble ¢hasudeckue
OUCMOHUYecKUe OBUNCEHUS], CAUMMAbHble U 1AmepaibHble HAKIOHbL 207106bl) yepe3 1 — 2 2o00a
npoodemoHcmpuposana pezpecc masxcecmu cocmoanus Ha 50 — 70%, ymenvuienue cmenenu oepanuienus
JHcuznedesmenvrocmu nayuenmos Ha60 — 70%, ymenvuienue 6onesvix nposisnenuii na 50 — 60% [111,
112]. DBS — xopowwuti éapuanm mepanuu nepeutHoll 2eHepalu308anHoOU U cecMeHMapHou OUCMOHUU &
cumyayusx, eciu He 0vl0 O0CMUSHYMO A0eK8AMHO20 YIYYULeHUS NOCIe MEOUKAMEHMO3HO20 eYeHUs UlU
npumeHnenus 6omynomoxcura. DBS — xopowwuil eapuanm mepanuu yepeuKaibHOU OUCMOHUU 8
cumyayusx, eciu He ObL10 00CMUSHYMO A0eK8AMHO20 VIYUUIeHUSA NOCTe MEOUKAMEHMO3HO20 eUeHUs] U
npumeHenus 6omynomoxcuna. DBS kax npasuno, menee sghghexmuena npu 6mopuuHvlx OUCMOHUSX,3d
UcKIOYeHuem omcpodennou oucmonuu. DBS mpebyem  cneyuanvbmblX 3HAHUL U HATUYUS

MHO2ONPOPUILHOU KOMAHObL. Dma npoyedypa mMoxcem umems nobouHwvle IPheKmol.

3.2.1. Xupypzuueckoe neuenue Oucmonuu y oemeil

PexoMeHI0BaHO JETSIM C JIMCTOHHCH ¥ HEBOCIPUUMYHUBOCTBIO K MEIUKAMEHTO3HOMY JICUCHHIO
MpoBeAcHUE TIyO0KOH cTUMYyJIsu Mo3ra [113, 114]

YpoBenb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTENbCTB — 3).
Kommenrapuu: /lanuvie, omuocawuecs K 21yO00KOU CMUMYIAYUU M032a Yy Oemel, CMpemMumenbHo
HAKanausaomcs 8 HayuHou aumepamype. 3a nocieoHue HeCKOIbKO jiem Obllo ONnyOIUKOBAHO HECKOIbKO
cucmemamuyeckux 0030po8, 0000WAIOWUX CYUECMBYIOWYIO TUMEPAMYPY, KACAIOUYIOCS  2I1YO0KOU
CIMUMYTAYUU MO32A NPU OeMCKOU OUCTMOHUU U OUCMOHUYeCKoM cmamyce y 0oemell. Ha cecoouswunutl Oens
I'nyboxasa cmumynayus mozea (deep brain stimulation, DBS) - smo mapecemnas mepanus, xomopas

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



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

4. MeauuMHCKass peadMJNTANMSA W CAHATOPHO-KYPOPTHOE JieYeHHe,
MeIMIUHCKNE TOKA3aHUSI M TNPOTHUBONMOKA3AaHUS K TPHMEHEHHI0O METO/I0B
MeIMIUHCKOW peadUIUTAIIMM, B TOM YHCJIe OCHOBAHHBIX HA HCIOJIb30BAHHUH
NPUPOIHBIX JiedeOHBIX (PAKTOPOB

. PexoMeHnayercsi TalMeHTaM C JWCTOHWEH TpaHCKpaHWAJIbHAs MarHUTHas
CTUMYJISIIIUS B COYETAHUHM DIIEKTPOMUOTPA)UUSCKUM KOHTPOJIIEM IO OHOJOTHYecKod oOpaTHOMH
CBSI3M JIJIs CHIbKeHUs aktuBHOCTH DOMI [1, 3, 23, 119, 120].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB
-5).

KommenTapuu: no odanuvim psoa ucciedosanutl, y NAYUEHMO8 C NUCHUM CHA3MOM U
opyeumu gopmamu PoKaIbHOU OUCTNOHUU OMMEYAemcs YayduleHue MOMOPHOU QYHKyuu nocie
npoeederUs PuzuuecKoll mepanuu, CeHCOPHO2O U 08ULAMENbHO20 NePeoDyYeHUsL.

Cmpamezuu neyeHuss OUCMOHUU 3ABUCAM OM KOOPOUHAYUOHHO20, Ce2MEeHMAIbHO20 UNU
2eHEPAIU308AHHO20 PACIPeOeNeHUsl CUMNIMOMO8. XemoOdeHyepsayus #OOTYITMHUYIECKUM TOKCHHOM
tama A** ocmaemcs memooom evlbopa Onsi AeveHus QOKANbHOU, MYIbMUGOKATbHOU U
CecMeHmMAapHou OUCMOHUU. Diekmpomuozpadus nogvluiaem moYHOCMb UHbEKYUll U MOdicem
VMEHbUUMb KOIUYeCMB0 UHbEeKYUll, Yacmomy, nobounvie 3¢pghexmol u 3ampamvl nymem movHo2o
8bLABNIEHUS OUCTOHUYECKOU MbLUEYHOU aKMuUeHoCmu. Xapakmepucmuka OUCHOHUU KAK CEHCOPHO20
paccmpoiicmeéa no6youno K UCHONb30BAHUIO HEUHBAZUBHBIX NpoYedyp HeupomMooyiayuu. Imu
MemoObl Hydcoaromes 6 OdlbHeuuleM U3VYeHUU, HO OOHOBPEMEHHOe NpUMeHeHue Memooos
peabunumayuu, yryuuwaem pesyivmamol aedeHus. llanmudanenas 2nyookas Cmumyiayus Mmosed
nonesHa Oiisk  MeOUKAMEHMO3HO-PEe3UCHEHMHOU NEPEUUHOU  2eHEePAIU308AHHOU U, BO3MOJICHO,
goxanvrou oucmonuu, maxou kax LI/ [120].

o PexoMenayercsi MyJIbTHAUCIUILUIMHAPHAS MTPOrpaMMa PEeaOUINTAIIUU TTallMEHTOB
18 mer W crapmie C TUCTOHUSIMH B YCJIOBHSX KPYIVIOCYTOYHOTO CTallMOHApa, BKIIFOYAIOIIAS
(bU3NYECKYIO TepaIuio,KHHE3NOTEPAINIO, MPO(EeCCHOHALHYIO MEPEOPUCHTAITUIO, JIOTONEINISCKUE
3aHATHUS U TICUXOTEpaneBTUUECKe BMenaTenbeTa [121].

YpoBenb yoenuteabHOCTH pexkoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB
—-4).

KomMmeHnTapuu: no pesyrbmamam paHOOMU3UPOBAHHO2O UCCIE008AHUS, 6 KOMOPOM
npunsiiu yuacmue 32 nayueHma ¢ OUCMOHUAMU, NOYYAGUIUX MYTbMUOUCYUNTUHAPHYIO 1-HedeTbHYI0

npocpammy  peadunumayuy 8 YCIo8USAX KPY2IOCYMOYHO20 CMAYUOHAPA C  eHCeOHeBHbIMU



QuzuyecKumMu  YNpasdCHeHUAMU, NPOHeCccUOHANbHOU nepeopueHmayueli, J1020NeoudecKuMu U

ncuxomepanesmudeCKumu emeulamelbCmeamut Omme4ero YayivuleHue Cumnmomos no uKaie CGI

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

o PexoMenayioress st peaOuinuTanvd MAIMEHTOB C IEPBUKAIBHOW JHCTOHUEH
TPEHUPOBKU C OUOJIOrMYECKOil OOpaTHON CBS3bI0 MO KHUHE3HOJOTHYECKOMY 00pazy mpu
3200JI€BaHUAX IICHTPAJIHHON HEPBHOM CHCTEMBI U TOJIOBHOTO MO3Ta, TPEHUPOBKU ¢ OMOIOTHYECKOM
00paTHOM CBSI3BIO O 3JEKTpOMUOTpaduu MpH 3a00JIeBaHUAX Nepudepruieckoil HEPBHOM CUCTEMBI,
ANEKTPOCTUMYJISIIHS, JiedueOHast (U3KYIbTypa C UCIOJIH30BAHUEM amlapaTOB M TPEHAXKEPOB MpHU
3a0o0JieBaHUsAX MepUpEepUYecKoil HEPBHOW CHCTEMbI, jeueOHas (U3KyJIbTypa NMpu 3a00seBaHUIX
nepudepudeckoid HepBHOM cuctemsl [122, 123].

YpoBeHb y0enuTeabHOCTH pekoMeHnaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB
-3).

Kommentapuu: mpebyemcsa ocmopoicnoe moakoganue s¢pgpekmuenocmu gpuzuomepanuu 8
Kauecmee aoviosanmuou mepanuu. Ilpedcoe uem coeramv 6v18600bI, HEOOXOOUMO NPOBeCMU
OONONHUMENbHBLE UCCIE008AHUSL BbICOKO20 Kauecmad. B uccnedosanusax coobwaemces 00 ynyuuenuu
NON0JHCEHUS 207108bl, YMEHbULeHUU 00U, YEeIUdeHUU WelH020 OUana3oHa 08UNCEHUsl, NO8bIUEHUU
Kauyecmea HCU3HuU.

o Pexomenayercss mpu  (QOKAIBHBIX JWCTOHUSX MpOrpaMMa peaOWIHTAIINU,
BKJIIOUAIONIAs 1I€Tb-OPUEHTUPOBAHHYIO JBUTATEIbHYIO MPAKTUKY, METOJbl HEHPOMOAYNSIHHA B
KOMOWHAIIUKA C MHTCHCUBHBIM JIBUTATEIILHBIM TPEHUHTOM [ 124].

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

Kommenrapuu: Ha ocnosanuu cucmemamuyecko2o 0b63opa, npeocmagiennozo ¢ Movement
Disorders Clinical Practice ¢ 2018 200y, 6vbinoinen anaius HAYYHbIX OAHHLIX HO NPUMEHEHUIO
PA3TUYHBIX MEeMOo008 peadunumayuu nayueHmos ¢ (QOKaAIbHbIMU OUCTMOHUAMU, KOmopble Obliu
cepynnupoganvl Ha 6 epynn: (1) dsueamenvhas npakmuka, (2) mpenuposxa ¢ oepanuyenuem, (3)
ceHcopuas peopeanuzayus, (4) Hopmanuszayus MulUEeYHOU AKMUBHOCMU C NOMOWbBIO GHEUIHUX
Memooos, (35) nelipomooynayus ¢ ooyuenuem u (6) komnencamopusie cmpameeuu. Ilpeocmasnensi
86160001, UMO Yelb-OPUEHMUPOBAHHbIE O8USAMENbHbIE NPAKMUKU, Memoobl HeUpoMOoOYIAYUs 8
couemanuu ¢ UHMEHCUBHLIM O08ULAMENbHLIM MPEHUH2SOM SABNAI0MCA Hauboiee NPUOpUmemHbIMu

Memooamu peadunumayuy NayueHmo8 ¢ OoKAIbHLIMU PopmMamu OUCHOHUU.

4.1.MeauunHCKas peadMJIUTANMSA 1eTCKOM IUCTOHUH
VY nereil Ha T€YEHWE NUCTOHUHU MOKET BIIUSTH MPOIOJHKAIOIIEECS CO3pEBaHUE U TJIACTUYHOCTh MO3Ta;

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



TO K€ BpeMs y JE€Ted OrpaHWYCHHbIE KOTHUTHBHBIE W COLIMAJIBHBIE HABBIKM MOTYT OCJIOKHSTbH
peabmnutannoHubie 3agaun [125]. Bee netu ¢ quctoHnen HyXIaroTcs B KOMIUIEKCHOW peaOuIuTaIiu
MHOTONIPO(MUIIBHOM TeparneBTUYECKO KOMaHI0|, BKIIIOYas Bpada-(pu3noTepanenTa, Bpadya (pu3maeckon
U peabMINTallMOHHON MEIMIIMHBI, Bpaya o JIe4eOHON (PU3KYIbTYpE, MEAULIUMHCKYIO CECTPY 110 Maccaxy,
peabmiuTanuy, GusnoTepanuy (CHenualucTa Mo 3proTepanuu) U, BO MHOTHUX CIIydasiX, JIOTOMNEIO0B C
pa3paboTKOW HMHIUBUAYAIbHOW TMPOTrPaMMBbl  JIOTONEIUYECKOW peaduIuTalud W IICUXOJIOTOB.
KoHnkperHble MeToAbl JieUeHMsI JOJDKHBI ObITh aJalTUPOBAaHbl K HWHIUBUAYAIbHBIM MOTPEOHOCTIM

pebenka u ero cembu [126].

J Pexomenayercst npu pOKaNbHBIX AUCTOHUSAX y JETE€H UCIOIB30BATH MPOTrPaMMy peadUIUTALINH,
BKJTIOYAONIYI0 I1€Tb-OPUEHTHPOBAHHYIO JBHTATEIbHYIO MPAKTUKY, METOJbl HEHPOMOAYIALUU B
KOMOMHAIIUM C MHTEHCUBHBIM JIBUTaTENIbHBIM TPEHUHIOM (TPEHMPOBKY C OMOJOTMYEecKOW O0OpaTHOM
CBSI3bIO TI0 AJIEKTPOMHOTpadUn; TPEHUPOBKY ¢ OMOIOTUYECKOM 0OPATHON CBSA3BIO IO KHHEMATUYECKOMY
o0pasily; JeueOHyI0 THMHACTUKY 110 (OPMUPOBAHUIO METKOM MoTopukn) [ 124, 127, 128, 129].
YpoBeHb yoeauTebHOCTH pekoMeHaanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3).
KommenTapuu: B  08yx HeOdasHux uccie008anusx uU3yuaiaco 3QO@eKmusHoOCms — 8U3YAIbHOU
ouon0cUYECKOU 0OPAMHOU C853U MbIUUEUHOU aKmusHocmu Kucmu y oemeti ¢ oucmonueu [127, 128] V
oemeli ¢ oucmonueu BOC-mpenuposku 3HayumenbHo CHUMCAU CUHKUHE3UU U Nepeu3tblmoK MulUeyHOU
AKMUHOCMU, He C6A3AHHOU C GblnoaHeHuem 3adauu. Heodaeno onybauxkosannoe uccireoosanue c
yuacmuem 10 Oemeti ¢ OucmoHueu cooOWUNO O 3HAYUMENbHOM YIYYUleHUuu QYHKYuu pyK nocie

ucnonvzosanus IMI-6uonocuueckotl 0Opammuoil c6sa3u no 5 4acos 6 deHv 6 meuenue 1 mecsaya [129]

5. Ilpopunaktuka u JUCHAHCEPHOEe HaOJWIeHHe, MeIUIMHCKHE

MOKa3saHudA ! IIPOTUBOIMOKA3aHUA K IPUMECHCHHUIO ME€TO10B HpO(l)I/IJIaKTl/IKI/I

D¢ dexTuBHON TPOPUIAKTUKY TUCTOHUH HE CYIIECTBYET.



6. Opranuszanusi OKa3aHus MeTUIMHCKON MOMOIIH

MeauuuHcKasi TOMOIIIb, 32 UCKIIOYEHHEM MEIUIIMHCKON MOMOIIY B paMKax KIMHHYECKOM
anpobanuu, B cooTBeTcTBUU ¢ DeaepanbHbiM 3akoHOM OT 21.11.2011 Ne 323-d3 «O6 ocHoBax
OXpaHsbl 310pOBbs I'pakaaH B Pocculickoit @enepannn», OpraHu3yeTcs U OKa3bIBACTCS:

1) B COOTBETCTBUU C MOJIOKEHHEM 00 OpraHMU3allii OKa3aHWs MEAMLIMHCKOW MOMOLIH
[0 BUJAM MEIULMHCKON MOMOUIM, KOTOPOE YTBEPKAAECTCA YHNOJHOMOYEHHBbIM DenepanbHbIM
OpraHoOM UCTOJHUTENbHOM BIIACTH;

2) B COOTBETCTBHH C MOPSAKAMU OKa3aHUS MOMOIIM MO TPOQHII0 «HEBPOIOTHU,
o0s13aTenbHBIM JIJIS1 UCTIONIHEHUsI Ha Tepputopun Poccuiickoit denepanuu BceMH MEIULIUHCKUMU
OpraHM3alysaIMH; Ha OCHOBE HACTOSAIIMX KIMHUYECKUX PEKOMEHALNT;

3) C YYeTOM CTaHJApTOB MEJMIIMHCKON MMOMOIIH, YTBEPKICHHBIX YIIOJTHOMOUYEHHBIM
®denepalibHbIM OPraHOM UCIOJIHUTEIBHOM BJIACTH.

IMoxazaHusIMu VIl TOCIUTATU3ALNH B MEAUIIMHCKYI0O OPTAHM3ALUI0O B IKCTPEHHOHN/IN
HEOT/I0KHOM (hopMe ABJIAIOTCH:

1) HaJIM4ue€ OCJIOXHEHUM JUCTOHUM, TPeOYyIOIIMX OKa3aHMs CHEeLUaIN3HUpOBAHHON
MEAMIIMHCKON MTOMOIIIH B SKCTPEHHOM U HEOTIOXKHOU (popme;

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

IToxa3aHusIMH /151 TOCIUTATH3ALNH B MEJUIIHHCKYI0 OPTaHU3AIUIO B IVIAHOBOM (hopme
SIBJISIFOTCSL:

1) HEOOXOIMMOCTh  BBIIOJIHEHHUSI XUPYPrU4e€CKOro BMeIIaTeabcTBa  (IIyOOKOH
CTUMYJISIIUM MoO3ra HAalMeHTaM C pPa3JIMYHbIMA THUIIAMUA JUCTOHMM, MHKPOBACKYJISIpHAs
JEKOMITPECCHS KOpeIKa 7 Tapbl YepermHO-MO3TOBBIX HEPBOB IMPH BBIABICHUN HEUPOBACKYISPHOTO
KOH(JIMKTA MPU reMu(anruaibHOM cria3Me H T.J1.);

2) HE0OXOMMOCTh MPOBEACHUS OOTYIMHOTEPANTUH MPHU THKENBIX (HOopMax TUCTOHUH,
TpeOYIOIIMX HAOIIOICHHUS B YCIOBHUAX KPYTJIOCYTOUYHOTO WM JHEBHOTO CTAIlMOHAPA;

3) HaJW4Hhe TMOKa3aHWW K KOMOWHHUPOBAHHOMY JICYCHHIO (XMPYPTHUUYECKUE METOJIbI,
O6oTynuHOTEpanus), TpeOyroue HaOMIOACHUS B YCIOBHSX KPYIJIOCYTOYHOTO HWIIM JTHEBHOI'O
CTallMOHAapa.

IToxa3aHusIMHU K BBINUCKE MANMEHTAa U3 MeIMIHUHCKON OPraHN3anuu sIBJISIOTCS:

1) 3aBeplUICHHE Kypca JISUSHHSI UM OHOI0 U3 3TAllOB OKa3aHUsCHEeUaIN3UPOBAaHHON
MEAMIIMHCKON TMOMOIIM B YCIOBHUSX KPYIJIOCYTOYHOTO WM THEBHOTO CTAallMOHApa MPH YCIOBHUH
OTCYTCTBUS OCJIOKHEHUH JICUEHHsI, TPEOYIOINX METUKaMEHTO3HOM KOPPEKIIUU U/WITH METUITTHCKIX

BMCIIATCIIBCTB,



2) OTKa3 TIAIlMEHTa WJIA €ro 3aKOHHOTO MPEJICTABHUTENS OT CHEIHATH3UPOBAHHON
MEAMIIMHCKON TIOMOIIX B YCJIOBUSAX KPYTJIOCYTOYHOTO HIIA THEBHOTO CTAIl[MOHAPa, YCTAaHOBICHHOMN
KOHCHJINYMOM MGI[I/IIII/IHCKOI\/II OopraHusaluu, OKaSBIBaIOHICﬁ MCJIUIHUHCKYIO ITOMOIIb, IIPpHU YCIOBUU
OTCYTCTBHSI OCTIO’KHEHUH OCHOBHOTO 3a00JIEBaHUS W/WITK JICUEHUs, TPEOYIOIIMX MEIUKaMEHTO3HOM
KOppCKIHUn I/I/I/IJ'II/I MCINIUHCKNX BMCIIATCIIBCTB B CTAIUOHAPHBIX YCIOBUAX,

3) HEOOXOMMOCTh TIEpeBOJIa MAIMEHTa B JPYTYI0 MEIUIIMHCKYIO OpPTaHU3alUI0 110
COOTBETCTBYIOIIEMY MPOQPIITIO OKa3aHUSI MEIUITMTHCKOM MOMOIIU. 3aKITI0YCHHE OIEIIeCO00Pa3HOCTH
MepeBo/ia TMalMeHTa B NPOQWIBHYI0 MEIUIIMHCKYI0 OpPTraHM3alluI0 OCYIIECTBIISICTCS TIOCIe
Hpe[[BapHTeHBHOﬁ KOHCYJIbTallUKU MO0 MNOPCAOCTABJIICHHBIM MCIUIMHCKUM JOKYMCHTAM I/I/I/IJ'II/I
MPEJIBAPUTEIILHOTO OCMOTpPA IMAIMEHTa BpaYaMH-CIICIIUATMCTAMH MEIUIIMHCKOW OpraHU3aliy, B

KOTOPYIO IIAHUPYETCS TIEPEBOJ.

7. JonosHuTeabHas uHpopmauus (B TOM 4ucje GakTopbl, BJAUAOIINE HA

UCXO0/1 3200J1eBAHNS UJIH COCTOSIHUS)

B xayecTBe ONTUMaNBHOTO UHCTPYMEHTA JIJISl TPAKTUYECKOTO BEJICHUS MAIlUEHTOB U OLICHKU
Pe3yJIbTaTOB BEIOPAHHOM TEPANIEBTUIECKON CTPATETUH MOKET OBITh UCIIOIh30BaHa M ek TyHapOIHOM
Hkanst @yukiuonuposanust (MK®) [130]. [Ipumenenue npenycMmorpennbix MK® moaxomoB k
KIIaCCH(PUKAIUU HAPYIICHHBIX (QYHKIUH W CTPYKTYp OpraHW3Ma, AaKTUBHOCTH U Y4YacTHS
(pyHKIIMOHMPOBaHKS) TIO3BOJIIET C BBICOKOM CTENEHbIO WHIWBUIYAJIHU3WPOBAHHON eTaln3aluu
OMKCHIBATh 37I0POBhE MAIMEHTA U €ro OKPYKEHHE C OUONOTWYECKOW, TCUXOJIOTHYECKONH U
COLIMAJIbHOW TOYEK 3PEHMS], a TAKXKE OMPEENIATh €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

IoMeHa: (GYHKIIMH U CTPYKTYpPbI OpraHu3Ma, akTHBHOCTH U y4yactue (Ta0. 4).

Ta6auna 4. Ctpykrypa MexxayHapo1HO! KaIbl (yHKIMOHHUPOBAHUS

Yacrs 1: ®OynkunuoHupoBanue u | Yacrtp 2: KonrekcroBbie
OrpaHUYCHUS JKU3HEACATEIbHOCTH dakropsl
Cocragisitony | DyHKINHA A | AKTHBHOCTE u | GakTophl JInynocTHEIE
ue CTPYKTYpBI ydacTue OKpY’Karoleu (bakTopsl
OpraHM3Ma cpenpl
Jlomensl DyHKIHH Cdepsr Bremnee Bnytpennee
opraHusma KU3ZHENIEATEIbHOCTH | BIUSHUE Ha | BIUSHHE Ha
CtpyKTypbl (3amaum, nercTBUS) GbyHKIIMOHMPOBa | PYHKIIMOHUPOBA
Opranu3ma HUE U | HUE u
OTpaHUYECHUS OrpaHUYECHUS
KU3ZHENEATEIbHO | JKU3HEACITEIbHO




CTH CTH
INapamerpsl | U3meHneHue Iorennuanen | OOneryaroniee Biusaue
byHKIMN ast CIIOCOOHOCTD | MJTH CBOIICTB
Ooprasusma Beimonnenue 3agauu | 3aTpyAHSIOINEE | TMYHOCTH
(¢usnonoruueck | B CTaHJAPTHBIX | BIUSHUE
oe) YCIIOBHSIX (u3HUecKoi,
N3menenmne Peanmzanmsa COITMaJbHOMN
CTPYKTYPBI Beimmonnenue 3agaudu | cpenpsl, MHUpa
opranusma B peaJbHON | OTHOLIEHUH U
(amaromuyeckoe | )KM3HEHHOW CUTyallud | YCTaHOBOK
)
[lo3utuBHEl | @yHKIMOHATBH | AKTMBHOCTh Ob6neruaromiue He npumenumo
1 acnekT ast u | Yyacrue (akTopbl
CTpYKTypHasi
LIEJIOCTHOCTh
DYHKIMOHUPOBAHUE
Heratuubl | Hapymenne OrpanuueHnue [MpenstcrByromu | He npumennmo
1 acreKkT AKTUBHOCTH e ¢aktopsl /
Orpannyenue Oapbepbl
BO3MO>KHOCTH
y4acTus
OrpaHudeHue KU3HEAEATENBHOCTH

IIpumep ncnoanzoBanue MK® B ki1uHn4YecKko npakTuke npu repanuu L]

[Tanuentka @ - Bo3pact 63 rona

Huarnos: 11/, narepokosiuc

OcHOBHBIE TIPOOIEMBI:

® boub

® CuMITOMBI JUCTOHHUU

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

Hernpoun3BosabHbIE TBUKEHUS Bropuunas [kama TWSTRS

JlnamazoH JBUKEHUI

KocMmernuecknii Bujg

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

IMK®: b280

Boan

Cy0-kareropuu:

+ [lepBuuHas nenb
Bropuunas uenp

+ bonp
Purnagoctb
Hapymenue cHa

Omanwvt npumenenus MK®

OcHogHble npuopumemmuvle yeau Oas OAHHO20 NAYUEHMA, CO2NACHO Kidccugurayuu
MK®D: ymenvuenue 6onu (b280) — nepeuunas yenwv, ymenvuieHue cumnmomos L/ — emopuunas
yenv. Heobxooumo nomnumo o npumenenuu npunyuna SMART npu nocmarnoske yeneu ne4erust;




Il oyenxku oocmudicenus OAHHbIX yenell, ObLIU 8bIOPAHLL VHUBEPCAbHAS WKAAA OS]
OYeHKU YpoeHs 60U 6 OuHamuxe — Busyanvnas ananoeosas 10 oannvuas wxana 6oau (BALL) u
BepbOanvbHas wKkana yxooa 0isi OYyeHKU NaAcCU8HOU QpyHKyuu,

I coonooenusn npunyuna SMART ycmanasnusaemcs onpeoeieHHblil NPOSHO3UPYeMblil
Yposensb 3HaueHull no Kaxcool evlopanoll yeau (6 dannom cayuae 5 - 4 6anna us 10 no BAILL), a
Maxoice 8pemst 00CMUINCEHUs IMO20 NOKA3aAMes,

CrangapTu3supoBaHHbIE basoBblii
Hean JocTu:keHnune
napaMeTpbl OLeHKH YPOBEHb
BAIII no omenke 6onu B
7/10 5-4/10 3/10
HOYHOE BpeMs
SMART noaxof K messim: He nocturnyro JocTurnyro
s ymenvuwieHus — 6bipadtceHHoCmuy YactuuHo Kak n oxxnnanocs
oonu 8 nieue nouvto om 7/10 0o 5-4/10 no To xe + HemHoro Gombiire
BAIII na 6 nedene nocie unvexkyuu Xyxe Hamuoro Gonbime
L 1lo npowecmsuu ykazaHHo20 NPOMeNCYMKa 8pemMeHU NPOBOOSM OYEHKY YKA3AHHO20

napamempa. B Oanmnom cnyyae, y nayuenma HabRoO0aemcs NOAOHCUMENbHASL OUHAMUKA NO
VMeHbUuleHUuro  Ooau, 0Onaco0aps  epamomHOMy  8bl00pY  MemOoOuKu mepanuu  (UHbEKYUU
OOTYIMHUYECKOTO TOKCHHA TuUma A** u OGOTyJTMHHYECKOr0 TOKCMHA THMA A T'eMarrJIiOTHHUH
KOMITIEKC* *.)

o Ilo cmenenu ycnewmocmu OOCMUNCEHUS YelU MOJMCHO OYEHUMb 6blOPAHHYIO
MEMOOUKy mepanuu u COCMagums OAIbHeuuUll NAaH edeHus.

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

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



Kpurepuu oneHKH Ka4ecTBa MeIUIMHCKOMN MOMOLIH

Ne Kpurepun xkayecrBa OneHka BbINOJHEHUS
n/n
1 BrinonHeHa OlieHKAa HACHJIBCTBEHHBIX ABM)KCHHUI B IIOKOE U
npu (HU3NIECKOM HATrpy3Ke Jla/Her
2 BrlimonHeHa o1ieHKa HAIMYHS/BRIPAXKEHHOCTH HE MOTOPHBIX Jla/Her
CUMIITOMOB JTUCTOHHH
3 BrinonHeHa KIMHAYECKAs THArHOCTUKA TUCTOHUH C Jla/Her
MIPOBEICHUEM BUICO3AMICH
4 Omnpeneneno HaMM4YNe/OTCYTCTBUE TIepUdepruIecKux H
(hakTOpOB pUCKA JUCTOHHUH Ha/Her
5 [TpoBenen muddepeHnmanbHbIA TUarHo3 ¢ 3a00JeBaHUSIMHU
Y CHHIPOMaMHU, PU KOTOPBIX HAOIIOIAOTCS Jla/Her
IIaTOJIOTHYCSCKOE ITOJI0KCHNE WM ABMKCHUE TOJIOBBI
6 Brimonaena tepanus TUCTOHUH OOTYJIMHHYECKAM TOKCHHOM
tuna A**, 60TyTUHUYECKUM TOKCUHOM THIa A— Ja/Her

FeMAarrIilOTUHUH KOMIUIEKC* *
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Merononorun HM®  «Helporex», HeBponor IIATHropckoro  MEIMLIMHCKOTO  LIEHTpa



«ITonuknuHuka

18. KpacaBuna /Inana AsiekcaHapoBHa, J.M.H., mpodeccop, 3aBeayronias kadenpoi
TpaBmartojoruu, opromneauu, MCO, nporesupoBanus u peadbunutanun OI'BY 10 CIIOMYBOK
Muntpyna Poccun

19. He3nopoBuna Buxkropus I'ennagneBHA, K.M.H., 3aBeyIoIast
Helipoxupyprudeckum otaenenueM Ne2, Poccuiickuii HEHpOXUPYPTrUUeCKUl HHCTUTYT UM. Mpod.
A.JL. Tlonenora — ¢punmman ®I'BY HMUILI um. B.A. Anmazosa (. Cankt-IletepOypr).

20. IIaBioB Hukonail AjeKCaHAPOBHY, K.M.H., BEIYLIUMH HAy4YHBIH COTPYIHHK
Kadenapbl HEBPOJIOTHH, Helpoxupypruun u meaurnuHckod reHeTnku PI'AOY BO «Poccwuiickuii
HALIMOHAJIBHBIA  UCCIENOBATEIbCKUM MEIUIUHCKUKA yHuBepcuter uMenu H.M. Iluporosa»
MunucrepcrBa 3apaBooxpaneHuss Poccuiickort @enepanuu, wieH npe3uauyma Bceepoccuiickoro
o0111ecTBa HEBPOJIOTOB.

21. IMoxa6oB JImutpuii BiaagumupoBuy, 1.M.H., mpodeccop kadenpsl HEPBHBIX
oonesneir ¢ kypcom [0 PI'BOY BO «KpacHospckuii rocynapCTBEHHBIH MEIUITUHCKHI
yHuBepcuteT uM. B.®. BoitHo-fIcenenkoro» MuHucrepcrsa 3apaBoOxXpaHeHus Poccuiickon
®denepanuu, qupektop LleHTpa HHHOBAIIMOHHOW HEBPOJIOTHH, SKCTPAMMPAMUIHBIX 3a00I€BaHUN 1
6otymunotepanuu @CHKIL] ®MBA Poccun

22. Tumep6aeBa Codus JleonmaoBHa, 1.M.H., HeBpojor DeaepaibHOro
roCyJapCTBEHHOT0 aBTOHOMHOIO yupexaeHus «HauuoHanmbHBIH — MEIMKO-UCCIEeI0BATEIbCKUM
HeHTp  «JleueOHo-peaOumuTanMoOHHbIM  1eHTp»  uue-npesuaeHT  MOOCBTMunucrepcrBa
3npaBooxpanenus Poccuiickoit denepanuu, B

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

24. ®ecroH  Anaroimid  JImuTpueBH4 — I.M.H., U.0. aupektopa DI'BY
«HaruoHanbHbI METUIIMHCKUNA HCCIEI0BATENIbCKUNA LEHTP peabuiuTauu U KypOpTOJOTHI
MunucrepcrBa 3apaBooxpanenus Poceuiickoit @enepanun

25. XacanoBa Jluna PycremoBHa, 1.M.H., mpodeccop, TJaBHBIM CHEIHATUCT IO
aHTMOHEBpOJOoruy MuHHCcTepCcTBa 3ApaBooxpanenus Pecriybnuku Tatapctan, npodeccop kadeapb
HeBposiorun u Hedpoxupyprun DIIK u IIIIC OPI'BOY BO «KazaHnckuil rocynapcTBEHHbBIN
MEIUUMHCKUN yHUBepcuTeT» MuHucrepcTBa 3apaBooxpaHeHus Poccuiickoi Penepanuu, 4ieH
npaBieHus HanmoHnanpHOM acconuanuu mo 60pr0e ¢ HHCYJIBTOM.

26. XarbkoBa CBersana EBrenbeBHa, 1.M.H., mpodeccop, 3aBeAyIOIUi OTIeICHUEM
peadbmwiMTanuy ¢ HapylieHueM (YHKIUN IEHTPAIbHOM M mepudepudeckoidl HEPBHOW CHCTEMBI,

IJIaBHBIN BHEIITATHBIN HEBPOJIOT CDCI[epaJ'ILHOTO rocyiapCTBEHHOI0O aBTOHOMHOTO YUPCIKICHUSA



«HaruoHanbHbI MEAMKO-UCCIE0BATENbCKUN 1IeHTp «JIeueOHO-peaOunuTallMOHHBIA  LIEHTP»
Munucrepcrsa 3apaBooxpanenus Pocculickon @enepannn

27. HIunxkepumoB Papuz KaupoBuu, n.m.H., HeBpormor ['BY3 «l'opoackas
nosnukianHuka Ne 166 /lenapramenTa 31paBooxpaHeHusl I. MOCKBbBI», TMIaBHbIM HeBpoJor FOxHOro

AIIMUHUCTPATUBHOI'O OKpYyTra . MOCKBEI

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

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

Kondumkr unTepecon

Unens! pabouell Tpymibl 3asBUIM 00 OTCYTCTBMM (DMHAHCOBOM MM HeMaTepHabHOU
3aMHTEPECOBAHHOCTU MO TeME pa3pabdOTaHHOW KIMHUYECKOW pekoMeHaanuu. YneH(vl) padoueit
Tpynmnbl, cooOumBIIKe 00 O00CTOATENhCTBAX, KOTOPBbIE MOTYT TOBIIEYh 3a CO00H KOH(IUKT
WHTEPECOB, ObUI(M) MCKITFOUCH(BI) U3 OOCYXKIICHUS Pa3JICNOB, CBSI3aHHBIX C 00JIACTHIO KOH(IMKTA

HHTCPCCOB.



[puioxenue A2, MeTonoJiorus pa3padoTkmn

peKoMeHIanu i

IleneBast ayiMTOPHUA JAHHBIX KINHHYECKHX PEKOMEHIAMI:
I. Bpauu-neBponoru

Bpauu-nenpoxupypru

Bpaun-odranemonoru

Bpauu no MeauuuHCKoN peabunuTanun
Bpauu-tepaneBTsl

Bpauu o6mieit mpakTuku (ceMeitHbIe Bpayun)
Bpauu-0oTOpuHOIApUHT0JIOTH

Bpaun-neguatpsi

Bpauu-TpaBMaTOIOrM-OpTOIIEIbI

= 0 0 N kW

0. Bpauun-cromaronoru

11. CMeXHBIE CIIEUATUCTEI

KIMHAYE€CKHX

Tadoauua II1. Illkana ouenku ypoBHeH pocToBepHOCTH mokaszarenbctB (YJI) mis mMeronos

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

YA Pacumdposka

CucremaTnueckue 0030pbI HCCIEOBAHUN C KOHTPOJEM pedepeHCHBIM
METOJIOM HJIM CHUCTEMAaTH4eCKHi 0030p paHIOMHU3UPOBAHHBIX KIMHUYECKUX]
MCCIICIOBAaHUN C IPUMEHEHUEM METa-aHaJIn3a

OTnenbHBIE HCCIENOBaHMUSI C KOHTPOJEM pedepeHCHBIM METOJIOM WY
OTJENbHbIE  PaHJAOMHU3UPOBAHHBIE  KIMHUYECKHE  HUCCIEIOBAHUA U
cucTeMaTuyeckue 0030pbl UCCIEA0BAHHM JIF00O0T0 MU3aiiHa, 32 UCKIIOYEHUEM
PaHIOMU3UPOBAHHBIX KIMHUYECKUX MCCIEI0BAaHUM, C MPUMEHEHUEM METa-
aHaym3a

HccnenoBanust 6€3 MOCIeI0BATEIBHOTO KOHTPOJIS peepeHCHBIM METOJI0M
WIM HCCIENOBaHUS C pedepeHCHbIM METOAO0M, HE  SBISIOLIUMCS
HE3aBUCHMbBIM OT HCCIEAyeMOro METOJa WIM HepaHIOMU3UPOBAHHBIE
CPaBHUTEJIbHBIE UCCIECIOBAHNS, B TOM YHMCJIE KOTOPTHBIE UCCIIEI0BAHUS

HeCpaBHI/ITeHBHI)Ie HCCIICO0BAaHUs, OITMCAHNUE KIMHUYCCKOr'o Cliydas

Hmeercs numbs 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

HUCITIOJIBb30BaHNU

NPUPOAHBIX  JIe4eOHBIX  (akTOpoB  (MPOPUIAKTUYECKUX, JICUEOHBIX,

ea6I/IJ'II/ITaI_II/IOHHBIX BMCIIATCJIBCTB

YAA

Pacumdposka

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 JTI000TO qU3aiiHa, 38 UCKITIOYCHUEM
PaHIOMHU3UPOBAHHBIX KIMHUYECKUX UCCIIEIOBAHMI C MPUMEHEHHEM MeTa-
aHa/IN3a

3 Hepangomu3upoBaHHbIE KIMHUYECKHE HWCCICAOBaHUSA, B TOM YHCIE
KOTOPTHBIE HCCIEA0BaAHUS

4 HecpaBHUTENbHBIE WCCIICIOBAHUSA, OMHCAHUE KIMHUYECKOTO CiIy4as WIH
CepHUU CIIy4aeB, UCCIICIOBAHUE «CITy4ai-KOHTPOJIb)

5 MMmeercss numbp 0O0OCHOBaHME MeEXaHM3Ma ACWCTBUS — BMENIATEILCTBA

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

Ta6auna I13. [llkana onenku ypoBHe# yoemutenbHOCTH pexomeHmanuii (YVYP) mis metonos
MpoUIAKTUKH, TUATHOCTUKH, JICUCHHSI, METUIIMHCKON peaOUITUTAINH, B TOM YHCJIE OCHOBAHHBIX
Ha HUCIOJb30BaHUU MPUPOJHBIX JiIedeOHBIX (DaKTOpOB (IPOPUIAKTUUECKUX, TUATHOCTUUYECKHUX,
Je4eOHBIX, peaOMINTAIIMOHHBIX BMEIIATEILCTB)

yyp

Pacumdposka

CunbHasg pekoMeHJalus (Bce paccMarpuBaeMble KpuTepuH 3(QeKTuBHOCTH
(McX0lpl) SIBISIIOTCS BAXKHBIMM, BCE HCCIEIOBAaHUS HMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEINBHOE  METOHOJIOTMYECKOE KA4yeCTBO, HMX BBIBOABI 11O
MHTEPECYIOIIUM HCXO0aM SIBJISIIOTCSI COTJIACOBAHHBIMM)

VYcioBHas ~ pekoMmeHjanus ~(H€  BCEe  paccMaTpuBaeMble  KPUTEPHH
A (HEeKTUBHOCTH (MCXO/IbI) SBISIOTCS BaXKHBIMH, HE BCE UCCIICIOBAHUS HMEIOT
BBICOKOE WJIM YAOBJIETBOPUTEIHFHOE METOIOJIOTMYECKOE KadeCTBO /WM HX
BBIBOJIBI 110 MHTEPECYIOIINM UCXO0/IaM HE SIBJITFOTCS] COTIIACOBAHHBIMH )

Cnabass pexoMmeHnanus (OTCYTCTBHE J0KA3aTeNIbCTB HAAJIEKAILIETO KauecTBY
(Bce paccmarpuBaeMble KpuTepun 3S(P(PEKTUBHOCTH (MCXOJbI) SBISIOTCS
HEBa)KHBIMHU, BCE UCCIIEJOBAHUS UMEIOT HU3KOE METOJO0JIOIMUECKOe KauecTBO
U MX BBIBOJIBI [10 HHTEPECYIOINM UCXOAAM HE SIBJISIIOTCS COTIVIACOBAaHHBIMH)




Ipunoxkenue A3. CnpaBouHble MaTepHaJibl, BKJIIYasg COOTBETCTBHE
NMOKAa3aHW K MPUMEHEHUIO U NMPOTUBONOKA3aHU, CIOCO00B MPUMEHEHUS U 103
JJEKAPCTBCHHBIX IIpenaparoB, HHCTPYKINHUHU MO0 NPUMEHCHHUIO JICKAPCTBCHHOI'0
npemnapara

JleueHne JUCTOHMM - KOMIUIEKC MEPONPUATHUN MEIUIUHCKOIO M IICHXOJIOTMYECKOIro
XapakTepa, HalpaBJIEHHBIX Ha MOJIHYIO HJIM YACTUYHYIO PEMHCCUIO CUMIITOMOB JTUCTOHHH, KOTOPBIN
JIOJDKEH BKITIOYATh PAaHHIOK U CBOEBPEMEHHYIO IMarHOCTUKY 3a00JI€BaHMUs, KOPPEKITHIO BO3MOKHBIX
(GYHKIMOHATBHBIX HAPYLIEHUH, TPETYIIPEKAECHUE U CHIDKEHUE CTETIEHU BO3MOKHOW MHBAJIUAHOCTH,
yIy4IIeHHe KadecTBa JKH3HH, COXpAaHEHHE pPab0TOCIIOCOOHOCTH MAIMEHTa W €ro COLHAIbHYIO
alanTaluio B 00IIECTBO.

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

1. Ipuxa3 MunuctepcrBa 3apaBooxpaneHusi P® ot 15 nHosOps 2012 r. N 926 «O06
yTrBepxkIeHnH [Topsiaka okazaHus MeTUIMHCKON OMOILM B3pOCIOMY HACEJIEHUIO ITPH 3a00J1€BaHUAIX
HEPBHOH CHUCTEMBI»;

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

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

4. Tlpukaz MunucrepcTBa 3apaBooxpaneHusi P® or 23 oxtsabps 2019 r. N 878m «O06
yTrBepxkeHuH [Topsiaka oprann3anuu MEUIIMHCKON peabuinTaluu J1eTen»

AKTyallbHBIE HMHCTPYKIMH K JICKapCTBEHHBIM IIpenapaTaM, YINOMHHAaEMbIM B JaHHBIX

KJIIMHUYECKHX PEKOMEHIAIUAX, MOYKHO HalTH Ha caiite http://grls.rosminzdrav.ru.


http://grls.rosminzdrav.ru/

IIpunoxenue b. Aaropurmsl AeiicTBHIl Bpadya

ANropuTMBI ACMCTBHI Bpaya Mo BEACHUIO NalueHTa ¢ Jucronunei

['laquel-rr C nogospeHunem
Ha AUCTOHUKD

Ha CUMMTOMbI
AUCTOHWM TIpK
KITUHUYECKOM

ocmotpe?

Bugeo- u hoTo
UK Caumsa KNMHUYECKux
NPOABNEHUA nauueHTa

]

OLeHKa KNUHUIECKMX
MPORBNEHWIA No
CTaHAapTHLIM

OL{EHOUHbIM LUKanam

ANA KaX01 KNUHWYECKOo

OpPMb! ZUCTOHUM

MoaTeepxaex
AnarHoa
AWCTOHUA

lMogo3penue Ha
HacneqCcTBeHHbIN
xapaktep

Her

Mpogomxexne
APyTUX 4UarHOCTHUYECKUX
MEepOonpUATHIA B pamkax
APYTUX BO3MOMHBIX
3abonesaxnin

WHcTpymeHTansHan
auarHocTukal/
Eiﬁ%ﬁ%m% AWarHoCTUYECKUi
Tect c L-DOPA

npu HeobxoaUMOCTH

!

NeueHue Neuexne




IIpunoxkenue B. Unpopmanus 11 maumeHra

JlucToHMST SIBISETCS HEBPOJOTUYECKUM 3a00JICBaHUEM C BEPOSTHOHW TE€HETUUYECKOH
MPEAPACIONOKEHHOCTBIO M HHU3KOM  TMEHETPAHTHOCThIO.  HacuinbCTBEHHBIE — JIBHXKEHMS,
MaTOJIOTUIECKHUE TTO3bI, MBIIIIEYHBIC CTIA3MbI U 00JI€BON CHHIPOM — OCHOBHBIE TIPOSIBIICHUS TUCTOHUHT
— MOAJAIOTCS Tepanuy OOTYTMHUYECKUM TOKCUHOM Tuma A** 1 60TYyTMHHYECKUM TOKCHUHOM TUMa A
reMarraioTUHUH KoMmruiekc®*.. llenp Tepanmuu — MOCTH)KEHHE CTOMKOM PEMHCCHU W BO3BpaT
(coxpaHeHUe) COIMANbHON aKTUBHOCTU. BoTynmuHMuYecKkuit TOKCUH Tuna A** u OOTyIHMHHYECKOTO
TOKCUHA TUIA A TeéMarrjlOTHHUH KOMIUIEKC™* - 0OpaTuMblil 010KaTOp CHHANTHYECKOH Iepeadr B
XOJMHEPTrUYeCKUX U IPYTUX CHHAICAX, JIOKATbHOE BHY TPUMBIIIEYHOE BBEJICHHE KOTOPOT'O IPUBOIUT
K JUIUTEIHHOMY pacciaabiIeHUI0 WHBEIHUPOBAHHBIX MBI W YMEHBIIEHHIO OO0JIEBOTO CHHApPOMA.
[locne BHYTPUKOXKHOTO BBEACHHS OOTYJIMHUYECKUM TOKCMHOM Tumna A** u OOTyJIMHHYECKOTO
TOKCHHA TUMA A TeMarrjJlOTUHUH KOMIUIEKC** oTMedaeTcsi yMEHBIICHHE MOTOBBIICICHHUS B 30HE
WHBEKINU. be3zomacHocTs M A(PPEeKTUBHOCTh OOTYIMHOTEpPANIUA TOATBEPKIACHBI PE3yJIbTaTAMU
MEXIyHApOJHBIX JOKa3aTeNbHBIX HccienoBaHuii. Cpok 3¢ (heKTUBHOTO AEWCTBUS TPOBEICHHOMN
WHBEKIIMU MOXXET COCTaBUTh 2 - 4 Mecsana (B HEKOTOPBIX Ciy4asx — 10 6 Mec), Mocje 4ero
BO3MO)XHO/HEOOXOJJMMO TPOBEACHHE TMOBTOPHBIX KypcoB JedeHus (2 - 6 mpouenyp
6otymuHoTepanuu B ron). Ilonoxurensueii 3¢ dext ormevaercs Ha 7 - 14 nensb (no 21 mHs) mocne
uHbekunu. B cpok oT 1 mo 30 gHel mocie MpOBEIEHHBIX MHBEKIMN BO3MOXXHBI BPEMEHHBIE HE
OIMacHbIC HEXKeNaTelbHbIC SBIEHUS (MX MPOSIBICHUS 3aBUCAT OT 30HBI MHBEKIUH): 0OJb B MeCTe
UHBEKIUHU, ToJIoBHAs 00Jb, 00mas ciabocTh, €1ab0CTh MHBEIUPOBAHHBIX MBIIIL, 3aTPYJHEHHE
TJIOTaHusl, cIA0OCTh BEPXHEro BEKa, MHKPOTe€MAaTOMBI, CYXOCTh TJla3a, HEYETKOCTh 3pPEHUs,
QUIePTHYECKHEe peakuu (OTEKH, ChIllb, TPHUIIONOAO0HBIE CHMIITOMBI), IPYTH€ CHMIITOMBI,
yKa3aHHbIE B MHCTPYKIMH K MpenaparaM OOTYyJIMHUYECKOTO TOKCUHA TUTa A** 1 G0TYTHHUYECKOTO
TOKCHMHA TUTA A TEeMarriIiOTHHUH KoMriuiekc**. [1o JaHHBIM MEXIyHapOJIHBIX HCCICJIOBAHUN B
HE3HAYUTENbHON YacTH ciyyaeB HaOII01aeTCsl HU3Kasi UyBCTBUTEIBHOCTh (HEUYBCTBUTEIBHOCTD) K
npemapaTaMm OOTYJIMHMYECKOTO TOKCHMHA Tuma A** u OOTyJIMHHYECKOrO0 TOKCHHA THHa A
TEeMarTJIOTUHUH KOMIUIEKC®*, CHIkeHHe 3(PQGEKTUBHOCTH IIOCIE€ MHOTOKPATHBIX WHBEKIUH.
MeaUIMHCKUMH ~ TIPOTUBOMOKA3aHUSIMU  (OTPaHHUYEHUSIMU) K  OOTYJTWHOTEpAlUH  SBISIOTCS:
W3BECTHAsT THUIEPUYYBCTBUTEIBHOCTh K JIIOOOMYy ©3 KOMIIOHEHTOB TIperapara; CHHIPOMBI
MATOJIOTUYECKOW MBINICYHONH yTOMIISIEMOCTH (MHACTEHUS, MUACTCHHYECKUE U MUACTEHOIIOA00HbBIE
CUHJIPOMBI); JIeYCHUE aHTHOMOTUKAMHU-aMUHOTIIMKO3UAaMH 3a 1 HeJ 10 M 2 HeJ MOoCe HHBEKIUU;
HapylIeHHE CBEPTHIBAEMOCTH KPOBH; OEPEMEHHOCTh, KOPMIIEHHE TPYAbI0; OCTpoe 3a00JeBaHUE U
cTanusi 00OCTpEHUs XPOHUUYECKUX 3a00JIeBaHM; JIOKAJIbHBII BOCHAIUTENbHBIM MPOLIECC B MECTE
WHBEKIUU.

JlonoaHUTEIbHBIE PEKOMEHIALUK TIOCIIe MPOBEACHUS MPOIEAYPhl U MEPHI MO YJIYUIICHHUIO
pe3yNbTaToB OOTYJIMHOTEpANH: COBEpIIaTh aKTUBHBIEC IBUYKEHUS HHBEIUPOBAHHBIMH MBIIIIIAMU B

TCUCHUC MICPBBIX YACOB MMOCJIC UHBCKIUN, HC PCKOMCHIAYCTCSA JIOKUTHCA B TCUCHUC 3 -4 gyacoB 1ocIe



npouecaypel; HE COrpeBaThb 0011aCTh HHBCKIUU U OIPAHUYUTL NPUCM AJIKOT'OJId B TCYHCHHUC 7

JHEW Iocie MHBEKLUHU, HE OXJIAXJaTh 00JacThb MHBEKIMHU. B ciyyae pa3BUTHS HEXeIaTeNbHBIX
SIBJIGHUH ClleyeT cOOOIIUTh 00 3TOM Bpauy, IPOBOAUBIIEMY MHBEKIIUIO, UM Bpady, IPOBOISILIEMY
nucnaicepHoe HaOmonenue. [Ipu Bo300HOBIEHUHM CUMIITOMOB AMCTOHUU W/MIIM TOSBJICHUU HOBBIX
CHMIITOMOB CJIe/TyeT 00paTUThCA K JIeHaleMy Bpady JJIsl pelieHus Bormpoca 00 ouepeHoi HHBEKIINN
OOTYIMHUYECKOTO TOKCHMHA THUMa A** umm OOTYyJIMHUYECKOr0 TOKCHHA THUIMA A TreMarrjIroTHHUH
Komruiekc**. CrenyeT BBINONHATH BCE PEKOMEHAALMHU JIeyallero Bpaya MO peadMIuTalud u

popUIaAKTHKE TUCTOHUH U JAOTIOJTHUTEIbHBIC pekoMeHaanuu| 1, 3, 32].



Hpuaoxkenue I'l-I'N. IIkanbl oieHKH, BONPOCHUKHA U APYyrve OLeHOYHbIE
HHCTPYMEHTbI  COCTOSIHMSI MALMEHTAa, IPHUBEACHHbIE B  KJIHHHYECKHUX

PEKOMEHIAIUAX

puaoxenne I'l. Ikana cnactuyeckoid kpusBomen 3anmagnoro TopoHTo

Ha3Banmne Ha pycckoMm si3bIKe: 11IKajla CIIACTUYECKOM KpuBoIIeH 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 KPUBOIIIEH

Conep:xkanue (111a610H)

I-A MakcuMajibHas NOABUKHOCTD

1. Poranus O0=otcyTcTBYET
(OBOPOT BIPABO WJIU BJIEBO) I=nerkas porauus (<1/4 amrumatypr)(1-22 )
2=He3HauuTenbHas porauus (1/4-2 aMIIuTyIb1)
(23-45+F)
3=ymepennas portauus (%2-3/4 ammuTynb1)(46-
674)
4=cunbHas potanus (>3/4 ammumtye1)(68-90)
2. Jlarepokomiuc (HaKJIOH O=orcyTcTBYET
BIIPaBO WU BJIEBO, HY I=cnaboBsipaxkeHHbIi (1-15€)
CONPOBOXKAAFOIIUICS MOJBEMOM| 2=ymepeHHbIH (16-30+)
ieya) 3=CWJIbHO BBIp@KEHHBIH (>35)
3.AHTepoKoIIIC/ O=otcyTcTBYET
PETPOKOILIHC |=He3HauuTEeNbHBIA HAKIOH MOI00POIKA BHU3
(«a» umm «6») 2=yMepeHHbIN HAaKJIOH o100POIKA
a) AHTEpOKOJIINC (IpUGIU3UTENBHO 72 aMIUIUTYIbI)
0) Perpoxosuc 3=BBIpaXKCHHBIN HaKJIOH noa0opoIKa

(moadopoaok mpuodIMKAETCS K TPYIH)

O=otcyTcTBYET

|=He3HAYNTEIHHOE OTKIOHEHUE TOJIOBBI U IICH
Ha3a/l, NoA00POJIOK MPUITOAHAT

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

3=BBIpOXCHHOEC  OTKIIOHCHWE TOJIOBBI  Ha3ajl
(moJTHAsI aMILIMTY 1A IBHOKCHHUS )

4. Cnur B CTOpOHY (BIIpaBo) O0=otcyTcTBYET
WJIH BJIEBO) l=npucyrtcTByer
5. CaBur Ha3aj Uiy BIEpeN O=orcyTcTBYET

|=npucyTcTByeT




I-b ®akTop Npoa0KHTETbHOCTH (0211, COOTBETCTBYIOIINM BEIOPAHHOMY BapUaHTy
OTBETA, CICAYET X 2)

O0=orcyTcTBYET

l=oTkoHeHUe HabMOMaeTcsl BpeMs OT BpeMeHHu (<25% BpemeHH), MPEeUuMYIIeCTBEHHO
cyOMakcUManbHOE

2=0TKJIOHEHHE HaO0maeTcs BpeMsi OoT BpeMeHu (<25% BpeMeHH), NMPEeuMYIIECTBEHHO
MakCUMajbHOE€ WJIM OTKJIOHEeHue HalOmomaercss mnepuogudecku (25-50%  BpemeHm),
MPEUMYIIECTBEHHO CYOMaKCHMAalIbHOE

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

4=gacto BoO3HHKaromiee oTkiIoHeHue (50-75%  BpeMeHH), TPEUMYIIECTBEHHO
MaKCUMaJbHOE€ WJIM TIOCTOSHHOE OTKJIOHeHue (>75% BpeMeHH), NPEeUuMyIIECTBEHHO
cyOMaKkcuManbHOE

5=nocTtosiHHOE OTKJIOHEeHUe (>75% BpeMeHH), MPEUMYIIECTBEHHO MAaKCUMAaIIbHOE

I-B BinsiHue KOpPUTHPYIOLIUX KECTOB U NPUEMOB

O=nomHas KOpPEKIHs MPU UCTIOIB30BAHUU KOPPUTUPYIOLIUX KECTOB UJIH MPUEMOB

I=yacTuuHast KOPPEKLHS MPHU UCTIOIB30BAHUH KOPPUTHUPYIOIIHUX KECTOB HIIA TPUEMOB

2=HE3HAYMTEJIbHAsI KOPPEKIUs MPU HMCIOIB30BAaHUN KOPPUTUPYIOUIUX KECTOB WU
MIPUEMOB UJIM OTCYTCTBUE 3P dEKTa OT UX UCIIOIb30BAHUS

I-T" ToabeM nireva/cMenieHue mjie4a Buepes

O0=otcyTcTBYET

1=He3HaunTeabHbIN (<1/3 BO3MOXHOW aMILUTUTY/bl), HAOTIOMAETCSA TEPUOAMYCCKH HITH
MOCTOSIHHO

2=ymepeHHbIN (1/3-2/3 BO3MOKHOW aMILTUTY/BI), HAOMIOMACTCSI TIOCTOSIHHO (>75%
BPEMEHH ) WJIM BBIPAKCHHBIN (>2/3 BO3MOKHOM aMIUTATY/IbI), HAOII01aETCs MEPUOTUICCKH

3=BbIpakKCHHBII1, HAOIIOJAETCS TOCTOSTHHO

I-1 AMnuiutyaa aBuskeHusi (0e3 OMOIM KOPPUTHUPYIOIINX JKECTOB HIIM CIICIUATBHBIX
MIPHUEMOB)

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

1=cnocoOHOCTH BBINOJIHUTH OBOPOT T'OJOBBI B IPOTHUBOMNOJIOKHYIO CTOPOHY Jajiee
CpeAHel JUHUM, HE IOCTUTasi KpaitHEH TOUKH

2=CcnocOOHOCTH BBHITIOJTHUTH MOBOPOT TOJIOBHI B MPOTHUBOIIOJIOKHYIO CTOPOHY UyTh Jlajee
CpeaHeN JTUMHUU

3=cnocoOHOCTb BBINOJIHUTH MMOBOPOT I'OJIOBBI B NMPOTHUBOMOJIOKHYIO CTOPOHY HE Jajee
CPEAUHHON JINHUU

4=naInueHT 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 KPHUBOLIEH = CyMMa 0aJ10B 10
nokazareysim A-)K. MakcumaJibHblil 6aJ1 = 35.

Kuarwu (uatepnperanus): [llkana BkiatoyaeT 3 pazena, MO3BOJSIONIME OLEHUTH OTJIEIbHbBIC

ACTIEKTHI IIEPBUKATBHON MUCTOHUU: TskecTh (0-35 O6amnos), naBamuau3anuio (0 - 30 6aioB), 60716
(0 - 20 6anmoB). OneHKa MPOU3BOAUTCA IO Kaxkaomy pasneny mkansl TWSTRS He3aBucumo apyr
OT Apyra, a 3aTeM Oaibl CYMMHPYIOTCS, TaK YTO MAaKCHMallbHas OIIEHKA B UTOTE MOXKET HMETh

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



Iosichenusi. [Ipumenenue mkansl TpeOyeT crnenuanbHOro o0ydeHus. OneHka 0amioB 1Mo

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

IIpnaoxenne I'2. BusyajibHasi aHAJIOr0Basi IKAJIa OLEHKH 00JIH

Ha3Banue Ha pycckoM si3bike: BusyanbHas ananorosas mikaira 6omun BAII

OpurunanabHoe 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

OduunanbHblii caiiT pa3padoTunkoB: BusyanbHas aHanorosas mkana (Kak rpagpuieckas
OIICHOYHAas IIKaja ) Oblia BrepBbie omyOnukoBana B 1921 rogy kommanueit Hayes&Patterson kax
HOBBI METOJ| OLIEHKHM pPabO4YMX MX Ha4yaJbCTBOM; JBa rojaa cmycts @peiln npencraBun Gonee
MOJIPOOHBI  CIIMCOK TPEUMYIIECTB W HEJAOCTATKOB BH3YaIbHBIX aHAJIOTOBBIX INKANL. -
https://deru.xcv.wiki/wiki/Visuelle Analogskala

[Ikana B P® BanuausupoBana, Ui e UCIOIb30BaHUSI HEOOXOIUMO CIIeHHAIbHOC00yUYEeHHE.

HUcrounuk: Meroanueckue pekoMeHaanuu A [TnnotHoro npoekra «Pa3BUTHE CHCTEMBI
MeIMIUMHCKON peabunuranuu B Poccuiickoit denepanuny» «IIpaktuueckoe mpruMeHEHUEOIICHOYHBIX
IIKaja B MEIUIIMHCKON peadbmmutanumn», 2015-2016, ¢.91

Tumn: nikaga oleHKH.

Ha3nayeHnue: olieHKa HHTEHCUBHOCTU 00JIH

Coaep:xxanue (maodson): BAII npencrasnser co6oit oTpe3ok mpsimoit amuHoi 10 cm. Ero
HAYaJio COOTBETCTBYET OTCYTCTBHIO OOJIEBOTO OIIYIIEHUS — «O0IH HET» a KOHEUHasi TOUKa OTpakaeT
MYUYUTENbHYIO HECTepnuMyl0 O0llb — «HEBbIHOCMMAasi Oomby». JIMHHA MOXeT ObITh Kak
TOPU3OHTANIBHOM, TaK M BepTUKAIbHOM. llamumenty npennaraercs chenarb Ha HEH OTMETKY,
COOTBETCTBYIOIYI0O MHTEHCUBHOCTH HCIIBITHIBAEMBIX MM B JIaHHBIH MOMEHT Ooneil. Paccrosnue
MEXIy HadajioM oTpe3Ka («OonM HeT») M CHENaHHOW OTMETKOW H3MEpSIIOT B CaHTHUMETpax M
OKPYTJISIOT 70 11enoro. Kaxxaplii caHTUMETp Ha JIMHUHU COOTBETCTBYET 1 Oasty.

Koy (marepnperanus): BAILI 6onu ncnomnb3yercs A1t OLIEHKW HHTEHCUBHOCTH 00iu 6e3
ydera ee NpUYMH U Jokanu3zauuu. OHa gBiseTcs: CyObeKTUBHBIM MHCTPYMEHTOM OLIEHKHM OO0Jiu W,
TJIaBHBIM 00pa3oM, HCIONb3YeTCs ISl BEIEHUS AIlHEHTOM C 0OJIbIO.

Ecnu y GonpHOrO mMMmeercss OOJIEBOM CHHIAPOM CJEAYeT MPEUIOKUTh OOJBLHOMY BECTH
JTHEBHUK O0NM (IBaXIbl B JICHb YTPOM W BEUEPOM OILIEHMBATh MHTEHCHBHOCTH Oonin mo BAII u

3aMuchIBaTh 3T0). VCrosib30BaHWE THEBHUKA OOJM IMO3BOJISIET JYYIlIe OCO3HATH Mpoliemy Oosm



MalMeHTOM M TaKUM 00pa30M YCKOPHUTH Ipoliecc M30aBieHUs OT Hee. TO eCTh MCIOJIb30BaHHUE
JTHEBHUKA HE TOJIBKO TO3BOJIIET 00bEKTUBU3UPOBATH 0OJb M TIEPEKUBAHUS OOLHOTO, HO U 00J1a1aeT
ne4eOHbIM 3 exToMm.

[losicuenus. Cnenyer oOpaTuTh BHUMaHUE HEBpOJOra, 4ro mnpu oneHke mo BAI Gomu
HEO0OXOAMMO YETKO O0BSICHUTD, YTO SBJISICTCS MAaKCHMAJIbHOM HHTEHCUBHOCTBIO OO0JIM, @ YTO TOJIHBIM
ee orcyrcTBueM. Tak O OamioB CTaBHTHCH, KOTJa y OOJBHOTO HET HEMPHUATHBIX OIIYIIEHUN U
MEePEeKUBAHUN, CBS3aHHBIX ¢ 0OJIBIO U Xopoiee HacTpoeHue. 10 GayioB — 3TO OYeHb CHIIbHAS 00JIb,
KOTOPYI0O HEBO3MOXKHO TeprneTb. (OHa HACTOJBKO CHJIbHAsA, YTO HE IIO3BOJISIET TMAIUCHTY
HIEBEJIbHYTHCS WU TOBOPUTD.

[Tpu otmeTke 10 2 cM 6oJb KiTaccupUIUpyeTcs Kak ciadasi, ot 2 10 4 cM — yMepeHHasi, oT 4
10 6 cM — cunbHas, oT 6 10 8 cM — cunpHelmas u 10 10 cm — HeBbiHOCHMas. Kak mpaBuio, Bce
MalUeHTHl, B TOM YKCJIE U JIETH cTapiie 5 jer, jgerko ycaupatoT BAILl, ogHako GolbHBIM WHOTIA
OBIBaeT TPYIHO MPEACTaBUTh YPOBEHB CBOCH OOJM B BHJI€ TOUKH Ha MPsAMOi IMHUU. B aTolicuTyanuun

JydIlle HCTIOJIb30BaTh HU(POBYIO PEHTHHIOBYIO IIKATY 00N

[punoxenne I'3. [llkana o01mero KIMHUYECKOT0 BIleYaTICHUS

Ha3Banue Ha pycckoMm si3bIKe: IIKaJia O0IIEro 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 Banmuausuposana B PO

Tun: mkana OleHKU

Ha3nayenue: sBIseTCS MEpOW OICHKH TSDKECTH CHMIITOMOB, PEAKIMM Ha J€UYECHUE U
3¢ (HEeKTUBHOCTU JIeUCHUS B KIMHUYECKON MpaKTUKe W uccienaoBaHusx. OHa mpeaHa3HaueHa s
OIICHKM (DYHKIIMOHMPOBAHUS TAIMEHTA JI0 U TMOCJe Havana npuemMa jekapcTs. [llkana Bxiodaer 3
nyHkTa oueHku: 1) Tsokects 6onesnu (CGI-S), 2) I'mobanproe ynyumenne (CGI-I), u 3) Unaexc
s¢dexruBHocTH (CGI-E, xotopslil saBnsgercs mepoil addexra nedeHus U MoOOYHbIX 3PPEKTOB,
XapaKTepHbIX JUIsl MPenapaToB, KOTOpbIe ObLTH BBEEHBI [73].

Conep:xanue (I1adJIo0H):

1.YuuteiBass Bam OONIMH KIMHHYECKHH OMBIT pabOTBl C ATOM KOHKPETHON KaTeropueu
MAIMEHTOB, HACKOJIBKO BBIPAXKEHHOM BbI OLIEHUTE TSHKECTh MCUXMUYECKOTO PacCTpOHCTBA JTAaHHOTO
ManueHTa B HacTosIee Bpemsi?

Banauabl CreneHb TAKeCcTH paccTpoiicTBa



. He momnaeTcs oreHke

. IlorpaHr4YHO MEXKy HOPMOM U PaCCTPONCTBOM
. JIerkoe paccTponcTBO

. YMEpPEHHO BBIPaXKECHHOE PACCTPONCTBO

. BeipaxkeHHO€E paccTporcTBO

. Tsbxenmoe paccTpoicTBO

. O4eHb TsKEN0E pacCTPOMCTBO

N 9 O »w A W N O

. Onienute oO1ee yaydIieHue COCTOSHUS, HE3aBUCUMO OT TOTO, CBS3aHO JIM OHO, TTOBAIIEMY
MHEHHIO, UCKITIOYUTEIBHO C JIEKAPCTBEHHBIM JieueHHeM. OLIEHUTE HACKOJIIBKO OHO M3MEHUJIOCH 11O
CPaBHEHUIO C €T0 UCXOAHBIM COCTOSTHUEM.
Bbamnbl Ounenka o0uiero yjay4iieHust
. He mogpaercs oneHke
. OueHb CUJIBHO YIYUYIIHIOCH
. CUnpHO yJIy4dIIniIoCh
. MUHMMaJIbHOE yITy4YIlIeHHUE
. be3 n3menenui
. MUHHMaJIbHOE YXYAIICHHUE

. CunpHO yXyALIMIOCH

~N O o Bk~ 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
TepaneBTuYecKoro 3dpdexra u MoOOYHBIX 3(PPEeKTOB, W 3aMUIINTE YUCIO B TMOJe, TAe 3TU JBa
MOKa3aTelis MepeceKaroTCsl.

IIpumep: TepaneBTrueckuii 3G HEKT oreHuBaeTCs KakK "'yMepeHHbIN'", a moOouHbIe 3 (HEKTHI
OIICHUBAIOTCS KaK ""HE OKa3bIBAIOT CYIIECTBEHHOTO BIIMSHUS Ha ()YHKIIMOHATBHBIN CTaTyClanueHTa' .

TepanesTuuecknii 3¢pdext
ITo06ounbIe 3¢ PexThI

Her He oka3zbiBaror
OkaspIBaroT
3Haunmbiid 3HaunTenbHOe 1 2 3 4 ynydiieHue.
[TonHas WK MOYTH MOJTHAS PEMUCCHUS BCEX CUMIITOMOB
YMmepeHHbI YMepeHHoe 5 6 7 8 ynydnieHue.
YactruHasi peMUCCHsI CHMIITOMOB

MuHuMaIbHBII



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

[Ipumeuanue: 0 — OTCYTCTBHE OLICHKH

Karou (untepnperanusi): CGI onenuBaercs mo 7-0abHOH IIKaje, MPU ITOM IIKaJIa
TsOKECTH 3a00JeBaHMsl HMCMOJb3yeT auana3oH oTrBeToB OoT 1 (3mopoB) no 7 (OdeHb CUIBHO
YXYALIUIOCH).

Omnenka CGI-C (Clinical Global Improvement or Change) Bapsupytotcsi oT 1 (OueHb CHIIBHO
yIy4imuiocs) 10 7 (O4eHb CUIIbHO YXYALIUIIOCH).

IMosichenusi. OrieHKa OTBeTa Ha JICUCHHWE JOJDKHA YYHTHIBaTh, KaK TEpPareBTHYECKYIO
3¢ (HeKTUBHOCTD, TaK U CBSI3aHHBIE C JIeUeHHEM MOOOUHBIE SIBICHUS U Bappupytorcs ot 0 (3Haunmoe
yIIy4dIlleHUE U OTCYTCTBHE M000UHBIX 3 (dekToB) 10 4 (be3 u3MeHnenuit unu yxyameHrne 1 noOouHbIe
s dexTh mpeBanupyoT Haa TepaneBTuueckuM 3¢ dekrom). Kaxnpiit mynkt CGI onenuBaercs

OTJETHHO; TIO IIKaJIe He OLEHUBACTCS CYMMApPHBIA Oasnt.

CaoxHocTb npoBegennss Manunyassuuu BT npu Trepanun n1ucToHui

[Ipouenypa Tepanuu pa3aHMuHbIX BUJIOB JUCTOHUMN NpPU MOMOIIU OOTYJIMHHUYECKOTO TOKCHHA
tuna A** 1 GOTYJIMHHUYECKOTO0 TOKCHHA THUMA A TeMarrJlOTUHUH KOMIUIEKC™* IBIsieTcs CI0KHBIM
BBICOKOTEXHOJIOTMYECKUM METOJOM OKa3aHUs MEIUIMHCKOM MOMOIIM, KOTOpbId Tpelyer
CHeIHabHBIX YCIOBUHN U 000pyA0BaHUS TS TPOBEACHUS POIIEAYPhI, BRICOKOKBATU(UIIUPOBAHHBIX
CHCTMAMCTOB. Bpad, NpoW3BOISIINNA WHBEKIMIO OOTYJIMHUYECKOTO TOKCHHA THHa A** un
OOTYJTMHUYECKOTO0 TOKCHMHA THUIMAa A TeMarrjlOTHHUH KOMIUIEKC™*, NMOJDKeH BIaAETh 3HAHUSIMU U
MPAKTUYECKUMH YMEHHUSMH BBICOKOTO KauecTBa, MPOWTH CHEIMATH3HUPOBAHHOE OOYYEHHE I10
MIPOBEJICHUIO HHBEKIUU U COMYTCTBYIOIIMM MeToaukaM. [loaroroBka K HWHBEKUHUU JOJDKHA
BKJIIOYaTh B CE0Sl MCIOJIb30BAaHUS COBPEMEHHBIX METOJUK KIMHUYECKOM OIICHKH IMCTOHUU
(McToNb30BaHUE CIIEHUATU3UPOBAHHBIX IIKAJ), YMETh OCYLIECTBUTH BHIOOP TAPTE€THBIX MBI JJIs
UHBEKIMHA M PEXHUM J03UPOBAHMS Iperapara, OIpelesieHHe HEeoOXOIUMOCTh COIMYTCTBYIOIIUX
MeTo UK JieueHus. [Ipoliecc mOAroTOBKY K MHBEKIIMH JOJIKEH 3aHUMATh JI0CTaTOYHbIN POMEKYTOK
BPEMEHH BBUY IPSIMON KOPPEISLUU C YCIEUITHOCTHIO IPOBEAeHHUs potierypbl. OcoOOEHHO BayKHBIM
KOMIIOHEHTOM MPOLEAYphl SIBISIETCS HCIIOJIB30BAHUE METOJOB KOHTPOJIS NPOBEACHUS WHBEKIIMIM.
MeaunmHcKoe yupekIeHUE J0KHO OBITh OCHAIIEHO CTIENUaIbHBIMU MTPUOOPAMU, TO3BOJISIFOIIIUMU
MIPOBOJIUTh UHBEKIIUU C BBICOKOH TOuHOCThIO (DOMI -anmapat, ¥Y3U-annapar). Bpau nomkxex BnajaeTsh
METOJMKaMU paboThl Ha ammaparax s BHU3yalu3alld TOYHOCTH HHBEKUMHA. Takum oOpaszom,

npoieaypa NpoBeACHUS



WHBEKIIMU OOTYJIMHMYECKOTO TOKCHHA THMa A** u OOTyJIMHHYECKOTO TOKCHMHA THma A
TeMarrIfOTUHHUH KOMIUIEKC** mpu Tepanmuu AMCTOHHWM Pa3IMYHBIX TUIOB — 3TO MaHUMYJISIHS,
Tpe6yfoma$[ AOCTAaTOYHBIX BPEMCHHBIX 3aTpar, HCO6XO}II/IMOFO TEXHUYCCKOT'O OCHalICHUsIA U

KkBanM(pUIIMPOBAHHOTO cnienuanucta [23, 51, 52, 134, 135].



