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OcTtpoBuTsAHOBA, 1.1.

C muccepranueit MOXKHO 03HAKOMHTHCS B Oubanoreke ®I'AOY BO PHUMY
uM.H.N.ITuporosa Munszapasa Poccun no aapecy: 117997, r. Mocksa, yi1.
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ABTOpedepaT pa3zociaH « » 2020 ropa.

VYyeHslif cekpeTapb JUCCEPTALMOHHOTO COBETA

JIOKTOP MEUIIMHCKUX HayK, Ipodeccop A.H.Borosenosa



OBIIAA XAPAKTEPUCTUKA PABOTDBI

AKTyaJIbHOCTb ~ TeMbl. HapylueHuss  HEpBHO-MBILIEYHOM  NIEpeAayd,
KJIMHAYECKU TPOSABIAIONIMECS CIA00CThI0 U TATOJOTMYECKOW YTOMIISIEMOCTHIO,
XapakTEPHBI MJIsT BceX (OpPM TMATOJIOTHH HEPBHO-MBIIIICYHOTO CHHAICA U MOTYT
BBIBJISITRCA TPU  YMEHBIIEHUHM KBAHTOBOIO  OCBOOOXKIEHUS  MeauaTopa,
HapylIEHUU MPOCTPAHCTBEHHBIX B3aMMOOTHOLICHUI Mpe- U MOCTCHHANTUYECKHUX
CTPYKTYpP, M3MEHEHWU (DYHKIIMOHAIBHOTO COCTOSIHHS aIleTHUIXOJIMHACTEPA3bl U
YMEHBIICHUU [UIOTHOCTH ALETUIXOJIMHOBBIX PELENTOPOB HA MOCTCUHANTUYECKOM
MeMOpaHe. M3ydeHue KIMHMYECKMX AaCHEKTOB CHHANTHYECKUX OoJe3Hen
CBUJICTEIILCTBYET 00 MX (DEHOTUNMHUECKON OJM30CTH, OJHAKO aHAJIU3 YacTOThI
BOBJICUCHHS] B MATOJOTMYECKUN MPOLIECC PA3IMYHBIX MBIIICYHBIX TPYII MOMXET
CYILECTBEHHO OTJIMYAThCA. DTOT (PaKT, ONpeesieMblil KaK KIIMHUYECKUI MaTTepH,
ABJISIETCS  OCHOBOM  JMAarHOCTUKM U JuddepeHuranua  MHACTEHUU U
muactennyeckoro cunapoma Jlambepra-Utona (MCJIN) [Cananze, 2012; Kesner
u ap., 2018; Sanders, Guptill, 2014]. B cBsa3u ¢ 3TUM, BbIICICHUE KIMHUYECKOTO
narrepHa MCJIU siBisieTcst akTyalIbHOM KIMHUYECKOU 3aa4eil.

XapaktepHbIM 3JiekTpodusnonorndeckum otimuneM MCJIN ot Muactennu
ABJISICTCS. YBEJIMYEHUE aMIUIMTYAbl M-OTBETOB B CEPUU CTUMYJIOB BBICOKOM
4acTOoThl — MHKpeMeHT. Oanako u npu MCJIM u npu MUAcTEeHUU CTUMYJISILIUS
MBIl HU3KUMHM YacTOTaMHU BBISBISECT YMEHBIIEHHWE aMIUITUTYAbl U TUIOLIATU
nocienyrmux M-0oTBEeTOB B cepud — JEKpeMeHT. BenuuumHa JgekpeMeHTa
OTPa)KAET CTENEHb CHUKEHUSI HAIEC)KHOCTH HEPBHO-MBIIICUYHON TMEpefayu, HO He
MOKET OMNPEACIUTh KOHKPETHBIE MEXaHU3Mbl NMATOJOTUHU, MPUBOIAIINE K ITOMY
CHIDKCHUIO. B 93Tol cCBs3M, aHamu3 JekpeMmeHta M-O0TBETOB B cepuu
HU3KOYACTOTHOM CTUMYJSIIMM B Mblmax ©OoidbHbix MCJIM u MuacteHuei
SBJISIETCS AKTYaJbHBIM 2JIEKTPODU3UOJIOTHIECKUM KPUTEPUEM, MO3BOJISIONIMM HE
TOJIBKO U PepeHInpoBaTh pa3audHble (OPMBI CHHANTHYECKUX OOJIE3HEH, HO U
ONPEAECTUTD PA3TUYHBIE MEXAHU3MbI HAPYIIEHHSI HEPBHO-MBIIIEYHOM MEpeaayuH.

[To manHBIM pa3HBIX aBTOPOB y OomnbiuHCTBa 60nbHBIX ¢ MCJIN (50-70%)

BBISIBJIFOTCSl MPU3HAKU IMapaHeoruiacTuueckoro mnpouecca [Kesner u ap., 2018;
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Titulaer u ap., 2011]. U3 Hux y 90% oOHapyXkuBaeTCs MEIKOKIETOYHAs
kapuuaoma (MKK) merkoro [Titulaer u ap., 2011b; Titulaer u ap., 2011a]. B
OonbiMHCTBE ciydaeB MaHudectauuss MCJIM npenmectByeT 0OHapyXEHHUIO
omyxoiiu B cpeaHeM ot 11 mecsmeB go 2-x ner [Cananze, 2012; Titulaer u ap.,
2011; Wirtz u gap., 2003]. KnuHuueckass KapTuHA, HEUPOPU3UOIOTHICCKUE
JaHHBIE U PE3YJIbTaThl CEPOIOTMUECKUX METOJIOB UCCIIEJOBAHMSI CBUIETEIBCTBYIOT
o cxoxectu ¢opm MCIIM, 4YTO CyIIECTBEHHO 3aTPYAHSET CBOECBPEMEHHYIO
JUArHOCTUKY OOJIBHBIX C HAJIMYMEM OHKOJIOTMYECKOTO IpOLecca U KaK CIEACTBHE
IPUBOJNUT OTCPOYKE MATOTEHETUYECKOM Tepanmuu. B CBI3W C  BBICOKOHU
BEPOSITHOCTHIO BBISIBJICHUS OHKOJIOTHYECKOTO mpoiiecca, MOMCK
muddepeHnanbHo-quarnocTuueckux  kpurepueB MCJIM, ¢ Hamuumem
OTCYTCTBHUEM OPOHXOI'€HHOM KapLUHOMBI, SIBJISIETCS aKTyaJIbHOM TEOPETUUECKOU 1
MIPAKTUYECKOM 3a1a4ECH.

Heap nccnenoBaHusi M3y4eHUE KIMHUYECKOTO MAaTTepHa U OCOOEHHOCTEU
HapylIeHUsI HEPBHO-MBIIIEYHOM niepeaaun y nauuestos ¢ MCJIIN.

3agaum nccjie0BaHuA:

Onpenenuth KIMHUYECKHE OCOOCHHOCTH JBHUTaTENbHBIX HapyIICHUN Yy
oosbHbIX ¢ MCJIN.

W3yunth  31€KTpOPU3UOJOTUUECKUE  XAPAKTEPUCTHKH,  OTpa)Karolliue
COCTOSIHUE HEPBHO-MbILLIEYHOU nepeaaun y 6oiabHbIX ¢ MCJIN.
N3yunTh KIMHUYECKHE U ANEKTPOPU3NOIOTHYECKHE OCOOEHHOCTH BEreTaTUBHBIX
pacctpoiicTB y nauuentoB ¢ MCJIN.

Onpenenuthb KJIINHUYECKHUE, ANEKTPOPHU3NOIOTHUECKUE 17|

WMMYHOJIOTHYECKHE MPU3HAKK MapaHeoruiactuueckon hopmbsr MCJIIN.

Hayuynast HoBH3HA.

BrepBbie B KIMHUYECKOH MPAKTUKE HA OCHOBAHUMU 00CJEI0BaHUs OOJIBLION
IPYIIBI TALMEHTOB C ayTOMMMYHHOM NIATOJIOTMEN HEPBHO-MBILIEYHOIO CUHAIICA
BBIJICJICH KJIMHUYECKHI MNaTTepH ABUTaTelbHbIXx HapyumeHuit MCJIM, koTopslii

UCIIOJNIB3YETCs JIJIsl IMarHOCTUKU U AU PepeHnanbHON THarHOCTUKH.



IIppuMeHeH HOBBIM IOAXOJA K HM3YYEHHMIO COCTOSIHUS HEPBHO-MBILICYHOU
nepe1adr, OCHOBAHHBIM Ha aHAJIM3€ COOTHOLIEHUN aMIUTUTYIbl 4-0oro M-oTBeTa K
l-omy u 9-oro M-orBera Kk 1-OoMy BO BpeMs HU3KOYAaCTOTHOM PUTMHUYECKOH
CTUMYJISILIUM, TIO3BOJISIOUIMI B YCIOBUAX CHHXKEHHMS (aKTopa HaJIeKHOCTH
HEPBHO-MBILIEYHOU II€peayd OLEHHUTh COCTOSIHUE MEXAHU3MOB CEKpEeLUu U
MoOunmu3anuu Meauartopa. [Ipy HH3KOYAaCTOTHOM PUTMHUYECKOH CTUMYJISALUAU
MBI  BBISIBJIEHBl OTJIMYMS, CBUACTEIBCTBYIOIIME O BOBJIECYEHHOCTH B
IIATOJIOTMYECKUI IIPOLECC Mpe- U MOCTCUHANITHYECKOTO 3B€HA HEPBHO-MBILIEYHOIO
COCUHEHMsI, KOTOpble, B KOHEYHOM CU€T€, M OIpPEAEIAT OCOOCHHOCTH
KJIIMHAYECKOTO0 MaTTepHa Yy OOJBHBIX C AyTOMMMYHHBIMH CHHANTHYECKUMU
3a00JIEBaHUSIMHU.

Ha penpesentatuBHoil BbIOOpKE manueHTOoB ¢ MCJIM Obul BBINOJIHEH
NOAPOOHBIA KIMHUYECKHA M 3JIEKTPO(U3HOJOTMYECKU aHAM3 BEreTaTHUBHBIX
paccTpoicTB. BriepBble I KOJWYECTBEHHOM OLICHKU TSKECTU BETETATUBHBIX
pacctpoiictB y 6osbHbIx MCJIN ucnons3zoBana mikaia Composite Autonomic
Symptom Score - 31 (COMPASS-31). D10 00CTOATEIBCTBO MO3BOJISIET OLICHUTH
BBIP2XEHHOCTh BETETATMBHOW JUCPYHKIIMM M CTEIEHb €€ KOMIIEHCAllMu Ha (oHe
Pa3JIMYHBIX METOJ0B NaTOT€HETUYECKOTO JICUEHHS.

IIpakTH4Yeckasi 3HAYUMOCTH PadOTHI.

N3yuenune KJINHUYECKOTO NaTTepHa 17§ JAHHBIX
AIIEKTPOHEUPOMHOTPahUUECKOTO oOcrenoBaHus c IIPUMEHEHUEM
GyHKIMOHATBHBIX ~ TPOO  TO3BOMWIM  paspaborarh  nuddepeHnraibHO-
nuarsoctuyeckue kpurepun MCJIIM, KOTOpbIE ONpeaenuian CTPaTerui0 U TAKTUKY
MOCIICIYIOIIEH TEpaIUH.

ComnocTtaBieHre  KIMHUYECKMX  XapaKTepUCTUK  3a00JeBaHUs €
OCOOEHHOCTSIMU TIOKa3aTeled PUTMUYECKON CTUMYJSUUMA MBI pPaCIIUPSIET
IIPEACTABIICHUS O PEUMYILECTBEHHOM JIOKAIN3aUU TaTOJIOTHYECKOr0 IIpoIecca B
HepBHO-MbIIeyHOM cuHarnce npu MCJIM u muactenuu. Ilomydyennsle B pabote
JTAHHBIE MO3BOJISAIOT PACCMATPUBATh HU3KOYACTOTHYIO PUTMUYECKYIO CTUMYJIALIUIO

KaK ICHHYIO BHCKTpO(bI/BI/IOHOFI/I‘—IeCKYIO MCTOJUKY, IO3BOJIANOIIYIO OIIPCIACIUTD



Ipe- U NOCTCUHANTUYECKUN YpPOBEHb HApYLICHUS HEPBHO-MBIIIEYHOM MEpENayu,
YTO CO3/1aCT MPEANOCHUIKH JJIsl KCI0JIb30BAaHUSI COOTBETCTBYIONIUX MOKa3aTesie B
KauecTBe Kputepus 3a00J1eBaHus.

OCHOBHBIE M10J10)KEHHU S, BBIHOCUMbIE HA 3ALIUTY:

BrisBiIeHHBIE KIIMHUKO-3JIEKTPO(PUZHOIOTHIECKAE W HMMYHOJOTHUECKHE
ocobenHoctn 'y mamumeHtoB ¢ MCJIM uw  MuacteHued  MO3BOJISIOT
nuddepeHIpoBaTh 3TH 3a00IeBaHMUS.

DnekTpohU3HOIOTUYECKUM BhIpAKEHUEM HapYUICHUH MPOLIECCOB CEKPELIUU,
MOOWJIM3AIMM U PEleNIMy aleTUIXO0JIMHA B MbIax mnamueHtoB ¢ MCJIN u
MHACTCHUEN SIBJISIETCS Pa3JIMyHAsl MOCJIEAOBATEIIBHOCTh M3MEHEHUS MapaMeTpOB
M-oTBeTa Npy HU3KOYACTOTHON PUTMUYECKOW CTUMYJIALINU.

Kinnanko-31eKkTpohu3noNornyeckue XapakTepUCTUKH W KOHIICHTpaIus
aututen k I[I3KK tuma P/Q y mnanMeHToB ¢ MapaHEOIIaCTHYECKON U
uauonarudeckor popmamu MCJIN 3HaunMoO He pa3nuyaroTCs.

O0beKTHBI HCCIeI0BAHMS.

[TatenTs! ¢ ycranoBieHHbIMU AuardozamMu MCJIN u muactenus.

[IpenMeT uccnenoBanus

Knunudeckue, 371eKTpOPU3HOIOTHUECKUE W WMMYHOJIOTUYECKUE JTaHHBIC
nauueHToB ¢ MCJIN.

MeTomos10rust MCCJIEIOBAHUS.

[IpoTokon uccienoBanus ObLT 0JOOPEH JIOKATBHBIM 3THUYECKUM KOMHUTETOM
OI'bOY BO PHUMY wum. H.U. IluporoBa MunzapaBa Poccun Nel85 ot
20.05.2019.

Meton wucciienoBaHUsT — PETPOCHEKTUBHBIM C CEPUEN MPOCIEKTUBHBIX
HaOmoieHni. {71 OCyIIeCTBICHUS MOCTABJICHHBIX IeJIe ObUIM HMCIIOh30BaHbI
KIIMHUYECKUE,  DJEKTPO(PU3UOJIOTUUECKHE W CEPOJIOTHYECKHE  METObI
uccienoBanus. [IpoBenena cratucTuaeckas 00padoTKa MOTyUYEeHHBIX JTaHHBIX.

CooTBeTcTBHE JUCCEPTANUM MACIIOPTY HAYYHOU CIIEIMAJTBLHOCTH.

B cootBercTtBUM c dopmynoi crnenuansHocTet 14.01.11 — HepBHBIE

60H€3HI/I, KOTOPBLIC OXBATBIBAKOT HpO6JI€MBI HU3Yy4YCHUS OTHOJIOTHH, IIaTOICHC34,



JTUArHOCTUKH, JICYEHUS M MNPOPUIAKTUKH OoJie3HEl HEpBHOW CHUCTEMBI, B
IIPEACTABICHHOM HCCIIEIOBAHUH ITOKA3aHO HaJIN4ne KJIMHUYECKUX,
ANEKTPOPU3NOIIOTMUECKUX U UMMYHOJOTUYECKHX OCOOCHHOCTEH y MallUeHTOB C
MCIJIN.

CooTBeTcTBHE JHCCEPTALMH 00J1ACTH HCCJIEI0BAHUSA

Huccepranmonnoe wuccienoBanue J[.A. TymypoBa BkIOYaeT B ceOs
U3y4YCeHHE KIUHUYECKHX, OJJIEKTPO(PHU3UOIOTHUECKUX U HUMMYHOJIOTHUECKHUX
ocobenHoctel paznuunbix Gopm MCJIN, HanpaBiieHHOE HAa YCOBEPIIIEHCTBOBAHUE
nuarHoctukn u auddepennuansaoi nuarHoctuku MCJIM ¢ ucnonb3oBaHueM
HEWMHBA3UBHOTO METOJda — HENPSIMOW PUTMUYECKON CTUMYJISIIMA HEPBOB H
cootBeTcTBYeT 1. No 5 (3aboseBanus nepudepruyeckoi HEPBHOUM cucTeMbl), . No
19 (HelipoBu3yanu3zalHMOHHbIE U WHCTPYMEHTAJIbHBIE METOAbl HMCCIIEIOBAHUSA B
HEBpOJIOTUH ) actiopta crnenuaibHocTu 14.01.11 — HepBHbIe 60Jie3HMU.

BHenpenue B NpaKkTUKY

[Tonyuennsie pe3yIbTaThI BHEPEHBI B MPaKTUKY paboThI
koHcynbTaTuBHOTO 1eHTpa ['BY3 «lopoackas knuHudeckass OonbHuIa NoS1y»
JI3M, a Takxke B MpPaKTHYECKyI0 M ydeOHyto nearenbHOocTh ['BY3 «Hayuno-
MIPAKTUYECKOT0 IICUXOHEBPOJornueckoro nenrpa nmenu 3.11. ConosreBa» [I3M.

IMy6ankanuu

[To marepuanam aucCEpTAIIMOHHOW paldOThl OMYOJIMKOBAaHO 3 T€YaTHbBIC
paboThl B  pEIEH3UPYEMBIX  M3JaHUSAX, pekoMeHnaoBaHHbIX BAK mnpu
MunucrepcTBe oOpazoBanus u Hayku Poccuiickoit deneparm.

JIuyHoe yyacTue aBpTopa

ABTOpY TIPUHAIJICKUT OIPEACINISIONIas pojib B pa3pabOTKe U BHITIOJHEHUU
NPOTOKOJA MCCIENOBaHUs, TOCTaHOBKE 3aJady, OOOCHOBaHUU BBIBOJAOB U
MPAKTUYECKUX PEKOMEHAAUMKA. ABTOPOM JIMYHO MPOBOJAWUIIOCH KIMHUYECKOE
oOcieoBaHe TMAIMCHTOB, BKIIOUCHHBIX B HCCJIEIOBAHHE, CaMOCTOSTEIHHO
BBINOJIHSIOCHE DOMI uccnenoBanue, a TakyKe CTATUCTUYECKUI aHAIU3 JaHHBIX.

Anpobdanus padoThI

OcHOBHBIE pe3yIbTaThl UCCIEAOBAHUS TOJI0KEHBI B 00Cy)KaeHbl: Ha X111
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exeroiHon koHpepeHuu «BeiHoBckue uTreHus», Mocksa, 9-11 despans 2017,
Ha XI Bcepoccuiickom cwe3ae HeBposoro, [V Konrpecce HammonanbHOM
accoranuu no 6oproe ¢ uHcyapToM, Cankrt-Iletepoypr, 15-19 utons 2019 u Ha
KoH(epeHIIMn C MEXKIyHapOAHBIM  ydacThueM  «MyJIbTHIUCITUIUTHHAPHBIE
po0aemMbl TPOPIIIAKTHKY U JiedeHus: Oone3nelr mo3ray, Mocksa, 27-28 HOsIOps

2019.

Anpobarus [uccepTalyy COCTOsIach Ha 3acelaHuu Kadeapbl HEBPOJIOTHH,
HEHPOXUPYPTUHM U MEAUIIMHCKON reHeTuku yeuedHoro daxkynprera @PI'AOY BO
«Poccuiickuil HalMOHAIBHBIA MCCIEA0BATENLCKUNA MEIUIIMHCKUNA YHUBEPCUTET

umenu H.U. TTuporosa» Munszapasa Poccun 5 Hosiops 2019 npoTtoxon Ne48.

O0bem U cTpyKTYypa padorsl

Huccepranus uznoxeHa Ha 151 cTpaHuue, WUocTpupoBaHa 25 Ta0iauIaMu,
31 pucynkamu. PabGota cocTouT W3 BBeAEHHS, 0030pa JIUTEpPATyphl, OMHUCAHUS
MaTepUaJOB U METOJOB HCCIENOBaHMS, TPEX IJIAB, MOCBSLIEHHBIX pPE3yJbTaTaM
UCCIIEIOBaHMSI, OOCYX ACHUS MOJTYYEHHBIX PE3yJIbTaTOB, BEIBOJIOB U MPAKTUUYECKUX
pekomeHaanui. Cnucok JguTepatypbl coaepkut 198  ucrounmka (23
OTEUECTBEHHBIX U 175 3apyOeKHBIX).

MATEPHAJIBI U METO/bI UCCJIEAOBAHUA

JI1s pereHus MoCTaBICHHBIX 3a7ja4 HaMH OBLT ITPOBEJICH aHAIM3 JaHHBIX 80
nanueHToB (40 ¢ MCJIN u 40 nanueHToB ¢ MUAacTeHUEN) B Bo3pacte oT 16 no 79
net. Cpennanii Bo3pact cocraBisin 42,47+17,1 ner. Cpeau HEX ObUIO 46 KEHITUH
(57,5%) u 34 myxuun (42,5%). McciaegoBaHusi BBINOJHSUIUCH B MOCKOBCKOM
MuactenndeckoMm meHTpe Ha 6aze ['BY3 «I'Kb Ne 51» JI3M u I'bY3 «HIIL] um.
ConoBbeBay JI3M. MeTon wHcCCleqOBaHUS — PETPOCHEKTUBHBINM C cepue
MPOCHEKTUBHBIX HaOmofeHui. MccienoBanue ObUIO OJ0OPEHO JIOKAJIBHBIM
stnueckum komutetoM OPI'BOY BO PHHUMY um. H.U. ITuporoBa Mun3znpasa
Poccun  (Nel85 ot 20.05.2019), Bce mamueHThl MeEped  BHINOJHEHUEM
HCCIIeIOBATEIbCKUX poIeayp IPOIILITU poLeaypy MOAMUCAHUS

UH(GOPMUPOBAHHOTO COTJIACHS.



B wuccienoBanne BKIIOYAINCH MAIMEHTHl C [ApAaHEOIJIACTUYECKON U
uanonatuaeckoi popmamu MCJIU, renepann3zoBaHHOW MUACTCHHEH.

Juarnoz MCJIN y marmueHToB OBLI yCTaHOBJEH HAa OCHOBAaHWHU JIAHHBIX
KIIMHAYECKOTO OOCIeoBaHMs, pe3yibTaTaXx dJICKTPOHEUPOMHOTPAPUISCKOTO
WCCIICIOBAHUS, A  TaKXe€  IIOBBIIICHHOM  KOHILIEHTpPAaUUM  AaHTUTEN K
MOTEHIIHAI3aBUCUMBIM KaJiblieBbIM KaHanaMm (I[13KK) tumna P/Q.

JInarHo3 MHacTEHHHU y MAMEHTOB OCHOBBIBAJICS HA JIAHHBIX KIMHUYECKOTO
oOcnenoBanus, (QapMaKoJIOrHUYeCKo MpoObl C  MOJKOXKHBIM  BBEACHUEM
AHTUXOJIMHACTEPAZHBIX MpenapaTos, pe3yabpTarax
ANEKTPOHEHPOMUOTPAPUIECKOTO  MCCJEAOBaHUSA, a TaKXe  IOBBIIICHHON
KOHIIEHTpAI[MU aHTUTEII K alleTUIXOJMHOBOMY penentopy (AXP).

Knuandeckne MeTonbl HUCCIEAOBaHUA B CEO0sl OLIEHKY aHAMHECTHYECKUX
JaHHBIX W HEBPOJOTMYECKOTrO  CTaryca.  bbulMm  3aperucTpupOBaAHBI
neMorpaduyueckre Moka3areid, BKIIOYAIOIIUE BO3pPACT, IMOJ, KypEHHE CUTapeT,
HaJIMYue COMYTCTBYIOIIUX ayTOMMMYHHBIX 3a0o0seBaHuil. CBeleHUs] ObUIM B3SThI
U3 JIaHHBIX aMOyJIaTOPHBIX KapT M HUCTOpUN OOJIE3HH, a TaKKe IMpPU OMpOce
MalMEeHTOB U UX POJCTBEHHUKOB.

Kimanyeckuii HeBpOJIOrH4ecKMid 0CMOTP MPOBOAMIICA 11O OOLIETTPUHATOM
meroauke [['yceB E.W. u ap., 2009] Britouan noapoOHbIN cOOp aHaAMHE3a, OLICHKY
HaJM4Yusl U 4aCTOThl BOBJICUCHUS! B MATOJOTHYECKUH MPOIIECC PA3IUYHBIX TPYIIII
MBIIIIII, OTIPEJICIICHHS PU3HAKOB U CUMIITOMOB BET€TaTUBHOU AUCPYHKIMHU. bblia
MPOBEJICHA KOJIMYECTBEHHAS OLIEHKA MBIIIEYHON CUJIbI C UCIIOJIb30BAaHUEM IIKAJIbI
onenku pasurarenbHoro aedurura MRC (Medical Research Council Muscle
Scale). IIpousBoamiiach OIIEHKA BBIPAKECHHOCTH BETETATUBHBIX HAPYIICHUH Yy
nanueHToB ¢ MCJIM ¢ noMompio cnennanuznpoBanHon mkainsl COMPASS-31

(Composite Autonomic Symptom Score 31).

Heiipodusuonornyeckre MeToabl UCCIEAOBAHMS.
HUccnengoBanne  HEPBHO-MBILIEYHOW — MEPENAYM  MPOBOJWIIOCH  BCEM

nanueHTaM M3 TIpylHir HMCCICAOBAHHA W BBIIOJIHAJIOCH HaA BHGKTpOMI/IOFpa(i)aX
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"Keypoint G4" (Medtronic, CIIIA) u "Heipo-MBII-4" (Heitpocodt, Poccutickas
deneparnus).

[TocnenoBaTenbHOCTh MPOBENICHUS JIMAarHOCTHUECKUX MCCIEIOBAaHUN TIpH
W3YYCHUU (PYHKITMOHAITBHOTO COCTOSIHHSI HEPBHO-MBIIIICYHOM Mepeaavyn BKII0YaIa
B cebs: ompeneneHue TmapamMeTpoB M-oTBeTa B OTBET HAa OJWHOYHBIN
CylpaMaKCUMaJIbHBIM CTUMYJI, U3ydEeHUE U3MEHEHUU napameTpoB M-oTBeTa npu
CTUMYJISIIAA MBIIIIBl PA3IUYHBIMU YaCTOTAMHU, OILIEHKAa PAHHEr0 M TO3/IHETO
JIEKPEMEHTOB TapamMeTpoB M-0TBETOB B cepud 9 UMITYJIbCOB, PUTMHUYECKas
CTUMYJIALNS C PYHKITMOHAIBHBIMU TTPOOAMHU.

Peructpaiusi BI3BaHHOTO KOKHOTO cuMmatudeckoro noteHnuana (BKCII)
npoBojuiack Ha anektpomuorpadax "Keypoint G4" (Medtronic, CIIA) u
"Heitpo-MBII-4" (HeiipocodT, Poccuiickas dexnepariiusi), 3aluch OCYyIIECTBISIACH
COrjlacHO MerogaudeckuMm pexomeHauusm (Ogunak M.M. u ap., 1999). [ns
OLICHKM BETreTaTUBHOMW JUCOYHKIMK OIICHUBAINCH JIATGHTHBIA TMEPUON U
amrutyanele nokaszarenu BKCII.

NMMyHOI0THYEeCKHE METOAbI

NMMyHOJIOTHYECKOE MCCIIEIOBAHNUE BBITIONHSIOCH B JlabopaTtopuu (HU3HKO-

XUMHUYECKON U sKojoruueckoil marodusuonorun (o 2014 roma mabGoparopus
nonucucteMHubix uccnenoBannil) ®I'bBHY «HUUOIII» (pykoBoautenb — JOKTOP
ounonornyeckux Hayk, npodeccop M.IO. Kapranos).
Konnenrpamuto anturen k [I3KK tuma P/Q, AXP u TuTuMHY omnpenensiv
PaIMOMMMYHOJIOTUYECKUM METOJIOM C IOMOIIBI0 KOMMEPYECKUX TECT-CUCTEM
“LEMS Assay”, “ACHRAB Assay RIA” u “Titin Antibody” (DLD Diagnostika
GMBH, I'epmanus).

Crarucruyeckasi 00pad0TKa MOJy4YEeHHBIX JAHHBIX

Cratuctuyeckass o0pa0OTKa TIOJYyYEHHBIX JaHHBIX MPOBOJAUIACH C
noMmompo makera mporpamm Statistica 10.0 u SPPS 17.0. PesynbraThi
uccienoBanusi BHocwIMCh B 0a3y gaHHbiXx Microsoft Excel 2010. KauecTBennsie
JAHHbIE TPEJICTaBICHbl B BHUAE AOCOJNIOTHBIX 3HAYEHUH U MPOLIEHTOB.

KonuuecTBeHHBIE JaHHBIC IIPOBCPAIIMCh HAa HOPMAJIBHOCTHL PaCHpPCACIICHUA C
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nomoipto Tecta Koamoropoa-CmupHOBa M ObUIM MpPEACTaBICHbI B BHUIE
cpenHero apupMeTHIeCKOro U CTaHAapTHOTO OoTKiIoHeHus (M+SD) unu meananbl
U MHTEpKBapTUiILHOTO pazmaxa (Me [Me25%; Me75%]).

JUIst BBISIBIIEHUSI CTATUCTUYECKHUX PA3JIMYUi KOJMYECTBEHHBIX MEPEMEHHBIX
MEeXAy Tpynrnamu HccieqoBaHus, ucnoib3zoBaics T-kpurepuid CterogeHTa (i
JAHHBIX C HOPMAJIbHBIM paclpe/ieIeHUEM) U HemapaMeTpUyecKUil KpUTepui
Manna-YuTHU (117151 BEIOOPOK C OTIUYHBIM OT HOPMAJIBHOTO PACIIPEACIICHUEM ).

[Ipu olleHKE KaueCTBEHHBIX MPU3HAKOB HCIIOJIB30BANCA KpUTEpUU 2
[Iupcona.

CratucThuyeckd 3HAYMMBIMU cuuTaauch oTianuus upu p<0,05 (95%-it
ypoBeHb 3HaunMocTh) U ipu p<0,01 (99%-ii ypoBeHb 3HAYMMOCTH).

CBsi3pb MEXIy HM3y4a€MbIMU IOKAa3aTENIMU OIIEHUBAJach MO PE3YJIbTaTaMm
KOPPEJSILIMOHHOTO ~ aHajiu3a C BBIYUCICHUEM KO3 (UIMEeHTa KOppeIsuuu

CnupmeHa (1) ¥ TOCJIETYIONIUM YCTAaHOBJIEHUEM €r0 3HAUMMOCTH 0 KPUTEPHIO t.

PE3YJBTATBI HCCJIEJOBAHUA N UX OBCYKIEHHUE

Pesynprarhl KIMHUYECKOrO HcciaeaoBaHus mnamueHtoB ¢ MCIIM wu
MHACTCHUEH.

B nposenennom Hamu uccnenoBanuu y 12 (30%) 6onasubix ¢ MCJIN 6bu10
BBISIBJICHO OHKOJIOTHUecKoe 3a0oneBanue (1-as moarpynma): 10 (83%) marueHTOB
¢ MKK nerkoro; 1 (8%) maruent ¢ aumdorpanynemaro3oM u 1(8%) mauueHT c
aJICHOKapUUHOMOM kenyAka. Y ocTtainbHbiX 28 (70%) manmuentoB ¢ MCJIN (2-as
MOATPYINIa) B XOA€ HAOIMIOJEHUS B TeUeHHE Oojiee 2-X JIeT TMPU3HAKOB
HEOIJITACTUYECKOT0 MpoIlecca, Ha MOMEHT IMPOBEICHUS MCCIICIOBaHUS, HE OBLIO
BBIABJIICHO. PacxoxieHue ¢ [JaHHBIMU JIMTEPATYphl B PaCIPOCTPAHEHHOCTH
napaHeoriactTuuecko gopmel B Hamiei rpymme 6oibHbIXx MCJIIN oObsacHseTCs
XapakTepoM 0TOOpa MalMEHTOB, YIOBJICTBOPSIONIUX KPUTEPHUSIM BKITIOUCHHUS.

B rpynne mnammentoB ¢ MCJIM cpennuit  Bo3pacT OOJBHBIX C

napaHeoriacTuueckout popmoit cocrtaBmi 57+7,6 jeT, ¢ UIAUONMATHYECKON (HOpMOi
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43,07£15,1 ner. [1pu 3TOM CcleayeT OTMETUTh TO OOCTOATEIBCTBO, UTO MAIIMEHTHI C
uAnonaTHIeckon  ¢opmoil  3a0oneBaHUS HMMENM JBa BO3PACTHBIX IHKa
Manudecranmu 3adoneBanus - 30 um 50 mer. Cpemnuii Bo3pacT OOJBHBIX C
Mmuactenuei cocrtasmun 38,1+19,7 ner.

[IponomKkUTensHOCTD TIEpHO/ia BPEMEHU OT MaHudecTanuu 3a00IeBaHus 10
MMOCTAHOBKM MPAaBUJIIBHOIO AuarHo3a B rpynme nauueHtoB ¢ MCJIM cocraBuna
7[5;9] mecsmes, B rpymme OonbHBIX ¢ Muactenmer 5[4,5;7]. Tlo manHOmMy
napaMeTpy Tpynibl MCCIEAOBaHUSA 3HAYMMO HE Pa3IUYINCh, MPUYUHBI
3aMo37ajlo  JAMAarHOCTUKHA  pacCMaTPUBAEMbIX IMATOJOTHMM MBI BHJIMM B
HEJIOCTATOYHOM OCBEIOMJICHHOCTH Bpaueil MEpBUYHOTO 3BEHA, KOTOpbHIE, KaK
MPaBUJIO, IEPBBIMU CTAJIKUBAIOTCA C IaHHBIMM NaneHTamMu. CieryeT OTMETUTD TO
00CTOSITENBCTBO, YTO Yy MALKMEHTOB € MapaHeomactuyeckor ¢opmoin MCIIN
JJAHHBIA TIOKa3aTellb ObUI CYIIECTBEHHO HUXKE, IO CPAaBHEHUIO C OOJbHBIMU
uauonatuyecko ¢opmoit, u cocraBmin 5[4;5.5] m 8 [7;9,5] wMecsies
cooTBeTCTBeHHO. IIpopomkutensHocTh nepuoaa ot manudpecraunn MCIIU no
oOHapyXeHHUs oImyxoJii Obl1a B cpeaHeM 12 mecsieB ¢ konebanusmu ot 0 g0 11
MmecsieB (y 1 manueHTku Ha MOMEHT MEePBUYHOTO ocMOTpa Obuia BeisBieHa MKK
nerkoro) B ciydasx coderanus ¢ MKK nerkoro um ot 27 no 48 mecsiueB s
OOJBHBIX C OMYXOJIIMH BHENIErOYHOM Jokanu3aiuu. [lo HaleMy MHEHHIO, JTaHHOE
HaONIOZICHUE OTpakaeT OoJiee CTpEeMUTEIbHOE pa3BUTHE 3a00NeBaHUs Y
MAIMEHTOB C MapaHeoruiacTudecko ¢opmoii u 0Oosiee paHHIO 00paIaeMOCTh
TaKuX OOJIHBIX 32 CHECIHATU3UPOBAHHON METUITUHCKON TTOMOIIIBIO.

CooTHOIIEHWEe MYXXYUH W OKEHIIUH B TOATpyNIe OOJBHBIX C
napaHeoriactTudeckor ¢opmoit coctaBuwio 3:1. B 1o Bpems kak B moarpyre
NAlMEHTOB C UAMONAaTHYeCKO (hOopMON HaMu ObUIO OTMEUYEHO MpeodiajaHue JIUI
xkeHckoro  mousia.  IIpeobnamanve  MyXUMH ~ Cpelid  TAUEHTOB  C
MapaHeoIIaCTUYECKOM dbopmoit MOYHO OOBSICHUTD OombIIIeH
pacmpoCTPaHEHHOCThIO KypeHUs U Oosiee BBICOKMM puckoMm pazsutusi MKK
JIETKOTO B MY>KCKOHW momynsauud. B Hamelr pabote pacnpocTpaHEHHOCTh KypeHus

(20 u Oonee mauyek/neT) y MALMEHTOB C MapaHEOIIaCTHYECKON (opmoil Oblia
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JIOCTOBEPHO BBIILIE, YeM B MOATpYMIe OOJIbHBIX C WAUONaTHYecKo (opmoil u
coctaBuiia 83% u 13%, coorBerctBeHHO (p<0,001). [lo HameMy MHEHHUIO, TAaHHOE
HaOJIOZICHUE TOJYEPKUBACT POJIb KYpEHHUs B Pa3BUTHE MapaHEOIIaCTUYECKON
dbopmbr MCJIN.

Hamu Obun oOHapyXeHBl KJIMHUYECKHE OCOOCHHOCTH pacrpeaeieHus
MbITIIedHOW cnaboctu y mamueHtoB ¢ MCJIM u wmuacrenuweit. Tak, ydactora
MOPAKEHUS MBIIII] MTPOKCUMATIBHBIX OTICIOB HIDKHMX KOHEUYHOCTEH y OOIBHBIX
MCJIM u wmmactenuedt cocraBmwia 95% u 45%, coorBercTBeHHO (p<0,001),
MPOKCUMAJIbHBIX OTHENOB BEpXHUX KoHeuHocTed 45% u 77% COOTBETCTBEHHO
(p=0,003), aucranpHbIX OTAENOB KoHe4yHOCTeH 37% u 14% COOTBETCTBEHHO
(p=0,017), mopaxkxenue Mummuueckor myckymnarypsl 40% u 77% COOTBETCTBEHHO
(p=0,006), »skcTpaokynsipHo wmyckynatypel 17% u 77% COOTBETCTBEHHO
(p<0,001), O6ynbbOapuoii myckynarypsl 20% u 45% coorBerctBeHHO (p=0,015),
4acTOTa MOPaKeHUsI MBIIII ieu cocTaBuia 7% u 29% cootBerctBenHo (p=0,0006),

peke 0TMEUaaoCch MOpaKEHUE AbIXxaTelbHOU MycKynatypsl 2% u 18% (p=0,01).

Pucynok 1 — TlarrepH mopakeHus OTHEIbHBIX MBIIIEYHBIX Tpynn y O0oibHbIX ¢ MCJIU u
MUACTEHUEH.

OtpenpHasi ocb KOOpJAMHAT — 4YacToTa BbIABICHUS (%) clabOCTU OTHENBbHBIX TIPYIH MBbIIIIL,
BBIABIIsIEMbIE Y OONBHBIX. | - cnaboCcTh 3KCTPAOKYNISPHOM MYCKYnarypel, 2 - OynbOapHbIe
HapylieHus, 3 - ci1abocTh NPOKCHMAIbHBIX MBIII BEPXHUX KOHeYHocTel, 4 — ciabocTh
JUCTAIbHBIX MBI KOHEYHOCTEH, 5 - ¢1a00CTh MPOKCUMAIBbHBIX MBI HKHUX KOHEYHOCTEH,
6 — cmabocTh MBINII IIE€H, 7 — €Ja00CTh ABIXATEIbHBIX MBI, 8 — cJa00CTh MHUMHUYECKOU
MYCKYJIaTypBbl.
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AHanu3  maTTepHa  MBIIIEYHOW  cjJabocTH y  MAlMeHTOB  C
napaHeoriacTudeckoin n uauonarudecko ¢dopmamu MCJIM mokazan dvactoe
BOBJICYCHHE B MATOJIOTMUECKHUI MPOIECC MBI TPOKCUMAJIBHBIX OTJEIO0B HIKHUX
koHeyHocTel (91% u 96% coorBercTBeHHO, p=0,527), IPOKCUMAIBHBIX OTAEIOB
BepxHUX KoHeuHocterd (50% u 43% cooTrBercTBeHHO, p=0,677), MUCTAIBHBIX
otnenoB KoHeuHocTe (25% u 21% coorBercTBeHHo, p=0,804) U MUMHYECKOM
myckynatypsl (41% u 39% coorBercTBeHHO, P=0,888). Pexe ormevanoch
nopaxkeHue sKcrpaokyisipHot (16% wu 17% coorBercTtBeHHo, p=0,605) wu
OynpOapHoit Mmyckynatypsl (25% wu 17% cootBerctBenHo, p=0,605), pexe
BBIABJISUIOCH TOpakeHue Mbliil meu (8% u 7% cooTBerctBeHHO, p=0,896) u
JIbIXaTENbHOW MYCKYJIATyphl (HM OOHOTO ciyyas B 1-ii moarpynne u 3% Bo 2-ii
noarpynmne, p=0,507). Kak BUIHO #3 TMPEACTABJICHHBIX JaHHBIX MATTEPH
MOpaXeHUsI OTACIBHBIX MBIIICUHBIX TPYMN y MAIMEHTOB C MapaHEeOIIaCTUYECKON

u uanonarudeckor popmamu MCJIN noctoBepHO HE pa3auyacs.

YacTtoTa ciaydyaeB BBINAJICHUE WU CHUKEHUS CYXOXWIBHBIX PEQIIEKCOB y
o6onpHbIXx ¢ MCJIU coctaBuna 72% (29 mnamuenTtoB). B rpyrmime mamueHTOB C
MHUACTCHUEH HE BBISBIISJIOCH CIIYYAacB BBIMAJACHHS WM CHIDKCHUS CYXOXXHUIBHBIX
pedekcoB. AHAJIU3 YaCTOTHI CIy4YaeB BBHIMAJACHUE WM CHUKEHUS CYXOXKUIbHBIX
pedIeKCOB y MAIMEHTOB C MMapaHEOTUIACTUYECKOW W UAMOMATHIeCKOW (GopmMamu
MCIJIA noxkazano, uTo AaHHas yactota coctaBmia (75% u 71% COOTBETCTBEHHO) U

JIOCTOBEPHO HE pa3iinyanach B YKa3aHHBIX MOATpynmnax ucciueaoanus (p=0,440).

[Ipy oneHKe KIMHUYECKUX TNPOSBICHUM YCTAaHOBJIEHO, YTO TIOMHUMO
JIBUTATEIbHBIX HapylIeHUH OoJpine ueM y moJoBUHBI (52,5%) mMmanueHToB C
MCJIN nabnroganuch BereTaTWBHbIE HAPYUIEHUs: *ajloObl Ha CyXOCTh BO PTYy
npeabsBisia 21 (52,5%) nanuent, Ha cyxocTth 1ia3 17 (42%), Ha CyXOCTh
KOXHBIX TOKpoBOB 19% (47%) maumentoB ¢ MCJIN. B rpynne OOdbHBIX C
MHUACTCHHEH Kajio0 M aHAMHECTUUYECKUX YKa3aHUN Ha BEreTaTHBHBIC HapYIICHUS

HC OTMCYAJI0Ch.
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B nponenanHoii pabote BnepBbie ObLI MCHOJIb30BaHA PYyCU(DHUIIMPOBAHHAS
mkana COMPASS-31 115 KonM4eCTBEHHOW OLEHKH BBIPA)KEHHOCTH BEr€TaTUBHOM
muchynkuun y OonpHbix MCJIM. Tlokazarenu BBIPaKEHHOCTH BEreTaTHUBHBIX
HapyweHui no mkaine COMPASS-31 y naunenroB MCJIU konebanuce ot 4,7 1o
46,1 (28,3£10,3) OamwioB. Tak, 3HaYeHUE BBIPAKEHHOCTU BETETATUBHBIX
HapyueHui no mkaine COMPASS-31 uMeno TeHIEHIUIO K YBEJIMYEHUIO B TPYIIIIE
NMalueHToB ¢ mnapaneormiactuueckoi ¢dopmoit MCJIN (33,04+10,5), xota He
JIOCTHUTJIO CTaTUCTUYECKH 3HAUUMOM pasHullbl (p=0,06) Mo cpaBHEHUIO ¢ TPyMHION
MaIKUEeHTOB C uanonaTudeckon Gopmoii (25,7+14,04).

Takum  o0pa3oM, H3y4eHHE YaCTOTBhl  BCTPEYAEMOCTH  Pa3IUUYHBIX
KJIMHAYECKUX TMposiBieHuil y O6onbHbIx ¢ MCJIN onpenenuio crneuuduueckuit
KJIIMHAYECKU TMAaTTepH, CHOCOOCTBYIOIIEH MpoBeaeHU0 Iud@epeHInanTbHon
JAArHOCTUKM ¢ MuacTeHuerd. Y mnanueHTtoB ¢ MCJIM penko BeIsBiIsiETCA
MOPaKEHUE HKCTPAOKYJSAPHONM U OylbOapHOM MYCKYJIaTyphbl, PacXoXIeHUE B
TSOKECTH TIPEABSABISIEMBIX K00 U OOBEKTUBHBIM CHUXKEHHEM MBIIIICYHON CHUJIBI,
HapacTaHWE MBIIIEYHOW CUJIbI IPU TTOBTOPHBIX JBMXKEHUSAX B IPOTHBOIOJIOAKHOCTh
TOMY, 4TO HaOmomaercs npu muacteHuu. TunuuasiMu cumntomamu MCJIN
TaKXKe SIBISIOTCS CHW)KEHHWE WM BBIMAJCHUE CYXOXWIbHBIX PEePIEKCOB U
BEr€TaTUBHBIE HAPYILICHMUS.

Pe3yabTaThl 2J1eKTPO(PU3U0JIOTHYECKHX METOI0B HCC/Ie0BAHUSA

Bcem mnaruenTam, BKIIOYEHHBIM B UCCJEIOBAaHHME, OBUIO TMPOBEICHO
UCCIICIOBAHUE  HEPBHO-MBIIIEYHON  MepeJayd  METOJOM  HHU3KOYaCTOTHOM
CTUMYJISIIIAH.

Tabmuma 1. CpenHue BeTUYMHBI aMIUIMTYyAbl M-0TBeTa M JIEKpEMEHTa
aMIuMTyasl  M-oTBeTa IIpM  HENPSMOM  CyNpamMakCUMAaJbHOM  CTUMYJIALIMU
4acTOTOM 3 MMII/CeK B AUCTaIbHOM MbItiie y narueHToB MCJIN u MuacteHuen.

nokasarenu M- MCJIN Mnuacrenus p* p**
OTBCTA, 1 moxarpymma | 2 moarpymmna Oo6mas n=40
MD+SD _pyn _pyn —

n=12 n=28 n=40
ammuryna Al, 3,8+3,56 3,26+1,97 3,36£2,26 7,73£1,8 | <0,001 | 0,421
mB
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amruntyaa A2, 3,4343,13 2,9+1,81 3,01+2,04 | 6,45+£1,42 | <0,001 | 0,359
ZII\?HJ'II/ITyﬂa A3, 3,08+2,71 2,57+1,64 2,67+1,82 5,7€1,34 | <0,001 | 0,211
ZII\?HJ'II/ITyﬂa A4, 2,96+2,63 2,24+1,43 2,39+1,67 | 5,26£1,36 | <0,001 | 0,359
ZII\?HJ'II/ITyﬂa AS, 2,78+2,43 2,12+1,37 2,25+1,57 | 5,21£1,38 | <0,001 | 0,359
MB

amruatyaa A9, 2,74+2,39 2,02+1,32 2,16+1,54 5,46+1,36 | <0,001 | 0,303
MB

JlexpemeHT 29,25+10,4 32,6+7,1 30,3+8,93 31,749,51 >0,05 | 0,154
A4/A1, %
JlexpeMeHT 33,33+13,72 | 36,77£7,69 | 34,1+10,3 30,149,5 >0,05 | 0,138
A9/A1, %

[Mo3nuuit/pannmii | 122,43+5,84 | 122,71£11,6 | 122,6+10,6 90,9+5,8 | <0.001 | 0,634
JEKPEMEHT
aMIIuTy 161 M-
oTBeTa, %

[Ipumeuanue: p* — qocToBepHOCTH paznuunii Mexay rpynnamu MCJIU u muactenuu (t-
kputepuii CThroJIeHTa), p** - T0CTOBEpHOCTH paznuunii (t-kpurepuit CThIOIEHTA) MEXKITY
noarpynnamu (1-napaneorutactuueckas, 2-uauonarudeckas popmer MCJIN), n- gucio
o0crnenoBaHHBIX Jnll, M+Std —cpeHue 3HAUCHUS KaXKI0TO MapamMeTpa co CTaHIapTHBIM

OTKJIOHCHHUCM.

Kak BumHO w3 mnpencraBieHHbIX B Tabnuie | gaHHbIE, W3MEHEHUS
aMIUTUTYBI U IUTOIIaau M-0TBETOB B cepuu u3 9 ctumynoB y OonpHbIXx MCJIIN
HOCWJIM IIPOTPECCHUPYIOIINNM XapaKTep, T.€. OTHOLIEHWE 3HAYEHHUs «IO3THETO»

JIEKpEMEHTa K «paHHEMY, onpeaensieMoe o bopmye:

3HaueHHUe "N03/AHero" jeKpeMeHTa

- - X 100, y martuentoB ¢ MCJIN Gb110 TOCTOBEPHO BHIIIIE.
3Ha4YeHHWe paHHero JAeKpeMeHTa

Tak, B rpynmne O6onpHBIX ¢ MCJIM cooTHOIEHNE «IMO3IHETO» ACKPEMEHTa K
«panHeMy» coctaBuiio 122,6+10,6. B cBoro ouepeap, y NallUeHTOB ¢ MUACTCHUEH
XapakTep U3MEHEHUM aMIUTUTY/bI U TIOIaA M-0TBETOB B cepuu U3 9 CTUMYIIOB
OblT perpeccupyromuidi. Tak, 3HAYCHHE COOTHOIICHUS «IO3THEr0» JIEKPEMEHTa
aMIIUTyAsl M-0TBeTa K «paHHEMY» Yy OOJIbHBIX C MHACTEHHMEH COCTaBHJIO

90,9+5,8 (p<0,001).

N3 npencraBiaeHHbIXx B Tabiuie | JaHHBIX BUAHO, YTO aMIuMTyaa M-
OTBETA, BEJIMYMHA H XapakTep HIEKPEMEHTa aMIuMTyAsl M-oTBeTa mpu

HU3KOYaCTOTHOM PC B HCCIICAOBaHHBIX MbIIIOax y OOIBHBIX
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napaHeoriacTuuyecko u upuornarndeckoir Gopmamu MCJIM  3HauuMo He

pa3IuyaINCh.

Pucynok 2 - [1artepn nHuzkouyactotHoit PC y nanentos ¢ muactenueit (A) u MCJIU (B).

Takum oOpaszom, pesynbTaTthl OMI' HccienoBaHusi TMoOKa3alaw, YTO MpHU
PaBHBIX [IOKA3aTeJsIX CHWIKEHHUS HAJIEKHOCTU HEPBHO-MBIIICYHOW IIepeaadu
MAaTTEPH M3MEHECHUM aMIUIMTYAbl U IUIOMAId M-OoTBeTa HpU HU3KOYACTOTHOU
PUTMUYECKON CTUMYJSILIUM CYHIECTBEHHO OTIMYaJICd B TpyNmax OOJBHBIX C
MCJIA u wmwuactenuert (pucyHok 2). IIporpeccuBHBIN XapakTep JIEeKpEeMEHTa
aMIUTMTYAbl U IUtonaau M-oTBeTa, BBIABICHHBIM y Hammx nanueHtoB ¢ MCJIIU,
OTpa)kaeT HapyIICHHbI MeXaHW3M MOOWIM3AlMM MeIuaTopa, BCIIEACTBHE
HapyweHuss QyHkuumoHanbHoro cocrosinusa II3KK. YactuuHoe BoccTaHOBIEHUE
aMIUTMTYAbl W TUIOIIAAM TOCIENYIOIHNX M-O0TBETOB B CE€pUM HU3KOYACTOTHBIX
CTUMYJIOB, TIOCJIE MAaKCUMaJIbHOTO CHWKEHHS K 4-OMy CTHUMYJy, Y HAlUEHTOB C
MHUACTEHUEN YKa3bIBAa€T HA COXPAHHOCTH Ipoliecca MOOUIIM3ALMH alleTHIIXOJIUHA.
HccenenoBanne COCTOSIHMSA HEPBHO-MBILIEYHON IIEPENadd Pas3IMYHbIX IO IOy U
BO3pacTy, HAJUYUIO UM OTCYTCTBUIO OHKOJIOTHYECKOTO 3a00JIeBaHMUs, MAllUEHTOB
¢ MCJIN onpenenuno ocHOoBHblE DOMI' XxapakTepUCTUKU: CHUKEHHASI aMIUIATYIa
M-otBeTa; BBIPAKEHHBIN VHKPEMEHT AMIUIUTY bl M-otBera IpU
BBICOKOYACTOTHOM  PUTMHUYECKOW CTUMYJSIIMM W TIOCJIE  MPOU3BOJIBHOTO
MBIIIEYHOTO COKPAILEHHUS; TPOTPECCUPYIOIINN XapaKTEP AEKPEMEHTA aMIUIUTYAbI

M-oTBeTa npu HU3KkoyacToTHOM PC.
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JlanHoe HaAOJMIOJEHUE MMEET HE TOJIBKO TEOPETUYECKOE 3HAYEHUE,
NOATBEPKIAIOLIEE Pa3IMYUsl MEXaHW3MOB HApYyLIEHHUS HEPBHO-MBIIICYHON
nepenaun npu muacrennn 1 MCJIM, HO U npakTHYecKoe, KOTOPOe MO3BOJISIET B
npoTokoie Hu3KoyacToTHOM PC 000OCHOBaHO TOBOPWUTH O HAapyLIEHMH HEPBHO-

MBIIICYHOM nepeaadn «KMMaCTCHUYCCKOT 0> THUIIA.
Anaau3 HMMYHOJOTHYECCKHUX noxKasareJiei.

B namewm uccnenoanuu antutena k [I3KK tuma P/Q B chiBopoTke KpoBH
BoisiBIEHBl Yy 30 mamuenTtoB ¢ MCJIM u3 35. YV ocrampHbIX 5 mNanueHTOB
orcyrctBue aHtuten K II3KK Moxker ObITh 00BSACHEHO HENOCTATOYHOM MO0
HU3KOM KOHUEHTPALMEN aHTUTEN B CBIBOPOTKE JAHHBIX ManueHToB. OIHAKO, YTO
0oJiee BEpOSITHO, JaHHBIE CIIydau OTHOCSTCS K TaK HAa3bIBAEMbIM CEPOHEraTUBHBIM
dopmam MCJIM. CTouT OTMETHUTH, YTO Yy MALIMEHTOB C OTCYTCTBHUEM AaHTUTEN K

[13KK Ttuna P/Q xnmuHuyeckuii naTTepH 3HaYMMO HE OTJIMYAJICS.

B namem uccnenoBanuu antutena Kk [I3KK tuna P/Q ne Obutn 0OHapy KeHbI
HA y OJHOTO TMAIlMEHTa W3 TPYMIBl MHACTEHWH. OTO CBUACTCIBCTBYET O

pa3JIMYHBIX MEXaHU3MaX, JIeKaluX B ocHoBe Muactennuu u MCJIN.

[Ipu mpoBeneHUHM KOPPEISLMOHHOIO aHaliu3a He ObUIO  BBISBICHO
B3anMo3aBucuMoctu My TuTpom antuten K [I3KK tuna P/Q u Bo3pactom - r=-
0,18, p>0,05; monmom - r=0,11, p>0,05; nnuTenpbHOCTHIO 3aboneBanust - r=-0,36,
p>0,05; dbakToM Hamuuus WM OTCYTCTBUA omyxoyu - 1=-0,41, p>0,05; dakTom
HAJINYUSl JAPYTUX ayTOMMMYHHBIX 3a0oneBanuit - 1=-0,15, p>0,05, a Taxxke
KIMHU4YecKkuMu tiposiiienusiMu MCJIN: nHanmumeM nTo3a W TJ1a30ABUTATEIbHBIX
pacctpoiictB - 1=-0,2, p>0,05; cmaboctpio OyiabOapHON MycKymatypsl - 1=-0,06,
p>0,05; Hanmuume BereTaTWBHBIX HapymieHud - r=-0,06, p>0,05; M03KeuKOBOMH

atakcuei - r=-0,15, p>0,05.

ComnocraBnenne  tutpa  anturen k  [I3KK  Ttuma P/Q ¢
AIIEKTPOPHU3NOIOTUYECKUMU JAHHBIMU HEPBHO-MBIILIEYHON nepesavn:

aMIUTUTYJI0M HeraTuBHOU (pa3bkl M-0TBeTa M 3HAYCHHE COOTHOIICHUS «ITO3THETO»



19

ACKPEMCHTA K «paHHEMY» HC BBIABHIIO KOPPCIIALUIO MEKAY 3TUMHU IIapaMETpaMu

(r=-0,29; p>0,05 u r=-0,2; p>0,05 COOTBETCTBEHHO).

AHaM3 KIMHUYECKUX M JJIEKTpOoHEHpomuorpaduuecKux Ioka3arenen 4
narmenToB MCJIN ¢ noBwimeHHON KoHIeHTparue antuten k AXP (6omnee 0,4
HMmonb/11) He BBISBWI NMPU3HAKOB MHACTEHWU HHU IO XapaKTepy pachpeiciacHus
JIBUTATEJIbHBIX HAPYLICHWM, HU MO PEeaklMy Ha BBEJACHUE AHTUXOJIUHACTEPA3HBIX
npenapaToB, HU [0 XapaKTEPUCTUKAM PUTMUYECKON CTUMYJISILIMM MBI,

OTpaKaromrM COCTOAHUC HGpBHO-MBIHIGqHOﬁ Inepcaadu.

AHTHUTENA K TUTUHY onpenenstim y 6 mnamueHtoB ¢ MCJIMA. YpoBeHb
antuten kojebancs ot 0,26 go 0,95 (0,63 + 0,22) VE. Hu B ogHoM ciydae

MOBBILICHUS YPOBHS aHTUTEN K TUTUHY OoJee 1,0 VE BbIsIBI€HO HE ObLIO.

B wucciregyempix mapameTpax HaMu HE OBUIO TOJYYEHO JOCTOBEPHBIX
MMMYHOJIOTUYECKHUX KPUTEPUEB, MO3BOJISTFOIIAX nuddepeHpoBaTh
MapaHeoIIaCTUIECKyI0 U uauonaTudeckyro hopmsl MCJIIN, yTo HE MPOTUBOPEUUT

0oJiee paHHUM HCCIICIOBAHUSIM.

Ha OCHOBaHHUH MOJTYYEHHBIX pe3yJIbTaToB KIIMHUYECKOT 0,
ANEKTPO(PU3UOIOTHYECKOTO U HMMYHOJOTHYECKOTO O0O0CJIe0BaHUN MallMEHTOB
HaMU ObUT TMPEJJIOKEH alrOPUTM OOCIEIOBaHUS TAI[MEHTOB C TMOJO3PEHHEM Ha

MCJIN u MmuacTeHuro.

BbIBO/IbI

1. 3ydyenue xapaktepa pacnpeicsieHUusi ABUTATEIbHBIX PpPacCTPOMCTB Yy
oompHEIX MCJIMM u MuacTeHHENH IO3BOJSET BBIIECIUTL KIMHHYECKHUE
naTTepHsl Oosie3Heil, mposBisitomuecs npu MCIIM npeumyiecTBeHHON
cnaboCThI0 MBIl HOT WM TAa30BOIO IIOsiCa, TOTJAa KaK IIPU MHACTECHUHU
npeobialaHueM JIKCTPAOKYIISIPHBIX U OyJNbOapHBIX HapyuieHui. OTindus

NaTTEPHOB SIBJISIETCS OCHOBOM uPepeHnanbHON THarHOCTUKY.
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. Y mnammentoB ¢ MCJIM u MuacTeHHEN IIOCIENOBATEILHOCTE W3MEHEHUMN
napaMeTpoB M-oTBeTa B CEpUM HU3KOUYACTOTHBIX CTUMYJIOB (pPErpeCCUBHBII
U TPOTPECCUBHBIN) YKa3bIBAE€T Ha pa3iMuusg MEXaHU3MOB HapyIICHUS
nepeaym UMITyJIbCa ¢ HEPBa HA MBIIIIILY.

[Tapaneomnactuueckas u unuonarudeckas ¢popmel MCJIN He UMEIOT 4eTKO
OYEpPUYEHHBIX KIIMHUKO-3JIEKTPOPUZUOTOTHUECKUX NaTTEPHOB,
MO3BOJISIONINX Pa3InyaTh JaHHBIE (POPMBI 3a00IEBaHNUS.

Nzyuyenue konnentpauuu anturen k [I3KK tuma P/Q B chiBopoTke KpoBU
naimeHToB ¢ MCJIM  mokazano BBICOKYIO HMH(POPMATUBHOCTH U
cnenuuyHocTh Meroga — 85%. OpHako, HalIuuMe W OTCYTCTBHUE
KaHIEPOMATO3HOI'O0 MpoIEecca, a TaKXKE TSIKECTh KIMHUYECKUX U
ANEKTPOU3NOIOTHYECKUX TIposiBIieHU y 00sibHBIX ¢ MCJIU He 3aBUCAT OT
koHeHTparuu anturen k [I3KK tuna P/Q.

BereraTuBHbIE HApyHIEHUS SIBISIOTCA PACIPOCTPAHEHHBIM KIMHUYECKUM
npuzHakoM MCJIN. Ha craguu pa3BepHYTOM KIMHUYECKOM KapTUHBI OHHU
BcTpeuyaroTcss B 70% ciaydaeB, CTPyKTypa BEre€TaTUBHBIX PacCTPOMCTB Yy
O0onpHBIX paznmuuHbiMu  popmamu MCJIM poctoBepHO HE paszmuyaeTcs.
BrlpaxkeHHOCTh BereTaTuBHbIX HapymeHnii no mkaire COMPASS 31
(p=0,06) n mapamerpsl BKCII y nantuenroB ¢ MCJIN, kak ¢ HamuuueM, Tak
U C OTCYTCTBUEM OHKOJIOTUYECKOTO 3a00JeBaHMsl JOCTOBEPHO HE

pasnnyanach.

INPAKTHUYECKHUE PEKOMEHJIALINN

Ha  ocHOBe  KIMHMKO-MHCTPYMEHTAJIBHBIX  JAHHBIX  MPEIJIOKEHBI
nuarHoctuyeckue  kputepun  MCJIIN.  IlpencraBieHHble  KpUTEPUH
11eJI€CO00pa3HO MCMOB30BaTh B KIMHUYECKOW TPAKTUKE B JIUAarHOCTHKE
3a00J1eBaHUN HEPBHO-MBIIIIEYHOT'O CHHAIICA.

[IpenyoxeHHbl METO/ aHAIN3A ITApaMeTPOB M-0TBETOB B CEPUU CTUMYJIOB
HU3KOM YaCTOThI, OCHOBAHHBIN HA U3YyYEHUH OTHOLIEHUS 9-r0 M-oTBeTa K 1-

oMy U 4-ro Kk 1-omMy, MOATBEPKIAET PA3TMUUS MEXAHW3MOB HapyLICHUS
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HepBHO-MbIlIeyHOM mnepenaun npu MCJIM m MumacteHuu, W MO3BOJISET
OTpaxkaTh B DJIEKTPOHEHPOMHOTPAPUIESCKOM 3aKITIOUYEHUN THUI HAPYIICHUS
HEPBHO-MBIIICYHOUN NIEPEAAYUH.

3. B cBa3u ¢ tem, uto popmer MCJIM He pa3nudyaroTcs MO KIWHUYECKUM,
MEKTPO(YHU3NOIOTHIESCKIM M IMMYHOJIOTHYECKAM JTAHHBIM, PEKOMEH/IOBAHO
COXPaHATh OHKOJOTUYECKYI0 HACTOPOKEHHOCTh B TEUECHHE MEPBBIX 2-X JIET
OT 1e0roTa 3a00JIeBaHMS.

4. llenecoobpa3HO MCHOJB30BaTh clienuanu3upoBannyto mkary COMPASS-
31 (Composite Autonomic Symptom Score 31) misg KOJIUYECTBEHHOM
OIICHKH BBIPAKCHHOCTM MW JAUHAMUKUA BETE€TAaTUBHBIX HAPYIICHUN Yy
nanueHToB ¢ MCJIN.

IlepcnexkTHBBI JaIbHeHIICH Pa3pad0TKH TEMbI.

[lepcrieKTUBHBIM ~ HCCIIEJOBAHUEM IO  MOpOOJIEeMATHKE  HACTOSIIEH
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ANEKTPOPU3NOIOTHUECKUX U MMMYHOJIOTHYECKUX 0COOEHHOCTEM
napaneoriactudeckoit popmsl MCJIM ¢ 1menbio paHHEd AMArHOCTUKU JIaHHOMN

dbopmbl 3a005I€BaHUS M HA3HAUYCHUS TATOTCHETUYECKON TepaIuH.
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INEPEYEHB YCJIOBHBIX COKPAIIIEHUI
MCIJIU — muactennueckuii cuaapom Jlambepra-Mtona
II13KK — nmoTeHIMaiI3aBUCUMBINA KAJIBIIUEBBIN KaHAI
AXP — anleTUIIXOJIMHOBBINA PELIENTOP
OMI' — snekTpomuorpadus
BKCII — BbI3BaHHBIN KOKHBIA CUMITATHYECKUN TOTEHIIHA
I1TO — nocrreTannueckoe o0Ier4eHne
YE — ycnoBHas equHUIa
MRC — Medical Research Council Muscle Scale

COMPASS-31 — Composite Autonomic Symptom Score 31



