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BBEJAEHUE

AKTYaJIbHOCTD M CTeNleHb Pa3pal0TAHHOCTH TeMbI UCCIeA0BAHUS

bokoBoii  amuotpoduueckuii  ckiepo3 (BAC) —  HelponereHepaTHUBHOE
3a00JIeBaHUE, XApPAKTEPU3YIOIIEECs MPEUMYLIECTBEHHBIM MOPaKEHUEM MOTOPHOMN
KOpBI, KOPTUKOCTIMHAJIBHBIX W KOPTUKOHYKJICAPHBIX TPAKTOB M MNepUDEPUUECKUX
MOTOHEHPOHOB CTBOJA M CIHUHHOrO Mo3ra. B tunuuneix ciyvasx BAC npossisercs
MPOTPECCUPYIOIUMHU CMEIIaHHBIMU (cmacTtuko-aTpoPUIECKUMHM ) rape3amu,
OyIbOapHBIMU U JIBIXaTETbHBIMU HAPYIICHUSIMUA U B OOJILITUHCTBE CITy4aeB MPUBOJUT K
CMEpTH B TeueHue 3—5 JieT mociie Havaja 3adonesanus [4, 37, 161, 206].

B mocneanue roapl HOCTUTHYTHI 3HAYUTENbHBIE YCIEXH B O0JIACTH W3Y4YEHUS
MOJICKYJISIDHBIX OCHOB DPa3BHUTHUsI HeWpojercHepaTuBHOro mporecca npu BAC [138,
192]. Y6emurenpHo mokaszaHo, uro BAC sBiIseTcs KIMHMYECKM M HATOTCHETUYCCKU
reTepOreHHbIM CHHIPOMOM, BKJIIOYAIOMIMM  OOJbIIOE KOJIMYECTBO  PA3IUYHBIX
¢denortunrueckux Bapuantos [22, 170, 190, 201]. JIo HacTosiIero BpeMEHH TOYHBIC
MexaHu3Mbl naroreHe3a BAC u ero 0coOOEHHOCTH NP pa3HbIX BapuaHTax 3a00JIeBaHUS
OCTalOTCA OKOHYATEeJIbHO Heu3yueHHbIMU. He pa3paboranbl cnenuduueckue MeTOIbl
JTUArHOCTHKH, OTCYTCTBYET 3¢ (heKTHBHOE JieueHue 3a0oaeBanus [151, 206].

[Ipu otcyrctBum cnenuduuHbix OuoMapképoB, mguarHoctuka BAC 1o
HACTOSIIIEr0 BPEMEHH OCHOBAaHA HA BBISIBJICHWU COYETAHHOT'O MOPaXEHHSI BEPXHETO U
HUKHETO MOTOHEHPOHOB Ha pPa3HbIX YPOBHSX I1EpeOpPOCIMHAIIBHOM OCH U
MOJITBEPXKJIECHUN TPOTPECCUPOBAaHUS 3a00JIeBaHUSl MPHU JUHAMUYECKOM HAOIIOACHUU
[19, 36]. B TO Bpems kak s BepUPHUKAIMH TOPAXKCHHsI HIKHETO MOTOHEHWpOHA
ucrnonb3yercst  anekrpomuorpadust (OMI), BbiABIEHHE TMOpaXeHUS BEPXHETO
MoToHelpoHa npu BAC 0CHOBaHO HCKIIOYUTENIBHO HA JAHHBIX KJIMHUYECKOTO OCMOTPA.
OpHako BBISBJICHHE KIMHUYECKUX MPU3HAKOB MHPAMUJIHOTO CHHAPOMA, TAaKUX Kak
CHACTUYHOCTh, CYXOXKWJIbHAs Turneppediaekcus, NaToJOTH4YecKre pediaeKcsl u
KJIIOHYCBI, 4YacTO 3aTPyJHEHO W3-32 COMYTCTBYIOLIErO MOPAXKEHUS HUKHETO
mMotoHneripona [189]. Kinunuueckue Npu3HAKKM MOPAKEHUS BEPXHETO MOTOHEHpPOHA

orcyrctBytoT y 7—10% mnamuentoB ¢ BAC B nebGrore 3aboneBanus [94]. Hekoropeie
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dbopmbel BAC, Takue kak mporpeccupyromias meinednas arpodus (IIMA), cunapom
ceucaomux pyk (CCP) u cunapom cucaromux Hor (CCH), Ha mpoTsbkeHuHn Bceei
00€3HM MOTYT KIMHUYECKU TMPOSIBISTHCS CUHIPOMOM H30JIMPOBAHHOTO MOPAKCHUS
HxHero Motoneripona (CUITHM), HecMoTpsi Ha HaJiMuue y OOJIBIIMHCTBA MAIMEHTOB
naTOMOP(OTOTHIECKIX PU3HAKOB MOpaKEHUS MOTOPHOM KOPBI U
KOPTHKOCIIHHAIBHBIX TpakToB [97, 187, 190].

KnuHuueckass reTeporeHHOCTh 3a00jeBaHUST M HU3Kasg YYBCTBUTEIBHOCTH
JTUATHOCTUYECKUX KPUTEPUEB SBIISIOTCS BaXKHBIMU (DakTOpaMu, 3aTpyAHSIIONTAMU
nrarHoctuky BAC. Oco0eHHO ClIoKHOM MocTaHOBKa auarHosa seisercs npu CUITHM,
npU4YUHON KoToporo, kpoMe BAC, MoryT ObITh U Apyrue 3a0ojieBaHUsl, OOJBIIMHCTBO
U3 KOTOPBIX XapaKTEePHU3YIOTCS OTHOCHTEIHHO JOOPOKAUYECTBEHHBIM TEUCHHEM WITU
SBJISIIOTCS. KypaOeIbHBIMH U TPEOYIOT IpoBeeHus crenupudeckoit tepanuu [82, 120,
172]. Ilpu ¢popmax BAC, mpoTeKkaromux KIMHUYECKH ¢ U30JUPOBAHHBIM MOPAXKCHUEM
HumxHero moroneripona (BAC-HMH), Bpemst oT Hauana 3abojeBaHus 10 TMOCTAHOBKHU
JararHosa cocrapisgeT 19-27 mecsnes, uro Oosbie, 4eM npu kiaaccuueckom BAC (11—
15 mecsines) [224]. TIpu takoii popme BAC, kak CCP, Goyiee yeM B MOJOBHHE ClTydacB
oIIMOOYHO JAUarHocTupyetcs apyroe 3adonesanue [93]. C apyroi CTOpOHBI, B KaXKI0M
nsitoM cirydae ipu CUITHM nuarao3 BAC ycranasimBaetcs ommbo4yno [210].

OCHOBHBIMH HAINpPaBIECHUSAMH COBEPIICHCTBOBaHUS MuarHOCTHUKU BAC aBisiroTcs
MOWCK CHNEeIU(PUIHBIX MOJICKYJISIPHO-TEHETUYECKUX U OMOXUMUYECKHX MapKEpOB U
pa3paboTKa 0OBEKTUBHBIX METOOB BBISBIICHHS MTOPAKCHUS BEPXHETO MOTOHEHpoHa. B
pamMKax TOCJIEHETO HalpaBJICHHWs] HanOoJiee aKTUBHO W3YYarOTCsS TpPaHCKpaHUATbHAs
marauTHas ctumyssinus (TMC) u coBpeMeHHbIe MEeTO bl HelipoBu3yanu3aruu [94].

IIpu npoBenenun TMC Bo3MOXXHA HEWHBAa3WBHAsl OIEHKAa BO30YyAMMOCTU
MOTOPHOW KOpBI M MPOBOAAIICH (YHKIIMH KOPTHKOCIHMHAIBHBIX TpakToB [12, 164].
CoBpeMeHHEbIE METO/TBI HEHPOBU3yaIH3aIluN MTO3BOJISIOT BBISIBIISATD
HEBM3YAJIM3UPYEMYIO TPU HCIOIB30BAHUN CTAHJIAPTHBIX PEXKHMOB CTPYKTYPHYIO
NaTOJIOTHIO, W3MEHEHHMS pPELENTOPHOro Mpoduis, CcolaepKaHHus MeTabOoJIUTOB,
(GYHKIIMOHUPOBAHHMS HEWPOHAIBHBIX CeTel M KoHHekTHBHOcTH [46, 209]. B

MHOTOYHMCIIEHHBIX HccleqoBaHusAx ¢ mnpumeHeHueM TMC u  HeillpoBH3yaln3anuu



6

MOJYYEHbl HOBBIE JAaHHbBIE, 3HAYMUTEIbHO PACUIMPUBIIME IMPEIACTABICHUS O
naTo(U3MOJIOTHH HekporereneparuBHoro mnpomecca npu bAC [20, 94, 218, 219]. B 1o
)K€ BpeMs B OTHOIIEHHHM JHATHOCTHYECKOTO M IPOrHOCTUYECKOrO 3HAYECHMS
BBISIBIISIEMBIX M3MEHEHUN W BO3MOYKHOCTH KIMHUYECKOTO MPHUMEHEHHUS 3THX METOJ0B
NOJYYCHBI HEOJHO3HAUHBIE W TIPOTHUBOpeuMBhIe pe3ynbTarhl [88, 94]. Ocrarotcs
MaJIOU3YYEHHBIMH  JUArHOCTUYECKHE BO3MOKHOCTH TMC " METOJI0B
HelpoBuzyanu3zanuu y nainueHToB ¢ BAC, npotekaromumM 6€3 KIMHUYECKUX NMPU3HAKOB
MOpaXCHUsI BEpXHEero MoToHerpoHa. Hu ogun 3 merogoB TMC u HelipoBu3yain3anuu
He BKJIIOYEH B kputepun quarHoctuku bAC [36] u He pekoMeHI0BaH K IPUMEHEHHIO B
KJIIMHAYECKOM TMPAKTUKE, YTO OOYCIIOBJIEHO CJIOKHOM M HEOJHO3HAYHOW OLIEHKOMN
pE3yJIbTATOB UCCIIEAOBAHUM.

B nocnennue roxael BosMoxkHOCTH TMC CyIlIecTBEHHO pacIIMpUIMCh 3a CUET
WCIIOJB30BaHUsl HABUTAIMOHHBIX cucrteM. IIpoBenenme HaBuranmonHon TMC
MO3BOJIIET MOJy4YaTh BBI3BAaHHBIE MOTOPHBIE OTBETHI C OOJIBLIEH aMIUTUTYJO0U U
MEHBIIEH JIAaTEeHTHOCThIO, CHU3UTHh BapHalelIbHOCTh IMOKa3aTened 3a cuer Ooiee
CTa0MJILHOTO ¥ TOYHOTO BbIOOpa Touku st ctumyisiuuu [101]. Kpome Toro,
HauranuoHHass TMC OTKpBIBa€T HOBbIE BO3MOYKHOCTH HEMHBAa3UBHOI'O KAPTUPOBAHUS
KOPKOBBIX MPEJCTaBUTENBCTB MbI [17, 167]. I3mMeHeHrne pa3MepoB 1 peopraHu3alivs
KOPKOBBIX TPEACTaBUTEILCTB OIMCAaHbl NpPHU pa3IMYHBIX 3a00JIEBaHUSX HEPBHOU
CUCTEMBl M MOTYT SBJIATBCS NEPCIEKTUBHBIM MapKEpOM MOPAXKEHUS MOTOPHOM
cucrembl [13, 124, 227]. B eIMHCTBEHHOM HCCJICIOBAaHUU C TPOBECACHHUEM
HeHaBuranmoHHoro TMC-kapTupoBanus BbIsiBIeHO, 4To npu bBAC HaOmomaeTcs
MPOTPECCUPYIOLIEE YMEHBILIEHUE Pa3MEPOB KOPKOBOTO MPEACTABUTEILCTBA MBIIIL], U
JAHHBIM TIOKa3aTeslb MOXET OBITh 0OJiee YYBCTBUTEJIbHBIM, YEM JIpyTrue, B OLICHKE
nporpeccupoBanusi  3a0oneBanuss [57]. o HacTosimero BpeMeHH pabOThI  C
npuMeHeHneM HaBuranmoHHon TMC, B Tom wumcne, ¢ mnpoeaeHueM TMC-
KapTtupoBaHus, y nauueHtoB ¢ BAC He mnpoBoguwinch. HensydeHHBIMU SIBISIOTCS
OCOOCHHOCTH PEOPraHu3aliid KOPKOBBIX MPEICTABUTEIHCTB MBILIL] y MAalUEHTOB C
pa3nuuHbiMU BapuanTamMu BAC nipu cpaBHEHUH CO 30POBBIMU JIMIIAMU U MAIUEHTAMHU

c 3a0oneBanusiMu, uMuTUpytoummu BAC.
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Kombunuporannoe npumeHenrne TMC u MeTOJI0B HEHPOBU3YATU3AIUH SIBISETCS
MEPCIICKTUBHBIM JIJII YTOYHCHHSI TATO(PU3HOJIOTHN HEHpOJAereHepaTUBHOTO Iporiecca
npu BAC u pa3paboTKi HOBBIX OMOMapKepOB 3a00JICBaHKS B CBSI3U C BO3MOYKHOCTBHIO
OJTHOBPEMEHHON OIICHKH KaK CTPYKTYpPHOro, TaK (YHKIHOHAIBHOTO COCTOSIHHS
BepxHero MoToHelpona [94]. /o HacTosIero BpeMeH! UCCIICIOBAHMS C IPUMCHCHHEM
TMC u MPT npu BAC egunuunsr [28, 79, 85, 153] u He 0XBaThIBalOT COBPEMEHHBIC

BO3MOKHOCTH YKAa3dHHBIX MCTOIOB.

Heab ucciaenoBanus
N3ydenne HEUPOPU3MOIOTUUECKUX UM HEUPOBU3YyATU3AIMOHHBIX IPU3HAKOB
CUMIITOMHOTO UM aCHUMIITOMHOTIO TMOPaXEHUsI BEPXHEro MOTOHEHpPOHA y MAIlUEHTOB C
BAC nns yrouHeHuss mMaTo(@U3MOIOTHUUECKUX MEXaHHU3MOB HEHPOJIETeHEPATHBHOTO

npoiiecca u pa3padOTKU TUarHOCTUYECKUX OMOMAapKEPOB 3a00JICBaAHUSI.

3agaum uccie10BaHusA

1. Yrounuts knuHuyeckue ocobenHoctu BAC, mporekaromiero 0e3 KIMHUYECKUX
MPU3HAKOB TMOpaxeHus BepxHero MoToHeilpoHa (BAC ¢  KJIMHUYECKH
M30JMPOBAHHBIM MOPAKEHNEM HUXKHEro MoToHepoHa, BAC-HMH).

2. OnpenenuTs OCOOEHHOCTH PEOPraHU3allMd  KOPKOBBIX IPEACTaBUTENILCTB
MBIIIIB KUCTH U U3MEHEHUS BO30YAMMOCTH MOTOPHOM KOpBHI y MAIMEHTOB C
kiaccnueckuM bBAC u BAC-HMH c¢ ucnons3oBanuem HaBuraimonuon TMC.

3. OueHuTp CBSI3b  MEXKIAYy  KIMHUYECKUMH U HEHpOPU3HOIOTHYECKUMU
roKasaTessiMi y nanueHToB ¢ kinaccuueckum bAC u BAC-HMH.

4. Onpenenutb COCTOSIHUE BHYTPUKOPKOBOIO TOPMOKEHHsI y manueHToB ¢ BAC-
HMH c¢ npuMmeHeHHEM CTUMYJALMKA NAapHBIMA CTUMYJIAMHA W PErucTpanuen
KOpKoBoro nepuoja momyanus (IIM).

5. YCTaHOBUTH JUArHOCTHYECKOE 3HaueHue HaBuranuoHHoi TMC B BbISIBICHUU
ACUMIITOMHOTO MOPaXeHUsI BEpXHEro MoToHeipona npu bAC.

6. OueHuTh CTPYKTYpHBbIE M3MEHEHUS MOTOpHOM Kopwl (y mamueHToB ¢ BAC u

BAC-HMH) n koptukocnuHainbHbIX TpakTtoB (y mauueHtoB ¢ BAC-HMH) c
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MOMOIIBIO BOKCEJb-OpUEHTHUPOBaHHONU Mopdomerpuu (BOM) u muddy3rnonHo-

ten3opHoit MPT (JIT-MPT).

HayuyHast HOBU3HA

VY nanuenToB ¢ pazmuuHbiMA popmamu BAC mpoBeeHO KOMIUIEKCHOE N3YYEeHUE
HEHPOPU3NOIOTMUECKUX U HEUPOBU3YATU3AIMOHHBIX TPU3HAKOB MOPAXKEHUS BEPXHETO
MOTOHEWpoHa. BmepBble omMcaHbl OCOOCHHOCTH  pPEOpraHu3alMd  KOPKOBBIX
MPEICTABUTENBCTB MBIIIIBI KUCTH Y NalueHTOB ¢ BAC mo JaHHBIM HaBUTalMOHHOTO
TMC-kapTupoBaHus. Y MaueHToB ¢ kinaccuyeckuM BAC BnepBbi€ yCTaHOBIIEHA CBA3b
MEXJY YMEHBIIEHUEM IUIOMIAJN KOPKOBBIX MPEACTABUTEIBCTB MBIIIILI KUCTH U
BBIPAKCHHOCTBHIO TOPAKEHUSI BEPXHEr0 MOTOHEHMPOHA, a TAKKE TSIKECTHIO TECUCHUS
3a0oneBanusi. BnepBble moka3zaHo, uro y mnanueHToB ¢ BAC 06e3 KIMHHYECKHX
MPU3HAKOB  TOPAXXEHUSI  BEPXHETO0  MOTOHEMPOHA  BBISIBISAIOTCS  HApYIICHUE
BHYTPUKOPKOBOI'O TOPMOYKEHUS WU YMEHBIICHHE B3BEIICHHOW IUIOIIAIA KOPKOBBIX
[PEICTABUTENILCTB MBIIIIBl KUCTH MPU OTCYTCTBUM CTPYKTYPHOTO MOPaKCHUS
MOTOPHOM KOPBI M KOPTHUKOCIHHAIBHBIX TPAKTOB MO JAHHBIM HEWPOBU3YAIU3ALUU.
N3ydyeHa nauarHocThyeckas 3HAYMMOCTh HaBuranuonHoir TMC c¢ ompeneneHueM
nokaszareyieid, MMEIOUIMX HauOoJbIlee AUArHOCTUYECKOE 3HAYCHUE VISl BBISABJICHUS

aCMMIITOMHOTO TIOpa)KeHHs BepxHero MotoHerpona npu bAC.

Teopernueckass U NpaKTU4ecKasi 3SHAYUMOCTD

Teopernyeckass 3HAYUMOCTHL PadOTBI COCTOMT B TOM, YTO IOKa3aHa
BO3MOXHOCTh BBISIBICHUS TOPAXKEHUS BEpXHEro MoroHerpoHa npu bAC BHe
3aBUCHUMOCTH OT HAJIMYWA KIMHUYECKUX IMPU3HAKOB €ro BoBiedeHHs. [loaTBepxkaeHo
Hannune npu BAC HapylieHHss BHYTPUKOPKOBOIO TOPMOXEHHSI B MOTOPHOW KOpE,
KOTOPOE€ MOXKET SBIATHCS OJHUM W3 NATOICHETUYECKUX MEXAHU3MOB pPa3BUTHUSA
HEUPOJIETEHEPATUBHOTO  IpoLecca. Y CTAaHOBIEHO, YTO OJHHUM W3 IPU3HAKOB
HEHPOJIEreHEPATUBHOIO MOpaXeHUs1 MOTOpHOU Kopkl pu BAC siBnsieTcss ymMeHbLIEHUE
IUIOIIAI W/WJIM B3BELIEHHOH IUIOIA 1M KOPKOBBIX IPEACTaBUTENLCTB MbII. [lokazaHno

3HaUYE€HHE HaBUTaMOHHOrO TMC-kapTUpOBaHHS C ONPEAEICHUEM IOKa3aTeleu,
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XapaKkTepU3YIOIIUX  KOPKOBBIE  MPEICTABUTENBCTBA  MBIIIL, JUIA  U3y4CHUs
peopranuzanuu MoTopHOM Kopsl nipu BAC. IloaTBepk1eHa BO3MOXHOCTh BBISIBIICHHUS
npu BAC ywmenbiieHuss o0bEMa CEporo BeElIECTBA B HEMOTOPHBIX PETHOHAX KOPBI
IOJIOBHOI'O MO3ra, 4TO YKa3bIBa€T Ha MYJBTHUCUCTEMHOCTh IATOJOIMYECKOIO Ipolecca
npu 3TOM 3aboseBaHUU. BBISIBIEHO, YTO (PYHKIIMOHAJIbHBIE M3MEHEHHS B MOTOPHOU
Kope Mo JaaHHbIM HaBuranuoHHo TMC compoBoxknalTcs yMeHbIIEHHEM o0BbEMa
CEporo BeleCTBA B MOTOPHBIX M HEMOTOPHBIX PETMOHAX MO3ra TOJBKO IIpU
ximaccuueckoM BAC, Ho He mpu BAC-HMH, 4yrto pacmmpser mnpencraBieHUs O
IeTepOreHHOCTH  3a00JieBaHUST U MOXET ObITb OCHOBOW  JUIsI  YTOYHEHUs
NaTO(PU3HOJIOTUYECKUX MEXaHU3MOB, ONPENEIISIOIINX Oonee MEJIJIEHHOE
NpPOrpeECCUPOBaHUE  3a00J€BaHUS MpPU  KIMHUYECKOM  HMHTAKTHOCTH  BEPXHETrO
MOTOHEUPOHa.

IIpakTyeckasi 3HAYUMOCTb PadOTBI COCTOUT B TOM, YTO B HCCIEAOBAaHUH
NOATBEPKIAEHA BBICOKAs YacTOTa JIOKHOIOJIOXKUTENbHOW auarHoctukn BAC mpu
OTCYTCTBUM KJIMHUYECKUX [PU3HAKOB IOPAXKEHUS BEPXHEr0 MOTOHEWpOHA U
HEOOXOJAMMOCTh MNPUMEHEHHUS] OOBEKTUBHBIX METOJIOB BBIABICHHS €ro MOpPaXEHUS.
[Tokazano, yto HaBuraunonHass TMC ¢ kapTHpOBaHHEM MOTOPHOM KOPHI y MAIUEHTOB C
kiaccnyeckuM BAC mo3BoJisieT 00bEKTUBU3UPOBATh TSKECTh T€UEHUs 3a00JIEBAHUS U
BBIPQKEHHOCTh IOPAKEHUSA BEPXHETO MOTOHEMPOHA, 4YTO HMMEET 3HA4YeHUe s
MOHHUTOPUPOBaHMS TeueHus 3aboseBaHus. OnpeneneHa BO3MOXKHOCTb BBISIBICHUSA
MOPa)KEHUS BEPXHEro MOTOHEHpPOHa ¢ moMoIbi0 HaBuraunoHHot TMC y GonbiinHCTBa
nanrenToB ¢ BAC-HMH. YcraHoBieHo, 4To HanOOJIbIlee JUATHOCTUYECKOE 3HAUCHUE
JUIsl Bepu(UKalMM acCUMITOMHOTO MOPAKEHUsSI BepxHero MortoHedpoHa npu BAC
UMEIOT HapyLIEHWE BHYTPUKOPKOBOIO TOPMOXKEHHUS (MPU CTUMYJISILIUU TAPHBIMU
CTUMYJIAMH W OIPEACIICHUH NPOJOJDKUTENBHOCTH KOpkoBoro IIM) m ymeHblieHHE
B3BCILICHHOW IUIONIAAN KOPKOBBIX MPEICTABUTEIBCTB MBIIIIBI KUCTH, KOTOPBIE MOTYT

HCIIOJIB30BATHCA KaK AMATrHOCTUYICCKUEC MAPKCPhI 3a00J1eBaHHsL.
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MeToa0/10THSI 1 METOBI HCCJIEIOBAHUSA

OObeKkTOM HCclIeoBaHKMS ObLIM MamuMeHThl ¢ kiaccuueckuM BAC (n=30) u
narmeHntsl ¢ BAC-HMH (n=24). [{ns ¢opmupoBanus rpymmsl namueaToB ¢ BAC-HMH
Ha TIEPBOM JTalle UCCleN0BaHUs ObUIO BKIIIOUYEHO 34 mMalueHTa C aCUMMETPUYHBIM
W30JMPOBAHHBIM  TIOPAXEHUEM HIDKHETO MOTOHEHpOHa 0€3 YyBCTBUTEIBHBIX
HapymeHui; u3 Hux 10 manueHToB ObUIM B JaJIbHEUIIIEM HCKIIOYEHBI U3 UCCIEIOBAHUS
B CBS3M C IIOCTAaHOBKOW albTepHATHBHOTO auarHo3a (N=9) wWIM OTCYTCTBUEM
nporpeccupoBanus 3a0oneBaHuss (N=1). B kadecTBe KOHTPOJBHOW Tpynmbl B
UccleoBaHne ObUIO BKJIIOYEHO 57 COMOCTAaBUMBIX IO BO3PACTy W IMOIY 3J0POBBIX
JIOOPOBOJBIIEB (I KaXKI0H MHCTPYMEHTAIbHOW METOANKH MCIO0JIb30Ballach OT/IEIbHAs
KOHTpOJIbHAs rpynna). B kadecTBe Trpynmbl CpaBHEHUS B UCCIEJOBAHUE ObLIO
BKJIFOUYEHO § MAIMEeHTOB ¢ MOTOPHOU MyJnbTU(OoKaibHON HeBponaTueit (MMH).

OOcnenoBaHrMe  MAIMEHTOB  BKJIOYAJI0  HEBPOJOTUYECKUH  OCMOTp €
UCIIOJb30BAaHUEM CIHEHHUANBHBIX IIKAJI JUIsl OLIEHKA TSXKECTH HEBPOJOTHYECKOIO
nedunura npu BAC, ompeneneHuss MBIIIEYHOW CUIIbI U BBIPAKEHHOCTH MOPaKCHUS
BEPXHETO MOTOHEUpPOHA. NHCTpyMEHTAIBHOE o0clieIoBaHNE  yYaCTHUKOB
MCCJICIOBAHUS BKJIFOYAJIO0 MpoBeaeHrne HaBuraiinoHHot TMC u HelipoBu3yanu3auuu. Y
nanueHToB ¢ knaccuyeckuM BAC nHaBuranumonHas TMC Bimouasia omnpenesieHue
naccMBHOTO MoTopHOro mnopora (MII), makcuManbHON U CpelHEW aMIUTMTYIbl MU
MUHUMAJIBHON JIATCHTHOCTH BBI3BAaHHOIO MoTopHoro oteerta (BMO), a Taxke
KapTUPOBaHUE KOPKOBOro mpenactaBureiabcTBa M. abductor pollicis brevis (APB) c
pacyeToM IUIOIIAIA U B3BEIIEHHOM miomany; y nanuentoB ¢ BAC-HMH B gonosiHenue
K ATOMY TMPOBOJUJIACH OIICHKA BHYTPUKOPKOBOTO TOPMOXXEHUSI U BO3OYXKIEHHUS TMPHU
CTUMYJISIIIMA TAPHBIMU CTUMYJIAMHU, OMPEACTSUIUCH MPOAOJDKUTEILHOCTh KOPKOBOTO
nepuoaa Monvanus (IIM) u BpeMs neHTpaibHOro MmotopHoro nposeaenus (BLIIMII). ¥
nanueHToB ¢ kinaccudeckuM bBAC u BAC-HMH niist onieHkn 06b€Ma ceporo BeliecTBa
(CB) mpoBogunace BOM. V mnammentoB ¢ BAC-HMH panst oueHKu CTPyKTYpHOTO

COCTOSIHUSI KOPTUKOCIIMHAJIBHBIX TPAKTOB Takke nposoauiacs JT-MPT.



11

OcCHOBHBIE M10JI0’KEHN S, BBIHOCHMbIC HA 3AIUTY

1. BAC 06e3 KIMHUYECKMX NPHU3HAKOB [OPAKEHHUS BEPXHEro MOTOHEWpOHA
Xxapaktepusyercs Ooyiee JOOpPOKaYeCTBEHHBIM TEUYEHHEM II0 CpPAaBHEHUIO C
KJIaccuaeckoi opmoit 3a001eBaHMs.

2. TlaccuBHBIN MOTOPHBINA MOPOT U TUIOIIATh KOPKOBBIX MPEACTABUTEIHCTB MBIIIIIBI
KHCTH Yy MalueHToB ¢ kinaccudueckuM BAC sBistitoTcs Hepodu3noI0rnyecKuMu
MapKkepaMu TSDKECTH Te4YeHHUs 3a00JIeBaHUSI W BBIPAKEHHOCTU TMOPAKEHUS
BEPXHET0 MOTOHEUPOHA.

3. OCHOBHBIMH HEHPOPU3NONIOTMYECKUMU TPU3HAKAMHU TOPAKEHUS BEPXHETO
MoToHelipoHa y mnauueHtoB ¢ BAC-HMH sBastoTcs runepBo30yIMMOCTb
MOTOPHOU KOpPBI, CBA3aHHAS C HAapPYIICHHWEM BHYTPUKOPKOBOI'O TOPMOYKEHHS, U
YMEHBIICHUE B3BELICHHON IUIOIIAAM KOPKOBBIX IIPEICTABUTEIBCTB MBIIIIIBI
KHUCTH.

4. Hapuranuonnas TMC BbISIBISIET HEMPODU3UOIOTUUECKHIE MPU3HAKU TTOPAKECHUS
MOTOPHOM KOpbl y OosbmmHCTBA marueHToB ¢ bAC-HMH wu wmoxer
UCIIOJIB30BAThCA JJI1  BEpUPUKALUA ACUMIITOMHOTO TMOPAKEHUS BEPXHETO
MOTOHEWPOHa.

5. BOM BbIsIBIISIET YMEHbILIEHHE 00bEMA CEPOTO BEIIECTBA KaK B MOTOPHBIX, TaK U B
HEMOTOPHBIX PETHOHAX KOPbI TOJOBHOI'O MO3ra TOJIBKO Y TAIUEHTOB C

kiaccuueckuM bAC, Ho He y nmanmentoB ¢ BAC-HMH.

JInuHbIi BKJIAJ aBTOpA
ABTOpY TPHUHAIJICKUT ONpPEACsionias pojidb B pa3pabOTKe W BHIOJIHEHUU
MPOTOKOJIA HCCIICIOBAHMS, TOCTAaHOBKE II€JIM U 3aJa4, OOOCHOBaHWUU BBIBOJIOB U
MpPaKTUYECKUX pekoMmeHmamuii. CamMoCTOATEeN,HO TMPOBEACHBI COOp aHamHeE3a,
HEBPOJIOTUYECKAM  OCMOTp TAIMEHTOB, OIEHKAa II0 KJIMHWYECKAM  IIKaJIaMm,
HaBuranmonHass TMC, oOpaboTka W aHanW3 Pe3yJbTaTOB HEHPOBU3YaTU3AIMOHHOTO
oOcneoBaHMsl, CTATHCTHUECKUN aHAJINW3 TOJMYyYCHHBIX pe3yabTaToB. [loAroTOBIICHBI

CTaThH C MOCIEAYIONIEH MyOIuKaluel B HayYHbIX KypHaJIax.
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CreneHb JOCTOBEPHOCTH M anipodanus pe3yabTaToB

JIOCTOBEPHOCTh ~ MOJYYEHHBIX  PE3YJIbTATOB  ONPEACISIETCS  KOJIUYECTBOM
HAOIO/ICHUI, TOCTAaHOBKOM 1LI€MW W 3a71a4, KPUTEPUSMHU BKJIIOYCHHS MAIMEHTOB B
UCCJIEIOBAHKE, KCIOJIB30BAHMEM B pabOTe COBPEMEHHBIX METOIOB 0OCIEIOBaHUS,
NPUMEHEHUEM aJI€KBATHOIO 3a/1a4aM MCCJEI0BAHMS CTATUCTUYECKOIO aHAIN3A.

Huccepranust anmpoOupoBaHa W PEKOMEHJOBaHA K 3allldTe Ha 3aceJaHuu
COTPYAHUKOB 1-ro, 2-10, 3-r0, 5-T0 U 6-r0 HEBPOJIOTMYECKUX OTAEIICHHUU, OTACICHUS
HelipopeabwiuTau W (QU3UOTEpanuu, OTAEJIEHUS  JIy4eBOM  JMAarHOCTHKH,
1a00paTopun KIMHUYECKON HEeHpOo(U3MOI0ruM, HayYHO-KOHCYJIBTATUBHOTO OTACIICHUS
c naboparopueil HeWpoypojoruu, JgabopaTopu  MNATOJOTHYECKOM  aHATOMUU
®denepaabHOr0 TOCYAAPCTBEHHOTO OFOJKETHOTO HAydyHOro yupexaeHus «HayuHsbiii
nieHTp HeBpojorum» (ITpotokosn Ne 7 ot 20.07.2018 r.).

Marepuansl auccepTanuy ObuM npescTasieHs Ha: 9™ International Symposium
on Navigated Brain Stimulation in Neurosurgery and Neuromodulation (bepmun,
Tepmanusi, 20-21 oxta6ps 2017 r.), 3 Congress of the European Academy of
Neurology (Amcrepmam, Hwunpepmanmger, 24-27 wrons 2017 r.), Il MockoBckoi
MeXayHapoaHoN KoH(pepeHuun «HenmHBazuBHas CTUMYJSIUS W (QyHKIHOHAJIBHOE
KaptupoBanue wMosra» (MockBa, Poccus, 25-27 wmas 2017 r.), IV Hayuno-
OPAKTUUECKOM  KOH(pEpeHIMH C MEXIyHapoJIHbIM YydactueM «Kimnnueckas
Helpodusnonorus u Heripopeadunutanusy (Cankr-IletepOypr, Poccus, 24—26 Hos10ps
2016 r.), 6™ International Conference on Transcranial Brain Stimulation (Iertunren,
I'epmanus, 7-10 centa6ps 2016 r.), 4" Science Factory « TMS-EEG Summer School»
(Ounnannua, 5-11 wurons 2016 r1.), HayuHo-mpakTuueckoi KOH(PEPEHIIMH C
MEXIYHApOAHbIM yyacTueM «HoBble TEXHOJIOTUU B IMarHOCTUKE U JICYEHUH OoJie3Hen
HEPBHO-MbIIICYHOW cucteMbl» (MockBa, Poccusi, 23-24 oxtsiops 2015 1), |
MockoBckoli KOH(pEpEeHIMH C MEeXAYHapOIHbIM YydacTueM «TpaHCKpaHuaIbHas
MarHuTHasi CTUMYJISILUS: JOCTHKEHHsI U nepcnekTtuBb» (Mocksa, Poccus, 4—5 nroHs
2015 r.), XX1 World Congress of Neurology (Bena, ABctpus, 21-26 centsiops 2013 1.),
Hayuno-npaktuyeckoit koHbepeHimu «Heiipodusznonornueckue wuccieqoBaHUus B

kinHuke» (MockBa, Poccus, 11-12 ampens 2013 r1.), IlepBoit YupenutenbHOM


https://istina.msu.ru/conferences/87633770/
https://istina.msu.ru/conferences/87633770/
https://istina.msu.ru/conferences/63007338/
https://istina.msu.ru/conferences/63007338/
https://istina.msu.ru/conferences/60557809/
https://istina.msu.ru/conferences/60557809/
https://istina.msu.ru/conferences/60557809/
https://istina.msu.ru/conferences/34544699/
https://istina.msu.ru/conferences/34544699/
https://istina.msu.ru/conferences/27436022/
https://istina.msu.ru/conferences/28787408/
https://istina.msu.ru/conferences/28787408/
http://www.neuromuscular.ru/events/view/224
http://www.neuromuscular.ru/events/view/224
http://www.neuromuscular.ru/events/view/224
https://istina.msu.ru/conferences/8910294/
https://istina.msu.ru/conferences/50105628/
https://istina.msu.ru/conferences/50105628/
https://istina.msu.ru/conferences/50105583/
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KoH(epeHIIun «AKTyallbHbI€ BOIPOCHI JMATHOCTUKU U JICUEHHS] HEPBHO-MBIIIEUHBIX
3aboneBanuit» (MockBa, Poccus, 22-23 Hosi6pst 2012 1.), a Takke Ha JOKaJIbHBIX
CeMUHapax  OTICJCHUS  HeWpopeaOumurtarmuu u  ¢Gu3HoTepanmuu W 6-TO

HeBposoruueckoro otaeneHuss PI'bHY «Haydnbii ieHTp HEBPOJIOTUMY.

My6ankanuu
[To Teme auccepranuu onyoJukoBaHo 18 HayuyHBIX pabOT, B TOM YHCIIe 5 cTaTei
B KypHaJlaXx, PEKOMEHJOBAaHHBIX BpICIIE aTTECTAIIMOHHOWM KOMHMCCUEH TpH
MunucrepcTBe 00pa3oBaHusi U Hayku Poccuiickoit @enepanuu, 1 13 KOTOPBIX MPUHSTA

B I1€4aTh.

CtpykTypa U 00b€EM qUCCEPTAIIUT

Huccepranms n3noxeHa Ha 153 mucrax MamMHOMUCHOTO TEKCTa, COACPKHUT 17
TaONHIl U WUTIOCTpUpoBaHa 24 pucyHkamu. [[uccepTaiysi moCTpoeHa U3 CIETYIOIINX
pasziesioB: BBEIEHHUE, 0030p JUTEpaTyphl, MaTepHUalbl, METOJOJIOTHS W METOJbI
WCCJICIOBAHMSI, PE3YNbTaThl HCCIECNOBAaHUS, OOCYXJICHHE, BBIBOABI W TPAKTHUYCCKUE
pEKOMEHIAIuK, CIUCOK JIUTepaTyphbl. bubmmuorpaduueckuii ykaszatenb coiepkut 18
OTEYECTBEHHBIX U 218 3apyOeXKHBIX MCTOYHHKOB JIMTEpaTyphl, a Takke 18
COOCTBEHHBIX NYyOJIUKAIMK aBTOpa, MOATOTOBJICHHBIX MO TEME AUCCEPTAMOHHOMN

paboTHI.


https://istina.msu.ru/conferences/50105583/
https://istina.msu.ru/conferences/50105583/
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I'JIABA 1. OB30P JIUTEPATYPbI

1.1. BokoBoii aMHMOTPO(HUECKHUIT CKJIEPO3 — 001Me CBeleHUs 0 3200JIeBAHUM

bokosoii amnorpodpuueckuit ckinepos (BAC) — aranbHoe HelipoaereHepaTUBHOE
3a00JIeBaHUE, XapaKTEpPU3YIOLIEeCd OTHOCUTEIbHO CEJIEKTUBHBIM U COYETAHHBIM
MOpPaXEHUEM BEPXHET0 W HWXKHEro MoToHeipoHoB [161, 206]. 3abosieBaeMocTh B
ctpaHax EBpomnbl coctaBisier B cpegHeMm 2—3 ciydasa Ha 100 000 naceneHust B To/,
pacnpoctpanéndocts — 1,1-8,2 wa 100 000 Hacenmenus [45, 53]. B OonbmuHCTBE
ciiydyaeB 0oJie3Hb HauMHaeTcss B Bo3pacte 55—70 ner. MyXuuHbl 00JICIOT HECKOJIBKO
yaiiie xeHuuH [47].

Beigenstor cnopaauudeckyro u cemeitHyro (gopmbl BAC. Cemelinbie (popmsl
coctaBisioT 5-20% oOT Bcex ciydaeB 3aboneBanus [23, 38]. Jlns HHMX XapakTepHa
BBIPQKEHHASI T€TEPOTr€HHOCTh, KACaoIascs HE TOJIbKO MEXaHU3MOB HACIEAOBAaHUS U
NEPBUYHBIX MOJIEKYJSAPHBIX 1e()EKTOB, HO M OCOOEHHOCTEW KIMHUYECKOW KapTHHBI,
TeUeHUs U nporHo3a 3abosneanus [50, 159]. DTrosorus OONBIIMHCTBA CIOPATUICCKUX
cinydaeB BAC octaércst HenzBecTHOM. Cpenn 3K30reHHbIX (PaKTOPOB 00CYKAAETCS POJIb
METaJJIOB (CBMHIA, PTYTH, CEJEHA), NMECTULUAOB, BUPYCOB, KypeHHUs, OCOOEHHOCTEH
JUETHl, HaTU4Msg B aHaMHeE3€ JJEKTPUUECKON TpaBMbI, MPO(ECCHOHATBHBIX 3aHATHIMA
CIIOPTOM, TpaBM M Jpyrux ¢akrtopoB [231]. OgHako 10 HACTOSIIETO BPEMEHH HE
HaWJIeHO YETKOM B3aMMOCBS3M MEXAY BO3ACHCTBUEM KAaKOI'O-TO OJHOTO 3K30T€HHOIO
daktopa u pasutuem 3aboneBaHusi. BAC cuutaercs MynbTU(DAKTOPUATEHBIM
3a00JIecBaHWEM, B DPAa3BUTUU KOTOPOTO MPUHUMAET Y4YacTHE CIOXKHBIA KOMILIEKC
TeHETUYCCKUX, DITUICHETHYECKUX U CpefoBbIX (hakTopos [24, 127, 236].

B mnocnenHue rojibl CyHIECTBEHHO PACUIMPHIICA TEPEYeHb H3BECTHBIX T'€HOB,
MYTall{ KOTOPBIX MOTYT SIBIATHCS MPUYMHON PA3BUTHSA CEMEMHOIO U CIOPaIUYecKOro
BAC. MWpentudpuuupoBano ©Oonee 2-X  JECATKOB  XPOMOCOMHBIX  JIOKYCOB,
accolMupoBaHHbIX ¢ pasputueM BAC [23, 98]. Muorue reHbl (KOAMPYFOIIHE
HelipopuiaMeHTHble O€NKH, TpOo(pUUYECKHUE TMONUMENTUAb, (PAKTOPhl aAHTHOTEHE3a,
TPaHCHOPTEPHI U PELENTOPHI TIyTaMara U APYyrue) paccMaTpUBAIOTCA KaK I'€Hbl PUCKA,

MyTallMd B KOTOPBIX MOTYT MIPaTb TPUITEPHYKD pPOJIb B  DPa3BUTUHU
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HelpoJiereHepaTuBHOro mnpoiecca. OTCYyTCTBUE CEMEHHOTO aHaMHe3a HE HMCKII0YaeT
poyid reHeTu4YecKux (aKTOpPOB, TaK KaK Kay3aTHUBHBIE MYTallMd B COOTBETCTBYIOIIUX
reHax BhIABISIIOTCS Y 5—11% maruenToB 63 ceMeitHoro ananm3a 3aboneBanus [23].

Camoii yacroit npuunHOu cemeitHbIX (=40%) u cnopaauueckux (=7%) ciydyaeB
BAC sBngercs wmyrtaumss B Jokyce 9021, mpexacraBisitonias coOOH 3SKCIIAHCHIO
rekcanykieotuaHon mnocieaopaTeabHocTd GGGGCC Hekoaupyromero ydacrka reHa
C90RF72 (chromosome 9 open reading frame 72 gene). ITomumo BAC, 3ta myrarus
MOXET 00YyCIIOBIMBATh pa3BUTUE J00HO-BUcOUHOU neMmeHiuu (JIB/), coueranuss BAC
u JIBJI, a Taxke apyrux kauHudeckux npossiaeHuid [163]. o 20% cemeitnbix u 1-2%
ciopaanyeckux (OpM CBsi3aHBI C MyTalWsIMH TeHa [HUTO30JIbHOM  Cu/Zn
cynepokcunaucmyTtasbl (SOD1). Ilarorenerndeckas pons mytauuii SOD1 cBsizana ¢
npUOOpETEHUEM MYTAaHTHBIM OEJTKOM IIUTOTOKCUYECKUX CBOMCTB B pe3yJIbTaTe
oOpa3oBaHHUsS HEPACTBOPUMBIX BHYTPUKIETOYHBIX arperaToB C IOCICIYIOITUM
HapylieHueM (QYHKIUNA BHYTPUKICTOUYHBIX OEJIKOB, WHTMOWPOBAHUEM AaKTUBHOCTH
yOUKBUTUH-IPOTEOCOMHOTO KOMILJIEKCA, HapylmieHHeM GYHKIUA MHUTOXOHIPUU U
pasButueM anonro3a [192]. Myramuu B renax SOD1 u C9orf72 spnsrorcs camoit
4acTOW MPUYMHOMN KaK Cropaanueckoro, Tak u cemeitnoro BAC B Poccuu [1, 126].

Oxkono 8% cemeitnoro u 5% cnopaguyeckoro BAC o0ycnoBiieHbl MyTalMsIMU B
renax, koaupyronmx PHK-ces3siBaromue 6enku TDP-43 (TAR DNA binding protein-
43) u FUS/TLS (fused in sarcoma/translocated in liposarcoma protein). DTu Oenku
UTPAIOT POJIb B CIUTAMCHHTE, PETYISAIMU TPAHCKPHUIIUHU, CTAOWIM3AIllMd MaTPUIHON
PHK, mponeccunre mukpo-PHK [9, 156]. Myrarnuu apyrux reHoB (TeHbl OEIKOB
aJiciHA, CEHAaTaKCWHA, CHaTakCHUHa, Oelika, CBS3aHHOTO C BHYTPUKICTOYHBIMU
BE3UKYJIAMHM; AaHTHOTCHWHA, aTaKCWHAa-2, ONTHHEHpWHA W JAPYIHX) CYMMapHO
00yCJIOBIMBAIOT pa3BuTHE 0K0J0 5% ciayuaeB BAC [159].

TouHble MeXaHU3MBI, JIeXKAIIMe B OCHOBE HEHPOIETeHEPATUBHOTO IMpoliecca Mpu
BAC, oxoHuarenbHO HE YycTaHOBJEHbl. Ilpenmomaraercs, 4TO MOJ JAEUCTBUEM
Pa3TUYHBIX JK30TEHHBIX W JHJOTEHHBIX (DAKTOPOB 3amyCKaeTCs KOMIUIEKC TECHO

B3aMMOCBA3aHHBIX U IIOTCHOUPYIOIUX APYT APpyra MEXaHU3MOB, K KOTOPbIM OTHOCATCA

[6, 32, 138]:
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OKHUCIIUTEIIbHBIN CTPECC;

HKCAUTOTOKCUYHOCTD;

MUTOXOHAPHAIIbHAS TUCHYHKIIMS;

HapylIeHUE aKCOHAJIBHOT'O TPAHCIIOPTA,

KOH(pOpPMaIlMOHHBIE U3MEHEHUS U arperaius 0eJIKOB U HEUPOPHIaMEHTOB;
BOCITAJINTEJIbHBIE U3MEHEHUS U aKTUBALMS MUKDPOIJINH;

HapymeHue meradonusma PHK;

O N o g Bk W DN PE

neuuut HelpoTpopudecKkux GakTOpoB U TUCHYHKIUS CUTHAIIBHBIX ITyTEH.
Hekotopble 0COOEHHOCTH MOTOHEHPOHOB TO3BOJISIIOT MPEANOJIOKUTh MPUUUHY
UX OTHOCUTEIIBHO CEJIEKTUBHOTO MOPAKEHUsS O] BO3JACHCTBUEM YKa3aHHBIX (DaKTOPOB.
bonpmiold  pasmMep KIETOK MW JJIMHHBIE AKCOHbI  OOYCJIOBJIMBAIOT  BBICOKHE
MEeTabOoJIMYECKUe TMOTPEOHOCTH ¢ YSA3BUMOCTh MPU HAPYLIEHWH aAKCOHAJIHLHOTO
Tpancniopta.  [loABEpKEHHOCTh  DKCAUTOTOKCMYHOCTA  CBSI3aHA  C  HU3KOWU
KOHIICHTpaIlMel  KaJblUN-CBSA3BIBAIOIIUNX  OEJIKOB, BBICOKOM  JKCIIpEeCCHEd U
cnerupuyeckuM npopuIeM PElenTopoB K TIyTamaTy, YTO OOYCIOBIMBAET BBICOKYIO
3aBUCUMOCTh MOTOHEHMPOHOB OT MEXaHM3MOB OOpPATHOrO 3axBaTa BO30YKIAIOIIKUX
amuHOKUCHOT. Bpicokas skcnpeccus SODI  nenmaeT MOTOHEHPOHBI YSI3BUMBIMHU K
MOBPEXIAIOIIEMY BO3JECHCTBUIO BHYTPUKIETOYHBIX arperaToB, OOpa3yloIIHUXCA MpHU
MyTaIisx 3Toro Oenka [6, 144].

DKCaWTOTOKCHYHOCTh PAacCMAaTPUBAETCSI B KadecTBE OJHOTO W3 Hauboiee
3HAUMMBIX  (PaKTOpoB  moOpaxkeHus  MoToHepoHoB mnpu BAC. Mexanusm
HKCAUTOTOKCUYECKOTO  TOBPEKIACHHUS  HEHPOHOB  CBS3BIBAIOT C  M3OBITOYHOMN
CTUMYJISIIIUEH PEIenTOPOB TIIyTaMaTta, YTO MPUBOJUT K MOBBIIIEHUIO BHYTPUKJICTOUHON
KOHILICHTpaIu Ca* U MOCJIEAYIOLIEH aKTHUBAaIlUU KaJIbIIMN3aBUCUMBIX
(hepMEHTATUBHBIX CHCTEM. DTO BBI3BIBAECT HApYIICHUE MPOIECCOB (HoChHOpUITUPOBAHUS
BHYTPHUKJIETOYHBIX OEJIKOB, MHAYKIUIO OKUCIUTEIBHOIO CTpecca, HEMOCPEICTBEHHOE
MOBPEXKIICHUE CTPYKTYp KJIETKH aKTUBUPOBAHHBIMH (EpPMEHTaMH, BBICBOOOKICHUE
IpoanonToTHUeckux  (akTtopoB W  3amyck  amonto3a  [34, 106]. Pomw

AKCAUTOTOKCHYHOCTH B IaToreHe3e jaereHepainuu HeipoHoB npu BAC moarBepskaaercs
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HEKOTOpOoH 3(h()EKTUBHOCTHIO TPU OSTOM 3a00JIEBAHUM PUIY30Jla — HHTHOUTOpa

BBICBOOOJKIeHUs TiyTamara [123].

1.2. 'ereporeHHOCTH 0OKOBOT0 AMHOTPOPUIECKOT0 CKJIEPO3a

BAC sBnsercs 3a00/IeBaHUEM C BBIPAKEHHON KIMHUYECKOH T'€TEPOT€HHOCTHIO.
Omna kacaeTcst Bo3pacTa Ae0r0Ta, JIOKAJIM3alui IEPBOHAYATIBHBIX CUMIITOMOB, CKOPOCTH
MPOTrPECCUPOBAHUS, CTEIEHU BOBJICUCHUS BEPXHETO0 M HIDKHETO MOTOHEWPOHOB,
HAJIMYHUS HEMOTOPHBIX KIMHUYECKHX MPOSBICHUN W Apyrux npusHakos [7, 87, 170,
190]. JdocTwkeHuss B  O0JACTH  MOJICKYJIAPHOW  OWOJIOTMH, TEHETUKH U
HEUPOBU3yAIM3alMM CBUJIETEIILCTBYIOT O HE0OXoaumocTu paccmatpuBath bBAC kak
KJIMHUYECKA M TATOTCHETUYECKH TE€TEPOTreHHBIM CHUHAPOM HENPOJETCHEPATUBHOM
ATUOJIOTUA C MOTOPHBIMH U HEMOTOPHBIMH MPOSIBIICHUSIMU W IIMPOKUM CIEKTPOM
NEPEKPHIBAIONIMXCS (PCHOTHUIIMYSCKUX BapuaHTOB [22]. DTO OOBSCHSAET CIOXKHOCTH
npoBeaeHus TuddepeHInaIbHOr0 AMarHo3a, CO3/1aHus TUarHOCTUYECKUX KPUTEPUEB U
MOCTPOEHUS €AMHON Ki1accuuKauu 3a001eBaHus.

B GonbpmmucTBe ciiydyaeB kinHu4ecku BAC nebroTupyer ¢ JokaiabHOM ciabocTu
U TUNOTPOGHH MBI KOHEYHOCTH WM Oyap0apHOH MYyCKYyJaTypbl, KOTOPHIC
COMPOBOXKIAKOTCS MpU3HaKaMu OpaXXeHUs KOPTUKOCTMHATIBHBIX W
KOPTUKOHYKJICApHBIX MyTel cooTBeTcTBeHHO [157]. CoueTanHOE MOpayKeHHE BEPXHETO
U HIDKHETO MOTOHEHPOHOB (OPMHPYET MPAKTUYECKU MaTOrHOMOHWYHBIN miis BAC
CUHJPOM CMEIIIAHHOTO (CMAacTUKO-aTpoPUUecKoro) mnapeza. B  3aBUCHMOCTH OT
MEePBOHAYAILHON JIOKAIM3allu BBIIETSIOTCS (GOpMBI 3a00J€BaHUS] — CIMHAJIbHAS
(BKJIFOUACT MICHHO-TPYAHYIO, MOSCHUYHO-KPECTIIOBYIO M IICHHYI0) u OynsOapHas [4,
16, 190]. XapakrepubiM jaiasi BAC sBIsieTCS MHTAKTHOCTh MOTOHCHPOHOB sijiep
rJ1a30/1BUTaTeIbHBIX HEpBOB U sapa Onyda [144]. IlporpeccupoBanue 3a0o0JeBaHMS
COMPOBOXK/IAE€TCS BOBJICUEHHEM B IMATOJOTMYECKUN TIpollecC JAPYTUX YpOBHEH
1epeOPOCTMHATBHOM OCH C Pa3BUTHEM B YCIIOBUSIX MPOJJICHHOW XU3HH KIMHUYECKON
KapTUHBI CHHIpOMa ToTaiubHOU nedddepenranum [14]. T'mbens OonbpIIMHCTBA
NAIMEHTOB MPOUCXOAUT OT OyJIbOApHBIX M JIbIXATENbHBIX HAPYUICHUN U CBA3AHHBIX C

HUMU oclioxkHeHui [206].
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Kpome knaccuueckoro Bapuanta BAC (popma Illapko), mporekaroiiero c
COUETAaHHBIM MOPAKEHUEM BEPXHETO U HUKHETO MOTOHEHPOHOB, ONMUCAHO (M3HAYAIBHO
B KayeCTBE OTACIBbHBIX 3a00J€BaHW) HECKOJHKO BapHaHTOB, MPOTEKAIONIUX C
U30JIMPOBAHHBIM IOPaKEHUEM BEPXHEr0 WM HIXKHEro MoToHerpona [190, 187].

llepsuunwiti 6oxosot cxnepos (IIBC) xapakTepusyercs: KIMHUYECKOW KapTHHOMN
W30JIMPOBAHHOTO  TIOPAXXEHUSI  BEPXHEro  MOTOHEWpoHa ¢ (OpPMUPOBAHUEM
MPOTPECCUPYIOLIET0 CIIACTUYECKOro TeTpanape3a U IceBAo0yIb0apHOro mnapanuiya.
['emuruternueckas gpopma onrcana kak cuaapom Mwmica [185].

Ilpocpeccupyrowaa ~ mviwmeunas  ampogus  (IIMA)  xapaktepusyercs
M30JIMPOBAHHBIM MOPAXKEHUEM TOJIBKO HIXKHEro MoToHerpoHa. [ns [IMA xapaktepHo
pa3BUTHE  TPOTPECCHUPYIOMIMX  BSUIBIX ~ MAape30B  C  THUMOTPO(HEH MBI,
bacuuKyIsSIUsIMH, CHUXKEHHEM WIM BBINIAJIEHUEM CYXOXWIbHBIX pedriekcoB. B
OTIIMYME OT CIUHAIBHBIX MBIMICYHBIX aTPO(Hii, XapaKTEPHBIM SBIICTCS aCHMMETPHUS
CUMIITOMAaTHKHA, OCOOCHHO B jebOroTe, U 0Oojee OBICTPOE IPOTrPECCHPOBAHHUE.
3aboneBaHne MOXKET HAYMHATHCS C BOBJICYEHHUS KaK MPOKCUMAJIbHOM, TaK U
JTUCTATBHOW MYCKYJATypbl KOHEYHOCTEW;, B PEIKHX CclydasXx — ¢ OyJIb0apHBIX
Hapymenuit [120, 166].

Heckombko ¢opm omucaHbl Ha OCHOBAaHMHM XapaKTEPHOW JIOKATM3aIluU
MaTOJIOTMYECKOTO Mpoliecca B Ae0roTe 3a00JieBaHus M OTCYTCTBUHU €r0 TeHepaIn3aIui B
TEUCHUE HECKOJIBKUX JIeT (TaK Ha3bIBaeMbI€ JIOKAIbHBIC (OPMBI), UYTO OIMpPEACIIsCT
CBOEOOpa3HbIN KIMHUYECKUN (DEHOTUIT U OTHOCHUTEJILHO JOOPOKAYECTBEHHOE TEUCHUE
3aboneanus [97]. Cunopom ceucarowux pyk (CCP, cHHOHHMBI — IUI€YEIONAaTOYHAS
dbopma BAC, cunmpom Vulpian—Bernart, cuHIpoM «pa300JITaHHBIX PYK», CHUHAPOM
«4geqoBeka B Oodke», IUIeYeBas AaMHOTPOPHUYECCKAs TUIUICTHS) KIMHUYCCKH
XapakTepu3yercs: (POpMUPOBAHUEM BEPXHETO MPEUMYIIECTBEHHO MPOKCUMAIBLHOTO
BSJTOTO I1aparape3a IMpU OTCYTCTBUU T'eHEpaAM3aIliU TATOJIOTMYECKOTo Ipolecca B
TeYeHUue Kak MUHUMYM | Troma. B HekoTopbeIx ciydasx 3aboneBaHue NEOIOTUPYET C
ACUMMETPUYHON CJIA00CTH B KUCTH, OJIHAKO MO0 MEpPEe MPOTPECCUPOBAHUS MPOUCXOIUT
dbopMHpOBaHUE KJIACCUYECKOTO (PEHOTUIAa C MPEUMYIIECTBEHHO NPOKCUMAIbHBIM U

OTHOCHTEJILHO CHMMETPHUYHBIM BsUTBIM Tapamape3om [81, 92, 93, 224]. Cuwnopom
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ceucarouux Hoe (CCH, ciHOHUMBI — IepoHeanbHas (opma, MCeBAONOTMHEBPUTHYECKAS
dopma, Oosie3np Marie—Patrikios) xapakTepusyercs H30JIMPOBAHHBIM TOPAKECHHEM
JMCTAIIBHBIX MBI HOT MPU OTCYTCTBUU F'eHEpaliM3alliy NaTOJIOrMYECKOro mpoiiecca B
teueHue kak MuHUMYM 1 roga. J{nss CCP u CCH moxeT ObITh XapaKTepHbIM HAIMYUE
HEKOTOPBIX  MPU3HAKOB TMOPAXEHUS BEPXHETO MOTOHEUpOHA  (CyXOXKUIbHOMU
runeppediekcuu, narogorndeckux pediekcoB I'opdmana nnu babuHckoro), ogHako
SIBHOE TIOBBIIIICHUE MBIIIEYHOTO TOHYCAa WJIM HAJIMYME KJIOHYCOB HE XapaKTepHbI U
ABJISIIOTCS Kputepussmu uckimoueHus. B csasu ¢ atum CCP u CCH paccmarpuBarores
KaKk (OpMbl C HM30JMPOBAHHBIM WJIH MPEUMYIIECTBEHHBIM TMOPAKEHUEM HIDKHETO
MOTOHEHpoHa [224].

B kadecTBE CaMOCTOATENBHOIO BapUMaHTa TakK€ HWHOTJA  BBIACISETCS
npoepeccupyiowuti oyrvoapueii napaauy (I1BI1), sBisromumiicss npakTUUYeCK BO BCEX
ciayvasx OynpOapubsiM ne0rotoM BAC, nmbo, kpaitHe penkxo, — [IMA. Hekoropsie
aBTOpPHl B KA4eCTBE CaMOCTOATENBHOTO (DEHOTUIIa TakKe BBIJICISIOT CUHOPOM
ceucawouell  201068bl, XapaKTepU3YIONIUKCS Je0TOM 3a0ojieBaHUS €O ciabocTu
pasrubareneii men [190].

ITo ngamabpiM kpymHOro (N=1188) »>MUAEMHUOIOTHYECKOTO HCCIIEI0BaHMS,
nposenenHoro L.C. Wijesekera u coast. (2009), [IMA, CCP u CCH cocrtaBisioT
cooTBeTcTBeHHO 4,3%, 11,4% u 6,3% ot Bcex caydaeB BAC [224]. TIBC cocraBnser 10
5% ot Bcex ciydaeB BAC. Xapakrepnoit ocooenHocthio CCP u CCH sBnsieTcst 60mee
MO3/IHEE BOBJICYECHHE BTOPOTO YpOBHs 1epeOpocnuHanbHon ocu (34,3 u 37,9 mecsieB
COOTBETCTBEHHO), ueM Tipu [IMA (14 mecsueB) u knaccuueckom BAC (9,8 mecsiies
npu Oynb0apHoil hopme u 12,3 Mecsiiia — npu cnuHaIbHOM). Mennana BbIKMBAEMOCTH
npu CCP u CCH cocraBiisieT COOTBETCTBEHHO 61 u 69 MmecsueB, B TO BpeMsl Kak NpH
[IMA — 40 mecsmeB, npu cnuHaiabHOM dhopme BAC — 34 mecsia, a mpu Oyan0apHOH
dbopme — 27 mecsueB. bonee mosoBunsl namueHtoB ¢ CCP u CCH u okono Tperu
naiueHToB ¢ [IMA »xwuByT Oosiee 5 net. Takum 00pa3oM, AJid KIMHUYECKUX BapUaHTOB,
MPOTEKAOIIUX C M30JMPOBAHHBIM MMOPAKEHUEM BEPXHETO WJIM HUKHETO MOTOHEUpOHA,
XapaKTEPHBIM SIBISIETCS 00Jiee MEAJIEHHOE MPOTrpecCUpoBaHme 3a001eBaHus U OOJIbIIas

IPOJOKUTEIBLHOCTD )KH3HH, YeM TpH KiiaccuaeckoM BAC [224].
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Ho3zonoruyeckass caMOCTOSITEIBHOCTh ONHMCAHHBIX KIMHUYECKHUX BApUAHTOB B
TEUYCHHE UIUTEIBHOIO BPEMEHH OCTaeTCs MmpeamMeToM auckyccuii [5, 22, 190]. B 1946
rogy W.R. Brain mnpemioxXwi WCIONB30BaTh TEPMUH «O0OJIE3Hb JIBUTATEIHHOTO
Heiipona» (BAH) nns o6venunenuss BAC, I[IMA, IIbC wu IIBIl B onny
JTMAarHOCTHYECKYIO KaTeropuio [35]. DToT TepMHH mcnoib3yercss B MexyHapOmaHOM
kiaccudukanuu 6osesHedt 10-ro nepecMoTpa, B KoTopoit B pyopuky G 12.2 («bone3Hpb
JIBUTATEIILHOTO HerpoHay) BkatoueHbl BAC, [IMA, T1BC u I1BIT [18]. do Hacrosiiero
BpeMenu CCP u CCH He Bkmo4yeHsl B cHucTeMbl kinaccupukaumun bBAC wu
paccMaTpuBalOTCSl B KAdye€CTBE CAMOCTOSITEIBHBIX (DEHOTHUIMYECKUX BApUAHTOB B
OOJBIIMHCTBE MCCIEIOBAaHUNA B CBSI3U C Oosiee JOOPOKAYECTBEHHBIM TEUYEHHEM I10
CpaBHEHHIO Kak ¢ kiaccmueckuM BAC, Tak m I[IMA [190, 224]. B oreuecTBeHHOM
kinaccuduxanuu [IBC coorBercTBYeT BhIcOKOM Popme BAC, a [IMA He MOTHOCTHIO
COOTBETCTBYET CETMEHTO-SIEPHOMY BapUaHTy B paMKax HMICHHO-TPYIHOU U MOSICHHYHO-
KpecTioBoi dopm [4].

B mocnennue roapl HakamiauBaeTCs BCE OOJIbIIIE JTAaHHBIX, MOJTBEPKIAOIINX
HEOOXOMMOCTh pacCMaTpuBaTh (HOPMBI C U30JIMPOBAHHBIM MOPAKEHUEM BEPXHETO WIIN
HUKHETO MOTOHEUWPOHOB B KadecTBe BapuaHToB BAC, a He caMOCTOSITENbHBIX
Ho3oornueckux ¢opm [22, 187, 190]. JlokazarenbCcTBaMH 3TOTO SIBISIOTCS 4acToe
dbopMupoBaHUE IO Mepe MporpeccupoBanus 6oe3Hu GeHoruna knaccuueckoro bAC ¢
COUYETAHHBIM MOPAKEHUEM BEPXHETO U HIPKHETO MOTOHEHPOHOB, a TaKKe BO3MOKHOCTD
BBISIBJICHUSI B 3HAUMTEIILHON YacTH CITydyaeB reHepaln30BaHHOTO TIOPaKEHUSI MOTOPHOM
CUCTEMBI TPH MCIOJIb30BAaHUM JIOMOJHUTEIBHBIX MeTom0B uccienaoBanus (TMC,
HeWpoBU3yaJIM3allMsl) WK Ha ayToricuu. B yactHoctH, y 22—-35% nanuenTtoB ¢ [IMA no
Mepe TPOTpecCHpOBaHUS 3a00JIeBaHHUSA  TIOABISAIOTCS  KIMHUYECKHE TPU3HAKU
nopaxxeHusi BepxHero moToHelipoHa [105]. B maromopdosioruueckux uccieaoBaHUsIX
JereHepanys KOPTUKOCHMHAIBHbBIX TpakToB npu [IMA BeisiBasierca B 50-85% ciyuaes
[95, 120, 171]. [Ilaromopdonornyeckre W3MEHEHUS MOTOPHOH KOpBI |
KOPTUKOCITMHAIBHBIX TPAKTOB BBIABISIOTCS KaK y TMAIMEHTOB C OTHOCHUTEIHHO
OBICTPBIM U CXOAHBIM ¢ KiaccuueckuM BAC nporpeccupoBanuem 3a00seBaHus, Tak U B

ciIyqasix ¢ J0OpOKa4eCTBEHHBIM TEUCHHEM U MPOJIOJDKUTEILHOCTRIO Oose3an 10 et u
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oomnee [96, 197]. B OombmmHcTBe ciydae y mnarnueHtoB ¢ [IMA npu ayrorncuu
BBISIBIISIETCA JIET€Hepallis KaK BEPXHEro, Tak U HIKHEr0 MOTOHEHPOHOB C HaJU4YUEM
xapaktepHbIx 11 BAC Brumrouenuid, cogepxammx 1DP-43 (61,5%) nmu FUS (15,5%)
[160], a B cimydasx M30JIMPOBAHHOMW JIETCHEPALMU HUKHETO MOTOHEHPOHA B HUX TaKKe
BBISBJISIOTCS XapaktepHble 1t BAC BrimoueHus1, comepxkamnue 1DP-43 (23%) [86].
Kpome Toro, y manumentoB ¢ IIMA BbisBISAIOTCA TenbUa ByHMHOH, SIBIISIIOIIUECS
cnenuduaHbM aromopdonoruyeckum npusHakoMm BAC [95]. Onucansl ciyuan BAC ¢
KiuHuYeckor kapTuHoi [IMA mpu Mytanusx B renax SOD1, C9orf72, FUS u npyrux
[120, 205]. YuuthiBasgs 3TH JaHHBIC, B HACTOsIIee BpeMsl OOJBIIMHCTBO aBTOPOB
IpeaiaraloT paccMaTpuBaTh (OPMBI C HM30JUPOBAHHBIM TOPAKEHUEM BEPXHETO M
HIOKHETO MOTOHEHPOHOB B KaueCTBe KpaWHUX BapHaHTOB EIWHOTO KOHTHHYyMa
nposiBiieanii BAC ¢ pa3nmuyHbIM 1O KJIMHUYECKOW BBIPAKEHHOCTU TOpPAKEHUEM

BEPXHETO U HIDKHETO MOTOHEHpoHoB [19, 22, 187, 190] (pucynok 1).

B HMH B BMH

NnvA BAC-HMH Knaccuueckuin BAC BAC-BMH NneC
(sapuanT lWapko)

Pucynoxk 1 — BAC kak emnusblli CcrekTp (KOHTHHYYM) (opM ¢ pa3audyHbIM MO KIMHUYECKOM
BBIPAKEHHOCTH TMOPAKECHUEM BEPXHEr0 M HUKHETO MOTOHEHpOHOB (amanTupoBanHo u3 [190], c
WU3MEHEHUSMU ).

[Ipumeuanne: HMH — mmwxHuii moroneiipon, BMH — Bepxuuii moroneiipon, BAC-HMH — BAC c
MIPEUMYIIECTBEHHBIM MOpakeHueM HuxHero MoToHepona, BAC-BMH — BAC ¢ npenMytiecTBEeHHBIM
MOpaKEHUEM BepxHero mortoHedpona, [IMA — mporpeccupyromas Meimeunas atrpodus, [IBC —

NepBUYHBII OOKOBOI CKIIepO3
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B pamkax ananmuza kimHuueckod reteporeHHoctTd BAC HeoOxomumo Takxke
YUUTHIBATH JIPYTHME ACMEKThl: HAJIMYKWE HEMOTOPHBIX KIMHUYECKUX IIPOSBIICHUA,
BO3pacT Hauaja 3a0ojeBaHMs, TEMI IMPOTPECCHPOBAHUA, HATWYHE HACJIEICTBEHHON
npeapacnoioxennoctd u apyrue [183, 190]. B wactHoct, 10 10—15% namnueHToB ¢
BAC wuMeT KOTHUTUBHBIE HApYUICHHs, COOTBETCTBYIOIIME JHATrHOCTUYECKHM
kputepusim JIBJI [8, 206]. 3HaunTenbHbId MpoOrpecc B 3TOW 00JacTH OBbLI CHIEIaH B
IOCJICHME TOJIbI B CBSI3U C OTKPBITHEM psaa reHoB (B yactHocth, C90rf72), myraiuu
KOTOpbIX MOryT oOycnoBiuBarh pa3Butue kak BAC, tak u JIBJ[. Kpome ciydyaes
coueranusa bAC u JIBJ] nokazano Haiuuue OOJBIIOTO KOJIMYECTBA MEPEXOIHBIX (HOpM,
Harpumep, couetanusi bAC ¢ ymepeHHbIMA KOTHUTUBHBIMU HapymeHussmu wim JIB/] ¢
ACHMITTOMHBIM TIOpaKeHHEeM MoToHeHpoHOB [98]. B Gonee pemkux cirydasx ommcaHO
couetanue BAC ¢ dKCTpanupagHbIMU HapyIICHUSIMHU (MAPKUHCOHU3M, XOpes),
MO3KEUKOBOM  aTakCWel, a TakKe CEHCOPHBIMHU, TJIa30/IBUTATEIbHBIMH U
BereraTuBHbIMU  HapymieHusmu [190]. DTu  nmaHHBIe, a TaKkKe COBPEMCHHBIC
nocTkeHust B obsactu reHetuku BAC u pe3ynbTarhl UCCIEAOBAHUN C TPUMEHEHUEM
METOJIOB HEWpPOBHU3yalu3alud yOETUTENbHO TMOATBEPKAAIOT MYJIbTHCUCTEMHBIN

XapakTep He#poerenepatuBHoro nporecca nmpu BAC [183].

1.3. Cj10:KHOCTH THATHOCTUKH 00KOBOI0 aMHOTPO(PHIECKOro CKJIepo3a U
AMATHOCTHYECKHE KPUTEPUH
B HacTosiiee Bpemsi «30JI0TBIM CTaHAApTOM» IUArHOCTUKUM BAC sBisAroTCS
onybaukoBanusie B 2000 romy mepecmorpennbie kputepuu El Escorial [36]. s
rnmoctaHoBKU auaraosza bAC He00X0UMO HAJTUYHUE:
1. mpuU3HAKOB  TMOpa)XEHUsS  HIWKHETO  MOTOHEMpOHA 1O  KJIMHUYECKUM,
ANEKTPOGU3UOIOTHISCKUM U TTATOMOP(POJIOTHISCKIM JaHHBIM;
2. TPU3HAKOB MOPAKEHUSI BEPXHETO MOTOHEHPOHA MO KIMHUYECKUM JaHHBIM;
3. MPOTPECCUPYIOMIETO PACIPOCTPAHCHUS CHUMITOMOB B TMpeaenax OJHOW WU
HECKOJBKHUX 00JIacTell MHHEPBAIIUHN TP JTUHAMUYECKOM HAOTIOICHHH.

OI[HOBpeMCHHO C OTUM H€O6XOI[I/IMO OTCYTCTBHC!
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1. 3nekTpoU3NOIOrMUECKUX U MATOJOTUYECKUX MPU3HAKOB JPYroro 3a00seBaHus,
KOTOpble MOTJIM Obl OOBSICHUTH JIETCHEpAllMI0 BEPXHEr0 U  HIKHETO
MOTOHEHPOHOB;

2. HEWpOBU3YaIU3aLMOHHBIX JTAHHBIX, KOTOPhIE MOTJU Obl OOBSCHUTH KIMHUYECKUE
U 3JIEKTPO(PU3NOTOTHIECKIE TPU3HAKH.

Huaruno3 BAC moseT ObITh YCTAaHOBJEH C PAa3IMYHON CTENEHBIO JOCTOBEPHOCTH,
YTO 3aBHCUT OT KOJMYECTBA BOBJICYEHHBIX B IATOJOTHYECKUN MPOLECC YpPOBHEH
nepedpocnuHaIbLHOM ocH (MpustoxeHue 1).

B 2008 romy ObutM mpejioKeHbl HOBbIE Kputepuu auarHoctuku BAC —
kputepun Awaji [55]. CoxpaHuB o0mye MPUHIUIBI TEPECMOTPEHHBIX KpuTepuen El
Escorial, xputepun Awaji npeaycMaTpUBAaIOT JIBa HOBBIX IOJOXKCHHUS. Bo-TIepBBIX,
NMEKTPO(PU3NOIOTHUECKUE  TPU3HAKA ~ TOPAKEHUS  HIDKHETO  MOTOHEHMpOHa,
ompeaensiempie npu OMI, nNpu3HAHBI SKBUBAJICHTHBIMH [0 JIUArHOCTUYECKOMU
3HAUYMMOCTH KJIMHUYECKUM TMpHU3HAKaM. Bo-BTOpBIX, MOTeHIMAIbl (HaCIUKYISINM,
pPETUCTPUPYEMBIE COBMECTHO C TMPU3HAKAMU XPOHHYECKH TEKYIIEeW JAeHEepBaluH,
PEKOMEHJOBAaHO TPAKTOBAaTh KaK »JKBUBAJICHT MPU3HAKOB OCTPOW JEHEpBAIIMHU.
Hcrnonp3oBaHne OSTUX KPUTEPUEB TIIO3BOJIAET YBEIWYUTH JIOJIO TAIMEHTOB C
«10CTOBEPHBIM/BeposITHEIM BACy» Ha 23% 0e3 ymeHbIenus creruduaroctu [52].

HecMoTpst Ha COBEpIIIEHCTBOBAHHUE JAMATHOCTUYECKUX KPUTEPUEB, TUATHOCTUKA
BAC ocraercs cepbe3HOi mpoOnemoit Bo BceM wmupe. [lo MaHHBIM HECKOJIBKHX
KPYITHBIX HCCIICIOBaHMM, TPOBEICHHBIX B Pa3HBIX CTpaHax, BpeMs OT Hadaia
3a00sIeBaHUs 10 TTOCTAHOBKYU MpaBmwibHOTO nuardosa npu BAC cocrasmser ot 9 no 15
MECSIIIEB, a 4YacTOTa AUArHOCTUYECKUX OIIMOOK Ha ATare MEePBUYHOU TUArHOCTUKHU —
31-52% [80, 111, 145, 149, 225]. Ilo mamaeim M. Kraemer u coast. (2010),
HENpPaBWIbHBIM TuarHo3 ycraHaBanuBaercsi y 44% mauuentoB ¢ BAC. HaubGonee
YaCThIMHU OIIMOOYHBIMU JIUATHO3aMU SIBJISIFOTCS BepTeOporeHHsie 3aboneBanus (20,5%),
ueripormatuu (13,6%) u cocyauctsie 3a00aeBanus To10BHOTO Mo3ra (7%), mpudyem 12%
MalMeHTOB €  OMIMOOYHBIMH  JIMArHO3aMU  MOJBEPraloTCsi  XUPYPrUYECKOMY
BMEILIATEIbCTBY, 4Yallle BCEro — B CBSI3U C MPEIIosaraeéMoil BepTeOpOreHHON

natojorueit [111]. Tlo mamaeim S. Paganoni u coaBt. (2014), Hambojee dYacThHIMU
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OIIMOOYHBIMU JAMarHo3amu y mnanueHToB ¢ BAC sBustorcs Heviponatuu (28%) wu
BepreOporennbie 3a0oneBanus (18%) [149]. Bo MHOrux wucCCiIeIOBaHHSIX OTMEYCHO
MHOT000pa3re BO3MOXKHBIX albTEPHATUBHBIX OUArHo3oB y mnanueHToB ¢ BAC mpu
NEePBUYHOM OOCIIEIOBAaHUU KaK HEBPOJIOTaMH, TaK U BpadamMHu OOIIEH MPaKTUKU. DTH
JAHHBIE MOAYEPKHUBAIOT BBIPAKEHHYIO KIMHUYECKYIO0 reteporeHHocTh BAC B nedrore
3a00JIeBaHusl, HAMPaBIAIONMYI0 TU(depeHIInaTbHO-TUarHOCTUYECKUI TTOMCK B Pa3HbIE
HaIpaBJjeHUs B 3aBUCUMOCTH OT MEPBUYHOrO YPOBHS MOpa)KeHUs, MpeoOiagaHus
MOPAXCHUSI BEPXHETO WM HIDKHETO MOTOHEMPOHOB, CKOPOCTU MPOTPECCHPOBAHUS U
JIpyrux (paxTopos.

OcoOEHHO  CIIOKHOW  IOCTAaHOBKAa JWAarHo3a fABISeTCs Mpu  QopMax,
XapaKTePU3YIOMINXCA W30JUPOBAHHBIM TIOPAXEHWEM HIDKHETO MOTOHeWpoHa. B
NEpPBYI0 OYepelb HSTO CBS3aHO C TEM, 4YTO KIMHHYECKas KapTUHA CHHIpOMa
M30JMPOBAHHOTO MOPAKEHUS HUKHErO0 MOTOHEWpoHa (c1abocTh, TMIOTPO(US MBIIIII,
dacuukynsanun) 6e3 YyBCTBUTEIBHBIX HAPYIIEHUNW MOXET OBITh CBsI3aHA C ITUPOKUM
CIIEKTPOM  3a00JIeBaHM, TOPAKAIOIIUX PA3THYHBIE YPOBHU MepudepuuecKkoro
HelipoMmoTopHoTO ammapara [2, 10, 82, 172, 195]. 3agepxkka B MOCTaHOBKE MPABUIIEHOTO
nuar"osa, o ganueiM L.C. Wijesekera u coast. (2009), cocrasnsier 19,8 mecsieB npu
[IMA, 24,8 mecsma npu CCP u 27,4 mecsua npu CCH, uto Oomblie, 4yeMm mpu
kinaccndeckoM BAC (11,2-14,7 mecsa) [224]. Tlpu CCP ommbOouHbIi qUarHo3 mpu
NepBOHAYAILHOM 00C/eI0BaHUM OOJBHOTO BhICTaBisieTcs B 54,8% ciydaeB. Hanbonee
gacTo omubo4yHo auarHoctupytorcss MMH (26%), cuHapom KapmaJbHOTO KaHayia
(17%), cnuHanbHas wbimeddas arpodus (17%) w AUCKOTEHHAas MHENONaTus Ha
meitHoM yposae (17%) [93].

C nmpyroil CTOpPOHBI, OTMEUAETCS W BBICOKAS YacTOTa JIOKHOTIOJOKHUTEIHLHOU
nuarnocTukd [IMA, cocraBnsromas, mo gaaaeiM J. Visser u coast. (2002), 19% [210],
970 OOJBIIIE YaCTOTHI JIOKHOIOJIOKUTEIHPHOW AMArHOCTUKH Bcex ciydaeB BAC (7-
10%) [195]. Hauboee 9acTo JIOKHOIOJIOKUATEIbHBIN auarHo3 [IMA Obl1 yCcTaHOBIICH
y namueHToB ¢ MMH # XpoHMYECKOW BOCHAIUTEIBHOM JIEMHUEIMHU3HPYIOIIEH
noyivHeBponatuer. BaxkHo otMeTuth, yTo MHOTHE UMuTUpYyromue bAC 3aboneBanus,

NPOTEKAOIME C KIMHUYECKOM KapTHHOW HW30JMPOBAHHOIO TMOPAXKEHUS HIKHETO



25

MOTOHEWpOHA, SIBIAIOTCS KypaOelbHBIMH WM XapaKTEPHU3YIOTCS 3HAYUTEIBHO Oojiee
TOOPOKAYECTBEHHBIM TEYEHUEM. OTO OIpeAessieT BaXXHOCTh pPaHHEH yCTaHOBKHU
JMarHo3a JIs BbIOOpa MPaBWIIBHON TaKTHKY JIedeHHs manuenTa [82, 120, 172].

Takum oOpa3zoMm, KIHHHYECKass TreTeporeHHocTh bBAC, HecoBepIleHCTBO
COBPEMEHHBIX  JUArHOCTUYECKHX  KPHUTEpPUEB W  HHU3Kasg  YyBCTBUTEIBHOCTh
KJIIMHAYECKOTO0 OCMOTpPA B BBISBIICHUU MPU3HAKOB MOPAXKEHHS] BEPXHET0 MOTOHEWpPOHA
SBJIIOTCSL BAKHBIMU (haKTOpaMu, 3aTpyaHSoIMMU auarHoctuky bAC. 3to npuBoaut
K 33/Iep’KKE B IOCTAHOBKE JIMArHO3a U HayaJle MaTOreHeTUYECKON Teparuu, BKIFOUEHHIO
B KIMHUYECKHUE UCCJICNOBAHMS TMAlIMEHTOB Ha TO3JHUX CTaAusx 3a0o0seBaHus,
3aTpyNHSIET IUJIAHUPOBAHHME MAUIMATHBHOM TMOMOIIM W CO3/JA€T JOIMOJIHUTEIIbHbBIE
IICUXOJIOTHYECKAE TMPOOJIeMbl I TalueHTa W ero okpyxenus [19, 94]. B
pekoMeHanusx mo nepecmorpy kputepuer El Escorial ot 2015 roga ormevaercs, 4to
muario3 BAC MoeT ObITh YCTAHOBJIEH W NPH OTCYTCTBUM KIMHUYECKUX MPHU3HAKOB
NOpaXEHUsI BEPXHEr0 MOTOHEWPOHA, OJHAKO NpPU HSTOM O0O0S3aTENIbHBIM SIBIISIETCA
HaJIMYUE MPOrpeccupoBaHusl 3a00JIEBaHUS C BOBJICUYEHHEM B MMATOJIOIMYECKUN MpOIlece
HOBBIX YpPOBHEH LEpPeOpOCIHMHAIBHON OCH TpU JAMHAMUYEeCKoM HaOmrogeHuun [125].
HeoOxoauMoCTh BBIMIOJIHEHUSI 3TOTO KpPUTEpUsl TakkKe NPUBOJUT K 3a7EpKKE B
MOCTAaHOBKE JHAarHo3a, OCOOEHHO y MAllMEHTOB C TaK Ha3bIBAEMBIMH JIOKAJIbHBIMU
dbopmamu (CCP, CCH), mnsg KOTOpPBIX XapaKTEPHBIM SIBISETCS MOPAKEHHE TOJIBKO
OJTHOTO YpPOBHS I1epeOPOCHMHATIBHOM OCH Ha MPOTSDKEHWH HECKOJNBKHUX JIET IOCIe
nebrora 3abosieBanus. Kpome Toro, BbICOKasi 4acToTa JUArHOCTHMYECKUX OLIMOOK Mpu
BAC 06e3 mnpu3HakoB TNOpaXEHHUS BEPXHEr0 MOTOHEHpOHA TakkKe 3aTPyAHSIET
MPUMEHEHUE ITON PEKOMEHAAIINHN B KIIMHUYECKOM MPaKTHKE.

Bospiioe 3HaueHHE B COBEPUIEHCTBOBAHMM paHHEN nuarHocTuku BAC moxker
MMETh BHEJAPEHUE B KIIMHUYECKYIO MPAKTUKY UHCTPYMEHTAIbHBIX METOJ/IOB BBISBICHUS
nopakeHus: BepxHero MortoHekpona [32, 94]. Dro o00yciaoBIMBaeT 3HAYUTCIIBHBIHN
MHTEpEC K U3YUYEHUIO BO3MOXHOCTeM mnpumeHenuss B auarHoctuke BAC TMC
(eAMHCTBEHHOTO JOCTYIMHOTO B HACTOSIIEE BpeMs HEUPO(U3MOIOTHYECKOTO METOAa
OLICHKM (PYHKIIMOHAIBHOTO COCTOSIHMSI BEPXHEro MOTOHEWpPOHA) U COBPEMEHHBIX

METOJ0B HEUPOBU3YAIU3ALIAH.
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1.4. MeToabl BbISIBJICHNSI MOPAKEHUs] BEPXHEr0 MOTOHeiipoHa npu
00KOBOM aMHOTPO(HUIECKOM CKIIepo3e
1.4.1. TpaHcKpaHHAJbHAS MATHUTHAS CTUMYJISIIIUS
1.4.1.1. O0mme acneKTbl

TMC — Meronx HEMHBa3MBHOW CTUMYJISIHMM TOJOBHOIO MO3ra, BIIEPBBIC
npeiokeHHbid A. T. Barker u coast. B 1985 roay [30]. TMC ocHoBaHa Ha 3aKoHE
aneKTpoMarHuTHOM uHAyKImu (M. @apaneit, 1831), cormacHo KOTOpOMY MEpEeMEHHOE
MarHUTHOE MOJI€ UHAYLHUPYET SJIEKTPUUECKUI TOK B HAXOASIIEMCS PSIIOM HPOBOAHUKE.
MarsauTHsle CTUMYJISTOPBI COAEPIKAT CUCTEMBI KOHJIEHCATOPOB, KOTOPBIE Pa3psiKarOTCs
yepe3 MEAHYI0 KAaTyIIKy, T€HEPHUPYIOIIYI0 MarHUTHOE IOJIE HAIPSDKEHHOCTHIO A0 1,25
Tecna n pnurensHOCTBIO 1-2 Mc. BenencTtBrue ObICTPBIX M3MEHEHH MarHUTHOTO MOJI,
0€300J1€3HEHHO MPOHUKAIOLIEI0 Yepe3 KOKYy M KOCTH 4Yepera, B TOJIOBHOM MO3Ie
TEHEPUPYETCS DJIEKTPUYECKUM TOK. IDTO MPUBOAUT K BO3HUKHOBEHHMIO MOTEHILIMAJA
JICHCTBHUS B HEMPOHAX, PACIOJIOXKCHHBIX B 00sacT ctumyssiiuu [12, 89, 164].

B 3aBHCHMOCTM OT BPEMEHHOI'O COOTHOLIEHUS MEXAY CTUMYJIAMH BBIIEIISIOT
TMC onHokpataeiMu ctuMysnamu, TMC napasiMu ctumyiiamu U putmudeckyro TMC.
[Tpu TMC o0nokpammubimu cmumynamy CTUMYJIIbI IPEABSBISAIOTCS HE3aBUCUMO APYT OT
apyra ¢ yactorod MeHee 0,3—1 I'i, 4TO MCKIIOYAET MX MOAYJIHMPYIOUIEE BIUSHUE Ha
BO30YIMMOCTh  cTUMyJHpyeMoi obnactu. TMC  OJXHOKpaTHBIMH  CTUMYJIaMH
UCIIONIB3YeTCSl U1l OLEHKU BO30YIMMOCTH KOpbI (MOTOPHOM, peXe 3pUTENbHOI),
MPOBOJALIEH (PYHKIMN KOPTUKOCIIMHAIBHBIX TPAKTOB, KAPTUPOBAHUS MOTOPHOM KOpBHI,
3anucu OOI-BBI3BAaHHBIX OTBETOB Ha MarHUTHbIA ctumyil. llpu TMC napusivu
cmumynramy  TPEABABISIIOTCS JBa MOCIEAOBATENIbHBIX CTUMYyJa C 3aJaHHbBIM
MEXCTUMYJIbHBIM HHTEpPBAJIIOM. MeEToA HMCHOJIb3yeTCs AJI OLEHKH BHYTPUKOPKOBOTO
TOPMOXKEHUS W BO30YXACHUS (IPU CTUMYJSLIUU OJHOW OONACTH) M B3aUMOACHCTBUS
KOPKOBBIX oOyiactedl (KOorJa MecTOo TMpeAbsBICHUS CTUMYJIOB HE COBIAJIACT).
Pummuueckas TMC ocHOBaHa Ha TMOBTOPHOM MPEIBSBICHUU CTHUMYJIOB C
onpeiesIeHHON 3aJjaHHOM YacToTod. B atoMm ciiywae TMC oka3biBaeT MOAyJIUpYIOLIEE
JIEUCTBUE HA aKTUBHOCTb CTUMYJIMPYEMOH 00JIACTH — YBETUYMBAET WM YMEHBIIAET B

3aBUCUMOCTH OT YaCTOTBI CTUMYJISIIIUY | ApyruXx (pakropos [164, 165].
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MoTtopHasi cuctema sBisieTCss HauOolee 4YacTO UCIOJIb3yEeMbIM U XOPOILIO
U3y4eHHbIM 00BbekToOM B TMC-uccieoBaHuAX. OTO CBSA3aHO C YHUKAJIbHOU
BO3MOXKHOCTBIO OOBEKTHBHOM, KOJWYECTBEHHON H TEXHUYECKH JIETKOJOCTYITHOMN
OLICHKU TOCJICJICTBUNA CTUMYJISIIIUM MOTOPHOUM KoOpbl. Bo30yxleHue moxa JenlcTBHEM
WHYIIUPOBAHHOTO JIEKTPUYECKOTO TOKa MOTOHEHPOHOB M UX OTPOCTKOB MPUBOJUT K
pacmpoCTpaHEHUI0 BO30YXKIACHUS MO MNHUPAMUIHBIM TYTSIM K ajdb(ha-MOTOHEHpOHAM
CIIMHHOTO MO3ra M, Jajee, IO KOpElIKaM, CIUIETEHHUSIM, CIHHHOMO3IOBBIM U
nepudepuueckuM HepBaM, — K Mbliile-MulieHu. CoKpalleHne MBIIICYHBIX BOJIOKOH
MOKET OBITh 3aPErMCTPUPOBAHO C MOMOIIBIO HAKOXKHBIX 3JEKTpo0B B Buae BMO.
KoHeuHbIH d(GeKT CTHMYIALHH OIPENeIsSeTcss BPEMEHHBIM H HPOCTPAHCTBEHHBIM
pernepTyapoM aKTUBUPOBAHHBIX HEHPOHOB M HX OTPOCTKOB, YTO 3aBUCUT OT TaKUX
nokaszarelied, KaKk HWHTEHCHBHOCTb U  TJIyOMHAa MPOHUKHOBEHUS  CTUMYJIA,
MEKCTUMYJIbHBIA MHTEPBaJI, HAMPABJICHUE WHIYIIUPOBAHHOIO JICKTPUUYECKOTO OIS U
apyrux [61, 164].

Bo30yxaeHne MOTOHEHPOHOB CIMHHOTO MO3ra M TOCIEAYIOIIee COKpaIlleHUe
MBIIICYHBIX BOJOKOH SBISIIOTCS CJICACTBHEM BPEMEHHONH H  IIPOCTPAHCTBEHHOI
CyMMAIIMM HECKOJIbKUX HHUCXOMSIIUX BOJIH BO30YXIECHUS, PETHUCTPUPYEMBIX C
MOMOIIIBI0O  BHYTPUKJIIETOUHBIX DJIGKTPOJIOB B aKCOHaX MNHUPAMHUAHBIX KIIETOK.
Hucxopsuue BOJIHBI MMEIOT Pa3HOE IMPOUCXOXKACHUE U TEHEPHUPYIOTCS BCIEICTBUE
BO30Y)KJICHHsI Pa3HBIX HEHUPOHATBHBIX KOHTYpoB. (Camas HH3KOJATEHTHas TMpsiMas
BosiHa (D-BomnHa, ot anrin.  — direct) Bo3HUKaeT BCIEACTBHE BO30YXKIACHHS
MMPOKCUMAJIBHOM YaCTH aKCOHA MUPAMUIAHOM KJIETKH, a CIEAYIOIIHNE 3a HEW HEeNnpsMble
BosHbl (|-BoyHBL, OoT amri. — indirect) — BciexcTtBue MoHO- (BonHA |1) wiH
MOJIMCUHANTUYECKON (BOJHBI |, |3 M Tak majiee) akTUBalMM MHUPAMHUAHBIX KJIETOK
JIPYTUMHU HEHPOHAMHM B IIpe/iesiax MOTOpHO#M Kopsl [60, 61].

CoBpeMeHHOE TIOHMMaHue Helpoduzmonornueckux mexanusmoB TMC
MEPBUYHOM MOTOPHOW KOpPbl OCHOBAaHO Ha pe3ysibTaTaX SKCIEPUMEHTAIbHBIX
HCCIIEIOBAHUM C BHYTPUKIIETOYHOM PErMCTpPAlME, MOJCIUPOBAHUH B3aWMOJICUCTBUS
MIEPEMEHHOTO MAarHUTHOIO MOJs C Pa3IMYHBIMA IO CJIOKHOCTH HEWPOHAIbHBIMU

KOHTypam# U AaHHbIX (apmako-TMC uccrienoBaHuii ¢ MCIONB30BAHUEM MPENapaToB
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pasnuunbix rpymn [61, 68, 168, 179, 234]. Ceromus TMC sBisercss TOHKHM
WHCTPYMEHTOM, I[O3BOJISIOIIUM OTHOCUTEIBHO JAU(GEpEeHIIMPOBAHHO OLIEHUBATh
pasnuYHbIe TIOKa3aTend, (GOPMHPYIONHME BO30YyIUMOCTH MOTOPHOW KOPBI, BKIOYAs
HEHPOTPAHCMHUCCUIO Yepe3 PEeLenTOphl TIyTaMara, TOPMOXKEHHE Yepe3 pa3IMuHbIe
IIOJITUTIBI PEIIETITOPOB K TamMMma-aMuHoMacisiHou kuciiote (CAMK) u T.1. [61, 164].

B TeueHue mocieaHUX HECKOJIBKHX IECATHUICTHN MaTo(QHU3MOIIOrUsS MOpaKeHUS
BepxHero MoToHekpona npu BAC siBiseTcsl mpeaMeToM akTUBHOTO u3ydeHus [11, 94,
141, 218, 219]. Heo0XoauMoO OTMETHTh MPOTHBOPEYMBOCTH M HEOJIHO3HAYHOCTH
pe3yibTaTOB MPOBEAEHHBIX HCCIIEIOBAHUM, UYTO CBSI3aHO C HEOOJIBIIMMU BHIOOpKAMU
OONMBHBIX, KIMHWUYECKOW TeTePOTreHHOCThIO OOJIE3HH W  METOJ0JIOTHUYCCKUMU
npobimemamu. Uutepnperanus pesyapratoB  TMC npu  BAC ocHoBaHa Ha
NPEACTABICHUSIX O (PUBMOJIOTHYECKUX MeXaHu3Max (OPMHUPOBAHUS PaA3IUYHBIX
nokazarened TMC wu pe3ynbTarax MCCICIOBAaHUN, MOCBAIMIEHHBIX H3YYEHUIO

MEXaHU3MOB MOPaXeHns MOTOpHOU cucteMsl ipu BAC.

1.4.1.2. MoTOpHBIii IOPOT U AMILTUTY/A BLI3BAHHOI0 MOTOPHOI0 OTBETA

[TaccuBHbIii  MoTOpHBIH mopor (MII) — MHHHManbHAs HWHTEHCUBHOCTH
MarHuTHoro crumyna (B %), npu koTtopoil B mosioBuHe u3 10-20 mocnegoBaTesibHO
MO/aBaeMbIX CTUMYINIOB peructpupyercas BMO c¢ ammmumrynoit 6onee 50 MxB ¢
paccnabnenHoit  mprmibel.  OcHOBHOM Bkiaang B (opmupoBanwe MII  BHOCAT
riiyramaTtepruyeckasi Heiiporpancmuccueit yepes AMPA penienTopsl B HEOKOPTEKCE U
BO3Oy/JMMBbIC CBOWCTBA MEMOpaH HEWPOHOB, OOYCIOBJICHHBIC IJIOTHOCTHIO U
MPOBOJMMOCTBIO  MOTEHIMAN-3aBUCUMBIX ~ HATpUEeBbIX KaHanmoB. MII otpaxaer
IJIOTHOCTh KOPTHUKOCHUHAJIBHBIX MPOCKIMNA U paccMaTpuBaeTCs Kak OHOMapKEp
BO30yAMMOCTH MeMOpaH HeipoHoB [164].

MIT mpu BAC wmoxer ymenbmiatbes [39, 133, 134, 212, 232], ocraBarbcs
Hen3MeHHbIM [104] wmm yBenmmuuBathes [56, 63, 135, 196, 204] nmo cpaBHEHHIO CO
310poBeIMU  ToOpoBodblamMu. Ilpennonaraercs, uyro MII cHmwxkaercs B nebrote
3a00yieBaHUsl M3-32 PA3BUTUS TUMNEPBO30YIUMOCTH MOTOPHOM KOPBI, OJHAKO 3aTEM

IIPOTPECCUBHO YBEIIMYMBACTCS HW3-3a JIETCHEpallMd W THOeNIM MOTOHeWpoHoB [218].
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BoisiBieHa KoOppensuus MEXIy MNPOJOJDKUTEILHOCTBIO 3a00JIeBaHUS, TKECTBHIO
Hespojoruueckoro nedunura u MII [64, 104]. TTo manasiM K.R. Mills u K.A. Nithi,
(1997), MII cHmxaercs y TalHMEHTOB 0€3 KIMHUYECKUX IPU3HAKOB IOPAKECHUS
MBIIIIBI-MUIIIEH! U YBEJIMYMBACTCS TPHU PAa3BUTUU MBIIIEYHOW CIIA00OCTH M APYTHUX
NPU3HAKOB TIOPAKEHHSI BEPXHETO M HW)KHEro MoToHeHpoHOB [134]. Takum oGpazowm,
YMEHBIIIEHUE YHUCJIa MOTOHEHPOHOB MPUBOIUT K yBennueHuto MII u «mackupyer»
THIIEPBO30YIUMOCTh MOTOPHOM KOphI [94].

Emé omuum goxaszarensctBOM pa3Butua npu BAC runepBo3Oyaumoctu
MOTOPHOM KOpBI SIBJISIETCA YBEJIMYEHHE YIVIA HAKJIOHA KPHUBOM «aMIUIMTyJda —
MHTEHCUBHOCTb» — OoJiblliee, YeM B HOpME, yBenumdyeHue amiuutyasl BMO mnpu
YBEIIMYCHUN WMHTCHCUBHOCTH ctuMmyisinmu [212, 213, 216, 218]. CoOctBeHHO
ammutynra BMO npu BAC ywmensbinaercs [104], omnako mpu cHwkenun MIT u
HaJIMYUM  JPYTUX [PU3HAKOB THUIEPBO3OYAMMOCTH MOTOPHOHM  KOPBI  MOTYT
peructpupoBaTbcss BMO u ¢ yBeIM4eHHON aMIUTUTYA0U. BBIsSIBIIEHO TakKe yBEJIUUEHHE
oTHomeHus aMIuuTy a6l BMO k amrntyne M-oteera [218].

B ormmume or MII, ammutyna BMO, onpenensiemas mpu HaamopOroBOM
CTUMYJISILINY, 3aBUCUT OT COCTOSIHUS TOPMO3HOM I"AMKepruueckoi
HelpoTpancmuccen. Hapacranne amrumutyast BMO nipu yBeTMU€HHMM MHTEHCUBHOCTHU
CTUMYJISILIUM CBSA3aHO C MPUCOEAMHEHNEM K BoJiHE |1 mo3aHuX |-BOJIH, KOTOpbIE UMEIOT
ITOJIMCUHAIITUYECKOE IIPOUCXOKICHHE " MOZYJINPYIOTCS BCTaBOYHBIMU
'AMKepruueckumu uHTepHeHpoHamu Heokoprekca [60]. B cBasm ¢ atum
NpeAnojaraercs, 4Yro yBeaudeHue amiummtyasl BMO u yria HakioHa KpUBOM
«AMIUIMTYyJa  —  WHTEHCHUBHOCTB»  ONPENCISIETCS  HE  TOJBKO  YCHICHUEM
[JIyTAMaTepruuyeCcKOd  HEUPOTPAHCMMUCCUHM, HO U  CHWKEHUEM  TOPMO3HOU

HEHPOTPaHCMHUCCUH B HEOKOpTEKce [83].

1.4.1.3. BHyTPUKOPKOBOE TOPMOKeHHE U BO30Y:KIeHHe
TMC mnapHplMH CTHMYJIaMH OCHOBaHa Ha MOCJEAOBATEIHLHOM MPEIbSIBICHUN
IBYX CTHMYJIOB: MEPBBIA WX HHUX HA3bIBA€TCs KOHAMLMOHUpPYOUMM (S1), BTOpOH —

TecTOBBIM (S2). ®dusnonormdeckue 3GGEKThl MAPHOH CTUMYJISIANA ONPEACISIIOTCS
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WHTEHCUBHOCTHIO S1 1 nHTepBasioM Mexay S1 u S2. [lpeabsBiaenue noamnoporosoro S1
3a 1-6 MC 10 HaAAMOPOroBOro S2 MPUBOAMT K YMEHbBIIEHHIO aMmIuiuTyasl BMO mo
CPaBHEHUIO C W30JUPOBAHHBIM TPEIBSIBICHUEM HAAMOPOTOBOTO CTUMYJA. ITOT
dbeHomeHn o0o03HAYaeTCsl Kak KOPOTKOMHTEPBAJIILHOE BHYTPUKOPKOBOE TOPMOXKEHHE
(short-interval intracortical inhibition, SICI) [114]. IIpu yBenu4eHUU MEKCTUMYIHHOTO
uHTepBaia A0 8—20 Mc HabIromaercs, HaNpOTUB, yBeaudeHue amruuTynsl BMO Ha
TECTOBBIA CTHMYJ — BHYTPHUKOpPKOBoe ooOieruenue (intracortical facilitation, ICF).
[Ipeamonaraercs, YTO TPONECCHl BHYTPUKOPKOBOTO TOPMOXKEHHUS OOYCIOBIICHBI
aKTUBAIlMel 1Mo  JEHCTBUEM  KOHJIUIMOHUPYIOIIETO  CTUMYJIa  TOPMO3HBIX
UHTEPHEHPOHOB HEOKOPTEKca, mpu 3ToM SIC| 00ycinoBiIeH TOPMOKEHUEM TTUPAMUTHBIX
kieTok yepe3 'AMK-A penenropsl. @enomen |CF 06ycioBiieH, BEposSTHO, aKTHBAITUEH
riyramateprudeckor Heiporpancmuccun yepe3 NMDA-penenTopsl [164].

Eme omHMM TOIXOIOM K OIICHKE BHYTPUKOPKOBOTO TOPMOXKCHHS SIBIISICTCS
peructpanus kopkoporo IIM. Otum TepMuHOM 0003Ha4aeTcsl TIOJIaBIICHUE
MPOU3BOJIBHOW MBIIIEYHON aKTUBHOCTH B TE€UEHHUE OINPEACIEHHOTO MEPHoJa BPEMEHHU
IoCJie HAHECeHWs MarHuTHOro crumyna [226]. Ilepas tpetsr IIM oOycrnoBiacHa
MPEUMYIIECTBEHHO TOPMO3HBIMH MEXaHM3MaMU Ha YPOBHE CIHUHHOTO MO3ra, a
OCTaBIIMECS JBE TPETH WUMEIOT KOPKOBOE IMPOMCXOXKIACHUE W CBSA3aHBI C TOPMO3HOM
Heiporpancmuccueit uepe3 TAMK-B perneniropsr [164].

B uccnenosanusax post mortem y nauuentoB ¢ bAC, B HelipoBU3yaIn3allMOHHBIX
UCCJICIOBAHUSIX W B OKCIEPUMCHTANBHBIX pab0OTaX HAa MOJCIBHBIX >KHBOTHBIX
MOJIYYEeHBI JIOKA3aTEeNhCTBA JIETCHEPAIIMH TOPMO3HBIX WHTEPHEHUPOHOB M HAPYIICHUS
TopMO3HOM HerpoTpancmuccun pu BAC [49, 62, 199]. Pa6ots ¢ npumenenrnem TMC
NapHbIMA ~ CTUMYJIAaMH  TIOATBEPAWJIA ~ HAJIWYWE  HAPYIICHUS  TOPMO3HOMU
Heiporpancmuccun ipu BAC B Buje cHwkeHus win nojHoro orcyrcreus SICI [84,
133, 212, 213, 230, 232, 233]. DT1OT (eHOMEH PETUCTPUPYETCS HA PAHHHX CTaJUIX
pa3BuTHs 3a0oneBaHus ¥ OoJiee BBIPAKEH Yy TMAIMEHTOB C MEHEE TSDKEIbIMU
cumitomamu 3a0oieBanusa. SICl gBisgeTrcs enuHCTBEHHBIM ITokaszareneM TMC,
U3MEHEHHE KOTOporo BhisBiIeHO pu BAC Ha JOCUMIMTOMHON CTaauu 3a00JeBaHUs —

y HocuTeled Kay3atmBHBIX MyTammii B reHe SOD1 [214]. Tlommmo HapymieHUs
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TOPMO3HOM HeWpoTpaHcMHCCUH, ornpeaenéHHoe 3HaueHue B cHwkeHuu SICl npu BAC
UMEeT U  YCWUJIEHHWE  TJIyTaMaTepruuyeckol  HEHpOTPaHCMHUCCUHU,  IOCKOJBKY
Boccranosnenune SICI onmmcano mocne mpumenenus puiysona [188, 217].

B OonbmmHcTBE UccienaoBaHuii y manueHToB ¢ BAC BBISBICHO Takke
yMEHbIIIeHHe Win mmojinoe orcyrersue [IM [155, 173, 182, 212, 232]. Camwxkenne [IM
0OyCJIOBJICHO JeTeHepaluei TOpMO3HBIX HHTEPHEHPOHOB HEOKOPTEKCA U TUCPYHKITUEH
Heiporpancmuccun uepe3 '”AMK-B penentops [218].

YMeHbplIEHNE BHYTPUKOPKOBOro Ttopmoxkenus, [IM um MII nmpu BAC B
OOJNBIIMHCTBE  HAOJIOJEHUN  CONMPOBOXKIAIOTCS  YCUJIEHHUEM  BHYTPUKOPKOBOIO
oOneruenusa (pacuuiuTanmu) OpU MEKCTUMYJIBHOM HHTepBaje 8—20 Mc, YTO Takxe
paccMaTpHuBaeTCsl Kak MPU3HAK TUIIEPBO30OYAMMOCTH MOTOpHOUW Kophl. Ycumiuenue ICF
npu BAC cBA3bIBalOT NPEUMYIIECTBEHHO C YCHJIEHHEM TJyTaMaTepruyeckou

HelpoTpancmuccun uepe3 NMDA penientops riryramara [83, 218].

1.4.1.4. TIpoBoasimas PyHKIUSI KOPTUKOCTIMHAJIBHBIX TPAKTOB
BIMII — oOcCHOBHOM TmOKa3aTeib, HUCIOIb3YEMBIM IS OLEHKH MPOBOISIIECH
byHKIMM ~ KOpTUKOCTIMHAIBbHOTO Tpakta. BIIMII saBnsercs pasHunieid Mexmay
nateHTHOCThi0 BMO (monydeHHOro mnpu KOPKOBOM CTUMYJISILMK) U BPEMEHEM
nepudepuueckoro motopHoro mnposenenus (BIIMII). IlpemnoxxeHo 1Ba OCHOBHBIX
meroma m3mepeHuss BIIMIL: gopamunanvnas maenumunas cmumynayusi Ha ypOBHE
CErMEHTa CIHUHHOIO MO3ra, OCYIIECTBISIONIET0 HWHHEPBALMIO MBIIIIBI-MUIICHH, U
CYNPAMAKCUMATIbHASL CIUMYIAYUS nepugeputecko2o Hepsa ¢ peructpauueit M-oteeta
u 10-20 F-Bonn. B nocneanem ciayuyae BIIMII paccuuteiBaercs mo gopmyne: (F+M-
1)/2, tne F — natrentHocTh F-BONHBI B Mc, M — naTeHTHOCTH M-0TBeTa B MC, 1 MC —
BpeMsi, HEOOXOIMMOE JIJIsi TPAHCCUHANTUYECKOTO BO30YKJIeHUS aib(ha-MOTOHEHPOHOB

CIIMHHOTO MO3T'a aKTUBUPOBaHHBIMU apdeperTHbiMU BostokHamu [164, 203].
VYeenmnuenne BIIMII y manuentoB ¢ BAC mpoaeMoHCTpHpoBaHO B OOJIBILIOM
KOJINYECTBE MCCIEAOBAHUN W CBSI3aHO C JErE€HEpalMeld KOPKOBBIX MOTOHEMPOHOB M
nupaMuAHbIX yTed. YyBcTBUTENBHOCTh M3MepeHuss BIIMII B BoIsiBIEHUN MOpAKEHUS

BepxHero MotoHeipona npu BAC coctasisier 25—-100% B 3aBUCMMOCTH OT KOJIMYECTBA
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U BbIOOpa HCCACAYEMBIX MBI M cTaguu 3abonmeBanus [73, 134, 136, 196, 204].
Veenuuenue BIIMII npu BAC o00biyHO He mpeBbImaeT 3—5 MC MO CPaBHEHHUIO C
Bo3pacTHOM Hopmoii. 3Hauenne BIIMII koppenupyer ¢ Hamuumem runeppediaekcu,
natosiornueckux peduexkcoB badbunckoro u ['opdmana, HO HE MbIIEUHON CUIIOH. Y
OOJBIIMHCTBA MALIMEHTOB OTMEYaeTcs He3HauuTenbHoe yBenunuenne BIIMII mpu
JTUHaMU4YeckoM HaOmoaeHnu [73]. UyBCTBUTEIBHBIM METOJOM BBISBICHHS MOPAKCHUS
KOPTHKOCIIMHAIBHBIX IyTel sBisieTcs TporHas crumyisnus [26, 107, 109], kotopas,
OJIHAKO, HE IMOJY4YMJIa IHMPOKOTO PAaCIpPOCTPAHEHHUs M3-3a TEXHUYECKOW CIIOKHOCTH U

00JIe3HEHHOCTH TSI TarrenTa [164].

1.4.1.5. JluarnocTuyeckoe 3HAaYeHHE

BrisBrnennsie m3menenusi napamerpoB TMC npu BAC ycnoBHO MOryT ObITh
pasziereHbl Ha JABE KaTE€ropyu, UMEIOIIUE PAa3INYHble NaTOPU3NOIOTMYECKUE OCHOBBI
dhopmMupoBaHUs B MpeodIagarone Ha pa3HbIX CTAIUSIX OOJIC3HU:

e [IpusHaku TUNEpBO3OYAUMOCTH MOTOPHOM KOPBI — CHIKEeHHE maccuBHOTO MIT 1
yBenmuueHue ammutyasl BMO, camxenne SICl u yBenuuenue |CF, ymenbienne
[IM. HauGonee BepOSTHHIM MEXaHU3MOM Pa3BUTHUS YKa3aHHBIX HW3MEHEHHM
SBJIAIOTCS.  CHIDKEHHE OA()PEKTUBHOCTH TOPMO3HONM HEHUPOTPAHCMHUCCHUHU B
HEOKOPTEKCE U Pa3BUTHE IIIyTaMaToOyCIOBICHHOMN 3KcaiiToTokcuaHocTH [29, 83,
215, 218].

e [IpusHaku 1ereHepaTUBHOTO MOPAKEHUS MOTOPHON KOPBI M KOPTUKOCTTMHAIBHBIX
TpakToB — yBenudyeHue mnaccuBHoro MII, BIIMII u narentHoctu BMO,
cHkKeHne ammuntyasl BMO, HapymieHue TpoOBEAEHUS TMpPU  TPOUHOM
CTUMYJSIMA. MeXaHu3M pa3BUTHS JaHHBIX M3MEHEHUW — JIeTeHepalus
KOPKOBBIX MOTOHEHPOHOB U MUPaMHIHBIX ImyTei [219].

Bosmoxknocts peructparuun npu BAC mnpu3HAKOB Kak TUIEPBO3OYAMMOCTH
MOTOPHOU KOPBI, TaK U JICTCHEPATHBHOTO TIOPaKEHHUsI, ONMCaHHas Kak (heHoMeH «dying
but overactive» («ymuparomuii, HO THIEPBO30YIUMBIIN») [29], 00BsCHSICT TpyaHOCTH
npumenennss TMC B guarHoctuke 3Toro 3aboneBanus. Hambonee HarmsgHo 3TO

IMPOABJIACTCS IPHU aHAJIM3C TAKOT'O ITOKA3aTECIsA, KaK MH, KOTOpLIﬁ MOXCT YMCHBIIATHCA
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B Jeb0roTe 3a0oyieBaHUs, a 3aTe€M NPOrPECCHUBHO YBEIUYMBACTCS BIUIOTH 10
HEBO3MOXXHOCTH HHAyIHpoBaTh BMO paxe npu CTUMYISIMM C MaKCUMallbHOW
WHTEHCUBHOCTBIO. OJTO CO3JAae€T TPYAHOCTH TMpPU HHTEPOPETALMH PE3yJIbTAaTOB
oOcye0BaHusl KOHKPETHOTO MallMeHTa U 4acTo TpeOyeT MpoBeAeHUs 00cie0BaHus B
JTVHAMUKE.

Hecmotps Ha nateHcuBHOe npuMenenue TMC npu BAC, mano ucciaeaoBaHui
HAIIpaBJICHO HA YTOYHEHHE TUAarHOCTUYECKUX BO3MOKHOCTEN METO/AA MPU MOAO03PEHUH
Ha BAC. Takas cuTyanusi BOSHUKAET IIPHU BBISBIICHUM Y NTAIMEHTAa KUHUYECKUX U OMI -
IIPU3HAKOB IIOPAKEHMUS HIKHETO0 MOTOHEHpPOHA IPU OTCYTCTBUU KIMHUYECKUX
MPU3HAKOB TIOPAXKEHUSI BEPXHETO MOTOHEWpoHa. [lpyras curyanus, Nmpu KOTOPOH
nposeneHne TMC MOXET UMETh TUAarHOCTUYECKOE 3HAYEHUE, — BBISIBICHUE MTPU3HAKOB
TEHEPAIN30BAHHOTO CYOKIMHUUYECKOIO MOPaXKeHHUsS MOTOPHOM KOpPbI M MHPaMHIHBIX
IIyTEN y MAalMEHTOB HA CTaJUM JIOKAIBHBIX CUMIITOMOB, KOTJa KIMHAYECKUE NTPU3HAKA
3a00JIeBaHUsl OIPEAETSAIOTCS TOJbKO Ha OJHOM YpPOBHE LEpeOpPOCIMHAIBLHOW OCH
(«Bo3moxubIit BAC» B cootBeTcTBHU ¢ KpuTepusmu El Escorial). TIpeamnonaraercs, uto
B Takod CHUTyalud OOHApyKEHHE CYOKIMHUYECKUX MPU3HAKOB TE€HEPATU30BAHHOTO
MOPAXXEHUsI HUKHETO W BEPXHEro MOTOHEHpPOHOB ¢ momomsio OMIT u TMC moryt
YCKOPHUTH TIOCTAaHOBKY JIOCTOBEPHOT0 auarnosa [83, 94].

B uccnemosanuu, BeimoaHeHHoM S. Attarian u coast. (2005), o6cienoBano 33
NaleHTa ¢ CHUHIPOMOM HHXHEr0 MOTOHEWpOHA, pa3/elEHHbIX NpHU HAOIIOJECHUH B
nuHaMuKe Ha 3 rpymnmnbl: nanueHTsl ¢ BAC (N=7), nanueHTsl ¢ MOTOPHOM HEBpONaTUen
(n=14) ¥ mDanMeHTHI C MEPEIHEPOTOBBHIM TMOpPAKEHUEM (CIUHAIBHBIC MBIIICUHBIC
atpodun, Oone3Hb KeHHeau, MOCTHOIMOMHUENUTHYECKUN cuHAapoM; N=12). VY
NAlMEHTOB TPETheU rpymibl u3MeHeHud napamerpoB TMC BeisiBI€HO He ObLIO. Y 6
naieHToB rpymnnsl BAC Ha MOMEHT BKIIIOYEHHsS] B HCCIEAOBaHHE OBbUIN BbBISBICHBI
n3MmeHeHus napametpoB TMC (ymenbiienue 1IM, yBenuuenue BIIMIIT u MII). ABropsl
CIeNanyd 3akiIlodYeHue, 4yTo Hauboyiee 4yBCTBUTENbHBIM (85,7%) u crneuupudHbIM
(100%) mapk€pom mnopaxeHHs: MOTOPHON KOpbI y MAalUEHTOB C CUHIPOMOM HM>KHETO
MOTOHEUpPOHA sBIIsIeTcsl yMeHblIeHHue [IM. BHyTpuKOpKOBOE€ TOPMOYKEHHE B JTAHHOU

paboTe He orleHHBaIIOCH [27].
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B HeckonpkHMX HCCIENOBaHUSAX U3y4anach 4YyBcTBUTENbHOCTH TMC mnpu
pa3IM4YHBIX BapuUaHTaxX CHUHApPOMa HUHero mortoHerpona. [lo manueiM A.G. Floyd u
coaBt. (2009), yBenmmuenue BIIMII BeisBisercs y 50% mammentoB ¢ [IMA [73].
Cxoauple JaHHBIC ObLIM MOdy4YeHbl B HcciaemoBanuud G. Miscio u coast. (1999):
u3MeHeHus: napamerpoB TMC (yBenmnuenune BIMIIL, narentHoctn BMO  wmm
orcyrctBue BMO) Obumun BoisiBiaeHBI y 50% MalMEHTOB € CHUHAPOMOM HUKHETO
motoneripona [135]. [To nanuasiM W.J. Triggs u coart. (1999), uyyscTBuTenbHOCTE TMC
IpY CHHAPOME HIDKHETO MOTOHEHpOHA HECKOJBKO MEHbIe U coctaBisier 27% [196].
N3menenuss mpu TMC BoeisiBneHbl Takke Yy mnanueHtoB ¢ CCP  (mpusnHaku
runepBo3oyaumoctr) [211] m CCH (yBemmuenme BIIMII u rumepBo30yauMOCTh
MoTopHO# Kophl) [130] mpu nmpoBeneHny aHaIM3a Ha TPYIIIOBOM YPOBHE.

B 2006 romy rpynmoil aBCTpPalMICKMX UCCIEHOBATENEH ISl BbISBICHUSA
TUNEpBO30YIMMOCTH MOTOpHOU KOopbl Tpu BAC mnpeasioxkeHa opuUruHaigibHas METOJAMKA
OLICHKH BHYTPHUKOPKOBOT'O TOPMOXCHHS — METOJ OTCiexuBanus mopora (threshold
tracking technique). B ommmume ot cranmaptHoro Metoma onpezaeneHus SICI,
OLICHUBAIOTCA He aMmIumMTyabsl BMO, mnoisiydeHHbIE NpU MapHOW U OAHOUMITYJIBCHOM
CTUMYJISIIUM, a TpedyeMoe YBEJIMYEHHWE HMHTEHCHBHOCTH KOHJIUIIMOHHPYIOIIETO
ctumyna aist nonydeHus BMO 3anannoit ammiutyasl (200 mxB). [Tokazano, 4to MeTon
OTCJIEKMBAHUS MOPOTra MO3BOJISIET HUBEJIMPOBATh OTPAaHMUEHUS! CTAaHJAPTHOTO crocoda
ompenenenus SICI, cBs3anHbIe ¢ BaprabeIbHOCTBIO aMIuuTy 151 BMO [216].

B cepun pabor ¢ mnOpuUMEHEHHMEM OSTOM METOJMKM TOKa3aHa BBICOKAs
YYBCTBUTEIBHOCTh U CHEIU(PUUYHOCTH BBISABICHUS (DeHOMEHA TUNepBO30YyAUMOCTH MPU
BAC. Tlo namnabiM S. Vucic u coaBt. (2011), runepBo30yIuMOCTh MOTOPHOH KOPBI
MOKET HCIOJNb30BaThCA IS TpoBeAeHUS IudPEepeHIMaTbHON JTUAaTHOCTUKU C
OynpOocnmHanbHOM amuoTpodueit Kennenmu wu apyrumu  (GopMaMud  CIIMHAIBHBIX
MBIIIEYHBIX aTpoPuil, HEHPOMUOTOHHEH, TUCTATBLHON HACIEICTBEHHON HEpOHONaTHEN
C MUpPaMUIHBIMU 3HaKaMU U 3a00JIEBaHUSMHU HEPBHO-MBIIIEUHOro cuHamca. [Ipu Bcex
yKa3aHHBIX 3a00JIeBaHUAX apaMeTpsl Bo30yaumoctu motopHoii kopsl (MII, SICI, ICF,
[IM) ocrtaroTcsi HEU3MEHHBIMU 110 CPABHEHUIO C BO3PACTHOM HOPMOW U CTATUCTUYECKHU

3HAYMMO Pa3IMYaOTCs CO 3HAUCHUSIMHU, IMOTYICHHBIMU Y TlaruerToB ¢ BAC [212, 213].



35

B AByX KpymHBIX MPOCHEKTUBHBIX HCCIECIOBAHMAX IIOKa3aHa BBICOKAs
YyBCTBUTENBHOCTh M crnenupuyHocT TMC B BBISIBICHUHU TOPaXKEHUS BEPXHETO
MoTOHelpoHa y narueHToB ¢ BAC B ne0roTe 3a001eBanus. Y NalMEHTOB C BO3MOKHBIM
BAC runepBo3OyauMOCTh MOTOPHOM  KOpbl  BbIsiBIeHa B 54%  ciydaes,
runoBo30yauMocTs (otcyrctBue BMO) — B 27%, yBemumuenue BIIMII — B 56%.
Hcnonb3oBanue paznuunbix MetogoB TMC mno3Bommiio pekiaccuduimpoBatbh 88%
NAaIMEHTOB ¢ Kateropuen «Bo3MoxkHbI BACy» B KaTeropuio «BeposITHBINA/TOCTOBEPHBIN
BAC» [133]. B npyrom npoCHeKTUBHOM HCCIICOBAHUH C BKIIIOUCHUEM 282 MAIMCHTOB
MPU3HAKN TOPAKEHUS] BEPXHETO MOTOHEHpOHA ObUIM BBISBICHBI y 70% MaIMEeHTOB C
BO3MOXHbIM BAC wiM CHHAPOMOM HWXHEr0 MOTOHEMpPOHA. UyBCTBUTEIBHOCTH H
cnerupuaHocTh oreHku SICl mpu wmcmonb30BaHWMM METONAa OTCICIKWBAHMS IOpOTa
coctaBuiu 73,21% u 80,88% COOTBETCTBEHHO M HE OTJIWYAJIHUCH Y TAIIMEHTOB C
pa3HBIMH JTUATHOCTHYECKUMHU KaTteropusmu [84].

Takum o6pazom, TMC mnpu BAC MOXeT HCHOJIb30BaThCS MJisi BBISBICHUS
CYOKJIMHMYECKUX TPU3HAKOB MOpPAXEHHsI BEPXHEr0 MOTOHEHpOHa W MNPOBEACHUS
U pepeHInanbHOT0 JUarHo3a ¢ KIMHUYECKH CXOIHbIMU 3a0oneBanusiMu. 1o naHHbIM
S. Vucic u coarrt. (2011), nposeaerarie TMC mo3BosseT ycKopuTh nuarioctuky bAC B
cpeaHeM Ha 8 MecsieB, a HauOosee crnenupuuHbiM (97%) mokaszaTenem SBISETCS
ymenbiienne SICI [212].

CorimacHo  kputepusM Awaji, I  BBISBICHHS IMOPAXKEHUS  BEPXHETO
MoToHelipoHa mnpu BAC wmoryT ObITh HCHONB30BaHBI HEKOTOpble JaHHble TMC
(yBemmuenue BLIMII, kopkoBoii JaTeHTHOCTH, OTcyTcTBUE BMO € MBI KOHEUHOCTEN
npu OynbOapHOM Ae0r0TE), OHAKO aBTOPhl OTMEUAIOT HEOOXOJAMMOCTh JadbHEUIINX
uccienoBanuii B dtor obmactu [55]. Ilo muenmto sxcmeptoB IFCN (International
Federation of Clinical Neurophysiology), nau6osnbiiei ayBcTBUTEIbHOCTHIO TP BAC
obOnamgaer komOunHaums uaMenenuit (BLIMII/Tpoitnas ctumynsuusa, MII, SICI, T[IM)
[43]. OnHako 10 HACTOSIIETO BPEMEHU KOHKPETHBIE MapaMeTPhl U METOMBI OIICHKH WX
U3MEHEHUN 4YETKO HE OIpenesieHbl, 4TO 3aTpylaHser mnpumeHenne TMC s

nuarHoctiku BAC B kimHnYeckoi npaktuke [94].
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1.4.2. Metoabl HelipoBU3YyaIM3alUH

AKTHUBHOE pa3BUTHE B TOCJIEIHHUE TOJbI METOJOB CTPYKTYpPHOU U
(GYHKIIMOHATBPHOW HEMpPOBU3yaIM3allMi MO3BOJIMJIO BIUIOTHYIO MOJOWTH K pa3paboTke
JMAarHOCTUYECKHUX U MPOTHOCTUYECKUX OMOMapKepoB HEHPOIereHepaTuBHOIO MpoIecca
npu BAC. CoBpeMeHHbIE BO3MOXXHOCTH HEWpPOBH3yalu3alluy TMO3BOJSIOT IMOTy4YaTh
uHOpMAIMI0O O TOHKHUX CTPYKTYpHbIX wu3MeHeHusx CB wu 0Oenoro BemiecTsa,
COJIep>KaHUM METa0OJUTOB, OCOOEHHOCTSIX PEUENTOPHOro Mpoduis, HU3MEHEHHSX
HEHPOHHBIX ceTel u KoHHeKTuBHOCTH [20, 94, 209].

bonpuioe KOJIMYECTBO UCCIIEI0BAHUM ITOCBSILEHO IIPUMEHEHHUIO
HEUPOBU3yAIM3alIMM IS BBISIBJICHUSI TOPAKEHHUS KOPTUKOCIHMHAIBHBIX TpakToB. B
penkux  ciaydasix npu  BAC  MOXET  BBISIBIATBCA  TMIEPUHTECHCHUBHOCTH
KOPTUKOCITUHAIBHBIX TPAaKTOB Ha YpPOBHE 3aJHETO Oejpa BHYTPEHHEH KariCyJibl, B
CyOKOpPTHUKAJIbHOM O€JIOM BEUIECTBE, CEMHOBAIBHBIX IEHTPAX M HOXKKAaX CPEIHEro
mosra B pexxumax T2 u FLAIR (ot anrn. — fluid-attenuated inversion recovery) [99].
UyBCTBUTENBHOCTh U CHEUU(PUUHOCTH ITOTO Npu3Haka He mpeBbimaoT 40% u 70%
coorBeTrcTBeHHO [110]. Tlo mammeiMm T.P. CryueBckoii u coaBr. (2015),
TUIIEPUHTEHCUBHOCTh KOPTHUKOCIUHAJIBHBIX TPAKTOB BBIBISIETCSA ¥ 9,7% MallMeHTOB ¢
BAC, 12,5% nanuentos ¢ I1bC, 10,8% mnauuentoB c¢ I1BI1 u e obHapykuBaeTcs npu
[IMA [15]. [Ipu uCHOJIB30BAaHUU BBICOKOMOJIBHBIX TOMOTPa(OB C HAMPSHKEHHOCTHIO
MarHuTHOTO 1ot 3,0 Ti BO3MOKHO YBEJIMYEHUE UYBCTBUTEIBHOCTH 3TOTO MPHU3HAKA C
OJTHOBPEMEHHBIM CHJIbHBIM CHWKeHueM crennduanoctu [99]. Takum oOpa3om, HU3Kast
YyBCTBUTEJIBHOCTh u cnenu@uUIHOCTh HE MO3BOJIAIOT  paccMaTpuBaTh
TUIIEPUHTEHCUBHOCTh KOPTUKOCHHHAJIBHBIX TPAKTOB B KauyeCTBE JAMArHOCTHYECKOTO
mapkepa BAC [46, 94].

Bonee TOHKasi OllEHKA CTPYKTYPHBIX M3MEHEHUN KOPTUKOCHUHAIBHBIX TPAKTOB
BO3MOXHa npu npuMeHennn auddysnonno-tenzopaoid MPT (AT-MPT). V nanuenton
¢ BAC BeisiBnens! usmenenus ppakunonHon anuzorponuu (OA) KOPTUKOCTUHAIBHBIX
TPaKTOB M JIPYTUX IPOBOJHUKOB TOJOBHOTO MO3ra, OJHAKO B OTHOIIECHUHU
JUArHOCTUYECKOM 3HAYMMOCTH AITHUX HM3MEHEHMH TIOJy4eHbl TMPOTHUBOPEYMBHIE

pesynpTaThl [46, 88, 209]. B wmeta-aHanmse 11 wccinenoBaHWi TOKa3aHO, dTO
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yyBCcTBUTENBbHOCTh U crnerupuyHocts T-MPT npu BAC cocrasisor 68% u 73%
COOTBETCTBEHHO, YTO HE IO3BOJISIET PEKOMEHJIOBATh NPHUMEHEHHUE 3TOr0 METOJIa B
KJIMHUYEeCKOW TipakThke [76]. g yBenwmdeHus auarHocthdeckor 3HaummocTm JIT-
MPT npu BAC npenmoxeHo oneHuBath He Toiabko DA, HO W paguaibHyIO
1 GHy3MOHHOCTh. DTO MOXKET MO3BOJIUTH YBEIUYUTHh UYBCTBUTEIBHOCTH 10 87,5% u
cienupuIHOCTH 110 85% [76].

C yyeToM TOJNIYYEHHBIX B TOCIHEAHUE TOJbl YOETUTENbHBIX JaHHBIX O
CUCTEMHOCTH Marojorundeckoro npouecca npu bAC u3zyyaercs BO3MOKHOCTb OLIEHKHU
MaTOJIOTUH HE TOJIBKO KOPTUKOCITMHAIBHBIX TPAKTOB, HO U JIPYTUX MPOBOJAIINX ITyTEH.
Tak, Hampumep, TMOKa3aHO, 4YTO CHWkeHne ©OA U yBeIMYECHUE paaHaTbHOU
Tu(pGy3MOHHOCTH MO30JIUCTOTO  Tejia 00JagaloT 4YyBCTBUTEIBHOCTBIO 92% u
crieruduunocTeio 88% [70]. IlepcnextrBHbIM MeTomoM siBisiercss MPT ¢ mepenocom
HAMarHM4eHHOCTH, TO3BOJISIONIAS BBISBISATH HaumOoJiee pPaHHUE CTPYKTYpPHbIE
U3MeHeHus1 6enoro BeuiecTBa. 110 mpenBapUTENbHBIM TaHHBIM, €70 YyBCTBUTEIBHOCTD
npu BAC wmoxer nmocrurate 80% mnpu crnenuduynoct, Onmskor k 100% [94].
[lonmy4yeHHble JaHHBIE HYKJAIOTCS B TMOATBEPXKACHHMM B  0ojiee  KPYMHBIX
VICCJIEIOBAHUSIX.

[Iporpeccupyroias aereHepanus 1 ru0esnb HEMPOHOB B MOTOPHOM KOpPE U JPYTUX
y4acTKax HEOKOpTeKca MPHUBOJAT K YMEHbUICHHIO 00béMa W TonmuHbl CB, xoTtopbie
MOXHO BBISIBUTH Tpu TnpoBenenun MP-mopdomerpun. Ilpu BAC mnomydensl
NPOTUBOPEUYMBBIE  JTAHHBIE  OTHOCUTENBHO  JIOKAJIW3allMW,  BBIPAXKEHHOCTH U
JHArHOCTHYECKOHN 3HaunMocTH 3TuX m3meHenwuii [88, 90]. B uccnenosanuu F. Agosta u
coaBT. (2012) nokazano ymensiieHue npu bAC KopTUKaIbHON TONIIMHBI B IEPBUYHOMN
MOTOPHOM, (PpOHTAIBHON, HMKHEN BUCOYHOM, TEMEHHOM M 3aThLJIOYHOM KOpE, a TaKKe
Kope ocTpoBKa W mosicHo# u3BmimHb [21]. TTo manuesiM C. Schuster u coast. (2014),
YMEHBIIEHUE KOPTHKaIbHOM TOoNMuHbl npu BAC BbISIBASETCS B NpPELEHTPATbHBIX
W3BWJIMHAX, MPAaBOM TPEAKIMHBE W IPaBBIX BHCOYHOW W JIOOHOW monsix [177]. Ha
pacnpocTpaHéHHOCTh M3MeHeHuil CB BIMAIOT KIMHUYECKHE OCOOEHHOCTH, HAJIWYHe
KOTHUTHUBHBIX HapyLIECHWM M MyTalWil B ONpEIEICHHbIX Kay3aTUBHBIX reHax. B mera-

aHalIm3e 5 KIMHUYSCKUX I/ICCJ'IGI[OBaHI/Iﬁ IIOKa3aHO, 4TO HanoOoee BOCIIPONU3BOANMBIM U
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3HaUYMMbIM H3MeHeHueM I1pu MP-mMoppomerpun y mnanuentoB ¢ BAC sBusercs
ymeHblieHue 0obéma CB npaBoii npenieTpaibHoi n3BmIMHbL. YyBcTBUTENIBHOCTE MP-
mopdomerpun npu BAC He npesbimaer 25% [44]. B nByx npyrux mera-aHaimzax
MOJIyYeHBbl ~ JaHHBIE, CBHJETENbCTBYIOIME O Hamumuud 1pu  BAC  OGoree
pactipocTpaHEHHOTO aTpOUUIECKOTO Mpolecca Kak B MOTOPHBIX, TAK M B HEMOTOPHBIX
pernonax rojoBHoro wmosra [180, 181]. IlpoTuBopeyrBBIE MAHHBIC ITOTYYCHBI
OTHOCUTEJIBHO KOppessiliuk  pe3yiabTaToB  MP-mMopdomerpuun ¢  TSDKECTbIO U
POAOHKUTEIHFHOCTHIO 3a00JIEBaHNH, @ TAK)KE N3MEHEHUS KOPTUKAIBHOMN TONIIUHBI TTPH
porpeccupoBanuu 3adoaeBanus [94].

PasBuTtHe HelpojaereHepaTHBHOTO TMpoliecca MNPHUBOJUT K  U3MEHEHHIO
coZepKaHusl METa0OJMTOB B Pa3jMUHBIX PETHOHAX rojloBHOro Mo3ra. Hambosee yacto
npu  ucnosb3oBaHuun MP-cnektpockonuun y manueHToB ¢ BAC  BbIABISIOTCS
ymenbiienusi nuka N-anetunacnaprata (NAA) u yBeaudyeHue NMHKa MHUOWMHO3UTONA
(MI), xoTopble paccMaTPUBAIOTCS KaK CICACTBHE YMCHBIICHHS KOJIMUYSCTBA HEHPOHOB U
aKTUBAIMA MUKporauu coorBercTBeHHO [20, 94]. ITokazaHa BO3MOXHOCTh BBISABICHHUS
npu BAC ymenblieHusi cogepxkanus B MoTopHol kope I'AMK kak Ouomapkepa
MOpPa)KEHUSI TOPMO3HBIX HHTEPHEHPOHOB [74, 75]. JInarHocTHYECKash 3HAUMMOCTh 3THUX
U3MEHeHH wu3ydeHa HepoctarouHo. [lo mamaeiMm  Kaufmann wu coast. (2004),
ymeHbiieHue otHomenus conepxkanus NAA k kpeatuny (Cr) nmpu BAC wumeer
qyBCTBUTEILHOCTE 86% 1 cnennduarocts 37% [103].

Cpenn METOJIOB byHKIIMOHATBHOM HEUPOBU3YyAITU3ALUU Hanbosee
NMEPCIEKTUBHBIM  JUIsi  AWarHOCTUKU BAC  sBISeTCS  MO3UTPOHHO-IMHUCCHOHHAS
tomorpadus (I19T) ¢ BF-dpropaesokcurmoxosoii (BF-®JI). B ucciaemoBanusax c
NPUMEHEHHEM JTOr0 MeToja mokazaHo Hammuue npu BAC pacmpocTpaHEHHBIX 30H
rurnomMeTadbonn3mMa, BKIYas IepBUYHYI0 MOTOPHYIO, IPEMOTOPHYIO, MpePOHTATbHYIO
U MEIUAILHYI0 BUCOYHYIO KOpPY, THIIOKaMII, a TaKXe CTBOJ rojioBHoro mosra [20].
Juarnoctryeckast TouHocTs Merona npu BAC cocrasiser 88%, 4yBCTBUTEIBHOCTD —
95,4%, cnemmduunocts — 82,5% [148, 207]. Omnako mpumenenue [1OT mpu BAC
OTrpaHUYMBAIOT CYIIECTBEHHBIE PA3IMUUsl PE3yJIbTaTOB OTACNbHBIX HCCIECIOBAaHUM, a

TaK)Ke TEXHUYIECKas CIIO)KHOCTh M HU3Kas IOCTYITHOCTh MeToaa [46, 209].
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B Heckonbkux paboTax u3ydasnach JIuMarHoctuueckas 3HauyuMocTh npu BAC
KOMOHMHAIIMK HECKOJILKUX METO0B HellpoBuzyanuzanuu. B uccnenosanuu B.R Foerster
u coanT. (2014) mokazaHa BeICOKasi YyBCTBUTEIHHOCTH (93%) u crienmduanrocTts (85%)
koMmOuHaruu MP-cniektpockonuu ¢ uszmepenueMm cojepxkanus ['AMK B mepBuuHOU
MoTtopHOil kope u JT-MPT c¢ ouenkoii @A Ha ypoBHE 3aaHero Oenpa BHYTpPEHHEHR
kancyibl [77]. bonee Huskas dyBcTBUTENBHOCTD (78,6%) u crnenudpuanocts (82,1%)
BBISIBJICHBI i1 KoMOuHaiuu MP-criektpockonuu ¢ usmepenuem cojepxxkanust NAA u
MPT B pexxume T1 ¢ OlIEHKOM THITOMHTEHCUBHOCTH ITEPBUYHONM MOTOPHOU KOPHI [42].

JIpyruM MOOXOJIOM, PEAIM30BAHHBIM B HECKOJIBKHX HCCICIOBAaHUSIX, SBISETCS
koMOuHaruss HedpoBuszyanuzanuu U TMC. Cpeau ero mpeuMyIIECTB OTMEYaeTCs
BO3MOXXHOCTh OJIHOBPEMEHHOM OIIEHKH KaK CTPYKTYPHBIX, TaKk M (YHKIIMOHAIbHBIX
U3MEHEHHUH, KOTOPhIE YacTO BBISBISIOTCS JIUCCOIMUPOBAHO W MOTYT MpeodiiagaTh Ha
pa3HbIX cTaausax 3abosieBanus. [lokazano, uro komOuHanuss TMC nmapHeIMU CTUMYJIaMU
¢ MP-mopdomeTrpueii mo3BoJseT BBISBUTh MOPAKEHUE BEPXHETO MOTOHEMpoHa B 96%
cinyuacB BAC [28], a komOuHanuss MP-CHEKTpOCKOIIUK C U3MEPEHHUEM COJCPIKAHHUS
NAA u TMC — B 77% [153]. [To nauueim J. Furtula u coast. (2013), 4yBCTBUTEIHLHOCTH
koMmOuHanuu JT-MPT wu TpoilHOW CTHUMYJSIIMA B BBISIBICHUU TOPAKCHUS
KOPTHKOCIIMHAIBHBIX TpakToOB cocraBiasieT 73% [79]. Bo Bcex IUTHpYyEeMBIX
UCCJICIOBAHMUSIX KOMOWHAIMS METOJIOB oO0Jjajaiia OOJbINEH YyBCTBUTEIBHOCTHIO H
CenuUIHOCTHIO, YEeM KaXIbld METOJ B OTACIBHOCTH, YTO CBHUICTEIBCTBYET O
NEPCHEKTUBHOCTA 3TOr0 MOAXOAa MW TpedyeT MpOBEACHUS JOMOJHUTEIbHBIX
VCCIICIOBAHUM.

BbonpmmHCTBO paboT ¢ mpuMeHeHweMm HelpoBuzyanuzauuu npu BAC umeror
CYILECTBEHHbIE OrpaHnyeHusi. Cped HUX HEOOXOAMMO BBIACIUTH HEOOJBIION pa3mep
BBIOOPOK MAIMEHTOB, HEJOCTATOYHO JICTAIBHOE KIMHUYECKOE OMUCAHUE, BKIIOYAIOIIEE
B OOJIBIIMHCTBE CIydyaeB TOJbKO Jemorpaduyeckue IMokazarend, QopMy W
IPOAOKUTEILHOCTh 3a00JIEBaHUS; @ TAKXKE HCIOJIb30BAHUE TOJBKO OJHOTO PEXHUMA
WIM METOoJa HelpoBu3yanu3anuu. B OoJabIMHCTBE padOT MPOBOAWIICS TPYIIIOBOMN
aHaJK3, a B KQUeCTBE IPYIIbl KOHTPOJISL UCIIOIb30BAIMCH 3/I0POBBIE JOOPOBOJIBIIBI, a HE

HAIMEHTHI ¢ 3a00JIeBaHUSIMH, KOTOpbie MOryT uMuTupoBaTh BAC [46]. [To mHeHwmtO E.
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Verstraete u B.R. Foerster (2015), Bkimtogaemblie B ucciaeaoBanus mnamueHTsl ¢ BAC He
COOTBETCTBYIOT PE€aIbHOMY KIMHUYECKOMY MPOQUII0 HA 3Tare MOCTAaHOBKHU JUArHo3a
[209]. B OGompmmHCTBE paboT 0OCIEMIOBAHBI MAIUEHTHI C JOCTOBEPHBIM/BEPOSITHBIM
BAC, B To Bpemsi Kak peajibHas MOTPEOHOCTh B YTOUHEHHUU JUArHo3a BO3HUKAET Ha
JTare JOKAIbHBIX CUMIITOMOB U y MallMEHTOB 0€3 KIMHUYECKUX MPU3HAKOB MOPAKEHUS
BEPXHET0 MOTOHEHpoHa. B 3Toi cuTyanuu 4yBCTBUTEIBHOCTh HEHPOBHU3YyaM3alluU
3aMETHO YMEHBIIIAeTCsl, cOCTaBisis He Oosiee 60% ans MP-criekrpockornu [103] u 25%
mis JAT-MPT [79], a npu mnpoBeneHWH TPYIIIOBOTO aHajiW3a HE BBIIBISIOTCS
CTATHCTUYCCKU 3HAYMMBIC PA3IIMUUS [0 CPABHEHHIO CO 37I0POBBIMU Jiiiamu [186].
Takum 0Opa3zoM, TUarHOCTUYECKHE BO3MOKHOCTH HeipoBuzyanusanuu npu bAC
orpannyeHbl. [lepCHeKTUBHBIM TOIXOJOM SIBISETCS HW3YYEHHE AUarHOCTUYECKOU
3HaYMMOCTH KOMOMHAIIUM HECKOJIbKMX METOJI0B HeipoBusyanuzauuu u TMC, B ToM
YHUClie TMPU MX HCIOJB30BAHUM Ha JTale TOCTAaHOBKM JMAarHo3a y TMAalHeHTOB ¢
nono3penueM Ha BAC. HeoOxoaummbl najgbHEHIINE HCCIENOBAHUS JUISI YTOYHEHHS
HaubOosee MHPOPMATUBHOW KOMOMHAIIMM METOJOB M CO3JaHUs aJrOPUTMAa BBISIBICHUS

MOpakeHUs1 BEpXHero MoToHepoHa npu bAC.

1.5. TpanckpaHuajJbHasi MATHUTHASI CTUMYJISIIIUSA B KAPTUPOBAHUH
MOTOPHOM KOPbI

Comarotonuueckass OpraHu3anusi B  TEUEHHE  JJIUTEIIbHOTO  BPEMEHU
paccMaTpuBaeTcs Kak OAUH U3 Haulosee BaKHBIX MPU3HAKOB MEPBUYHOW MOTOPHOM
Kopbl. KoHImenus Haau4usi OTIEeTbHBIX KOPTUKAIBHBIX O00JACTEH ISl OpraHu3aiii 1
KOHTPOJIS IBIYKCHHI B Pa3JIMYHBIX YacTSAX Teja BIEpBbIe ObUTa mpeiokena H. Jackson
B 1870-x romax npu HaOMIOACHUH 3a MAIMEHTAMU C SMUJICITUYECKUMHU MPUCTYIIaMH, BO
BpEMsI KOTOPBIX MPOMCXOAWIO IOCJIEI0BATEIbHOE BOBICUEHHE pa3HbIX MbIIIL. [To3xke
Ta KOHUENUMUS TMOJy4yuia TOJITBEPKACHUE B OKCIEPUMEHTAIBHBIX padoTax C
IIPUMEHEHUEM TIPAMOU JJIEKTPUUYECKOW CTUMYJBINUU ITEPBUYHOM MOTOPHOM KOPBI Y
YKUBOTHBIX U yenoBeka. COBEpIIEHCTBOBAHUE METOJIMK U MOJIYYEHHE OOJBIIOTO OINbITa
NPUMEHEHUSI NPSIMOM  DJIEKTPUYECKOM CTUMYJSIHMM BO  BPEMS  BBIOJHEHUS

HEHpOXHPYpPrHUeCKHUX oreparuii mo3poiamin k cepenune XX Bexka W. Penfield u T.
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Rasmussen (1950), a uyts moz:xe C.N. Woolsey u coast. (1952) co3aarh aeraibHbIC
KapThl KOPKOBBIX MPEACTABUTEILCTB OTACIbHBIX MbIII [175, 176, 184].

CornacHo KJIacCHMYECKUM MPEACTABICHUSM, HEHPOHBI MOTOPHOI KOPBI 00pa3yioT
WHBEPTUPOBAHHYIO Tomorpaguueckyro cxemy tena. OOnacTv MepBUYHOM MOTOPHOM
KOpBbI, OTBEYAIOLIUE 3a JBMKEHHMsSI HOTH M CTOIbI, PAcHoJiaraloTcsi Ha MeAuaabHOU
MOBEPXHOCTH B MIyOMHE MPOJOJIBHON IIENH; B CPeIHEH 4acTH MEPBUYHOM MOTOPHOM
KOpBI TPEACTABJICHBl MBIIIIBI PYKHM U KHCTH, a B HIKHEH 4YacTH, y CHIIbBUEBOU
O0pPO3JIbI, PACIIOIOKEHBI TIPECTABUTEIIHCTBA MBI Jinnia [176].

Bo BTopoit monosuHe XX Beka B UCCIEIOBAHUSX C MPUMEHEHHEM COBPEMEHHBIX
WHBA3UBHBIX (MHTPAKOPTHUKAIbHAS MHUKPOCTHMYJISIIMA W PETUCTPAIHs aKTUBHOCTH
OTIEIbHBIX HEWpoHOB) W HenmHBa3uBHBIX (TMC u ¢ynkuuonansHas MPT) meronos
MOJIy4YeHbl HOBBIE JAHHBIE, CYIIECTBEHHO pACHIMPUBIINE TMPEJCTABICHUS 00
OpraHu3allid MEePBHUYHON MOTOPHOHN KOpbl. B paboTax ¢ mpUMEHEHUEM CTUMYIISILIUU
OTIPENENEHHBIX TPYNN HEHPOHOB MHUKPOAJICKTPOJAMHU, MOTPY>KEHHBIMH B MOTOPHYIO
KOpY, MPOJEMOHCTPUPOBAHO, YTO COKpAIICHUE OJHOW M TOW K€ MBIl MOXKET
BBI3BIBATBCS CTUMYJISIIMEH pa3HBIX YYacTKOB (KOHBEPICHIMSA), B TO XKE BpeMs
CTUMYJISALMSL OJHOTO YYacTKa MOTOPHOM KOPBI MOXET MPUBOAWTH K COKpAIICHHUIO
pa3ubix MbImi (auBepredmus) [175]. Tlosxe heHOMEHBI TUBEPreHIIUN U KOHBEPIrEeHIIUU
OblTM  yOemUTEeNbHO TIOKa3aHbl B  HccienoBaHuax ¢ npumeHeHueM TMC wu
¢yukuuonansHoi MPT [108, 122, 152, 221]. Mexay HeHpoHaMU MEPBUYUHOM
MOTOPHOM KOpPBI CYIIECTBYIOT MHOTOYHCIICHHBIC TOPHU3OHTAJBHBIC CBS3H, YTO
CBSI3BIBACT B €IMHOE (DYHKIIMOHAILHOE IEJI0€ YYaCTKH, 00eCTICUnBAIONTNE WHHEPBAIIUIO
OJTHOTO PETHMOHA Tella, HallpuMep PyKU WM Jura. Takas opraHuzanus oOecrieunBaeT
KOOpAMHUPOBAHHBIC JIBIKEHUS, BOBJICKAIONINE HECKOJBKO CYCTaBOB KOHEYHOCTH U
OIMMCBIBACTCS CErOgHS B paMKax (YyHKIMOHaIbHOW comartorormuu [54, 71, 128]. B
npenenax IEPBUYHOM MOTOPHOM KOPBI TIOKa3aHO CYUIECTBOBAHUE HEHWPOHOB,
cnenmuUUHBIX U KOJAWPOBAHUS OMPEICICHHBIX XapaKTePUCTUK JABWKEHUS U
pa3psLKAIOIIMXCST TO-Pa3HOMY B 3aBHCHUMOCTH OT XapakKTepa BBHIMOJHSIEMOW 3aiayi.
OpHako 70 HACTOAIIErO0 BPEMEHU CUMTAETCs, YTO B MEPBUYHOM MOTOPHOU KOpE

NpCACTAaBJICHBI KapTbl HMCHHO OTACJIbHBIX MBI, a4 HC HBH)KGHHﬁ. HpOBeI[eHI/Ie
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NpSAMON 3NEKTpUYECcKOr cTumMyisiiuu uiau TMC npuBOAMT K COKpAIIEHHIO WMEHHO
OTHEJIBHBIX MBI W HE BBI3BIBAET WHIAYKLIHIO CJOXKHBIX IIEJICHANPABICHHBIX U
KOOPJIMHUPOBAHHBIX JIBIYKCHUH, KaK B CIIyJasx CTHMYJISILIUH PEMOTOPHOM KopsI [174].

Kpome nepBuuHOit MOTOpHON KOpBI (110sie 4), COOCTBEHHBIE MPSMbIE MPOEKIIUU
Ha MOTOHEHPOHBI CHMHHOTO MO3ra MMEIOT TaKXe MPEeMOTOpHAs U JIONMOJHUTEIbHAs
MOTOpHas kopa (1moJje 6), mosicHas u3BuiInHa (1ose 24) U comaToCeHCOpHast Kopa (ToJis
1, 2, 3, 5 u 7), oOpazytouue cymmapHo 10 70% akCOHOB KOPTUKOCIHHAIBHOTO MYTH.
DTOT HEOOXOIUMO YUUTHIBATH MIPU aHATIU3E JIOKATU3AIMU KOPKOBBIX MPEICTABUTEILCTB
mbimiiy [174].

TMC sBisieTcsi OJHUM M3 HauOOJiee YacTO HUCIOJb3yEMbIX HEWHBA3UBHBIX
METOJIOB KapTHPOBAaHUS MOTOPHOHM KOpel Ha MakpoypoBHe [164]. OCHOBHBIM
npuHuunoM TMC-kapTHpoBaHUST MOTOPHOW KOpBI  SIBJISIETCA  IOCJIEAOBATEIbHAS
CTUMYJISIIIUST PA3IMUYHBIX TOUYEK B 00JIACTHU MpeEJIoiaraéMoil JIOKaJIn3aluu KOPKOBOTO
MPEACTaBUTEILCTBA  COOTBETCTBYIOIIEH  MbImmibl. B OonbIIMHCTBE — ciiydaeB
UCIIOJIb3YETCSl UHTEHCUBHOCTh CTUMYJISINH, cocTaBistomas 110-120% ot maccuBHOTO
MII B «ropsiueit ToOUke» IJis JaHHOM MbIIbBL. KapTa KOPKOBOTO NMpeACTaBUTEIbCTBA
MBIIIIIBl  TPEJCTaBIsAET COOOM COBOKYITHOCTh TOYEK, MPU CTUMYJSIHUH KOTOPBIX
peructpupyercs BMO ammutynoir Oonee 50 MxB ¢ wbimmbi-muimenu. Takum
oOpazom, ¢ nomotibio TMC MOXHO HEMHBA3WBHO MOCTPOUTH MOTOPHBIA TOMYHKYJTYC —
ONPENIECNUTh JIOKAJU3al[Mi0 KOPKOBOTO MPEACTABUTENIBCTBA PA3JIMYHBIX MBIIII B
npezesiax MOTOPHBIX Y4acTKOB Kopsl [112, 164, 222].

Nurepnperanus pe3ynbratoB TMC-KapTUPOBaHUSL OCIOXKHSETCA OTCYTCTBHUEM
YHU(ULIHUPOBAHHOTO TPOTOKOJIAa © OOJNBIIMM pa3HOOOpa3ueM MOAXOAOB Kak K
METOJIOJIOTUN KapTUPOBaHUs, TaK U K HAOOpYy H3ydaeMbIX TMOKa3zaTelell KOPKOBBIX
NpEeJCTaBUTEIBCTB W crmocobam wux oueHku [40, 124, 193]. Metoaosornueckue
pa3IMuMsl  KacaroTCA KOJMYECTBA TMPEABSIBISEMBIX CTUMYJIOB, WHTEHCHBHOCTH
CTUMYJISIIUUA U MEKCTUMYJIBHOTO MHTEPBaJa, MPU UCIOIb30BaHUU CETKH — KOJIUYECTBA
A4EEK, MX pa3Mepa U KOJMYECTBA CTUMYJIOB B Kaxaod u3 Hux. HMcmoib3yrorcs
MPSIMOYTOJIbHBIE U KPYTOBBIE CETKH, a TAKXKE PYYHOU METOJ OIpPEAECIEHUS TOYEK s

CTUMYJISILMHA. B mocinegHeM ciydae 3HAQUUTENBHO BAapbUPYIOT PACCTOSHUE MEXIY
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TOYKAMH CTHUMYJIAIIMM U KOJIMYECTBO MPENBSABISIEMBIX CTUMYJOB B KAKJIOHW U3 HUX.
OCHOBHBIMM  TTapaMETpaMH, XAPAKTEPUBYIOIIUMU KOPKOBOE IPEICTABUTEIBCTBO
MBIIIIBI, SIBJISIOTCA JIONIA/b, B3BEIIICHHAS U HOPMAJIM30BaHHAS IO/l (M1 O0BEM),
a TaKXKe JIOKAUIM3ALHUs «TOPSYEN TOUKW», [IEHTPA TSKECTU U PACCTOSHUE MEXKIY HUMU
[164]. Jns pacuera pa3MEpHBIX XapaKTEPUCTHK KOPKOBBIX IPEICTABUTEILCTB
UCIIOJIB3YIOTCSl pa3INYHbIEe METO/Ibl MAaTEMAaTHUYECKON MOCTOOPAOOTKH JAaHHBIX (METOJIbI
Teccensiuuu BopoHOro, BBIMYKIBIX 000J0YEK, MHTEPIOJSIIUN CIUIAMHAMHU U JIPYTHE),
Opd STOM HX CHUCTEMaTHYECKOTO CcpaBHeHHsI He mnpoBomwiock [102]. Pazmmuwms
IIOAXOA0B K KapTUPOBAaHUIO M OLICHKE I1apaMETPOB KOPKOBBIX IIPEICTaBUTEIILCTB
3aTPYAHSIOT CPABHEHHE PE3YJIHTATOB PA3HBIX UCCIENOBAHUN.

B mnocneguue romer mpu nposeaeHun TMC-kapTUpOBaHHS HCHOJIB3YETCS
HapuranmonHas TMC. Cucrema HaBUTranMM NO3BOJSET COOTHOCUTH pPEAJIbHBIE
aHaTOMHYECKHEe 00pa3oBaHUs C JaHHBIMU oOpa3zoBaHusMH Ha MPT. Bo3moxxHOCTB
COOTHECEHHUS HHAYLUPYEMOTO CTUMYJIITOPOM 3JIEKTpoMarHuTHoro mnoiist ¢ 3D mozenbio
IOJIOBHOIO MO3Ta B PEXUME pPEAIbHOTO BPEMEHHU II03BOJIAET OCYILECTBIATH
CTUMYJISLIMIO CTPOTrO B HEOOXOAUMOW TOYKE KOPbI TOJIOBHOIO MO3ra ¢ TOYHOCTHIO 10
HECKOJIBKMX MHJUIMMETPOB. DTO IMO3BOJIIET HAHOCUTH CTUMYJIBI IIPULEIBHO, C YYETOM
WHIUBUIYAIbHOM aHAaTOMUU W TOmorpauu KOpbl TOJIOBHOTO MO3ra KOHKPETHOTO
UCIBITYEMOI0, a TaKke KOMOMHUPOBaTh pe3ynbrarthl TMC-KapTUpPOBaHUS ¢ METOJaMU
CTPYKTYpHOU ¥ (DYHKIIMOHATBHON HelpoBusyanuzanuu [17, 113, 167]. [Ipu cpaBHeHMH
C NOpPSAMOUW KOPTUKAIBHOM CTUMYJSIUUEN — «30JIOTBIM CTaHAAPTOM» MOTOPHOTO
KapTHUpOBaHUs — omubka HaBuranpuoHHo TMC B omnpeneleHHH JTOKaIW3aIlluH
MOTOPHBIX 30H coctaBysieT 2,13 + 0,29 mm [191], uTo MO3BOJISET KCIIOIB30BATh 3TOT
METOJA JJIi HEUMHBA3MBHOIO IMPEAOINEPAIMOHHOIO0 KapTUPOBAHUS (DYHKIIMOHAIBHO
3HAYMMBbIX 30H [112, 118].

Kpome mwnelipoxupyprun, TMC-kapTupoBaHUE UCHONIB3YETCA ISl  OLICHKH
pEOpraHn3alii MOTOPHOM KOPBI M HEMPOIUIACTUYECKUX M3MEHEHUU KakK y 340POBBIX
JHIl, TaK ¥ Yy TAIHUEHTOB C Pa3IMYHBIMH 3a00JieBaHWSIMA HEpBHOU cuctembl [13]. ¥V
3I0POBBIX JIMI MMOKa3aHa BO3MOYKHOCTH BbISIBIEHUA ¢ noMoupo TMC-kapTupoBaHus

OBICTPBIX HM3MEHEHUN pa3sMEPOB KOPKOBBIX INPEICTABUTENBCTB — YBEIMYECHUS IPHU
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JIBUTATEIILHOW TPEHUPOBKE COOTBETCTBYIONIMX MBIl WM NPUOOPETCHUH HOBBIX
HaBbIkOB [202] u, HampoTuB, yMeHbIIcHHe mnpu mMMoOmau3anuu [119]. IlarTepHbl
peopraHu3ali  KOPKOBBIX MOTOPHBIX 30H, B TOM WYHCIE B JAWHAMHUKE (TIpU
€CTECTBEHHOM TEUCHHUU 3a00JieBaHUA W Ha (oHE peadWIuTaluyd WM TEparuu),
U3yJaauch mpu WHCYIbTe [124], smunerncun [117], tpaBmMax m omyxoisax [31, 78],
cocyaucroit aemennmu [91], aerckom 1epeOpanbHOM mapanude [228] u apyrux
3aboneBanusx [227]. B atux pabotax mokazaHo, 4ro TMC-kapTHpOBaHHE SBIISCTCS
IIEHHBIM METOJIOM OIIEHKH (PYHKIIMOHAIBHONW pEopraHu3aliii MOTOPHOM KOPHI U
U3YYCHUS HEMPOIUIACTHUECKUX M3MEHEHHM B HOPME M MPH Pa3IUYHbIX 3a00JI€BAaHUSX
HepBHo cuctemel [13]. Kpome Toro, wu3MeHEHHs pa3MEpOB  KOPKOBBIX
MPEICTABUTENBCTB MPEACTABISAIOT UHTEPEC ISl BEpUPHUKAIMN TOPAKEHUS MOTOPHOU
CUCTEMBI U MOTYT HCIIOJB30BATHCS JUIsl MPOTHO3UPOBAHUS M MOHUTOPHUHIA TEUCHMUS
3a00J1€BaHUS.

[Tpu BAC u3mMeHeHus: KOPKOBBIX MPEACTABUTENIHCTB U3yUajJoCh B €IMHCTBEHHOM
uccinenosanun. M. de Carvalho u coagt. (1999) npoaemoncTpupoBanu y 11 manueHToB
¢ BAC ywmenbiieHue mmiom@aan KopkoBoro mpeactaBurenbctBa APB na 25% wu
HOPMAJIM30BAaHHOTO 00BEMA Mpe/cTaBUTENbCTBA HA 47% OTHOCHUTENTHHO HCXOIHBIX
IOKa3aTesied P MOHUTOPUHTE B TeueHue rona. Meron TMC-kapTupoBanus okazaincs
0oJyiee 4YyBCTBUTEIBHBIM [0 CpaBHEHHIO ¢ JApyrumu mnapamerpamu TMC B olieHKe
nporpeccupoBanus 3aboneBanus [57]. YMeHblIeHHE KOPKOBBIX MPEICTABUTEIBCTB MPH
BAC nanbomnee BepOATHO CBSI3aHO C JeTeHEparreld KOPKOBBIX MOTOHEHPOHOB U MOYKET
UMETh IMarHOCTUYECKOE U MPOTHOCTHYECKOE 3HAUCHUE.

Takum  oOpa3om, 1O  HACTOSIIETO  BPEMEHH  JUArHOCTUYECKHH U
yccIenoBaTeNnbCckui norenuman Hapurannonnon TMC, Bkmtouas TMC-kapTupoBanue
MoTopHOil Kopbl, npu BAC ocraerca wManousyueHHbIM. IIpumenenne TMC B
KOMOWHAIIUK C METOAaMH HEHpPOBU3YAIM3AIlMH MOXET UMETh OOJBIIOE 3HAUCHUE AJIS
YTOYHEHHsI MaTO(U3HOIOTHUYECKUX MEXaHU3MOB HEHpPOJETEHEPAaTUBHOTO MOPAKEHUS
MOTOPHOM KOpPBI U pa3pabOTKH HOBBIX OMOMAapKepoB 3a00JE€BaHUs, YTO U OMPEICITUIIO

HCO6XO,III/IMOCTL IMPOBCACHUA HACTOAIICTO UCCICOIOBAHUS.
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I'JIABA 2. MATEPHUAJIBI, METOAOJIOI'YSAA U METOABbI UCCJIEJOBAHUSA

2.1. XapakTepuCTHKA 00C/1eJ0BAHHBIX NAIIMEHTOB M KJIMHUYECKasl OLlEHKA

Pa6ora npoBoaunace B ®I'BHY «Hayunsiii nieatp HeBpoioruun» (MockBa) Ha
0a3e 6-ro HEBPOJOTUYECKOTO OTAcIeHHs (pykoBoauTenb — A.M.H. M.H. 3axaposa),
OTIIeTIeHUsT HelipopeabunuTtanuu u pusnoTepanuu (pyKoBOIUTENb — JI.M.H., Ipodeccop
PAH H.A. CymnoHeBa) ¥ OTJCJICHUS JIy4eBOH AUArHOCTHKU (PYKOBOAMTEIb — J.M.H.
M.B. KporenkoBa). IIpoBeaeHue wuccienoBaHusi ObUIO OJOOPEHO JIOKAJIBHBIM
srndeckuM komuteToM ®I'BHY «Hayunblii 1ieHTp HeBposjorum» (mpotokoia Ne 9-3/15
or 21.10.2015 r.). Ilepen BKIIOYEHHUEM B MCCIEIOBAHUE OT KaXKIOTO HCIBITYEMOIO
OBLIO TOJIy4eHO H00POBOJILHOE HH(OPMUPOBAHHOE COTJIACHE.

B cooTBercTBUM C 1ENbI0 W 3ajlayaMd B HcCcClieloBaHUWE ObUTO BKIIOUeHO 30
naneHToB ¢ kinaccuaeckuM BAC u 24 manmenta ¢ BAC-HMH. [Ins dopmupoBanms
rpynnsl maneHToB ¢ BAC-HMH B nccnenoBanue Ha mepBoMm 3Tare 0bUTo BKIIIOUEHO 34
NalueHTa C CHHAPOMOM H30JUPOBAHHOIO TMOPaXEHUS HUKHETO MOTOHEWpOHa
(CUITHM). B kadecTBe KOHTpOJIbHOW Tpymmbl ObUIO 00CIEIOBaHO S7 3J0pPOBBIX
noOpoBonblieB. g KaXAOro  M3y4aeMoOro  MHCTPYMEHTAJIbHOIO  METoJa
UCTIOJIB30BaJIaCh OTACIbHAS TPYIINa 3J0pPOBBIX JO0OpOBOJbIEB (Tabimia 1). B kadecTse
rpynmnel cpaBHeHUs: Obuto oOcinemoBano & mamuentoB ¢ MMH. Cratuctudecku
3HAYMMBIX PA3IMYUN O MOy W BO3PACTy MEXIy TpylIaMu BBISIBICHO He Oblo. Bee

yuacTHUKH uccienoBanus oObutn npasimamu (Edinburgh Handedness Inventory) [146].

Tab6auua 1 — Jlemorpaduueckas XxapakTepucTUKa 00CIIeIOBAaHHBIX TPYIIIT

I'pynimia n ITon, M/% Bo3spacr, ner

Knaccuueckuii BAC 30 20/10 54 [50; 62]
BAC-HMH 24 12/12 58 [49; 61]
MMH 8 3/5 44 [36; 57]
310pOoBBIE TOOPOBOJIBIIHI:

KOHTPOJIb HaBurannoHHoit TMC 14 717 48 [29; 58]

KOHTPOJIb MP-MopbomeTpun 23 12/11 52 [43; 60]

koHTpoJb JIT-MPT 20 11/9 54 [47; 59]
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O0mmMH KpumepusmMuY GKIIOYEHUs NI BCEX YYACTHUKOB MCCIIEIOBAHUS OBLIU:
Bo3pacT otT 18 no 80 neT u Hamuure JoOPOBOJILHOTO MH(MOPMUPOBAHHOIO COTJIACHUSl HA
y4acTHE B HCCIIEJOBAHUE.

Kpumepuem 6xnouenus B Tpymiy MNalMeHTOB ¢ kiaccuyeckuM BAC Obu1o
HaJIMYME JIMAarHo3a «KJIMHUYECKH BO3MOXKHBIM BACY, «KIMHHUYECKH BEPOSITHBIA —
nabopatopHo mnoarBepxkaeHHbIM BACy, «kiuHuuecku BeposTHbIA BAC» wunu
«KJIMHAYECKU NOCTOBEPHBIM BAC» B COOTBETCTBUM C NEPECMOTPEHHBIMU KPUTEPUSIMU
El Escorial [36]. Takum oOpa3om, y BcCeX MalMEHTOB 3TOH TPYIIBI HAa MOMEHT
BKJIIOYEHHUSI B MCCJEJAOBAaHUE BBISBISUIMCh NPU3HAKKA TOPAXKEHUS W BEPXHETO, U
HIDKHETO MOTOHEHPOHOB Kak MHUHMMYM Ha OJHOM YPOBHE 1I€peOpPOCHUHAIILHON OCH.
BxiroueHue B HCClIEIOBaHUME MAIMEHTOB 3TOM TPYMHIbl MPOBOJIUIIOCH TOJBKO IMOCTE
TIIATEJILHOTO 00CeIOBaHUsS B COOTBeTCTBMHM ¢ pekomeHmarmsmu EFNS (European
Federation of Neurological Societies) mist uckiroueHust 3a00I€BaHUN, UMHTHPYIOIIHX
BAC [25].

Kpumepuem exnmouenuss B rpynmy mnamuentoB ¢ CHUIIHM Obiio Hammuume
KIIMHUYECKA  BBISIBJISIEMBIX ~ACHUMMETPUYHBIX TMPU3HAKOB TMOPAXEHUS] HUKHETO
MOTOHEWpoHa  (cmabocTh, TUMOTpOodUS MBI,  (ACHUKYISIUU,  CHUKEHUE
CYXOXXHJIbHBIX pe(IIEKCOB) KAK MUHUMYM Ha OJIHOM YpOBHE LIepeOpOCIHUHAIBHON OCH
0€3 YyBCTBUTEJIbHBIX HAPYIICHUH. Y BCEX MAIIMEHTOB 3TOM TPYMIIBI IPU HAMIPABICHUH B
OI'BHY «HayuHblil IeHTp HEBPOJIOTUI» OBbLT YCTAHOBIICH MPEABAPUTEIBHBIN JHArHO3
«00J1e3Hh MOTOHEMPOHA» WIH «T10/103peHue Ha BAC.

Kpumepusmu neexniouenus mist narpentos ¢ CUITHM Obutn: 1) Hamuuue mnpu
HEBPOJIOTUUECKOM OCMOTPE TaKUX MPU3HAKOB MOPAKEHUSI BEPXHETO MOTOHEHUPOHA, KaK
narosjoruueckue peduexcel (badbunckoro, I'odhdmana, kucreBoit anamor pediekca
PocconmuMo u npyrue), OXKUBICHHE CYXOXHUIBHBIX PEQIIEKCOB, KIOHYCHI, pediIeKChI
OpaJIbHOTO0 aBTOMAaTH3Ma, CIIACTUYHOCTD; 2) HAJIWYUE YyBCTBUTEIbHBIX HApYIICHUI; 3)
CUMMETPHUYHBIC JBUTATEIbHBIC HApyIIeHUs (C1aboCcTh, TUMOTPOGUS MBIIII) B HeOI0TE
3a00JIeBaHU.

V¥ Bcex nauueHToB ¢ CUITHM npoBoaniochk A€TaabHOE U3YYEHUE KIMHUYECKOU

KapTHUHBL 3a0071€BaHKsI HA OCHOBAHUH JaHHBIX aHaMHEC3a, HMeIOIHeﬁCH MCHHHHHCKOﬁ
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JOKyMEHTAaIlMu, OOIIECOMAaTUYECKOTO0 M  HEBPOJOTHYECKOTO HccienoBaHuil. B
COOTBETCTBHMHM C pekoMeHmarmsamu EFNS [25], Bcem mnarueHTaM NpOBOIUINCH
CTUMYJSIIMOHHAsT U wurosibuatass OMI, MPT ronoBHoro mosra, MO3BOHOYHHKA U
CIMHHOTO MO3Ta, pPEHTreHorpadus OpraHoB TPyAHOM KIETKH, OMOXMMHYECKUN U
KJIIMHUYECKUM aHaIU3bl KPOBU. B HEKOTOPBIX CiIyyasx JJIsl UCKIIOUYEHUS] UMUTUPYIOIINX
BAC 3aboneBaHuil HCHONB30BATIUCH JOMOJTHUTEIbHBIE METOABI OOCIEIOBAaHUSI —
JoMOanbpHas MYHKIUS c OMOXMMUYECKUM UCCIIEIOBAHUEM JIMKBODA,
UMMYHOJIOTHYECKHEe (aHTHTeNa K TaHrIHo3ujaaM, aHTurena k Borrelia spp. m T.1.) u
reHeTuueckue (s UCKIoYeHus OyipOocnuHanbHOM amuoTpodun Kenneaum wu
CIIMHAJIBHBIX MBIIIEYHBIX aTpoduil ¢ Ae0I0TOM BO B3POCIOM BO3pACTE) MCCIECAOBaHUS
kpoBu, MPT meiiHOro otaena mo3BOHOYHMKA M CIIMHHOTO MO3ra cO CrMOaHueM IIeH
(U1t KCKITFOUEHUs 00JIe3HN XHUpasma).

Y mnamuentoB ¢ CHUIIHM oxoHYarTenbHBI AWMArHO3 YCTAHABIMBAJCA IIOCIIE
MOJIYYCHHUS]  pe3yJbTAaTOB JIOMOJHHUTEILHOTO oOciefAoBaHus. Y  MAlMeHTOB C
MOpa)XEHUEM HAa  MOMEHT BKJIKOYEHHS B  HUCCIEJOBAHUE OJHOTO  YPOBHSA
1epeOPOCTMHAIBHOW OCH TPOBOJAMIOCH JUHAMUYECKOE HAOMIOACHUE B TeueHne 6—12
MECSAIIEB JJIsi OIICHKU MPOTPECCUPOBAHMS 3a00JIEBAHUSI, OMPENEIIEMOr0 Ha OCHOBAaHUH
BOBJICUCHHUS B MIATOJIOTUYECKUHN MTPOIIECC HOBBIX YPOBHEU 11epeOpOCTTMHAIEHON OCH.

Kpumepusamu ucxknrouenuss w3 wuccienoanust s nauueHtoB ¢ CUITHM
SABJISUTUCH:

1. BhIsIBIEHME MpU 00CIEAOBAaHUU APYroro 3adoneBaHus, umutupyromero bAC;
2. OTCYTCTBHE MPOTPECCUPOBAHUS 3a00JEBaHUS MPU TUHAMHUYECKOM HAOJIIOJICHUH B

TEUEHHUE OJIHOTO r'ojJia B CiIydae MOPaKEHUSI OJHOTO YPOBHSI 1IepeOpOCIMHATBLHOMN

OCH Ha MOMEHT BKJIIOUCHHUS B UCCIICIOBAHHUE.

Takum oOpa3zoMm, B KOHEYHOM uTore w3 rpymnmbl namueHtoB ¢ CUITHM Obuia
chopmupoBana rpymnmna nanueHToB ¢ BAC-HMH, y KoTOpbIXx mpu TpOBEIECHUU
oOcnenoBaHusl OBLTM HCKIIOUEHBI JApyrue 3aboJjeBaHUs, CHOCOOHBIE OOBSICHUTH
MMEIOUTYIOCS CUMIITOMATUKY, U IO aHAMHECTUYECKUM JIAHHBIM WU MPU TUHAMUYECKOM
HaOMIOIGCHUM OBLIO BBISIBIEHO MPOrpecCUpOBaHUE 3a00JIEBaHMSI C BOBJICUCHUEM B

NaTOJIOTUYECKU  MPOIECC HOBBIX YPOBHEW I1epeOpOCHMHAIBHON  ocH.  ITO
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COOTBETCTBYET KpuTepusiM nuarHoctuku BAC, cormacHo omyOnukoBanHoMmy B 2015
roay mnepecmotpy kputepueB El Escorial mcciemoBarenbckol TPYIIBI M0 M3YYCHHUIO
BAC/BJIH BcemupHnoii dheneparmu nHesponoruu (Research Group on ALS/MND, World
Federation of Neurology) [125].

B kadecTBe rpynmbl CpaBHEHHS B HUCCIEJOBAHHUE BKJIIOYAIUCH MAI[UEHTHI C
nuariosoM MMH, ycTaHOBJIEHHBIM COTIJIACHO JUArHOCTUYECKUM KIMHUYECKUM U
HIIEKTPOPHU3NOIOTHICCKUM KPUTEPHUAM 3Toro 3abosaeBanus [100].

O0mmMH KpumepusaMU He8KAI0YeHUs 1JI BCEX YUaCTHUKOB UCCIIEI0OBaHUS ObLIN:

e HamuuWe TnpoTuBonokazaHuit Kk mnposenenuro MPT u TMC (nanuuue

KapJIMOCTUMYJISITOPA, BHYTPUCEPJCUYHBIX KATETEPOB, AJIEKTPOHHBIX IOMII,

MMILUIAHTOB BHYTPEHHETO M CPEAHEr0 yXa, METAJUTMYECKUX (HaMarHM4MBaeMbIX )

KJIIUIICOB W CTEHTOB, METAJUIMYECKUX HWHOPOAHBIX TE€J, HWMIUIAHTOB U

KOHCTPYKIINH; Ki1aycTpodoOusi, 0epeMEHHOCTb);

® TSDKENIOE COCTOSIHME, TpeOyrolee MOAAEPKAHUS MKU3HEHHO BAXKHBIX (PYHKIUN
anmapatHbiM  METOJOM (MCKYCCTBEHHAss BEHTWISAIHMSA JIETKMX, [OCTOSIHHOE
npuUMeHeHne nHPy30Mara);

® TIPOBEJCHUE HEMHBA3WBHOW BEHTWJISILIUU JIETKUX;

® TsDKEJAas COMaTUYECKas WM MICUXUYECKasi TaTOJIOTHS;

e ipyrue 3a00JieBaHMsI HEPBHOMN CHUCTEMBI;

e Tepanusl AaHTUACTPECCAHTAMU, aHTUKOHBYJIbCAHTAMU WM APYTUMU HpenapaTami,

BIUSIIOIIMMU Ha BO30YJJMMOCTh MOTOPHOM KOPBI, BKJIKOYAsk pUITy307T;

® OTKa3 OT y4acCTHs B UCCIICAOBAHUU.

Y Bcex NaIMeHTOB MPOBOJIUIIACH OIeHKA (YHKIIMOHAIBLHOTO COCTOSTHUSI C
uCIoyib30BaHueM nepecmotrpeHHoil Illkanel Hapymienuit QyHKouid npu OOKOBOM
amuoTpoduueckom ckiepose (ALS Functional Rating Scale Revised, ALS FRS-R) [41].
[IIkana Bxaroyaet 12 mokazarenen (peub, caauBaliys, rJI0TaHUE, MUCbMO, IPUEM MUIITH
U UCIOJIb30BAaHUE TIOCY[bl, OJE€BAaHWE W THUIMEHA, IOBOPOTHI B KpPOBaTU U
MaHUITYJIMPOBAHUE MOCTEIHHBIMHA MPUHAJICKHOCTIAMH, X01p0a, MOIBEM TIO JIECTHUIIE,

AUCIIHO3, OPTOIIHO3, peCIrpaTopHasi HCI[OCT&TO‘IHOCTL), Kﬂ)K,IIBIﬁ N3 KOTOPBIX
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orennBaeTcss oT 0 1o 4 06a/wioB B 3aBUCUMOCTH OT BBIPAXKEHHOCTH HApPYIICHHM
(mpunoxenre 2). MeHpmuid 0aql  COOTBETCTBYET OOJNbIICH  BBIPAXKEHHOCTH
HapyuieHuH. MakcumaibsHas cymmapHas oreHka 1o mkajae ALS FRS-R — 48 6amos.

VY Bcex ManMeHTOB MPOBOJMIIACH OLIEHKA CUJIbI B 18 rpymmax MbIIII clpaBa U
cieBa mo mkaie MMT (Manual Muscle Testing) [72]. Kaxnpast rpymma MBIl
onieHuBanachk mo 10-0amnpHOM ImIKaie, MaKCUMalbHO BO3MOKHBIA CyMMapHbIN Oamn —
360 (mpuosxenue 3). [Ipu oleHKe MO 3TOH IIKaJie MCHBIINK Oallil COOTBETCTBYET OoJiee
BBIPXEHHON CIIAa00CTH. YUHUTHIBas BO3MOKHYIO CYObEKTHBHOCTD, POBEICHNE OIEHKU
No A3TOM MmKaje (Kak W MO BCEM JAPYIMM HCIIOJIb30BaHHBIM B paboTe NIKajam)
MPOBOJUIIOCH OJTHUM HcciiefoBaTesieM. OTAENbHO TakKe OLIEHUBAIACHh MBIIIEYHAs CHUJIa
B M. abductor pollicis brevis (APB) cnipaBa u cnesa o mkaine MRC (Medical Research
Council).

C mnomomipro mpemnoxxkennoi B 2012 romy King’s clinical staging system
ompenensiach craaus 3aboneBanus [162]. Cuctema mnpemycMaTpuBaeT BBIICICHUE
CIICAYIOIINX CTaNK 3a00IeBaHUS:

e craius | — Havano 3a0oseBaHusl  (MOpaKEHHE  TEPBOTO  YPOBHS
1epeOpPOCITMHAIBHON OCH);

e craausa 2A — IIOCTaHOBKA JHArHo3a;

e cranus 2B — BoBIeUYeHNE BTOPOTO YPOBHS;

e craaus 3 — BOBJIEUYCHUE TPETHETO YPOBHS,

e craaus 4A — HE0OXOAUMOCTh FaCTPOCTOMMUM;

e cranus 4B — He0OX0MUMOCTh MTPOBEICHNS] HEMHBA3UBHON BEHTUIISIIUY JIETKHX.

BoBneuenne ypoBHS B TATOJIOTHYECKHI MPOIECC OMPENEIUIOCh TOJIBKO TpHU
HaTM4IUA (QYHKIIMOHAILHO 3HAYMMBIX U3MEHCHHM, TAKMX KaK CJIa00CTh, CITACTHYHOCT,
runotpodus, AU3apTpus WK qucdarus. B oraudne oT tuarHoctuuyeckux kpurepues El
Escorial, Takxe OCHOBaHHBIX Ha TOJCUETE KOJIMYECTBA TMOPAKEHHBIX YPOBHEU, LIS
ONpEJENICHUs] TOPAXKEHUs] CIEAYIOIIEro YpOBHS 1epeOpOCHUHAIBHON OCH  MpHU
ucnonb3oBanuu King’s clinical staging system we TpeGyercsi OqHOBPEMEHHOTO HATHYHSI

NPU3HAKOB MOPAXKEHHS U BEPXHET0, U HIDKHETO MOTOHEHpoHOB [162]. Mcnonb3oBanue
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ATOM CUCTEMBI CTJAMPOBAHUS B HACTOAIIEH paboTe, TaKUM 00pa3oM, OMPaBIaHO B CBSI3U
C BKJIIOYEHHEM [AllUEHTOB, HE MMEIONUX MPU3HAKOB TOPAXKEHUS BEPXHETrO
MOTOHEHPOHA MPU MPOBEACHUH MIEPBUUHOTO OOCIIECTOBAHHUS.

JIJ1st OLIEHKH BBIPAXKEHHOCTU MOPAKEHUS BEPXHETO MOTOHEHPOHA Y MAIMEHTOB C
kinaccuueckuM BAC moacuuThIBaIOCh CyMMapHOE KOJIMYECTBO MPU3HAKOB MOPAKECHUS
BEPXHETO0 MOTOHEHWpPOHAa C KCIOJIb30BAHWEM MOJIU(MDUIIMPOBAHHON IIKAJIbl MOPAKCHUS
BepxHero MotoHerpona (Upper motorneuron Score, UMN Score) [200]. OneHuBanuch
pediiekC ¢ IBYIIaBOM MBIl II€Ya, KapropaauaidbHBI peduiekc, pedrekc ¢
TpEeXTriaaBoil MBIl TIeda, peduiekc ['odhdmana, KoJEHHBIM U aXWLUIOB pedIieKchl,
NaTOJIOTHYECKUE pa3rudaTesibHble CTONHBIE PeQIIeKChl (Bce — C 2-X CTOPOH), a TaKkKe
HIOKHEYENIFOCTHOM UM Ha3oyiabuanbHbli  peduiekchl. [lpu  OLEHKE CyXOKUIIbHBIX
pedIeKCOB U HUKHEUETIOCTHOro peduiekca 0 0auioB COOTBETCTBYET HOPMaJIbHOMY
pediiekcy, CHMXEHHOMY pediekcy Wiau OTCYTCTBUIO peduekca, 1 Oamn —
MOBBIIMIEHHOMY pedJIeKCy; MPU OIEHKE MaTOJOTHYECKUX Pa3THOaTENbHBIX CTOIMHBIX
pebnekcoB, peduekca [obdmana wu HazomabuampHOTO peduekca 0 OammoB
COOTBETCTBYET OTCYTCTBUIO pediiekca, 1 6amn — BoisgBiaeHUO peduiekca. [Ipu Hanmuuuum
TUIOTPO(UU MBIIIII COOTBETCTBYIOIIEH KOHEYHOCTH B CIIy4ae BBISIBJICHUS HOPMAILHOTO
M0 BBIPAXEHHOCTU CYXOKHIIBHOTO peduiekca Takke ycTaHaBiuaics 1 Oamn. OueHka
MaTOJIOTUYECKUX  CTOIMHBIX  pa3ruOaTeNbHBIX  PEQIIEKCOB  BKIIOYANAa  MPOBEPKY
pediekcoB babunckoro, Uennoka u OnmenreiiMa. IIpu Hanmmaum XoTst OB OJHOTO M3
3THX pediekcoB BbIcTaBmsics | Oamn. CymmapHas OIEHKAa TSHXKECTH TOPAKCHHS
BepxHero moToneiripona mo UMN Score Bapeupyer or 0 go 16 Gamno. bosnbiiee
koiuuectBo O6aoB mo UMN Score cootBeTcTBYeT 00JIbIIEMY KOJUYECTBY MPU3HAKOB
IIOPAYKEHUS BEPXHETO MOTOHEHPOHA.

dopma 3aboneBaHusi  ompenensIach Ha  OCHOBAaHMM  KJIACCH(PUKAIMH
O.A. Xonnkapuana u coaBT. [16]. JlauTenbHOCTH 3a00JicBaHUS ONpeaCisiach B
Mecsllax OT MOMEHTa TIOABIICHUS TIEPBBIX CHMIITOMOB JIO0 JaThl MPOBEICHUS
obcnemoBanus. CKOpPOCTh MPOrPECCHPOBAaHMS oOmpeaesuiack mo  (opmyne: (48—

cymMmapHubiii 6ai1 mo ALS FRS-R)/murensHocTs 3a00aeBanus B Mecsiax [48].
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2.2. HaBurauMoHHAasi TPAHCKPAHUAJIBHASI MATHUTHAS CTUMYJISIIUS

Hasuramuonnas TMC mpoBoauiachk ¢ ucmoyib3oBanreM ammapata NBS eXimia
Nexstim (®Ounnsaaus). Ha nepBom stame mpoBomwiace MPT ronoBHOro mosra B
pexume T1 MPR (Multiplanar reconstruction) ma Tomorpadax Magnetom Verio u
Magnetom Avanto (Siemens, I'epmaHus) ¢ BeTUYMHON MarHUTHOW WHIYKIWU 3 u 1,5
Tecna cooTBeTcTBEeHHO. [locme 3TOro oCymecTBISsUIN 3arpy3Ky JaHHBIX B cuctemy NBS
eXimia Nexstim [ TOCTPOCHHUS TPEXMEPHOM MOJEIM TOJIOBHOTO MO3ra
oOcneayemoro. Mcnonp3ys HaBUTAIMOHHYIO CHCTEMY, COOTHOCHIIM peajibHbIE
aHaTOMHYECKHEe OoO0pa3oBaHUs (KO3EJIKH YIIEH, MEPEeHOCUIla, TOYKH Ha CKajble) ¢
JAHHBIMU 0Opa3oBaHusiMu Ha MPT.

TMC npoBoaunachk 8-00pa3HOl KaTyIIKOW C UCIIOJIb30BAaHUEM HABUTAIUHU, YTO
MO3BOJIAET JIOKAJW30BaTh MAaKCUMyM MAarHUTHOTO MOJ C TOYHOCTBIO OKOJO 2 MM
OTHOCUTEJIBHO aHATOMHYECKUX 00pa3oBaHMl Ha MHAMBHIyaIbHOW MPT KOHKpETHOro
ucneityemoro. IIpu onpenenennn naccuaoro MII, BIIMII, BIIMII u kaptupoBanuu
KOPKOBBIX mpenctaButenscTB APB ucnonbp3oBasiach kartymka ¢ OudasHoit dopmoit
CTUMYJIOB JguaMeTpoM 70 MM ¢ MaKCUMaJlbHOW HANpsKEHHOCTbIO MArHUTHOTO MOJIsS
199 B/M u IIUTENbHOCTBIO MarHWTHOTO wuMmyibca 280 mkc. Jlna perucrparuu
KopkoBoro IIM u cTUMynsiuMM TMapHBIMA CTUMYJaMHU MCHOJb30Bajach KaTylllKa C
MOHO(a3HOH (HOPMOI CTUMYIIOB.

Hnsa  peructpaumn  BMO npoBoawid 3anmuch moBepxHOCcTHOM OMIT ¢
WCIIOJIb30BaHUEM OUTIOJISIPHBIX JJIEKTPOJOB. AKTUBHBIA AJIEKTPOJ pacrojarajics Hal
oprormkoM APB, HEakTHBHBIM — Ha 2 CM JUCTalibHEE. 3a3eMIISIOIIMM DJICKTPO/I
pacrojarajiy Ha BepXHEeH TpeTu MpeArieubs JeBON pyku. BoIOOp MBIIIIIBI ObLIT CBS3aH C
e paHHUM U BBIpaXCHHBIM ropaxkenuem npu BAC [66].

Ha mnonyuennbix MP-u300pakeHHsIX HaXOWIM TOTEHIIMAIBHYIO 00JacTh, B
KOTOpPOM pacrojiaraeTcss KOpKoBoe MpencTtaBuTeabcTBo APB — B mpejenax HIKHEH
YacTH MPEleHTPaNTbHON M3BUINHBI, TIoJe 4 mo bpoamany, B Tak Ha3bIBaeMoOil oOiacTu
hand knob. IIpoBommnu mnpeABapUTENbHYIO CTUMYJSIMIO 30HBI HHTEpeca C

MHTEHCUBHOCTBIO, OCTaTOYHOU 17151 peructpanuu BMO ¢ ammutynoit 100500 mkB.
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ITocnie artoro ompenensyin naccuBHbli MIL.  [limg  3TOro  mcnosb3oBau
cneruanbHblii pexum NBS eXimia Nexstim «IloBrop cTumyna», MO3BOJSIONIUN
MPOBOJIUTh CTUMYJISIIAIO BBIOPAHHOW TOYKHM C TOYHOCTHIO 2 MM. [laccuBubiii MII
OIpeesIn ¢ HCrojib3oBaHueM ainroputMa Rossini — Rothwell [164] npu moaHOM
paccnabieHuu MBIIIbBl MUIIEHU. B Touke ¢ MakcumaiibHOM ammutynoii BMO, mo
JAHHBIM TPEBAPUTEIHON CTUMYJIALIMYU, TTOCIEI0BATENBHO NPEAbABISIIN cepuu u3 10
MAarHUTHbIX CTHMYJIOB, YMEHbIIIAs WHTEHCUBHOCTh CTUMYJSiuM Ha 1%. 3a MII
NPUHUMAIA MUHUMAJIbHYIO WHTEHCHUBHOCTH MArHUTHOW ctumyisanuu (B %), mpu
KoTopoi B S5 wu Oomee wu3 10 mocienoBaTrenbHO —MMOAABAaEMBIX  CTHUMYJIOB
peructpupoBaiuck BMO ¢ ammmutynoit 6onee 50 mxB. Onpexaenenue JoKaau3auu
ropsiue Touku U onpenesnenrne MII mpoBoawin OTHENBHO Ui KaTylmleK ¢ MOHO- U
oudaznoit hopMoii CTUMYIIOB.

Jinga  omnpeneneHus — OPONOJDKUTENBHOCTH  KopkoBoro [IM  mpoBogmmm
CTUMYJISALIMIO TOpSYe TOYKM C UCHOJIb30BaHWEM MOHO(MA3HOM KaTymIKH |
uHTeHCUBHOCThIO 110% o1 wunauBuayansHoro MII B ycCHOBUSIX NIPOU3BOJIBHOTO
COKpallEHUs HCCIENyEMOMN MBIIIIBI (20—40% oT MaKCUMaJbHOTIO).
[IponomxuTensHOCTh KOpkoBoro IIM ompenensnace or momeHTa Hadaia BMO no
MOSIBJICHUSI ~ MPOM3BOJIBHOM  OMI'  akTHBHOCTM €  aMIUIMTYAOM HE  HMXKE
MPEAIIECTBOBABIICH CTUMYIY W JUIMTEIbHOCTHIO Oosnee 100 Mc. AHanu3upoBasioCh
CpelHee 3HaUYCHHE, MOJyYeHHOE IPU NpeabsiBiaeHuu 10 cTuMyIioB.

Hns  onpenenennst BIIMII  npoBogunace ¢dopaMuHaAIbHAST —~ CTUMYJISLIUS
MPOKCUMAaJIbHOUN MOPIUK CIIMHHOMO3TOBBIX HEPBOB (Ha YpoBHE Tea 1m03BOHKOB C7—C8,
Ha 1-2 cMm jarepaiibHee OT IEHTPalbHON JMHUK) ¢ MHTEeHCUBHOCTHIO 80-100% ot
MakcumanbHoi. BIIMII onpenensiiock kak pa3HOCTh MUHUMAIBbHOM JaTeHTHOCTH BMO
Ipd  KOPKOBOM CTUMYJSIUMM M MUHHMalIbHOM  JaTteHTHOCThio BMO  mpu
dhopaMUHAIBHON CTUMYJISIINH.

CTUMyJSIIMI0O TApHBIMA CTUMYJaMU TPOBOAMIM KATyIIKOW ¢ MOHO(a3HOU
dbopMoOli CTUMYJIOB B TOpSYEH TOYKE CO CIEAYIOIMMH XapaKTePUCTHUKAMH:
MHTEHCUBHOCTh KOHAUUMOHUpYtomero ctumyna — 90% ot MII, tectoBoro ctumyna —

110%. MexctumynbHbIl uHTepBan npu onpeaeneHun SICI —2 mc, ICF — 12 mc.
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Bripaxxennocts ¢penomenoB SICI u ICF onenuBanach OTHOCHUTEIBHO CPEIHETO
3Ha4YeHUs aMmIuuTyabl BMO npu mpoBefeHun omHOKpaTHOW ctumyisiuu (SP, single
pulse): SICI=SICI cpennee/SP cpemnnee; ICF=ICF cpennee/SP cpeanee. OmHOKpaTHYIO
CTUMYJISALIMIO TPOBOJMIM B TOpsiueil Touke ¢ MHTeHCUBHOCTHIO 110% ot MII. MuTepBan
MEXKy OTAECIbHBIMUA CTUMYJIAMHU U MApaMHU CTUMYJIOB cocTasisn oT 2 no 10 cek. Bo
Bcex ciaydasx ompeaenenue SICI mpemmectBoBasio ompenenenuto ICF. Jlns pacdera
cpennert ammumutyasl BMO npu SP u SICI/ICF npenbsiBiistiin 10 ctumynioB u 10 nap
CTUMYJIOB COOTBETCTBEHHO.

KaptupoBanue kopkoBoro mpencraButenbctBa APB  mpoBogmiocs ¢
UCIIOJIb30BAaHUEM KaTylIKu C OudazHoil (QopMoil CTHUMYJIOB M HWHTEHCHUBHOCTBIO
MarHutHOro nois 110% or MIIL. Onpenensiny TOYKH, NMPU CTUMYJISILAA KOTOPBIX
dbukcupoBancs BMO ammiurynoii Oonee 50 MxB. MHTepBanm mMexay cTumynamu
cocTaBisl 2—4 cex. CTUMYIISIIUS OCYIIECTBIISUIACH TOJIBKO B CJIy4ae TaHME€HIUAIbHOTO
MOJIO)KEHUSI KaTyIIKU OTHOCUTENbHO KOpbl. Ilpu mpoBenaeHHMH KapTUPOBaHMS
IPOABUKEHHUE B CTOPOHBI OCYIIECTBIISUIOCH IO TOJMYyYEHHUS] KAK MUHUMYM JIBYX TOUYEK C
orcyrctBueM BMO. KonnuecTBO CTUMYJIOB NpU KapTUPOBAaHUM cOCTaBisiio ot 100 mo
250. IlpaBUIBHOCTP pACCTAHOBKM MAapKEpOB, OMNPEIACISIOMUX aMIUIMTYAy U
nateHTHOCTh BMO, mnpum mnpoBeaeHUM KapTUPOBAaHWsS W ONPENACIECHUU JPYTHX
nokasaresieidl MNpoBepsulach BPYYHYIO W IpPU HEOOXOJUMOCTH KOPPEKTUPOBAJIACH.
Onpenensauch  MakCUMajbHAs  aMIUIATyJla W MHUHHMAJIbHAs  JIATEHTHOCTD,
pacCUMTHIBAJIACH CPEIHSSA aMILIUTYyAa orydeHHbIX BMO.

Pacyer mapamMeTpoB KOPKOBBIX HPEICTaBUTENIbCTB — IUIOMIAAM U B3BEIICHHOM
IJIOIIAAN — TMPOBOJMJICS B OPUTMHAJIBLHOM IMPOTPAMMHOM OOECHEYEHHH C MOMOIIbIO
MeTtona Teccensauuu (pa3douenus) Boponoro. Pa3z0uenne Boponoro 3amaercs
MHO’KECTBOM TOYEK B KOJMUYECTBE N M COCTOUT B Pa3/ICICHNUH IJIOCKOCTH Ha n o0JjacTen
TakuM 00pa3zoM, YTO Kaxzaas 00JIaCTh COAEPKUT TOUKH, JUIsl KOTOPBIX OJMxkaniel u3
MHOXECTBA SIBIISIETCS HEKoTopas (ukcupoBaHHas Touka [102, 241]. C momomipo
OpPUTHMHAIBHOTO IPOrPaMMHOTr0 oOecrnieueHus TOYKH CTUMYJISILIIH
anmpoOKCUMUPOBAIMCH CPEpo, HA KOTOPOW MPOBOJAMIACH C(hepUuyecKasl TeCCESLHs

BOpOHOFO A1 p336I/IeHI/I$I 30HbI CTUMYJISIIIMKA HA IMOA30HbI, COOTBCTCTBYIOIINC TOYKaAM
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cTUMyISAuU. [IpOBOAMIIOCH HM3MEpeHHe IuIomanu (cM?) W B3BEHICHHOW ILIOMIAIH
(cM*MB) KaxIoro KOPKOBOIO NpEICTABUTENLCTBA. B KadecTBe IUIOIAAM Opanach
CyMMapHasl IUIOLIAJb MHOIOYTOJBHUKOB (30H) pa3zdouenuss ¢ BMO Beime 50 mkB.
B3BeleHHas mioniaab BBIYKMCISIACH KaK CyMMa IUIOIIAJed aKTUBHBIX syeek (mpu
CTUMYJISIIIMA KOTOpPBIX peructpupoBasics BMO c¢ ammutynoir Gonee 50 wmkB),

YMHOXEHHBIX Ha aMIiutyay BMO B nanHoil siueiike.

2.3. HeiipoBu3yajJn3aunoHHoe 00cjieJ0BaHne
2.3.1. Bokcesib-opueHTHPOBaHHAasi MOP(oMeTpusi

st mpoBeaeHus: MopoMeTpudeckoro aHanu3a BbinosHsinace MPT rojgoBHOro
mo3sra B pexume 3D-T1 rpaguentHoe 3xo0 (3D-T1 MPR, multiplanar reconstruction) c
HoJydeHreM Habopa u3 176 caruTralibHBIX cpe3oB Ha ToMorpadax Magnetom Verio u
Magnetom Avanto (Siemens, ['epmanusi) ¢ BETMYMHOM MarHUTHOW MHAyKUMH 3 U 1,5
Tecna coorBerctBeHHO. Ilapamerpsl ckanupoBanusi: TR=1940 wmc, TE=308 wc,
Mexcpe3oBeli uHTepBasl 0,5 MM, mone o63opa = 250 MM, maTpuna 256 x 256 mw,
TOJIIMHA cpe3a = 1 MM.

Jist  mocTtoOpabOTKH  MOMYYEHHBIX HM300pa)KEHUW  MCIHOJB30BAJICS — TMAKET
nporpamm SPMS8 (Statistical Parametric Mapping; Functional Imaging Laboratory,
Wellcome Department of Imaging Neuroscience, Institute of Neurology, London, UK;
http://www.fil.ion.ucl.ac.uk/spm/) na 6a3e Matlab 17 (Mathworks, Natick, MA, USA).

[TocToOpaboTka BKIFOYAIa CIEAyIOIINE dTarbl [223]:

1. IIpocTpaHcTBeHHass HOpMaiu3alksl [OJYYEHHBIX HW300paXeHU K OJHOMY
crepeorakcuueckomy MNI (ot amrn. — Montreal Neurological Institute)
IIPOCTPaHCTBY (pasMep Bokcenss — 1 Mm®; matpuna = 156 x 189 x 157). JlanHblii
ATan TMPOBOJUTCA C LETbI0 TPHUBEACHUS WHIWBHAYyATbHBIX MP-u3zo0pakenuit
KOHKPETHOT'O HCIBITYEMOr0 K CTaHJIAPTHOMY INAOJIOHY, MOJYYEHHOMY MyTEM
YCpEIHEHHUS 00JBIIOTO KOJIM4YeCTBa N300pakeHUu K OJTHOMY
CTEPEOTAKCHUECKOMY MpOCTpaHcTBY. Ha 3ToM 3Tanme gocturaercs KOppEKLHs
paznuuuii (OpMbI TOJIOBHOIO MO3Ta M €ro OTACNbHBIX CTPYKTYp, YTO JENaeT

BO3MOYKHBIM TIOCTIEAYIOIINIA MTOBOKCEIBHBIN MOP(HOMETPUIECKUI aHAH3.


http://www.fil.ion.ucl.ac.uk/spm/
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2. CermeHTanusl TOJYyYCHHBIX H300pakeHuid Ha cepoe BemectBo (CB), Oemoe
BEIIECTBO U 1epeOpPOCIUHANIBHYIO >KUJKOCTh C HCIOJIb30BAaHUEM aJFOpUTMA
DARTEL.

3. CrnaxxuBaHUE TOJYYCHHBIX W300paKEHUU C M3O0TPOIHBIM T'ayCCOBBIM SIAPOM C
MOJJHOM IIMPUHOM HA TMOJYBBICOTE § MM, NO3BOJISIONIEE HUBEIHPOBATH
WHIUBUyalIbHbIE OCOOEHHOCTH aHATOMUMU.

Ouenka peszynpraTroB BOM BkiIouana TpynmoBOW aHAIW3 C UCIOJIb30BaHUEM
two-sample t-tecT Ha ypoBHE BCero Mosra ¢ IMOBOKCEIBHBIM cpaBHeHHEM oObema CB
MEXIy U3ydaeMbIMU rpyriaMu. [1ockobKy OCHOBHOM 1€IbI0 TAHHOTO dTarna padoThl
ObLJIO BBISBJICHUE pa3IMuMid MEXAy rpynmnamMu B oO0béMe mmeHHo CB, Ha ocHOBe
MOJTyYEHHBIX U300paKCHHUI BCEX MCIBITYEMBIX OblIa co3naHa mMacka CB (pucyHok 2).
Takum oOpa3om, NpU MPOBEJCHUU MEKIPYIIIOBOTO aHAIM3a YUUTHIBAIUCH Pa3IUYUs

TOJIBKO B 00B6EéMe CB.

PI/IcyHOK 2 — CO3,Z[aHHa$I Ha OCHOBC IIOJIYYCHHBIX 1/1306pa>1<eH1/1171 BCCX YYACTHHUKOB HUCCIICOAOBAHUA

macka CB (rmosicHeHus B TEKCTE)

AHanM3 pe3yJabTaToOB MPOBOJMIICSA HA KIACTEPHOM M MUKOBOM YypoBHsX. Jlns
BBISIBJICHUSI KOPPEJSIIMOHHON CBSI3M MEXKIY KIMHUYECKUMH TOKa3aTeIsIMU U 00beMOM
CB wucnonp3oBajcsi perpecCHOHHbI aHau3. [lopor CTaTUCTUYECKON 3HAYUMOCTH —
Proreor<0,05 (False Discovery Rate Correction), munuMansHbii 006EM 30HBI — 100

BOKCEJIEH. BI/I?)yaJII/ISaHI/I}I PE3YyJIbTAaTOB BOM, BBIBOJ, JaHHBIX CTATUCTHYCCKOIO
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aHallM3a W OIpeAeNicHUE JIOKAIM3AMH KOOPAWHAT OCYHIECTBIBSUIUCH C TTOMOIIBIO
nporpammel xjView (http://www.alivelearn.net/xjview8).

Ha cnenyromem stamne npoBoauiock omnpeneiaeHue ooréma CB 30HBI HHTEpECa —
MpeleHTpalbHbIX M3BWIMH, a Takxke ompeneneHue obmero oobéma CB ¢ momoribio
yrumuTel EasyVolumes. Kpome Toro, onpenensuioch oTHoIeHne oobéma CB npaBoii u

JIEBOM MpELeHTPaIbHBIX U3BWIMH K 001IeMy 00bEMy CB.

2.3.2. In¢¢y3uoHHO-TeH30pHASI MATHUTHO-PE30HAHCHASI TOMOTrpadus

JUIsL OLEHKH CTPYKTYPHBIX W3MEHEHHMI NPOBOAAIIMX ITyTEH TOJIOBHOIO MO3Tra
nanedTaM ¢ BAC-HMH wu 3m0poBeiM no0poBosbiiam mpoBoawiack JT-MPT nHa
tomorpade Magnetom Verio (Siemens, 'epman¥si) ¢ BETUYHMHON MarHUTHOW WHTYKITUU
3 Tecna. [lapaMeTphl CKAHUPOBAHUSL: pa3MeP BOKCEN — 2 X 2 X 2 Mm>; 60 HanpaBieHuit
mudpdysun; b=1000 cex/mm?. s nOCTOOPaOOTKM IONYYEHHBIX H300paKCHUI
UCTIOIb30BaJICs makeT mporpamm SPM8 na 6a3e Matlab 17. IToctoOpaboTka BKIHOUaIa
NoCJIeI0BaTEIbHbBIE 3TAIlbl HOPMAIM3AIUK U CTJIaKUBAHUS MOTYYEHHBIX H300paKEHUI.
[ns ouenku pesynpraroB IT-MPT npoBoauics rpynmnoBoi aHaiau3 ¢ NOMOIIbIO tWoO-
sample t-tect Ha ypoBHE BCEro Mo3ra C IIEJbIO BBISIBICHHS Pa3iH4yMii B 3HAYCHUU
bpakunonHoil aHuzoTponuu (PA) mexay uzydaembiMu rpynnamu. Ha stom stane
UCIOJIb30Bajach CO3/JaHHAas Ha OCHOBAaHMUM M300paKEHUH BCEX YYACTHHUKOB
UCCIIeIOBaHMsI Macka Oenoro BemiecTBa. JlJis BBIABICHUS KOPPEISLMOHHON CBS3U
Mexy PA U KIMHUYECKUMH IPU3HAKAMH ITPOBOIMIICS PETPECCUOHHBINA aHanu3. [Topor
CTaTUCTHYECKOW 3HAYMMOCTH — Prpreonr<0,05 (False Discovery Rate Correction).
Busyanuzanus pe3yabTaToB, BbIBOJ JAHHBIX CTATUCTUUYECKOTO aHAJIU3a U ONpeieTICHUue
JOKaNU3allMd  KOOPJIMHAT OCYIIECTBISIUCh C TOMOIIBIO MporpaMmmbl  XjView

(http://www.alivelearn.net/xjview8).

2.4. Cratuctuyeckasi 00padoTka TaHHbIX
[TomuMo cratucTiyeckoro ananusa JaHHbIX MPT, mpoBOAMMOro ¢ mOMOIIBIO
BBIIIICONTMCAHHBIX mNpuiokeHuid Ha ©O0aze MATLAB, cratuctuueckas oOpaboTka

MOJyYEHHBIX PE3yNbTaTOB MpPOBOJAMIAch ¢ mpuMeHeHHeM mporpamMmbl «STATISTICA


http://www.alivelearn.net/xjview8
http://www.alivelearn.net/xjview8
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10.0» (TIBCO Software Inc.). HopMmanbHOCTh pacmpeneieHuss KOJUYeCTBEHHBIX
IIPU3HAKOB IIpoBepsaack ¢ mnomompbro Kpurepus Ilanmpo — VYwunka. I[lockonbky
pacnpeneneHue  OOJIBIIMHCTBA ~ NPHU3HAKOB  OTIMYAIOCh  OT  HOPMAJIBHOIO,
UCIIOJIB30BAINCh METOJABI HEMAPaMETPUYECKOM CTAaTUCTUKH. JlaHHBIE B TEKCTE U
TaOJHUIIaX MPEICTABICHBI B BUJE MEJIMAHBI, HIDKHETO U BepxHero kBaptwiein (Me [LQ;
UQ]). HAna cpaBHEHMsI JBYX HECBSI3aHHBIX TPYNIl O KOJIMYECTBEHHOMY IPU3HAKY
UCIIOJIB30BAJICST KpUTepud MaHHa — VYUWTHH, Tpex HECBSI3aHHBIX TPyl II0
KOJIMYECTBEHHOMY NpHU3HAKYy — KpuTepui Kpackena — Yoinca, 1Byx CBSI3aHHBIX IPYIII
II0 KOJMYECTBEHHOMY IIpU3HAKYy — KpuTepuil BuikokcoHa. CpaBHeHuE TIpymIl IO
KAUE€CTBEHHOMY OMHApHOMY NPHU3HAKY IPOBOJMIIOCH C HCHOJIB30BAHHUEM TOYHOTO
kpurepust @umepa. [Ipy npoBeneHUM MHOXKECTBEHHBIX CPAaBHEHWW HCIOJIBb30BaJach
nonpaBka bondepponu. Jlns pacuera KOPPENALMOHHOW CBSI3M  IPUMEHSJIICS
ko3 ument koppensumm  Cnupmena. Pasznmuuuss  cyuTanMch  CTATUCTHUYECKHU

3HaunMbIMU TIpH p<0,05.
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I'JIABA 3. PE3YJIBTATBI UCCJIEJJOBAHMUS

3.1. KnuHunyeckasi XapaKTepUCTHKA
3.1.1. ITaumMeHTHI ¢ KIACCHYECKHUM ODOKOBBIM aMHOTPO(PHUYECKHM CKJIEPO30M

B wuccnemoBanne Opbuio BriroueHo 30 manueHToB ¢ KiaccumueckuM BAC,
YCTaHOBJCHHBIM B cooTBeTcTBUM ¢ Kputepusmu El Escorial (2000). Bo3spacr
MaIMEeHTOB cocTaBiisul OT 31 o 68 met, Meauana — 54 [50; 62] net. Cpenu nanueHTOB
3TOM Tpynnsl 010 20 MyxuuH (66,7%), COOTHOILLIEHHE MY>KUUH U >KEHILUH COCTABHJIO
2:1. Ha MoMeHT BKJIIOYEeHHS B UccieaoBanue y 16 mamueHToB (53,3%) OblT ycTaHOBIICH
JIMarHo3 «KiuHuuecku aoctoBepHbii BACy», y 9 mamuentoB (30,0%) — «KIMHUYECKH
BeposTHBIA BACy, y 5 nanuentoB (16,7%) — «KIMHUYECKH BEPOSATHBIA — JAOOPATOPHO
noaTBepxaeHHbIA BAC).

JlmutensHOCTh 3a0071€BaHUS HA MOMEHT BKITFOUCHHS B UCCIIEAOBAHUE COCTABIISIIA
ot 4 no 135 mecsnes, meauana — 12 [9; 19] mecsaues. Y 18 6onpubix (60,0%) oTMeueHa
JUTUTENILHOCTD 3a0osieBanust 10 1 roga, y 7 6omeHbiX (23,3%) — ot 1 no 2 ner (13-24
Mecsina), y 5 nanuenton (16,7%) — 6onee 2 ner.

TsxecTs HeBposioruueckoro aedunura mo mkaine ALS FRS-R BapeupoBana ot
12 no 45 6Gamnos, menuana — 40 [34; 42] GamnoB. CKOpOCTh MNPOTrPECCUPOBAHMS
3aboneBanus cocrasimsia ot 0,1 mo 2,5; memmana — 0,7 [0,4; 1,3]. V 18 manuenToB
(60%) ckopocTh mporpeccupoBaHusi 3a0ojeBaHHSA cocTaBisiaa MeHbme 0,8, TO ecTh
HaOMoalIcs MENJIEHHBIM Temn mporpeccupoBanus, y 12 nanuentoB (40%) oTmeueH
OBICTPBIN TeMIT porpeccupoBanus 3a0oneBanusa. CyMMapHbIN OaJll MO IMIKaJe TSKECTH
nopaxeHus: Bepxuero moronerpona (UMN Score) coctasinsn ot 2 no 16, meauana — 12
[7; 16] 6amnoB. Cymmaphas onienka mo mkaie MMT cocrasnsna ot 84 no 360 6asnios,
menuana — 291 [268; 320] 6amnoB. Meiieunas cwia B APB BapsupoBaiia ot 0 10 5
0aJIoB crpaBa M cjieBa, MeauaHa cocTaBmiia 4 [3; 5] Oama cripaBa u cjeBa.

[Tpu omenke craaum 3aboneBanus mo King’s clinical staging system y 16
nanueHToB  (53,3%) ompeaeneHa 3 cTaaMs, YTO COOTBETCTBYET BBISBISEMOMY
nopaxkeHuto (cnabocth, TrUNOTPOUU WM CHACTUYHOCTb) HAa TpeX YPOBHIX

1epeOpOCIUHANBHON OCH. Y BCEX 3THX MAIlEHTOB BBISABISUIMCH MPU3HAKU MOPAKESHUS
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U BEPXHEro, U HIHKHET0 MOTOHEWPOHOB HA TPEX YPOBHSX LIEpeOPOCHUHAIBHOU OCH, U
OBLIT AMArHOCTUPOBAH «KJIMHUYECKHU JocToBepHBIM BACy. 2B cTaaus Obuia onpeneneHa
y 11 maumentoB (36,7%), cpeau KOTOpbIX 9 MallMEHTOB MUMENH JAUArHOCTUYECKYIO
KaTeTOpUI0 «KIMHUYECKH BeposTHBIN BAC» u 2 marueHTa — «KIMHUYECKU BEPOSTHBIN
— nabopatopHo noaTBepxAcHHbIH BACy». ¥V 3 manuentoB (10%) ¢ nuarHocTuyeckoi
KaTeropueil «KJIMHUYECKU BEpOSITHBIA — JmabopaTopHO moaTBepkaeHHbi BAC) Oblia
onpenenena 1 craaus 3a0oneBanus. B 3TUX ciiydasix npu3HaKu MOPaXKEHUSI BEPXHETO U
HUKHETO MOTOHEMpPOHOB KIMHUYECKH ONPENENSJIUCh Ha OJHOM U3 YPOBHEH
1epeOpOCIUHAIBHON OCH, a MOPaXKEHHE BTOPOrO YpOBHS Oblja BBISIBICHO TOJBKO IpU
npoBeneHun DMI -uccienoBanus.

BoBiieuenue B MaTtojgoruyecKkuid mpouecc BTOPOro YpOBHS LepeOpoCHHHAIbHON
ocu mpoucxoausio uyepe3 3—43 mecsma, meauwana — 7 [4; 12] mecsaueB. B Teuenwue
NEepPBOTo roja nocie ae0rTa 3a00J€BaHNs BOBICYEHNE BTOPOTO YPOBHS MPOUCXOIUIO Y
21 mamuenta (70%).

[TarmenTs! ¢ knaccuueckuM BAC ObuTn pa3zenieHbl Ha TPYIIbl B 3aBUCUMOCTH OT
dbopmbl 3a0osieBanus. Hanbonee yactoii B 00CiIeI0BaHHOM rpymie Oblla MOSCHUYHO-
KkpectiioBas ¢opma, BeisiBieHHas y 13 (43,3%) mammentoB. B 11 ciydasx y manueHToB
c 7TOi (hopMOI MEpPBBIM CUMIITOMOM 3a00JiIeBaHUA SBIsJIach CabOCTh B CTOME, B 2
HAOIIOICHUSX — CJIA00CTh B MPOKCUMAJIBHBIX MBIIIIAX HOT. Bo Bcex ciydasix B ge6roTe
3a0oyieBaHUsl ~ CHUMITOMaTHMKa Obula  acuMMmerpuuHod. Y 11 manueHTOB
pOrpeccCUpoBaHre 3a00JIEBaHUSI MPOUCXOJUIO C BOBJIEYEHHMEM Ha BTOPOM JTare
HICHHO-TPYJHOTO YPOBHS LEpeOpOCIUHAIBHOM OCH, B OJIHOM Cllydyae Ha BTOPOM JTarie
NOSIBUIUCH OynbOapHble HapyuieHus. B ogHOM ciiydyae mopakeHue ObLJIO OrpaHUYEeHO
MOSICHUYHO-KPECTLIOBBIM YpOBHEM (cTaaus 1).

[Ieiino-rpynnast hopma 3abosieBanus OblIa BeIsiBIeHa y 6 marueHToB (20%). B 5
ClIy4dasx OTMEYaJiCsi aCUMMETPUYHBIN J1e0I0T 3a00JIeBaHUs C TOSIBJICHUEM CiIabdOCTU B
OJIHOM M3 KHCTEH, B OJJHOM CJIy4ae OTMEYEHO OJHOBPEMEHHOE MOSBICHUM CIa00CTH U
runotpoduir B obeux kHUCTIX. IlporpeccupoBanue 3abosneBaHuss y 4 MalUEHTOB

IMPOUCXOAUITIO B HHUCXOAAIICM HaIIpaBJICHHU C IMOPAXKCHUEM IMOACHUYHO-KPECTHOBOI'O
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YPOBHS LIEpEOpOCIMHAIBHON OCH, B 2 cIy4asX OTMEUYaloCh BOCXOJAIIEE HANpPaBICHHUE
IIPOrPECCUPOBAHUS C MOSBICHUEM HAa BTOPOM 3Tarie Oyiab0apHbIX HAPYILICHUH.

VY 11 namuentoB (36,7%) Obuia BblsiBIeHa OynbOapHas Qopma 3a0ojeBaHUS.
3a0osieBaHue [1€0IOTUPOBAJIO C OyiabOApHOrO mNapajuya, COYETAIOIIErocs BO BCEX
Cllydasix ¢ KIMHUYECKUMHU MPU3HAKAMH HAJAbAJICPHOTO MOPAKEHUs. Y 2-X MAI[MeHTOB C
OynbOapHOi (opMOM cCpenu NpPU3HAKOB HAABAJEPHOIO MOPAKEHHUS] OTMEYAIUCh
OPUCTYNBl IATOJIOTUYECKOTO Iulaya M cMmexa. [‘eHepanu3anusi MaTOJOTMYECKOTO
npouecca HaOmoozanach y 9 MAallMEHTOB M BO BCEX CIIydasx COIIPOBOXKIAach
NOSIBJICHUEM TPU3HAKOB MMOPAXEHUsI MOTOHEHPOHOB HA HIEWHO-TPYIHOM YpPOBHE C
NOCJIEYIOUIUM BOBJEYEHHEM Yy 6 U3 11 manueHTOB MOSICHUYHO-KPECTLOBOTO YPOBHS
nepedbpocnuHanbHOM ocu. Pacnpenenenue OonbHBIX ¢ pasHbiMu (popmamu BAC B

3aBUCHUMOCTH OT CTaAUHN 3a00J1eBaHM IIpCaACTaBJICHO B Ta6JII/IH€ 2.

Tab6auua 2 — Pacnipenenenue maueHToB ¢ kinaccuaeckuM BAC B 3aBucumocTd oT GOpMBI U cTaun

3a00JIeBaHUS
[TosicanuHo- [leitHO-TpyaHAS byns6apuas popma
B KpecTioBas Gopma dopma
Bcero mamuenTon 13 6 11
1 cragus 1 0 2
2B cragus 5 3 3
3 cragus 7 3 6

B tabmuue 3 mnpuBeneHbl 3HAUCHUS JAEMOTpadUUECKUX M KIMHUYECKUX
nokaszarened y mnauueHtoB ¢ BAC B 3aBucumoctd oT (Gopmbl  3a00JI€BaHUS.
CraTUCTHUECKH 3HAYUMBIEC pa3inuus ObLIM BBIABIECHBI TOJBKO IS CyMMapHOro Oaiia
OLICHKM MbIIIEYHOM cuibl 1o mkane MMT, koTopblii oka3asncst 00JbIlIe y MalMeHTOB C
OynpOapHOi GopMOIl 1O CPAaBHEHUIO C MAIMEHTAMH C MIEHHO-TPYIHOW W TOSICHUYHO-
kpectroBoit opmamu (P=0,03 u p=0,06 cooTBeTCTBEHHO, KpUTepHii MaHHa — YUTHH C

nonpaBkoit boudepponn).
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Tab6auua 3 — Jlemorpaduueckas v KIMHHYECKAs XapaKTEPUCTHUKA MAaMeHTOB ¢ kiaccudeckuM BAC ¢

pasHbpIMU (hopmamu 3a00sIeBaHUS

. [Tosicanuno-
[Tokazarensb bym0apuas Ieiiro- KpecTIoBast -ypOBEHbB*
pecT P-yp
dhopma rpyaHas hopma (bopma

KonuuecTBo nanmueHToB 11 6 13 —
Bospacr, et 59 [50; 65] 56 [54; 62] 53 [42; 56] 0,25
IToum, M/ 6/5 4/2 10/3 -
JmuTensHOCTh 3a00JIeBaHMS, 12 [9; 16] 12,5 [8: 24] 12 [9; 19] 0,81
MECSIIIBI

ALS FRS-R, 6ams 38 [34; 43] 37 [33; 40] 41 [34; 42] 0,71
Ckopoctb nporpeccuposanust | 0,8 [0,4; 1,6] 0,8 [0,3; 1,5] 0,7 [0,4; 0,9] 0,58
Bosiieuenue BTOoporo ypoBss, 6 [5: 6] 8 [3; 18] 8 [4: 13] 0,75
MECSIIIBI

UMN Score, 6ais 11[2; 14] 12 [10; 16] 14 [10; 16] 0,23
MMT, Gasibl 324 [270; 350] | 258 [248; 268] | 286 [269; 297] 0,001
Cuna B APB cripaBa, 6asiib 4[3; 5] 42; 4] 4[3; 5] 0,51
Cuna B APB crieBa, Gaisl 5[3; 5] 3,5 [0; 4] 4 [4; 5] 0,23

* — xputepuit Kpackena — Yomnnuca

3.1.2. [TauueHTHI ¢ 60KOBHIM AMHOTPO(PUIECKHM CKJIEPO30M € KIMHUYECKHU
HU30/IMPOBAHHBIM MOPaKeHHEM HUKHEr0 MOTOHEHPOHA

Hnst popmupoBanust rpynnsl nauveHtoB ¢ BAC-HMH na nepBom 3tamne 0bU10
BKJIFOUEHO 34 manMeHTa, y KOTOPhIX NPU KIMHUYECKOM O00CIIeJOBaHUM ObLT BBISBJICH
acumMmeTrpuunbli CUITHM 06e3 uyBcTBUTENBbHBIX HapylieHuWd. Bo Bcex ciyyasx ObLI
YCTaHOBJIEH NMPEABAPUTEIbHBIA TUATHO3 «00JI€3Hh MOTOHEHPOHA» UJIH «IIOJ03PEHUE Ha
BAC». Bospacrt nanuentoB coctapisut ot 21 1o 70 ner, meauana — 53 [46; 59] ner; 18
(53%) myxuuH.

[Tocne mpoBeneHust obcnenoBaHus U HAOMIOACHUS B TedeHue 6—12 mecsies y 9
nanueHToB ¢ CUITHM Ob11 mocTaBiieH abTepHATUBHBIN AUArHo3. Y 5 malueHToB ObLia
nuarHoctupoBana MMH, y 2 namnuenToB — Oose3ns Xwupasma. Kpome toro, ObL10
BBISIBJICHO TI0 OJIHOMY Cilydaro OynbOocnuHanbHOM amuoTpoduu Kennean u aTunu4Hon
bopMBl  XPOHMYECKOW BOCHAIMTENILHOM JIEMUEIMHU3UPYIOEH MOJUHEBPONATHH
(cungpom JIptouca — Camuepa). Y OJHOrO TMAallMEHTA C HUXHUM  BSUIBIM
aCMMMETPHYHBIM [apanape3oM JaHHBIX 33 HaJW4yue aJbTEPHATHBHOTO JUAarHo3a
MOJIYy4eHO He ObLIO, OJHAKO MPU AUHAMUYECKOM HAOJIIOJEHUH HE OBbUIO BBISIBIECHO

MpOrpeccCUpoBaHus 3a00eBaHUSA. OTH TAIMEHT Takke ObUT WCKIIOYEH W3
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MOCTIEAYIONIETO aHallu3a B CBS3UM C HecooTBeTcTBMEM amarHo3dy BAC, cormacHo
pexkoMeHanusaM 1o nepecmotpy kpurepues El Escorial (2015) [125].

Takum o00pa3om, 1jIsi WUTOTOBOTO aHanW3a OBLIM OTOOpaHbl 24 TalueHTa, y
KOTOPBIX HE OBLIO MOJYYCHO NAaHHBIX 32 HAJIMYHE JAPYroro 3a00JieBaHUs, CIIOCOOHOTO
OOBSCHUTh MMEIONIYIOCS CHMIITOMATHKY, M OBUIO BBIABIICHO XxapakTepHoe it BAC
nporpeccupoBanue (M0 aHAMHECTUYECKUM JaHHBIM WM TPH JUHAMHYCCKOM
HAOJIIOJICHUU) C BOBJICUCHHMEM B IATOJOTHMYCCKUH TIPOIECC HOBBIX YpPOBHEH
nepedpocuHaIbHON ocH (pucyHOK 3). Bo BceX 3THX Cilydasx MOT OBITh YCTaHOBJICH

nuario3 BAC B COOTBETCTBHH C PEKOMEHAANMSAMHU IO TEepecMOTpy Kputepues El

Escorial (2015) [125].

MayMeHTbl CCUHAPOMOM U30/IMPOBAHHOTO
nopa)eHWA HUXKHero motoHeilpoHa (CUIMHM)
(n=34)

MCKNKOUEHbI U3 uccnegoeaHua (n=10):
* Apyrou guarHos (n=9)
v’ moTopHas MynsTUbOKanbHaA Hesponatua (n=5)

v Bonesub Xupaama (n=2)
6-12 mec. v' GynbbocnuHanbHaa amroTpodua KeHHegur (n=1)

v cuHapom Nsiorca — CamHepa (n=1)
* OTCYTCTBME NporpeccupoeaHuA 3abonesaHua (n=1)

nonHoe obcnegoBaHue
AWHaMmuueckoe HabnogeHue

v

MauuneHTbl c BAC € KAMHUYECKHU
W30/IMPOBaHHbIM NOpaMKeHuem
HUXHero motoHepoHa (BAC-HMH)
(n=24)

Pucynok 3 — ®opmuposanue rpynnsl nauueHToB ¢ BAC-HMH (nosicHenus B Tekcre)

Bospacr narmentos ¢ BAC-HMH cocrasisin ot 34 no 70 ner, meaunana — 58 [49;
61] ner. Cpeau manmeHTOB 3TOM rpymmbl Obuio 12 myxuwns (50%). JlnurenpHOCTH
3a00JIeBaHMsl HA MOMEHT BKJIFOUEHUS B MCCIIEOBAHNE COCTABIsIa OT 5 10 82 MecsIeB,

meauana — 18 [9; 40] mecsaues. Y 8 manuentoB (33%) MIMTEILHOCTh 3a00JI€BaHUS
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COCTaBJIsIa MEHEe OJIHOTO roja, y 6 marueHToB (25%) — ot 1 10 2 neTt, y 10 narueHTOB
(42%) — Ooutee 2 mer.

VY mammenToB ¢ BAC-HMH Tspkecth HeBposiormueckoro AeduIdTa 1O IIKaje
ALS FRS-R cocraBnsna ot 23 o 45 6amnos, menuada — 41 [36; 43] 6amn. CkopocTh
porpeccupoBanus 3aboseBanus Bapruposaia ot 0,09 mo 1,9; menmnana — 0,4 [0,2; 0,6].
Y OGonpmmHCTBa ManueHTOB (N=21) OTMEYEeH MEIJICHHBIH TEMI TPOTPECCHUPOBAHUS
3a0oneBanus  (CkopocTh  mporpeccupoBanus  Menee  0,8).  BeicTphiii  Temmn
IporpeccupoBaHus 3a00yeBaHusl ObUT BbISIBIEH Yy 3 manueHToB. CyMMapHas OLIEHKa 110
mkane MMT cocraBimsima ot 82 go 360 GaminoB, menmana — 255 [232; 299] Gamnos.
Mpieunas cuiia B APB BapeupoBana ot 2 1o 5 6amwioB crnpaBa u ot 1 10 5 6auioB
cieBa, meauana — 5 [3; 5] 6amioB cripaBa u 5 [4; 5] 6amioB cieBa.

Ha momeHT BKItoueHHMs B uccienoBanue y 11 mamueHtoB (46%) cummTombl
NOPaKEHUS HWKHEr0 MOTOHEHpoHa (cnaboCcTh W TUNOTPO(US MBIIL) ObUIN
OTpaHUYEHbl OJHUM YPOBHEM II€peOpOCIMHANILHON OcH U Oblia ompeneneHa 1 cragus
3a0oneBanusi. Bo Bcex ciydasx mpu JUHAMUYECKOM HAONIOJCHHH B TeueHue 6—12
MeCSAIIeB OblJIa OTMEUCHA TeHEPATM3AITHS MMaTOJIOTHIECKOTO MpoIiecca ¢ BOBICUCHUEM B
MaTOJIOTMYECKU Tporecc B 8 ciyyasx JABYX W B 3 CiIy4yasx Tpex YpOBHEH
epedpoCcnMHaIBLHON OCH.

VY 9 naruentoB (37%) ye Ha MOMEHT BKJIIOUCHHS B MCCJICIOBaHUE MPU3HAKU
BBISIBISTUCH ~ TOPWKEHHMS] ~ HWHKHETO ~ MOTOHEMpoOHAa  HAa  JBYX  YPOBHSX
nepeOpocnMHaIbHO ocu, a y 4 manueHtoB (17%) — Ha Tpex YpOBHSX, YTO
cooTBeTcTBYeT 2B m 3 cragmsm 3a0osieBaHUs COOTBETCTBEHHO. BOBIedeHHE BTOPOTO
YpOBHS TIporcxoauio yepes 4—60 mecsieB nocie aedoTa 3adboaeBanus, MmeauaHa — 12
[6; 30] mecses.

[Ipu cpaBHEHUU KIIMHUYECKUX MTOKa3aTenel y naiueHToB ¢ kiaaccuueckuM BAC u
BAC-HMH Obuio BbisiBaeHo, uto 1 BAC-HMH xapakTepHO CTaTUCTHYECKH
3HaunMoe Oosiee MeUIeHHOe TmporpeccupoBanue 3adoneBanue (p=0,019) u Oonee
II03/IHEE BOBJICYCHHUE BTOPOTO YpOBHS IiepedpocnuHanbHoi ocn (p=0,039) (Tabmuia 4).
CraTUCTHUYECKH 3HAYMMBIX PA3IMYUi TIPH CPAaBHEHUHU JIPYTHX MOKa3aTeliel BBISIBICHO

He OBLIO.
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Tabiuua 4 — CpaBHeHue JeMorpapuuecKuX M KIMHHYECKUX TII0OKazaTeslell y MaIHeHTOB C

kimaccnueckuM BAC u BAC-HMH

ToKasareis Knaccugeckuii BAC bAC-HMH D-YpoBeHs™
(n=30) (n=24)
Bospacr, aer 54 [50; 62] 58 [49; 61] 0,48
ITos (M/xk) 20/10 12/12 0,27*
JITUTETbHOCTE 3a00JIEBAHIS, MECSIIBI 12[9; 19] 18 [9; 40] 0,15
ALS FRS-R, Gauisr 40 [34; 42] 41 [36; 43] 0,29
CKOpPOCTh ITPOrPECCUPOBAHUS 0,7[0,4; 1,3] 0,4 [0,2; 0,6] 0,019
BogiieueHne BTOPOro ypoBHsI, MECSIIbI 714; 12] 12 [6; 30] 0,039
MMT, GaJubl 291 [268; 320] 255 [232; 299] 0,06
Cuna B APB cnipaBa, Gaiiibl 4 [3; 5] 5[3; 5] 0,11
Cua B APB criesa, Gayibl 4[3; 5] 5[4; 5] 0,14

* —371ech U Janee: Kputepuit ManHa — YUTHH, €Clid He yKa3aHO MHOe
# _ Tounslit kpuTepuii dumrepa

Y o6onbmuHcTBa manueHToB ¢ BAC-HMH (n=14; 58%) Obuia BbIsSBICHA
NOSICHUYHO-KpecTHoBasgs ¢opma 3aboneBanuss. Bo Bcex ciywasx 3a0oneBaHue
Ne0I0TUPOBAJIO ¢ ACUMMETPUYHON CIa00CTH B CTOIE C MOCIEIYIONIUM BOBJICUEHUEM
Ipyrol crombl. Y 8§ TaIMEeHTOB C MOSICHUYHO-KPECTIIOBOM (OpMOW Ha MOMEHT
BKJIFOUEHUS B HCCJIEIOBAaHWE MATOJOTHYECKHI TPOIECC OBLT OTpaHUYeH TOJIBKO
HNOSICHUYHO-KPECTI[OBBIM ~ YPOBHEM  LIE€peOpOCIUMHANIBHON OCH, TO €CTh ObuIa
nuarHoctupoBaHa 1 cramust 3a0oneBanusi. Y 6 MalMeHTOB Ha MOMEHT BKJIIOYCHHS B
WCCJICTIOBaHMSI BBIBISUINCH CIA0OCTh M TUIIOTPOQHs B pyKax, u Obuia onpeaencHa 2B
cTajausi 3a00JICBaHMS.

V¥ 5 nanuenToB ObUTa JUArHOCTUPOBaHA MIEHHO-TpyAHAs (popma 3aboseBanus. B
3 cnydasx 3a0osieBaHuE JAEOIOTHPOBAIO C ACUMMETPUYHON CIAa0OCTH B KUCTH, B 2
ClIy4asix — C aCHMMETPUYHOW C1ab0CTH B MPOKCHMAIBHBIX MBIIIIAX pyk. Y 2
MallMeHTOB Ha MOMEHT BKJIIOYCHHUS B HCCIICIOBAaHWE OBLIM BBISBICHBI TPU3HAKU
TeHEePAIIM30BAHHOTO TpoIecca ¢ MOpaKEHUEM TpeX YpOBHEH 1epeOpOCnuHANIbHON OcH
(3 cragus). B 2 cinydasix nmpu3HAKy TMOPAKEHHUST HUKHETO MOTOHEHPOHA ONPEIeIsUIUCh
TOJILKO Ha HMICHHO-TPYIHOM YpPOBHE 1epeOpocnuHanbHoi ocu (1 cramus 3aboneBanus),
B OJIHOM CJTy4dae — Ha MEHHO-TPYTHOM U TIOSICHUYHO-KPECTIIOBOM YPOBHSX (2B cramus).

VY 5 maruenToB Obla auarHocTupoBaHa OynbOapHas ¢gopma 3aboneBanus. Bo
BCEX CIIydyasix MEepBBIMU CUMITOMaMU 3a00JI€BaHUS OBLIN MPOTpECCUpYIOIINe Tucharus

U JW3apTpUs, NPU ITOM IIPU HEBPOJOTMYECKOM OCMOTPE BBIABIISUIMCH CHUXKXEHUE
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[JIOTOYHOTO U HIDKHEUETIOCTHOTO peduiekcoB, rumnotpodus u  GuOpuiispHbie
MOJIEPTUBAHUS SI3bIKA MPU OTCYTCTBUU MPHU3HAKOB IceBA00ynbOapHOTO cuHapoma. Ha
MOMEHT BKJIIOUEHHUSI B HCCIEJOBaHME y 4 MalMEeHTOB HaOII0Janach TeHepaIu3alus
MAaTOJIOTMYECKOTO IMPOoIlecca C BOBJICUEHUEM B 2 clydasiX MIEHHO-TPYJHOTO ypoBHs (2B
cTaaus) U B 2 Ciy4yasx — IMIEHHO-TPYAHOTO W TOSICHUYHO-KPECTIIOBOTO YpOoBHEH (3
craausi). B ogHOM citydae ObLIM BBISIBIICHBI TPU3HAKH MTOPAKEHUSI TOJIBKO OYJIbOapHOTO
ypoBHs 1iepedbpocnuHanbHol ocu (1 cragus). Pacnpenenenue nanuentoB ¢ BAC-HMH

B 3aBUCUMOCTH OT (DOPMBI U CTAAUM 3a00JI€BaHUSI PEJCTABICHO B TaOIMIIE O.

Tadauna 5 — Pacnpenenenue mnanmuentoB ¢ BAC-HMH B 3aBucuMoctd OoT GOpMBI UM CTaauu

3a00JeBaHUs
[Toscanuno- [lentHo-TpyaHas Bynebapnas ¢popma
- KpecTioBas Gopma dhopma
Bcero nanuenton 14 5 5
1 cragus 8 2 1
2B cramus 6 1 2
3 cragus 0 2 2

3.2. Pe3yjbTaThl HABUTALMOHHOM TPAHCKPAHUAJIBLHOI MATHUTHOW CTUMYJISIIIUH
3.2.1. Pe3yibTaThl HABUTAIIMOHHO TPAHCKPAHUAJIbHON MATHUTHOM CTUMYJISIIIUM

y HAIHMEHTOB C KJIACCHYeCKHUM 0OKOBBIM aMHOTPO(PHUIECKHM CKJIEPO30M
Y mnamuentoB ¢ kinaccuyeckuM BAC mpoBenenue HapuranuonHot TMC
BKJIIOUAQJIO onpeaeneHue naccuBHoro MII, cpenHerl M MakCMMalabHOM aMILIATYIbI
BMO, wmunHumansHOM  smatreHTHocTH BMO u  kapTupoBaHuME  KOPKOBOIO
npeacrasutenbeTBa APB. K HacTosiemy BpeMeHU M3MEHEHUs! OCHOBHBIX TTOKazarenein
TMC y narnueHToB ¢ yCTaHOBJIEHHBIM Auarno3oM bAC oxapakTepr30BaHbl B OOJIBIIIOM
KonmmuecTBe pabdor [83, 218]. B TO ke BpemMs KapTHPOBAaHHE KOPKOBOTO
MPEICTaBUTENHCTBA MBIIII] TPOBOJIUIIOCH B €AMHCTBEHHOM HCCIEAOBAaHUHU, B KOTOPOM
OCYULIECTBJISUIOCh M3MEPEHHE KOPKOBBIX MOTOPHBIX 30H M HMX HOPMAJIM30BaHHOIO
o0béMa TMpH JAMHAMUYECKOM HaOJt0JIeHUd O0€3 COMOCTaBICHUS C pe3yJbTaTaMu

KapTUPOBaHUs y 3M0pOBbIX JiKIl [57]. B CBsI3u ¢ 3TUM OCHOBHOW IIEJIBEO ATOrO 3Tama




66

paboTbl  ObUIO TIONyYEHHME TEPBbIX JaHHBIX O PEOPraHM3alMd  KOPKOBBIX
NPEACTaBUTENbCTB Y TAIMEHTOB C YCTaHOBIEHHbIM auarHozoM BAC, a Ttakxe
COTIOCTaBJICHUE  BBIABJICHHBIX HW3MEHCHHH C  KIMHUYECKHUMH  OCOOCHHOCTSIMH
3a0osieBaHus U Apyrumu nokazarensimu TMC.

VY 310poBBIX 100pOBOJIBIIEB Menuana naccuBHoro MII (B % oT MakcuMallbHOM
MOIITHOCTH CcTUMYJsaTopa) coctaBuwia 39 [34; 43]% npu CTUMYNSIMUA TIPABOTO
nonymapus u 38 [34; 43]% npu CTUMYJISIUMH JIEBOIO, YTO COOTBETCTBYET
JUTEepaTypHBIM JaHHBIM [164]. CTaTHCTHYECKU 3HAYMMBIX MEKITOJIYIIAPHBIX Pa3IHduit
B 3HaueHuH maccuBHOoro MII BeisiBiaeHO He Obuto (P=0,68; Kputepmii BuikokcoHa).
Paznuumust maccuBHoro MII cnpaBa u ciaeBa y OJHOrO W TOrO e J0OpPOBOJIbIA
cocTaBisun He O6osee 3%.

VY manuentoB ¢ kinaccuueckuM BAC ObLIO BBISIBIEHO CTaTUCTUYECKH 3HAYUMOE
IByCTOpOHHee yBenuueHnue naccuBHoro MII (pucynok 4). Meamana naccuBHoro MIIT

npu kinaccuueckoM BAC cocrasuia 67 [53; 86]% cropasa u 65,5 [56; 90]% ciesa.

p<0,001
100 p<0,001 , !
| | —
80 -
38 HNaccu4YecKUH
If BAC
E 60 KOHTpROMb
:: ———
3 ——
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o
S 40 I . _I_
(]
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npasoe nonywapue nesoe nonywapue

Pucynok 4 — [Taccuubiii MII y manmenToB ¢ kinaccudaeckuM BAC 1 370poBBIX 10OPOBOJIBIEB (371€Ch

U Jajiee yKa3aHbl MEIMaHa, HUOKHUNA U BEPXHUN KBAPTHIIN)
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B 3 ciuywasx mnpu CTUMYJISILMM JIEBOTO TMOJyIIApus W B 2 cCiy4yasx IMpuU
CTUMYJISILMM TPABOr0 MOJNyLIApusi y NMAaUMEHTOB C kiaccuueckuM BAC He yaanoch
3apeructpupoBatb BMO naxe npu ctumynsiiiua ¢ UHTeHCHUBHOCTHIO 100% u B
yCIIOBUSIX (pacIMIIUTALIUY.

[Ipy aHanM3e aMIUIMTYJHBIX  XapaKTEPUCTUK  OTACIBHO  OLICHUBAIHUCH
MaKCUMAaJIbHasi U CPEIHAS aMIUTUTYAbl 3apeructpupoBaHHbix BMO npu npoBeaeHun
KapTHUPOBAHUS MOTOPHOM KOpbl. Y manueHToB C¢ kiaccnueckuM BAC u 310pOBBIX
JOOPOBOJIBIIEB HE OBUIO BBISIBJICHO CTAaTUCTUYECKH 3HAYMMBIX MEXKIOIYIIAPHBIX
pasnmuuuil B 3HAYeHMM MakcuMmanbHOW ammumtyasl BMO  (p=0,23 u p=0,75
COOTBETCTBEHHO), cpeaHend ammmtyabl (P=0,43 u p=0,37 COOTBETCTBEHHO) U
MUHUMaIbHOU JateHTHoCcTH (P=0,35 u p=0,87 COOTBETCTBEHHO; BO BCEX CIydasX —
Kputepuil Bunkokcona).

VY nanuentoB ¢ kinaccuueckuM BAC ObUTO BBISIBICHO CTATUCTUYECKH 3HAUYMMOE
YMEHBIIIEHUE KaK MaKCUMAaJIbHOM, TaK U cpeaHer ammnTyasl BMO npu ctumynsuuu
0o00oMX TMOJyIIApHii, a TaKKe CTAaTUCTUYECKH 3HAUMMOE OumiarepajbHOE YBEIUYCHUE

MUHUMAaJIBHOH JIaTeHTHOCTH BMO 110 cpaBHEHHIO ¢ KOHTPOJIeM (Taduma 6).

Ta6auma 6 — MakcumanbHas W CpeIHss aMIUIMTYIbl W MHHHMMalbHas JaTeHTHOCTh BMO vy

ManKeHToB ¢ kiaccuueckuM BAC u 310pOBBIX TOOPOBOJIBIIEB

IToka3zarenb Knaccuuecknit BAC Kontposnb P-ypOoBEHb
MaxcumarnbHas D 380 [160; 743] 1332 [876; 2310] <0,001
ammutyna BMO,

MKB S 543 [225; 837] 1190 [987; 2815] <0,001
Cpensist D 192 [109; 419] 324 [226; 437] 0,01
ammutyna BMO,

MKB S 215 [113; 314] 377 [254; 445] 0,04
MunnmanbHas D 22,9 [21,3; 25,3] 21,3 [21,0; 22,7] 0,04
JATEHTHOCTh

BMO, mc S 22,8 [21,0; 24,0] 21,0 [20,3; 22,7] 0,01

[Tpumeuanue. 3nech u ganee: D — 3HaueHus, moyydeHHbIE PU CTUMYJISLUN IPABOTO MOTYyIIapUs, S —
JIEBOTO MOdylIapus, KpomMe MUHUMaiabHOW jJaTteHTHocTH BMO, BIIMII u BIIMII, nns xotopeix D —
3HAYCHMsI, MOJTYYEHHBIN Mpu peructpanuu ¢ npaBoit APB, S — npu peructpamuu c nesoit APB.

[Tonmy4yeHHble y 30pOBBIX J10OPOBOJIBIIEB KOPKOBbIE MpeactaBuTenbcTBa APB

pacroJjarajirch B 00JIACTH TaK Ha3bIBAEMOM «BBITTYKJIOCTH KUCTH» (aHri1. — hand knob) B



68

npenenax Kopbl NpeleHTpaabHOW M3BWIMHBI (Tone 4 nmo bponmMany), 4acTh Kakaoro
IPECTaBUTENIBCTBA — B MpEJesiax MPEMOTOPHOM KOpHI (rtosie 6 nmo bpoamaHy) U KOpsI
MOCTICHTPAILHOW M3BWIHHEI (mosie 1 mo bpoamany) (puCyHOK 5), 9TO COOTBETCTBYET
JUTEPATYPHBIM JaHHBIM, IOJYyYEHHBIM B HCCIEAOBAHMAX C IPUMEHEHUEM KakK IPSAMOMN

IEKTPUICCKON CTUMYJISIIUHU Kophl, Tak 1 TMC [221].

" -
$=6,17 cm?; wS=2,41 cm?>mB
O >1000 MKB

Q© 500-1000 mkB

@ 50-500 mkB

QO <s50mkB

Pucynok 5 — Ilpumep kopkoBoro mpezacraButenscTBa APB y 3mopoBoro moOpoBonbiia. A, b —
KOPKOBOE€ TPEJICTABUTEIbCTBO, HAJIOKEHHOE Ha WHAMBUAYaJbHOE H300pa’keHHE TOJIOBHOTO MO3ra
(MPT B pexume T1-MPR) B mporpamme Nexstim. BembiM OTMEUYCHBI TOYKH, HPU CTHMYJISIIAN
KOTOPBIX ¢ KoHTpaaTepanbHoi APB peructpupyercs BMO ¢ ammutynoit 6omee 1000 MxB; sxénteim
— ot 500 1o 1000 mxB, xpacusiM — oT 50 no 500 MkB, cepbim — npu cruMyssiunn Kotopsix BMO He
peructpupyercs. bonbas 4acTe KOPKOBOTO IMPEICTABUTENBCTBA PACIIONaraeTcsl B MpeLeHTpaTbHON
u3BWIMHE (TMEepBHYHAs MOTOpHas Kopa, obmacte hand knob), wacte - B mpemoTopHO#t KOpe u
NOCTIIEHTPAILHON M3BWIMHE. YKa3aHbl Iwiomans (S) W B3BelleHHas miomans (WS) KOpKOBOTro
npezncraButenbcTBa APB. B — KopkoBoe mpencTaBUTENbCTBO, MOCTPOSHHOE METOJIOM TECCENSIUN
BopoHoro B opuruHagbHOM HporpaMMHOM oOecriedyeHHH. IIycThle TOUKH COOTBETCTBYIOT TOYKaM
CTHMYIISILIUH, CEPbIE MHOTOYTOJIBHUKH (DOPMHUPYIOT KOPKOBOE MPEICTABUTEILCTBO (BOKPYT TOYEK, IIPU

CTUMYJISIIIUU KOTOPBIX peructpupyercss BMO ¢ ammutynoi 6onee 50 MxB)
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[Tnomans KOPKOBBIX mpeacTaBuTeabcTB APB 'y 310poBbIX  10OpOBOJIBLIEB
coctaBuna 4,43 [3,79; 5,01] cm? cpasa u 4,33 [3,49; 4,91] cm? cieBa, B3BelIEHHAs
miomans — 2,33 [0,64; 2,95] cM*MB u 2,25 [1,12; 2,85] cM?>MB COOTBETCTBEHHO.
CraTUCTUYECKH 3HAYMMBIX MEXKIIONYIIAPHBIX PA3IMudid B IUIOMIAAM U B3BEUICHHOU
IUIOIIAAN KOPKOBBIX MpeacTaBuTenbcTB APB BbisiBieHo He Obuio (p=0,77 u p=0,68
COOTBETCTBEHHO; Kputepuil Buskokcona).

VY nmanuentoB ¢ kinaccuueckuM BAC ObLIO BBISBJICHO CTATUCTHUYECKU 3HAYMMOE
JIBYCTOPOHHEE YMEHBIIECHUE IUIOMAad (PUCYHOK 6) W B3BEIICHHOW IUIONIAIN
(pucyHoK 7) KOpKOBBIX TipenicTaBuTesibeTB APB 1o cpaBHeHuto ¢ konTposem. [lnomans
KOpPKOBBIX TipeacTaButesbcTB APB y mamuentoB ¢ BAC cocraBuna 1,57 [0,67; 2,47]
cm? cipasa u 1,28 [0,56; 2,79] cm? cnesa, B3Bemennas miomans — 0,27 [0,07; 0,43]
cM>MB u 0,21 [0,04; 0,51] cm?>MB cooTBercTBeHHO. IlpuMep KOpPKOBOIoO
npencrasutenbcTBa APB y nmanuenTta ¢ knaccuueckum BAC mokasaH Ha pucyHke 8.
Kak u y 370poBBIX 1HIl, Yy MalMeHTOB C kiaccuueckuM BAC wmexmnomymapHbIX
paznuyMii B TUIOMIAAM M B3BEIICHHOW IUIOMIAIU KOPKOBBIX mMpenacTtaButenscts APB

BbIsIBJICHO He ObLTO (p=0,51 1 p=0,36 cOOTBETCTBEHHO; KpUTepHii BHiIKOKCOHA).

p<0,001 p<0,001
1 1

KnaccH4ecKHun
BAC

HOHTpOAb

F =Y

%]

T
| 1

npaeoe nonylwapue NeEeoe nonywapue

MNnowagbs KOPKOBOro
npeactasutenscrtea APB, cm?

Pucynok 6 — Ilnomans kopkoBbIX mpeacTaBuTenbcTB APB y mamuenToB ¢ kimaccuueckum BAC u

3I0POBBIX JOOPOBOJILIICB
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p<0,001 p<0,001
[ | | |
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PucyHnoxk 7 — B3BenieHHas 11om1a/ib KOPKOBBIX IpeAcTaBUTeNbCTB APB y manueHToB ¢ KilacCuueckum

BAC 1 310p0OBbIX 10OOPOBOJIBIIEB

S=1,61 cm?; wS=0,09 cm?-mB

Pucynok 8 — Ilpumep kopkoBoro npezacraButensctBa APB y manmenTa ¢ xaccuueckum BAC. CreBa
— KOPKOBOE TPEJICTABUTEIHCTBO, HAIOKEHHOE Ha WHIMBUAYyAJIbHOE M300pa)KeHHWE TOJIOBHOTO MO3Ta
(MPT B pexume T1-MPR) B nporpamme Nexstim (mBet Touek orpakaer ammumtyny BMO, yka3zaHb
wiomanab (S) ¥ B3BemieHHas IwIOMaAs (WS) KOPKOBOTO IMPEICTABUTENIBCTBA); CIpaBa — KOPKOBOE
IPE/ICTABUTENILCTBO, ITIOCTPOCHHOE METOZOM Teccensnuu Boponoro. Otmeuaercsi yMeHbIICHHE
IUTOIa I KOPKOBOTO MPEACTABUTENILCTBA M B3BEIICHHOHM IUTOMag (MPH CTHUMYJISIIUU BCEX TOUYCK

ammunryna BMO menee 500 MxB)
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Kpome yMeHblIeHHS TUIOIAAM W B3BEIICHHOW IUIONIAAM, Y TMAIMEHTOB C
kinaccnyeckuM BAC mpu Bu3yaldbHOM aHaidW3€ TaKkKe OBUIO BBISBICHO HW3MEHEHUE
bopMBI KOPKOBBIX TIpencTaBuUTeNbeTB APB. B GONbITMHCTBE Cily4aeB y MAIUEHTOB C
BAC xopkoBbIe IIPe/ICTABUTENILCTBA SIBJISIOTCS HECBSI3aHHBIMU, TO €CTh pacnaJaroTcs Ha
OTIICTIbHBIC 30HBI, TPU CTHUMYJSIAA KOTOPBIX C MBIIIIBI-MUIIICHN PETUCTPUPYIOTCS
BMO, koTopeie 4epenyroTcss € 30HaMHu, NpU CTUMYISIOMH KOTopeix BMO He
PETUCTPUPYIOTCS (MO3aMYHOCTh KOPKOBBIX MPEICTABUTEIILCTR).

[Ipu aHanmm3e B3aUMOCBS3M MEXKIY KIMHHYCCKUMHU W HEHPOPU3NOIOTHICCKUMU
MOKa3aTeNIIMU BBISIBIIEHO, YTO y TManueHToB ¢ kiaccuueckuM BAC maccusHbii MIT
CTaTUCTUYECKU 3HAYMMO KOPpEIHpyeT ¢ cyMMmapHbIM OamsioM mo mkaine UMN Score u
OTPHUIIATEIHLHO KOPPETUPYET ¢ cyMMapHbIMU Oatamu o mkanam ALS FRS-R u MMT
U CWIOH B KoHTpiarepaabHoi APB (tabmuma 7). Jlngd 1wiomamd KOPKOBOTO
npeactaButenibctBa ~ APB  BhIsIBIeHa — cTaTUCTUYECKM — 3HaYuMas  IpsiMas
KOPpEISILUOHHAs CBSI3b C CyMMapHbIMU Oayutamu 1o mkaiam ALS FRS-R u MMT,
cwiol B KOHTpiaTepanbHoi APB u oTpuiatenbHas CTaTUCTHYECKH 3HAYMMAs CBSI3b C
cymMmapabiMu Oamnom mo mkane UMN Score. BspemieHHas Tuiomiaas KOPKOBOTO
npeacTaBuTebcTBa APB  cTaTHCTHYECKH 3HAYMMO OTPHUIATEIBRHO KOPPEIUPYET C

cymMapHbIM Oaiom 1o mkane UMN Score.

Tadauna 7 — 3Hauenus kodddunmentoB koppensuuu Crupmena (R) Mexay KIMHUYECKUMH U
HEUPOPU3MOIOTHIECKUMH TIOKa3aTeIIMU Y TMalueHToB ¢ kjaccmyeckuM BAC (Bo Bcex criydasx
NOKa3aHa KOpPPENSIUOHHAs CBSA3b CO 3HAUCHMSAMM HEHpOPHU3MOIOrMYECKHX IOKa3aTeneH,

MOJIYYCHHBIMU IIPU CTUMYJIAIUNA JOMUHAHTHOT' O nonymapml)

ITaccuBnabI MII [lmomaae KOPKOBOTO Bs3Bemennas miomans
MPEeACTaBUTEIHCTBA KOPKOBOTO
B APB MPEACTABUTENBCTBA
APB
i%‘;i‘;ﬁ:;;j”wom 0,16 (p=0,39) 0,22 (p=0,24) 0,02 (p=0,91)
ALS FRS-R -0,48 (p=0,007) 0,37 (p=0,04) 0,33 (p=0,07)
MMT -0,46 (p=0,01) 0,38 (p=0,04) 0,34 (p=0,06)
CkopocTb _ _ _
HPOrpeCCHPOBaHNS 0,14 (p=0,44) -0,31 (p=0,09) -0,15 (p=0,4)
UMN Score 0,66 (p<0,001) -0,45 (p=0,01) -0,46 (p=0,01)
Cuna B APB -0,49 (p=0,006) 0,38 (p=0,03) 0,29 (p=0,12)
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CratucTuyeckd 3HAUYUMOW KOPPETSLMOHHOM CBSI3U MEXAY YyKa3aHHBIMU
HEHPOPU3NOIOTMIECKUMU TTOKA3aTeNIIMH U MPOI0KUTENbHOCTBIO, @ TAKKE CKOPOCTHIO
IpOrpeccupoBaHusi 3a00JIeBaHUs BBIABIEHO HE ObT0. Takke He OBLIO BBISBICHO
CTaTUCTUYECKUX 3HAYMMBIX pa3IUuuidl  HEHpodU3MOIOTUUECKHX MoKa3arejaell B
3aBUCUMOCTH OT ¢opMbl 3aboneBanus (p>0,05 mis Bcex moOKazaTelleld, KpHUTEpUi
Kpackena — Yomnuca).

VY nanuenToB ¢ kiaccuueckuM bBAC Takke ObUT MPOBENCH aHANIM3 B3aUMOCBSI3U
MEXIy OTAETHHBIMU MOKa3aTeNsIMH, MOJyYeHHBIMH TPHU TPOBEACHUHM HAaBUTALMOHHON
TMC. bpina BbIsIBII€EHA CTAaTUCTHUYECKH 3HAUMMas OTpHUILATEIbHAs KOPPENALUOHHAS
CBA3b Mexay naccuBHbIM MII u muionmaapio KOPKOBBIX MpeacTaBuTeabcTB APB
(p<0,001, pucynok 9), a Takxe B3BeneHHON miomaaso (p<0,001) kak B mpaBoM, Tak U

B JICBOM IIOJIYHIApHAX.
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Pucynoxk 9 — KoppemsimonHas cBa3b Mexay mnaccuBHbM [IM u mmomaasio  KOPKOBOTO

npeacraButenbcTBa APB y mannenToB ¢ kiaccuueckum BAC B 1eBOM momymapuu

Takum o6pa3om, y manueHToB ¢ kinaccuaeckuM BAC BBISBICHBI CTATUCTUYCCKU

SHAYUMBIC YBCIIMYCHHUC ITaCCUBHOI'O MII u YMCHBIICHUEC IUIOIAAu H B3BEIICHHOU



73

oA KOPKOBbIX mnpenctaButensbctB APB. Ilokazano, uro ysenuuenne MII u
YMEHBIIECHUE TUIOMIAIM KOPKOBBIX mpeactaButeabcTB APB mpu kmaccuueckom BAC
CTAaTUCTHUYECKH 3HAYMMO KOPPEIUPYIOT C TSDKECThIO TEYCHHS 3a00JeBaHUS W
BBIPOKEHHOCTHIO MTOPAYKEHUsI BEPXHETO0 MOTOHEHWPOHA. JTO MO3BOJISIET paccMaTpUBaTh
WX B KadecTBe HEHUPOPU3UOIOTHICCKUX OHOMApPKEPOB HEUPOJAETEHEPATUBHOTO
nopakeHus MoTopHOM Kopsl Tpu BAC. DOTH U3MEHEHHUS COMPOBOXKIAIOTCS
YMEHBIIEHUEM MaKCUMaJbHOW M cpenHed ammuiutyasl BMO, a Takke yBenTudeHUEM
MUHHUMAJIBHON JaTeHTHOCTU. Kpome yMEHbIIIeHUS IUIONaJAN M B3BEIICHHOMN ILUIONIaIH,
npu  kiaccudueckoM bBAC Takke HaOmogaeTcss H3MEHEHHE (POpPMBI  KOPKOBBIX

npencrasutenbeTB APB B Buie eHoMeHa MO3anYHOCTH.

3.2.2. Pe3yibTaThl HABUTAIIMOHHOW TPAHCKPAHUAJIbHOW MATHUTHOM CTUMYJISIIIUA
y NAIUEHTOB ¢ 00KOBBIM AMHUOTPO(PUIECKNM CKJIEPO30M € KIMHUYECKH
HU30JIMPOBAHHBIM MOPaKeHHMEM HUKHEr0 MOTOHEPOHA

Y mnanuentoB ¢ BAC-HMH (n=24), xpome ompenenenus mnaccuBHoro MII,
aMILTUTYAbl U JJaTeHTHOCTH BMO 1 kapTupoBaHusi KOPKOBBIX TpeacTaButesbctB APB,
OTIPEJICISUTUCh TOKa3aTeI BHYTPUKOPKOBOTO TOPMOMKEHHUSI M BO30YXKICHUS IS
BBISIBJICHUS TPU3HAKOB TUINEPBO30YIMMOCTH MOTOpHOM KOpbl. C 3TOW LENbIO
MPOBOAWIACH CTUMYJISIIIUSL TTAPHBIMU CTUMYJIAMU M PETUCTPUPOBAJICS KOpKOBBIM [IM.
OOcnenoBanre ATOHM TPYNIIBI MAIMEHTOB TakKXKe BKItouano omnpenencaue BIIMIT ms
OIICHKM MpOBOJAIIEH (DYHKIIMU  KOPTUKOCHMHAJIBHBIX  TPaKTOB. Pe3ynbTaThl
HapuraimonHoit TMC y mnaunumentoB ¢ BAC-HMH cpaBHuUBanuCh ¢ J1aHHBIMH,
MOJIYYCHHBIMA TP OOCIIEIOBAHWU 3JI0POBBIX JOOPOBOJBIEB. B KkauecTtBe rpymibl
CpaBHEHHMS ISl Pe3yibTaTOB HaBUTAIMOHHOTO TMC-KapTHUpOBaHUS MCMOJb30BaIaCh
rpynna nanuearos ¢ MMH.

Y namuentoB ¢ BAC-HMH O0buUto BBISIBAEHO CTAaTUCTUYECKH 3HAYUMOE
yBenuueHue MII mo cpaBHEHUIO C KOHTPOJIEM TOJIbKO MPU CTUMYJISILIUM JIEBOTO
nonymapus (p=0,03), B To Bpemsi Kak 3HAYCHHS, MOJIYYCHHBIC IMPH CTUMYJISIHH
IIPABOr0 MOJIyIIapusi, CTATUCTHUYECKM 3HAYMMO HE pPa3IMYajuCh MEXAYy TpynIiaMu

(p=0,46; pucynok 10). IlaccuBubnii MII y mammentoB ¢ BAC-HMH cocraBmit
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40 [35;49]% cnpasa wu 42 [39; 49]1%

CJICBA. CraTucTudecKu

3HAa4YMUMBIX

MEKIIONyMapHbIX pasnuunii B 3HaueHnd MII y nanuentoB ¢ BAC-HMH BbIsiBIEHO He

osut0 (p=0,57; xputepuii Bunkokcona).
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neeoe nonywapue

Pucynoxk 10 — ITaccunsbiiit MII y nanuentoB ¢ BAC-HMH u 310poBbIX 100pOBOIIBLIER

[Ipy aHanu3e aMIUIMTYAHBIX XapakTepucTuk y nanueHtoB ¢ BAC-HMH 6suto

BBIAABJICHO CTAaTHCTHYCCKU

3HAYMMOE YMEHBIIEHUE MAaKCUMAJIbHOM W CpeaHeu

amMmuTyasl BMO 1mo cpaBHEHUIO ¢ KOHTPOJIEM MPU CTUMYJISAIHMHA OOOWX TMOTyIIapuit

(tabnuia 8). Y nanuertoB ¢ BAC-HMH He Obu10 BBISIBIIEHO CTATUCTUYECKH 3HAUMMBIX

MEKIIOJYIIAPHBIX PA3IUYUil MakCUMallbHOW U cpenner ammummtyn BMO (p=0,93 u

p=0,11 cooTBeTcTBEeHHO; KpUTEepUii BriibkokcoHa).

Tabéauna 8 — MakcumanbHast u cpennss ammouryna BMO y manuentoB ¢ BAC-HMH u 310poBbix

TIOOpPOBOJIBIICB
IToxazarens bAC-HMH KonTpons P-ypOBEHb
MakcumManbHas D 945 [416; 1426] 1332 [876; 2310] 0,04
ammatysa BMO, MkB | S 824 [431; 1219] 1190 [987; 2815] 0,04
Cpenuss aMILIUTy1a D 201 [136; 273] 324 [226; 437] 0,008
BMO, mxB S 257 [204; 336] 377 [254; 445] 0,04
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[Ipu ananuze npoBoAsmied GyHKIMM KOPTUKOCHHUHAIBHBIX TPAKTOB Y MAIIUEHTOB
¢ BAC-HMH He 0ObUTO BBISBICHO CTATUCTUYECKH 3HAYMMBIX PA3nYUi MUHUMAJIBHOM

npareaTHocT BMO, BIIMIT u BIIMII 1o cpaBHeHUIO ¢ KOHTpoJieM (Tab:wuima 9).

Tadauna 9 — Munumanbras narentHocte BMO, BIIMIT u BIUMII y manuentoB ¢ BAC-HMH u

3I0POBBIX JOOPOBOJIBLIEB

IToka3zareinb BAC-HMH KonTponb P-ypOBEHb
MuHrMabHas D 22,3 [21,3; 23,7] 21,3 [21,0; 22,7] 0,10
maredTHOCTE BMO, Mc | S 21,8 [21,0; 25,5] 21,0 [20,3; 22,7] 0,14

D 14,3 13,0; 15,7] 14,7 [13,7; 15,0] 0,97
BIIMIL me S 14,1[13.3: 15,5] 14,0 [13.3: 15.3] 0,56
D 7,817,3; 9,0] 7,5 [6,5; 8,6] 0,18
BLIMIL me S 7.417,0; 104] 7,0 [6,3; 8,0] 0,43

[Ipu npoBeeHNN CTUMYIIAIMY MAPHBIMU CTUMYJAMU B HEKOTOPBIX CIIydasX Kak
y 3I0poBbIX JHIl (N=2 crmpaBa u N=2 cjieBa), Tak ¥ y nanueHToB ¢ BAC-HMH (n=4
crpaBa U N=2 clieBa) perucTpUpOBaIach HEIPOU3BOJIbHASL MBIIIEYHAs! aKTUBHOCTh. DTH
cllyuad WCKJIIOYAIMCh €3 aHanu3a, mockoiabky ¢enomenst SICI u ICF He
PETUCTPUPYIOTCS TPU HAIWYUHM MBIIIEYHOW aKTHBHOCTH. KpoMme TOro, B HECKOJIBKUX
ciaydasx (n=1 cnpasa u N=2 cnesa) y nanueHToB ¢ bAC-HMH ctumynsanus mapHbIMu
CTUMYJIaMH HE TPOBOJMIACH B CBSI3U C BBIPAKCHHBIM IOBBIIIEHHEM maccuBHOTO MII
(60nee 80% mpu KUCMONIB30BaHUM KAaTyIIKK ¢ OudasHoi GopMOit CTUMYJIOB).

[Ipyu mpoBeneHUM CTUMYJSIIUA — TMAPHBIMU  CTUMYJAMHU  JIJIi  OIICHKHU
BHYTPUKOPKOBOTO TOPMOXKEHUS W BO30YXKIACHHS Y 370POBBIX TOOPOBOJBIEB BO BCEX
cinydasx 3HaueHue SICI/SP 6buto menbie 1, a ICF/SP — Gosblire 1, 4TO COOTBETCTBYET
JAaHHBIM O CTAaOWJIBHOCTH JIaHHOTO ToKa3aTenss B HopMme [164]. V 310poBBIX
nobpososbiieB 3HaueHue SICI/SP cocrasuio ot 0,12 go 0,95, 3nauenune ICF/SP — or
1,2 no 5,8. YV manuentoB ¢ BAC-HMH B 9 u3 19 ciny4aeB mpu CTUMYJISIIMN TTPABOTO
nonymapus 1 B 11 u3 20 ciydyaeB npu CTUMYIISIIIUY JIEBOTO MOMyLIApUs HaOJI0/1aach
unBepcust SICI/SP, To ects 3HaueHue otHomeHus 0bu10 Ooubmie 1. 3Hauenue SICI/SP y
nanueHToB ¢ BAC-HMH 6e3 yuera paznenenus Ha noJymapusi coctasisiio oT 0,12 go
2,48; ICF/SP — o1 0,46 no 12,14. Ha pucynke 11 npeacraBicHbl IPUMEPhI PETUCTPALIAN

denomena SICI y 3mopoBoro mno6poBosbia u manueaTa ¢ BAC-HMH.




76

l i 458 muB 628 mrB 137 muB 347 meB
[y
—— ~\
110%  — = TN =
|I |
| |
L ]
-l
2 mc
o 75 mrB 24 mrB 116 meB 0 mrB 29 mrB
|
90% 110% ~N &\_—.—7‘ —-""_h'f\hdf‘ o R

SICI/SP=0,26
A

I
l f. 563 mkB 533 kB | | 970 meB fi 495 mkB 525 mKB
‘\H | '\.\___‘_h
|

| S A =
| =

2 mc
J, ,I, lf‘all — \ — .IF'-.\\_?uz MKB {Qm MKB I|'1'.~K-EE} MKB
90% 110% | T “ ||| — ot - o —
[ |I f [ I| '|'I |I .'I
| | i

5ICI/SP=1,03

B

Pucynok 11 — Ilpumeps! peructpauuu dpenomena SICI y 3qopoBoro 1o6poBosbiia (A) U nanueHTa ¢
BAC-HMH (b). Ilokazanst mo 5 BMO: BepxHuil psii — 0JHOKpaTHasi CTUMYJISLUSA C MHTEHCUBHOCTBIO
110% ot MII, HWKHUA pag — cTUMYISOUs mapHbiMa ctumyidamu (S1 — 90%, S2 — 110%) c

MEXCTUMYJIbHBIM HHTepBajoM 2 wMc. Y mnanueHta ¢ BAC-HMH naGmromaercst HapylieHue

BHYTpUKOpKoBOro TopmoxkeHus (SICI/SP=1,03)

IIpu craructnyeckoM aHaim3e y nauueHtoB ¢ BAC-HMH  BeisiBieHo

CTaTUCTHYECKU 3HaunMoe JnByctopoHHee yBenmdenue SICI/SP mo cpaBHenuio ¢

KOHTPOJIEM, YTO CBHUJIETEIHCTBYET O HAPYIICHUH BHYTPUKOPKOBOTO TOPMOXKCHHS MPHU
BAC-HMH (ta6muua 10). CtaTuCTHYECKH 3HAYUMBIX pasnuuuii B 3Hadenuu |CF/SP

Mexay nanrentamu ¢ BAC-HMH u 310poBeiMu 10OpOBOIbIIAMU BBISIBJIEHO HE OBLIO.
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Tab6auua 10 — Ouenka BHYTPUKOPKOBOTO TOPMOKEHHUSI U BO3OYKICHUS MIPHU CTUMYIISALUN TapHBIMU

ctumyiiamu y naiueHToB ¢ BAC-HMH no cpaBHEHUIO ¢ KOHTPOJIEM

[Tokazarenn BAC-HMH KonTpons pP-ypoBeHb
SICI/SP D 0,96 [0,71; 1,21] 0,34 [0,21; 0,79] 0,004
S 1,10 [0,91; 1,50] 0,59 [0,29; 0,76] 0,001
ICE/SP D 3,55 [2,40; 4,30] 2,98 [1,50; 4,40] 0,58
S 2,43 [1,78; 4,50] 2,90 [1,90; 3,30] 0,48

JUIsl OLlEHKH BHYTPUKOPKOBOIO TOpMOkeHus y nauueHTtoB ¢ bAC-HMH namu

TAKKC IIPOBOJHUIIOCH OIIPCACIICHUC ITPOJOJDKUTCIbHOCTH KOPKOBOI'O IIM. ¥ IIarnMcHTOB

¢ BAC-HMH BBISIBIEHO CTaTUCTHUYECKM 3HAYMMOE YMEHBIICHHE MPOAOJDKUTEIBHOCTH

kopkoBoro IIM mnpu crumymnsiuu oOoux mnomymapuil (tabmmma 11), uro Takxke

ABILACTCA IMOATBCPKACHHCM HAPYHICHUSA BHYTPHKOPKOBOI'O TOPMOXKCHHA. HpI/IMepBI

kopkoBoro I[IM y nmanrenta ¢ BAC-HMH u 310poBoro 1o0poBoJiblia NpecTaBIeHbl Ha

pucyHke 12.

Tabauua 11 — IlponomxurensHocts KopkoBoro IIM y mamuentoB ¢ BAC-HMH u 310poBbIX

T0OpOBOJIBIIEB
[Toka3zarens BAC-HMH Kontpouns P-ypOBEHB
[TpopomKUTETHHOCTD D 122,3 [92,6; 150,7] 145,4 [138,0; 161,0] 0,007
kopkoBoro [TM, mc S 127,2 [103,9; 142,3] 149,2[138,5; 150,6] 0,01

145 mc

3nopoeeii gobposoney,

Pucynoxk 12 — [Tpumepsr kopkoBoro [IM y 3mopoBoro gnoo6poBosnbiia u nanuenta ¢ BAC-HMH
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[Ipn aHangu3e IUIOIMIAJM KOPKOBBIX IIpeacTaBUTENbCTB APB cratncrrueckw
3HAYMMBIX PA3IMYMNA MEXKIy TPYIIaMH BBISIBJICHO HE OBLIO, OJHAKO y TAIMEHTOB C
BAC-HMH Obina BbIsiBieHa Oosiblliasi BapuaOEIbHOCTh 3TOTO mokazatens. [lmomans
KopkoBoro npeacraBuTenbctBa APB y naruentoB ¢ BAC-HMH cocrasuina 4,86 [2,69;
5,67] cm? cnpasa u 4,44 [2,35; 7,30] cM? cieBa, y 3mM0pOBEIX 100poBONIbLEB — 4,43
[3,79; 5,01] cm?u 4,33 [3,49; 4,91] cM? cooTBETCTBEHHO (pUCYHOK 13).

p=0,79 p=0,97

BAC-HMH

(=)}

KOHTpOANb

=
|
|
|

MNnowapk KOPKOBOTo
npeacrasutenbctsa APB, cm?
[\*)

npasoe noAywwapue negoe nonywapue

Pucynok 13 — IInomane xopkoBsix npenacraButensbetB APB y manmentoB ¢ BAC-HMH u 310poBbIX

TIOOpPOBOJIBIICB

AHaM3 B3BELICHHOW IUIONIAM KOPKOBBIX mpeacTaButesbcTB APB mokazan
CTaTUCTUYECKHU 3HauMMoe €€ yMeHblleHue y nanueHToB ¢ bAC-HMH o cpaBHeHuro ¢
KOHTpOJIeM B oOomx mosymiapusx (pucyHok 14). B3pemieHHas miomianb KOPKOBBIX
npencrasurenscts APB y nanuentos ¢ BAC-HMH cocrasuna 0,79 [0,37; 1,63] cm®MB
cnpasa u 0,55 [0,15; 1,30] cm*MB cneBa, y 310poBbIX n00poBonsues — 2,33 [0,64;
2,95] em®*MB m 2,25 [1,12; 2,85] cM*MB cootBercTBeHHO. CTaTHCTHYECKH 3HAYMMBIX
MEXIOJIYIIAPHBIX ~ pa3IMuMi IO W B3BEUIEHHOW IUIOHIAJAM  KOPKOBBIX
npencraButenbeTB y nanueHToB ¢ BAC-HMH BeisiBineno ne 6suo (p=0,29 u p=0,85

COOTBETCTBEHHO; KpUTepuil BUIIKOKCOHA).
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Pucynoxk 14 — B3Bemennas miomaib KOpKoBbIX mpenctaButenbetB APB y nanuentos ¢ BAC-HMH u

3I0POBBIX JOOPOBOJIBIIEB

Y naumentoB ¢ BAC-HMH npu npoBeneHUM KOPPEISIIUOHHOTO aHalu3a
CTaTUCTUYECKU 3HAUYUMBIX CBA3€H MEXIY KIMHUYECKUMH M HEHPO(PHU3UOIOTrHUECKUMU
MOKa3aTeNIMH BBISIBJICHO He Obuio. Takke He OBLJI0O OOHAPYKEHO CTAaTUCTHYECKU
3HAYMMBIX PA3IMYMNA HHU MO OJHOMY M3 HEHPO(PHU3MOIOTMUYECKUX MOKa3aTesiel Mpu HX
CpPaBHEHMH Y MAIMEHTOB C pa3HbIMU cTaausMu 3a0osieBanus (p>0,05 Bo Bcex ciydasx).

JIOMOJIHUTENBHO  TMPOBEICHHBIM  aHan3 48  MOJYyYEHHBIX  KOPKOBBIX
npeacrasutenbcTB APB y manmentoB ¢ BAC-HMH no3Bonui BBISIBUTH HEKOTOPHIE
JIOTIOJTHUTEIHHBIC OCOOCHHOCTH MX pPEopraHu3anvu. bejo BBISBIECHO, 4TO B 9 ciydasix
(n=5 cnpaBa u N=4 ciieBa) OTMEYACTCS] YMCHbBIIIEHHE COOCTBEHHO TUIOIIAIN KOPKOBBIX
npeacraBuTenbcTB APB, HecMOTpst Ha OTCYTCTBHE CTATUCTUYECKH 3HAYMMBIX Pa3Inyuil
IpU TPOBEJAECHUHU CTATUCTUYECKOTO aHajiu3a Ha TPYINIOBOM YPOBHE (B KayecTBe
HOPMATUBHOTO 3HAYEHHS MCMOJb30BAJIACh MHUHUMAJIbHAS IO KOPKOBOTO
npeactaButenbcTBa APB B rpynme 310poBbIX A00poBOJBIEB). Y 7 TAlMEHTOB
OTMEYEHO ACUMMETPUYHOE YMEHBIIICHHE IOLIAU KOPKOBOro npeacTaBurenbctea APB

B IOJIymiapuvu, KOHTPJIAaTCpaJIbHOM CTOPOHE Oonee Bblpa}KCHHOﬁ CUMIITOMATHKH W/ WU
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CcTopoHe Hauaya 3abosieBaHus (pucyHok 15). Eme B ogHOM cilydae y TAIlMEHTKH C
OynbOapHOM ¢Gopmoii Ha CTaauu TEHEepaJu3allud CHUMITOMATUKH  OTMEYEHO

JIBYCTOPOHHEE YMEHBIIICHHE IJIOMIA I KOPKOBBIX IpeacTaBuTebeTB APB.

- )
b 5=1,95 cm? 5=4 66 Cm

Pucynok 15 — Ilpumepsl OJHOCTOPOHHETO YMEHBIIEHHUS IUIOIAAM KOPKOBOTO MPECTaBUTEIILCTBA
APB y nanuentoB ¢ BAC-HMH. Iloka3aHbl pecTaBUTENbCTBA, TOCTPOCHHBIE METOI0M TECCEISIIINU
BopoHoro, it Ka)10ro MpecTaBuTeIbCTBA yKa3zaHa miomas (S).

A — kopkoBsle npeactaButensctBa APB y nanuenta ¢ BAC-HMH, 43 ner. OtMeuaetcst yMeHbIIIEHUE
IUIOIAAM KOpPKOBOro mpezacraButensctBa APB B neBom mnomymapuu. JleGroT 3aboneBaHus co
ciaboctT B mpaBoil crome. Ha MomeHT oOcnenoBaHMs B HEBPOJOTMUECKOM CTaTyce — BSUIBIN
TeTpamnapes, 6osee BblpakeHHbIN cipasa. [IpogomkurensHOCTh 3a0051€Banns — 22 Mec.

b — xopkoBeie mnpencraButensctBa APB y mammentkn ¢ BAC-HMH, 60 ner. Otmeuaercs
YMEHBIICHHWE TUIOMAAM KOPKOBOTO mpexacraButenbctBa APB B mpaBom mnomymapuu. J[lebrot
3a0osieBaHus co cinabocTu B JeBoii ctore. Ha MomeHT oOcienoBaHus B HEBPOJIOTHUYECKOM CTaTyce
HIDKHUH BsUTBIA mapamape3 (yMEpEHHBIH crpaBa W BBIpaXEHHBIH cieBa). [IpomomKuTenTbHOCTD

3aboseBanus — 23 Mec
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B OonpmMHCTBE ciyyaeB y MAallMEHTOB C HOPMAJBHOM IUIOIIAJBI0 KOPKOBBIX
npeacraBuTenbcTB APB oTMeuanock ymeHbllieHrne B3BEIICHHOH IJI0MIAI1, CBSI3aHHOE C
peructparmeii BMO ¢ HU3KOW aMIUIMUTYON MPU CTUMYISALUUA OOJBIIMHCTBA TOYEK B

npejesiax KOpKOBOTO MPEICTABUTEIbCTBA (PUCYHOK 16).

=

wS=0,55 cm2-mB

o >1000 mxB
O 500-1000 mkB

@ 50-500 mkB

QO <somks

wS=0,88 cm2-mB

Pucynoxk 16 — [Ipumepsl yMEHbBIIIEHUST B3BEIMICHHON TUIOIIAIN KOPKOBOTO TpeacTaBuTelbeTBa APB y
nanenToB ¢ BAC-HMH B neBoM (BBepxy) 1 mpaBoM (BHHU3Y) noiymapusx. LIBeT Touek cTuMynsanun
orpakaer ammutyay BMO. B o6oux ciaydasx OOJNbIIyI0 4acTh MPEJCTaBUTENIBCTBA COCTABISIOT
TOYKH, MPU CTUMYJSIHUHA KOTOPBIX peructpupyercs BMO ¢ ammmurynori menee 500 MxB. Ykazana

B3BEIICHHAS TUTOMIA/[b KOPKOBBIX MPEJCTABUTENBCTB (WS)

Kpome Ttoro, y 5 nanmentoB ¢ BAC-HMH npu Bu3zyaabHOM aHanu3e OTMEYEHO
cMelleHre OouibIIell 4acTH KOPKOBBIX IPEACTABUTENBCTB (BKJIIOYas TOYKHU, IPH
CTUMYJISIIUU KOTOPBIX peructpupoBaiuck BMO ¢ HanGosnblieil aMInTya0i) B OTHOM
win 0o00MX NOJyUIapusiX B INPEMOTOPHYIO KOpy, a B OJHOM cllyyae — B
NOCTLECHTPAJIBHYK0 M3BWIMHY. B  HEKOTOpPBIX Clly4asX CMELIEHUE KOPKOBBIX
IIPEACTABUTENILCTB CONPOBOXKIAIOCHh YMEHBIICHHEM WX IUIOIIAAM W B3BELICHHOU

wiomiaau (pucyHok 17).
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[
$=2,10 cm?; wS=0,27 cm?-mB $=8,32 cm?; wS=2,52 cm2-mB

Pucynok 17 — Ilpumepsl cMmemieHus KOPKOBBIX MpeactaButensctB APB B mpemoTopHyio kopy y
naqueHto ¢ BAC-HMH. Ha npumepe, npencTaBlIeHHOM CIIEBA, CMEIIEHHE KOPKOBOIO
NPECTaBUTEIIHCTBA COMPOBOXKAAETCS YMEHBIICHUEM €T0 TUIOIIAAN U B3BEIICHHON TUIOMIAIN. YKa3aHa

wiomaas (S) U B3BEIICHHAS MJI0MIaAb (WS) KOPKOBBIX MPEICTaBUTEIBCTB

VY GonpmmucTBa manueHToB ¢ BAC-HMH Takke OblI0 OTMEYEHO H3MEHEHHE
GbOpMBI  KOPKOBBIX  TIPEJICTABUTEILCTB B  BUAE  (PEHOMEHa  MO3aWYHOCTH
(HECBSI3aHHOCTH), KOTOPBIM ObLT BBISBIICH TAKXKe M y TAIMEHTOB ¢ KiaccuyeckuMm BAC.
HeoO6xoaumo OTMETUTH, YTO HECBSI3AHHOCTH KOPKOBBIX MPEIACTABUTEIBCTB MOXKET
HAOIOAThCS U Y 370POBBIX JIMI, OJJHAKO Y HUX OHA BHIpa)KCHA B MCHBIICH CTCTICHU
(pucyHok 18). DToT (eHOMEH OBLI OmNpeAeicH HaMU BHU3yajbHO, Ui €ro Oolee

KOPPEKTHOM OIeHKN HE00X0JruMa pa3paboTka METOI0B KOJIMYECTBEHHOTO aHAIH3A.

Pucynok 18 — Ilpumepsl MO3aMYHBIX (HECBS3aHHBIX) KOPKOBBIX MPEICTABUTEILCTB Y 3I0POBOTO
noopososibiia (cineBa) m manueHta ¢ bAC-HMH (cmpaBa, mosicHeHuss B Tekcre). KopkoBbie

NpEaACTaBUTEILCTBA IOCTPOCHBI METOJJOM TECCCIIALNU BOpOHOl"O
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B pamkax wuccnenoBanuss HaBurauvonHas TMC Ttakke mnpoBogunace y 8
nanrueHToB ¢ MMH, koTopble cocTaBuiu TpyIIly cpaBHEHHs. Y mnanueHtoB ¢ BAC-
HMH no cpaBHennto ¢ manmeHtamu ¢ MMH BBISBIIEHO CTaTUCTUYECKH 3HAYMMOE
JBYCTOPDOHHEE YMEHbIICHUE cpeaHerd ammuTyasl BMO u B3BEMIEHHON ILIOIMIAAH
KOpPKOBBbIX mnpeacraButenscTB APB. Ilpu cpaBHeHMM pe3yabTaTOB HABUTALIMOHHOMN
TMC y manuentoB ¢ MMH wu 310poBbIX HOOPOBOJIBIIEB CTAaTUCTHYECKHA 3HAYMMBIX
pa3Muuii BeIABICHO HE ObLIO (Tabmuia 12), ogHako y nmanuenToB ¢ MMH oTmeuanachk
TEHJICHIIUS K YBEJIMYCHUIO IUIONIAU KOPKOBBIX npeactaButTenscTB APB. Kpome Toro, B
JIBYX Cy4yasx ObLJIO OTMEUEHO YBEJIMYEHHUE B3BEIICHHOW TUJIOMAIN — MPU CTUMYJISIIUN
OOJBIIMHCTBA TOYEK B IMpelesaXx KOPKOBOI'O IMPEICTABUTEIBCTBA PETHMCTPUPOBAIHCH
BMO c¢ ammuurygoit 6osnee 500 mxB. Ilpu Bu3yanbHOM aHann3e OCOOCHHOCTEH
Jokanu3anuu U (HopMbl KOPKOBBIX mpenctaButensctB APB y manuentoB ¢ MMH

BBISIBJICHO HE ObLTO (PUCYHOK 19).

Tadauna 12 — 3nayeHus HeHpo(HU3MOIOTHIECKHUX MMoKa3arenel y manuentoB ¢ BAC-HMH, MMH u

3JI0POBBIX JOOPOBOJIBIIEB

IMokazarens bAC-HMH MMH Kontpoms
Hacossii MIT | D 40 [35; 49] 42 [34; 46] 39 [34; 43]
% S 42 [39; 49] 42 [31; 47] 38 [34; 43]
MaxcHManbHas D | 945 [416; 1426] 1073 [876; 1552] 1332 [876: 2310]
aminTyga BMO,
e S 824 [431; 1219] 1099 [694; 1580] 1190 [987; 2815]
Cpennss D |  201[136; 273]* 536 [335: 823] 324 [226: 437]
amrya BMO, - 257 [204; 3361 507 [215; 827] 377 [254; 445]
Thnomans D | 486269567 5,55 [3,25; 6,04] 4,43 [3,79; 5,01]
KOpKOBBIX
TIPEIICTABMTENLCTE | o | 4,44 [2,35; 7,30] 5,09 [3,72; 6,19] 4,33 [3,49; 4,91]
APB, cm?
Bpeuennas D | 079[0,37;1,63]* 2,40 [2,31; 3,59] 2,33 [0,64; 2,95]
I1oaab
KOPKOBBIX
npenicraBurenscts | g | 0,55 [0,15; 1,30]* 1,51 [0,88: 3,21] 2,25 [1,12; 2,85]
APB, cm*MB

* — CTaTUCTUYECKH 3HAYMMBIE paznnyus ¢ rpynmnoi nanuentoB ¢ MMH (p<0,05; kputepuit Manna —

YutHH ¢ monpaBkoit boudepponn)
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$=6,82 cm?; wS=5,35cm?-mB

Pucynoxk 19 — IIpumep kopkoBoro npencrasutenserBa APB y manmenra ¢ MMH. CrneBa — kopkoBoe
NPEJICTaBUTENILCTBO, HAJIOKEHHOE Ha HHIUBUAyaJdbHOE H300paxkeHue rosoBHoro mosra (MPT B
pexume T1-MPR) B mporpamme Nexstim (uBer Todek oTpaxkaer amruiutyay BMO); crmpaBa —
KOPKOBO€ IPEJICTABUTEIbCTBO, IIOCTPOEHHOE METOJOM Teccesiiuu Boponoro. O6paiaer BHUMaHUE
YBEJIMUEHUE B3BEILIEHHOM IIIOIIAa KOPKOBOIO MPEACTaBUTEILCTBA (MPU CTUMYJISLIUU OOJIBIIMHCTBA

touek peructpupyercs BMO ¢ ammumarynoi 6oiee 500 mxB)

Takum ob6pazom, y manuentoB ¢ BAC-HMH npu npoBenenun HaBUTAITMOHHOU
TMC  BBISBIIEHO CTAaTHUCTHYECKH 3HAYMMOE  YMEHBUIEHHE BHYTPUKOPKOBOTO
TOPMOKEHUS IIPU CTUMYJIALIMK NIAPHBIMU CTUMYJIAMHU U OlpenesaeHnn Kopkosoro [IM,
yBenuyeHue naccuBHoro MII B TOMHHAaHTHOM MHOJIyIIapUHM, & TaK)KE€ YMEHBILICHUE
B3BEUICHHOW IJIOIIAM KOPKOBBIX NpenacraButesbctB APB. B HekoTopbIx ciyuasx
OTMEYEHa peopraHu3anus KOPKOBBIX IIPEACTABUTEIBCTB B BHUAEC CMEUICHUA B
MIPEMOTOPHYIO KOpPY WJIM IOCTUEHTPAJIbHYIO W3BWIMHY. B OTiaMuyme OT NManueHTOB C
kiaccuueckuM BAC  cTaTUCTUYECKH 3HAYUMOW KOPPEISUMOHHOM CBSI3HM  MEXIY
HEHPO(DU3NONIOrMUECKUMHU TOKa3aTesIMU U KIMHUYECKUMU OCOOCHHOCTSIMH TEUEHUS
3aboneBanus y naiueHToB ¢ BAC-HMH BbisiBiIeHO He ObLIO.

JUist onpeneneHuss TUAarHOCTHYECKOW 3HAYMMOCTH HaBuraunoHHoilt TMC npu
BAC-HMH pononHutenbHO ObUT MPOBEAEH aHalW3 YacToThl BbIsiBIeHHs TMC-
IIPU3HAKOB NIOPAKEHUSI BEPXHEr0 MOTOHEHPOHA MPU OLIEHKE KOHKPETHBIX IOKa3aTesei,

a Takke uX KoMOuHanuu. Jlyis aHanm3a ObUTM BBIOpAHBI TOKAa3aTeld, KOTOPBIC Yy
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naieHToB ¢ BAC-HMH cratucTiueckdu 3HAYMMO OTJIMYAIOTCA OT KOHTPOJIA
(maccuBHbpii MII B JOMMHAHTHOM MOJYIIAPUHU, BHYTPUKOPKOBOE TOPMOXKEHHE IIPU
ctumyssiuu napabiMu ctumyiaamu (SICI/SP), npomomkutenbHOCTS KOpkoBoro [IM u
B3BCIIICHHAS IUIOMIA/b KOPKOBBIX mpejactaBuTenbcTB APB). B aHanm3 Mbl Takke
BKJIIOUWJIA TUIONIaJb KOPKOBbIX TmpeactaButenscTB APB u BIMIIL, kotopeie y
nauueHToB ¢ BAC-HMH craTtucthyecku 3Ha4MMO HE MEHSIOTCS NPHU MPOBEICHUU
IPpYNIIOBOTO aHaliM3a, OJHAKO MOTYT M3MEHSTHhCS Y OTIEIbHBIX NAIMEHTOB (3a
MOPOTOBOE 3HAYEHWE OBLIM MPUHATH MAaKCUMAJbHBIC WM MUHUMAJIbHBIC 3HAYCHHS,
NoJIydeHHble B rpymnne KoHTpotisi). HambGonee wacto y mnarmuentoB ¢ bAC-HMH
BBISIBJISIETCS HApYUIEHUE BHYTPUKOPKOBOTO TOPMOKEHHUS MPHU CTUMYJAIMHU MapHBIMU
ctumyiaamu (70% oT BceX MalMEHTOB), YMECHBIIICHUE MPOAOIKHTEILHOCTH KOPKOBOTO
[IM (50%) u ymeHblIeHHE B3BEIICHHOM IO KOPKOBBIX MpencTaBuTeIcTB APB
(42%, pucynok 20). [Ipumenenue Bcex MeTomuk HaBuranuonHoi TMC mo3Bosser

BBISIBUTH MTOPaKEHUE BEpXHEro MoToHepoHa y 87,5% mauunentoB ¢ BAC-HMH.

100%
90% 87,5%
80%
70%
70%
60%
50%
50%
’ 42%
)
40% 339
30% 29%
(1]
21%
20%
10% I
0% T T T T T T 1
MaccvBHbldA - BUMM ™ Mnouwaab KM BageweHHaa Kopkosbid — SICI/SP P Bce
M APBJ, nnowaab KM M - METOLMKM
APB TMC

Pucynok 20 — YacToTa BBISIBIEHUS aCUMIITOMHOT'O MOPaXEHUSI BEPXHETO MOTOHEHPOHA y MAIlUEHTOB
¢ BAC-HMH npu ucnons3oBanuu pazanusbix Merogquk TMC (KIT — kopkoBbIe MpeacTaBUTENbCTBA,

1 — yBeIHUEHHE MTOKA3aTeNs, | — YMEHBIIECHHE [TOKA3aTeIs)
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3.3. Pe3yabTarhl HelipOBU3YyaJIU3aLIMOHHOT0 00CJIeI0BAHNSI

BOM npoBoaunacey y nauueHtoB ¢ BAC, nanuentoB ¢ BAC-HMH u 310poBbIX
noopoBonblieB. Ha nepBom stane ananu3 pe3yibratoB BOM npoBoauics Ha ypoBHE
BCETO0 MO3ra C LEJbI0 OMNPENENICHHS JIOKAIU3alUuu 30H CTaTUCTHYECKH 3HAYUMOIO
n3menenus oobéma CB y nanuentoB ¢ BAC u BAC-HMH no cpaBHEHHIO ¢ KOHTPOJIEM,
a TaKKe TMPOBEICHHUS  KOPPEISILIMOHHOTO  aHajuu3a C  KIMHAYECKUMH U
Helpodu3noNornueckuMu mokazarenasiMd. Ha BTopoM 3Tame mpoBOJAWIICA pacyer
o0béMa CB 30HBI HHTEpECa — MPELEHTPATBHBIX U3BHUIIVH.

Y mnmamueHTtoB ¢ kinaccuueckuM BAC 1o CpaBHEHHIO €O 3J0POBBIMH
NOOpPOBOJIBIIAMH ~ OBLIO  BBISBJIICHO  CTAaTUCTHUYECKH  3HAYUMOEC  (Prpreor<0,05)
yMeHbllieHue 00bémMa CB B cleAylomux peruoHax roJIoBHOro Mosra (tabnuma 13,
pucyHok 21):

® CpEeIHsA YacTh JIEBBIX IIPe- U MOCTIEHTPAILHON U3BUIINH;
® CpeaHss 4YacTh NMPABOU NMPELEHTPAIBHON U3BUIIVHBIL;

® TMpaBas 3aTbUIOYHAS M0 (KJIHH);

e JicBas 3aThUTOYHAS J0JIs (KJIMH, SI3bIYHAST U3BUJIMHA).

VY mnamuentoB ¢ BAC-HMH mno cpaBHeHHIO €O 3A0pOBBIMH JOOPOBOJIBIIAMH
CTaTUCTUYECKHU 3HAYUMBIX pa3nuuuii B 00béme CB BbIsIBIEHO HE OBLIO.

V¥ nanuentoB ¢ kinaccuueckum BAC no cpaBHeHuto ¢ nauneHtamu ¢ bAC-HMH
BBISIBJICHO CTATUCTHYECKH 3HA4uMOe (Prpreor<0,05) ymenbinenne ob0béma CB B
CIICAYIOIIMX PErHOHaX TOJOBHOIO Mo3ra (Tabmuma 14, pucyHok 22):

® CpeaHsis YacTh JIEBBIX MIPE- U MOCTIEHTPAIbHON U3BUIIHH;

® BEPXHAA YACTh JICBOU NMPELEHTPAIILHON U3BUJINHBI,

® CpEaHss U BEPXHSS 4acTh IPaBOM MPEIEHTPATLHON U3BUIIUHBI;
e MpaBas U JieBas 3aThbUIOUYHbIE JOJHU (KIUH).

30H CO CTAaTHCTHYECKH 3HAYMMbIM yBeauueHuem oO0béma CB y manumeHToB ¢
kinaccuueckuM BAC mo cpaBHeHuto ¢ kKoHTpojeM u nauveHtamu ¢ BAC-HMH

BBISIBJICHO HE OBLIO.
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Ta6omuma 13 — 30HBI CTATUCTHYECKH 3HAYMMOTO yMEHbIIeHUs 00béMa CB y marueHToB ¢

knaccudeckuM BAC o CPaBHCHHUIO CO 310POBbBIMH I[O6p0BOJ'IBI_[aMI/I

KitactepHblil ypoBeHb ITukoBEII YPOBEHB MNI
Perorn O6Bém PFDReorr KOOPIUHATHI
30HBI, Pcorr Puncorr (IMKOBBIH T Z IIHMKa 30HBI
BOKCEIN YPOBEHB) [X! Y Z]
Ef:mpémpanmag 0,001 | 6,64 | 561 | [-44;-21:62]
W3BUJIMHBI, CPEITHSISA 957 0,003 0,001
’ 0,01 4,60 | 4,19 [-50; -21; 51]

JacTh, S
[TpeneHTpanbHas
U3BUJIMHA, CPEIHSASA 279 0,133 0,047 0,010 461 | 4,20 [39; -17; 56]
4yacTh, D

0,003 | 518 | 462 | [L7;-99;5]

3aTEUIOHHAs 107 727 0,009 | 0,003 0,004 | 502 | 450 | [14;-96;17]

(tcmn), D 0,037 | 3,81 | 3,56 | [14:-90; 36]
3arbuU10YHAasT OIS 0,014 | 441 | 4,04 [-12; -99; 3]
(KIMH, S3BpIYHAS 364 0,076 0,026 0,016 434 | 3,98 [-11; -83; -9]
U3BHIIMHA), S 0,026 4,05 | 3,75 | [-20;-101; -6]
SATBLIOMHAR 1071 108 045 | 0198 | 0019 | 422|389 | [5;-89;15]
(xnuH), S

Tab6nmunma 14 — 30HBI CTATUCTUYECKH 3HAUYMMOTO yMeHblIeHuss o0béMa CB y mnamnueHtoB c

kiaccuueckuM BAC no cpaBHenuto ¢ naruentamu ¢ bAC-HMH

KitactepHslil ypoBeHb IIMKOBBIN YPOBEHB MNI
Peruon O0BEM PFDRcorr KOOpAHWHATHI
30HBI, Pcorr Puncorr (MMKOBBIit T Z ITMKA 30HBI
BOKCEJIHN YPOBEHB) [Xa Y Z]

Ipe- u 0,001 5,68 | 4,96 | [-41;-23;63]
HOCTHUCHTpAIbHAA 461 0,012 | 0,004 0,009 | 4,61 | 4,18 | [-50;-21; 56]
W3BUJIMHBI, CPEIHSIS
4acTh, S 0,013 4,42 | 4,04 | [-29;-23; 53]
I[MpenenTpanbHast
W3BUJIMHA, BEPXHSS 92 0,352 0,157 0,003 5,08 | 453 [-11; -27; 71]
4acTh, S
TpenentpanbHas 22 0,742 0,49 0,019 4,25 | 3,90 [24; -21; 63]
U3BUIIMHA, CPETHASL
yacth, D 14 0,804 0,59 0,024 | 4,12 | 3,80 [32; -21; 57]
I[MpenenTpanbHast
W3BWJINHA, BEPXHSISA 12 0,82 0,621 0,03 400 | 3,71 [11;-27; 71]
4acTh, D
SaTBUIOMIAS 07 842 | 0,001 | <0,0001 | <0,0001 | 7,49 | 6,09 | [20;-98; 0]
(xmun), D
3aTbUIOYHAs OIS 0,012 4,48 | 4,08 | [-15;-101; 5]
(xknuH), S 166 0,163 0,064 0,017 4,31 | 3,95 | [-20;-101; 3]
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BAC < KOHTpOANb

Pucynok 21 — Jlokanu3zanus 30H CTaTUCTUYECKH 3HAUUMOTO (ProReorr<0,05) ymensiienust ooréma CB
y nanueHToB ¢ kinaccuieckuM BAC no cpaBHeHuto ¢ koHTposaeM. A. 3D-monens. CrieBa HanpaBo: BUL
CBepXYy, BUJ clieBa, BU c3aau. b. 30HbI ¢ ymeHbIieHueM o0bema CB, Hanoxxennbie Ha T1-B3emeHHbIC
n3o0pakenus. CBepXy BHH3: JIEBbIE IIpe- U MOCTLEHTpalbHAas M3BWIMHBI, IpaBasi NpeLEeHTpalIbHas
W3BWINHA, TpaBas 3aTbUIOYHAs A0S, JeBas 3aTbliouyHas noyid. CneBa HampaBo: CarUTTAIbHBIM,

KOpPOHApHBIN U IONIEpEeYHBbIN cpe3bl. L[BeToBas mKkaia oTpakaer 3HadeHue T
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BAC< BAC-HMH

Pucynok 22 — Jlokanu3zanus 30H CTaTUCTUYECKH 3HAUUMOTO (ProReorr<0,05) ymensbiienus ooréma CB
y nanueHToB ¢ kiaccuueckuM BAC mo cpaBHenuio ¢ nanueHtamu ¢ BAC-HMH. A. 3D-monens.
CrneBa HampaBo: BHII CBEpXy, BUI cieBa, Bua c3amu. b. 3oHbI ¢ ymeHbmieHneM oObema CB,
Hallo)keHHble Ha T1-B3emeHHble wn300pakeHus. CBepXy BHHU3: CpeOHSS YacTh JIEBBIX Ipe- WU
NOCTLEHTPAJIIBHOM M3BUJIMH, BEPXHASA 4YacThb JIEBOM IPELIEHTPAJIbHON W3BWIMHBIL, CPENHSAS 4YacTh
MpaBOi MPELEHTPAIbHON W3BWIMHBI, MpaBas 3aTbUiouHasg nois. (CieBa HampaBoO: CaruTTalbHBIM,

KOpPOHApHBIN U MONEpeyHbId cpe3bl. [[BeToBad mikana oTpaxkaeT 3HaueHue T
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Y nanueHtoB ¢ kiaccuyeckuM BAC mnpu  MpoBeACHHM MHO>KECTBEHHOM
perpeccud He OBLIO BBISBICHO CTATUCTUYECKU 3HAYMMOW KOPPEISIUOHHOM MEXIY
o0béMoM CB m knmmHWYECKUMU (TPOAOHKUTEIBHOCTh, CKOPOCTh IMPOTPECCHUPOBAHMUS
3aboneBaHus, cymmapHeii Oamn mo mkaie MMT, cuma B APB mo mkane MRC,
cymMapubeii  Gamn mo mkamam ALS FRS-R u UMN Score), a Ttaxxe
HelpodusnonornueckuMu (maccuBHblii MII, MakcumanbHas W CpeiHssl aMIUIUTYAa
BMO, munumaneHas nareHTHOCT BMO, mionaap U B3BEIICHHAS TJIOMIAb KOPKOBBIX
npeactaBuTesbcTB APB) nokazarensmu.

JlomoTHUTENBHO ObUT MPOBENECH KOPPEISIUOHHBIA aHanu3 Mexay oobréMom CB
1o JaHHbIM BOM 1 BBIPaXKE€HHOCTBIO OTACIIBHBIX KIIMHUYECKUX MPOSIBICHUN HA Pa3HBIX
YPOBHSIX IiepeOpocnuHanbHOM ocu. C 3TON 1LENbI0 UCHOIb30BAIUCH Pa3Eibl IIKAJBI
ALS FRS-R, orpaxkatonue ¢hyHKuo O0yiab0apHbIX MbIII (TyHKTH 1-3, npusoxkeHue
2), MbIII BepXHUX (MYHKTHI 4—5) ¥ HWKHUX (MyHKTHI 8—9) KoHewdHocTeil. bbuta
BBISIBJICHA CTATHCTHYECKH 3HAUYUMAs TOJIOKUTEIbHAS KOPPEISIIIUOHHAS CBSI3b MEXIY
cyMMapHbIM OamioM mo pazaeny mikanel ALS FRS-R nmns onenku OynbOapHBIX
bynkuuii 1 00EMoM CB B HMXKHEHN 4acTH JIeBOU NpeLeHTpaIbHOM U3BWIMHEI (Tabauna
15, pucynok 23), T.e. 0oJiee BHICOKOMY CyMMapHOMY 0auty (MEHbIIEH BBIPAKCHHOCTH
Oynb0apHbIX HApPYIIEHUH) COOTBETCTBYET OoJbinii 006¢M CB B ykazanHoit 30He. s
cymmMmapHoro 6arnia mo pazaenam mkaiasl ALS FRS-R st oieHkr QyHKIIMM BEpXHUX U
HUKHUX KOHEUHOCTEH CTATHUCTHYECKH 3HAYUMOUN KOPPEISIMOHHOU CBSI3U C 00BEMOM

CB BBISBIIEHO HE OBLIO.

Ta6auna 15 — 3ona, 006éM CB B KOTOPO# CTaTUCTUYECKH 3HAYMMO MOJOKUTEIHHO KOPPEITHPYET C

CyMMapHBIM 0ayutoMm 1o pazzaeny mkansl ALS FRS-R mist onenkn Oynp0apHbIX (yHKIHN

00BEM MNI xoopauHaThI UKa
peruoH 30HBI, Puncorr T Z 30HBI
BOKCEJIN [x;y; ]
[NpenieHTpanbHast U3BUIMHA, HIDKHSIS 190 <0,001 | 4,65 | 3,97 [-59; -5, 24]
9acTh, S 155 <0,001 | 4,16 | 3,64 [-45; -11; 35]
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Pucynok 23 — Jlokanuzauusi 3061, 00béM CB B KOTOpOW CTaTUCTUYECKH 3HAYUMO MOJIOKHUTEIHHO

KOppeNupyeT ¢ CyMMapHbIM OamioM 1o pasmeny mkamel ALS FRS-R mist onenkm OynbOapHBIX
¢yHkuil y nauumeHtoB ¢ kiaccuueckuM BAC. CrneBa HampaBo: CarMTTajdbHBIM, KOPOHApHBIM U

nonepeqHHﬁ CpPC3hI. HBGTOB&H HIKaJa OTpaXac€T 3HAYCHHUC T

Taxxke ObUIO TPOBEACHO CpaBHEHHE pe3yapbTaToB BOM y mamueHToB ¢
kinaccnyeckuM BAC B 3aBucumoctd OT Qopmbl 3a0o0feBaHus. Y MalMEHTOB C
OynpOapHOi (opMOii MpU CpaBHEHWH C TAIMEHTAMU CO CHUHAIBHBIMH (OpMaMH
(IIeHHO-TPYAHON U TTOSICHUYHO-KPECTIIOBOI ) OBIIO BBISBIICHO CTATUCTHYECCKH 3HAUNMOE
(Puncorr<0,001 Ha THKOBOM YpOBHE) OmiIatepaibHOe yMeHblcHHe 00béMa CB B HIbKHEH
YacTH  TPEIHEHTPATbHBIX  M3BUJIMH —  00JIaCTU  JIOKAJU3allMM  KOPKOBBIX
IIPEICTABUTEIIBCTB MBIIII TJIOTKH, TOPTaHH, SA3bIKa U Jinia (Tadmuma 16, pucyHok 24).
30H ¢ yBenuueHnem o0béMa CB y manueHToB ¢ 0yabp0apHoil popMoil IO CpaBHEHHIO CO

CITMHAJIBHBIMH BBISBJICHO HE OBLIO.

Tab6auua 16 — 30HBI CTATHCTHYECKN 3HAYNMOTO yMEHbIIeHus1 00béMa CB y marueHToB ¢ Oyap0apHOit

dbopmoii kimaccuueckoro BAC mo cpaBHEHHUIO C MAIMEHTAMHU CO CIIMHAIBHBIMU (hopMamMu

O6béM MNI xoopauHaThI UKa
Peruon 30HB], Puncorr T Z 30HEI
BOKCEJIN [x;y; 7]
HwxHss gacTe npeneHTpaabHon 294 <0,001 | 527 | 4,35 [-57; -6, 24]
WU3BHJIMHEL, S <0,001 | 4,05 | 3,56 [-42; -17; 36]
HwoxHsIs 9acTh IpeneHTpaIbHOM 126 <0,001 | 5,21 | 4,32 [57; -5; 24]
U3BHIMHBI, D <0,001 | 3,89 | 3,45 [57; -8; 29]




Pucynok 24 — Jlokanu3aiusi 30H CTAaTUCTHYECKH 3HAUMMOTO yMEHbIeHUs: 00bémMa CB y manueHTos ¢

Oynp0apHoii Gopmoii kinaccuueckoro BAC mo cpaBHeHUIo co cnuHAIBHBIMU GopmMamu (Puncorr<0,001
Ha NHMKOBOM YpoBHe). BBepxy — 3D-monens B comocraBieHuu ¢ TomyHKyinycoMm llendunna
(amanrtupoBano u3 [176]). BHu3y — nokanu3anus 30HbI ¢ HAMOOIBIIUM yMeHbIIeHHEM 00béMa CB B
HWKHEW 4acTH JIeBOW MpeleHTpalbHON M3BWIMHBL. ClieBa HallpaBoO: CaruTTaJbHBIA, KOPOHAPHBIM U

nonepeqHHﬁ CpC3hl. HBCTOB&H IIKajia OTpaKacT 3HAUCHUC T

V¥ namuentoB ¢ BAC-HMH craTtuctuuecku 3HaYUMON KOPPETALIMOHHON MEXITY
00éMoM CB u ximHMYECKUMHU (TPOAOHKUTEIBHOCTh, CKOPOCTh MPOTPECCUPOBAHUS
3abosneBaHus, cyMMmapHbii O6aut no mkaiam ALS FRS-R u MMT, cuna B APB 1o
mkane MRC), a Ttaxke Heipodusnonornyeckumu (maccuBasii MII, SICI, ICF,
MPOJOJDKUTENBHOCTh KOpkoBoro IIM, BIIMII, mmomans u B3BEMIEHHAs IUIOLIAIb
KOPKOBBIX TpeacTaBuTenbcTB APB) mokazatensimu BbIsiBIeHO He ObUTO. Taxke ObLIO
MPOBEJIEHO CpaBHEHHE pe3yibTaToB BOM y mnmaiueHToB ¢ pa3HbIMU CTagUsSMU
3a00s1eBaHusl, HE BBISIBUBILIEE CTATUCTUYECKU 3HAUMMBIX pazinyuii B 00bEéMe CB.

Ha cnemyromem sTamne y BceX y4aCTHUKOB MCCIICIOBAHUS OBLIT MTPOBENICH pacyeT

obmero ooréMa CB u o6béma CB 30HBI HMHTEpeca — MpElEHTPaIbHBIX W3BHJIMH.
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YyuThiBasi BBICOKYI0 MEXHHAMBUAYaJIbHYIO BapualeiabHOCTh oOmero oonbéma CB,
ObLJIO TaKXke paccuuTaHo oOTHouieHue ooOmero oobéma CB k  o0bémy CB
MpEIeHTPATLHBIX M3BWIMH. lccnemoBaHHBIE TPYyNIbI CTAaTUCTUYECKA 3HAYMMO HE
paznuyanuch no oomemy o0béMy CB n 006émy CB npeneHTpaibHbIX U3BUIIUH, OJTHAKO
y manueHToB ¢ kiaccmueckuM BAC ObIJIO BBISIBICHO CTAaTHCTHYECKH 3HAYUMOE
yMeHblleHue oTHomeHus: o0béMa CB mpaBbIx M JIEBBIX MPENEHTPAIBbHBIX U3BUJIMH K
obmemy o0véMy CB mo cpaBHeHuio ¢ koHTposem M mnanmueHtamu ¢ BAC-HMH

(Tabmuna 17).

Ta6aunma 17 — Pesynbratet BOM y manuentoB ¢ kinaccuueckum BAC, BAC-HMH wu 310poBbIx

T0OPOBOJIBIICB
. O6bem CB npeuentpanbHOit O6bveM CB npeneHTpanbHOM
I'pymma O6ném CB, W3BUJIMHBI, BOKCEIIHN n3BHIIMHBL/ 006EéM CB, %
BOKCECIIH
D S D S
K 1aCCHeCKI 189390 2176,6 2295,9 1,14 1,17
BAC [178076; [1981,8; [2056,3; [1,08; 1,19] [1,08; 1,25]
210156] 2486,3] 2568,7]
182857 2258,1 2244 4 1,27 1,29
BAC-HMH [170054; [2076,7; [2145,5; [1,17; 1,33] [1,12; 1,36]
194819] 2409,1] 2510,1]
182024 2326,2 2316,9 1,27 1,24
Kontposb [176592; [2204,1; [2169,5; [1,21; 1,31] [1,19; 1,31]
209570] 2595,6] 2536,4]
Knaccuuaeckuit
BAC vs. 0,46 0,07 0,37 <0,001 0,01
KOHTPOJIb
bAC-HMH vs. 0,54 0,21 0,51 0,81 0,19
KOHTPOJIb
Knaccuaeckuit
BAC vs. BAC- 0,091 0,52 0,69 0,001 0,002
HMH

IIpn nposenennn JT-MPT y nanumentoB ¢ BAC-HMH npu cpaBHeHnu co
3I0POBBIMU JT0OPOBOJIBIIAMHU CTATUCTUYECKU 3HAUMMBIX U3MeHeHH DA BBISBICHO HE
obut0. Taxke He OBLIO BBISBICHO CTATUCTUYECKH 3HAYUMOW KOPPEISLUOHHOHN CBSI3U
mexny @A 1 KITMHUYECKUMH, a TaKKe HEHPO(PU3MOIOTHUECKMMHU NTOKa3aTesIMU.

Takum oOpa3oMm, NpPOBEAEHHOE HEWPOBU3yaJIM3allMOHHOE OOCIIE€I0BaHUE

IIOKa3aJio, 4YTO YMCHBIICHHUC o0obpéma CB kak B MOTOPHBIX, TAK 1 B HCMOTOPHBIX 30HAX
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rOJIOBHOTO MO3ra no JaHHbiM BOM BBISBIISETCS TOJBKO y MAIMEHTOB C KJIACCUYECKUM
BAC, no He y mnamuentoB ¢ BAC-HMH. V naumentoB ¢ BAC-HMH Ttakxe He

BBISIBJICHO CTPYKTYPHBIX H3MEHEHUI Oenoro BemecTsa no gauasiM JJT-MPT.
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I'JIABA 4. OBCYXJIEHUE PE3YJIBTATOB

CoueraHHOE TIOPAKEHUE BEPXHETO M HIDKHETO MOTOHEHMPOHOB  SBIISICTCS
XapaKTepHOW H OTIMYUTEIbHOM ocoOeHHocThi0 BAC, KoTopas BHepBbie OblLia
ormeueHa J.M. Charcot B ogHOM U3 mepBBIX onucaHuil 3a0oneBanus [5, 67]. Ceromns
ATOT MPU3HAK OCTAETCA OJIHMM M3 OCHOBHBIX MPU MOCTAHOBKE JAMArHo3a 3a00JIeBaHUS
[19, 22]. B 1o e Bpems mins BAC xapakTepHa BBIpaKCHHAs T€TEPOrCHHOCTh CTCIICHH
NOPAKEHUS BEPXHEro U HUKHEro MoToHerpoHoB. s ¢popm BAC, mporekarommx c
M30JIMPOBAHHBIM WJIM TPEUMYLIECTBEHHBIM MOPAXKEHUEM TOJBKO OJHOW MOIYJISLIHH
MOTOHEHPOHOB, XapaKTEPHBIM SIBISICTCS Oojiee MEUICHHOE MPOrPECCUPOBAHUE
3a00JIcBaHUs W OTHOCHTENIBbHO OjaronpusatHeiii mporHo3 [190]. Dro mo3BosseT
Mpeanojaratb Halu4Yue NaTo(PpU3noIOrHuecKuX 0COOCHHOCTEN HEeHWpOIereHEPaTUBHOTO
MpoIiecca, KOTOPhIE JI0 HACTOSIIET0 BPEMEHU OCTAIOTCS MalloM3ydeHHbIMU. M3ydeHue
dopm BAC, xapakTepu3yrOMMXCs HW30JIHUPOBAHHBIM WU  MPEUMYIIECTBEHHBIM
MOPaKEHUEM OJTHOM W3 MOMYJISUA MOTOHEHPOHOB, MOKET ChITPATh OOJBIIYIO POJIb HE
TOJABKO B  YJY4YIICHUW JUArHOCTUKU 3a00JieBaHUs, HO W B  yTOUYHCHHUH
naTO(U3UOIOTHIECKUX MEXAHU3MOB PA3BUTHS HEWPOJIETEHEPATHUBHOTO MpoIecca, a
TaKe MONCKE OTBETA HA OJIMH M3 CAaMbIX BAXKHBIX U MHTPUTYIOIIUX BOMPOCOB — Kakas
13 TOMYJISAIUN MOTOHEHPOHOB nopakaeTcst ipu BAC B nepByto ouepe/ib.

B nHacrosmeit paboTe mpoBeIeHO N3yYeHUE KIMHUIECKIX OCOOCHHOCTEN TCUCHMUSI
3a00J1eBaHMs, a TAK)KEe HEHPOPUZHOIOTUUECKUX U HEUPOBU3YAIM3AIMOHHBIX TTPU3HAKOB
nopakeHus: BepxHero MoToHeipoHa y 30 mamueHToB c kiaccuyeckum BAC u 24
naimeHToB ¢ bAC-HMH. IlonydenHble HaMu JAaHHbBIC MOJATBEPKIAIOT HAJIUYUE
KIIMHUYECKUX ocoOeHHocTer TeueHus 3aboneBanusi npu BAC-HMH mno cpaBHeHuro ¢
kiaccuueckumu cinydasimu bBAC. Kak u B paHee npoBeJIeHHBIX HccienoBaHusix [47, 97,
224, 229], y mnamuentoB ¢ BAC-HMH O6buto BbIsIBIEHO 0oJjiee MEIJICHHOE
porpeccupoBaHne 3a00JIeBaHUSI W OoJiee TMO3JHEE BOBJICYCHHE B MATOJOTHYCCKUN
poIIecc BTOPOTO YPOBHS LiepedbpocnuHanbHoi ocu. [locmennuit mokazarens npu BAC-
HMH cocraBun 12 [6; 30] MecsiieB, 4TO CTaTUCTUYECKHA 3HAYMMO OOJIbIIE, YeM MpHU

kinaccuaeckoM BAC (7 [4; 12] mecsnes; p=0,039). B 1o ke Bpems narueHTsl ¢ BAC-
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HMH cratuctrdeckyd 3Ha4UMO HE OTIIMYAINCH OT MalMEHTOB ¢ KiaaccuueckuM bAC mo
TaKUM TIOKa3aTeIsIM KaK TsHDKECTh HeBposiorudeckoro neduimra mo mkaie ALS FRS-R
U CyMMapHas OLIEHKa MbIIeuyHoi cunbl mo mkane MMT. Hamu Takxke He ObLIO
BBIBJICHO PAa3JIMUAid MO TIOJy M BO3pacTy MEXAy TIpylnmnaMyd MalueHTOB C
kiaccuueckum bAC u BAC-HMH.

JlnutenbHOCTh 3a00J€BaHUsl OT €ro Hayaja JO0 BKIIIOUYEHHS B HCCIEIOBaHHUE B
Hamieil paboTe COOTBETCTBOBala 3a/IEPXKKE B TIOCTAHOBKE JMArHo3a, COCTaBUBIIEH,
TakuM o0Opazom, y manueHtoB ¢ BAC-HMH 18 [9; 40] mecsaueB. D10 cornacyercs ¢
pe3yJibTaTaMu paHee MNPOBEACHHBIX MCCIENOBAaHUM, IMOKAa3aBIIMX, 4YTO 3aJCPKKa B
IIOCTAaHOBKE mpaBWibHOro auarHo3a npu bAC-HMH npeBelmaer TakoByr mpu
knaccuueckoM BAC u cocraBisieT uisi pa3HbIX (EHOTUITUYECKHX BapHaHTOB 19-27
mecsites [224].

JHletanpHoe oOcienoBanre 34 MAIMEHTOB C KJIMHUYECKH YCTAHOBJICHHBIM
CHUITHM mno3Bonmio HaMm B 9 ciydasx MOCTaBUTh JAMArHO3 JAPYroro 3adosieBanus. Bo
BCEX ATUX CIy4asx ObUI MOCTaBIIEH MPEIBAPUTENbHBINA TUarHo3 «moao3penue Ha BAC)
Wi «00JIe3Hb MOTOHEHpoHay. YacToTa N0XKHOMONOXKUTENbHOU nuarHocTuku BAC y
nanueHToB ¢ CHUIIHM cocraBuma, Takum obOpaszoM, 26%. D10 coriacyercs ¢
pesyapTaTamMu ucciaenoBanus J. Visser u coast. (2002), Takke MOKa3aBIIETr0 BHICOKYIO
gacToTy (19%) 0XKHOMOMOKUTENBHON TUarHOCTUKM BAC mpu KIMHUYECKOW KapTHHE
CHUITHM [210]. BaxxHO OTMETHUTH, YTO B OOJBIITMHCTBE CIIy4aeB JJIsi KOPPEKTHOMN
MOCTAHOBKU JIMAarHo3a ObUIO HEOOXOJAMMO CIHEHHAIU3UPOBAHHOE OOCe0BaHuUE,
Harpumep, pacipennoe IMI-uccnegosanue (MMH u cnyuaii cunapoma Jlstonca —
CamHepa), reHeTHuueckoe TectupoBaHue (OynbOocnuHaimbHas amuoTpodus Kenneman),
MPT mieiiHoro oTzena Mo3BOHOYHHMKA U CIIMHHOT'O MO3ra co crubanueM mieu (00Jae3Hb
Xupasima). Bo Bcex caywasx ObUT YCTaHOBJIEH JWAarHo3 KypaOenapbHOTO WU
OTHOCHUTEJIBHO 100poKauecTBeHHOro 1o cpaBHeHUIO ¢ BAC 3a0oneBanus. [lonyueHHbie
JAaHHBIC TOAYECPKUBAIOT HEOOXOMUMOCTH TINATEIHLHOTO OOCJEIOBAHUS TMAIMEHTOB C
CUIIHM B croenuanu3MpoBaHHOM LIEHTPE I CBOEBPEMEHHOIO YCTAHOBIICHHUS

MMPAaBUJIIBHOI'O AUAT'HO34.
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B HacTosiiieM ucclieoBaHUM Mbl HE MCIOJIb30BAIM OOIICTIPUHATHIE TEPMUHBI,
onuchiBatomre Bapuantel CUTTHM npu BAC, takue kak [IMA, CCP u CCH [97, 190].
OTO CBSI3aHO, MPEXKIE BCEro, C TEM, YTO IIOCTAHOBKA 3THUX JHATHO30B TpeOyeT
ONPENICIICHHBIX BPEMEHHBIX CpPOKOB, B TEUEHHE KOTOPBIX Yy TNAUHUEHTa JOJDKHO
HAOI0aThCSl M30JMPOBAHHOE MOpPaKEHUE TOJbKO HU)KHETO MOTOHEMpOHA, B TOM
qucliie, OTpaHUYEHHOE OJIHUM ypoBHeM liepedbpocnuHanbHoi ocu (mpu CCP u CCH).
Bmecro atoro Mbel umcnosib3oBanu eauHbiii TepMuH (BAC-HMH), He cBsizanHHBIN C
IPOJOJKUTEILHOCTBIO 3a00J€BaHUs, a TaKKe€ YPOBHEM U PACHPOCTPAHEHHOCTHIO
NopakeHus. AHalIM3 KIMHUYECKUX TMPOSBICHUN 3aboisieBaHus y marueHToB ¢ BAC-
HMH nmoka3an, 4yto OOJBIIMHCTBO W3 HHUX HE COOTBETCTBYIOT HHM OJHOU U3
MPEACTABICHHBIX BBIIIE JMATHOCTUYECKUX KATeropuil B CBA3M C HEOOJIBIION
MPOJIOJDKUTEILHOCTHIO 3a00JIEBaHUSI WM OCOOCHHOCTSIMHU JIOKAJIM3AIMN  MBIIICYHON
cnaboctu u runorpoduit. Hanpumep, cpeau 5 manueHToB ¢ MIEHHO-TpyaHON (PopMoi
MPEUMYIIECTBEHHO MPOKCHUMAJIbHAS JIOKAJIM3alus CUMITOMOB, XxapaktepHas jisi CCP,
OblJa BBISBIIEHA TOJIBKO B JBYX clydasx. B Tpex npyrux ciydasx 3a0oJieBaHHE
Ne0I0TUPOBAJI0 C ACUMMETPUYHOTO TMOPAXKEHUSI MBI KUCTH, YTO TUIHMYHO IS
kiaccuyeckoro bAC. Kpome Toro, mpu quHaMu4ueckoM HaOJIIOICHUH 3a MallMeHTaMH C
NOpa)KEHHEM HAa  MOMEHT BKJIOYEHUS B  HUCCJIEAOBAHHE  OJHOTO  YPOBHS
nepedbpocnuHanbHOU ocu TunuuHoe st BAC nporpeccupoBanue ObII0 BbISIBICHO B 11
u3 12 cnyuaes. bosee toro, B 7 u3 atux 11 cnydaeB npu TMHAMHUYECKOM HAOJIOJCHUN
ObUTM BBISIBJICHBI KIMHUYECKUE TIPU3HAKK TOPAXEHUsS BEPXHEro MOTOHEHpOHA.
[lony4yeHHble MaHHBIE MOATBEPKIAAOT, 4yTo MHorue ciydan BAC-HMH saBmsrorcs
ne6rorom kiaccuyeckoro bAC. B atoii curyanuu takue tepmunsl, kak [IMA, CCP u
CCH npaBuiibHEEe TpakTOBaTh HE KaK OTIEIbHBIE HO30JIOTMUYECKHE (POpPMBI, a Kak
yTouHstoMe (peHoTUmuIeckre onucanus B pamMkax BAC [22].

Jlo HacTosIero BpeMEHU MPUUMHBI OTCYTCTBHS Yy uacTh mnanueHToB ¢ BAC
KIMHUYECKUX  MPU3HAKOB  MOPAXKEHHMSI  BEPXHEr0  MOTOHEMpOHA  OCTAIOTCA
Heu3BeCTHhIMU. [Ipennonaraercs, 4To Npekae BCEro 3TO CBSA3AHO C COMYTCTBYIOIIMM
nopa’keHueM nepudepuyeckux MOTOHEMPOHOB CIUHHOTO MO3ra M CTBOJIa, KOTOPOE

MAacCKUpPYyeT NOPAKEHUE MOTOPHOU KOPBI M1 KOPTUKOCIIMHAIBHBIX TPAKTOB. B yacTHOCTH,
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npu BAC peaxo (42-50%) BbigBisieTcss mnaronorudyeckuit peduiekc babuHckoro,
HEPEJKO OCTAIOTCAd COXPAHHBIMH KOXKHbIE OpIOIIHbIE PEQIIEKChl, a KIACCUYECKUE
MO3UTUBHBIE  MPU3HAKK  CHUHJApPOMAa BEPXHEro  MOTOHEHpOHA  (CyXOXXWIbHas
runeppediaekcusi, CracTUYHOCTb, KJIIOHYChbl) HE BBISBISAIOTCS Ha (DOHE BBIPAKEHHOTO
MOpaXKCHHsI CETMEHTO-SAJCPHOTO ammapaTta ciuHHOro Mo3ra [189]. B To e Bpems B
naToMOP(}OIOTHYECKUX MCCIIECOBAHUSAX IMOKAa3aHO, YTO MOP(OJIOTHUUECKHE MPU3HAKU
MOPa)KEHUS BEPXHET0 MOTOHEMpPOHA 0OHAPYKUBAIOTCS Y MOAABISIONIET0 OOJIBIIMHCTBA
naneHToB ¢ BAC, y KOTOpPBIX 3TH TpPU3HAKU HE BBISIBISUIUCH MPHU MPOBEIACHUU
HEeBpoJlorndeckoro ocmoTpa [86, 95]. B askcmepuMEHTaNbHBIX W KIMHUYECKUX
UCCIICIOBAHUSIX TMOKA3aHO, YTO MOPa)XEHHWE MOTOPHON KOpBI MOSIBISETCS Ha CaMbIX
paHHUX CTaausX 3a00JeBaHUsl, MOXKET MPEANIECTBOBATh TMOPAKECHUIO HUKHETO
MOTOHEHPOHA, UMETh MPOTHOCTUYECKOE 3HAYEHUE U UCIIOIb30BAThCS JIJII MOHUTOPUHTA
TEUYCHHS 3a00JICBaHUA U OICHKU 3(D(PEKTUBHOCTH JICKAPCTBCHHBIX MpemnaparoB [58, 65].
Kpome Toro, accoumamuss BAC c JIBJ[ u coBpemMeHHbIE [aHHBIE O CTaJUPOBAHUU
MaToJOTMYECKOTr0  Mpolecca  Ha  OCHOBAaHMM  M3YYEHUSI  paclpeleCHUs
BHYTPHUKJICTOUHBIX BKJIOUCHHUI CBUIETEIHLCTBYIOT B MOJIb3y MEPBUYHOCTH MOPAKEHUS
MoTtopHo# kKopsl pu BAC [65]. BaxxHO Takke OTMETHUTh, YTO BO3MOXKHOCTb H3yUYCHHSI
MOpakeHUsI MOTOPHOM KOPBI Ha MOJIEIBHBIX JKUBOTHBIX CUJIbHO OTPaHUYEHA B CBSI3U C
BBIPDOKECHHBIMUA Pa3IMuusIMU €€ CTPOeHHs] U (YHKIMOHAJIBLHOW OpraHu3aliu 1o
CpaBHEHHIO ¢ ueaoBekoM [58]. YumrthiBas BEIIECKa3aHHOE, pa3pabOTKa 0OBEKTHBHBIX
WHCTPYMEHTAJIbHBIX TPUXKU3HEHHBIX METOJOB BBISABJICHUS TMOPAXEHUSI BEPXHETO
MOTOHEMPOHA MOKET UMETh OOJIBIIIOE 3HAYCHHUE ISl YTOUYHEHUS MaTO(QU3UOTOTUUECKUX
MEXaHU3MOB TIOPAKEHHUS MOTOPHOM KOpBI, a Takxke pa3padOTKh  HOBBIX
JIMarHOCTUYECKUX M MPOTHOCTUYECKUX OMOMapKepOB HEUPOAETECHEPATUBHOIO Mpoliecca
npu BAC.

B wHacTtosimiemM  ucciaeqoBaHWM IS BBISIBIICHHS TOPAKEHHUS  BEPXHETO
MOTOHelpoHa y mnauueHToB ¢ kiaccuueckuM BAC u BAC-HMH wucnonb3oBanuch
HaBuraimonHass TMC u Mertoasl HelipoBusyanm3anuu — MP-mopdomerpus (B obenx
rpynmax) u JAT-MPT (y mnaumumentoB ¢ BAC-HMH). BrepBble a1 BbISABICHHUS

MOpAKCHUA BCPXHCTO MOTOHeﬁpOHa IMPOBOJNIIOCH KapTUPOBAHHC KOPKOBBIX
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npeacrasutenbcTB APB ¢ onpesenenrieM ux pasMepHbIX XapaKTEPUCTUK U MATTEPHOB
peopranuzanuu.  OpgHOBpeMeHHOe  nIpuMeHeHue  HapuraumonHon TMC wu
HEHPOBU3yaNU3aIMy MO3BOJIUIIO OLICHUTh KakK (YYHKIMOHAJIbHBIC, TAK U CTPYKTYpPHBIC
U3MEHEHHUSI MOTOPHOM KOPBI M KOPTUKOCIIMHAIIBHBIX TPAKTOB.

TMC siBnsieTcst B HacTosIIIee BpeMs BeIyIIUM HEHPO(DU3HOIOTHIECKIM METO0M
OLICHKU (DYHKITMOHAIIBHOTO COCTOSIHUSI BEpXHEro MoToHelpoHa [94]. B uccnenoBanusx
¢ npuMenenueM TMC runepBo30yIuMOCTh MOTOPHOM KOPHI SIBJISIETCS Hanbojiee 4yacTo
BBISIBISIEMBIM ~ M3MEHEHHEM, OJHAKO TMPUYUHBI 3TOrO0  (EHOMEHAa  OCTAaroTCs
OKOHYATEeIbHO HensydeHHbiMU [29, 83, 215, 219]. Ilo maHHBIM SKCIIEPUMEHTAIBHBIX
WCCJICIOBaHMM, OTIPE/ICIICHHOE 3HAYCHNE B PA3BUTUHN THIIEPBO30YIMMOCTH MOTYT UMETh
Takhue (aKkTopbl, KaK M3MEHEHHE BO30YIUMBIX CBOWCTB MEMOpaH HEHPOHOB,
yMEHbILIEHHE O00paTHOro  3axBaTa [JyTamaTa, HW3MEHEHUE  OKCIIPECCUH U
(YHKIIMOHATBHBIX ~ CBOMCTB  pEHENTOPOB TIIyTamara, AUCPYHKIHUS TOPMO3HOM
["AMKepruueckoil HEMpOTPAaHCMUCCHUM B HEOKOPTEKCE BCIEICTBUE JEreHepanuu
TOPMO3HBIX HHTepHEHPOHOB U aApyrue [34, 106].

N3menenus: BO30yIMMBIX CBOMCTB MeMOpaH HeipoHoB npu BAC k HacTosiemy
BpEMEHH YOEIUTENbHO IOKa3aHbl B CEpPUU HKCIEPUMEHTAJIbHBIX HccienoBaHuil. B
YaCTHOCTH, Y MOJICIbHBIX >KMBOTHBIX BBISIBICHO YBEIWYCHHE IMJIOTHOCTH MOTEHIIHAI-
3aBUCUMBIX HATPHUEBBIX KAHAJIOB W WX MPOBOJUMOCTH JJII WOHOB HATPHUSA, a TAKKe
U3MEHEHHUs1 WX (YHKIMOHAJIBHBIX CBOMCTB B BUE Oosiee ObICTPOTrO BOCCTAHOBIJICHUS
nocie wHaktuBaiuu [115, 235]. DT u3MeHEHHs MOTYT HPUBOAUTH K IOBBIIICHHOM
BO30yIMMOCTH OTJEJIbHBIX HEHMpPOHOB Ha KIETOYHOM YPOBHE, YTO JOKa3bIBaeTCs, B
YACTHOCTH, YBEIMUYEHHUEM pPeo0a3bl, YMEHBIICHHEM IOpOra MOTEHIMANa ICHCTBHS,
YBEIMYECHUEM TIEPCUCTUPYIONIETO HATPUEBOTO TOKA W YBEJIMYEHHUEM HYaCTOTHI
umnynbcaruu [106, 115, 169]. dpyrum ¢akTopoM pa3BUTHS THIEPBO30YIUMOCTH
MOTOHEHPOHOB  Ha  KJIETOYHOM  YpOBHE, BEpPOSTHO, SBIACTCA  YCHUJICHHE
TIIyTaMaTepruieckoil HeMPOTPaHCMUCCHH B HEOKOPTEKCE BCIEACTBHE KaK YMEHBIIICHUS
oOpaTHOTO 3axBaTa 3TOTO HeMpomeauaropa, Tak U JUCHYHKIHUU €ro perenTopos [3,
106]. ITpu BAC ymeHbIIaeTcs SKCIPECCUsl aCTPOIUTAPHBIX MMEPEHOCUUKORB TIyTamara,

B yacTHOCTH, TpaHcmoptepa EAAT2 (excitatory amino acid transporter, Tpancmoprep
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BO30YKIAIOIIMX aMHHOKHCIIOT), a Takke cyobemuuuiibl Glur2, Giokupyromeid BXOJ
KaJblug B KJIeTKy. Kpome Toro, HapylieHrue MOCTTPAHCISAIUOHHBIX MOAU(DUKAIIMKN 3TON
CyOBEIMHUIILI, BBISIBICHHOE Y TPAHCTEHHBIX JKMBOTHBIX, TPUBOJNUT K TMOBBIIMICHUIO €€
NPOHMIIAEMOCTH JIJIsl HIOHOB Kanbiius [34].

COBOKYITHOCTh YKa3aHHBIX W3MEHEHHUH ¢ (HOpMUPOBAHHEM THUIIEPBO30YIUMOCTH
OTJIEJIbHBIX MOTOHEHPOHOB, BEPOATHO, MPUBOAMUT K TUIEPBO3OYAUMOCTH MOTOPHOM
KOpPBI B IIEJIOM, YTO MOXET ObITh BBIABICHO Ipu npoBeneHnn TMC B BUI€ CHHXKEHHUS
MIT [219]. MII ompenensercs  NPEHMYIICCTBEHHO  TIyTaMaTePrHUYSCKOM
HelpoTrpancmuccuer depes AMPA  penentopsl riiyTamata U IPOBOAMMOCTHIO
HATpUEBBIX KaHaloB [164], koTopelie yBenwuuBarorcs npu BAC, 4TO, BEpOSTHO, H
NPUBOIUT K CHIDKeHUIO MII, BBIABIEHHOMY B HECKOJBKHX HcclefoBanusx [39, 133,
134, 212, 232]. Oanako Mo Mepe HapacTaHHs JCTCHEPATHBHOTO MOPAKEHUS MOTOPHOM
KOpbI €€ BO30YJAUMOCTH B II€JIOM YMEHBIIIACTCS BCJICACTBUE YMEHBILICHUS TJIOTHOCTH
KOPTUKOCHUHAIBHBIX  mpoekiuid. C 3TUM  corjacyroTcsi  pe3ysbTaThl  psla
UCCJICIOBAHUM, B KOTOPBHIX OBLJIO TOKa3aHO OTCyTcTBUE u3MeHeHud MII wumm
yBEJIMYCHHUE 3TOrO mokasareis [56, 63, 104, 135, 196, 204]. B namem uccieaoBaHun
MOKa3aHo, 4TO y marueHToB ¢ kiaccudeckuM BAC nHabmiomaercs yBenmmnuenue MII,
KOPPEJIUPYIOIIEE C TSHKECThIO 3a00JIEBAaHUS U BBIPAXKEHHOCTHIO MOPAKEHUSI BEPXHETO
MOTOHeWpoHa. B 1O ke Bpems cBsasu Mexay MII u  npoaomKuATENbHOCTHIO
3a00JIcBaHus, BbIABICHHON paHee [64, 104], a Takke CKOPOCTHIO MPOTPECCHPOBAHHUS
3a0oseBaHusl OOHapykeHO He ObLI0. C Halel TOUKH 3pEHUS, 5TO MOXKET OBITh CBSI3aHO
C TETEPOTCHHOCTHIO TEUEHUS 3a00JIEBaHUS U BBICOKOW BapHaOEIbHOCTHIO CKOPOCTH €T0
MIPOTPECCUPOBAHUS B UCCIIEyeMOM BBIOOpKE MarMeHToOB. Tak, B 4aCTHOCTH, HAMU HE
OBLIIO BBISIBJICHO KOPPEISIIMOHHON CBSI3M MEXKY MPOJAOJDKUTEILHOCTHIO 3a00JICBaHUS U
TSDKECTBIO HeBposiorudeckoro aedwurmura (p=0,76; kpurepuii koppensiauu CrupMeHa).
Yeennuenne MII y manuenToB ¢ kitaccnueckuM BAC conpoBOX1amoch CTAaTUCTUYECKH
3HAYMMBIM YMEHBIIEHUEM CpEIHEH M MaKCHUMaJbHOM aMiuuTyasl BMO, a Ttakxke
YBEIMYEHHEM MUHUMaIbHOU JaTeHTHOCTH BMO.

Takum obOpazom, MII B Gosblel CTETIEHN OTPakaeT BBIPAKEHHOCTD MOPaKEHUS

MOTOpHOﬁ KOpbl Ha MOMCHT HPOBCACHUA HCCICAOBAHHA, 4 HC IIPOJOJDKUTCIBbHOCTD
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3a00JIeBaHUsl WM CKOPOCTh €ro  mporpeccupoBaHus. B 1meirom  mosrydeHHbIE
pe3ynbTaThl MO3BOJISIOT paccmaTpuBaTh MII kak HeHpoPHU3UONIOTrHYECKUN MapKep
TSOKECTH 3a00JIEBaHMSI U BBIPAXKEHHOCTU TMOPAXKEHUSI BEPXHEr0 MOTOHEUpPOHA Yy
manueHToB ¢ kiiaccnueckuM BAC.

YV namuentoB ¢ BAC-HMH HeOonbpmoe, HO CTaTHCTHYECKH 3HAUYMMOC
yBenuueHure naccuBHOro MII ObUIO BBISBICHO TOJIBKO MIPHU CTUMYJISIIIUA JIOMUHAHTHOTO
nonymapus. B 1o ke Bpemss HEOOXOIUMO OTMETHTh, YTO B 3TOW TpYIIe MalMEHTOB
OTMEYeHa BbICOKas BapualbenbHOCTh MII: BbIpak€eHHOE YBEJIWYEHHUE B OTACIIBHBIX
ciayyasx (BIUIOTh JO HEBO3MOXKHOCTHM MHIAynupoBaTb BMO naxke mpu CTUMYISILAH C
MaKCUMaJIbHOM HWHTEHCUBHOCTBbIO) M, HANpPOTUB, YMEHBIICHUE B  OTIEIbHBIX
HAOJIOJICHUSIX. DTO MOXKET CBHUJIETEJILCTBOBATH O BBIPAXKEHHBIX PA3JIMUUSIX B CTEICHU
MOPaXKEHUS MOTOPHOM KOPBI, YTO OCOOCHHO BaXKHO C Y4€TOM TOro (hakTa, YTO BO BCEX
Cily4yasix KIMHUYECKUE MPU3HAKU TOPAKEHUS BEPXHEro MOTOHEWpPOHA OTCYTCTBOBAIHU
Ha MOMEHT TpoBeAeHUs wuccienoBaHus. llpu H3TOM Takke OTCYTCTBOBajia
KOppeslUOHHAs CBA3b Mexay MII v KIMHMYEeCKMMH OCOOCHHOCTSAMH TEUYEHUS
3a00JieBaHMs, KOTOpPhIE Yy OTOM TPYIIbl MAIMEHTOB OMPEACISINCh, BEPOSITHO,
UCKJIIOYUTEIBHO TIOPAKEHUEM HUXKHETO MOTOHepoHa. I[lodydeHHbIE JaHHbIE
MOATBEPAKAAIOT TETEPOTCHHOCTh BBIPAXKEHHOCTU TMOPAXKEHUS MOTOPHOM KOpBI Y
nanueHTos ¢ BAC-HMH.

BrisiBieHHOE HamMu u30JdMpoBaHHOE yBenuyeHne MII B noMHHAHTHOM
nonymapuu y nanueHtoB ¢ bBAC-HMH npenacraBisier uHTepec B CBSI3U € JaHHBIMU 00
acUMMeTpuM HelpoaereneparuBHoro npouecca npu BAC. B wactHoctu, npu BAC
OTMEYEHO 0oJiee YacToe Havauo 3a00JICBaHMS C TIOPAKEHUS MBIIII TipaBoi pyku [158].
KpomMe Toro, mo JaHHBIM HEMpPOBU3yaIM3aIIMOHHOTO ucchenoBanus, npu BAC Goinee
BBIPDOKEHHOE TIOPAKEHUE TEPBHUYHON MOTOPHOW KOpPHI (00NacTH JOKaIM3aluu
KOPKOBBIX MPEACTABUTEIBLCTB MBIIII PYKH) BBISBISETCS B JICBOM (TOMHUHAHTHOM)
MOJTyIIAPUH HE3aBHCHMO OT CTOPOHBI Hawajia 3aboseBanus [59]. B 1o ke Bpewms, 1o
nanHeiM P. Menon u coast. (2017), mpu BAC ormeueno ymenbiienne MII B
JOMUHAHTHOM TIOJYIIApUH TIO0 CPAaBHEHHIO C HeAOMUHAHTHBIM [131]. Bo3moxxHBIM

OOBSICHEHHEM 3THUX JaHHBIX sBIsieTCs Ooiiee panHee mopaxkenue npu BAC moTopHOH
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KOpbl  JOMHHAHTHOTO  MOJYIIApHsl  BCJIEICTBUE  CTPYKTYPHO-(YHKIIMOHATBHBIX
0COOEHHOCTEW €€ opraHu3aluu, KOTOpPbIE YBEIUYUBAIOT MPEAPACIONIOKEHHOCTh K
pPa3BUTHIO THUMEPBO30YIUMOCTH B Je0I0T€ U ONpEAeNsioT Ooyiee BBIPAKEHHOE
NOpa)KeHUE MO0 Mepe MporpeccupoBaHus 3a0osieBaHUs. [ yTOYHEHUS 3THX JaHHBIX
HEOOXOJMMBI HMCCIEAOBAHUS C OLEHKONW MEXIOMYIIapHOH aCHUMMETPHH MOPaKeHUs
MOTOpHOM Kopbl ipu BAC B AuHaMukKe.

BaxxHoll nmpu4uHON pa3BUTHS THIEPBO30YAUMOCTH MOTOpHOU Kopel mpu BAC,
aKTUBHO OOCYXJaeMOW B JMUTEpAType B IMOCJIEAHHE TOJbl, SBISETCS HApPYIICHHE
topmo3Hoii [’AMKeprudeckoii HelipoTpancmuccuu B Heokoprekce [49, 62, 199]. B
CEepUM HCCIEAOBaHUI MOJy4YeHbl YOeTUTENbHBIE JOKA3aTeNbCTBA JEreHEepaluud IpHU
BAC topmo3nbeix ['TAMKepruduecknx HHTEpPEHEMPOHOB KOphL. Y mnanueHtoB ¢ BAC
BBISIBICHO YMEHBIIEHUE KOJIMYECTBAa MapBaIbOYMUH-TIO3UTUBHBIX HHTEPHEHPOHOB B
MOTOPHOM Kope, a Takxke ymeHbineHue kohumuectBa MPHK anbda-1 cyObenunHuils
I'AMK-A penenropa [143, 150]. Y Moae/bHBIX )KHBOTHBIX B MOTOPHOM KOPE BBISBJICHO
YMEHBIIIEHUE OITOCPEIOBAHHOTO I'AMK-A pelenTopamMu TOPMO3HOTO
ITOCTCUHANTUYECKOTIO TOKA HAa 72% W yMEHBIIEHHE TOHUYECKOTO TOpMOXkeHus Ha 87%
[142]. [oka3zatenbcTBa JereHepali TOPMO3HBIX HMHTEPHEHPOHOB IMOJYYCHBI B
HEWPOBU3YAIM3alIMOHHBIX UCCIEAOBAHUIX B BUJIE YMeHbIIeHUs conepxkanns I’ AMK no
nauHbIM MP-criextpockonuu [74, 75] u ymeHbinenus cBsspiBanus 'C-daymasenuia
npu nposenenun [19T [198].

C nomompro TMC onenka TopmosHoit '”AMKepruueckoil HEMpOTPAaHCMHUCCUU B
HEOKOPTEKCE BO3MOXKHA B YCIOBHUSAX IN VIVO TpW MPOBENCHUH CTUMYJISLUU TMApHBIMU
CTUMYJIAaMU C OLEHKOW BHYTPUKOPKOBOI'O TOPMOKEHHS M MIPU PETHCTPALUNA KOPKOBOTO
[1IM [218]. 3yuenue 3THX PEHOMEHOB MPEACTABISICT 0COOBI HHTEPEC Y MAIIMEHTOB C
atunuyabiMu  popmamu BAC. Tlo namum nanubeiM, y nanuentoB ¢ bAC-HMH
HaOMoAaeTcs CTaTUCTUYECKHU 3HAYNMOE YMEHBILICHUE 3¢ (HEKTUBHOCTH
BHYTPUKOPKOBOTO TOpMOkeHus1 (yBenmdenue otHomeHuss SICI/SP) mpu crumynsimm
napabiMu ctumysiamu. 3Hadenne SICI/SP y 3mopoBeix n006poBosbieB coctasmio 0,34
[0,21; 0,79] crpaBa u 0,59 [0,29; 0,76] cnesa, y naruentoB ¢ BAC-HMH — 0,96 [0,71;

1,211 u 1,10 [0,91; 1,50] cooTBeTcTBEeHHO. KpoMe TOro, MpUMEPHO B MOJIOBUHE CIy4aeB
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y nauueHtoB ¢ BAC-HMH nabmionanace unBepcust penomena SICI, T.e. 3HaueHue
SICI/SP Obuto Oospbire 1. JpyruM BbISBICHHBIM HaMH IPH3HAKOM HapPYIICHHUS
BHYTPHKOPKOBOr0 TOpMOkeHusi y mnanueHtoB ¢ BAC-HMH sBasercss ymeHblieHue
MIPOIOIKUTEILHOCTH KopkoBoro [IM, coctaBuBmieit y nanueatoB ¢ BAC-HMH 122,3
[92,6; 150,7] mc cnpaBa u 127,2 [103,9; 142,3] Mc cieBa, 4TO CTAaTUCTUYECKH 3HAUYMMO
MEHBIIIE, YeM Yy 37J0pOBBIX A00poBoisbleB (145,4 [138,0; 161,0] mc u 149,2 [138,5;
150,6] mc coorBercrBerHo, P=0,007 u p=0,01). B memom pe3ynbTaThl OLIEHKH
BHYTPUKOPKOBOTO TOpMOXkeHus y nanueHToB ¢ BAC-HMC cBuaeTensCTBYOT O
HapyIICHUH TOPMOXKEHHsI B MOTOPHO# kKope kak uepe3 [AMK-A (ymensbiienue SICI),
tak U uepe3 'AMK-B (ymensiienue kopkoBoro I[IM) peuentopsl, 4TO yKa3bIBaeT
CKOpee Ha MOpaXEHHE CaMHUX WHTEPHEUPOHOB, YeM Ha AUC(YHKIUIO PEIENTOPOB ITOTO
MeuaTopa Ha TOCTCHUHANTHYECKOM MeMOpaHe. JTO COrjacyercss C pe3yibTaTaMu
naToMop(}OJIOrHYecKUx HcclieqoBaHui, B KOTOpeiX npu BAC BbIsiBIIeHA AereHepanus
TOPMO3HBIX HHTEPHEHPOHOB HeokopTekca [143].

JIo HacTosLlero BpEMEHU OIeHKa BO30YyJAMMOCTH MOTOPHOM KOpbBI CO
CTUMYJISIIIEH TApHBIMU CTUMYJIaMH W ONpeJeleHHeM NpoAopkuterabHoctu [IM y
MAIMEHTOB C pPa3IUYHbIMH (EHOTHUIMHMYECKUMU BapUaHTAMU TOPAKECHUS HUKHETO
MOTOHEHpOHA MPOBOAWIACH JIMIIb B EAMHUYHBIX HCCIECJOBAHUAX Ha HEOOIBIINX
BbIOOpKax manueHToB. S. Attarian u coast. (2005) BeisBuIM y narmentoB ¢ BAC-HMH
CTaTUCTHYECKU 3HAYMMOE YMEHBIICHHE MPOJIOJDKUTEILHOCTH KopkoBoro I[IM [27]. B
padote S. Vucic u M.C. Kiernan (2007) y 14 naruentoB ¢ CCP BBISBICHO HECKOJBKO
MPU3HAKOB TUTIEPBO30YIMMOCTH MOTOpHOU KOphl — ymeHblerue SICI, camkenne MIIT
u yBenmdenue amrmmntyasl BMO [211]. B uccnenoBanuu P. Menon u coast. (2016)
MOKAa3aHo, YTO CTAaTUCTHYECKH 3HaunMoe ymeHblneHue 3HaueHus SICl u ymenbienue
npoaospkuteabHocTH 1IM BoisBisietcst y nanuentoB ¢ CCH (n=18) [130]. Otu nannbIe
COTJIACYIOTCSl C pe3yibTaTaMd, MOJYyYEeHHBIMH B HaIleM HCCICIOBAaHUU, M B IIEJIOM
CBUACTEILCTBYIOT O HAJIMYMU IIPU pa3IuuHbIX peHoTunnueckux Bapuantax BAC-HMH
HapYIIEHUS BHYTPUKOPKOBOTO TOPMOKCHHUSI.

Kpome mnHapymienuss topmosnoii ['AMKepruueckoit HEHpOTpaHCMHUCCUH,

oOcyxmaroTcs u apyrue pakropsl, ooycnosnuBatoniue Hapymenue SICl mpu BAC. Tax,
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yactuuHoe BocctaHoBieHre SICI npu BAC onucano nociie mpuMeHeHus: puiTy3071a, 4To
MO3BOJISICT 00CYKIaTh POJIb YCHIICHUS TIIyTamaTeprudeckon Heiiporpancmuccun [217].
B meckonmpkux dapmako-TMC uccnenoBanusx moka3zaHo, uyto aHtaroHnctel NMDA
perentopoB MeMaHTHH 1 aMaHTauH yBennuuBatoT SICI u ymenpmatrot ICF [234]. Dtn
JIAHHBIC TTO3BOJIIOT MPEANOJIaratb, YTO YMEHbBIIEHUE BHYTPUKOPKOBOTO TOPMOMKEHUS
npu BAC wMoxer OBbITh CBS3aHO HE TOJBKO C OCIA0JICHHMEM TOPMO3HOM
['’AMKepruueckoii HEUPOTPAHCMHUCCHUH, HO U C YCWICHHUEM TIJIyTaMaTepruuecKon
Helporpancmuccun yepes NMDA penienTopsl.

ITo namum nanaeiM, y aniueHToB ¢ BAC-HMH runepBo30yauMocTh MOTOPHOM
KOpPbl B BHUJIC CHIKEHHUSI BHYTPUKOPKOBOTO TOPMO>KEHHS BBISBISETCS B OTCYTCTBUU
IIPU3HAKOB MOPaXEHUs1 KOPTUKOCHMHAJIBHBIX MyTed Mo aaHHeIM Kak TMC, Tak mn
HelipoBm3yanm3anuu. B dactHoctH, y marueHToB ¢ BAC-HMH He ObLIO BBISBICHO
cTaTUCTHYECKU 3HauyuMbIX n3mMeHeHuii BLIMII, o6bema CB npeneHTpalbHbIX U3BUINH
n DA KOPTHKOCIMHAIBHBIX TpakToB. [lomydeHHBIE JaHHBIE COTJACYHOTCS C
pe3ysbTaTaMi HECKOJIBKUX paHee MPOBENCHHbIX uccienoBanuii. B padore P. Menon u
coanT. (2015) y 24 marmuentoB ¢ BAC, oOcnenoBaHHbIX B €010Te 3a00JIeBaHus, TAKKe
MOKa3aHa BO3MOXKHOCTh PErHUCTPAllMA THIEPBO30YIUMOCTH MOTOPHOM KOpBI MpHU
orcyrctBuu n3MeHenns BLIMII n naxke nmopaxeHns HUKHETO MOTOHEWPOHA IO JaHHBIM
OMI [132]. Kpome Toro, rumepBo30yauMocTh MOTOpHON Kopsl ipu BAC BbIsiBIIeHa Y
OeccumnToMubix Hocutened mytammii SOD1 [214]. VOeaurtenbHbIe a0Ka3aTeabCTBA
paHHEero  pa3BuTusa runepBo3doyaumoctd 1npu  BAC  momydeHsl  Takke B
AKCIEPUMEHTAIIbHBIX HCCIIEIOBAHUSX, IMOKA3aBIIMX BO3MOXHOCThH BBISIBICHUSI ATOTO
(dheHoMeHa Ha CaMbIX PaHHUX dTamnax pa3BUTHS XUBOTHOTO, 3aJI0JITO JO TOSBJICHUS
KIIMHUYECKUX TPOSIBJICHUN 3a00J€BaHMs U paHbllle MOP(GOJIOTHYECKUX MPU3HAKOB
nopakeHust MoToneriponos [208].

B HecKOJIbKMX HCCIIEIOBaHUSAX IMOKA3aHO, YTO THUIEPBO30YIUMOCTH SIBISETCS
cneuuduunbiM npuzHakoM BAC u ve BoisiBnsiercs npu BAC-nono6ubix cunapomax. o
naHHbpM S. VUcic u coaBt (2011), y manueHTOB ¢ OyIbO0OCITUHAIBHON aMHOTpOQUCH
Kennenu, crnuHAJIBHBIMM MBIIICYHBIME aTpodusimMu, Oomne3Hpto Xwupasma, XBJIII,

MMH, wmactenueit u HeWpoMuoTOHHMEW He HaOmomaeTcss w3MeHeHudn MII,
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npoaomxuTeabHocTd kKopkooro I[IM, SICI u ICF, yTo mo3BoisieT UCHOIb30BaTh 3TH
nokaszarenu /Ui mpoeacHus nuddepentimanbaoro nuaruosa ¢ BAC [212]. Otu naHHbIe
noxke ObUIM TOATBEPXKICHBI TOM K€ TPyNNod aBTOPOB B Oojiee KPYyHTHOM
IIPOCIIEKTUBHOM HCCIIEJOBaHUU ITpu cpaBHeHUM nokaszatesned TMC y 209 nmanueHToB ¢
BAC u 68 nmaiuentoB ¢ BAC-omoOHBIMU CUHIpPOMaMU, CBS3aHHBIMU C MOPaKEHUEM
nepudeprueckoro HeripomotopHoro ammapata [133]. Dto mo3Boiser paccMaTpuBaTh
TUIIEPBO30YyIUMOCTh MOTOPHOW KOpBl B KAadyeCcTBE MEPCHEKTUBHOTO OHOMapkepa
nopaxeHust MOTOpHOU Kopbl pu BAC, B TOM 4uciie HAa paHHUX CTaausAX 3a00JeBaHUs U
y MalUEeHTOB 0€3 KIIMHUYECKUX MTPU3HAKOB MOPaKEHUS BEPXHETO MOTOHEHPOHA.
Hapymenue topmosnonn I'AMKepruueckoil HEHPOTPAaHCMHUCCHUH, BEPOSATHO,
ABJISIETCA  OCHOBHOM mpuuumHOM yBenuueHus npu bBAC ammmrynsr BMO,
ompeAenseMoil mpu HaanoporoBod crumynsuumu [218]. B Hopme HapacTanue
ammuTyapl BMO npu yBenTMYeHUM MHTEHCUBHOCTU CTUMYJISIIMU MPOUCXOJIUT H3-3a
reHepaly MO3JHUX HHUCXOMASIIMX BOJH BO30YXXIEHHUsS, KOTOpPHIE MOAYJIHUPYIOTCS
topmo3HbiMi  ['AMKepruueckumu — uHTepHe#ponamu  [60, 61]. [ereneparus
MHTEpHEUPOHOB NpU bAC MOXKET NPUBOINUTH K YBEIUUEHUIO aMIUIUTYAbl U KOJUYECTBA
NO3HUX HUCXOJAUIMX BOJH BO30YXIEHUS M, COOTBETCTBEHHO, YBEIMUEHUIO
ammutyasl BMO u yrna HakiJIOHa KPUBOM «aMIUIUTYJa — WHTEHCUBHOCTB)», 4YTO
BeIsiBIeHO 1ipu BAC B psge uccrnenoBanmii [212, 213, 218]. B namrem ncciaenoBaHum,
OJTHAKO, ObLJIO MOKA3aHO YMEHbIIIEHUE MaKCUMaIbHON aMIunTy 16l BMO y nanueHToB ¢
kiaccuueckuM bAC n y manuentoB ¢ BAC-HMH. C Hamel ToOukn 3peHus, 3TO CBSI3aHO
C T€M, YTO MPHU OMNPEICICHNH MaKCUMalbHOW amMmunTy 1l BMO Hamu ucnosib3oBanach
cTuMynsiuus ¢ UHTEeHCUBHOCTBIO 110% ot wunauBunyansHoro MIIL Ilpu stou
WHTEHCUBHOCTHU BKJIaJ MO3AHUX HUCXOASIIMX BOJH BO30YXKACHHUS U, COOTBETCTBEHHO,
topmo3Hoii '’AMKeprudeckoii HeHpoTpaHCMUCCHH SIBJIIeTCS MUHMMaibHBIM [60]. B
sToi curtyauuu ammumrtyna BMO onpenensercs, BEPOATHO, NPEUMYIIECTBEHHO
IUIOTHOCTBIO KOPTHKOCHMHAIBHBIX MPOEKUUNA U MO3TOMY CHUKAETCA Yy MAllUEHTOB C
BAC. B wuccinenoBaHusix, BbIIBUBIIMX YyBenuueHne npu BAC makcuMaibHON

aAMIIINTY bl BMO, HCIIOJBb30BaJIaCh NPECHUMYIICCTBCHHO HHTCHCHUBHOCTH CTHUMYIIALIMU
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140-150%, mpu KOTOpOl TOpMO3HAs HEUPOTPAHCMUCCHS UTPAaeT BAXKHYIO POJIb B
onpeaeneHun aMiaty il BMO.

Kpome oreHkr B0O30yIMMOCTH MOTOPHOM KOpPBI M TPOBOASIICH (QyHKIHUU
KOPTUKOCIUHAIBHBIX TPAKTOB, NIJISi OLICHKH (YHKIIMOHAIBHOTO COCTOSHUSI BEPXHETO
MoToHelpoHa y mnanueHToB ¢ BAC u BAC-HMH Hamu BhepBble NpPOBOAMIOCH
HaBuranmonHoe TMC-kapTupoBaHue KOpKOBOro mpencraBurenbctBa APB. VY
nanueHToB ¢ kiaccuueckuM BAC ObUIO  BBISIBJICHO CTAaTHCTHUYECKH 3HAYMMOE
YMEHBUIEHUE TUIOMAAN U B3BELIEHHOW IUIOIIAJM KOPKOBBIX mpeactaButenscts APB.
YMeHbllIeHne MI0MaA KOPKOBBIX MPEACTaBUTENLCTB y nanueHToB ¢ BAC, Haunbonee
BEPOSITHO, CBS3aHO C JETCHEPAaTUBHBIM MOPAXKEHUEM M YMEHBIIEHUEM KOJIMYECTBA
KOPKOBBIX MOTOHEUpPOHOB. KOCBEHHBIM NOATBEPKIACHUEM 3TOTO SBISETCS HAIWYUE
CTaTUCTUYECKU 3HAYMMOW KOPPEISLMOHHOM CBSI3W MEXAY IUIOIIAJBI0 KOPKOBBIX
MPEICTABUTENBCTB U TSHKECTHIO 3a00J1€BaHUs, ONPEAEIIEMON 0 KIMHUYECKUM IIKajgaM
(ALS FRS-R, MMT, UMN Score), mpuueM HauOojice CHIIbHAs OTPHIIATEIbHAS
KOpPEJAIMOHHAs CBsI3b ObLTa BbIsABICHA ¢ cymMMapHbM Oayiom mo UMN Score (R=-
0,45; p=0,01). Kpome Toro, Oblia BBISIBIICHA CTATUCTUYCCKH 3HAYMMAs OTPHUIIATCIIbHAS
KOPPEJSILUOHHAS CBSI3b MEXKIy IUIOMIANbI0 KOPKOBBIX TMpeAcTaBuTenbcTB APB u
naccuBabiM  MIT (R=-0,52; p<0,001). CymmapHO yKa3aHHBIC IaHHBIC IO3BOJISIOT
paccMaTpuUBaTh YMEHBIICHHUE TUIOMAAN KOPKOBBIX MPEACTABUTEIHCTB MBIIIIBI KUCTH B
KayecTBE HOBOTO HENPO(U3MOIOrHUECKOr0 MapKepa TSKECTH TeUeHUs 3a00JIeBaHUS U
BBIPAKEHHOCTH MMOPAKEHUSI BEPXHETO MOTOHENPOHA npH Kiaccnueckom bAC.

V namuentoB ¢ BAC-HMH, B oTimuune ot nmamueHToB ¢ kiaccuueckuM BAC, He
ObLJIO BBISIBJIEHO CTATHCTMYECKM 3HAYMMOIO YMEHBIIEHHUS IUIOMIAJA KOPKOBBIX
npeacrasutenbcTB APB mo cpaBHeHuto ¢ koHTposneM. OIHAKO Yy ATOW TpYIIIbI
NAIMeHTOB ObLIO TOKAa3aHO CTATUCTUYECKHM 3HAYMMOE YMEHBIICHHE B3BEIICHHOU
IUIOIIAAM  KOPKOBBIX  MPEICTABUTENBCTB, OOYCIOBJIEHHOE pErucTpanued mnpu
cTumyJisinuu  OosbimrHCTBAa To4ek BMO ¢ Huskoit ammumrtyaon. C Hamed TOYKH
3peHus, yMeHblleHue cpeaHedl aMmutyasl BMO u cooTBETCTByrOIIEE yMEHBLIEHUE
B3BEIICHHOW TJIONIAI KOPKOBBIX MPEACTABUTENLCTB Y nanueHToB ¢ BAC-HMH moryt

OBITH CBs3aHBbI C YMCHBIICHNCM IINTIOTHOCTH MOTOHeﬁpOHOB. 910 MOXET
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CBUJETEIBCTBOBATh O HAIMYUU AUP(PY3HOTO MOPaKEHUST MOTOPHOU KOPBI, YTO MOXKET
IIPEACTABIATh ONPEIEICHHBIM UHTEPEC I U3YYECHHUS] MEXaHWU30B IPOCTPAaHCTBEHHOTO
pacmnpocTpaHeHHs] HEHpOJereHepaTuBHOTO mpoiecca. JpyruMm BO3MOXHBIM (aKTOPOM
MOXKET OBITh OTMEYEHHas HAaMHM pEOpraHu3alusi KOPKOBBIX IPEICTABUTENBCTB Y
oonpmmHcTBa manueHToB ¢ BAC-HMH B Buae Mo3anyHOCTH, MpPU KOTOPOW B
LEHTPAJIBHON 4aCTH KOPKOBOI'O NPEICTABUTEIBCTBA MBILIIBI BBIABIIIFOTCS 30HBI, IIPU
cTumyJisinuy KoTopelx BMO He peructpupyercsa. 9TO NPUBOIUT K YBEIMYEHUIO BKIIaAa
TOYEK, PACIOJIOKEHHBIX Ha Nepudepun KOPKOBOTO MPEICTABUTEILCTBA, IJ€ MIIOTHOCTh
MOTOHEHPOHOB JIsI KOHKPETHOW MBIIIIBI MEHBIIIE, YEM B LICHTPAIBHOU YaCTH.

Eme onHolt 0COOEHHOCTRIO KOPKOBBIX MPEICTABUTEIBCTB, OTMEYEHHON B 4acTH
ciyyaeB y nauueHToB ¢ BAC-HMH, sBasercss cmenieHue OoJbllIed MX YacTd U3
NEPBUYHON MOTOpPHOM KOpBI B NPEMOTOPHYIO KOPY. DTO MOXKET OBbITh CIEICTBUEM
HEHPOIUIACTUYECKUX HU3MEHEHUl MOTOpPHOU cucTembl. Kakux-mmbo KIMHUYECKHX
O0COOCHHOCTEM TedyeHHs 3a00JieBaHHSA Yy TMALMEHTOB CO CMELIEHHEM KOPKOBBIX
NPEICTAaBUTEIILCTB B HAllleM MCCIEJOBAHMM BBbISIBJIEHO He Obuio. Panee B
UCCJEIOBAHUSX C MpuMeHeHreM ¢yHkuuoHaiabHOo MPT y manuentoB ¢ BAC Obuio
BBISIBJICHO YBEIWYEHUE 30H AaKTMBALlUM B CEHCOMOTOPHOM KOpE€ M JAPYIMX PEruoHax
MO3ra TIpY BBINIOJIHEHWH MPOCTON JABHUTAaTeIbHON mapamurmbel [137, 154], mpuuem
HauOoNblllee YBEIMYEHHWE 30H aKTUBAlMM HAOMIOJANOCh Yy  MAlMEHTOB €
NOOpPOKAYECTBEHHBIM  TEUYEHHEM W SBISUIOCH  MPEAUKTOPOM  MEUIEHHOTO
nporpeccupoBanus  3abosieBanus. C  y4eToM  OJHOMOMEHTHOTO  Xapakrepa
WCCIICOBAHUsI, BOIIPOC IPOTHOCTUYECKOM 3HAYMMOCTH CMEIIEHHUS KOPKOBBIX
MPEAICTABUTENBCTB OCTACTCS OTKPBITBIM U TpeOyeT AanbHeumiero uzydeHus. Ctout
OTMETUTH, YTO ATOT MATTEPH PEOPTaHU3ALMHN KOPKOBBIX MPEACTABUTEIBCTB MOXKET
TaKXe SBIATHCS MApPKEPOM BBIPAKEHHOI'O IMOPAXEHUs IEPBUYHON MOTOPHOM KOPBI U
KOPTUKOCIIMHANBHBIX TpakToB [124]. Kpome Toro, cmemieHHe 4YacTd KOPKOBBIX
NPEICTABUTENBCTB U3 TEPBHUYHOM MOTOPHOW KOpPBI TaKKe€ MOXKET OBbITh OAHOW U3
IPUYUH YMEHBIIECHUS B3BEIICHHOW IUIOIIATU B CBA3H C 0ojiee HU3KOM IUIOTHOCTBIO
MOTOHEUPOHOB B IIPEMOTOPHOM KOpPE M KOpE IOCTUEHTPAJIBHON W3BWIMHBI 110

CPaBHEHUIO C MPELEHTPATbHON N3BUINHOM.
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[TonydyeHHsie B Haieil paboTe JTaHHbBIE JEMOHCTPUPYIOT Ba)KHOCTH OIIEHKH HE
TOJIKO Pa3MEpPHBIX XapaKTePUCTUK KOPKOBBIX TMPEJICTABUTENLCTB (IUIONIAAb U
B3BCIIICHHAsl IUIONIa[b), HO MW TMAaTTEPHOB UX PEOpPraHU3allid — HU3MEHEHUM
Jokanu3auuu, ¢GopMbl, OCOOCHHOCTEW BHYTpEHHEH MOpQOJIOTUM U JPYTUX C
pa3pabOTKOW METOJIOB KOJIMYECTBEHHOTO aHam3a. J[J1s 3TOro HeoOX0AMMO HAKOTUICHHUE
OOJBIIIETO KOJIMYECTBA JAHHBIX OTHOCUTEJIBHO TapaMeTpOB, XapaKTEePU3YIOIIUX
KOPKOBBIE TPEICTABUTEIBCTBA y 30POBBIX JIMI. Pa3mMepHble XapaKTEPUCTUKH, TaKHUE
Kak  IUIom[@gp W B3BEHICHHAs  IUIOMIA/b,  XApPaKTEPU3YIOTCS  BBICOKOU
MEXUHIUBUYyAIbHON BapualeIbHOCTBIO, CBS3aHHOW, HAMpUMEpP, CO CTENECHbIO
BJIAJICHUA PA3IMYHBIMHA MaHyaJlbHbIMU HaBBIKAMHU. B CBSI3M C 3TUM OLIEHKAa pa3MEPHBIX
XapaKTEPUCTUK TMO3BOJISIET BBIIBIATH PA3JIMYUS  TOJBKO B  CIydasX PE3KOro
YMEHBIIICHUS TUIONIAId KOPKOBBIX MPEJACTaBUTEILCTB. TpedyeT yTOUHEHHsI BOIPOC,
CBSI3aHHBIA CO CTAOMJIBHOCTBHIO KOPKOBBIX MPEACTABUTEIBCTB Y 3J0POBBIX JIHI[ H
BOCIPOU3BOJUMOCTBIO PE3YyJIbTATOB IPU NPOBEICHUM ITOBTOPHBIX KapTUPOBAHUM.
BaxxHo  Takke  OTMETHUTh  HEOOXOJIMMOCTh  CTaHIAPTU3AIMU  METOJIOJOTHU
KapTUPOBAHMS, BKJIOYAs TAKHUE TMAPAMETPbl, KaK HWHTEHCUBHOCTb CTUMYJIALIUH,
KOJIMYECTBO TOYEK CTUMYIJIAINH, HEOOXOJUMOCTh HMCIOJB30BAHUE CETKH, pa3Mep ef
A4EEK, KOJMYECTBO CTUMYJIOB B KaXJOW SYEHKE M T.J. DTO MO3BOJUT MPOBOIUTH
CpaBHEHHUE pE3yJIbTATOB HCCIEIOBAHUN, MPOBEIECHHBIX B PAa3HBIX JIAOOPATOPUSX, U
OyzeT crnocoOCTBOBaTh 00JIe€ TOYHOMY MTOHUMAHHUIO BO3MOXKHOCTEH IPUMEHEHUS STOTO
METO/1a B OLICHKE COCTOSIHUS BEPXHETO MOTOHEUPOHA.

[Ipu ananm3ze w3MEHEHUN BO30YAMMOCTH MOTOPHON KOpPBI M pEOpraHU3aluu
KOPKOBBIX NPEACTABUTEIBCTB MBIIIL Ba)XXHBIM SIBJISICTCSI pa3JCJICHUE W3MEHECHUH,
BBI3BAHHBIX TEPBUYHBIM TMOPAKCHHEM, W BTOPUYHBIX H3MEHEHHH, OOYCIOBJICHHBIX
HEUPOIUIACTUYECKMMH W aJalNTalHOHHBIMUA MPOLIECCAMHM, BO3HUKAKOUIMMHU IIPU
MOPAXXCHUU HWXKHETO MOTOHEWpOHA. B ASKCIEpUMEHTANbHBIX H  KIMHUYECKUX
WCCJIEIOBAHMSIX MMOKA3aHO, YTO MOPaKEHNWE HIKHETO0 MOTOHEHPOHA Ha JIFOOOM ypOBHE
(OT mepeAHUX POrOB CHUHHOIO MO3ra JI0 MBIIIIBI) MOXKET COMPOBOXKAATHCS
CTPYKTYPHO-(DYHKIIMOHAJILHOM TEPECTPOUKON MEPBUYHOM MOTOPHOW KOPBI M JPYTUX

pernoHoB rojoBHOTO Mo3ra [140, 147].
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B HECKOJIBKMX UCCIENOBAaHUSIX TMOKA3aHO, YTO IMPU IOPAKEHUU HHUKHETO
MOTOHENPOHA W CIIMHAJIBHOM OPLIUHU KOPTUKOCHUHAIBHOTO nyTH
TUTIEPBO30YIMMOCT, MOTOPHON KOPBI COMPOBOXKIACTCS YBEIUYCHHUEM pPa3MEpOB
KOPKOBBIX MPEJCTaBUTEILCTB MAPETUYHBIX MBI, B HccienoBaHuu, NpoBEICHHOM S.
Olivieri u coant. (1999), y manmueHTOB C IMOCTIOJIHMOMHUCITHTHYECKAM CHHIPOMOM H
MOPAKEHUEM TOJIBKO MPOKCUMAIBbHBIX MBIIII OJHOW PYKH OOHAPYXEHBbI YBEIWUYEHUE
ammuuTysl BMO, pasmepa u B3BemieHHol miomaau (cymma ammintya BMO co Becex
TOYEK CTUMYJISAIIMU) KOPKOBBIX MPEIACTABUTEIIHCTB MOPAXKEHHON JETbTOBUIHON MBIIIIIHI
[147]. V manueHTOB €O CNHMHAIBHOW TPaBMOMW BBISBICHBI YBEIMUCHHE AMILIUTY/IbI
BMO, yrna HaklIOHa KpPUBOW «aMIUINTYJAa — HWHTEHCUBHOCTB», YMEHBIICHHE
BHYTPUKOPKOBOTO TOPMOXKEHHSI, a TaKXKE€ YBEJIMYECHHE Pa3MEpPOB KOPKOBBIX
MPEACTABUTENIBCTB MBIIIIL, MHHEPBUPYEMBIX KayAdalbHbIMU MO OTHOIIEHHUIO K YPOBHIO
MOBPEXKICHUS CErMEHTaMH CIHHHOTO Mo3ra [194]. B HECKOJbKHX HCCICIOBaHUAX
TaK)Ke TOKa3aHo, YTO Y MAIMEHTOB C MEPEIHEPOTOBBIM MOPAKEHUEM (TIPU CIUHATBHBIX
MBIIIEYHBIX aTpodusix, OyIb00CTIMHAIEHOM aMuoTpodun Kennenu,
MOCTHOJUOMHUEIUTUYECKOM CUHAPOME U 00Je3HH XupasiMa) HaOII0JaeTCsl YBEITMUEHUE
ammuntyabl BMO u otHomenust ammutyasl BMO k ammiutyae M-otBera [69, 129,
147, 213]. I[Ipu BAC-HMH, 1o Hammm JaHHBIM, HAIIPOTHB, HAOIIOAACTCS YMEHBIIICHHE
cpeaneit ammuTyasl BMO u B3BeIIEHHON IO KOPKOBBIX MPEICTABUTEILCTB, a
TaK)ke COOCTBEHHO UX uiomiaau y 33% marnueHToB. DTO KOHTPACTUPYET C BBHISBICHHBIM
MPU MOCTIIOJUOMUETTUTUYECKOM CHUHJIPOME W TpaBME CIMHHOIO MO3Ta YBEIMYCHUEM
pa3sMepOB KOPKOBBIX MPEICTABUTENBCTB MbIlI. Kpome Toro, y mauuentoB ¢ MMH,
BKJIIOUEHHBIX B Hallle HCCIEIOBAaHME B KaueCTBE TIPYIINbl CpaBHEHUs, HE OBLIO
BBISIBJICHO CTATUCTUYECKH 3HAYMMBIX W3MEHEHMM IIIOIIAJM M B3BEIICHHOW IJIONIAIN
KOPKOBBIX TMPEICTABUTEIHLCTB MPU CPABHEHUH CO 370POBBIMH JOOPOBOJBIIAMH, a B
YaCTH CJIy4yaeB OTMEUEHO YBEIMYCHUE B3BCLICHHOW IUJIOMIAJU U CPeAHEH aMILTUTYbI
BMO B otnuuue ot mnanuentoB ¢ bBAC-HMH. B nenoM mnonydeHHbIE TaHHbBIE
MO3BOJIAIOT ~ pacCMaTpuUBaTh  YMEHBIIEHHWE  B3BEIICHHOW IUJIOIMIAJM  KOPKOBBIX

npeactaButesbcTB y mnamueHToB ¢ BAC u BAC-HMH u cobGctBeHHO miomanu y
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nanneHToB ¢ BAC kak cineacTBhe MEPBUYHOIO HEWPOAECTEHEPATUBHOIO MOPAKEHUS, a
HE KaK BTOPUYHOE U3MEHEHHE, 00YCIIOBIEHHOE OPAKEHUEM HUYKHETO MOTOHEHpOHa.

B TO Xe BpemMs BaXHO OTMETUTb, YTO XapakTe€p U BBIPAKEHHOCTH
HEUPOIUIACTUYECKUX HM3MEHEHUHW MOTOPHOM KOPBI MpPHU TOPAKEHUH HUKHETO
MOTOHEUpOHA OMPENCIAIOTCS MHOTUMH (akTopamMu (BO3pacT Hayanda OOJE3HH,
Xapaxkrep MOPaXKEHUS, TeyeHue  3aboJsieBaHUs (ocTpoe/XpoHHUECKHE |
IPOTPECCUPYIONICE/HETPOTPECCUPYIOIEe),  JIOKAIM3alMsl  TMOPAKCHHS,  HaJIH4YUC
COITyTCTBYIOLIUX YyBCTBUTENbHBIX Hapyinenuid) [129]. [Ipu BAC u 6onbsmmacTBe BAC-
MOJOOHBIX CHHAPOMOB HAOJIONAETCS XPOHUYECKOE MPOrpPecCUpYIolee MOpaeHUe
TOJIBKO JIBUTATEJIbHBIX HEUPOHOB WJIM MX aKCOHOB, KOTOPOE PEAKO OBIBACT IMOJHBIM.
Peopranuzanuss nmepBUYHONM MOTOPHOM KOpPBI IIPH TAaKOM BAPHAHTE MOPAKECHUS N0
HACTOSIIET0 BPEMEHHU OCTAETCsl MAJOM3yUYEHHON U HYK/IA€TCsl B YTOUHEHUU B OYIyIIUX
HCCIICIOBAHUSIX.

Y mnamumentoB ¢ BAC-HMH ©amum Takke Oblla TIpOBEIEHA OIICHKA
JAATHOCTUYECKOTO 3HAYECHUS PA3JIMYHBIX IOKA3aTEJIEH, ONPEACIIEMbIX C IOMOIIBIO
HaBuranmonHoir TMC. bwuto moka3zaHo, 4To HamOOJbIIECE 3HAUCHHC B BBIIBICHUU
ACMMIITOMHOTO MOpaXeHusi BepxHero Motoneripona npu bBAC-HMH umeror cHuxkenue
BHYTPUKOPKOBOTO TOPMOXKEHHUS MTPU CTUMYJISAIIMU MMAPHBIMUA CTUMYJIAMU (BBISBIISIETCS Y
70% manMeHTOB), YMEHBIIIEHHWE MPOAODKUTENIBHOCTH KopkoBoro I[IM (50%) wu
B3BEIICHHON IUTOIIAAM KOPKOBBIX mpeactaBuTeascTB APB (42%). Anamu3 Bcex
OmnpeAesieMbIX MpU MpoBeAeHUH HaBuranmoHHod TMC mnokaszaTeneid, MO HalluM
JIAHHBIM, TIO3BOJISIET BBISIBUTH MOPAXKEHUE BEPXHETO MOTOHEWpoHa y 87,5% ManueHToB
¢ BAC-HMH. Kpome Toro, Hamu OBLIO MOKa3aHO, 4YTO 3HAYEHHUs IOKazaTenei
HapuraunoHHot TMC y manmentoB ¢ BAC-HMH cratuctuyecku 3Ha4uMO HE 3aBUCST
OT cTaauu 3a00JeBaHUA W HAIWYUS KIMHUYECKUX TPU3HAKOB TOPAKEHUS IICHHO-
IPYJIHOTO YPOBHS liepeOpocnuHaIbHOM oOcu. B paHee mnpoBeAeHHOM KpPYITHOM
WCCJICIOBAHUH C BKJIIOYEHUEM TAIMEHTOB ¢ pa3nuuHbiMu popmamu BAC Taxke ObUTO
MOKAa3aHo, YTO HanboJiee YyBCTBUTEIHHBIMU U CHEITU(UIHBIMU MapKepaMu MOPAKECHUS
BEPXHET0 MOTOHEMPOHA SIBISIOTCS YMEHBIIEHUE BHYTPUKOPKOBOIO TOPMOXKEHUS MPH

CTUMYJISILMMA TAPHBIMU CTUMYJIaMU W IPOJOJDKUTENBHOCTH KOopkosoro [IM. B asron
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pabote Taxke ObUIO OTMEYEHO, YTO JuarHoctuyeckas 3Hauumoct TMC He oTiinyaercs
y MalMEHTOB C Pa3HOM CTENCHBIO TIOCTOBEpHOCTH auarnosa (mo kpurepusm El Escorial)
U B 3aBUMOCTM OT HAQJIWYUS WM OTCYTCTBHSI KIMHUYECKUX MPHU3HAKOB IMOPAKECHUS
BEpXHEro  MoOTOHeipoHna  [133]. [TomydyeHHbl€  JaHHBIE  JIEMOHCTPUPYIOT
NEPCHEKTUBHOCTh MpPUMEHEHHUs HaBUTrauMOHHOM TMC 17 BBISBICHHSA NOPaXKEHUS
BepxHero motoHelpona npu bAC-HMH.

B Hacrosiem HcclieIOBAaHUM BIEPBBIE U3Yy4YaOCh AMArHOCTUYECKOE 3HAYCHHE
HaBuraimoHHoro TMC-kaptupoBanusa y nanueHToB ¢ bAC-HMH. beiio BeIsiBIEHO,
YTO YMEHBIIIEHUE B3BEUICHHOM IUIOMIAaU BbisABiseTca y 42% mauuentoB ¢ BAC-HMH.
Kpome Toro, ymeHsblieHre COOCTBEHHO IUIOIIAIN ObLIO BBISBICHO Y 33% MalMeHTOB C
BAC-HMH, HecMOTpst Ha OTCYTCTBHE CTATUCTUYECKH 3HAYMMOIO YMEHBIIEHHS 3TOTrO
IIOKa3aTesisd MpU IMPOBEACHUU TPYNIIOBOrO aHalau3a. JTO IO3BOJSET paccMaTpUBaTh
TMC-kapTupoBaHHE€ MOTOPHOM KOpPBI KaK HOBBIM NEPCIEKTUBHBIA MOIXOJ K OLICHKE
(GYHKIIMOHATILHOTO COCTOSTHUSI BepXHero MoToHeipoHa mnpu BAC, koTopbiii MOXeT
UMETh 3Hau€HHUE Kak JJisl TUAarHOCTUKU 3a00JeBaHMs, TaK M JUIsl IPOTHO3UPOBAHUS U
MOHUTOPUPOBAHUS  €ro  TEYEHUs, a TaKkKe YTOUHEHUS  NaTOPU3UOIOTUU
HEHPOJIEreHEPATUBHOIO MPOLECCA.

JUIsl OLEHKH CTPYKTYPHOT'O COCTOSIHUSI BEPXHEro MOTOHEMpOHA B HACTOSILEM
MCCIIEIOBAaHUH UCIIONIB30BAINCH METOIbI HelipoBu3yanuzauun — BOM u IT-MPT. Ilpu
aHanuse pe3yiabTatoB BOM y mnamuentoB ¢ kinaccuueckuM BAC ObuIO BBISBICHO
OwnarepanbHoe yMeHbllleHHe 00béMa CB B mpe-/mOCTHEHTpadbHBIX HW3BHIIMHAX
(ceHCcOMOTOpHAs KOpa) M 3aThUIOYHOMW J0yie (3pHUTeabHAs KOpa). Y MeHbIIeHHe 00béMa
CB B mepBHUYHOW MOTOPHOW KOpE, JIOKATM30BAHHOW B MPEUCHTPAIBHBIX W3BHIIMHAX,
paHee ObUIO TMOKa3aHO B OOJIBIIMHCTBE APYrux paboT ¢ npumenennem BOM vy
narenToB ¢ BAC u moaTBepkaeHo B Tpex Mmera-aHamusax [44, 180, 181]. OcHoBHOIf
OPUYUHON aTpouu mepBUYHONM MOTOpHOM Kopbl npu BAC sBASIOTCS, BEpPOSTHO,
JIEr€HEPAaTUBHbIE M3MEHEHMsI, MPUBOIAIINE K YMEHBUIEHUIO KOJUYECTBA TMTAHTCKUX
nupaMuaHbIX KJIeTOK bema w©  Apyrux HEMpOHOB, HalIpuMep, TOPMO3HBIX

I"AMKepruueckux UHTEpHEUPOHOB.
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BrisBienHoe HamMu yMeHbllleHHEe 00béMa CB B MOCTHEHTpalbHBIX W3BUIIMHAX,
SABJISIFOIINXCS MECTOM JIOKAIU3ALMKN EPBUYHON COMATOCEHCOPHOUM KOPBI, PaHEE TAKKE
OBLIO OTMEYECHO B HEKOTOPBIX Apyrux mcciemoBanusax [51, 90, 181]. [Ipeamonaraercs,
4TO aTpodus NOCTHEHTPATBHBIX W3BMWINH Npu BAC MOXeT UMETh BTOPUYHBIN XapakTep
U oTpaxarb neaddepeHTalni0 COMAaTOCEHCOPHON KOpPBI BCJIEACTBHE HApYIICHHUS €&
cBs3ed ¢ mepBuuHOM MoTopHOW kKopoi [90]. C mpyroit CTOpPOHBI, MOCTIEHTpaIbHAS
M3BUJIMHA TAKXKE COJIEPKUT MOTOHEHPOHBI U ABISETCA OJHUM W3 BaXKHBIX UCTOUHHKOB
HUCXOSIINX KOPTHKOCIHHAIBHBIX mpoekiuii [174]. Ilo HammM maHHBIM, KakK y
310poBbIX Jinl, Tak U y mnamueHToB ¢ BAC um BAC-HMH d4acte KOpPKOBBIX
npeactaButenbcTB APB  pacmonaraercs B mpenenax MNOCTUHEHTPAIbHBIX W3BUIIMH.
Kpome Toro, ymensniienue ob0béma CB B mpe- M MOCTUEHTPAIbHBIX WM3BHIMHAX Y
naiueHToB ¢ BAC Hamu ObUIO BBISIBICHO B BHUJE €JIMHOTO KjacTepa. DTH JIaHHbIE
MO3BOJIAIOT TMpeAnojiaraTh, 4YTOo yMmeHblleHne o00béMa CB B NOCTIEHTpaIbHBIX
m3BWIMHAX y mnanueHToB ¢ BAC mokeT OBITh CBSI3aHO TakXke M C JIereHepalruei
PACIIOJIOKEHHBIX B HUX MOTOHEHPOHOB.

Kpome cencomotopHoii kopbl, y mnanueHToB ¢ BAC Hamu OBUIO BBISIBICHO
CTaTUCTUYECKU 3HAUMMOE OumiartepaibHOEe yMeHblleHHe o0béMa CB B 3aThUIOYHBIX
JOJISIX — B OOJIACTH KJIMHA U SI3BIYHOM M3BUJIMHBIL. DTO COIVIACYETCSl C pe3ysibTaTaMU
HEKOTOPBIX paHee MPOBEACHHBIX HccenoBanmii ¢ mpumenenuem BOM [21, 33]. Kpome
Toro, mpu BAC B 3aTBUIIOYHOM KOPE TAKKE BBISBJICHBI (DYHKIIMOHAIHHBIC HAPYIICHUS —
THIIOMETa00IM3M IItoK03bl 10 JaHHbIM [IDT [148] u yMeHbIICHHWE aMILUIMTYIbI
KOPKOBBIX NMHUKOB 3PUTEIbHBIX BbI3BaHHBIX MoTeHIManoB [139]. IIpenmonaraercs, 4to
yKa3aHHbIC U3MEHEHMS 3aThUJIOYHOM KOPHI Pa3BUBAIOTCSA BCIICACTBUE HApyIICHUs €€
CBsI3€M C MEPBUYHOU MOTOpPHOM KOpou. Ha 3TO yka3plBaroT, B 4aCTHOCTH, PE3YJIbTAThI
uccienoBannii ¢ npumeHeHueM ¢GMPT moxos, BeisiBuBmUX npu BAC HapymeHue
(GYHKIIMOHAILHOW KOHHEKTHBHOCTH B 3aThUIOYHON M BucouHoM monsax [121]. Kpome
TOTO, B TATOMOP(OIOTHYECKUX HWCCICIOBAHUAX TOKa3aHo Hamuune npu bAC
aCTPOTJI03a B CYOKOPTUKAIIBHOM O€JI0OM BEIIECTBE 3aThIIOYHBIX J0JICH, UTO YKa3bhIBaCT

Ha BTOpU4HOCTH nopakeHust CB [116]. [TonyyeHHbIe JaHHBIC TOATBEPKIAIOT HATHYUC



113

npu kinaccudyeckoM bAC MyJbTHCHUCTEMHOIO TOPAXKEHHS, HE OrPaHUYEHHOTO
MOTOPHOM CHCTEMOM.

V¥ namuentoB ¢ BAC-HMH HelipoBu3yanu3allMOHHOE 00CIIEIOBAaHUE BKIIFOYAJIO
BOM u AT-MPT, 4ro mo3BOAMJIO OLIEHUTh CTPYKTYPHOE COCTOSIHHUE KaK MOTOPHOU
KOpBI, TAK U KOPTUKOCIMHAIBHBIX NyTeld. Kak M B HECKOJIBKUX paHEe MPOBEICHHBIX
uccienoBanusx [178, 186, 220], craTucTruyeckn 3HAYMMBIX M3MeHEHHE 00béMa CB u
@A KOpTUKOCIMHANBHBIX IyTed y nanueHToB ¢ bAC-HMH B Hamem uccienoBaHun
BBISIBJICHO HE OBLI0. ITO MOXKET OBITh CBS3aHO C MATOTC€HETUYECKUMHU OCOOCHHOCTSIMU
HelponereneparuBHoro mnpormecca npu BAC-HMH, onpenenstomumu — 6osee
MEJIJIECHHOE TPOTrPEeCCUpPOBaHME 3a00JICBaHUSI M TMIO3JHEE TMOSIBJICHUE WU JIaXKe
OTCYTCTBHE KIMHHYECKHX IPU3HAKOB MOPAKEHUS BEPXHETO MOTOHEWpPOHA. BaxxHO
OTMETUTh, YTO B  MAaTOMOP(OJOTUYECKUX  HCCICAOBAHMSIX  IOKA3aHO, YTO
JIeT€HEpaTUBHBIE N3MEHEHUSI B MOTOpHOM Kope y nauneHToB ¢ bAC-HMH Bripakens! B
MEHBIIIEN CTENEHU, YeM y MalMeHTOB ¢ kiaccuueckuM BAC, a B yactu ciiydaeB OHH
OTPaHUYCHbl HAJIWYUEM BHYTPUKIETOUHBIX BKIIOUCHHN O€3 JereHepaTHBHOIO
nopaxenuss [160]. JIpyruM  BaKHBIM  acCIEKTOM  SIBJSICTCS ~ F€TEPOrCHHOCTD
BBIDQKEHHOCTU TOPAXEHUsT MOTOpPHOM Kopbl y mnauueHtoB ¢ BAC-HMH,
MOATBEPkKACHHAs, B YaCTHOCTH, B HAIIIEM HCCJICJOBAaHUU BBICOKOW BapHaOEIbHOCTHIO
sHaueHudt MII u mmomaam KOpKOBBIX mpenacTtaBuTeabLcTB APB. B 1iemom monydeHHbIe
JIAHHbIE MOJITBEPK/IAI0T HU3KYI0 4yBCTBUTEIbHOCT BOM u [IT-MPT B BbIsiBICHHUN

MOpaXEHUsI BEpXHETO MOTOHEMpoHa y nauneHToB ¢ bAC-HMH.
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3AK/IIOYEHUE

Takum 00pa3oM, B HACTOSLIEM HMCCIEIOBAHUU MPOBEACHO M3YyYEHHE CHHIPOMA
BEPXHET0 MOTOHEMpOHA C aHaJIM30M KIMHUYECKUX OCOOEHHOCTEH 3a0osieBaHUs,
pe3ynbratoB HaBuraupmoHHo TMC W HelpOBH3yalM3allMOHHOTO OOCIEAOBAHUS Y
nanueHToB ¢ kiiaccnueckuM BAC u BAC-HMH.

[Tonyyennsie B paboTe JaHHBIE MOATBEPXKIAOT Oosee JA00pOKaueCTBEHHOE
teueHne DBAC 1npu OTCYTCTBUM KIMHHYECKMX NPU3HAKOB CHHIPOMA BEPXHETO
MoTOoHelipoHa. Hamu Oblia BbIsIBIEHA BBICOKAash 4YacToTa JIOXKHOIIOJIOXHUTEIbHOU
quarHoctukn BAC B 3THX ciyyasx, 4YTO ONpPENENsieT BaXKHOCTh pa3padOTKU
OOBEKTHBHBIX HHCTPYMEHTAJIBHBIX METOJOB BEpUPUKALMU TOPAXKEHUS BEPXHETO
MOTOHEUPOHa.

B HacTosmem uccnenoBaHuu Uil U3YUYEHUS MMOPAKEHUSI BEPXHETO MOTOHEMPOHA
npu kiaccudeckoM BAC u BAC-HMH wucnonp3oBannce HaBuranumonHas TMC wu
MeToasl Helipouzyanuzanuu (BOM, IT-MPT). BrnepBeie 17151 OLIEHKH peOpraHu3aluu
KOPKOBBIX  MPEACTABUTEILCTB  MbIIIbl KUCTH n0pu  BAC  ncnmons30Banoch
HaBuranmonHoe TMC-kapTupoBaHHE€ MOTOPHOW KOPBI C pPacyeToM M[apaMeTpPOB,
XapaKTepU3yIOIINX KOPKOBBIE NPEICTABUTEINBCTBA UCCIETOBAHHON MBIIIILIBI.

VY mnanuenToB ¢ kiaccnueckuM BAC BBISBIIEHBI NPU3HAKH JET€HEPATUBHOIO
NOpaXeHUsI MOTOPHOM KOpbl B BHJE CHIKEHHUS €€ BO30YIUMOCTH, YMEHBIICHHS
IJIOIIA/IA ¥ B3BEUIEHHOM IIJIOIIAIA KOPKOBBIX ITPEACTABUTEINIBCTB, a TAKKE YMEHBIIEHUS
ooréMa CB mo ganaeiMm BOM. VYkazaHHble W3MEHEHUS B pPa3IUYHOM CTENICHU
OTpaXaroT TsHKECTh 3a00J€BaHMA M MOTYT paccMaTpuUBaThCsl Kak OMOMapKepbl
HEUPOJIEreHEPaTUBHOTO MPOLIECCa.

V¥ nanuentoB ¢ BAC-HMH BbIsiBiIeHBI TPU3HAKH THIIEPBO30YIUMOCTH MOTOPHOM
KOpPBI B BUI€ YMEHbILIEHUS BHYTPUKOPKOBOTO TOPMOXKEHUS (IIPU CTUMYJISILIMKA TAPHBIMHU
CTUMYJIAMH U perucTpauud KopkoBoro I1IM) m yMeHbllIeHHE B3BELIEHHOW IIOIIAIN
KOPKOBBIX MpeacTaBuTenscTB APB, KOTOpble HE CONMpPOBOXKAAKOTCA CTPYKTYPHBIMHU
U3MEHEHUSIMU MOTOPHOM KOpbI (1o 1anHbIM BOM) 1 KOpTUKOCTMHAIBHBIX TPAKTOB (110

nanubiM  JIT-MPT). Hasuranmonnas TMC BbISIBASIET TOpPaKE€HUE BEPXHETO
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MoToHelipoHa y 87,5% mamuentoB ¢ atoil  gopmoit BAC, uro mo3BojsieT
PEKOMEHJIOBaTh JIaHHBIA MeETOA JJid BepUPHUKALMK ACUMIITOMHOTO MMOPAKEHUS
BEPXHET0 MOTOHEMPOHA.

[TonydyeHnsie B paboTe JaHHBIE MOTYT OBITh OCHOBAHHMEM Uil JaJIbHEHIIEro
W3YUYCHHUS aTO(PU3UOTOTHICCKUX MEXaHHU3MOB TE€TEPOTreHHOCTH
HelponereHepatuBHoro nmnporecca npu bBAC, pa3paboTKu JHAarHOCTHYECKUX U
MPOTHOCTHYECKUX MaPKEPOB U METOJIOB MOHUTOPUPOBAHUS T€UECHUSI 3a00JICBaHMUSI.

BaxknpiM  HampaBieHueM OyaylmMX UCCIAEJOBAHUM  SIBIISIETCS.  YTOYHEHHUE
YYBCTBUTEJIBHOCTU U CHEIUGUIHOCTH OTNEIbHBIX MeTOAUK HaBuramuonHon TMC nHa
0oJiee KpYIHBIX BBIOOPKAX MAIMEHTOB, MIPOBEJACHUE UCCIEIOBAHUM B TUHAMUKE, B TOM
yuciae, B KOMOMHAIIMM C COBPEMEHHBIMH METOJaMHU HEUpPOBH3yalIM3allMd U B
COMOCTAaBJICHUN C KIMHUYECKUMHU XapaKTepucTukamu 3abosieBanus. HeoOxomumo
JajdbHEWIllee HAKOIJICHWE JaHHBIX OTHOCUTEIIBHO Haubojiee CTaOWIbHBIX U
BOCIIPOU3BOJAMMBIX IMAPAMETPOB, XAPAKTEPUIYIOIMINX KOPKOBBIE MPEIACTABUTEIHCTBA
MBIIII] B HOpME, a TaKXKe H3yueHue ocoOeHHocTe ux peopranuzanmu mpu BAC u

JIpYrux 3a00J€BaHUAX, TOPAKAIOLIUX IBUTATEIbHYIO CUCTEMY.
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BbIBO/IbI

1. BokoBoit amuoTpoduueckuii ckiepo3 0e3 KIMHUUECKUX MPU3HAKOB MOPAKCHHUS
BEPXHETO MOTOHEHWpPOHA XapaKTepU3yeTcs Oonee MeJIJICHHBIM
nporpeccupoBanuem (p=0,019) u Oonee MO3THUM BOBIIEYCHHUEM BTOPOTO
(cnenyromiero) ypoBHs IiepedpocrnuHanbHOM ocu (p=0,039) mo cpaBHEHHIO C
KJIACCUYECKUMH CJIy4yasiMd 3a00JIeBaHMs, XapaKTEePU3YIOUIUMHUCI CUMIITOMaMU
MOpaXEHUsI BEPXHETO U HIXKHETO MOTOHEUPOHOB. [Ipu OTCYTCTBUU KIMHUYECKUX
MIPU3HAKOB MOPAKEHUSI BEPXHETO MOTOHEHPOHA YACTOTa JIOKHOMOJIOKUTEIbHON
nuarHoctukn  BAC 1o oOcienoBaHuss B CHCIUATM3UPOBAHHOM  IIEHTPE
cocTasisieT 26%.

2. Y TalMeHTOB C KJIACCUYECKUM OOKOBBIM aMHOTPO(PUYECKUM CKIEPO30M IpU
IIPOBEJCHNHA HABUTALIMOHHOW TPAHCKPAHUAIBHOM MArHATHOW CTUMYJISIOUU
BBIABIIsieTCST yMmeHbIIeHne rromaan  (P<0,001) wm B3BEIICHHOW TIUIOIIAIN
KOPKOBBIX TPEACTaBUTENbCTB MbIIIIEI KucTH (P<0,001), uTro compoBokmaeTcs
OwnaTepalibHBIM yBeJIMueHHeM MoTopHoro mnopora (p<0,001) u MUHMMaATLHOMN
JATEHTHOCTH BBI3BaHHOTO MOTOpHOro otBera (P<0,05). Ilpm OGoxoBoM
aMuOTpOo(hUUECKOM CKiiepo3e 0€3 KIIMHUYECKHUX MPU3HAKOB MOPAKEHUSI BEPXHETO
MOTOHEHpPOHA BBISBISETCS YMEHBIICHUE B3BEUICHHOM IUIOIIAAA KOPKOBBIX
MPEACTaBUTENBCTB MbIIIIEl Kuctu (P<0,05) Oe3 cTaTHCTHYECKH 3HAYUMOTO
U3MEHEHUs] WX IUJIOIIAau, & YBEIUYEHHUE MOTOPHOIO IMOPOTa PEeTrUCTPUPYETCS
TOJABKO B JOMHUHAHTHOM mnoxaymapuu (P<0,05) mpu OTCYTCTBUM 3aMejIeHUs
MPOBEJICHUS IO KOPTUKOCTTMHAILHBIM TPaKTaM.

3. Ilpu knaccuyeckoM OOKOBOM aMHOTPO(PUYECKOM CKJIEpPO3€ YBEIMYCHHE
MAacCCUBHOTO MOTOPHOTO TMOpPOTa M YMEHBIICHWE IUJIOMIAAN  KOPKOBBIX
MPEICTABUTENBCTB MBIl KUCTH CTATUCTUYECKH 3HAYMMO KOPPETUPYIOT C
BBIPAKEHHOCTBIO TOPAKEHUS BEPXHET0 MOTOHEMPOHA M TSHKECTBIO TEUEHHUS
3a0oneBaHusl. Y MAMEHTOB C OOKOBBIM aMHUOTPO(HUUECKHM CKIEpPO30M 0Oe3
KJIMHAYECKUX TPU3HAKOB MOPAKEHUS BEPXHErO0 MOTOHEHWPOHA CBSA3b MEXKIY

KIMHUYCCKHMMH U HGprO(l)I/IBI/IOJIOFH‘ICCKHMH IMMOKa3aTcJBIMAU OTCYTCTBYCT.
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4. [lpu OokoBOM amMHOTPOGUYECKOM CKiiepo3e 0e€3 KIMHUYECKUX MPU3HAKOB
MOPAKEHUS  BEPXHEro  MOTOHEWpOHA  PETUCTPUPYIOTCS  YMEHBIICHHUE
BHYTPUKOPKOBOTO TOPMOKEHUS MIPU CTUMYJIALIMU NapHbIMU cTumysiamu (P<0,05)
U YMEHBIIEHUE MPOJAOHKUTEIIBHOCTH KOpKOoBoro mepuoga momudanus (P<0,05),
YTO CBHJICTEIHLCTBYET O TUTIEPBO30YIMMOCTH MOTOPHOM KOPHI.

5. IlpumeHeHue HABUTAIIMOHHOM TPAaHCKPAHHAIBHOW MAarHUTHOM CTUMYJISIIUU
MO3BOJISICT BEpUPUIIMPOBATH MOpPAKEHUWE BEPXHEr0 MOTOHEWpoHa y 87,5%
MalMEHTOB C OOKOBBIM aMHOTPO(UUECKUM CKJIEpO30M 0€3 KIMHUYECKUX
MPU3HAKOB €ro BOBJCYEHUS U TMOATBEPAUTh HAIUYUE B OTHUX CIydasx
TEHEPATU30BaHHOTO  TOPAXKEHUs  JBUratelibHOW  cuctembl. Haubombiee
JIMarHOCTUYECKOE 3HAUYCHHUE B BBISIBICHUM aCUMIITOMHOTO MOPAKEHUSI BEPXHETO
MOTOHEWpOHa MpU OOKOBOM aMHUOTPO(UUYECKOM CKIIEPO3€ UMEIOT YMEHBIIICHUE
BHYTPUKOPKOBOTO TOPMOXEHUSI NPH CTUMYJSALMH NapHbIMH cTtumynamu (70%
MAIMEHTOB), YMEHBIICHUE MPOAOIKUTEIIBHOCTH KOPKOBOTO MEPUOIa MOTYAHUS
(50%) u yMmeHbIIICHHWE B3BEIICHHON TUIOMIATH KOPKOBBIX MPEICTaBUTEILCTB
MBIl KHCTH (42%).

6. Ymenbiienue o0bEMa CEporo BEIIECTBA KaK B MOTOPHBIX (MpELEHTpaIbHbIC
W3BUJIMHBI), TAK U B HEMOTOPHBIX (3aThUIOYHBIC 10JIM) 00JIACTSIX KOPHI TOJIOBHOTO
MO3ra BBISIBISIETCS TOJBKO MPU KIACCUYECKOM OOKOBOM aMHUOTPO(GUUYECKOM
ckiepose. Ilpu OokoBOM aMHUOTPOPHUUYSCKOM CKJIepo3e 0e3 KIMHHYCCKUX
MPU3HAKOB TMOPaXXEHUsSI BEPXHETO0 MOTOHEHPOHA BOKCEIb-OPUEHTUPOBAHHAS
Mopdomerpus u auddy3noHHo-TeH30pHasT MPT He BBISBISIOT CTPYKTYPHOTO

MOPaXEHUSI MOTOPHOUN KOPBI U KOPTUKOCITMHAJIBHBIX TPAKTOB.
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INTPAKTUYECKHUE PEKOMEHJALIMHN

1. Ins BepudHUKaMyd aCUMOTOMHOTO MOPaXEHUS BEPXHETO MOTOHEWpPOHA TpHU
HOJO3pEHUH Ha OOKOBOM aMUOTPO(PHUUECKUH  CKJIEpO3 PEKOMEHIYyeTCs
IIPOBEJICHUE JUArHOCTHYECKOM TPAHCKPAHWAJIBHOM MAarHUTHOM CTUMYJISLIMM C
OLICHKOM  BHYTPUKOPKOBOTO TOPMOXKEHMSI IIPH  CTUMYJSILMA  ITAPHBIMHU
CTUMYJIAMH, ONIPEACIICHUEM IIPOJOJDKUTEIBHOCTH KOPKOBOTO IIEPHUOAA MOJIYAHUS
Y IIPOBEICHHEM HABUTALIMOHHOTO KAPTUPOBAHUS MOTOPHOM KOPBHI.

2. KaptupoBaHue MOTOPHOU KOPBI C TOMOILBIO HABUTALIMOHHON TPaHCKPAHUAJIbHOU
MarHUTHOM CTUMYJISIHMM PEKOMEHAYETCS K NMPUMEHEHHUIO KaK HOBBIN LICHHBIN
HEUpOo(U3MONOTUYECKUI  METOJ 11 OOBEKTHUBH3ALMM W HU3Yy4YCHUS
naTo(U3NOJIOTHYECKMX  MEXaHU3MOB  HEHPOJET€HEPATUBHOIO  MOPAKEHUS

MOTOPHOM KOPBI P OOKOBOM aMHOTPO(YUIECKOM CKIIEPO3E.



BAC

bAC-HMH

BIH
BMO
BOM
BIIMIT
BIIMIT
TAMK
JT-MPT
JIB]I
MMH
MIT
MPT
MBI
TBC
™M
IMA
MoT
PHK

CB
CUITHM
CCH
CCP
TMC
DA
SMI
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CIIUCOK COKPAIIIEHUH 1 YCJIOBHBIX OBO3HAYEHUI

O0KOBOI1 aMHOTPO(UIECKUI CKIEPO3

OOKOBOWM  aMHOTPOPUYECKUH  CKJIEpO3 €  KIMHHYECKH
M30JIMPOBAHHBIM MOPAXKEHUEM HUKHETO0 MOTOHEUPOHA
00JIe3Hb IBUTATEIHLHOTO HEHMpOHA

BbI3BAHHBI MOTOPHBIN OTBET

BOKCEJIb-OpPUECHTUPOBaHHAsA MOP(hOMETpUsI

BpeMs nepudepuIecKoro MOTOPHOTO MPOBEICHUS

BpeMsI [IEHTPAJIbHOTO MOTOPHOTO MPOBEACHUS
raMMa-aMHUHOMAcCJIsHasi KUCIIOTa

nuhPy3MOHHO-TEH30pHAsT MAarHUTHO-PE30HAHCHAsI ToMorpadus
J0OHO-BUCOYHAS JEMEHIIMS

MOTOpHAasi MyJIbTU(OKATbHAST HEBPOTIATHSI

MOTOPHBIU IIOPOT

MarHUTHO-PE30HAaHCHasi ToMorpadust

MIPOTPECCUPYIOMIUM Oy Ib0apHBIN Mapainy

NEePBUYHBIA OOKOBOM CKJIEpO3

MepUOJ MOJTYAHUS

MIPOTPECCUPYIONIAsi MBIIICUHAS aTPOQus
MO3UTPOHHO-AMHUCCUOHHAsST TOMOTpadust

pUOOHYKIIENHOBAS KMCJIOTA

Cepoe BEIIECTBO

CHUHJIPOM H30JIMPOBAHHOTO MOPaKEHHUsI HIPKHETO MOTOHEHPOHA
CUHJIPOM CBHCAIOLIUX HOT

CHUHJIPOM CBHUCAIOIIUX PYK

TpaHCKpaHUaJIbHAs MAarHUTHASI CTUMYJISILIVS

bpakroHHAs AaHU30TPOITHSI

ANeKTpoMUOTrpadus



ALS FRS-R

AMPA

APB

C90RF72
FDRcorr
FLAIR

FUS/TLS
ICF
MMT
MNI
MRC
NAA
NMDA
SICI

SOD1
SP
TDP-43
UMN
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Amyotrophic Lateral Sclerosis Functional Rating Scale Revised,
nepecMOTpeHHas kana HapyueHui Gynakuuii mpu BAC
a-amino-3-hydroxy-5-methyl-4-isoxazolepropionic  acid, o-
aMI/IHO-3-FI/II[pOKCI/I-5-MeTI/IJ'I-4-I/I3OKca3OJIHp01'[I/IOHOBa}I KHUCJIOTa
abductor pollicis brevis, kopoTrkas MpImma, OTBOISIIAS
OOJIBIIION maJiel] KUCTHU

chromosome 9 open reading frame 72 gene

False Discovery Rate Correction

fluid-attenuated inversion recovery, pexum C TOJaBICHUEM
CHTHAaJ1a CBOOOIHOU BOJEI

fused in sarcoma/translocated in liposarcoma protein
intracortical facilitation, BHyTpukopkoBoe o0ierucHue

Manual Muscle Testing, MmaHyabHOE MBIIIIEYHOE TECTUPOBAHKE
Montreal Neurological Institute

Medical Research Council

N-areTunacnaprar

N-methyl-D-aspartate, N-metuin-D-acnaprar

short-interval ~ cortical inhibition, kopoTkowHTEepBaIBLHOE
BHYTPUKOPKOBOE TOPMOIKEHUE

superoxide dismutase 1, cynepokcuaancmyrasa 1

single pulse, oqMHOYHBI CTHUMYJT

TAR DNA binding protein-43

upper motor neuron, BEpXHUH MOTOHENUPOH
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IMPUJIOKEHUA

Hpnioxenne 1

JInarHocTuyecKue KaTeropuu 10cToBepHocTH Juarno3a bAC (corsiacHo nmepecMOTpPEeHHbIM

kpurtepusim El Escorial) [36]

Jlnarsoctrueckas Kareropus

TpeGoBanwst

Knunnuecku nocroBepusiii BAC

[Tpusnaku nopaxkenrss HMH u BMH B Oynp6apHoM 1 1ByX

CIIMHAJIBHBIX PEruoHax UJjiu B TpéX CIIMHAJIbHBIX PETHUOHAX

Knunnuecku BeposatHbiii BAC

IIpu3znaku nopaxenus HMH u BMH B aByx perumonax
(HexoTopbele Tpu3HaKW mnopaxeHuss BMH pocrtpanbpHee

(BeImIe) mpu3HakoB nopaxenuss HMH)

KimmHnuecku BepoATHBIN —
71a00paTOPHO MOATBEPKACHHBIN

BAC

IIpuznaku nopaxenns HMH wm BMH Toinbko B oxHOM
pervoHe (win Tonbko npusHaku nopaxenuss BMH B ognom
peruone) u DMI-mnpusnaku nopaxenus HMH B aByx

pEeruoHax

Bo3moxnaEblii BAC

[Tpusnaku mnopaxenus HMH uw BMH Tonbko B onHOM
pPErvoHe WM TOJBKO IpHU3Haku nopaxenns BMH B nByx u
Oosee pervoHax WM Tpu3HaKu nopaxeHus BMH

pocTpanbHee Ipu3HakoB nopaxenus HMH

ITpumeuanne. HMH — HuxHmit MmotonenipoH, BMH — BepxHuit MOTOHEHPOH.
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Hpunioxenne 2

ITepecmorpennas Illkana nHapymenuss GpyHKumii nmpum 00KOBOM aMHOTpPO(HuUecKOM CKJiepo3e
(ALS Functional Rating Scale Revised, ALS FRS-R) [41]

l. Peun.

4 Hopma.

3 BBIABJISIEMBIC PEUECBBIC HAPYIICHHUS.

2 pa36opunBas pedb ¢ OBTOPAMH.

1 pedb, coueTaromiasi B ce0e HESICHbIC, HEPa300PUMBBIC 3BYKH.
0 anapTpusi.

I1.CaauBanus.

4 HOopMa.

3 nerkui, HO JOCTOBEPHBIN U30BITOK CIIIOHBI BO PTY.

2 yMEpEeHHbIN U30bITOK CIIOHBI, MUHUMAJIbHOE CIIFOHOTEUYEHHUE.

1 BbIpa)keHHBIN U30BITOK CIIIOHBI C IOCTOSIHHBIM CIIFOHOTEYEHHUEM.

0 BbIpa)KEHHOE CIFOHOTEYEHNE HEOOXOAUMOCTh HCIIOIb30BaHUS HOCOBOTO IIJIaTKa.

I11. T'noranue.

4 Hopma.

3 nmepuoauUecKoe NonépXuBaHue.

2 MOCTOSIHHOE OTpaHUYCHUE B JHETE.
1 mporépras numa.

0 30H10BOE UTAHUE.

V. Ilucbmo.

4 HOpMA.

3 3aMeNIeHHOe, PACTSHYTOE, HO BCE CI0BA pa300pPUMBEI.

2 HE BCe CJI0Ba pa300pUHUBHI.

1 BO3MOKHOCTb JIepKaTh PYUKy, HO HEBO3MOXKHOCTb ITHCATh.
0 HEBO3MOXKHOCTB AepXKaThb PyUKy.

V. Ilpném numm v ucnoJib30BaHue Mocy/abl.

4 HopMma.

3 3aMe/JIEHHO U HEYBEPEHHO, HO HE TPeOyeTCsl IOCTOPOHHSISI TOMOILIb.

2 MO>KET Hape3aTb OCHOBHBIE IPOAYKTHI, OJHAKO 3aMEUIEHHO, HYXAA€TCs B HEKOTOPOH MOMOIIH.
| mumia nomkHa ObITh Hape3aHa, HO MOXET €CTh CaM.

0 Hy>k1aeTcst B TOM, 4YTOObI €r0 KOPMHIIH.

VI. OneBanue ¥ rurueHa.

4 HopMma.

3 MOJIHOE HE3aBUCUMOE CaMO0OCTyKUBaHUE, TPeOyIoIiee JOMOIHUTEIbHBIX YCUITUH.
2 HepHOHquCKaSI IIOMOIIIb UJIN UCITOJIB30BAHUEC BCIIOMOTI'aTCIIbHBIX CpeHCTB.

1 Hy)XJ1aeTCsl B TIOMOIIIH.

0 moytHAS 3aBUCHMOCTb.

VIIl. IToBopoThI B KPOBAaTH M MAHUINYIUPOBAHHE NOCTEIbHBIMH NPUHALICKHOCTAMH.
4 HopMma.

3 3aMe/JICHHO U HEJIOBKO, HO CAMOCTOSTENIBHO.

2 MOJKET MOBEPHYTHCS CaM WJIM MOMPABUTH MPOCTHIHB, HO C OOJIBIINM TPYIOM.

1 mpITaeTcs, HO HE MOKET MOBEPHYTHCS WU MOIPABUTh MPOCTHIHD CAM.
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0 OECHOMOIIHOCTb.

VIII. Xoas0a.

4 HopMa.

3 nérkue 3aTpyJHEHUS.

2 xoz1p0a ¢ MoAJIEP>KKON MIIM TOMOLIBIO.

1 BO3MOJKHBI OT/EIbHBIE IBUKEHUS B HOTAX.
0 HeT IpOM3BOJIBHBIX IBUKEHUI B HOTaX.

IX. IloagbéM 1o JiecTHHIIE.

4 Hopma.

3 3aMeJIJICHHOCTb.

2 HEKOTOpasi HEYBEPEHHOCTh UM YTOMIISIEMOCTb.
1 Hy>)KaeTcst B HOJIEPKKE.

0 HEBO3MOKEH.

X. IpIxanmne.

4 Her.

3 mpu Xoan0e.

2 1pu CIeAYOLUMX MaHUMYIALUAX (€1a, OACBaHUE).

| mosiBsieTCS B IOKOE, 3aTPyIHEHUS AbIXaHUS CUIS WIH JEKA.
0 3HaunTenbHbIE 3aTpyAHeHus, UBJIL.

XI. OpTonHos.

4 Her.

3 HeOoupIIMe HAPYIICHUS CHA HOYBIO B CBSI3U C MIPEPBIBUCTHIM JIBIXaHHEM.
2 TpebyeTcst BO3BBIILIEHHOE MOJI0KeHue (00bIe 2—X MOYIIEK).

1 MOXkeT cnaTh TOJBKO CHJIA.

0 He MOeT crath.

XIl. PecnupaTopHasi HeJOCTATOYHOCTb.

4 Her.

3 mepuoanveckoe ucnoiab3oBanue BiPAP (biphasic positive airway pressure).
2 MOCTOSIHHOE Hcnojb3oBanue BIPAP Houbio.

1 mocrostHHOE Mcnoib3oBanue BIPAP Houbto 1 THEM.

0 naBaszuBHas MBJI nnu Tpaxeoctomus.
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punioxenne 3

IlIkana ouenku MpimedHoii cuibl (Manual muscle testing) [72]

Ornenka
MLILHe;[Hoi/'I CHUJIBI Omucanme baumer
S) HopmaiibHast MbllieyHas cuiia 10
5- EnBa onpenensiemas MpliieuHasi ciabocTh 9
4+ MpliiedHas cuia HeCKOIbKO OOJIbIIE, YeM B CIISAYIOIIEM 7
MTYHKTE
Omnpenensiemast MBITIIEYHAs CIA00CTh, OJTHAKO BO3MOKHBI
4 JBIKECHUS IPOTUB CUJIBI TSYKECTH U HEKOTOPOT'O 7
COIPOTHBIICHUS
4 MpiiievyHas cusia HeCKOJIbKO MEHbIIIE, YeM B IIPEIbIIYIIEM 7
yHKTE
3+ Bo03MOXHBI ABMKEHUS TIPOTUB CHJIBI TSHKECTH H 5
HE3HAYUTEIILHOTO COITPOTHUBIICHUS
3 Bo03MOXHBI ABHUKEHUS TTPOTHB CHIIBI TSKECTH, HO HE TTPOTHB 4
COIPOTHBIICHUS
3 B03MOXHBI IBM)KEHUS TPOTUB CHITBI TSDKECTH, HO HE B 3
IIOJIHOM 00BEME
5 JIBUKESHWSI BO3MOYKHBI TOJILKO TIPH YCTPAHCHUH CHJIBI 2
TSDKECTH
1 OTenpHbIE MBIIIEYHBIE COKPAIICHUSI 1
0 JIBrOKeHU HET 0

[Tpumeuanue. C kax10il cTOpoHBI Uccaeayercs 18 MplmeuHbIX Tpynn (Bcero 36), oCyIIecTBISIOMUe
CIICAYIOIINE JIBHKCHHS:

A. B nonoxenuu cuas — (1) orBenenue rieua, (2) crubanue npenrieubs, (3) crubanue kuctH, (4)
pasrubanue KUCTH, (5) oTBeAeHHE OOJIBLIOrO Majbla KUCTH, (6) crubanue Oenpa, (7) pasrubanue
KoJieHa, (8) ThulbHOE crubaHue cromsl, (9) oTBeaeHue cromsl, (10) mpuBeneHne CTOMBL.

b. B nmonoxenun néxa Ha xuBote — (11) pazrubanue mew, (12) HapykHas potanus mieda, (13)
crubanue xoineHa, (14) nogomsenHoe crubanue ctonsl, (15) pasrudanue 6enpa.

B. B monoxxenunn néxa Ha 60ky — (16) oTBenenue o6eapa.

I'. B nonoxenuu né&xa Ha cnuHe — (17) pazrubanue npeamieuss, (18) crudbanue mew.



