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OBHIASA XAPAKTEPUCTHUKA PABOTbI

AKTYaJIbHOCTH NPOOJIEeMBI

bonesur I'entunrrona (BI)) — ayrocomMHO-IOMHHAaHTHOE 3a0oJieBaHUE,
XapaKTepU3yIoleecss MPOrPECCUPYIONIMM  CHIDKEHHEM  KOHTPOJI  MPOU3BOJIBHBIX
NBIDKCHUM, HapyIIeHUAMH B KOTHUTUBHOM U micuxudeckod cdepax. Hepeako
JBUTATENbHBIM TMposiBieHussM Bl mpexamiecTByeT psif XapaKTepHBIX MOBEIEHYECKUX
u (nn) ncuxudeckux Hapymenuit (Paulsen et al., 2008; Tabrizi et al., 2009; Roos, 2010).
bI' sBnsercs opdanneim 3a0oneBanueM (Pringsheim et al., 2012). Bmecte ¢ tem, ero
PacIpoCTpaHEHHOCTh MOKET 3HAYUTEIBHO BApbUPOBATH JIaXKE B IIpeiesaX OAHON CTPAHbI
(Rawlins, 2010), a B psae rocyaapcTB, B ToM uucie u B Poccuiickoit deneparum,
KpPYyIHbIE SIUJeMUONIOTUYECKUe wuccienoBanus mo bl He mnpoBoaumuck. D10 Haét
OCHOBaHHUs TOJIaraTh, 4YTO HMMEIOIIMECS TMoKa3zarenu pacnpoctpanéHHoctd bIT moryt
OBITh HETOOIICHEHHBIMH.

Pa3BuTne 060j€3HM CBSI3aHO C JKCHAHCUEH TPUHYKIEOTHIHBIX MoBTOpoB CAG
(UMTO3UH-aJIcHUH-TYaHUH) B TepBoM »JKk30He reHa HTT, xoaupyromero O6enok
reHTUHrTUH. BI' xapakTtepusyercs HaniuyueM B KIMHUYECKOW KapTHHE Tepuoja
ACHMIITOMHOT'O HOCHUTEIHCTBA MYTAllMd U CJIEAYIOIIETO 3a HUM MEPHOJa KIMHUYECKUX
nposiBIIeHUH 3a001eBaHus. DTOT (DAKT, a Takke BHEAPEHHBIE B PYTHHHYIO KIMHUYECKYIO
MPaKTUKy METOJbI T€HETHYECKOTO TECTUPOBAHUSA  OOCCHEYWIM  BO3MOXKHOCTh
dbopMUpOBaHUS YHUKAIBLHOW TPYMIBI MAIIMEHTOB, HAXOMISIIMXCS B JIATEHTHOW CTaluU
HEeHpOoJereHepaTUBHOTO Mpoliecca — aCUMIITOMHBIX HocuTeNlel MyTaHTHOro reHa (AHM)
(Unnapuomkuu, 1997; Kmromnukos, 1998), uto co3mgaér npeAamochbulku ajisi Oolee
rI1yOOKOT0 U3YYEeHHs €CTECTBEHHOT'O TEUCHHSI HEMPOAeTeHEPaTUBHOTO MPOIlecca.

Ha cerognsmnui nenp tepanuss bl HOCUT MU CUMITOMAaTUYECKUNA XapakKTep.
Bmecte ¢ TeM, B mocienHue TOJbI JTOCTUTHYT 3HAYUTENBHBINA MpOrpecc B pa3padoTKe
MPUHITMIIUATIEHO HOBBIX MOXOJ0B K JedeHuto bl', uMermux cBoei 1eNblo 3aMeIUTh
WM OCTaHOBHTH NPOTPECCHpOBaHME Maroioruueckoro mporecca (Ross, Tabrizi, 2011;
Wild, Tabrizi, 2014). B c¢Bs3u ¢ 3TUM BO3HHKAeT HEOOXOJUMOCTh B TIOMCKE HAAEKHBIX U
YyBCTBUTEIBHBIX OHOMapkepoB HelpoaereHepaiuuu npu bI, KoTopeile MOryT
UCIIOJIb30BAThCS KaK MOTEHIMAIbHBIE KOHEYHBIE TOYKH 3(PPEKTUBHOCTH MPOBOIMMOTO

IHaTOIr€HETHUYECCKOI'O JICUCHUS.



HeiipoBusyanu3anuoHHble HCCIEIOBAHUS MO3BOJWIM BBIACIUTh LENbIA  Psij
CTPYKTYPHO-(YHKIIMOHAIBHBIX pPa3nuuuil rojoBHOro Mo3ra AHM u cuMOTOMHBIX
Hocutenerd mytanuu BI' (CHM) B cpaBHeHHHU co 310poBbIMU cyObekTamu (Tabrizi et al.,
2009; Aylward et al., 2012; Hadzi et al., 2012). OxgHOli M3 METOAMK MarHUTHO-
pe3onancHoi Tomorpaduu (MPT), mo3Bossioniei oneHUTh HYHKIIMOHATbHBIE ACTICKTHI
JEATeTLHOCTH TOJIOBHOTO MO3ra, sBisieTcss (pyHkiuoHanbHas MPT mokos (GpMPTm).
Cunraercs, 4to crnoHntannbeie kojacOanns BOLD-otsera (blood oxygen level-dependent
contrast — curHas, 3aBUCHMBII OT CTEMEHW HACHIIICHUS KPOBU KHUCIOPOJIOM) B
COCTOSIHUU TIOKOsI, oneHuBaemble npu GMPTn, oTpaxaror 6a3aibHyr0 aKTUBHOCTH B
pa3IMYHbIX HEMpoHaNbHBIX ceTsX. Merox ¢MPTn mo3BoisieT perucTpupoBaTh KapThbl
TaKk Ha3bIBacMbIX cemetl nokxos (resting-state networks; CII) — oGmacteidi TOJIOBHOTO
MO3ra, KOTOpble MOTYT OBbITh yJajeHbl APYr OT JApyra aHaTOMUYECKH, HO O0JIadaroT
CXOXXKMMHM BPEMEHHBIMHM XapaKTEepUCTHKAMHM MaTTE€pPHA HEHUPOHAJIBHOW aKTUBHOCTHU.
Opnoii 3 Hambonee crabunbHO peructpupyromuxcs CII gBisercss ceTh MacCUBHOTO
pexxuma pabotsl rosoBHoro mo3ra (default mode network, CITPPI'M). Cuwuraercs, uro eé
JIEATEIbHOCTh CBSI3aHA C MHTErpalieil KOTHUTUBHBIX U SMOLMOHAJIBHBIX IMPOILECCOB, a
TaKkkK€ CO CIIOHTAHHOW MBICTUTEILHON AaKTUBHOCTBIO — T.6. C (QYHKUIUAMH, B
3HauuTenbHOM Mepe crpajgarommmu  npu  bBI. K CIIPPI'M  otHOcaT Takue
(GYHKIMOHANIBHO CBSI3aHHBIE MEXY COOOW Y4YacTKH TOJOBHOTO MO3ra, Kak TOSICHBIC
W3BWJIMHBI U 33JIHUE OTJAEIbI npeakinnbs (moas bpoamana (I1b) 29/30, 23/31), cpennue
(ITb 39) u mmwxuue (I1b 21) Bucounsie u3Bmiunbl, Haakpaesbie (I1b 40) u yrnossie (I1b
39) u3BMWIMHBI U y4acTKH JTOOHBIX Aonei, Bkimtodas Bepxaue (I1b 8) u cpennue (I1b 11)
J00HBIE W3BWIMHBI, MEIUAIbHYIO NpedpoHTanbHyio U (ppoHTanbHyto kopy (116 24/10,
32). Hepenko xk CIIPPI'M oTHOCAT Takke THNNOKaMMNaIbHYIO (opMaiuio, 3y0uaryro
W3BWIMHY, OCHOBAaHHE, NPEIOCHOBAHME, MApacyOHWKYyJIIOM W JHTOPHAIBHYIO KOpy. B
Hacrosiee Bpems uHTepec Kk uzydeHuto CII mpu BI' HempepriBHO pactér (Quarantelli,
Salvatore et al.,, 2013; Poudel, Egan et al. 2014; Odish et al., 2015), oguako
OOJBIIMHCTBO HCCIEAOBaTeNell OLEHUBAIOT 3apaHee BBHIOpaHHBbIE 30HBI HMHTEpeca B
TOJIOBHOM MO3re (Ha OCHOBaHWUM KaKOW-THOO MCXOMHOW THIIOTE3bl), YACNSS MEHbIIE
BHUMAaHUSl aHAJIU3y CIIOHTAHHOW HEHPOHAIBHOM AKTMBHOCTH B IpPEAENIax TOJIOBHOTO
mo3ra B 1neinoMm u ero CII. B Poccuiickoit ®@enepanuu pabotel mo ¢MPTn npu BI

OTCYTCTBYIOT, UTO HOI[qépKHBaeT AKTYAJIbHOCTb HACTOAIICTO UCCICAOBAHU .



Henbro  paGorsl  sBISIETCS  KIMHUKO-HEMPOBU3YAIM3AaLMOHHBIA  aHAIU3
(YHKIMOHATBHBIX U3MEHEHHUH IoJ0BHOTO Mo3ra npu bI' Ha pasnuusbIx €€ cTamusax (oT
JATCHTHON 10 pa3BEépHYTOH) W ¢ yu€TroMm BbIpakeHHOCTH creneHn CAG-3kcraHcuu
MYTaHTHOI'O T'€Ha Ha OCHOBE UCIOJIb30BaHMs (pyHKIMOoHaIbHOH MPT noxos.

3agaum padoThI
1. BbIsBUTh KIMHUKO-(YHKIIMOHAIBHBIE B3aUMOCBSI3M y HOCHUTEIEH MYTaHTHOI'O
resa bl' Ha JaTeHTHOM M pa3BEpPHYTOM CTagusAX HEHPOJETEHEPATUBHOIO IpOIEcca C
MCIIOJIb30BAHUEM PEUTUHIOBBIX HIKAJ OLEHKHM JBUTATENIBHBIX M IICUXOAMOLMOHAIBHBIX
HAPYLICHUM.

2. OueHuTh XapakTep CIOHTAHHOM aKTUBHOCTH CETHU NMACCHUBHOTO pekuMa padoThI
TOJIOBHOTO MO3ra U OCOOEHHOCTH (PYHKIHMOHAJIBHBIX LepeOpalbHBIX MEPECTPOEK IpH
BbinonHeHun GMPTn B rpynnax AHM u CHM B cpaBHeHUH C TpyIIOil 310pOBBIX
TIOOPOBOJTBIICB.

3. OueHuTh B3aMMOCBS3b MEXKIY BbIABIEHHBIMM 1pu (GMPTn wusmeHeHusMuU
TOJIOBHOT'O MO3Ta U KJIMHUYECKUMHU 0COOEHHOCTAMHU MaHu(ecTauu u TeueHus bI'.

4. Omnenuts BiusiHUE TspKecTH MmyTaruu (BenuunHbl CAG-skcnancuu B reHe HTT)
Ha KJIMHUYecKHe ocoOeHHOCTH BI' M Xapakrep BBISBISIEMBIX MATTEPHOB CIOHTAHHOMN
akTuBHOCTH 1ipu GMPTm.

HayuyHnasi HOBU3HAa

B nactosmeii pabote pa3BUBaeTCs COBpEMEHHAas KOHIETIHS ()YHKIIMOHATHHOU
IIEPECTPOUKN TOJIOBHOro Mosra npu bI'. BrepBble B pOCCHMHCKOW NOMYJSLHHA Y
nanueHToB ¢ bI' ucrons3oBan mMeronx ¢MPTn, BbIeneHBI OCHOBHBIE CETH IOKOS H
IPOBEJICHA OLEHKA 3HAYUMOCTH IIOJIYYEHHBIX IIOKa3aTejledl Ipu XapaKTEPUCTUKE
TEKYIIero HehpojereHepaTuBHOro mpouecca. IlokazaHbl OCOOEHHOCTH — CIOKHOM
(GyHKIMOHANBHOW IepeOpaNbHON peopraHu3ali Ha pPa3IuYHbIX cragusx bl wu
B3aMMOCBSI3U BBISIBIICHHBIX MU3MEHEHUH C KIMHUYECKUMHU OCOOEHHOCTSIMHU 3a00JIEBaHMS.
[ToxazaHo, 4To M3MEHEHUsl HellpoHanbHOW akTuBHOCTU B mpenenax CIIPPI'M mpu BI'
B3aMMOCBSI3aHbl C KJIMHUYECKHMU XapaKTEPUCTHKaMU 3a00J€BaHUS U MOTYT CIY)KHUTb
HEHUPOBU3YyaM3allMOHHBIMU KOpPpEIsITaMH HapyLIEHU 3pUTEIbHO-IIPOCTPAHCTBEHHBIX
bynkuuii, appexTuBHONU cdepbl, MaMATH, MJIAHUPOBAHUS U KOHTPOJS JBUTaTENbHBIX
AKTOB KaKk Ha CTaJuud aCHUMITOMHOIO HOCHUTENIbCTBA MYTallUM, TaK MW JHUI C

KIIMHAYECKUMU TposABIcHUSIMA bI'. BbIABIEHBI KOPPEIALMOHHBIE CBSI3H MEXIY



3HAYEHUSAMU  KIMHUYECKUX IIKaJl, XapakKTepHU3YIOIIUX TSHKECTh  JIBUTATEIbHBIX
HapYIICHUH ¥ OrpaHUYEHUSIMH (PYHKIIMOHATBLHON aKTUBHOCTH. [lonTBEpK/I€HbI TaHHbBIE
0 TOM, YTO Ja)K€ MPU TaK HA3bIBAEMOM ACUMITOMHOM HOCHUTENIbCTBE MyTauuu bl y
TaKUX JIMI] MOTYT OTMeYaThCsi Hecneuuduueckue ABUTATENbHbIE HapYUICHUS
(HapylIeHue TIaBHOCTHU JIBXKEHUH TJIa3HBIX 00K, U3BMEHEHUE XapaKTEPUCTUK CaKKaa U
np.) U U3MEHEHUS B TCHXO3MOLUOHAIBHON cdepe (B YaCTHOCTHU, CYOAETPECCUBHOE
paccTpoiicTBO). YKa3zaHHbIE HM3MEHEHMs YK€ B 3TOM CTaaud COIMPOBOXKIAIOTCS MpPHU
¢bMPTn-uccrnenqoBaHiuu MOBBINIEHUEM aKTUBHOCTH B OOJIACTH TMPABOTO MPEAKIUHBS U
MOKPBIIICYHON YaCTH MPaBOM HIKHEHN JTOOHON M3BUIIHHBI.
IIpakTH4yeckasi 3HAYNMOCTD
ConocraBreHne KIMHHUYECKHX XapaKTePUCTHK 3a00JeBaHUs C OCOOCHHOCTSIMU
(YyHKIMOHANBHON NEPEeCTPOWKH TOJOBHOTO MO3ra pAacIIUpsieT MPEACTaBICHUS O
MPEUMYIIIECTBEHHO! JIOKAJIU3allMK MATOJIOTMYECKOT0 Mpollecca B FOJIOBHOM MO3re IpH
BI' u BO3MOXHBIX ()YHKIIMOHABHBIX KOMIIEHCATOPHBIX MPOI[ECCaxX B TOJIOBHOM MO3TE Y
aCUMNTOMHBIX Hocuteneil Myrtamuu B reHe HTT. I[lomyuennsie B paboTe naHHBIC
MO3BOJISAIOT paccMarpuBath (PMPTH kak HEHHBIM HEHPOBU3YyaTHU3aIMOHHBIM METO],
MO3BOJISIIONIMKM  OOBbEKTUBU3UPOBATh TEUEHUE HEHpOAEereHepaTUBHOrO Ipolecca MpU
TUHAMUYECKOM Habmto/neHny 3a manueHTamu ¢ bI, 4To co3maét mpenmnochuiku s
MCIIOJIb30BAHMSI COOTBETCTBYIOIINX MOKa3aTesiell B KauecTBe OMOMapKepoB 3a00JI€BaHMSL.
[Toxazano, yro merox ¢MPTn mMeeT BBHICOKMH MOTEHIMAI B paHHEW MPUKU3HEHHOUN
JIMarHOCTHKE JOKIMHUYECKON CTAaJMM HEHWPOJETCHEPATUBHOIO IMpOLEcca y HOCUTENEN
myTtanTHOTrO reHa HTT. DT1o MoxeT moMoub B (GOPMHUPOBAHUU TPYII «BBICOKOTO PHCKA
C IENbI0 peaNu3alii CIENHATbHBIX TPOrpaMM HAONIOJACHHUS U OCYIICCTBICHUS B
OyIyIeM CTpaTeruy MPEBEHTUBHOM TEparuu.
OcHOBHBbIE MOJIOKEHUSI, BLIHOCMMbIE HA 3aLIIUTY
1. HocurenbctBo myTtanuu BI' Ha sTame 10 MOSBICHUS ABUTATENBHBIX MPOSBICHUM
3a00JIEBaHUSI MOKET CUUTATHCS ACHMIITOMHBIM JIMINB YCJIOBHO: y 3TOH KaTeropuu
JUIl HUMEIOT MECTO Hecmenuduueckue M3MEHEHUS B JIBUTATEIBHOW U
TICUXOAMOIIMOHATBHON cepaX, KOTOpPhIE HMEIOT CBOM HEUPOBU3YATH3AIMOHHBIC
KOppesATHL, BeisiBiIsseMble ipu MPTo-uccnenoBanum.
2. XapakTep aKTUBHOCTH B Ipejeliax CeTH IMAaCCUBHOIO pekMMa paboOThl T'OJOBHOTO

MO3ra pasjim4acTCs B Irpynmnax aCUMIITOMHBIX U CHUMIITOMHBIX HOCHTENCH MyTaluu



BI' kak B cpaBHEHUHU CO 30POBBIMH JIOOPOBOJBLIAMH, TaK U MEXKIY COOOH, YTO
OTpa)kaeT Pa3jIMYHYI CTENEHb BBIPAXXEHHOCTU HEWPOJET€HEPaTUBHOrO Mpolecca y
YKa3aHHBIX KaTErOpUi JIMI, & TaKXKe pa3IMyHble CIOCOOHOCTU K (DYHKIIMOHAIbHOU
KOMIIEHCAIlUU U HEHPOIUIACTUYHOCTH.

3. YV manumentos-mipaBmieii ¢ bBI' Hambonee tummunsiM GMPTr-npusnakom sBiseTcs
CHU)KCHHE CIOHTAHHOM HEWpPOHANBbHON aKTHUBHOCTH B OOJACTH MPEAKINHbSI U
MOSICHOM W3BWIMHBI JIOMUHAHTHOTO (JIEBOTO) TMOJymIapus OOJBIIOTO MO3ra;
(GYHKIIMOHAIBHO CKOMITPOMETUPOBAHHBIMU TAKXKe SBISIOTCS PANl IPYrHX obiacteit
TOJIOBHOTO MO3Ta (CpefHHe OTIeibl JIEBOM M MpaBOM MapareHTPaJbHOU HOJIBKH,
OCTPOBOK IPABOT'0 MOIYIIAPHS).

4. BeisiBisieMble U3MEHEHHUS HEWPOHAIBHOW aKTHBHOCTU B PA3JIMUYHBIX OTHEJIaX CETH
MaCCUBHOTO pPEXKKMMa paboOThl TOJIOBHOIO Mo3ra, ompenensemsie npu (MPTno y
HocuTeneil myranuu bI', UMEIOT CBOM KIIMHUYECKUE KOPPEJIATH B BUJIE HAPYLIECHUN B
JIBUTATEJIbHOM M TICMXOAMOLIMOHAIBHOU cdepax, a TakkKe B Mpolieccax WHTErpaluu

HOquaeMOﬁ T'OJIOBHBIM MO3I'OM I/IH(l)OpMaLII/II/I.

AnpobGanusi padboTsl

PaGora anpobupoBaHa W PEeKOMEHJIOBaHA K 3allUTe HAa COBMECTHOM 3ace/laHuu
corpyauukoB |, I, V, VI HeBpomorunueckux OTIEICHUN, HAYYHO-KOHCYJIbTaTUBHOTO
oTneneHuss ¢ Jjaboparopueil HEHpOypoOJIOTHH M ypPOJAMHAMUKH, OTIEICHHS JIy4eBOU
JTUArHOCTUKH, OTJAEJEHUs HeWpopeaOwiutauud U (QU3MOTEpanuu, OTAEICHUS
peaHuMaIi ¥ MHTCHCHUBHOW Tepanuu, J1abopaTOpuu yIbTPa3BYKOBBIX HUCCIEIOBAHUMN
OI'BHY «Hayunsiil uentp neBposorun» ot 3 utonst 2015 r. MaTtepuansl auccepranuu
ObUTH TIpescTaBieHbl U o0cyxkeHbl Ha [lepBoit Beepoccuiickoil HayuHON KOHpEpeHIINH
MOJIOBIX YUYEHBIX-MEAUKOB «/HHOBallMOHHBIE TEXHOJOrMM B MeaunuHe XXI Beka»
(Mockga, 2012), VII BeepoccuiickoM HallMOHAIbHOM KOHIPECCE JIyYEBBIX IH arHOCTOB M
tepaneBToB «Pannonorus-2013» (Mocksa, 2013), HeBckoM paamonorudeckom Gopyme
(Cankt-Iletepbypr, 2013), Il pecnybnukaHCKoi HayqHO-IPAKTHYECKON KOH(MEpEHIINH
HeBpoJioroB  PecnyOnmuku  Ta/KUKHCTaH — «AKTyaJIbHBIE  BOTIPOCHI  HEBPOJIOTUM»
(Aymanoe, 2014), VIII BcepoccuiickoM HallMOHAIBHOM KOHI'PECCE JIyUeBBIX IUAarHOCTOB
u TepaneBToB «Paanonorusn-2014» (Mocksa, 2014), III HaunonansHOM KOHIpecce Mo

6one3nu llapkuHcoHa M paccTpoiicTBamM JBHKEHUN (C MEXKIYHAPOIHBIM YYacTHEM)



(Mocksa, 2014), Beepoccuiickoil HaydHOH KOH(QEPEHLMH ¢ MEXAYHAPOIHBIM y4acTHEM
«DyHIaMeHTalbHbIE TPOOIeMbl HEHPOHAYK . ODyHKIMOHAJIbHAST ~ ACUMMETPHS.
Heliporutactuunocts.  Heiipoaerenepauusi» (Mocksa, 2014), IX Bcepoccuiickom
HAaDMOHAJIBHOM KOHIPCCCE JIYYCBBIX JUHAIHOCTOB H TCPAIICBTOB «Paﬂnonorm{-2015»
(Mocksa, 2015), XXth Symposium Neuroradiologicum (Istanbul, 2014), 18"
International Congress of Parkinson’s Disease and Movement Disorders (Stockholm,
2014), 8th EHDN Plenary Meeting (Barcelona, 2014), European Congress of Radiology
(Vienna, 2015).

BHenpenue pe3yJbTaToB padoThl

[Tony4yeHHble pe3ynbTaThl BHEIPEHBI B MMPAKTUKY PA0OTHI 5-TO HEBPOJIOTHUECKOTO
oTaeneHus u oraenenus nydeBor quarnoctuku GI'BHY HITH.

yoaukanuu

[To Teme nmuccepramuu ormyoaukoBaHo 18 HaydHBIX pabOT, B TOM YHCIEe 3 CTaThU B
)KypHanax, pekomeHayeMeix BAK MunoOpHayku PO.

JIMYHBINA BKJIAJ aBTOPa

ABTOpY TPHUHAJICKHUT OMpPEACNSIoNias pojb B pa3pabOTKe U BBHINOJHECHUH
MPOTOKOJIa UCCIEAOBAaHMS, TTOCTAHOBKE 3a7]a4, 0OOCHOBAHUU BBIBOJIOB W MPAKTUYECKUX
pekomenaanuii. CaMOCTOSITENIbHO OBUIM TPOBEACHBI TMOJHBIA KIMHUYECKHUH OCMOTP
KaXJO0T0 y4aCTHHKA HCCleAoBaHus, mpenodpaborka u odpaborka nanueix GMPTH, a

TaK)K€ CTAaTUCTUYCCKUN aHAJIN3 JaHHBIX.

CtpykTrypa u 00bEéM AuccepTALHU

Huccepramus uznoxeHa Ha 130 cTpaHUIlaX MAIIMHOMUCHOTO TEKCTa, COACPIKHUT
26 Tabmuu w wumoctpupoBana 20 pucynkamu. Pabora cocrout u3 BBenmeHus, 0o0630pa
JUTEpaTyphl, 00IIeH XapaKTepUCTUKH OOCITIEeIOBAaHHBIX JIMII U METOIOB WCCIICOBAHUS,
I7aBbl  COOCTBEHHBIX  pE3yNbTaTOB,  OOCYXJEHHS,  BBIBOAOB,  MPAKTUYECKHX
PEKOMEHIAIMA W yKa3aTels JUTeparypbl. bubnmorpadudeckuii ykazaTenb COACPKUT
183 ucrounuka nUTEpaTyphl, U3 KOTOPBIX 24 OTedecTBEHHBIX, 159 mHOCTpaHHBIX U 18

COOCTBEHHBIX MyOJIHMKAIMil aBTOpA.



XAPAKTEPUCTHUKA NAIOUEHTOB U METOJA0OB UCCJIEJOBAHUSA
Memoowl Knunuueckozo 06cne006anun
[Iponienypsl nccnemoBaHus MPOBOAMINCH aMOynIaTopHo. Bcero B mccienoBanue
OBLTH BKIIFOUEHBI 45 denoBek, B ToM yucie 30 Hocuteneld myranTtHoro reda bI' (17 CHM
u 13 AHM), a Tarxoke 15 310pOBBIX JOOPOBOJIBIEB, CPOPMHUPOBABIIHUX TPYIITY KOHTPOJIS.
B uccnenoBanue BKIOYaANUCh Bce HOcUTenu myranuu BI' (BHe 3aBHCHMMOCTH OT

HAJINYHSI/OTCYTCTBUS KIIMHIUYECKUX TPOSIBICHUH 3a00JI€BaHMs) IPH YCIOBUU OTCYTCTBUS

Yy HUX OPraHMYeCKHX MOBPEXKIEHUN TOJOBHOIO MO3Tra APYroil 3THOJOTHH, OTIIMYHON OT

BI' (manpumep, TpaBMaTH4YECKOTO WJIM COCYQUCTOro TreHe3a). Hocurens myrtanuu

pacueHuBaiCS Kak «CHMITTOMHBIN MpH cuéte mo asurarenbHoi mkane UHDRS Gonee 5

6amioB. CyOwsekTsl U3 rpynnsl AHM u rpymnmbl KOHTPOJISI HE TMOJIyYald KaKuX-JIHOO

JeKapcTBeHHbIX TmpemnaparoB. B rpynmne CHM 15 manueHTOB mnonydand JedyeHUe

HeliponenTukamu, a 11 — anTuaenpeccantamu. PexxuM J03MpOBaHUs JIEKAPCTBEHHBIX

IperapaToB MPU 3TOM OCTABAJICS CTAOMIBHBIM M HE MEHSIICS BO BPEMSI HCCIIEIOBAHUS.

Bcem ydyacTHMKaM uCCleIOBaHUS MTPOBOJWICS HEBPOJIOTHYECKHIT OCMOTpP U cOOp
00IIIeT0 ¥ CeMEMHOro aHaMHe3a, ONpe/eIeHHe TOMUHAHTHOCTH TIPABOM WJTH JIEBOM PYKH.
Habop cyOBekTOB B TPyYIITY KOHTPOJISI IIPOBOIMIICS U3 KIIMHIUYECKU 3IOPOBBIX JTUI]
0e3 yKazaHus Ha HaJU4Me XOpeH B CEMEHHOM aHaMmHe3e. TecTbl Ha COMOCTaBIICHHUE

CUMBOJIOB U LU(]p M OErnocTb peyn paMkKax OJHOW KaTeropuu (KUBOTHBIE), a TAKKe

obcnenoBanne mo mkane HADS-SIS He mpoBOaWiIHCh B CBSI3U C PETPOCTIEKTUBHBIM

MOJyYeHHEM AaHHBIX MO TPYIIE KOHTPOJS M HEBO3MOXKHOCTBIO TMPEIbSBICHHUS ITHX

TECTOB 3II0OPOBBIM A00poBoibilaM posthoc. Cyowektam m3 rpynn AHM u CHM

JIOTIOJIHUTENIBHO MTPOBOAMIIUCH CIEAYIOIINE MPOLEAYPhI HCCIIeI0BaHMUS.

1. JIns Bcex HOCHTENEH MyTaIllMi PacCUYUTHIBAICS Ol OTATOMEHHOCTH 3a00JIeBaHHEM
(disease-burden score) (BOJI) mo dpopmyne (BO3PACT x [CAG- 355]) (Penney,
Vonsattel et al, 1997). Cuwuraercs, 4YTO OTOT TIOKa3aTellb XapaKTEPH3yeT
HKCTHO3MIINI0 KOHKPETHOTO MAalMeHTa MO0 OTHOIICHHWIO K BO3JCHCTBHIO MYTaHTHOTO
rentunrtrHa (Tabrizi et al., 2009), 4To KOCBEHHO CBHICTEILCTBYET O BBIPAKEHHOCTH
MaTOJIOTMYECKOTO MPOoIecca.

2. lns AHM namm Takke ObUI paccuMTaH OPHEHTHPOBOYHBIM BO3pacT Havaja
JIBUTATEIbHBIX TPOSIBJICHUN 3aboneBaHusi (popManbHO — AeOOT OO0NE3HU) MO

dopmyie, onucannou Langbehn et al. (2004): [21,54 + Exp(9,556 — 0,1460xCAG)].



DTO, B CBOIO OYEpPE/b, MO3BOJIMIIO HAM BBIYUCIUTH OPUEHTUPOBOYHOE KOJIUYECTBO
net g0 Manudectaiuu bl

3. Ims CHM Ham# pacCYUTBHIBAIIOCH KOJIMYECTBO JIET, MPOMICANUAX C MOMEHTa
manudectaruu bl

4. YV mun w3 rpynn AHM u CHM npoBoaunoch oOcienoBaHHe MO Py paszesioB
mkansl UHDRS ¢ pacuérom obmero nurarensnoro 6amia (UHDRS-Motor), 6anna
obmeit pynkuonanbHoi cnocoonoctu (TFC), dynknmonamsroro 6amia (UHDRS-
Function), a Taxxe moacy€ToM pe3yiabTaTOB BHINIOJHEHUSI TECTAa HA COMOCTABIICHUE
CUMBOJIOB U 1IU(pp U Tecta Ha OErjocTh peyd B paMKax OJIHOM KaTeropuu
(’KMBOTHBIE).

5. V mun u3 rpynmm AHM u CHM npoBoamiiock o6cienoBanue mo mkaae HADS-SIS
(rocivTanpHas 1IKajda TPEBOTHU U JENPEecCUr B KOMOMHAIUuU co mkajgoi CHeita 1o
OIICHKE Pa3IpakKUTEIbHOCTH); MOPOTOBBIM 3HAYEHUEM JUIsI KOHCTATALUU JETPECCUn
no mkajne HADS-SIS sBisiiicst 6ait o 010Ky OICHKH JCTIPEeCCHH, PaBHBIN 7 U OoJjee
(Bjelland, Dahl et al., 2002).

DYHKYUOHATbHAA MAZHUMHO-PE30HAHCHAA MOMOZPAdus noKoa:
noJiyueHue OAHHBIX U UX npedodpadomka
Bcem obcnenyembiMm  mpoBoaminock (GMPTn-uccrnenoBanwe Ha —amnmapare

Magnetom Avanto (Siemens, I'epmanusi) ¢ BenuunHoi MarHuTHOM uHaykuuu 1,5 Tecna.

MPT-ckanupoBaHue BKIOYaao B ceOs monydeHue T2*-B3BEHICHHBIX H300pa’KeHUN

(mocnemoBaTenbHOCTH B 100 u3mepenuit — mo 36 cpe3oB B kaxaoMm maccuse), TR = 3750

Mmc, TE = 47 mc, FOV = 192 MM, TonmuHa cpe3a 3 MM, matpuna 64 X 64, yron HakiioHa

90°, NpoaOIKUTENBHOCTh UccliefoBanus — 6,3 MuH. Ilanuentam naBanach MHCTPYKLHUS

MaKCUMaJbHO paccilaOuThCs, JIeKaTh CIOKOMHO B HAyMIHUKAX (JJI1 YMEHBIICHHS

CTUMYJISIIIAMA CIIYXOBOTO aHAIHM3aTOpA) C 3aKPBITBIMH TJIa3aMu (ISl HCKITFOYCHHUS

CTUMYJISIIMU 3pUTEIILHOTO aHAJIU3aTOpa) U HE JyMaTh HU O YéM KOHKPETHOM.

Jns npenoOpaboTkn ganHbiX GMPTH MBI MCIONB30BaiyM MPOTrPaMMHBIN HAOOp

uncrpymentos SPM8 (Statistical Parametric Mapping software package version 8;

http:/fil.ion.ucl.ac.uk/spm) na mnardopme mporpammuoro mpoxykra MatLab R2012b

(8.0.0.783). Cnenyromum 3Tarnom ObUIO BBIICICHUE HE3aBHCUMBIX KOMIIOHEHT U OTOOD
cpeau HuxX KOMIOHEHT, cooTBeTcTByronmux CII, B wactHoctu CIIPPI'M. Brinenenune u

AHAJIN3 HE3aBUCHUMBIX KOMIIOHCHT OCYIICCTBJIIJICA C HCIIOJB30BAHHUECM IIPOrpaMMHOIO

10


http://fil.ion.ucl.ac.uk/spm

HaOopa wmHcTpymentoB GIFT v1.3i (Group ICA for fMRI Toolbox). KomuuectBo
BBIJICJISIEMBIX HE3aBUCHUMBIX KOMIIOHEHT ONPEAEIAIOCh aBTOMATHYECKU aITOPUTMOM
pOrpaMMbl HA OCHOBAaHUU pa3MepPa aHATU3UPYEMOM BBIOOPKHU.

Cmamucmuueckuil ananus

CTaTUCTHYECKU 3HAUYMMBIMHU CUUTAINCH pe3yibTaTsl npu p<0,05. lns npoBepku
HOPMAJIbHOCTU pacIipefielieHrs 3HAa4eHHil B BHIOOPKE HAMU HMCIOJIB30BAJICS KpUTEPHUI
[Hanupo-Yunka. C 1enpl0 NOMCKA pazIu4yvii MO TeM WIM HMHBIM KIMHUYECKUM
npuszHakaM Mexay rpynmnamu AHM u CHM HaMu HCTONB30BaICS ABYXBBIOOPOYHBIH t-
TECT MPHU CpPaBHEHUU TMMapaMETPUUECKHX JIaHHBIX U JBYXBbIOOpouHbi U-TecT mnpu
CpaBHEHMHM HEMAapaMEeTPUUECKUX JaHHbIX. Hamm Taxxke ObBUIM  pacCUMUTaHBI
koddunuentsl koppensuun (KK): nns mapameTpudeckux NaHHBIX HaMU MPUMEHSIICS
KK IInpcona, a nins Henapamerprnueckux faHHbIX — KK Cnimpmena n Kenpamna. Pacuérer
IIPOBOMIINCH B Iporpammuoii Hajactporike XLSTAT mis Microsoft Excel.

CpaBHeHHEe marTepHa CHIOHTaHHOM akTuBHOCTH B mpexnenax CIIPPI'M mexny
oOcienyeMbIMH  TpyNIaMH  CYOBEKTOB  MPOBOJMIIOCH  C  HCIIOJIb30BaHHEM
JBYXBBIOOPOYHOTO t-TecTa. METOAOM MHOKECTBEHHOM pEerpeccud Mbl TBITAJIUCh
ONPEIEIUTh BO3MOXHYK 3aBHCUMOCTb MEXJY XapaKTepOM CIIOHTAHHOW aKTHMBHOCTH
paznuunbiXx otaenoB CIIPPT'M u nmonydyeHHbIMM HaMU KIMHUYECKMMHU JaHHBIMU. J[Be
MIOCJIEIHUE IMPOLIEAYPhl MBI MPOBOAWIM C MCHOJIB30BAHUEM YKa3aHHOTO BBIIIE
nporpaMmmHoro mponaykra SPMS. Ilpu mnpoBeaeHnn IBYXBBIOOPOYHOTO t-TecTta C
ydacTueM rpynibl KoHTposia u rpynnsl AHM nnun CHM, a taxke npu CpaBHEHUN MEXY
coboil xapaktepa croHTaHHOW akTuBHOCTH B mpexaenax CIIPPIM wmexnay rpynnamu
AHM u CHM, MBIl BBOAWJIM B KaueCcTBE KOBAapHWaT TOJ M BO3pacT 0OCIIeIOBaHHBIX
CyOBEKTOB C LIETBI0 UCKIIOUEHUS CIIy4aifHOTO BIUSHUS 3THX MPHU3HAKOB Ha PE3YIbTaThl
cpaBHeHus. Ilpu 3TOM DpOrpaMmorl pacCUUTHIBAIOCH KAK HECKOPPEKTUPOBAHHOE
3HaUEHUE P, TaK U CKOPPEKTUPOBAHHOE HA OIIMOKY IEPBOro pojia ¢ y4€TOM MOMPaBKH Ha
MHOeCTBeHHbIe cpaBHeHUs — PFWE, 4TO 3HA4YMTENbHO MOBBIIAET CTATUCTUYECKYIO
3HAYMMOCTb IOJIy4a€MBbIX PE3YyIbTaTOB.

HccnenoBanne omo0peHO JOKanbHBIM JTHUeckuM kKomutetom OI'BHY HIH
(mporokon Ne 6/13 ot 13.06.2013 r.), Bce mamUEeHTH TEpe]l BBIMOITHCHHEM
UCCIIEIOBATENIbCKUX MPOIEAYp MPOILIHM HpoUeAypy MOANUCcCaHus MHGOPMUPOBAHHOTO

corjiacus.
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PE3YJBTATBHI 1 UX OBCYKIAEHUE

HGMOI‘pa(bI/I‘IeCKI/IC JaHHBIC YYAaCTHHUKOB HCCICAOBAHUA IIPUBCACHLBI B tabm. 1.
O6CJ'I€,Z[OB3HHI)IC I'PYIIIIbL OBUIH COIIOCTABHUMEI I10 IMOJIO-BO3PACTHBIM XAPAKTCPUCTUKAM.

HUcxons w3 3amay  paboTbl M HEOOXOOUMOCTH  (POPMHUPOBAHUS  OJHOPOJHOM

aHAJIM3UPYEMOM TPYIIbI, BCe BKIIOYEHHBIE CYOBEKTHI ObUTH MpaBIIaMHU.

Tabimpma 1. OOmass xapakTepuUCTHKa I[OJIOBOTO M BO3pPacTHOTO COCTaBa IPYII

UCCJIEI0BaHUs
KonTponbsHas AcuMntomHsie CHMIITOMHBIE HOCUTENN
rpynmna HOocuTeNnu mytanuu bI’ myTaiuu bI'
Uucino 15 13 17
M/XK 8/7 6/7 7/10
Bospacr 39,7 (15,30) 31,9 (11,79) 47,7 (11,61)

Ipumeuanne: M (SD) — cpentee 3HaueHue (CTaHIAPTHOE OTKJIOHEHHUE).

Ta6auna 2. XapakTepucTuka pe3yabTaTOB KIMHUYECKOTO OOCIIEI0OBaHUS MO TpyIaM

CyOBEKTOB.

Acumnromusle Hocutenu Mmytauuu bI' | CHMITOMHBIE HOCUTENN

myTtanuu bI'

HADS-SIS, M (SD) = 2,62 (2,26) Me (25;75) = 7 (2;10)
Jierpeccus
HADS-SIS, Me (25;75) = 2 (1,4) Me (25;75) = 6 (5;10)
TpeBora
HADS-SIS, Me (25;75) = 1 (1;5) M (SD) = 7,06 (5,04)
pasapaxxurenb-
HOCTb
UHDRS, Mo [min;max] =1 [0;2] M (SD) = 27,29 (8,79)
JIBUTATEIbHBIN
Oasn

UHDRS Function

M (SD) = 25,00 (0)

M (SD) = 20,06 (4,29)

SDMT

M (SD) = 46,15 (11,24)

Mo [min;max] = 17 [9;45]

bernocts
(kaTeropusi)

peun

M (SD) = 25,62 (5,19)

M (SD) = 12,82 (4,05)

CAG-noBTOpHI

M (SD) = 43,69 (3,43)

M (SD) = 43,71 (3,33)

BOJI

M (SD) = 230,50 (68,18)

M (SD) = 357,47 (71,57)

Yucno net 1o
Hayaja
3a00JIEBaHUSA

Me (25;75) = 14,58 (12,46;18,33)

H/TI

TFC

M (SD) = 13,00 (0)

Me (25;75) = 10 (8;11)

Yucno JeT nocie
Hayaiga
3200JIEBaHUS

H/TT

M (SD) = 7,12 (4,27)

Ipumeuanne: M (SD) — cpennee 3HaueHHe (CTaHAApTHOE OTKIOHEHHUE); Me (25;75) —
Meauana (25-i MpOUeHTUIb; 75-1 mponeHTwIb; Mo [min;max] — Moga [MHHUMAIILHOE
3HaUEHUE;MaKCUMaJIbHOE 3HaYEHHE|; H/TT — HE IPUMEHHMO.
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Kak BuaHO u3 Tabi. 2, paccunthiBaeMblil nokaszarenb bOJI okazancs meHslue B
rpynne AHM, 410 OOBSICHMMO U CBHUAETEIBCTBYET O MEHbBIIEH MPOIOIKUTEIBHOCTH
OKCTHO3HIIMUA JTHX CYOBEKTOB BO3ICHCTBHIO MYTAaHTHOTO TEHTHHITHHA. Pa3zHuma B
3HayeHusx BOJI B rpynmax AHM u CHM umMena cTaTUCTUYECKU 3HAUYMMBIN XapakTep
(p<0,0001).

[IpumeuarensHo, yto cpenusisa BenuunHa CAG-skcnancuu kak B rpynne AHM,
tak ¥ B rpynne CHM Oplna nmpumMepHO paBHOM U coctaBisiia 43,69+3,43 u 43,71+£3,33
COOTBETCTBEHHO (CM. Tabi. 2). OToT (aKT CBUICTEIBCTBYET O «I'€HETUYECKOUN
OJTHOPOJTHOCTH» TMPOAHAIM3UPOBAHHON B Hamlei paboTe BBHIOOPKH MAIMEHTOB C TOYKH
3peHus TsoKecTu Myrtauuu bl

Cpennee Bpewmsi, mpoiie/iiee ¢ MOMeHTa AebroTa 3aboneBanus, B rpynne CHM
cocraBwio 7,12+4,27 net, uto BKymne ¢ maHHeiMu o mkaie TFC (Me = 10 (8; 11))
XapaKTepU3yeT ATy IPYIIY KaK MAIUEHTOB C JIETKUMU—YMEPEHHBIMU MposiBiIeHusIMU Bl
910 coorBercTBYeT cTamusiM I-I1 mo knaccudpukarmmu Shoulson-Fahn.

B rpynne CHM cpeanee 3HaueHue oOIIEro IBUraTebHOTO Oajuia Mo cyOIKae
UHDRS-Motor cocraBuno 27,2948,79. Takoe 3HaueHHE COOTBETCTBYET YMEPEHHBIM
KJIMHUYECKUM TpOsBIeHUsIM BI' B OTHOLIECHMM JBUTaTENbHBIX HApyIIEHUH W BIOJHE
COOTHOCHTCS C BBIPAXKEHHOCThIO (PYHKIIMOHAJIbHBIX HApyIIEHUH MO JaHHbIM mKaisl TFC
U JUIMTEeTLHOCTH 3abosieBanus. B rpynme AHM mopa o6miero aBuraTenpbHOro 0Oajia
cocraBmwia 1 (min = 0, max = 2). DTo MOATBEPKIACT, YTO JaKe MPH TaK HA3bIBAEMOM
«aCUMITOMHOM» HOCHTEIhCTBE MyTaruu bl mpu wmccriemoBaHUM ABUTATEIBHON Chephl
MOTYT BBISIBISTBHCS Hecnenu(puyeckrue HapyleHHUs, Takhe Kak HapylIeHHE IIaBHOCTU
CIENAIINX JBWKEHUH THa3HBIX SOJIOK, YyBEIWYCHHE JATEHTHOCTH U 3aMeJJICHUE
CKOPOCTH CaKKaJ TIJa3, JBUTATEIbHOE OECTIOKOMCTBO $3bIKA, MOBBIIICHUE MBIIICYHOTO
TOHyca TIO TUTACTHYECKOMY THUIy TIpM KOHTpajJaTepalbHOM aKTUBAIMH DPYKH,
HEBO3MOXXHOCTh BOCIIPOM3BECTH YEThIpE IMKJIA ABMKEHUH «KYyITaK—peOpo—IaJoHb» B
tecre Jlypus u mp.

[To nammm ganHbIM, B rpynne AHM cpeanuii 6ai olleHKH Jenpeccuy Mo IIKalie
HADS-SIS cocraBun 2,6242,26. DT0 CcBUAETENBCTBYET 00 OTCYTCTBHUM Yy 3THX
MAIMEHTOB SIBHBIX CHMIITOMOB JICTIPECCHH, OJTHAKO MOYKET TOBOPUTH O CyOAETIPECCUBHOM
paccTpoicTBE (COCTOSTHUM, MPH KOTOPOM CHUMITOMBI MAIlMEHTa HE YAOBIETBOPSIOT IO

TsDkecTH U (WiM) Habopy BceM Kputepusm Oonbinoi aenpeccuun).B rpynme CHM
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Meanana cuéra genpeccun B Oamrax cocraBwia 7 (2; 10) — 5T0 3Ha4YeHHWE SBISETCS
MOPOTOBBIM ISl KOHCTATallMM HAaJU4us CUMIITOMOB nerpeccuu no mkaire HADS-SIS.
Paznuuust B olieHKe Aenpeccuu o 3Tou mkaine Mexay rpynnamu AHM u CHM nocunu
CTaTUCTUYECKH 3HAYMMBII XapakTep (1o pesynbpratam U-tecta, p<0,05).

Menuana cuéra onieHKH TpeBoru B Oauiax no mkaie HADS-SIS B rpynne AHM
coctaBuia 2 (1; 4) npotus 6 (5; 10) B rpynme CHM. Pa3nwuiia B 3TUX 3HaUCHUSX TAKKE
HOCHJIA CTATHCTUYCCKH 3HAUYMMBIN XapakTep (1o pesyibratam U-tecrta, p=0,01).

Hakonen, Menumana cuéta OIGHKM pa3IpakUTEIbHOCTH B Oaiax 1o
paccmaTpuBaemMoil Hamu 1mkane coctaBuwia 1 (1; 5). Pacnpenenenne 3HaueHUN HOCUIIO
OTJINYHBI OT HOpMalbHOro xapakrep. B rpynne xe CHM 3HaueHus yKa3aHHOTO
napaMeTrpa HMeld HOpMajbHOE pachlpeieleHre: CpeAHHuil Oaml pa3AapaKuTeIbHOCTH
cocrapun 7,061£5,04. Tlo pesympratam U-Tecta, pasHUIla B  BBIPAKEHHOCTH
paznpaxutenbHocTd Mexay Tpynnamu AHM u CHM Hocunma craTucTUuecKu
He3HauuMblil xapaktep (pP=0,053). OpgHako oTMeyaeTcsi TEHJEHLHUs K HapacTaHUIO
paznpaxutenbHoctd B rpynne CHM. CratucTuuecku HE3HAUYMMBIM —XapakTep
BBISIBIICHHBIX M3MEHEHUN MO JIaHHOW MIKalle MOXKET ObITh OOYCIOBJIEH KaK MajbIM
pa3MepoM BBIOOPKH, TaK U (PAKTOM NMPUMEHEHUsI OOJBIIMHCTBOM CYOBEKTOB M3 TPYIIIIbI
CHM HeiliponenTUYecKUX JIEKapCTBEHHBIX MPENapaToB, KOTOPbIE MOTYT «CIJIAKUBAThH)»
CUMIITOMBI  Pa3ApaKUTEILHOCTH. BBIABICHHBIE HAMH HM3MEHEHHUS TOJTBEPKIAIOT
CIIOXKUBIIIMECS TPEJCTaBICHUS O KIWHUYeckol kaptuHe bI', Bkimtouaromeit B cebs,
MOMHMMO JIBUTATENIbHBIX PACCTPOICTB, HAPYILIEHUS B ICHXO03MOLIMOHAIILHOM cdepe.

ITo pesynpratam U-Tecta, paznuuusi B pe3yJbTaTUBHOCTH BBINIOJIHEHUSI TECTa Ha
COIMOCTaBJIEHUE CHUMBOJIOB U IUGP (XapaKTepu3yeT CKOPOCTh MCUXOMOTOPHBIX PEaKIIHii,
COXpPaHHOCTh BHUMaHUS, MpPOLECCOB OOpabOTKM W HHTErpallud MPOCTPAHCTBEHHO-
3pUTENbHON WHPOPMAIIMM W KPATKOBPEMEHHOW TAaMSTH) HOCWIH CTaTUCTHYECKH
sHaunMbiii xapaktep (P<0,0001). PasHuia B BBIMOJHEHUH TecTa Ha OCTJIOCTh PEeyd B
pamMKax OJHOW KaTeropuu (KHUBOTHBIE), OICHUBAIOMIETO (YHKIMIO CEMAHTHUYECKON
MaMsTH, a TaKKe HCIOJHUTENbHbIC (DYHKIMU (B OCYIIECTBICHUH KOTOPBIX YYaCTBYIOT
HIDKHSIST BUCOYHAs M BepeTeHooOpasHas w3BwiuHbI) (Zarino, Crespi et al., 2014) B
rpynnax AHM (25,62+5,19) u CHM (12,8244,05) Takxke HOCWIA CTaTUCTUYECKHU

3HaunMbIil  xapaktep (P<0,0001). DrtoT pe3ynabTaT CBHUAETEIBCTBYET O 3HAYMMOM
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HapacTaHWM M3MEHEHHWI B KOTHUTHUBHOU cepe mpu mepexoie u3 CTaAud aCHMITOMHOTO

B CTAIUKO CUMIITOMHOI'O HOCUTCJIILCTBA MYTAIllUU.
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Pucynok 1. OtpunarenbHast KOppesinus Mex Iy 0asioM OIIEHKH IBUTATEIbHBIX
HapylLIeHui 1 6ammoM GyHKIMOHANbHBIX HapymeHui mkansl UHDRS.
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Pucynok 2. OtpunarenbHasi KOpPEIsIus MKy OaJJIOM OIEHKH JBUTATCIIbHBIX
Hapyuenuit no mkane UHDRS u ouenkoit TFC.

[lo naHHBIM NpPOBEAEHHBIX KOPPEJALMOHHBIX TecToB, B rpynne CHM Ham
yJIalI0Ch BBISIBUTH CHJIBHYIO OTpULaTeNbHy0 Koppemsiuuio (p<0,0001) mexny Gamiom
OLICHKU JIBUTaTEelbHBIX HApYIIEHUH U OauioM (YHKIMOHAJIBHBIX HApYUICHUH IMIKAJbI
UHDRS (r = -0,873) (puc. 1). Takke Hamu Oblia BBISBICHA CHJIbHAS OTPHIIATEIbHAS
KOppEeAus Mexay O0ajuioM OIEHKH JBUTATeNbHBIX HapymeHui mo mkane UHDRS wu
ouenkoit TFC: xoa¢pdunment p B recre Cniupmena coctasui -0,855, a koapuumeHt t B

tecre Kenmamna cocraBuia -0,714 (p<0,0001) (puc. 2).9t0oT (akT, BO-NEPBHIX, MOKET
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NOJATBEPKAAaTh BEAYLIYI0 pOJb JIBUTAaTENIbHBIX PACCTPOMCTB B HHBAJIUAM3ALUU
naiueHToB ¢ BI', a BO-BTOpPBIX, KOCBEHHO MOKET CBHJIETEIHCTBOBATH O JOCTATOYHOM
YyBCTBUTENBHOCTH IKanel [FC (HecMOTps Ha CBOIO MPOCTOTY M KPaTKOCTh) B
XapakTepucTuke (yHKIMOHANBHOrO crtaTyca mnanueHtoB ¢ bBI. Ilpu cpaBHeHuun
pe3ynbpTaToB Jpyrux tectoB B rpynnax AHM u CHM cpenHux/CUibHBIX CTaTUCTUYECKU

S3HAYHUMBbIX KOPPCIIIIIHOHHBIX CBsI3€H BBISABJICHO HE OBLIO.

KJIHHHKO-HEﬁpOBH3yaJIH3aHHOHHbIﬁ AHAJIN3 AaCUMIITOMHBIX I CUMIITOMHBIX

HOcHUTeJeld MmyTanuu 0oJie3nu ['eHTHHI TOHA

IIpu obpabotke maHHBIX (MPTH MeTomoM aHamM3a HE3aBUCUMBIX KOMIIOHEHT
pacuy€THOE KOJIMYECTBO NOCIHEAHMX (HAa OCHOBAaHMU pa3Mepa BBIOOPKH) COCTaBUIIO
MATHAAUATh. [locie WCKIIOUeHUsS M3 aHaIM3a KOMIIOHEHT, MPEACTAaBJISABIIUX COOOM Te
uin uHble apredaxTbl, HamMu ObUTH BbIAeNeHbl ciaexywomme Tpu CII: CIIPPT'M,
octpoBKoBO-BucouHass CII m mepBuunas 3putenbHas CII. J{nsg manpHeiero anammsa,
COTJIaCHO  3aJlayaM  HaIllero  HCCIeIoBaHMs, Obula  OTOOpaHa  KOMIIOHEHTA,

cootBercTtBOBasIag CIIPPI'M.

Pucynox 3. Kapra pacnpenenenusi 30H NOBbIIIEHUs1 AKTUBHOCTH B Tpynne AHM no
CPaBHEHHUIO C TPYIIION KOHTPOJIS.
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IIpu cpaBHeHun pasnuuuii narrepHa aktuauuu CIIPPT'M, BBIIBIEHHBIX MEXAy
310poBbIMU  cyOBbekTamMu M Tpynnoit AHM, Hamu Obl10o OOHApy’>KEHO IOBBILLIEHHE
CIIOHTAaHHOM aKTHBHOCTH B OOJACTH MPABOro MPEAKINHBbS W IMOKPBHIILIEYHOW YacTH
npaBoit HwkHeW noOHoW wm3BwmHBL (P<0,05; pFWE>0,05; T=2,52) (puc. 3). MoxHo
IPEIOJIOKUTb, YTO ATO SIBICHHE OTPa)KaeT IMPOILIECCHl HEWPOIJIACTUYHOCTH, KOTOpBIE
aKTUBUPYIOTCSI C  [EJIbI0  KOMIIGHCAllUM  HAUMHAIOMIMXCS ~ HEMpOICHXHUYECKUX
pacctpoiicTB. CuuTaeTcsi, 4TO NPENKIMHbE OTBEYAET 3a MPOLECCHl, CBSI3aHHBIE C
00pabOTKON 3PUTETBHO-IPOCTPAHCTBEHHBIX 00pa3oB (B YAaCTHOCTH, HPECTABIICHUE
JIBUTATEJIBHOTO aKTa, KOOpAWHALMS JBM)KEHHUH B IPOCTPAHCTBE), SMU30HUECKYIO
naMaTh (CHUCTeMa TaMSTH, coJep)Kallas COOBITUHHYI0 HHGOPMAIUIO, TMOJIYyYECHHYIO
YeJJOBEKOM Ha OCHOBE €ro IpeAbAyIIero OIbITa), a TAaKKe y4JacTBYeT B Ipoleccax
CyOBEKTHBHOM camMouaeHTH(UKaIMK U camoco3Hanus (Self-awareness) (Cavanna,
Trimble, 2006).

OueBUAHO, Ha  JOKIMHUYECKOM  CTaguM  UMEET MECTO  IOBBILIEHUE
(GYHKIMOHATBHOM Harpy3kd Ha HEJIOMHHAHTHOE IOJIyllapue OoJbIIoro Mosra (Bce
oOcieoBaHHble CyOBEKThl ObUIM MpaBIIaMH) C KOMIIEHCATOPHOH wnenbio. MHTepecHo
TaKkKe, 4YTO MPAaBOMY TMOJYIIApHIO0 OOJBIIOT0 MO3ra (HEIOMHHAHTHOMY Yy TIpaBIIeH)
IPUIKCHIBAECTCS TJIABEHCTBO B KOPKOBOM KOHTPOJIE BHEIIHHUX IPOSIBJICHUA SMOLUHI
(Wittling, 1996). Cuutaercs, 4T0 3TO TONyIIAPUE YYACTBYET B MPHIAHUA WHTOHAIUH
AMOLIMOHAIBHOIO OTTEHKAa KaK YCTHOH, TaK M MUCbMEHHOW peud, a ero nopaxxeHue (B
0COOEHHOCTH, JIOOHO-BUCOYHOM 007aCTH) MPUBOJUT K 3MOLUMOHAIBHOMY Oe3pazinyuio
(Devinsky, D’Esposito, 2004). ITlopakeHHE MOKPBIINICYHON YACTH MPABOH HIKHEH
JTOOHOW M3BIJIMHBI MOXKET 3HAYUTEIIFHO YMEHBIIATh CIIOHTAHHYIO JKeCTHKYIsuio (ROSS,
Mesulam, 1979). MmMenHo mnepeuncieHHble (QYHKIMU ¥ HAYMHAKOT CTPagaTh MO Mepe
MPOTPECCUPOBAHUSL HEUpOJereHepaTuBHOTO rmnporecca mnpu bl, HO Moryr OBITH
CKOMIICHCUPOBAaHbl Ha JOKJIMHUYECKOW cTaauu 3aboyieBaHus. boiee TOro, HIKHSAS
no0Has M3BWIMHA TPaJULUMOHHO He mnpuuucisercda K crpykrypam CIIPPI'M. Takum
oOpa3om, coriacHO Moday4eHHbIM Hamu  jgaHHbiM, CIIPPI'M  pekpyTtupyet
JOTIOJTHUTENBHBIE  YYAaCTKM KOpBI, NPEANOJIOKHUTENBHO € ILENbI0  IMOJAEpKaHUs
(GYHKIMOHATBHOW KOMIICHCALMHU CTPAJAIONINX (QYHKIUNA. DTO SBICHUE MPOCIECKUBACTCS
U TIPY MOCJIEYIOIIEM aHaU3€e MOJYYeHHbIX HAMU JJAHHBIX.

IIpn cpaBHeHuun rpynmsl KoHTpods ¢ rpynnod CHM, HanpoTuB, y manueHTOB
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OTMEYAJIOCh CHIDKEHUE CIIOHTAHHOW aKTUBHOCTH B 00JIACTH MPEIKIMHBS JOMHUHAHTHOTO
HOJyIIapus, a TaKKe B CPEOHHMX OTAelJaX JIeBOH IMOSCHOW HM3BUJIMHBI M B IIPABOM
napareHTpanbHoi nosbke (P<0,05; pFWE<O0,05; T=2,52) (puc. 4). U cpeanue oTaeibl
MOSICHOM M3BHIIMHBI, W IapalieHTpalbHas JI0JIbKa BOBJICUEHBI B IPOIECCHI TOHKOTO
IUTAHUPOBAHUS M TMPOCTPAHCTBEHHOW KOOPIMHALMU JBHTaTeIbHOTO aKTa, KOTOPBIC
3HAYUTEIHHO CTPAAlOT Y ManueHToB ¢ BI'.

CHW)XCHUE CITOHTAHHOW aKTHMBHOCTH B COOTBETCTBYIONIMX YYacTKax T'OJIOBHOTO
MO3ra MOXET OBITh OTpPa)kEHHEM CphIBAa KOMIIEHCAIIMM W HapacTaHHsS TEKYIIEro
HEHpOIEreHePaTUBHOIO IIPOIEcCa Y CHMIITOMHBIX IAIHCHTOB, COIPOBOKIAIOIIETOCS

TUOENbIO KIIETOK U, CJIE0BATEIHHO, MEHBIITUMU METa00IMUYECKUMU TOTPEOHOCTIMHU.

Pucynok 4. Kapra pacnpezneneHuss 30H cHMAKeHMsl akTHBHocTH B rpynrne CHM mno
CPaBHEHHUIO C TPYIIION KOHTPOJIS.

IMpu cpaBuenun AHM u CHM (puc. 5) y MOCIEAHUX OTMEYANIOCh CHHKCHUE
CIIOHTAaHHOW aKTHBHOCTH B mpaBoM npenxinabe (P<0,001; pFWE<0,05; T=2,52) (kak
YKa3bIBaJIOCh paHee, MOBBIIICHUE aKTUBHOCTH B ATOM ke oOnactu orMeyanock y AHM
10 CPAaBHEHUIO CO 370pOBBIMHU cyObekTamu). Kak m mpu cpaBuenuu CHM c rpymmoi
KOHTpossi, npu cpaBHeHun CHM c cyOobektamu u3 rpynnsl AHM HaGmopanoch
CHU)KCHHE CMOHTAHHOW AaKTUBHOCTH B CPEJHUX OTJeNax JIEBOM MOSCHON HW3BUIMHBI
(p<0,001; pFWE<0,05; T=2,52), uto emi€ pa3 MOXeT OOOCHOBBIBATH HMMECIOIIHECS Yy
OonbHbIX ¢ BI' HapymeHus B 5MOLMOHAJIBHO-MOTHBALMOHHOW COCTaBIISAIOLIEH
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JIBUTATEIIbHBIX aKTOB. boiee Toro, ObUIM BBISIBICHBI JTOTIOJTHUTEIIBHBIE 30HBI CHUKCHUS
crioHTaHHOM akTuBHOCTH B Tpynne CHM: menwanpHBIe OTACHBI BEepxXHEH JOOHOM
M3BWINHBL (IO JAHHBIM psAJla HUCCIEAOoBaTeNe, CBsI3aHa C OOECIEYEHUEM BBICIINX
KOTHUTHBHBIX (DYHKIMH, B OCOOEHHOCTH KPATKOBPEMEHHOM MaMATH, a TAKKe y4acTBYET
B 0Opa3oBaHMM J100aBOYHOM aBurarenbHOi 30HBI) (Liet al., 2013) u nepeanue oTaess!
MOSICHOW WM3BUJIMHBI (KOHTPOJb BET€TaTUBHOTO KOMIIOHEHTa AMOIIMI) JTOMUHAHTHOTO

noaymiapus 6onbmoro mo3ra (p<0,001; pFWE<O0,05; T=2,52).

Pucynoxk S. Kapra pesynpratoB cpaBHeHus rpynn AHM u CHM: kpacHbIM yka3aHbI
obOnactu cHmkeHuss aktuBHoctd y CHM mno cpaBuenuto ¢ AHM, cuHum — 30Ha
noBbIieHus: akTuBHOCTH y CHM 1o cpaBHenuto ¢ AHM.

I[Io cpaBuenuto ¢ AHM B rpynne CHM orTMmeudanoce Takke CHHKEHUE
CIIOHTAHHOW AKTUBHOCTH B 00JIacTH XBOCTaThix sjep (XS) ¢ obeux cropon (p<0,05;
pFWE>0,05; T=2,52), 4T0 MOXET OTpa)xaTh MPOTPECCUPYIOUIYI0 THOEIb HEHPOHOB
3TOro 0a3zalbHOTO SApa TPH HATWYWHA JIBUTATENIBHBIX KIMHUYECKUX TIPOSBICHUN
3a0oneBanus. XS Wrpaer Takke BaXKHYIO POJIb B OCYIICCTBICHHUU HCIIOJHUTEIBHBIX
byHKIMI (COBMECTHO ¢ JIOOHOM J0jel), B YacTHOCTH, B TPOIIECCaxX BBIICICHUS
MPOMEXYTOYHBIX I[€J€li HAa OCHOBE TOJYYCHHBIX PE3yJIbTAaTOB JUIS JOCTHKCHHS

KOHEYHO# 1enu (Hanbosiee akTHBHO B 3TOM 3ajeiicTBoBaHa rosoBka X) (Grahn et al.,

2008).
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Hamu Takke ObUTO BBISIBJICHO TMOBBIMICHWE CIIOHTAHHOW aKTHBHOCTH B O0JIacTH
neBol cpenneit Bucounod w3BwiMHBEI (IIb 21), a Takke TpeyroJbHOM W TIIA3HUYHOM
yacTeil JIeBOM HMKHEH J100HOW m3BwiMHBI B rpynne CHM mno cpaBHeHMIO ¢ Tpymnioin
AHM (p<0,05; pFWE>0,05; T=2,52), 4T0, [10 HallleMy MHEHHIO, TOKE MOXET CIIYKHTb
OTPaXCHHEM Pa3BUBAIOIINXCS BO BPEMEHHM KOMIICHCATOPHBIX PEAKIUi B OTHOIICHHUH
GbyHKIUH, OCYIIECTBIEHUE KOTOPBIX CBSI3aHO C ATUMU 30HAMH. TaK, BEPXHsIS U CPEIHSS
BHCOYHBIE W3BUJIMHBI yYacTBYIOT B TIPOIlECCaX 3allOMUHAHUS W y3HABaHUS OOBEKTOB
(Devinsky, D’Esposito, 2004), a TpeyroibHas W TJIa3HMYHAs YacTH HIDKHEH JTOOHOM
U3BWIMHBI, COTJIACHO pe3yJbTaTaM HEKOTOPBIX HCCIEAOBAHUN, TOMHUMO YYacTHs B
JBUTaTEIbHOM KOMIIOHEHTE€ pEYM HUIPalOT poJib U B CEMAaHTHYECKOM 00paboTke
nosyuyaemoii mo3roM undopmarnmu (Li et al., 2014). M3BectHo, uto npu BI” 3Tu pyHKIIMN
CTpaJaloT IO Mepe MPOTrpecCUPOBAaHUs MATOJIOTHYECKOTO0 TMpPOLEcca, YTO MOXKET
BBISIBIISITHCSL PA3IMYHBIMU TECTaMH, B YaCTHOCTH, B TECTE Ha OETJIOCTh pPEeYd B pamMKax
OJIHOM KaTeropuu, KOTOpbIM MPOBOAMIICS B Halleil padore.

Kak BUAHO M3 TpelCTaBIEHHBIX HAMH JTAHHBIX, BBISIBJICHHBIE B OOCIIEIOBAaHHBIX
rpynmnax HocutTene myrtanud bIT M3MeHEeHHs B aKTMBHOCTH Pa3UYHBIX YYaCTKOB
TOJIOBHOTO MO3Ta B COCTOSIHUHM TIOKOSI HE SIBJITIOTCS CUMMETPUYHBIMH B IOJYIIAPUSIX
00JIBIIIOrO MO3Ta, a TAKKE HEPABHOMEPHO pacIipe/ieNieHbl B TIpe/ienaxX KakI0T0 OT/IEIbHO
B3STOr0 Moayuapus. DTOT MHTEPECHbIM (PEHOMEH OTpakaeT, MO-BUAMMOMY, CIIOKHbIE
MEXMOJIEKYJISIPHBIE B3aUMOJICUCTBUSI OCJIKOBBIX CYOCTpaTOB IO Mepe pa3BUTHUS
HelpojereHepaTuBHOro mnpoiiecca. [Ipenmonaraercs, uro ydactok rena HTT ¢ CAG-
DKCMIAHCUEH B3aMMOJCHCTBYeT C OONBIIUM  KOJMYECTBOM HWHBIX TEHOB, UTO
MOJITBEPIKIACTCA pe3yJbTaTaMU HCCIEAOBAHUIA C HUCIOJIb30BAaHHEM MHUKPOYMIIOB Ha
matepuanax ayrormcuu (Hodgesetal., 2006) wu wmblmmHBIX Moaenasx bI. Ot
B3aMMOJICHCTBUSL TPUBOASAT K IEJIOMY psAy TIOCIEICTBUNA, BKIIOYAas HapyIIeHUE
peryialuy TPAHCKPUIILIUKA, HEHUPOMEIUaTOpPHBIN aucOanaHc, HapylleHHWe BBIPAOOTKHU
Mo3roBoro Helporpopudeckoro ¢dakropa (BDNF), paccTpoilcTBO KJICTOYHBIX U
BE3UKYJIIPHBIX MEXaHU3MOB TPAHCIOpPTa B HEMpOHaX MOJIOCATOTO Teia, KOpe U APYTrUx
obnactsx mo3ra (Mortonet al., 2001; Zuccato, Cattaneo, 2007; Rosaset al., 2008; Thu et
al., 2010). B mosocartom Teje HauOoJee YA3BUMBIMHU SIBIISIFOTCS CPEJIHUE IIMITUKOBBIC
HEHUPOHBI, THOENb KOTOPBIX MOXET 3HAYMTENIbHO pa3InyaThCsi B 3aBUCUMOCTU OT

MPUHAIJICKHOCTH K CTPUOCOMHOMY  HUJIN MAaTpUKCHOMY  KOMIIAapTMCHTY, qTo
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CBHUJIETEIILCTBYET O HEOJHOPOJHOCTH PACIPENEIICHHs MPOLECCa HEUPOAECTEHEPALUHA B
[HHC. Kopa Oompmmx TMOdymapuii TakKe HMEET HEOTHOPOIHYIO CTPYKTYpy, €€
pa3auuHble  O0JACTM  XapaKTepU3YIOTCS ~ CBOMM  YHHUKaJbHBIM  Hpoduiem
skcrpeccupyembix reHoB (Molyneaux et al., 2007). Dto maét ocHOBaHUs MOJaraTh, YTO
pa3IMYHbIC IYJIBI KJIIETOK MOTYT IIO-Pa3HOMY B3aMMOJIEUCTBOBATh C MYTaHTHBIM AJLJIEJIEM
rerka HTT u, COOTBETCTBEHHO, pa3IM4aThcsi IO BBIPAKEHHOCTH JETeHepaluu
NUPAMUJIHBIX, KOPKOBBIX BCTAaBOYHBIX M CTPUAPHBIX HEHPOHOB. DTO M MOJKET JIEKATh B
OCHOBE 00JIbIIeH BOCHPUUMYUBOCTH CTPYKTYp IMEPEAHETO MO3ra K MaTOJIOTHUYECKOMY
npoueccy npu bI', a Taxke pasznuyarolieiicss MHTEHCUBHOCTH HEMpOJEreHepanuu B
pa3IMYHbIX 00JaCTSIX TOJIOBHOIO MO3Ta, YTO MPUBOAUT K HEOJHOPOJHOCTH BBISBIIEHHBIX
HAMU U3MEHECHUN CIOHTAHHOW HEMPOHAIIBHOW aKTUBHOCTH y HOCUTENEH MyTauuu bl'.

OcoOblil UHTEpeC MPEACTABISIOT Pe3yabTaThl aHAIN3a METOJOM MHOXECTBEHHBIX
perpeccuii, MO3BOJSIONINE MPEANOJIOKUTh 3aBUCUMOCTh MEXKIY HCCIEA0OBaHHBIMU
KIIMHA4YecKuMU npusHakamu B rpynnax AHM nu CHM u BbIpa)K€HHOCTBIO CIIOHTAHHOMN
AKTUBHOCTH B T€X WJIM MHBIX y4acTKaX TOJIOBHOTO Mo3ra (tadi. 3 u 4). B rpynne AHM
HaMH ObUIO BBISBICHO, uTO BeimunHa CAG-3KcmaHcuu (TSHKECTh MYTalldu) HMEET
OpsIMyI0 CBSI3b CO CIIOHTAaHHOM AaKTUBHOCTBIO B 0OO0JacTM NPaBOro OCTPOBKA
(meiiporutacTiyueckast KOMIIeHCaIus HAYMHAIOIINXCA HapyIICHU B
MICUXO’MOIIMOHANILHON c(epe) U 0OpaTHYI0 — CO CIIOHTAHHOW aKTUBHOCTHIO B TMPaBOi
HAJIKpaeBOW M3BWIMHE (UTO MOXKET SIBJISATHCS MMPU3HAKOM HAUMHAIOUIUXCSl PACCTPOMCTB B
MHTErpaluu pa3HOOOpa3HON CEHCOpHOW MH(pOpMAallUM — CYUTAETCs, YTO 3Ta 00JacTh
KOpPBI Y4acCTBYET B OOECIEYeHHH pa3HOOOpa3HbIX (YHKIIMH, B YACTHOCTHU, B BOCIIPUSTUU
npoctpancTsa u npakcuce) (Clower et al., 2001).

VYpoeenb TpeBoru 'y AHM uMen oOpaTHyr0 KOppeNndlMi0 €O CIIOHTaHHOU
aKTUBHOCTBIO B 30HAX, HANPSMYIO HE CBSI3aHHBIX C KOHTpoOJeM sMmoumil. Bmecte ¢ tem,
U3BECTHO, YTO, HampuMep, OJIeAHBIM IIap BOBJIEYEH HE TOJBKO B KOHTPOJb
JBUTATENbHBIX (PYHKIIMIA — €ro TMOpaKeHHEe MOXKET TMPUBOAUTH K HAPYIICHUIO
OpraHu3aluy MaMsATH, anaTuu, JACTNPECCUH, aHTEeOHHH, 00CECCHBHO-KOMMYJIbCUBHBIM
paccrporictBam (Devinsky, D’Esposito, 2004). DTo MOXeT OOBSCHSATH BBISBICHHYIO
HaMu OOpaTHYIO 3aBUCHMOCTb MEXIY YPOBHEM TPEBOTH U CIIOHTAHHOW aKTHMBHOCTHIO B

obJsacTu JeBOro OJeHOTO IIapa.
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Ta6auma 3. O0mas XxapakTepUCTHKA BbISIBJICHHBIX CTATUCTUYECKU 3HAYUMBIX KIIMHUKO-HEHPOBHU3Yyaln3allMOHHBIX cBs3eil (p<0,05) B

T'PYIIIC KACUMIITOMHBIX» HOCHUTENCH MyTalluu Oone3nu [ eHTUHTTOHA.

| CAG |

™ | gap | P | BO3 | JM

IIpasoe nonywapue 6orvuioco mosea

MenuanbHbIe OTAEIBI IPABOM BEPXHEH TOOHOW M3BHIIMHBI

[IpaBas nocruenTpanbHas uzpmwimHa (116 3)

[IpaBas npeuentpanbHas nzsuiauHa (116 6)

[IpaBoe npenxnuHbe

[IpaBe1it OCTPOBOK

[IpaBas npsimas uzsununa (116 11)

Cpennue oTAeNbl paBoi MOSICHON W3BUIJIMHBI

[IpaBas napauentpanbHas nonbka (116 7)

[IpaBas naakpaesas uzpuinHa (I1b 40)

[IpaBas yriosas uzsununa (I1b 39)

[IpaBas ckopiryna

Jlesoe nonywapue 6onvuio2o mozea

JleBas BCPXHSA JI00Has HN3BHJIMHA, B T.4. eé MCAHNAJIBHBIC OTACIIbI

Jlesast npeuentpanpHas u3BwinHa (I1b 6)

JleBas nmaparumnmokamMIiaJibHass U3BUJINHA

JleBas cxopiyna

.HaTepaJ'[BHBIﬁ CCI'MCHT JICBOT'O 6H€I[HOI‘ O mapa

[Tpumeuanue: TP — tpeBora; JIP — nenpeccus; P — pazapaxurensHocts; BO3 — 6amn oraromeénnocTtu 3adoneanuem; JIJIM — koaudecTBo

JCT J0 MaHI/I(I)eCTaLII/II/I 3a00/IeBaHus.
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Tab6auua 4. O0mias xapakTepUCTUKA BBISIBICHHBIX CTATUCTUYECKN 3HAYMMBIX KIIMHUKO-HEHPOBU3YyaIn3auoOHHbIX cBsa3eit (P<0,05) B

rpynne CUMOTOMHBIX HOCUTENIEH MyTallK 00J1e3HU | eHTUHTTOHA.

| CAG | IH | ®H

1 [mo3u| TP [aP| P | 5O3 | 13

IIpasoe nonywapue 6orvui020 mo3ea

Bepxusst 1o6Has U3BUIMHA, B T.4. €€ MEIUAJIbHBIC OT/IEIIbI

CpCI[HiISI J00Has HN3BHUJIMHA, B T.4. €€ MeIMaJIbHBIC OTICIIbI

[Toctuentpansuas u3BuinuHa (I1b 3)

HapaFI/IHHOKaMHaJ'ILHaH HU3BHUJINHA

[TosicHasa u3BMiIMHA, B T.4. €€ CPETHUE OTECIIbI

HuxHss TeMeHHas J0JIbKa

KJII/IHOBI/II[HaSI HU3BHJINHA

3arputounas gois, I1b 18

VYrnosas uzsmwinHa (116 39)

SAzprunas u3BunuHa (116 18)

Jlesoe nonywapue 601vui020 Mo3zea

Bepxuss no6nas uzsununa (I16 9), B T.4. MenuanbHbIe €€ OTIETBI

Cpenuss noonas uzsuinuHa (I1b 8 u 9), B T.4. MmeananbHbIe €€ OTACIBI

Hwoxasist noOHast M3BMIIMHA, B T.4. €€ TPEYrojbHas 4acTh

BerHSISI BHUCOYHAasi U3BHUJINHA

Cpennsist Bucounas uzsununa (I1b 21)

[TpeuentpanbHas uzsuiauHa (I1b 6)

HapaFI/IHHOKaMHaJIBHaH HU3BHUJIMHA

SAzprunas uzBunuHa (116 18)

Beperenosunnas nzsuiuna (I1b 19)

OcTtpoBOK

Ckopnyna

JlatepanbHBbIii CErMEHT OJIETHOTO mapa

===
==

[Tpumeuanue: IH — nBurarensubie Hapymenus; ®H — pynkumonansubie Hapymenus; [1 — mamsats; [13U — npocTpaHncTBEHHO-3pUTENbHAS
unterpauus; TP — tpeBora; JIP — nenpeccust; P — pazapaxurensHocts; bO3 — 0amn otsroménnocTu 3adoneBanuem; /(3 — murenbHOCTh
3a0oneBanusl. HezamTpuxoBaHHbIe STYEHKH — IPsSIMasi CBSI3b; 3aAIITPUXOBAHHBIE TYCHKH — 00OpaTHAas CBSI3b.
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BbIpakeHHOCTh JAENPECCUBHBIX SIBJICHUM M pa3ApaxuTesbHOCTH B rpynne AHM,
HAIpPOTUB, KMMeJla OOpaTHYI0 3aBHCHUMOCTb OT CIIOHTAaHHOW AaKTUBHOCTH B 00JIacTH
CTPYKTYp, BXOJSIIUX B COCTaB JHUMOWYECKOW cHUCTEeMbl (IpaBasi MOSICHAs W3BUIMHA,
JieBasi MaparunnoKamnaibHas U3BWINHA) U UHBIX CTPYKTYP, YUACTBYIOUIUX B PEryJIsIIUU
AMOIMOHAIBHO-TICUXHWYECKOTO (hoHa (MIpaBO€ MPEAKIMHbBE, MEAUAIbHBIE OTJIEIBI
BEPXHUX JOOHBIX H3BWIWH). MHTepecHo Takxke, uto B rpynne AHM umena mecto
npsiMasi 3aBUCUMOCTh MEXTY PaCUETHBIM KOJIMUECTBOM JIET J0 MPEIoiaraeMoro aedrora
3a00JIeBaHUSI U CTIOHTAHHOW aKTUBHOCTBIO B 00JIACTH JIEBOM BepxHEl JTOOHOM M3BUIMHBI
(ITb 6), oTHOCAIIEHCS K JTOOHOW KOpe M BKJIIOYAIONICH B ce0s MPEMOTOPHYIO KOPY H
M00aBOYHYIO JBUTATEIBHYIO KOPY, OTBETCTBEHHBIC 3a IIJITAHUPOBAHUE CIIOXKHBIX
KOOPJIMHUPOBAHHBIX ABHraTeNbHBIX akToB (Schubotz, Von Cramon, 2003). To ects, mo
Mepe npuOImkeHus 1e0r0Ta 00J€3HNU CIIOHTAHHASI aKTUBHOCTh 3THX OTJIEJIOB TOJIOBHOTO
Mo3ra  CHIKaercss (M, COOTBETCTBEHHO, yXyAmaeTcs (QYHKIUS  MOTOPHOTO
IUTAHUPOBAHUA).

B rpynne CHM o0pamaer Ha cebsi BHUMaHHE HAJIUYUE TMPSMON 3aBUCHUMOCTHU
MEXIy CYMMOW OaioB 10 aBuTatenbHOMY pasfeny mkaabl UHDRS u cronTanHo#
AKTUBHOCTBIO B 00JIACTH CKOPJIYIIBI U OJIEAHOTO IIapa, YYaCTBYIOIIMX, KaK U3BECTHO, B
KOHTpOJIE JBUrateabHOro pucyHka. [IpumeuarensHo, uro B rpynne CHM ormeuanach
oOpaTHasi 3aBUCUMOCTb MEXIYy CIOHTAaHHON aKTUBHOCTHIO B 00JIaCTH CPEJHETO OTIena
MpaBoOi TOSICHOW M3BWJIMHBI U CUETOM IO CyOIIKallaM TPEBOTH W JICTIPECCUU IIKAJbI
HADS-SIS, uto HampsiMmyro XapakTepusyeT AUCHYHKIMIO CTPYKTYpP TOJOBHOTO MO3Ta,
YYaCTBYIOIIUX B PEryJISIIUN ICUXOIMOIIMOHATBLHOU c(ephl.

WNHTepecHbl W TOJNYYEHHBIE JaHHBIE B TOJB3Y OOpATHOW 3aBUCUMOCTH MEXIY
CIIOHTAHHON aKTUBHOCTHIO B OOJIACTH CPETHUX OTJIEJIOB MPABOW MOSICHON W3BUIWHBI U
JUATENHLHOCTHIO 3a00eBanust y CHM. DToT pakT MOXKET OTpaxaTh MPOTPECCUPYIOLTYIO
TUC(YHKITUIO TUMOUYECKOM CUCTEMBI 10 Mepe TeueHus bl

Bce onucaHHble B3aMMOCBSI3M HMEJIM CTaTUCTUYECKU 3HAUYUMBIMA XapakTep
(p<0,05; pFWE>0,05).

BrlisiBeHHBIE B3aMMOCBSI3U HEOOXOMMO WHTEPIPETUPOBATH C OCTOPOKHOCTHIO,
NPUHUMAsI BO BHUMAaHHE KaK HEOOJBINIONW pa3Mep MpOoaHAIM3UPOBAHHBIX HAMU BBIOOPOK
MalUeHTOB C 3TUM oOp(daHHBIM 3a00JieBaHUWEM, TaK W TOT (aKT, YTO JIOKATU3AIIMS

(GyHKIMH B TOJJIOBHOM MO3T€ HE SIBIISIETCS )KECTKO AETEPMHUHUPOBAHHON. Tem He MeHee, B
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IIEJIOM TIOJTydeHHBIC JIaHHBIE C HEHPOBH3YAIM3AIIMOHHON TOYKH 3PEHUS MOATBEPKIAIOT
HA HOBOM YpPOBHE HMEIOIIMECS TMPEACTABICHUS O KIIOUEBBIX (PEHOTUITUYECKUX
xapakrepuctukax bI, a Ttakke apemoHcTpupytoT noteHuuan ¢(GMPTn B kauyecTBe
MHCTPYMEHTA OIICHKU MPOTPECCHUPOBAHMUS MATOJIOTHYECKOTO Mpollecca, B TOM YUCIE Ha
dbone mpoBogMMOI Teparnuu. Tak, HampuMmep, OTYETIUBO BHJIHA 3aBHCHMOCTH MEXKITY
CIIOHTAHHOM AaKTUBHOCTBIO B OOJACTH TOSCHOW W3BWIMHBI, BXOJSIIEH B COCTaB
CIIPPI'M, u BbIpa)k€HHOCTBIO aQ(EKTUBHBIX HAPYIIEHHI, OLIEHUBAEMBIX IO CyOUIKaIam
HADS-SIS; crnenoBarenbHO, aHaIW3 UMEHHO 3TOTO0 PETrHOHA MOXKET MPOBOIUTHCS IMPHU
orieHKe 3(P(HEKTUBHOCTH KOPPEKLIUU SMOIMOHAIBHO-TICUXUYECKUX HapyIIEHUN Kak y
AHM, tak u y CHM.

Hecmotpst Ha obunme 30H B nipeaenax CIIPPI'M ¢ oTnmuarorieiicss crioHTaHHON
AKTUBHOCTBIO B HCCIIEJOBAHHBIX HAMHU TPYIIIAX, MOKHO YETKO BBIJCIUTH OOJACTH, B
KOTOPBIX Pa3Indusi UMENId CTATUCTUYECKH 3HAYUMBIN XapakTep HE TOJIHKO HA OCHOBAaHUU
HECKOPPEKTHUPOBAHHOTO 3HAYCHHWS p, HO U TOATBEPKIATUCh COOTBETCTBYIOITUM
snauenuem PFWE(<0,05):

- CHIKEHHUE CIOHTAHHOW HeHpoHanbHOW akTuBHOCTU B rpynne CHM B
00JIaCTU 16020 NPEOKIUHBA, CPEOHUX OMOEN08 JIeBOU NOSACHOU U3BUIUHBI U NPABOl
napayeHmpanbHoU 00bKY TI0 CPABHEHHIO C TPYIIION KOHTPOJIS,

- CHIDKEHHE CIOHTAHHOM HEHUpOHaNbHOM akTuBHOCTH B rpymne CHM B
npasom npeoxiuHbe U CPeOHUX omoenax Jne6oll NOACHOU U3BUTUHBL, MeOUATbHBIX
omoenax J1e6oli 6epxHell JNO0OHOU U3BUIUHBI U NEePeOHUx Omoenax JieGol HNOACHOU
ussunUHbl MO cpaBHeHUI0 ¢ AHM.

OrneHka CIOHTAHHOW AKTUBHOCTH B JOTHUX OOJIACTAX MOXKET CTpaTeruvecKkoe
3HAUCHWE JUIS pelieHus (YHIAMCHTAIbHBIX M TPHKIAJHBIX 33]a4, CBSA3aHHBIX C
U3YYCHHEM TOHKHUX MEXaHW3MOB DPa3BUTHS TOJUTIIyTaMUHOBOW maTtojoruu mpu Bl
MOHHUTOPHHIa HEMPOAEreHEePaTUBHOTO MPOIECca Ha Pa3HbIX CTaAMSIX, MPOTHO3a 00JIE3HU

1 OLICHKHW PE3YJIbTATOB JICUCHUS.
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CIIOHTAaHHOM HEHPOHAIIBHOW aKTUBHOCTH B O00JIACTH MPABOTO TPEIKIMHBI U

MOKPBIIICYHON YaCTH MPaBOM HIDKHEHN JTOOHOI M3BUIIMHBI.

2. Y CHUMIITOMHBIX HOCHTENEH MyTaluu Ooje3Hn [ CHTHHITOHA oOmpeaensercs
CTAaTHCTUYECKH 3HA4YMMasi OTpHUIIaTe]IbHAas KOPPENSLUs MEXAY BBIPAKEHHOCTHIO
nsuratenbHbIX (cyomkama UHDRS-Motor) u ¢gyaknuonansubix (mommkansl TFC u
UHDRS-Function) HapymieHnii. BbIsSBICHHBIE KOPPEISALHMOHHBIE CBSI3U MEXKIY
3HAYCHUSMH KIMHUYECKUX KA TIOJATBEP)KIAIOT OOJIBIIYIO POJIb JIBUTATCIBHBIX
HapylIeHU B OrpaHMYeHUU (YHKIIMOHAILHON aKTUBHOCTH MAIMEHTOB C 0O0JIE3HBIO

I'edTuHrTOHA.

3. llo nanubiM GMPTn, cnoHTaHHas HeWpoHajdbHAas aKTUBHOCTh B Npelenax CeTH
MAaCCHUBHOTO peXuMa paboThl TOJIOBHOTO Mo3ra npu Ooje3Hu ['eHTHHrTOHa Yy
MMallMEHTOB-TIPABIIEN CTATUCTUYECKHU 3HAYMMO OTJIMYAETCSA IO CPAaBHEHMIO C TPYNIION
3JI0pPOBBIX TOOPOBOJIBIIEB:
® B KIMHUYECKOW CTaauM OOJIE3HM MO CPaBHEHHUIO C KOHTPOJIEM HMEET MECTO
CHI)KCHHE CIOHTAHHOM HEHpOHAJIbHOM AaKTUBHOCTM B 00JAacTH  JIEBOTO
NPEAKIUHbI, CPEAHUX OTHEIOB JICBOM TIOACHOW W3BWIMHBI W TPABOMU
MapaleHTPaIbHOM JOJIBKM, a Tak)K€ IOBBIINICHUE CIIOHTAHHON AKTUBHOCTH B
00J1acTH OCTPOBKA MPABOT0 MOJTYIIapus OOIBIIOTO MO3Ta;

® B KJIMHUYECKOM CTaJuU [0 CPABHEHHIO C «ACUMIITOMHBIM» HOCHUTEIBCTBOM
MyTallMd OTMEYaeTCsl CHUIKEHHWE CIOHTAaHHOM HEWpPOHAIbHON aKTUBHOCTU B
[IPaBOM NPEAKINHBE, CPEIHUX U NEPEIHUX OTAeNax JIEBOM MOACHON W3BWIMHBI,

MeJIMaIbHbIX OTJeNaxX JeBOM BepXHEH JTOOHON N3BUIIMHBI.

4. BrlgBiaeHHBIE W3MEHEHHS CIIOHTAHHOM AKTHMBHOCTH B CETH ITACCHBHOTO peiKruma

pa6OTI>I T'OJIOBHOI'O MO3ra IIpu oosie3nu I'eHTMHTTOHA CBUACTCIILCTBYIOT O CJIOKHBIX
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(YHKIMOHAIBHBIX IEPECTPOMKAaX TIOJOBHOTO Mo3ra (TakMX Kak HayajlbHOE
NOBBIIEHUE HArpy3kKM Ha HEJOMMHAHTHOE IIOJIyIIApue, pPEKpyTUPOBaHHE
JIOTIONIHUTENBHBIX YYaCTKOB KOpbI OOJBIIOIO MO3ra M Jp.) IO Mepe mepexoaa
HEHPOJETEHEPaTUBHOIO IIpollecca W3 JIATEHTHOIO IEpUoAa B  KIMHUYECKU

onpeacsieMyro CMAMIITOMHYIO CTaUTO.

5. H3meHeHHs B CIIOHTAHHOM aKTUBHOCTH CETH MACCUBHOTO peKuMa paboThl TOJIOBHOTO
Mo3ra npu Ooje3HH ['€HTMHITOHa WMEIOT B3aUMOCBS3b C KIMHUYECKUMU
XapaKTepUCTUKaMU 3a00JIeBaHUSI M MOTYT CIYXHUTh HEMPOBU3YaTH3alMOHHBIMU
KOppessiTaMu HapyIICHUA 3pUTENBHO-TIPOCTPAHCTBEHHBIX byHKIUH,
SMOIIMOHAIFHOTO TOBEACHUS, MaMATH, TUIAHUPOBAHUS M KOHTPOJS JBUTATEIBHBIX
aKToOB, 00pabOTKM M WHTETpAllMU MOJIy4aeMOW TOJIOBHBIM MO3IOM KOMIUIEKCHOU

MH(pOpMaLIIH.

NPAKTUYECKHUE PEKOMEHJALIUU

1. o¢MPTn MoXeT NpUMEHSAThCA B KadeCTBE LIEHHOTO HEWPOBU3YyAIU3AI[MOHHOIO
METOJla, TIO3BOJISIONIET0 OOBEKTUBU3UPOBATH TEUEHHWE HEWPOJETreHEPATUBHOTO
mporecca M Xapaktep (QYHKIIMOHAJIbHBIX HEHPOIUIACTMUECKUX MEPECTPOCK TMpHU
JTUHAMHUYECKOM HaOJI0ACHUU 32 MaleHTaMu ¢ 00Je3HbI0 [ eHTHHTTOHA.

2. Meron ¢MPTn MokeT ObITh PEKOMEHIOBAH JJIsi BKIIOYCHHSI B alTOPUTM paHHEH
MPUKU3HEHHON JIMarHOCTHKUA JIOKJIMHUYECKOW CTauu HEUPOJEreHEPaTUBHOTO
npolecca y Hocurtesei myrantHoro reHa HTT. DTo MmoxeT momous B popmMupoBaHuu
TPYII «BBICOKOTO PHUCKA» C TEIbI0 pealu3alliid CHCIUATBHBIX MPOrpamMm

HAOJIO/ICHUS U OCYIIECTBICHUS B OyAyIIeM CTpaTernu MPEBEHTUBHOMN TEPaIUU.
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CIIUCOK COKPAILIEHUI
AHM — acuMnTOMHBINA HOCUTENL MyTauuu bI’
BI' — 6one3np ['eHTHHITOHA
BO3 — 6an oTAroméHHOCTH Mo 3a00JIEBAHUIO
MPT — MarHuTHO-pe30HaHCHasi ToMorpadus
CHM — cuMnTOoMHBIN HOCUTENb MyTaluu bI°
CII — ceTb nokos
CITPPI'M — ceTh mMacCUBHOTO peXuMa pabOTHI TOJJOBHOTO MO3Ta
bMPTn — pynknmonansHas MPT mokos
CAG — nuto3uH-aIeHUH-TYaHUH
FWE - Family Wise Error (ommbka mepBoro poma ¢ yd4éTOM IIONpPaBKH Ha
MHOKECTBEHHbBIC CPABHECHHS)
SPM — Statistical Parametric Mapping (mporpaMmma cTaTHCTHYECKOTO MapaMeTPUIECKOTO
kaptupoBanus MPT-u3o00paxeHmii)
UHDRS - Unified Huntington’s Disease Rating Scale (YuuduiupoBaHHas mikana
OIIeHKH 601e3HU [ eHTUHTTOHA).
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