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OBILIAA XAPAKTEPUCTHUKA PABOTbBI

AKTyaJbHOCTh Npoduaembl. bonesns ['entunrrona (BI') — Tspkemoe ayrocoMHO-
JOMUHAHTHOE HEHPOJIEreHEPATUBHOE 3a0oJieBaHue, XapaKTEPHU3YIOLIEECs
HapacTaroeil atpodueil 0a3anbHBIX TaHTIIMEB M JPYTUX OTACIOB IEHTpPaIbHOU
HepBHOU cucteMbl (IIHC). 3aboneBanrie 0OyCIIOBIEHO HKCIAHCHEW MOJUTITYyTaMUH-
KOAMPYIOMMX TaHAeMHBIX TpuHykieoTuaHbix CAG-moBTopoB B Tene HTT Ha
xpoMocoMme 4pl6.3 m xapakTepu3yeTcsl IMOJHON INEHETPAHTHOCTbED MYTaHTHOI'O I'eHa
[Walker, 2011]. OtcyTcTBHE STHONATOICHETHYECKOTO JICYCHHUS, MHOTOJICTHEES
nporpeccupytomiee TtedeHne bI, Hepenko ¢ BBIPAKEHHBIMU TMCUXUATPUUECKUMU
MPOSIBIICHUSIMU (arpEeCCUBHOCTD, CYUIIUJATBHOCTD), a TaK)K€ HaJM4YUE TPYMHIBI pHUCKa
Cpeld POJCTBEHHUMKOB HAKIAJbIBAIOT OTPOMHBIA TpPy3 Ha BCIO CEMbIO NAIMEHTA,
00yCJIOBIMBAs COLMAJIbHYIO 3HAYMMOCTh 3a0oneBanus [Kmomuukos, 2000]. BI
HaxXOJIUTCA B LIEHTPE BHUMAaHUS MCCIIEJOBATEIEN TakKe B CBS3M C BO3MOYKHOCTBIO
UAEHTU(UKALIMY JTATEHTHOW CTauu HEMpOAEereHepaluuu y «aCUMITOMHBIX» HOCUTENIEH
MYTaHTHOTO aJljiesig, 4YTO OCOOEHHO Ba)XHO B KOHTEKCTE 3aJay IPEBEHTHUBHOMN
Heiiponporekiuu [Shapira, 2010]. CoznmanHble B MOCHEIHUE TOJIbI YHHKAIbHBIC
MEXAYHapoaHble MIaT@opMbl  JUisi  B3aMMOJCIHCTBUS  Bpayeidl, OHOJIIOrOB U
dbapMakoiIoroB ¢  CEeMbSIMH, OTATOLIEHHBIMH  BI', TO3BONSAIOT  TIPOBOIUTH
MHOTOLIEHTPOBBIC MPUKIAAHbIE U (yHIaAMEHTAIbHbIE UCCIEIOBAHMS C YYACTHEM COTEH
NAIMeHTOB M CIELUUAIMCTOB pa3inyHoro mnpoduist. Pesynbrarom mogoOHOro ombITa
cTayia pa3padoTKa MPUHIIMITHAIBHO HOBBIX SKCTIEPUMEHTAIBHBIX MOIX0I0B K JICYCHHUIO
BI', B TOM u4ucie pa3iMyYHbIX METOJOB WHAKTHBALMM MYTaHTHOTO T€HA WU €ro
npoaykra [Southwell et al, 2011].

AHanu3 3akoHoMepHOCTel TeueHus bI' u KoHTposb 3P (HEKTUBHOCTH MPOBOAUMOMN
Tepanuu TPeOYIOT BHEIPEHUS TOHKUX KOJWYECTBEHHBIX METOJIOB MOHHUTOPHHTA
3a0oneBanus. B HacTosIee Bpems, HECMOTPS Ha 3HAUYUTEIBHOE BHUMAHKE K MPoOIeMe
onomapkepoB mnpu bI' M MHOXECTBO NPENJOKEHHBIX MJIs STOM WEIH METOMMK,

pa3zHoOOpa3Hble HOBEUIIIME METOAbl HEHPOBU3YAIU3AIUA OCTAIOTCS BEAYIIUMH C TOUKHU
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3peHus 00BEKTUBH3AIMH HelpoaereHepaTuBHOro Tiporiecca [Aylward, 2007, Paulsen et
al, 2010]. B psay Takux METOMUK K 4YMCIy HamOoJiee TEPCIEKTHBHBIX OTHOCHTCS
soKcenb-opuenmuposannas moppomempus (BOM).

BOM — »3T0 TexHOJIOTHs CIEeUHabHONM Maremarndecko oOpabotku MPT-
M300pKEHUI C LETbI0 BBISBICHUS W3MEHEHHH OOBEMOB Ceporo W/mwim Oeloro
BEII[ECTBA T'OJIOBHOTO MO3Ta, a TAKXKE KOPPEIALMOHHOTO aHajau3a MEXIy 00bEMOM
TOJIOBHOTO MO3ra (€ro OTAENbHBIX CYOpErHOHOB) M ONPEACIEHHBIMA KIMHUYECKUMU
npusnakamu [Ashburner et al, 2000]. Merox BOCIPOM3BOANM, UMEET JOCTATOUHYIO
cnenu(pUIHOCTh U YyBCTBUTEIBHOCTbD, @ TAKXKE XOPOIINI MOTEHIMAI JIJISl JalbHEHIIEero
COBEPILIEHCTBOBAHMS 3a CUET HOBBIX Iporpamm o0paboTku aaHHbIX. BOM xopoiio
3apeKOMEHI0Bajla ce0sl Kak B CPE30BbIX, TaK M B MPOJOKEHHBIX UCCIEIOBAHUSAX MPU
psne HaubOoJiee PpaclpOCTPAHECHHBIX HEUpOJereHepaTUBHBIX 3a0oJsieBaHUN (00€3HU
Anpireitmepa, [lapkuncona u ap.). [lpumenutensHo kK BI' 661710 TOKa3aHO, YTO TOHKUE
IpU3HAKU aTPO(YUUYECKOr0 MpOoIecca TOJIOBHOTO MO3Ta MOTYT BBISIBIATHCS 3@ MHOTO JIET
1o siBHOro Hauvaia 3abosieBanus [Vandenberge et al, 2009]; ognako mo-mpexHeMy He
BIIOJIHE SICHBI JIETAJIbHBIE XapaKTEPUCTUKU MUKPOCTPYKTYpHbIX m3MmeHeHui [THC npu
BI', xoropble mo3BOIMIM OBl pa3padoTaTh COOTBETCTBYIOLIME JUATHOCTUYECKHE M
MPOTHOCTUYECKUE arOpUTMBI Ha ocHOBe BOM. IlpencraBisier 3HaYUTENbHBIA HHTEPEC
ucnoias3oBanue BOM B KoMILIEKCE ¢ IPYTMMU TEXHOJOTUSIMU HEMPOBU3yaIU3alluu U
HEHPOPU3NOIOrMYEeCKUMU METOAAMU Jis 00Jiee UPOKUX aHATOMO-()YHKIIMOHAJIBHBIX
comocTaBlieHnid. Bce BhIllIecka3aHHOE OMpeAenseT HEOoOXOAMMOCTh JAbHEUIINX
UCCJEIOBAaHUM B o00slacTH pa3padOTKUM M BaIMJALUKU HEUPOBU3YATU3ALUOHHBIX U

Helpoduznonornueckux OMoMapKkEépoB HellpoaereHepaTuBHOrO mpoiiecca npu bI'.

Ieap uccaenoBanus: OLIEHKAa U3MEHEHUH IOJIOBHOTO MO3ra y Hocureleu rea bl
Ha Ppa3HbIX »JTamnax HeWpOJEreHEepaTUBHOIO IIpollecca METOJaMH KOTHUTHUBHBIX
BbI3BaHHbIX ToTeHIManoB P300 m BOM, a Takxke OLIEHKAa B3aWMOCBSA3U MEXKIY

BBIABJICHHBIMU U3MCHCHUAMUA U KIIMHUYCCKHMH XapPaKTCPUCTHUKAMUA 3a00J1eBaHMS.

3agaum padoTHI:

1. [IpencraBuTh KIMHUKO-HEUPO(PU3UOIOTUUECKHE KOPPENIATHI Y HOCHUTEJEH
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MyTaHTHOro reHa HTT Ha pa3HbIX CTagusix HEHUpOJEreHepaTHUBHOTO Impoiecca (0T
JATEHTHOW A0 pa3BEpHYTOM KIMHUYECKOW craguu BI') ¢ wucnonbs3oBaHWeM MeTona
KOTHUTHUBHBIX BbI3BAHHBIX ITOTeHIHAIOB P300.

2. OueHuTh MUKpPOCTPYKTYpPHBIE HW3MEHEHHS OO0OBEMa Ceporo BellecTBa
rOJIOBHOTO MoO3ra Yy HocuTene wmyraHtHoro reHa HTT Ha pasHbIx craausx
HeHpoJIereHepaTUBHOTO TMporecca (0T JATEHTHOM 10 pa3BepHYTOW KIMHUYECKOU
ctaguu bI') ¢ ucnonp3zoBanuem MPT-texnonorun BOM.

3. OnpenenuTe HaJU4YUE CBA3U MEXKIY KIMHUYECKUMH XapaKTepUCTHKAMH,
BBISIBJICHHBIMU W3MEHCHHUSIMU TapaMETPOB KOTHUTHBHBIX BbI3BAHHBIX IMOTEHIIMAJIOB
P300 1 00béMa ceporo BemiecTBa roJ0BHOr0 Mo3ra 1o AanabiM BOM y HocuTeneit rena
bl Ha pa3HbBIX 3Tanax HEUPOAETEHEPATUBHOIO IIpoLEecca.

4. OueHuThb IPOrpeCCUpPOBaHUE BBISIBJIEHHBIX KIIMHUYECKUX,
HEHPO(U3NONIOTMUECKUX U HEMPOBU3YAIM3ALIMOHHBIX M3MEHEHUN MPU JTUHAMUYECKOM
HAOJIIOZICHUH, OIEHUTh POJb KOTHUTUBHBIX BBI3BAHHBIX TMOTeHIMaIoB u BOM B

KauectBe Onomapkepon bI'.

HayuyHnast HOBU3HA

C ucnons3zoBanueM metona BOM nokaszaHo, 4TO y HOCUTENENM MYTaHTHOTO T'eHa
HTT yxe Ha JOKIMHUYECKOW CTaAWHM HEUPOJETEHEPATHUBHOTO IMpoIlecca UMEET MECTO
yMEHbIlIeHHEe 001Iero 00bEMa ceporo BELIECTBA I'OJIOBHOTO MO3ra, 00béMa 0a3zaabHBIX
anep U uepedpanbHOl Kopbl. B knmHuueckoit ctaguu bBI' arpodust pacnpocrpansiercs
Ha OOJbIllee YHUCIO KOPKOBBIX PETHOHOB, BXOIANIUX B MOJKOPKOBO-TaIamo-
KOpTUKaJIbHBIC MyTH. JlereHepaTuBHbIE U3MEHEHHUSI O0JIbIIIe BRIPAKEHBI B JOMUHAHTHOM
noJTymapuu. YcTraHoBiieHa oOpaTHasi cBs3b Mexay uuciom konuii CAG-moBTOpoB u
BBIPOKEHHOCTHIO aTpOo(UU XBOCTATOTO sifjpa U CKopiymbl. [lokasaHo, 4TO yBenuueHue
JATEHTHOCTH KOTHUTUBHBIX BbI3BAaHHBIX MOTEHIMAJIOB, CBUICTEIBbCTBYIOIIEE O
HapyIIEHWW BOCHPUATHS U 00paOOTKM HHPOpMAIUM, XapPaKTEPHO Kak s
JTOKIIMHUYECKUX HocuTened MyrtaHTtHoro rena HTT, tak m gns nmanumentoB C Bl
CoBmectHoe nmpuMeHeHne BOM M KOTHUTHBHBIX BBI3BaHHBIX MOTEHIIMAJIOB BBIIBUIIO

CBSI3b MEXKIy aHAaTOMHYECKHUMH (00BEM y4acTKOB JIOOHOM, BUCOYHOW M JIBUTATCIIHHOM



KOpbI) 1 QyHKIMOHATBLHBIME (J1aTeHTHOCTH P300) H3MeHEHUSIMH.
IpakTnyeckasi 3HAYMMOCTH

Metonq BOM 1o3BosIIET OOBEKTMBHO M KOJHWYECTBEHHO 3a(UKCHPOBATH
MIPOTPECCUPOBAHNE ATPOPUICCKUX M3MEHEHHM TOJOBHOTO MO3Ta MPU JUHAMUYCCKOM
HaOoIeHnH ManueHToB ¢ bI', 4To co3/1aéT MpeanochUIKU JiJI €ro WCIOJIb30BaHUs B
KaduecTBe Oumomapképa mpu gaHHOM 3a0oseBaHuH. COBMECTHOE HCIOJIb30BAaHUE
MeTooB BOM U KOrHUTHMBHBIX BbI3BAaHHBIX IoTeHnHaiioB P300 mo3BossgeT
UISHTU(PUIIMPOBATh JATEHTHYIO CTQIMI0 HEeHpoAereHepaTUBHOIO mpoiiecca npu bI' u
OCYIIECTBIJISITh MOHUTOPUHT OO0JIE3HU Ha BCEX ATarax €€ TeUEHHUsl, B TOM Yuciie Ha QoHe

IIPOBOAMMOM TEPAIUH.

OCHOBHBIE 0JI02KEHN S, BBIHOCHMbIE HA 3AIIUTY:

1. MUKpOCTPYKTYypHbIE H3MEHEHHUS TOJIOBHOrO Mo3ra mnpu bI', or maTteHTHON 10
KJIMHAYECKOW CcTaauu 3a00JieBaHUA, MOTYT ObITh OOBEKTUBU3UPOBAHBI C
UCIIOJIb30BaHUEM MeToa BOM, MO3BOJIIOLIETO MOCJEA0BATENBHO
3aperucTpupoBath arpoduio Oa3albHBIX TAHTJMEB U Jajee — HapacTarolue
aTpoduueckre M3MEHEHUS MOJKOPKOBO-TAIAMO-KOPTHKAIBHBITO KOHTYpa, OOJIbIIE
C JOMUHAHTHOW CTOPOHBI.

2. KiuHuueckue XapakTEepHCTHKH 3a00JieBaHMs y HOCUTeNel myTaHTtHoro rena HTT
CBSI3aHBI C 00BEMOM OTPECIEHHBIX PETUOHOB CEPOT0O BEIIECTBA TOJIOBHOTO MO3Ta
(7TOOHBIX M TEMEHHO-BUCOYHBIX 00JIaCTEH, TUMOMYECKONH CHUCTEMBI U JIP.); TAKECTh
myTaruu B Tene HTT HampsMmyro ornpeaenseT BhIPaKeHHOCTh aTpo(uu XBOCTATOTO
sJipa U CKOPJIYTBI C IBYX CTOPOH.

3. DyHKIMOHAJIBHBIE HAPYIIEHUsI, BBISIBISIEMbIE Y HOCUTENEeH MyTaHTHOTO TeHa HTT
IpU  KCCJIENOBAaHUM  KOTHUTUBHBIX  BBbI3BaHHbIX moTeHuuasioB P300 wu
CBUJIETENBCTBYIOIIEE O HAPYLIEHUH BOCHIPUATHS U 00paOOTKH MHPOPMALIUU, TECHO
CBs3aHbl C BbIsIBIIeMbIMU  BOM-u3MeHEHUsIMU  KOpPbl  TOJIOBHOTO — MO3ra.
KoMOuHaius  BOKCEIb-OPUEHTUPOBAHHOW  MOpPHOMETPUM W KOTHUTHUBHBIX

BBI3BaHHBIX MOTeHIUaaoB P300 wumeeT BBICOKMA TOTEHLIHMAT B paHHEH



INPWKU3HEHHON  AMAarHOCTUKE HEHWPOJEreHEpaTUBHOIO Ipolecca y HOCUTENeH
MyTaHTHOTO reHa HTT.
HMuccepraimonnoe  uccinegoBanue  «MopdodyHKIMOHAIBHBIE  W3MEHEHUS

TOJIOBHOIO MO3ra IIpHu O0one3nn [ eHTHHITOHAY 0):[06peHo JJOKAJIbHBIM 3JTHYCCKUM

komureroM OI'BY «HIIH» PAMH. IIpoTtoxon Ne3/11 ot 09.03.2011 r.

AnpobGanust padoThI

Pabora anpobupoBaHa M peKOMEHJOBaHA K 3allUTe Ha COBMECTHOM 3aceqaHud I,
11, V, VI HeBponornyeckux OTIACIECHUM, OTAENEHUS HEUPOXUPYPTUH, OTIECICHUS
peaHMMalud W WHTCHCHMBHOW TEpanud, HAyYHO-KOHCYJIBTaTUBHOTO OTICIICHUS,
Jabopatopud  HEMpPOYpOJOTMM U ypPOJAWHAMUKH, J1a0OpaTOPUU  KIMHUYECKOU
Helipoduszuonoruu, otaeneHus idydeBo guarHoctuku OI'BY «HIIH» PAMH ot 15
suBapst 2014 roga. Marepuanbl AuccepTaliud ObUTHM MPECTABIECHBI U OOCYXICHBI Ha
HayuyHO-TIpakTuueckoir KoHpepenuuu PI'BY «HIIH» PAMH (Mocksa, 2013), 1l
HanuonansHoMm koHrpecce mo OosiesHu llapkumHcoHa M paccTpoilcTBaM ABUKEHUUN

(Mockaga, 2011).

Hyonukanuu
[To Teme auccepranuu OMyoJIUKOBAaHO 7 HAYYHBIX pabOT, B TOM YHUCIE 3 MEYATHBIX

paboTHI B pELICH3UPYEMBIX JKypHajiax, pekoMeH10BaHHBIX BAK.

CTpykTypa U 00beM JuccepTALIMU
Huccepranus nznoxeHa Ha 116 cTpaHuiiax MalIMHOMIMCHOTO TEKCTA, COAEPKUT 22
TabnuIbl U WUTocTpupoBaHa 32 pucyHkamu. Pabota coctouT M3 BBeAeHHs, 0030pa
JUTEPATYPHI, 00IIEH XapaKTePUCTUKHN O0CIICIOBAHHBIX JIUIl U METOJIOB UCCIIEIOBAHMUS, 2
IJIaB COOCTBEHHBIX PE3YJIbTAaTOB, 0OCYXICHUS, BHIBOJIOB, MPAKTUYECKUX PEKOMEHIAINN
U yKazatens auteparypbl. bubmuorpaduueckuit ykazarenb comepxut 151 mcrounmk

JUTEpaTyphl, U3 KOTOPBIX 19 oTeyecTBeHHBIX U 132 HHOCTpAaHHBIX aBTOPOB.



XAPAKTEPUCTHUKA HAIMEHTOB U METO1OB UCCJIEAJOBAHUA

B pabote o0ciienoBanbl 24 namueHTa ¢ pa3BepHyTON KauHudeckoil craaueit bI', 11
JTOKIMHUYECKUX HocuTened myrtaHTtHoro reHa HTT u 35 kiuHMYECKH 340pOBBIX
no00poBoblieB. MccinenoBanue og00peHO JIOKaIbHBIM 3THUYeCKUM KomuTeToM DI'BY
«HIIH» PAMH, Bce y4aCTHUKHU Tiepe]] BBIIIOJHEHUEM HCCIIEIOBATEIbCKUX MPOILEAYP
MPOLUIHN MPOIEAYPY NOANUCAHUS UH(OOPMUPOBAHHOTO COTIIACHSI.

Kpumepusamu exnouenus B UeNeBbIE HCCIENyeMble TPYNIbl ObUIO HaIMdue
skcrmancun CAG-mmoBTopoB B reHe HTT (BHE 3aBUCHMOCTH OT HATMYHS WUIA OTCYTCTBHS
KJIIMHAYECKUX MPOSBIICHUM 3a00I€BaHNs).

Kpumepusmu ucknouenus U3 11e1€BOU TPyIIIbI ObUIH:

® HaAJIWYHE XOPEUUYECKOTO U XOPEUPOPMHOr0 FMIEPKUHE3A IPYTOi AITHOIOTHHY;

e Hajguyhe WHBIX (OTIMYHBIX OT BI') opraHnuyeckux MOBPEXACHUI TOJOBHOTO

MoO3ra (MHCYJIbT, HIOCTTPABMATUYECKHE MOBPEXKACHUS U T.11.).

[Ipouienypbl BBIMOIHSIMCH MEPE] HA3HAYEHUEM WM U3MEHEHUEM CYIIECTBYIOMICH
CXEMBI JICUCHHUSI [ MAKCUMAJIBHOTO HUBENIUPOBaHUs d3(h(PexToB dhapmakoTepanuu.

Bcem yyacTHHMKaM NpOBOAMIICS HEBPOJOTMUYECKUA OCMOTP CO COOpPOM CEMEMHOIO
aHaMHe3a. YYacTHHKaM W3 LEJEBbIX TPy — JOMOJHUTENIBHO CIIEIYIOIINE
crieliMalibHbIe 00CIIeI0BaHU:

e ocmorp mo asurarenbHOoM mkase UHDRS (makcum. Oamn mo mkame — 128,

OompIHil 6271 COOTBETCTBYET OOJIBIIIEMY HEBPOJIOTHYECKOMY NE(DUIINUTY);

e korHuTuBHBIN TecT MoCa (Makcum. 6amt: 30 — HopMa);

® OIPOC M0 MIKajae QYHKIIMOHAIBHOW aKTUBHOCTH (MakcuM. Oait: 24 — HopMma);

® I'CHETHYECCKOE TeCTUPOBaHUe (METOa (pparMeHTHOTO aHaIn3a);

® HEWPOPU3UOIOTHIECKOE 00CIeI0BaHHE (CM. Jaiee);

® MarHUTHO-pE30HaHCHas ToMorpadus roioBHOro Mmozra u BOM (cMm. marnee).

[To uToram KJIMHUYECKOTO OOCJIEIOBAHMS U TIOCIE MOATBEPKICHUS HOCUTEIHCTBA
skcnancuu CAG-nmoBTopoB B reHe HTT ydacTHUK OTHOCWIICA MO0 K JIOKIMHHUYECKUM
HocutensiM reHa bI, mubo k MaHu@ecTHBIM manueHTaM. /[l JTOKIMHHYECKUX

Hocutene reHa bl paccuuteiBancs oann omseowénnocmu no sabonesanuro (bO3) mo



dbopmyiie BO3 = Bo3pact x (uncio konuii CAG-moBTOpPOB B MyTaHTHOM auiene — 35,5)
[Tabrizi S., 2009]. C yBenuueHnuem Oaia Mo 3TOW (opMysie MOXHO C OoJblIei
BEPOATHOCTHIO OXKUAATh MaHU(ECTAIINH KIMHUYeCKoU ctaauu bl

C nenbl0 JUHAMHYECKOTO HAOMIOACHUS TMAIMEHThl MPOXOJUIN TOBTOPHbBIE
BbIIIEYKa3aHHbIE HCCIIEIOBAHUA B cpeiHeM uepe3 19+4 mecsies.

VY nun U3 rpynnel KOHTPOJIA (3A0pOBBIE JIUIA O€3 YKa3aHHU Ha XOPEI0 B CEMEUHOM
aHaMHEe3€) MPOBOAMWIICA  HEBPOJIOTMYECKHH  OCMOTp,  HEHPOPU3UOIOTrHUYECKOE
ucciaenoBanne 1 MPT-uccnenoBanne aHaAJIOTMYHO JIMIAM U3 LIEJIEBBIX TPYIIIL.

MeTonbl  HEWPOPU3UOIOTHYECKOTO  HCCAeAOBaHUs. BbigeneHue  CiIyXoBBIX

korautuBHbIX BII (P300) mpoBoamnoce Ha cucteme Helipo-MBII («HeitpocodT»,
NBanoBo). Peructpauust xormutuBHBIX BII mpoBoauiock mo JIBYyM OTBEIECHUSM:
aKTUBHBIM 3JekTpon Ha Beprekce Cz, B KadecTBe pePEpeHTOB HCHOIb30BAINUCH
COCLIEBHJIHBIE OTPOCTKM — JeBbld M1 m mpaBeii M2. Ilapagurma 3akimrodaercs B
BBIJICJICHUH OTBETOB B YCJOBHUSX OINO3HAHUA MCCIEAYEMBIMU 3HAYMMOTO PEIKOrO
CTUMyJia — TOHOBOro Mmenuka (¢ yactorod HamosHenus 2000 I') cpemm dYacThix
HE3HAYUMBIX CIYXOBbIX cTUMYJOB (1000 I'r). Beimenenue mpoBOAWIIOCH B YCIOBHUSX
IIPOCTOTO CYETa 3HAYMMBIX CTHMYJIOB M 3allOMUHAHUS OTBETA, a TAKXKE B YCIOBHAX
Ha)KaTUsl KHOIKM KOHTaKTa Ha 3HAYMMBIA CTUMYIJI C OINPEACIICHUEM BPEMEHU ITPOCTOMN
JIBUTATEJIBbHOW pEaklUUyd — BPEMSI pEaKIUU Ha CIIyXOBOM cTUMyJ. JlJis aHanmm3a JaHHBIX
U3MEPSUTUCh B OTBETE HA 3HAYMMBINA CTUMYJ mapameTpbl komiuiekca N2—P3(P300)-N3:
nareHTHOCTh nuka P300 B mc u ammuutyna N2/P3 B MkB.

MPT-ucciienoBane U OpENpoOLIECCUHT AaHHbIX. Ha mepBoM a3rtare mpoBOaMIIaCh

MPT-uccnenosanue B cranaapthbix pexumax (T2, T1, T2d-f nociaenoarenbHOCTH).

JanbHeitmas obpabotka nocneaosarenbHoctd T1-MPR npoBonunace B mporpamme
SPM8 (Statistical Parametric Mapping). Ona 3akiaodangach, BO-TIEPBBIX, B
HOpMaJu3aluy TOJIYYEHHBIX PE3yJbTaTOB B crepeoTakcnueckom MNI-ipocTpaHcTBe
(Montreal Neurological Institute template) [Maldjian et al, 2003]. Bo-BropsiX,
MPOBOAMIIACH CErMEHTalUs (pa3/iesieHne) M300paXKeHUl Ha cepoe, Oeoe BEIIeCTBO U
HepeOPOCHUHANBHYIO  KUAKOCTH TPH  TMOMOLIM  UTEPALMOHHOTO  HEJIMHEHHOTO

anroputMa peructpariii - DARTEL  [Ashburner, 2007]. UYtoObl HUBEIMpPOBATH
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WHJMBUAYaJIbHbIE OCOOCHHOCTH CTPOEHUS M MPOBECTH TPYNIOBON aHAIN3, TMepe.
CTaTUCTUYECKON 0O0pabOTKON M300paxKeHHsI CEpOro BEIIeCTBa Ka)XI0Tro 00CIenyemMoro
OBUIM TIOJBEPTHYTHI CcriIakuBaHHUIO («SMOOthing») ¢ m3oTponumeii ["ayccoBa kepHens 8

MM TIOJIHOM IIMpUHBI Ha TonyBbicoTe (puc. 1). Pacuér obmero oO6béma ceporo

BEI[ECTBA IPOU3BOIUIICS npu OMOIIU YTHIIUTHI Easy Volumes

(http://www.sbirc.ed.ac.uk/LCL/LCL_M21.html).

Pucynok 1. [IpenpornieccuHr JaHHBIX: clieBa opurdHaibHoe MPT-uzo0OpaxeHue, B
CEepeIMHE — MOCJIE HOPMAJIU3allM U CETMEHTAIMH, CITPAaBa — IMOCJIE «CTIIaKUBAHUS.

Craructuyeckuil aHanus. J[Jig aHanm3a pe3ysibTaTOB MCIOJIb30BAIUCH PA3IMYHbIC

YPOBHU CTaTUCTUYECKOW 3HAYMMOCTH — KaK CKOPPEKTUPOBAHHBIE II0 JIOXKHO-
MTOJIOKUATENIBHBIM PE3YJIbTATAM 3HAYEHUS P, TaK U HECKOPPEKTUPOBAHHBIE 3HAYEHUS P,
(mocnemHee OMyCTUMO, HAPUMED, MIPH PErPEeCCHOHHOM aHanm3e). B mepByto ouepenb
aHAJIM3UPOBAICS MHUKOBBIA YPOBEHb 3HAYMMOCTH BOKCEIBHBIX HM3MEHEHUM KakK B
OOJNbIIEN CTEMEHM OTpaKAOMIMK JoKanu3auuio pesyiabtatoB BOM, 3arem —
kiaactepubiit [Ridgway et al, 2008, Silver et al, 2011].

Mopdomerpusi peruoHoB wuHTepeca. /s pemieHuss Bompoca O HaJIUYUU

aCUMMETPHH HEHPOJIETeHEPAaTUBHOTO IpoIecca HEOOX0AUMMO OBIIIO TOJICUUTATh 00BEM
CTPYKTYp B TIPaBOM U JICBOM TOJymapuu. VIcXo/s U3 TaHHBIX TPYMIIIOBOTO aHAINW3a, MbI
3a/any I pacdyeTa o0bEMa Tak Ha3bIBaEMbIE «MAaCKW» — 30HBI MHTEPECa C IMTOMOIIBIO
yrumutel WFU_PickAtlas (puc. 2). Takum 00pa3oM, MBI TOJIYYHIIU 110 9 30H MHTEpeca
B KaXJOM IOJIYIIApHUH: XBOCTATOE SIAPO, CKOPIIyIa, OJCTHOE SAPO, Tadamyc, HIDKHSISA

J00Has WU3BWJINHA, CPCOHSA J00Has HN3BUWJIMHA, OCTPOBOK, IMPCHCHTPAIIbHAA W3BUJIMHA,
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NoCTLEHTpaNnbHast u3BWIMHA. [locrme 3Toro anst Kaxmol CTPYKTypbl ObUT paccuuTaH
00BEM OTJIENBHO CIIpaBa U CIEBa, 3HAUYEHUS MCIOJIb30BAIUCH I BBIMONIHEHUs T-TecTta

MeXTy 00bEMOM cripaBa u cieBa B nporpamme IBM SPSS 20.

Pucynok 2. Bri6op «macok». LIBeTom ykazaHbl permoHbl HHTEpECa: XBOCTATOE SPO,
CKOpJIyna, OJIeHOE SAJIpO, TalaMyC, HUXKHSISA JIOOHAs W3BUJIMHA, CPEIHSS
Jo0Has W3BWIMHA, OCTPOBOK, TNPEIEHTpajbHAsi M TOCTIECHTpaIbHas
V3BUJIVHBI.

PE3YJIBTATBI U UX OBCYKIAEHUE

OueHka KIMHUYECKHX NMPOSIBJICHUI HeHPoAereHepaTuBHOIO Mpouecca y

nanueHToB ¢ BI' u 1okIMHN4YecKknX HOcUTe el MyTaHTHOTO rena HTT

llayuenmovr ¢ paseepnymou  Kiunuveckou cmaoueu bBI. KinuHuueckue
XapaKTEPUCTHUKA ¥ JaHHbIE TeHETWYeCKOoro oOcnefoBaHusi 24 TAIMEHTOB C
pa3BepHyTOM KIMHHYEcKou ctagueit bl mpusenaens! B cBogHO#M Tabmuie 1.

Bce o0cnenoBanubie nanmeHTsl ¢ bl Menn mMoMoKUTENBLHBIN CEMENHBIN aHaAMHE3
no JaHHOMY 3a0osieBaHuio. [IpakTudyeckn y BceX TAIlMEHTOB HaOI0IaIach
KJIacCUYeCKasi rurnepkuHernyeckass gopma Bl u Tonbko y OHOM ManMeHTKu Oblia

AUArHoCTUpoOBaHa TsXKEJIasd aKUWHCTUKO-PUT U AHAA q)opMa 3a00JICBaHHS.
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Taoauna 1. JlaHHBIe KIMHAYECKOTO U TEHETHYECKOro 00cienoBanus 00IbHEIX Bl

IHapameTp JdaHuble
Bospacr, ner* 48+11 (27-69)
My K4YHMH/)KSHITUH 11/13
[TpaBim/neBiim 22/2
BospacT Hauana 3aboneBanus, get* 43+11 (21-59)
JIMTeIbHOCTD 3a00JICBaHus, JIST* 5,5£3,3 (1-15)
Yucno kot CAG-nioBTopoB* 43+3 (39-50)
bamn o mkxane UHDRS* 42+14 (19-73)
bamn no pyHkumMoHanpHOM mkane™® 2143 (12-24)
bamt mo korauTuBHOU mikane MoCa* 19+4 (11-26)

HpuMeanue: *IIEIHHLIG IIPUBCACHBI KdK CpPCAHCC 3HAYCHHUC + CTaHIapTHOC
OTKJIOHCHHC, B CKOOKax — Juaria3oH 3HAUYCHUM.

Jloxnunuueckue Hocumenu mymanmuozco 2exa HTT. XOTS KIMHAYECKOU
MaHnudecranueit Bl nmpUHATO cUMTAaTh MOSBICHUE JIBUTATEIbHBIX CHUMIITOMOB, Ha
MPAKTUKE OMpPEACIICHUE TOTO, SIBISETCS JIU YK€ HOCUTENh MYyTallud «MaHU(PECTHBIM»
OOJBHBIM WJIM elI€ HET, MOXKET MPEACTABIATh OOJbIINE TPYAHOCTH. B Hamieit pabore
MbI, C YYETOM pE€3YyJbTaTOB KOMILJIEKCHOTO OOCJEI0BaHUs, pelatonuM (HakTopom st
OTHECEHHUSI HOCHUTENISI MyTallud K TPYyIIe 3a00JICBIIMX CUUTAIH (DYHKIMOHATIBHYIO
amantanuio mnarueHTa. CBOAHBbIE MaHHBIE 00 OOCIEAOBAHHBIX JTOKIMHUYECKUX

HOCHUTENIIX MyTaHTHOTO reHa HTT mpuBeneHs B Tabmutie 2.

Ta6anna 2.  JlaHHBIE ~ KJIMHWYECKOTO W TEHETHYECKOro  OO0CIICZIOBaHHUS

JOKJIMHUYECKUX HOCUTENe MyTanTHoro reHa HTT.

ITanueHTHI VS.

ITapamerp JdanHble HOCHTENH, P
Bospacr, net* 33£10 (24-59) p=0,013
My K4YHH/KESHITHH 2/9 -
[paBiu/nesim 11/0 -
Uwucio xoruiit CAG-mmoBTOpoB* 42+3 (39-51) -
bast oTsroméHHoCTH 1Mo 3a00JIeBaHIIO* 221+93 (91-465) -
baxn no UHDRS* 515 (0-17) p=0,000
bann no @yHKIMOHaNbHOM 1IKaie 24 p=0,000
bamt nmo koruuTuBHOM 1ikaize MoCa* 27+3 (23-30) p=0,000

Ilpumeuanue: * cpenHee 3Haue€HUE + CTAHJAPTHOE OTKJIIOHEHUE, B CKOOKax — nana3oH
3HaueHuil. JXKupHbIM mpudTOM BbBIAENEHBl 3HAYEHMS, IJS1 KOTOPBIX
p<0,05 npu BBINOTHEHUH t-TECTA.
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[Tockonpky mokazatenb BO3 KOCBEHHO OTpaxkaeT «OJIM30CTh» HHAWBHIyyMa K
OKUJaeMOMY Havyally KIMHHYecKou ctanuu bI' 1 oH B Hariel BEIOOpKE UMEET MIUPOKUN
JUana3oH 3HAYEHWH, B OTOOpAaHHOW NOJATrpYyMIE OKa3aJuCh KakK JIMIA C MYTaHTHBIM
reHOM 0e3 KaKHUX-IMOO OMpeAeNseMbIX HApyIICHWH, TaK W HOCHUTENU MYTalluu «Ha
nopore»  3a0oNeBaHMST C  TOHKAMH  WM3MEHCHHMSMH B  HEBPOJOTHYECKOIt/
Heliponicuxonornyeckoil  cepe.  Ilpy  maTemarnueckoM — aHaiu3e — rpymnmna
JOKIIMHUYECKUX HOcHUTenel MyTraHTHOro reHa HTT ObuUia cTaTUCTHYECKH 3HAYMMO
MOJIO’KE, HMMeJla 3HaYMMO MEHEE BBIPAXKCHHBIE JBUTATEIbHbIC, (DYHKIIMOHAJIBHBIE U
KOTHUTUBHBIE HAPYIIEHUS IO CPABHEHUIO C rpymnion 0oybHbIX Bl

Bzaumocsazv kaunuueckux OaHHbIX 6 00CNE008AHHLIX 2PYNNAXx nayuenmos. Y
naiueHToB ¢ bI' Oblma BbISIBIEHAa OTpULIATENbHAs KOppENsALUs IOKa3aTenel
neuratenbHor mkansl UHDRS ¢ 6amnamu no mkanam (yHKIMOHAJIbHOW aKTUBHOCTH
(p =0,035; r =-0,442, no Cnupmany) u KorHutuBHOM mikano MoCa (p =0,001;
=0,629, mno Cnupmany). Takum oOpa3zom, Oosiee TSKENbBIE HAPYIICHHS
HEBPOJIOTMYECKUX (DYHKIMI ObUIMA CBSI3aHBI ¢ XyAIIeH (PYHKIIMOHAIBHON aKTUBHOCTBIO
u OoJiee BbIpaKEHHBIM KOTHUTHUBHBIM J1€(PULIUTOM.

JInst NOKJIIMHUYECKUX HOCHUTENe MyTaHTHOro reHa HTT 3HauMMBIX KOppesuuii

MCKAY KIMHUYCCKUMH JaHHBIMH HaﬁHeHO He OBLIO.

HNccnenoBanue KOTHUTUBHBIX BI3BAHHBIX NOTeHUNAJ0B P300 y manuenToB ¢ BI'

U TOKJIMHUYECKHX HOCUTeJIel MyTaHTHOro rena HTT

[Tockonpky rpymnna AOKJIMHUYECKUX HocHuTenedl myrtaHTHoro reHa HTT Obuia
CTATUCTUYECKU 3HAUYMMO MOJIOXKE IPYIIbl 00CIeOBaHHBIX ManueHToB ¢ bI', B Hameil
pabote ObLTH chOpMUPOBAHA CAMOCTOATENbHAS KOHTPOJIbHAS TPYIIIA, COMOCTaBUMasi C
JOKIMHUYECKUMHU HOCUTEISIMU MYTALMH 10 BO3PACTy U OTIMYHAS OT OCHOBHOM I'pyMNIbI
KOHTpoJIs. Takum oOpa3om, pe3ysbTaThl OIEHKH Moka3areneid korHutTuBHbIX BIT P300 y
IMalUEHTOB ¢ bl cpaBHUBAINCH C COOTBETCTBYIOLIEH 110 BO3PACTY T'PYIIION «KOHTPOJIb
1», a y TOKIMHUYECKHX HOCUTeNeH MyTaHTHOTO reHa HTT — ¢ rpymnmoil «KOHTpOJb 2».

B tabnuie 3 mpuBeaeHbl pe3yibTaThl cpaBHEHU nokazateneit P300.
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Ta6auna 3. Iloka3arenu korHuTUBHBIX BII B nccnenyeMsIx rpymnmax.

Ilokazareu Hanuentsl | KonTpouas 1| Manuentsl | Jdokaunuy. | Kourpoab 2| dokaumHud.
VS. HOCUTEC/IHN HOCHUTEJIM VS.
KOHTPOJIb 1 KOHTPOJIb 2
Bospacr, ner 48+11 43114 _ 3310 3448 _
27-69) | (22+70) | P07 | (2a59) | (22-a7) | PTO-158
Myxunn/kenmun | 11/13 7/16 — 2/9 4/8 —
JlateHTHOCTH _ _
D300, e 469+71 | 342+38 | p=0,000 | 350432 | 319+31 | p=0,014
AMmunTyna _ _
N2/P3, MkB 6,61+£3,9 | 9,05+4,2 | p=0,044 | 9,36+4,6 (10,11+3,9| p=0,288
JIaTeHTHOCTH

P300 (c nBurar. 468181 | 342+46 | p=0,000 | 323+38 | 314+27 p=0,504
peakuueit), mMc

Ammuntyna N2/P3
(c mBuUTAaT. 5,95£3,4 | 9,7946,12| p=0,044 | 12,4+6,1 | 13,7+49 | p=0,762

peakuueit), MkB

B Tabnuue 4 comnocraBieHbl HEUPO(DU3MOIOTHYECKUE TOKa3aTele MexXIy

rpynmnamu nanueHToB ¢ bI' u noknmHu4Yeckux Hocutenel MmyrantHoro resa HTT.

Tabimua 4. CpaBHeHue noka3arene KOTHUTUBHBIX BII Mmexay rpynnaMu manueHToB ¢
bI" u noxsimHMYecknx HocuTene myrtanTHoro rena HTT.

IMoka3zarenu IHauueHTHI JoxauHny. IManueHTHI VS.
HOCHTEJIH HOCHTEJIH, P

Bospacr, et 376 (27-43) 33110 (24-59) p=0,133
My KYUH/>)KEHITUH 3/6 2/9 —
JlatentHOCTH P300, MC 489+82 35032 p=0,002
Awmmmutyma N2/P3, mxB 6,52+2,22 9,36+4,6 p=0,102
JlarentHocts P300 483+79 323138 p=0,000
(c mBUTraT. peakuue), Mc
Awmmmuryna N2/P3 (¢ 6,74+4,32 12,4+6,12 p=0,051
JIBUTAT. peakiueil), MkB

[Ipu comocTaBieHUM KIMHUYECKUX MPU3HAKOB C HEUPOPU3UOIOTHYECKUMU
JAHHBIMU OBLIM TOJIy4E€Hbl 3HAUYUMbIE OTPHIIATENIbHBIE KOPPENSALMU: a) AMIUIATYAbI
uHTepBaia N2/P3 mpu ompeneneHMM BpEMEHU JBUTATEILHOW pPEAKIMU C JTaHHBIMU
KOTHUTUBHOTO TecTa y maiueHToB ¢ bI'; 6) ammmutynel uatepBana N2/P3 ¢ yucinom
konuiit CAG-IOBTOPOB y JOKIMHUYECKUX HOCUTENIEeH MyTaHTHOTO reHa HTT.

Takum 006pa3om, y JOKIMHHYECKUX HOCUTEIECH MyTaHTHOTO reHa H 7T BBISIBISIOCH
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3HaYMMO€ yBelnueHune JaTeHTHoCcTU P300, 4To CBUAETENBCTBYET B MOJIb3Y HAPYIICHUS
YCBOGHHSI HH(OpMAIlMU YK€ Ha CcTaauu «mupeadone3nu». HHTepecHO, YTO B
WHIUBUIYAbHBIX — TpoToKojax Bbigenenus BIl  matentHocts P300 'y  Beex
JOKJIIMHUYECKUX HOCUTENIEM MyTallMM HE BBIXOJIWJIA 32 PaMKH BO3PACTHOM HOPMBI, HO
noKaszaTelid 1O  TpPYINe BbISBWIM  YETKYI0  TEHACHIMIO K  YXYAIICHHUIO
HEHPOPU3NOIOTMYECKUX TOKa3aTeNed KOTHUTUBHBIX (DYHKIMHA (IPUHATHS PEIICHU U
3allOMHUHAHMs). Y MAIMEHTOB 3TU TEHIEHIINS YCWIMBaiIach — JaTeHTHOCTh P300 Obuia
3HAUYUMO OOJbIIE OTHOCUTENHLHO HE TOJBKO KOHTPOJSA, HO U JIOKIMHUYECKHUX
Hocurene. Kpome Toro, y mamueHToB ¢ bl' OTHOCHMTENIBHO KOHTPOJISI CHUXKAIach U
aMIUTUTyJa TUKAa KOTHUTUBHOTO KOMIUIEKCA, YE€Tr0 y JNOKJIMHUYECKUX HOCUTENECH He
HaOJIIOAJIOCh U YTO BMECTE C yBelnueHueM JiareHTHOCTH P300 cBuaeTenbCTBOBAIO B
NOJIb3Yy YXYAIIEHUS] 00padOTKH HH(POPMALIUH, HAPYILIEHUS [TPOLIECCOB BHUMAHUS.

Uepes 19+4 mecsiieB mociie mepBoro o0ciae0BaHus 7 MalMEHTOB 00CIeI0BAIUCH
MOBTOPHO: HAOJIO/Ia0Ch CTATUCTUYECKHM 3HAYMMOE YXVY/IICHHE 0 JBUTATEIbHOU

mkane UHDRS, ocTanbHbIe MOKa3aTenu CyIeCTBEHHO He H3MEHIITHCH (Tal. 5).

Tabauna 5. Helipodusznonornyeckue mokasaTean y nmaueHTon ¢ bI' B quHamMuke.

Ipu3nak Oo6caenoBanue 1 | O6caenoBanue 2 | OdcaenoBanue 1 Vs.
o0csenoBanue 2, p

UHDRS, 6ajsbl 36111 42+10 p=0,042

MoCa, 6amibl 20+3 2142 p=1,000

OyHKIHOHAJIbHAS 2312 21+2 p=0,197

IKaja, Oaisl

JlatentHocts P300, Mc 449+79 447+69 p=0,686

JlatentHocts P300 435157 439+101 p=0,893

(c mBUTAT. peakiueit), Mc

OO0mas oueHka HellpolereHePaTUBHOIO NMpouecca y nanueHToB ¢ bI' u

NOKJIUHUYECKHUX HOCUTeJIell MyTaHTHOTro reHa HT T ¢ momombio meroga BOM

[lepBoHavyasibHO HaMHM ObUT BBIUKCIEH OOMMI OOBEM CEporo BeLIECTBA s
Kaxaoh u3 obcnenoBanHbix Tpymm. CdopmupoBanuble npu oueHke BII rpymmsr

BO3PACTHBIX KOHTPOJIEH ObLIM MCIOJIb30BaHbl U MpU aHaiu3e AaHHbIXx BOM (Tabmnuua

6).
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Tab6anua 6. CpaBHeHHe 001mKX 00bEMOB CEPOTO BELIECTBA B 0OCIEIOBAHHBIX IPyTMIaXx.

IMoka3zarenun MMauuentsl | Konrpoas 1| TlauueHTs! VS. Joxaunud. | Kourpoan 2| JJoxkaunud.
KOHTpOJIB 1 HOCHTEJH HOCHTEJIH VS.
KOHTPOJIb 2
Bospacr, ner 48+11 43+19 _ 33+10 2916 _
27-69) | (26-78) | P07 | (oas59) | (o547) | POI58
Mysiciti/ 1113 | 11720 - 219 713 -
JKEHIIIH
OO0t
00BEM ceporo | 652,4+65,9695,4+61,6 p=0,019 662,2+49,8 [716,8+54,0/ p=0,009
BCIICCTBA, MJI

Kaxk BUAHO H3 Ta6J'II/II_IBI 6, YKC Yy JOKIIMHHUYCCKUX HOCHUTEJICH MYTAaHTHOI'O I'CHa

HTT nabmomaeTcst cCHIKEeHHE 0011ero o0bEMa ceporo BEIIeCTBa.

Ta6auna 7. 30HbI JIOKAJIbHOM aTpoduu ceporo BEMiecTBa y 00CiieTOBaHHBIX.

30Ha roJ1I0BHOI0 MO3ra IIpaBoe/ T- Koopaunarsr MNI pFWE*
JIeBOe KpHTe- NPOCTPAHCTBA
nojyumiapue | puu X ‘ y ‘ Z
IManuenTr VS. KOHTPOJIb
XBOCTATOE SIAPO I1 14,7 21 16 6 0,000**
XBOCTaTOE SAPO JI 14,7 -9 13 10 0,000**
Ckopayrmia IT 14,5 25 15 -3 0,000**
Ckopayrmia JI 14,2 -23 10 5 0,000**
[TocTieHTpanbHas H3BUINHA JI 6,9 -47 -15 36 0,008x10™
[IpenienTpasibHast M3BUIIMHA JI 6,0 -47 8 35 0,007
OcTpoBOK JI 6,2 -41 -14 5 0,007
O6nacTh MMOPHOU OOPO3/bI I1 6,1 11 -71 12 0,009
CpenHss moOHast M3BHJIMHA JI 6,1 -27 33 39 0,013
Huxusas reMenHas qoabKa JI 5,8 -38 -47 50 0,027
IlOKJII/IHl/I‘ICCKI/Ie HOCHUTCJ/IN MyTall]/ll/I VS. KOHTpO.Hb
Ckopayrmia I1 7,6 33 2 3 0,005
OcTpoBOK JI 6,5 -35 -2 6 0,046
ITanMeHThI VS, JOKJIHHHYECKHE HOCHTEIH MY TAIIHH

XBocTaToe AApo J 8,4 -9 11 13 | 0,004x10*
XBocTaToe Aapo I1 8,2 9 14 11 | 0,006x10*
Ckopayria JI 7,5 -23 17 -3 0,003
Ckopiyna I1 6,9 26 17 -3 0,011

20
Ilpumeuanue: * p — CKOPPEKTUPOBAHHOE HA MMKOBOM YpoBHE; ** mynu mo 10",

B tabnuue 7/ u Ha pucyHkax 4—6 MpeACTaBICHbI Pa3InyUs MEXKAY TPyMNIaMH 1O

BBIPAXKCHHOCTHU JIOKAJIBHOT'O anO(bI/I‘IeCKOI‘O Imponecca. I[J'ISI BCCX 30H 3HAYCHHUC P
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CKoppekTupoBaHo mo cemeiHo ommbOke FWE. Taxke npuBenens 3Hauenust T-

KpUTEpHS, KOTOPHIE B YCIOBUSX 3HAYEHUS P, CXOXKEro 10 3-r0 3HaKa IMOCJe 3amsToM,

IMO3BOJIAIOT JOIIOJIHUTCIIBHO CYINUTD 00 YPOBHC 3HAYHUMOCTH.

68686660

1@ ZO ZO 2@ 3@ 36

Pucynok 4. 3oHbl aTpoduu y JOKIMHUYECKUX HOCUTEIICH MYTaIlH VS. KOHTPOJIb.

Pucynok 5. 3oHbI atpoduu y nanreHToB ¢ bl VS. KOHTpOJIb.

688686060

1@ ZO ZO ZO BO 36

Pucynok 6. 3onbI atpoduu y narpieHToB ¢ BI' VS. TOKIMHUYECKHnE HOCUTENN
MYyTal¥H,
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Takum o00pa3oM, aBTOMATU3UPOBAHHBIA AHAIM3 IOKA3aJl YETKUE JOKAaJIbHbIE
U3MEHEHHUS: aTpodusi Ceporo BemecTBa B OOCJIENOBAaHHBIX TPYIMIAax BbIpaKEHA B
CTpHaTyMe C ABYX CTOPOH, a y MAlMEHTOB ¢ bI' mHpoKo pacnpocTpaHeHa U B KOPKOBBIX
pEruoHax, BXOJAUIMX B aCCOUMATUBHYIO JIOOHO-TTOAKOPKOBO-TATaMUYECKYIO METIIO.

['pynna AoKIMHUYECKUX HoOcuTedell MyTaHTHoro reHa HTT B Hameill BbIOOpKe
ObUIa HEOJHOPOAHA MO psiiy Npu3HakoB, HO BOM BbIsiBUSIa YMEHBLIEHHE OOIIErOo
00bEéMa ceporo BelleCcTBA YK€ Ha 3TOM CTaguu Ipolecca, a TAKKE JOKAJIbHYIO
aTpo(UIO0 B CKOPIYIE U OCTPOBKE, YTO COOTHOCHUTCSA C TONMHUKOW aTpo@uu y OONbHBIX
BI'. MoxHo 3akimtounTh, 4yTo npu BI' 0ObekTHBH3aIMs Hanboiee paHHUX M3MEHEHUU
MO3ra BO3MOHA YK€ Ha KIIMHAYECKH <JIATEHTHOM» CTAIMU HEMPOIETEHEPLIUH.

Mexny coboif MmanueHTsl UM JOKIMHUYECKHME HOCUTENIM MyTallMM OTJIMYaINUCh
00BEMOM XBOCTAaTOTO Spa M CKOPJIYIBI C JBYX CTOPOH, YTO JAET MPEINOCBUIKH K

pa3pa60TKe I'paganuu CT&,Z[I/IfIHOCTPI Imponccca U IMPOrHO3MpPOBaAHUIO CI'0O TCUCHUS].

OIIeHKa B3aUMOCBA3H KINHUYECCKHUX U HBﬁpO(l)HiH/IOJIOFH‘-lGCKHX JAHHBIX C
H3MECHCHUAMMU CEPOro BemeCTBa roJioBHOro Mo3ra y mnalfi€eHTOB € bI'n Yy

NOKJIMHUYECKUX HOCUTeJIeil MyTaHTHOro rena HTT

[Ipyn moucke 30H TOJOBHOTO MO3ra, 00BEM KOTOPBIX KOPPEIUPYET C TEMU WIH
WHBIMU KIIMHUYECKUMU MOKA3aTESIMU, TPAKTUYECKUA BO BCEX CIydyasx ObUIM MOJYYCHBI
30HbI, 3HAYUMBIE TOJILKO Ha CTATUCTHYECKOM ypOBHE HeCKoppekTupoBaHHoro p<0,001.

B TaGnune 8 npuBeeHbl 30HBI TOJOBHOTO MO3Ta, JIJIsi KOTOPHIX Y MalueHToB ¢ bI’
BBISIBJICHA CTATUCTUYECKU 3HaUYMMAasi OTPHIIATENIbHAS CBSI3b 00BhEMA CEpOTo BEIECTBA C

JUTUTEIILHOCTHIO 3a00s1eBanus (MIUTFOCTPAIMK — HA PUC. 7).

Ta6auua 8. J[aHHble PErpeccCMOHHOrO aHalIKM3a CBSI3U UIMTEIILHOCTH 3a00JIeBaHUS Y
60JsbHBIX Bl ¢ 06beMOM ceporo BemecTBa roJJOBHOTO MO3Ta.

30Ha roJIOBHOIO MO3ra IIpaBoe/ T- Koopaunarsr MNI p
JieBoe KpuTe- MPOCTPAHCTBA
nojgymapue | puu X y Z
Cpeatis 100Has H3B., | 52 | -20 | 50 | -18 |0,002x10?
opOuTaNbHAS YaCTh
BepxHsis noOHas u3B., b 3.8 .18 33 8 | 0,005x10"

opOUTaNBbHAS YaCTh
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Pucynok 7. CTpyKTypbl TOJIOBHOI'O MO3ra y nmaiueHToB ¢ bI', 1ji1 KOTOpBIX BBIsBICHA
CBs3b 00BbEMa CEpPOro BEIIECTBA C ITTUTEIBHOCTHIO 3200JICBAHMS.

B Tabmn. 9 mpuBeacHBI 30HBI TOJOBHOTO MO3Ta, IS KOTOPHIX y HarueHToB ¢ bI'
OblJ1a TIPOJIEMOHCTPUPOBAHA CBSI3b 00BbEMa CEpOro BEIIECTBA C YHUCIOM OajuioB IO
neuratenbHol mkane UHDRS (wmmtoctpanuu — Ha puc. 8). C ymeHblneHrneM o0bEMa

ATUX CTPYKTYP HEBPOJIOTHUECKHUE MTOKA3ATENM YXYAIIAINCH.

Ta6nauna 9. J[anHble perpecCHOHHOTO aHalu3a CBA3M Mokazatenei no mkaite UHDRS
y 601bHBIX BI" ¢ 00beMOM ceporo BelecTBa roJJOBHOTO MO3TA.

30Ha roJ10BHOT0 MO3ra IIpaBoe/ T- Koopannarsr MNI p
JIeBoe KpuTe- NPOCTPAHCTBA
noJymapue | pui X y Z

469 | -50 | 45 10 |0,007x10°

Hwxusasa nodHas u3B.

TIperieHTpaIbHast H3B. 441 | -30 | -11 | 60 [0,001x10"

CynpamapruHaabHas W3B. 3,74 -50 -32 | 35 [0,006x10"

4,02 29 | -41 | 56 |0,003x10*

[TocTiieHTpanbHas u3B.

= (3= ==

377 | -48 -8 48 |0,006x10™

[ToctenTpanbHas us3B.

860086

4640 4@ 52 56 ‘ 60
Pucynok 8. CTpyKTyphl rOJIOBHOTO MO3ra y maiueHToB ¢ bI', 1jisi KOTOpbIX BBISIBIICHA
B3aMMOCBSI3h 00BEMA CEPOTO BEIECTBA C IBUTATEIHHBIM JIS(DUITUTOM.
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B T1abn. 10 u Ha puc. 9 mpuBeAeHBI 30HBI TOJIOBHOTO MO3ra, i KOTOPBIX Y
narueHToB ¢ bI” Obl1a MOKa3aHa CTaTUCTUYECKU 3HAYMMAasi B3aUMOCBSI3b 00beMa Ceporo
BEILIECTBA U MMOKa3aTesel MKajibl QYHKIIMOHATBHON aKTUBHOCTH (Xy K O 1Mo 3Toi

IIKaJie COOTBETCTBOBAJ OOJIbIIeH aTpouu B YKa3aHHBIX 001aCTsIX).

Tadauna 10. JlaHHBIE pPErpecCHOHHOTO aHalu3a CBS3M MOKa3aTeNed  IIKajbl
(GYHKIIMOHATBHOW aKTHBHOCTH y O0dbpHBIX BI' ¢ oOBmemoM ceporo
BEIIECTBA CTPYKTYP T'OJIOBHOT'O MO3ra.

30Ha roJIOBHOI0 MO3ra IIpaBoe/ T- Koopannatsr MNI p
JIeBoe KpHTe- MPOCTPAHCTBA
noJymapue | pui X y y4
[TosicHast u3B., MEPEIH. YacTh J 4,4 2 47 5 | 0,001x10%
ITosicHast u3B., IEPEIH. YaCTh I1 3,9 2 35 18 | 0,004x10™

Bepxusis noOHas u3B. IT 3,9 11 57 20 | 0,004x10*
OCTpPOBOK J1 50 | -47 | -11 5 | 0,003x10°
OIepKyIIIoM J1 48 | -57 | -8 8 | 0,005x10°
Bepxusis BHCOYHAs W3BUIL JI 4,4 -45 -13 -3 | 0,001x10*
CpenHsist 10OHas U3B. JI 5,7 -33 2 54 | 0,006x10°
CpenHsist 10OHas U3B. I1 5,7 29 51 23 | 0,006x10°
OCTPOBOK I 47 |35 | 30 -2 | 0,006x10”
Ckopiyma 11 43 | 26 | 20 -5 | 0,001x10™

8 @00468612 )

1@20@24/\ 28/\\ 32/\ 36 \

Pucynok 9. CTpyKTyphl TOJIOBHOTO MO3ra y maiueHToB ¢ bI', 1jisi KOTOpBIX BBISIBIICHA
CBsI3b 00BEMA CEPOTO BEIIeCTBA ¢ (PYHKIIMOHATLHON aKTUBHOCTHIO.

B Tabmuie 11 npencraBieHbl 30HbI TOJIOBHOTO MO3Ta, JI1 KOTOPBIX Y MAIUEHTOB C
bI' BbIsIBIEHA CTAaTUCTHYECKM 3HAUYMMasi CBsI3b OOBEMa CEpPOTro BEIIeCTBA C
MOKa3aTeJsIMKM KOTHUTUBHOHM mKainel MoCa (COOTBETCTBYIOIINE HILUTFOCTPAIIUU — CM.

pucynok 10).
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Ta6amua 11. JlaHHbIe perpecCHOHHOTO aHalIM3a CBsI3U Moka3zareneil mkaiasl MoCa y
001bHBIX BI' ¢ 00BEMOM CEpOro BeliecTBa roJJOBHOIO MO3Ia.

30Ha roJIOBHOI0 MO3ra IIpasoe/ T- Koopaunarsr MNI p
JIeBoe KpHTe- MPOCTPAHCTBA
nojyuiapue | puu X y Z

[losicuasg n3BuiInHa JI 5,2 2 47 5 O,OlelO'2
[losicuasg n3BuiInHa I1 3,9 2 35 18 |0,004x10*
OCTPOBOK J1 50 | -47 | -11 5 10,003x10”
OIepKyIIIoM JI 48 | -57 -8 8 |0,005x107
BepxHsis BuCOYHAs U3B. JI 4,4 -45 -14 -3 10,001x10"
Cpennsist 100Has U3BUIIMHA JI 5,7 -33 2 54 |0,006x103
CpenHss no0Hast M3BHJIMHA I1 5,7 29 51 23 O,OO6><10'3
BepxHsist noOHast n3BMIMHA I1 3,9 26 56 9 [0,009x10°
OCTPOBOK 11 4,7 34 30 -2 | 0,006x107
Ckopiyma II 43 | 26 20 -5 |0,001x10"

68000

86 ZOQQ%

Pucynok 10. CTpyKTypsl TOJIOBHOTO MO3ra y MaMeHToB ¢ bI', 1711 KOTOPBIX BBIABIEHA
CBsI3b 00BEMA CEPOro BEIIECTBA C KOTHUTUBHBIM JAE(ULIUTOM.

Takum oOpazoM, y mamueHToB C bl 1maHHbIE perpeccMoOHHOro aHajan3a
MPEACTABIISAIOT CTPYKTYPUPOBAHHYIO KapTHUHY aTpO(PUUYECKUX HU3MEHEHHI TOJIOBHOTO
mosra. I[locTteneHHoe BOBIEYEHHE BEpXHEH M CpelHeW JIOOHOW W3BWIMH OTpa’KaeT
pacpoOCTPAHEHUE HEUPOJACTEHEPALMA MO NOAKOPKOBO-KOPTUKAIBHBIM MYTSIM  C
TEUEHUEM BpeMeHU. JIBUraTenpHbI AePUIUT ObUT CBSI3aH MPEUMYIIECTBEHHO C
MOTOPHBIMH 30HaMH. 30HBI aTPOPUUYECKUX H3MEHEHUH KOPbI, KOPPEIUPYIOIINE C
KOTHUTHBHBIMH U (DYHKIIMOHATBHBIMH HApPYIICHUSIMH, MPAKTHUECKU COBHAN (JIOOHBIE,
TEMEHHO-BHCOYHBIC 00J1aCTH M HEKOTOPBIC YaCTH JIMMONYECKOW CUCTEMBI).

BBugy OTHOTUITHOCTH MOJICKYJSIPHOTO Je(eKTa TMalHMeHThl C pPa3BEpHYTOU

KIMHUKOM BI' 1 qoKIMHUYecKue HOCUTENIU MyTaHTHOTO reHa HTT 0wl 00beIuHEHbI B
20



OJIHy IpyMIy [PU OIPOBEAECHUH PErPECCHOHHOTO aHanu3a cBs3u ynucia CAG-moBTOpoB ¢
atpodueil ceporo BemecTBa. JJii 3TOro MpHU3HAKa PE3yJIbTaThl PETPECCHH MPOILIH
KOPPEKIMI0O Ha MHOKECTBEHHOE CpaBHEHME, M MX 3HAUMMOCTh coctaBmia pFWE<0,05
Ha TMKOBOM ypoBHe. B Tabin. 12 mpuBeseHbI CTPYKTYpPBI, ISl KOTOPBIX B O0IIEH TpyTre
HocuTeeld MmyTaHTHOro reHa HTT Obuta HaliieHa oTpuUIIaTeNIbHAs CBSA3b 00BEMa CEPOro
BemiectBa ¢ yuciaoM komuii CAG-TIOBTOPOB MYTaHTHOTO T'eHa (T.€. C TSDKECTHIO
MyTaIuu), a puc. 11 ux WurroCcTpupyer.

Ta6numa 12. JlanHble pErpeccCMOHHOTO aHalM3a CBSI3U THKECTH MYTalUH Y
HOCHUTEJIeH MyTaluu ¢ 00bEMOM CEPOro BEIIeCTBAa IOJIOBHOTO MO3Tra.

30Ha ro;10BHOTO IIpaBoe/ T-kpure- | Koopannatst MNI | pFWE
Mo3ra JIeBOe MOoJIylapue puii NPOCTPAHCTBA
X y A
Ckopayrma IT 6,8 21 17 5 0,016
XBOCTATOE SAPO I1 6,4 12 17 9 0,046
Ckopayrma J1 6,8 -19 14 2 0,016
XBOCTATOE SIAPO JI 6,5 -12 11 15 0,03

688606
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Pucynok 11. CtpykTypbl MO3ra, JUisi KOTOPBIX B OOIIEH IpyIire HOCUTEIeH MyTaHTHOTO T'eHa
HTT BbIsiBIEHA CBSI3b 00BbEMA CEPOTo BEIIIECTBA C TSHKECTHIO MYTALIUM.

TecHyto CBSI3b TSXKECTH MyTallMu ¢ arpodueit 0a3zaibHBIX s]iep NOATBEPKAAIOT U
JaHHble MOpP(GOMETPUM PErMOHOB MHTEpeca: Tak, HaMu Oblja YCTaHOBJIEHA 3HAYUMas
KOppEeJsAlUsS THKECTH MyTallid C  O00BEMOM  XBOCTAaTOTO siApa: KOIPHHUIIUEHT
KOppeNsiiuuu Jyuisl JieBoro XxBocTtatoro siapa (mo Cnupmany) coctaBun I = —0,454,
p=0,007, nns mpaBoro — = —0,436, p=0,010. Konuiinocts CAG-noBTOpOB, B OT/IHYHE
OT KIWHUYECKHMX U HEHpO(U3MONIOTHUECKUX XapakTepucTuk bI, He 3aBuCHT OT

OOJIBILIOTO YHCJia CYHIECTBEHHBIX JJIA TeUeHHs 0oJie3HU (PakTopoB ((hyHKIIMOHATBLHOTO
21



COCTOSIHUS OOJILHOTO, MpUéMa JIEKapCTB | T.JA.). TakuM 00pa3om, BRICOKAss 3HAYNMOCTh
CTATUCTUYECKON pPErpeccuu yKa3aHHOro mnpus3Haka ¢ gaHHbIMH BOM naér ocHoBaHus
paccMaTpuBaTh MOPPOMETPHUIO B KaYECTBE YI0OHOTO U 1IeHHOTro Onomapképa bl

B paboTte npoBoaMIICsS perpecCCUOHHBIN aHaIU3 MO COMOCTABICHUIO 00bEMa CEPOrO
BEIIIECTBA C Pe3yJIbTaTaMH HEUPO(PU3HOJOTUYECKOrO O0CIeOBaHUSI — MapaMeTpaMu

korauTuBHBIX BII P300. PesynsTare! npuBenens! B Ta01.13 u puc.12.

Ta6amua 13. JlaHHbIE perpecCMOHHOTO aHalu3a CBSA3M JaTeHTHOocTed muka P300 y
00abpHBIX Bl ¢ 00b€MOM ceporo BemecTBa CTPYKTYp TOJTOBHOIO MO3ra.

30Ha roJ10BHOT0 MO3ra IIpaBoe/ T- Koopaunarsr MNI p
JieBoe KpuTe- NPOCTPAHCTBA
noJjylmapue | pui X \ y \ y4
3onvl, 06LEM KOmopwix Koppeaupyem c rameumuocmoio P300 (pacnosnasanue cuenana)
JIONOJIHUT. ABUTATEIbHAS OOIL. | JI | 463 | -2 | 17 | 67 | 0,001x10™

3omusbl, 00EM KOMOpLIX Koppenupyem ¢ aamenmuocmsto P300 (pacnoznasanue cuenana c
onpeoeyieHuemM 8peMeHU 08ULAMEIbHOU peaKyuul)

HpCHCHTpaJIBHaH H3B.

398 | 47 3 33 | 0,004x10*

HpCHCHTpaJIBHaH H3B.

393 | 44 -4 39 | 0,004x10*

BepxHsist noOHast u3B.

3,91 14 63 23 | 0,005x10™

Bepxnsist BUcouHas u3B.

=3 13H

371 | 63 0 2 | 0,007x10*

Pucynok 12. CrpyKTypsl TOJIOBHOIO MO3ra y NaluueHToB ¢ bI', 11s1 KOTOpBIX HalaeHa
CBsI3b 00BEMa Cceporo BeliecTBa ¢ jJaTeHTHOCThIO P300 B mapaaurme Ha
pacno3HaBaHWE CHUTHAJOB (CieBa) M B MapaJurMe C OINpeAeICHUEM
BPEMEHHM JIBUTATEILHOM peakiuu (Crpana).

VY ooknunuyeckux nocumeneti mymaumuozo 2ena HTT koppensiuuii o0béMa ceporo
BEI[ECTBA C TOKA3aTEISIMUA OTITOMIEHHOCTH MO 3a00JI€BAHUIO U KOTHUTHUBHOMN IIIKAJTBI

MoCa He BbisiBIeHO. PerpeccuoHHbIli aHaIM3 C JAAHHBIMU IIKalbl (PYHKIMOHAIBHOU
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aKTUBHOCTU HE NIPOBOJMIICS BBUY €€ HEUYBCTBUTEIBHOCTH Y JAHHOM rpynmsl JuL. s
aTuX Jull B Tabn.14, 15 u Ha puc.13, 14 nokazaHa cBs3b MoKa3aTeNnei Mo ABUTaTEIbHON
mkasie UHDRS u natentHocty nuka P300 ¢ 06beMoM ceporo BeliecTra.

Tab6aunua 14. [lanHble perpecCMOHHOTO aHajau3a cBs3u nokasareneit mkansl UHDRS y

JOKJIIMHUYECKUX HOCUTENEeH MyTaluu C OO0BEMOM CEporo BEIIEeCTBA
CTPYKTYp T'OJIOBHOT'O MO3Ta.

30Ha roJIOBHOI0 MO3ra IIpasoe/ T- Koopaunarsr MNI p
JeBoe KpuTe- IPOCTPAHCTBA
nojyuiapue | puu X y Z

breapiii map 7,81 | 17 0 -6 0,005x107>

BepxHee BucoyHOE 110s1€ 7,67 |-56 11 -2 0,005x10

CpenHee BUCOYHOE TT0JIE 584 |-34 14 -42 | 0,003x101

= ===

O61acTp MIMOPHOH 60PO3/IBI 580 |-12| -75 17 | 0,003x10™

Pucynok 13. CrpyKTypsl TOJOBHOIO MO3ra y JOKIMHUYECKHX HOCHUTENIECH, I
KOTOPBIX BBISBICHA CBSI3b 00bEMA CEPOro BEIIECTBA C JAHHBIMU IIKAJIbI
UHDRS.

Takum  00pa3oM, y  JOKIMHUYECKMX  HOCUTENEH MyTallud JaHHbIE
PErpecCUOHHOTO aHau3a BBITIAIAT HECKOJIBKO HEOAHOPOIHO BBUAY Majol BHIOOPKU U
e¢ BapuaOETbHOCTH, & MCIHOJb30BaHHbIC KIMHUYECKUE IIKAJIbl MAJOYyBCTBUTEIBHBI K
HEerpyObIM MpOsIBIICHUSM 3a0oseBanus. Tem He MeHee, B paboTe yAanoch BbISIBUTH Psij
PEruoHOB, aTpo(usi KOTOPBIX CBSI3aHA C YXYIIICHUEM IO IBUTaTeNIbHOM IIKaJe.

B obeux rpynnax ynnuHeHue jateHTHOCTH P300 B 1enoM COOTBETCTBOBAJIO
YMEHBILIEHUI0O 00bEMa Ceporo BellecTBa B JIOOHBIX M BHCOYHBIX OTJENaX.
3anHTEpeCOBaHHOCTh IpU BI' mperneHTpaibHON N3BUIIMHBI, CKOPEE BCErO, 00YCIOBIEHA
HapyILIeHHEM JIBUTaTeIbHOTO KOHTpoist (mpoba ¢ ompeAesrieHuEM BpEMEHH
JIBUTATEIbHOW pEaKIMH), BOBJICYEHUE MOCTLEHTPAIBHON M CyNpaMapruHaIbHON
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U3BWIMH — HapylleHueM o0paboTKU CEHCOPHON MH(POpMAIUH.

Ta6auua 15. JlaHHbIE pEerpeccCMOHHOrO aHalu3a CBs3W JIaTeHTHOCTH nuka P300 y
JOKJIMHUYECKUX HOCUTENIEH MyTalluy ¢ 00bEMOM CEpOro BELIECTBA.

30Ha roJI0BHOT0 MO3ra IIpaBoe/ T- Koopannatst MNI p
JIeBOe KpuTe- NPOCTPAHCTBA
noJymapue | puu X ‘ y ‘ Z
3onbl, 06vEM KOMmopwix Koppeaupyem ¢ aamenmuocmoio P 300 (pacnosnasanue cuenana).
BepxHsist BUcouHas U3BUIMHA I1 1,77 52 -33 | 15 0,005><10'2
CynpaMapruHaibHasi U3BUJIMHA I1 7,09 66 -32 | 35| 0,009x107
[TocTiieHTpanbHasE N3BUIIMHA I1 6,36 32 -30 |69 | 0,002x10*
[TocTnienTpanbHas U3BUINHA JI 5,89 -39 -24 |53 | 0,003x10™

3onbl, 06vEM Komopwix Koppenupyem ¢ rameumuocmoio P 300 (pacno3nasanue cuenana c
onpeoeyieHuem 8peMenl 08U2amenbHOl peaKyuil).

BepxHsis 100Has U3BWINHA | JI | 995 | -18 | 26 | 63 | 0,002x10"

/ ~ Y WY
P QUQ

636 (

Pucynok 14. CTpyKTypbl TOJIOBHOTO MO3Ta y JOKJIMHUYECKUX HOCHUTEJIEH MyTalluH,
JUTSL KOTOPBIX BBISBIICHA CBSI3b 00BbEMa CEPOro BEIIECTBA C JIATEHTHOCTHIO
P300 B mapagurme Ha pacro3HaBaHHE CUTHAJIOB (CJIeBa) M B Mapagurme ¢
OnpeJieJICHHEM BPEMEHH JIBUTATEIbHOM peakiuu (Crpana).

CoBMecTHOE TpPUMEHEHHWE HEUPO(DU3MOJOTUUECKHUX W  BU3YAIH3AIMOHHBIX
METOJIMK TIO3BOJISIET KAYECTBEHHO YJIYYIIUTh WHTEPHPETALMIO PE3YJIbTaTOB W
OXapaKTepU30BaTh JIAHHBIE KaK CO CTPYKTYPHOMU, TaK U C (PyHKIIMOHATIHLHOW CTOPOHBI. B
MEePCIIEKTUBE TaKOW KOMOWHHMPOBAHHBIM TMOAXOJ MOXKET OOJIETYUuTh Tpagaluio
W3MEHEHUM TIPU OLIEHKE COCTOSIHUSI OOJBHOTO M MPOTPECCUPOBAHUS MATOJOTHYECKOTO
nporecca. Takum o6pa3om, mpu bI' Hamu mokazaHa 3HaYMMas CBSI3b (YYHKIIMOHATBHBIX
napameTpoB ¢ MOP(OJOTHMYECKUMH XapaKTEPUCTHUKAMU TOJIOBHOTO MO3Ta MO JTaHHBIM
BOM.
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CpaBHeHHe 00bEMOB PErHOHOB HHTEPeECa B MPABOM M JI€BOM MOJIYyIIAPUU

JInsi OLleHKHM acMMMETpPUU HEHWPOJETeHEpAaTUBHOTO Mpoliecca ObUIM MOJACUUTAHBI
00bEMBI 9 pPETHMOHOB — XBOCTAaTOTO sjApa, HUXKHEW M cpeaHeld JOOHOW W3BHWIIMH,
OCTPOBKa, OJIEHOTO 1apa, CKOPIYIIbI, TAIaMyca, MOCTLIEHTPAIBHON U NPELEHTPATbHOM
U3BWIMH — B 000UX MOJYIIAPUSAX C TOMOIIbI0 MOPPOMETPUN PETHOHOB MHTEpECa.

[Ipu onenke oObemMa BBIOPAHHBIX CTPYKTYP B KOHTPOJIBHOW TpyIIe 3HAYMMBIX

pa3IUYMil MEXy IPABBIM U JIEBBIM MOJYIIAPUEM MTOIYYEHO HE OBLIO.

Ta6nauma 16. CpaBHeHue 00BEMOB CTPYKTYyp MPaBOrO U JIEBOTO TMOJYyIIApUHA Y

naimeHTos ¢ bI'.

OO01muii 00bEM OO01mui 00bEM

Crpyxrypa caeBa, MJI cnpaBa, MJI P
XBOCTATOE SIAPO 2,73+0,51 2,72+0,41 0,665
Huoxusaa 1o0Hag n3BuiInHa 10,13+1,71 9,2+1,83 0,187
Cpennsisi 100Hasi M3BUJIMHA 14,16+2,96 15,74+3,3 0,043
OcTpoBOK 8,01+0,99 7,56+0,97 0,187
Baenublii map 0,04+0,01 0,07+0,03 0,006
ITocTueHTpanbHas U3B. 9,34+1,47 8,67+1,54 0,322
IIpeunenTpajbHasi U3BWJIMHA 7,77£1,1 7,65+0,97 0,043
Cxkopayna 1,71+0,43 2,03+0,3 0,001
Tanamyc 2,46%0,36 2,42+0,24 0,650
Ta6muua 17.  CpaBHeHHe OO0BEMOB CTPYKTYp MIpPaBOrO M JIEBOTO MOJYIIApUNA Yy

JOKJIMHUYECKUX HOCUTENIEeH MyTaHTHOTO reHa HTT.
CtpykTypa O61mmii 00béMm ciieBa, M1 | O0mMiA 00HEM cripaBa, MJl p
XBOCTATOE SAPO 3,25+0,6 3,39+0,62 0,496
Hwoxustst 1o0Hast U3B. 9,91+0,61 9,39+0,84 0,174
CpenHsis moOHas U3B. 14,69+1,48 15,62+1,51 0,151
OcTpoOBOK 7,75%0,52 7,51+0,55 0,112
Baenublii map 0,08+0,02 0,10+0,02 0,028
ITocTueHTpanbHAas U3B. 9,89+1,08 8,99+0,88 0,082
[IpenieHTpanbHas u3B. 8,6+1,22 7,9+1,03 0,226
Ckopayria 2,31+0,39 2,42+0,36 0,450
Tamamyc 2,13+0,24 2,13+0,22 1,000

B Tabn. 16 mpuBeneHsl pe3ynbTaThl CpaBHEHUS OOBEMOB CTPYKTYp MPABOTO U
JICBOTO TMOJIyIIApUH B TpyMme NanueHToB ¢ bI, >kupHbIM mpu(TOM BBIIEICHBI
CTPYKTYPBI CO CTATUCTUYECKH 3HAYMMBIMHU MEKITOTYIAPHBIMH PA3TAYUSIMU.

HpaKTI/I"IGCKI/I AJI1 BCEX CTPYKTYP CO 3HAYMMBIMHU MCXKIIOJIYIIapHBIMUA PA3JIMIUAMU
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00BEMOB CEpPOT0 BEIECTBA JIEBBIE PETHOHBI ObLITH MEHbIIIE TIPABbIX.

AHanoruydanie JaHHBIC ObLIN IMOJIYUCHBI W JI1 JOKIIMHHUYCCKUX HOCHUTEJICH

mytanuu (tabd. 17). Takum oOpa3om, B o0eux LEICBBIX rpymmax arpodus OoJbIie

3aTparuBaja CTPYKTYpbI B JICBOM, IOMUHAHTHOM JIJIS HaIllEH BEIOOPKH, TTOTYIIAPHH.

J{uHaMuKa MOp(poMeTPpHYECKHUX NoKa3aTe/ieill y nauueHToB ¢ bI'

B T1a61.18 wu wna pwuc.1l5

MPECTABICHBI

30HBI  CEpOTo

B€IICCTBA C

nporpeccupoBanreM atpoduu uepes 19+4 mecsiieB mocie nepBoro UCCieI0BaHMS.

Ta6auna 18. 30Hb1 HapacTaHus aTpoPUUECKUX M3MEHEHUH MO3Ta Y ManueHToB ¢ bl

IIpaBoe/ T- Koopaunarsi p
30Ha roJIOBHOIO MO3ra JieBoe kpurte- | MNI npocTpas.
nojyumapue puit X y Z

Cp. 100Has u3B., OpOUTAILH. YaCTh I1 11,04 5 51 | -2 | 0,001x10°
Bepx. moOHast u3B., Meua. 9acTh I1 9,47 3 55 8 0,004x10°>
BepxHsis noOHast n3BMIMHA JI 7,80 21| -6 60 | 0,001x10™
ITosicHast u3B., nepeIHsIs YacTh I1 9,08 6 52 | 11 | 0,005x107
IIpenienTpanbHasi U3BUIIMHA JI 6,56 27 | -10 | 54 | 0,003x10™
Cpennsist BHCOYHAS! U3BUIMHA I1 16,58 63 | -39 | 6 0,002x10°3

88
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. /\ /\

)
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Pucynok 15. CTpyKTypsl roJIOBHOTO MO3ra y manueHToB ¢ BI, mns KoTopbix ObLIO
BBISIBJICHO HapacTaHWe aTpoOPUUYECKUX M3MEHEHHH NMpU JUHAMUYECKOM
HaOJIIOIEHUH.




BbIBO/1bI

Bokcenb-opueHTHpoBaHHass MOp(OMETpUs TMO3BOJIIET C BBICOKOH CTEMEHBIO
BOCIIPOM3BOJIUMOCTH PETUCTPUPOBATH YMEHBIIEHHE O00bEeMa CEpOoro BeIIeCTBa
TOJIOBHOIO MO3ra y HocuTened myTtanTHoro reHa HTT Ha pa3nuyHbIX 3Tamax
HEHUpOJIereHepaTUBHOrO Tpolecca — OT JAOKIMHMUYECKOW CTaJud JI0 CTaJuH

Pa3BEepHYTOM KIMHUYECKOW KapTUHBI 00Je3HU [ eHTUHTTOHA.

Haubonee panHuM MOpPPOMETPUYECKUM HM3MEHEHHEM TOJIOBHOIO  MO3Tra,
BBISIBIIIEMBIM Y JOKJIMHMYECKMX HOCUTENEH MYTalluH, SIBISIETCS yMEHBIICHHUE
o0beMa ceporo BellecTBa B CKopiyne u ocTtpoBke. Ilo mepe mporpeccupoBaHus
mpouecca y TMalMeHTOB C KIMHUYECKOM craaueid Oosie3HM | eHTHMHITOHa
uepedpanpHas aTpopusi yCUIUBAETCA B 0a3albHBIX TAHIJIMSAX M PAaCHpOCTpaHsAETCs
Ha PSAJ KOPKOBBIX PETMOHOB, B OCHOBHOM, BXOJSIIMX B IOJKOPKOBO-TaJIaMO-
KOpTUKaJbHble MyTH. HeilponaereHepaTuBHbIE M3MEHEHMs, KaK MpaBUiIO, OOJbLIE

BbIPa’KCHbI B JOMWHAHTHOM ITIOJIYIIApHUH.

V¥ Bcex HocuTeneit mytanTHoro reHa HTT — kak Ha TOKJIMHUYECKOW CTajuu, Tak U
IpU Pa3BEPHYTHIX KIMHUYECKHX MPOSBICHUSIX OoJie3HH [ eHTHHTTOHa — WMeeT
MECTO CTAaTUCTUYECKU 3HAUUMAas MpsAMasi KOPPEJSIus MEXKIY TSKECTbIO MyTalluu
(uucnom xomuit TaHneMHBIX CAG-TOBTOPOB) M BBIPAKEHHOCTHIO aTPOPUUYECKUX

U3MEHEHUN XBOCTATOIO siApa U CKOPJIIYIIBI C IBYX CTOPOH.

VY manuweHToB c 0osie3HBIO ['@HTUHTTOHA OMpenesIeTcs YeTKas B3auMOCBS3b
JIBUTATEJIbHBIX, KOTHUTUBHBIX U (YHKIIMOHAIBHBIX HAPYIICHUN C yMEHBIICHUEM
00BEMa ceporo BEIeCTBa B OMPECIEHHBIX PETHOHAX TOJIOBHOTO MO3ra — JIOOHBIX
(BKJTFOUAss MOTOpPHBIE 30HBI KOPBI), TEMEHHO-BUCOUYHBIX O0JaCTIX, JTUMOUYECKOM
CHUCTEME U Ap. DTO MO3BOJISIET YTOUHUTH IT'€HE3 U CTPYKTYPHBIE OCHOBBI OTJEIBbHBIX
CUMIITOMOB 3a00JI€BaHUs, a TAK)KE€ BPEMEHHbIC 3aKOHOMEPHOCTH WX TOSBICHUS U

0COOCHHOCTH O0IIIeH JUHAMHUKUA HEUpOoiereHepaTUBHOTO Mpoliecca.

VBeanueHue JIATEHTHOCTHM KOTHUTHUBHBIX  BbI3BAHHBIX IIOTCHIOMAJIOB P3 OO,

CBUJICTEIBCTBYIOIIEE O HApYyUIEHUU BOCHPUITHS U 00paboTku HHGPOpPMALINH,
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XapaKTEepHO KakK JJis JOKIMHUYECKUX HOcUTenel MmyTanTHoro reHa HTT, tak u nis
MAalMEHTOB B Pa3BEPHYTON KIMHUYECKOW cTaauu Ooje3Hu I'eHTuHrrona. B obOenx
rpynmnax MalUeHTOB COBMECTHOE IPUMEHEHHUE BOKCEJIb-OPUEHTUPOBAHHOU
MOP(OMETPUN U BBI3BAaHHBIX NOTEHIMAJIOB BBISBIIET TECHYIO B3aUMOCBSI3b MEXIY

AHATOMHNYCCKNMHU U Q)YHKHI/IOHE[HBHBIMI/I N3MCHCHUAMMU I"OJIOBHOT'O MO3ra.

INPAKTHYECKHUE PEKOMEHJALINUN

Meton BOKCENb-OPUEHTUPOBAHHON MOP(POMETPUU MO3BOJSIET OOBEKTUBHU3UPOBATH
IPOrPECCUPOBAHNE  HEHWPOJETEHEPATUBHOIO  Ipolecca IMpU  JIHUHAMHUYECKOM
HaOJII0JJEHUH 32 MalMeHTaMH ¢ 00J1€3HbI0 [ eHTUHITOHA, YTO CO34aET MPEAIOCHUIKH
JUTSL UICTIOJIb30BAHMS KOJIMYECTBEHHBIX MOP(POMETPUUECKUX TTOKA3ATENEH B KAUECTBE

OomomapképoB 3a00JIeBaHUS.

KomOuHaiuss  BOKCENb-OpUEHTHUPOBAHHOM  MopdoMeTpur W KOTHHUTHBHBIX
BbI3BaHHBIX mnoTeHIMaoB P300 wumeeT BBICOKMM TMOTEHIMATI B paHHEH
NPWKU3HEHHOW  JUArHOCTUKE JOKJIMHUYECKOM CTaaud HEUPOAETeHEPATUBHOIO
mporecca y Hocurtened MyraHTHoro reHa HTT. DT1o Moxker momMousb B
dbopMUpPOBAHUU TPYIMI «BBICOKOTO PUCKa» C IEJIbI0 peaau3ali CHelUualIbHbIX
mporpaMM HaOJIFOACHUS M OCYIIECTBIICHHS B OyAyIIEM CTPAaTeTHMH IPEBEHTUBHOM

TepaInuu.
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CIIUCOK COKPAIIIEHUN
bI' - 6omne3Hp ['eHTUHTTOHA
bO3 - 0a1 OTATOMIEHHOCTH 10 3a00JIEBAHUIO
BOM — BOKCEJIb-OPUEHTHUPOBaHHAS MOpoMeTpHst
BIT - BBI3BAHHBIC TTOTCHIIUAJIBI
MKB — MUKPOBOJIBT
MPT - MarHUTHO-PE30HaHCHAast ToMorpadus
MC — MHJIIACCKYH/T
FWE - Family Wise Error (cemeiinast omunoka)
MNI - Montreal Neurological Institute template (crangapTusupoBanHOe
CTepPEOTaKCHYECKOE MPOCTPaHCTBO MoHpeanbckoro HeBpoormaeckoro
NHuctutyTa)

MoCa — Monpeanbckas ImKaaa OUEeHKA KOTHUTHBHBIX (QYHKINH

SPM — Statistical Parametric Mapping (mporpamma cTaTHCTHYECKOTO

napaMeTpudeckoro kaptupoBanus MPT-u300pakeHmit)

UHDRS —  Unified Huntington’s Disease Rating Scale (Yuudumuposannas [llkana OneHku

bone3nu I'enTrHTTOHA)
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