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KOrHUTHBHDLIE HApYILIEHHUS
npu 6oxoBom amuoTpothHYecKOM CKaepo3e
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Koenumuenvie napywenus (KH) rabarodaromes 6onee uem y noaoeuHsl nayuenmos ¢ 60kosvim amumpoguueckum cxkaeposom (bAC), Ho ped-
Ko docmueatom cmenenu demenyuu. B nacmosuwee epems npedaoxcena knaccupuxayus bBAC é 3asucumocmu om Hasuyvus KOSHUMUBHbIX
u/unu nosedenueckux Hapywenuii. KH npu BAC mocym 6bimb npedcmasnervl HapyuleHuSmu 6e2aocmu pedu, pa3iudHbiMu apamuvecKumu
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Cognitive disorders (CD) are observed in more than half of patients with amyotrophic lateral sclerosis (ALS), but rarely reach the degree of
dementia. Currently, a classification of ALS has been proposed depending on the presence of cognitive and/or behavioral disorders. CD in ALS
can be represented by speech fluency disorders, various aphasic disorders, disorders of regulatory functions, social cognitive functions, and ver-
bal memory. The most diagnostically sensitive are special scales, such as the Edinburgh Cognitive and Behavioral Impairment Screening Scale
Jor ALS. CD in ALS have a negative impact on the outcome of the disease and the quality of life of patients and their families. This issue requires
Sfurther study.
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BokoBoii amuorpoduueckuii ckiaepos (BAC) ¢ MomeHTa
ero neporo onucanust 2K.-M. [llapko B 1869 . cuuTaincs 3a-
OoJsieBaHUEM, TTOPAXAIIUM MCKIIOUUTENHbHO JBUTATEIBHYIO
chepy [1]. OmHako k Havany 2000-X romOB HAKOTIMJIMCH JaH-
HbIC MCCJICIOBAaHWI, yKa3bIBAaIOIIKE Ha MYJIBTHUCUCTEMHOCTh
MOPaXXeHUsI HEPBHOI CUCTEMBI MPU 3TOM 3abojieBaHuu |2, 3].
B uvactHocTH, B kinuHu4eckoit KaptuHe BAC BaxHyiO pojib
MOTYT UTpaTh KOTHUTUBHBIC M TOBEIECHYECKHUE HapyIIeHUS.
OHU HabJONaI0TC He MEeHee YeM Y MOJIOBUHbI MallUeHTOB,
HO CTEeIeHM AEMEHIIMU TOCTUTaioT Julib y 10—15% GonbHBIX
[1]. ¥ yactu nmauueHToB ¢ BAC BBISIBISIIOTCS HEHpONCUXUAT-
pUuYecKue HapylleHUs, XapaKTepHble IJIs JOOHO-BUCOYHOM
nerenepauuu (JIBJ). [TosaTomy B HacTosiiee Bpemsi BAC pac-
CMaTpUBAaeTCsd He KaK MCKIIYUTEIbHO HEPBHO-MBIIIEYHOE
3aboneBaHKne, a Kak 3aboseBanue LIHC, mposBisiomeecs
CTIEKTPOM paccTpoiicTB (3aboneBanus criektpa BAC-JIB/) —

oT OpM C YUCTO IBUTATEIbHOM CUMIITOMATUKOM (KJIaccuye-
ckuit BAC) no JIB/I ¢ rpyObIMM KOTHUTUBHBIMU U TTIOBEIEHYEC-
CKUMU HapyueHusimu [1].

Lems manHOTO 0030pa — aHAINU3 TAHHBIX O KOTHUTHUBHBIX
napymenusix (KH) y marmmenTos ¢ BAC 6e3 nemMeHmm.

KH npu BAC npencrapiieHbl B TIEPBYIO ouepeib peryJis-
TOPHBIMU U PEYEBBIMU HAPYILIEHUSIMU, KOTOPbIE HEPEIKO Cove-
TaloTCs C paccTpoiicTBamu noseneHus. [locienHue nmpeacras-
JIEHbl B MEPBYIO ouepelb aratueil, pexxe — pacTOPMOXKEHHO-
ctbi0. MHOTIA TpU JaHHOM 3a00JIeBaHUM HAOMIOAAETCsI CTEPEO-
TUITHOE, KOMITYJIbCMBHOE WM MepceBepallMOHHOE TMOBeaeHNe
[4]. Yactora KH nipu BAC nocTtaToyHO BBICOKA B pa3HbIX peru-
oHax mupa [1].

B 2017 r. 6bUIM TIpeNIOKEHBI TIEPECMOTPEHHBIC KPUTEPUH
JMArHOCTHKHM KOTHUTHBHBIX U TIOBEJCHUYECKUX HAPYIICHUN TTpU
3aboneBaHusx criekrpa BAC-JIB/I. B otimume oT mpeabimyieid
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BEepCUU, B HUX BblIeIeHbI HOBbIe (hopMbl BAC, ocoboe BHUMA-
HUE YIEJIEHO PeYeBbIM HapyILIEHUSM [S]:

* BAC ¢ KH — xapakTtepusyeTcsl HapylleHUeM PeryasTop-
HbIX/COLMAIbHBIX KOTHUTUBHBIX (DYHKIIMI' + peueBbie
HapylLIeHUs?;

BAC ¢ nosedenueckumu nHapyuieHusIMU — XapakTepu3yeT-
csl amaTtueil ¢ ApyruMu MOBEACHUYECKUMU HapyILIEHUs -
MM WM 0e3 HUX JMOO Haau4yueM ABYX U 0ojiee BUIOB
MOBEIEHYECKUX Y KOTHUTUBHBIX HApYyLIEHUI, Xapak-
TepHbIX 1151 JIB/I?;

BAC ¢ koenumusHbiMu U nO8edeHUeCKUMU HAPYUleHUsMU
XapaKTepu3yeTcss HATMIMeM TPU3HAKOB, XapaKTePHBIX
IUTSI BADUAHTOB C KOTHUTWBHBIMU U TIOBEICHUECKUMU
HapyIIeHUSIMU;

BAC ¢ JIBJ] xapakTepu3yeTcsl TPpOTrpeccupyonmMu KOr-
HUTUBHBIMM W TIOBEICHYSCKMMU HapyIICHUSIMU (T10
TAHHBIM aHAMHEe3a WY HAOII0AeHNs) U HATMYUEM TPeX
1 Oosiee BUAOB MOBEIEHYECKUX U KOTHUTUBHBIX Hapy-
LIeHUI1, xapakTepHbIx 1jst JIBJL;

BAC ¢ conymemeyroueit demenyueii — 310 BAC ¢ comyTt-
CTBYIOIIIEI 0OJIE3HBIO AJbLITeliMepa WK JIF000N MHOMI
nemeHuueit, uem JIB/;

cunopom Hanomunarouguii JIB/ ¢ BAC, — 310 3ab0€eBa-
HUe, maroMopdoIornieckasl KapThHa KOTOPOTO COOT-
BerctByeT JIB/I ¢ xapakrepubimMu uisi BAC nsmeHeHus -
MM, OJJHAKO KJIMHUYECKas KapTWHA HE COOTBETCTBYET
JMIMarHOCTUIECKUM KPUTEPHSIM.

[To naHHBIM MeTaaHanu3a 44 ucciiefOBaHU, MPOBENEH-
Horo E. Beeldman u coaBrt. [6], mpu BAC 6e3 sBiaeHMi 1eMeH-
LIMU Yyallle BCero HabIo1aauch HapylleH s OeTI0CTU pevu, pa3-
JnuyHble adartryeckre pacCTpPOMCTBA, HAPYLUEHUS PETyJsiTOp-
HBIX U COLMATbHBIX KOTHUTUBHBIX (DYHKIIUHI, a TaKXKe CIOBEC-
Ho-Jjornyeckoi namsitu. Pazsutue KH vaiiie Habntonaercst npu
BAC ¢ npenMyIiiecTBEHHBIM BOBJIEUEHUEM BEPXHETO MOTOHEH -
poHa u mpu kimaccudeckom BAC mo cpaBHeHUIO ¢ dopMoit
C TIPEMMYIIECTBEHHBIM BOBJIEUEHUEM HWXXHETO MOTOHEMpoHa.
ITpu xnaccuueckom BAC BoipaxkeHHocTh KH koppenupyer
C TSIKECTBIO HEBpOJIOTUUYECKOro aeduiura B 1enaom [7, §].

Paccmpoiicmea pecyasmopnoix pynxuyuil SIBISIOTCS OTHUM
u3 Haubouee yacToix nposisaeHuit KH mpu BAC. OHu nposiiisi-
[0TCSI HapyUIeHWeM Tpoliecca TUIaHUPOBaHUsI, (OPMUPOBAHUS
OLIEHOYHBIX CYXIEHUI, MEePeKIIOUeHUs] ¢ OAHOTO 3aJaHMsl Ha
Jpyroe, nepceBepalusiMu. BelpaxkeHHOCTb HApYyLIEHUsT PEeTYIIsi-
TOPHBIX (PYHKIIMI KOPPEJUpYyeT CO CTEMEHbIO aTpohUu 10pCo-
JlaTepadbHON KOpbI TONOBHOTO Mo3ra. [lepBeiM Tpu3HAKOM
CUHIPOMa HapYyLIEHUsI PETYISITOPHBIX (YHKUIWI (AU3peryis-
TOPHOTO CUHApoMa) y manneHToB ¢ BAC sBnsieTcst cHIKeHUe
doHeTnYeCKON peueBoil aKTUBHOCTU (CMTOCOOHOCTUM Ha3BaTh
OIpe/IeJIEHHOE KOJUYECTBO CJIOB Ha OAHY OYKBY 3a €IMHUILLY
BpemeHu). [1o Mepe nporpeccupoBaHus 3a00J€BaHusI MPpUCOe-
IUHS0TCS Apyrue cumnTomsl [9, 10]. HanGonee BbipaxkeHHOE

'Hapy1ieHus peryasiTopHbIX YHKLIMIT BKITIOYAIOT B ce0s1 CHIXKeHMe GoHe-
TUYECKOI AKTUBHOCTU WJIM HAPYLIECHUS ITPU BBITIOIHEHUU JIBYX PA3IMYHBIX TECTOB
Ha AU3PEryISITOPHbIC HapyllleHUsT (MOTYT BKJIIoUaTh counanbibie KH).

’Hapy1ieHust py BBITIOHEHUU ABYX Pa3TUYHBIX TECTOB, KOTOPBIE HE MO-
TYT ObITb OOBSICHEHBI CHIKEHUEM (DOHETUYECKOI aKTUBHOCTHU.

‘PaHHee TOsIBIEHME PACTOPMOXEHHOCTH, araTU¥, YTPaThl CUMIATUU
¥ SMIIaTHM, paHHEe Pa3BUTHUE CTEPEOTUITHOTO, MEPCEBEPALMOHHOTO MU KOM-
MyJIbCUBHOTO TIOBEAEHUS, HapylLlIeHNe MUIIEBBIX IIPEATIOYTeHUI/ TUTIEPOPATIN3M,
KOTHUTUBHBII Je(UIUT ¢ BEIPAKEHHBIM HapYIICHUEM PETyIATOPHBIX DYHKIMIT
1 OTHOCUTEJIbHOU COXPAHHOCTBIO MaMSATU W 3PUTEIbHO-NPOCTPAHCTBEHHBIX
byHKUMI.
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HeraTMBHOE BIWSIHME Ha KOTHUTMBHYIO cepy TalueHTa okKa-
3bIBAlOT HapYIIEHMS MIPOLIECCOB, CBSI3AHHBIX C MMPOU3BOJIBHBIM
BHUMaHueM [10]. HapyiieHue peryasiTopHbix (yHKIIUIA TECHO
CBsI3aHO C Pa3BUTHEM ITOBEJICHUYSCKMX HapYIICHUM, HalpruMep
aratuu [6].

Adpamuuecxue napymenus npu BAC B KIMHUYECKOM MpaK-
THKe ObIBAaeT CIIOXHO AuddepeHIInpoBaTh CO CHUXEHUEM Oer-
JIOCTU PeuH, KOTOpoe OOJIbIlie CBSI3aHO C HAPYLIEHUEM peryJisi-
TopHbIX (pyHK1WMi |1]. [To HabmoneHusiM A. Ceslis u coaBT. [11],
HapyIIeHUs] CIIOHTAHHOW PEeYeBON MPOAYKIIMU HAOMIOIAIOTCS
y 36% maunentos ¢ BAC BHe 3aBrcHMOCTH OT ero (hopMbl. Me-
TaaHaIM3 57 MCCIIeIOBAaHUIA TIOKAa3aJl, YTO peueBble HAPYIIEHUS
npu BAC niposiBisiioTCS B BUJIE HapyllIeHUs 110100pa CJIOB, CUH-
TAaKCUYECKOW W rpaMMaTHUECKON 00pabOTKN peur W TIPOU3HO-
IIeHUs CI0B. B OCHOBe MX pa3BUTHS JISKUT PacIpOCTpaHEHUE
JIlereHepaTUBHOIO Mpoliecca Ha 3aJHION, HIXHIOI JIOOHYIO
U BEPXHIOI BUCOYHYIO 00sacTu [12]. CHUKEHUEe pedyeBoii Tpo-
IYKIMU MOXET OBbITh CBSI3aHO C SIBIEHUSIMU Au3apTpuu. Ompe-
NIeJIECHHOE BJIMSIHME Ha BBIPAXKEHHOCTb PEUYEBBIX HApYIICHUI
MOTYT OKa3bIBaTh M TaKue 4YacThle HelporcuxuaTpuiyeckue
ocnoxHeHust BAC, kak anatus u nenpeccus [1].

Hapywenue couuaavnbix KocHUMUBHBIX PYHKUUT BKITIOYAET
B ce0sl CHUKEHNE CTIOCOOHOCTH K TIOHMMAHUIO TICUXUIECKOTO
COCTOSTHUSI PYTOTO YejoBeKa, paccTpoiicTBO addeKTuBHOM
SMITaTUU, COIMAIBHOTO BOCIIPUSTUS U COIIMAIILHOTO TTOBEJIe-
Hus. CITIoCOOHOCTD IMTOHUMATD TICUXWYECKOE COCTOSTHUE TPYTUX
moneit (Mx yoexneHusT, HaMepeHUsI, KeJaHWsI, SMOLIMK) U UC-
MOJIb30BaTh 9TH JaHHBIC [UTSI TOHMMAHUST U TIPOTHO3MPOBAHMS
MX TIOBEIEHUsI 4acTo 0003HAYalOT KaK MOJENb MCUXUYECKOTO
COCTOSIHMSI YeJI0BEKa, WM «Teopulo pasyMar [13].

CrnocoOHOCTh pacmo3HaBaTh MCUXUYECKOE COCTOSIHUE
Ipyrux Jwoaeil Hepeako Hapyiaercs mpu BAC [14]. B moBce-
MHEBHOW XW3HU 3TU HAPYIIEHUs TIPOSIBISIOTCSI CHUKEHUEM
SMOIMOHAIBHOTO KOHTPOJISI, HAPYIIEHUEM BOCIIPUSITUS IMO-
LIMOHATTBHOTO COCTOSTHUST JAPYTUX, HATIPUMEp IO BBIPAXKEHUIO
nmta. [1anreHTaM coKHO OPUEHTUPOBATHCS B CJIOKHBIX COTTU-
ATBHO-TICUXOJIOTUIECKUX CUTYaIIMsIX, YTO TPOSIBISIETCS Hapy-
IIEHUSIMU TIPY BBITIOJTHEHWH TeCTa Ha paclio3HaBaHWe OecTaKT-
HOCTU B collMalibHbIX cuTyauusx (faux pas) [13, 14]. PasBurtue
HapyIIeHU! COIMAIbHBIX KOTHUTUBHBIX (DYHKIIMI 3aTpyTHSIET
MOCTPOEHUE MEXJIMYHOCTHBIX OTHOLUEHWIA, YTO, B CBOIO OYe-
pelnb, YCIOXHSIET YXOJ 3a MallueHTaMu, MPUBOIUT K KOHMIUK-
TaM C POACTBEHHMKAMU U yXaxXKuBaomumu [ 14].

Hapywenus snuzoduueckoii namamu npu BAC, Kaxk npaBu-
JI0, HOCSIT YMEPEHHBII XapaKTep 1 O0JIblle CBS3aHbI C PACCTPOI-
CTBOM TIpoliecca U3BJIeUeHUsT MH(OpMAIU, YeM ee XpaHeHUsI.
Hapymenusa mamsitu ipu BAC MoryT GbITh 00YCIOBICHBI HApy-
[IeHWeM BHUMAaHUS 3a CUET JU3PETYISITOPHOTO CUHAPOMA, Ofl-
HaKO MMEIOIIecs TaHHbIe YKa3bIBalOT HA BOBMOXHOCTh TTOpa-
JKeHUSI BUCOUYHOI JOJIM TIpY 3TOM 3abosieBaHuu [1].

B skcnepuMenTanbHoit moaean BAC Obu1o 1TokazaHo, 4To
y TPAHCTEHHBIX MBI CO CHMKEHHOI DKCIpeccueil reHa cy-
MEePOKCUATUCMYTa3bl YK€ Ha MPECUMITOMHON CTaluM MOXET
HaOmonarbest noBpexaeHne TAMK-epruyeckoii cucteMbl THIT-
MoKaMmra C pa3BUTUMEM HapyIIEHUs] MaMITH U MOBEACHUECKUX
KOppesiTOB TpeBorH [15].

Hapymenus mamsatv npu BAC xapakTepusyroTcst CTaiuo-
HapHBIM TeYEHUEM U KOPPETUPYIOT C BIPAKEHHOCTHIO aTpOdhu-
YeCKUX U3MEHEHMIT B CTPYKTYpaX BUCOUHBIX fosei [16]. OnHa-
KO B Tex ciry4asix, korna BAC couetaercst ¢ BoIpaKeHHBIMU Ha-
PYIICHUSIMU TTaMSITH THITOKAMITAJIbHOTO TUIIA C HapylIeHUeM
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Kak TIPOLIeCCOB KOAMPOBAHUSI, TAK ¥ U3BJIeUeHNSI MTH(MOPMAIINH,
KOH(DaOyISILusAMU, CHUXXKEHUEeM 00y4aeMOCTH, pedb UJIET O CO-
yetaHuu BAC ¢ 6onesHbio Anbureiimepa. s mocieaHero Tak-
K€ XapaKTepHO Pa3BUTHE PEUEBBIX HAPYIICHUH 1O TUITY JIOTO-
neHu4YecKoil adasuu, Mpu KOTOpoil HabI0aaeTCsl BbIpaXKEHHOE
HapylieHue noaoopa cjios [1].

Teuenne KH npu BAC n3yyeHO HeI0OCTaTOYHO, a UMEI0-
muecst paboThl ColepKaT MPOTUBOPEUMBLIE pe3yIbTaThl. Tpa-
TUIIMOHHO CYUTAJIOCh, UTO MPOTPECCUPOBaHNE KOTHUTUBHBIX
W JBUTATEJIbHBIX HApYLIEHUN TPOMCXOIUT CUHXPOHHO [1].
OngHaKoO Cpe30BbIe UCCICIOBAHUS B OONBITMHCTBE CIyJYaeB He
CMOTJIA TIPOIEMOHCTPUPOBATH KOPPEISIIUA MEXIY BbIPaKEH-
Hoctblo KH u cranueit 3a6oneBaHust. B TOHTUTIONHBIX UCCIIE-
MOBAaHUSIX OBIJIO TTOKA3aHO, YTO KOTHUTUBHBIM U IBUTATEb-
HBII 1eUITUT MOKET UMETh Pa3IUIHbIe TEMITBI TIPOTPECCUPO-
BaHUsI, YTO YKa3bIBaeT Ha Pa3HYIO IMOABEPXKEHHOCTD JIeTeHepa-
TUBHOMY Tipoleccy paznuuHbix otaejaoB LIHC npu BAC [17].
OTMeueHo, YTO y nmauueHToB, y Kotopbix KH Habmoganuch
B 1e01oTe 00JIe3HU, B JaJbHEWIIIEM UMEIO MECTO IMPOTrPeccu-
pPOBaHME HEUPOIICUXOJOTMYECKUX PACCTPOMCTB, B TO X€ Bpe-
Ms, eciu B 1e6roTe 6ose3Hn KH He ObL10, OHU peske MOsIBIIsI-
auch BriocsaencTsuu [17]. Hanuuue OynpbapHOro cuHapoma,
a TaKkxke CUMMETPMYHOE BOBJICYEHUE KOHEUHOCTEU MPHU CITH-
HaJIbHOM BapuaHTe Ne0loTa 3a00JIeBaHUS SIBISTIOTCS TIPEIUK-
TopamMu 0oJjiee BBIPaKEHHOTO KOTHUTUBHOTO JAedUIuTa Tpu
BAC [18].

HeonHo3HauHa pojib KOTHUTMBHOTO pe3epBa B pa3BU-
™an KH y mauuenroB ¢ BAC [19, 20]. ¥ mauueHTOB ¢ OoJiee
€ro BbICOKMMU 3HaueHusIMU 1ipu BAC oTMeuanuch MeHee Bbl-
paxkeHHbIe HApYILIEeHUS PEryasSTOPHBIX U COLMATIbHBIX KOTHU -
TUBHBIX (DYHKIIMH, a TaKKe Ha3bIBaHUs. B To XXe BpeMsi moka-
3aTeIi OErIOCTU pevyu He ObLIM CBSI3aHbl C KOTHUTUBHBIM pe-
3€pBOM, a 3MMU30AMYECcKasl MaMsTh ObLa JIydllle y MalkeHTOB
¢ 60Jiee BBICOKMM KOTHUTUBHBIM PE3€PBOM IIPH MEPBOIA OLICH-
Ke, HO uepe3 16 Mec OHa cTajia 3HAYMMO XyXe, YeM Y TeX, Y KO-
TO OH OBLT CPeIHUM U HU3KUM. MICXOIsT U3 3TUX JaHHBIX MOXK-
HO ClIeJIaTh BBIBOJ O TOM, UTO KOTHUTHBHBIN pe3epB OKa3bIBa-
€T pa3juYyHOE BJIMSHUE Ha OIpeleieHHble KOTHUTUBHbIEC
(GYHKIIMY, B OMHUX CITydasiX CHMKasi BBIPAXKEHHOCTD UX Hapy-
MIeHU (peryJsaToOpHble, COLMaTbHble KOTHUTUBHBIE (GYHK-
1IMK), B APYTUX — OTOABUTasi BO BpEMEHW MOMEHT MX Pa3BU-
THUSI, HO YCKODSISI MOCJEAYIOLIUe TEMIbl MPOrpecCUupoOBaHUS
(mamsts) [19, 20].

Ha nmpecuMnToMHO# cTanuu y MalMeHTOB HaOJt0gaeTCs
CHIKEHUE PEryJATOPHBIX (PYHKIIMI (HapylIeHne KOTHUTUBHO-
0 TOPMOXEHUs, (POHETUIECKON aKTMBHOCTH), a TaKXKe Bep-
OasbHOI MTaMATH U Mpakcuca. Ha ctannm pa3BUTHUS MOTOPHBIX
CHMIITOMOB Y MAIlMEHTOB TaKXKe HAOIIOMACTCSI HapyLIEHUE pe-
TYJIITOPHBIX (DYHKIINI, OHU TUIOXO BBITIOJHSIIOT TECTHI Ha Bpe-
Msl, TeMOHCTPUPYIOT CHIDKEHME CIIOXHBIX BUIOB BHUMAaHUS,
a Takxe paccrpoiicta peun. [Ipy 3TOM 3pUTETHbHO-MPOCTPAH-
CTBeHHBbIe (YHKIIMM W BepOajibHasT MaMsITh OCTAlOTCSI OTHOCH-
TEJIbHO COXpaHHbIMU [21, 22].

Mexanusmbl passutuss KH npu BAC pasHooOpasHbI.
B niepByto ouepenb CHUKEHME KOTHUTUBHBIX (DYHKIIMI CBSA3aHO
C pacrpocTpaHeHUEM JereHepaTUBHOIO Tpoliecca Ha CTPYKTY-
PHI TTpePOHTATLHON KOPBI M MEAUAIbHOW BUCOYHOM noau. 13-
MEHEHMS TOJIOBHOTO MO3Ta, PErUCTPUPyeMbIe TP CTaHAAPTHOM
MarHUTHO-pe30HaHCHOU ToMorpaduu (MPT), mpu aTom MUHUI-
MasibHbI [6]. S. Chenji u coaBT. [23] MPOAEMOHCTPUPOBATM Ha-
JIMYUe TPU3HAKOB JIETeHepallid MO30JIUCTOTO TeJia, TOSICHON
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U3BWIMHBI U BEPXHETO MPOIOJIBHOTO Myyka y nauueHTos ¢ bBAC
u KH 1o nu3peryasatopHoMy TUITY, IO CPaBHEHMIO C TTallMeHTa-
mu ¢ BAC 6e3 KH. ¥ nauueHTOB IepBoil TPyl TakxKe ObLIN
0oJiee BBIPAXEHbI TMOPaXEeHUsI 0OeJoro BelleCTBa T'OJOBHOIO
Mo3ra.

OaHako BOKCelbHasi MOp(OMeTpHUsi TOJJOBHOTO MO3ra ra-
ueHToB ¢ BAC ¢ KOTHUTMBHBIMM U TTOBEIEHYECKUMU Hapylle-
HUSIMU TIOKa3ajia 3HauMMOe MCTOHUYEHME Ceporo BelLIecTBa KO-
PpBI JIOOHO, BUCOYHOI I0JIeil, OCTPOBKA, a TAKKe MOIKOPKOBBIX
CTPYKTYp, B YACTHOCTH XBOCTATOTO SiApa M Tajamyca. B To ke
BpeMs y TIAIIUEHTOB C UCKITIOUUTEIHHO MOTOPHBIMU HAPYIIIEHNU -
MU HAOJIOIANTOCh TOJIBKO WCTOHYEHUE MOTOPHOU KOPBI
[24—26].

KH npu BAC paccmaTpuBaloTcss MHOTUMU UCCIIeI0BaTe-
JIIMM KaK «CUHIpPOM pazobiueHus». [1o ganHHbiM MP-TpakTo-
rpaduu, y naureHtoB ¢ bAC HabmonaTcss MUKPOCTPYKTYP-
Hble U3MEHEHHUsI 0eJIOro BelleCTBa JOOHO-TOIKOPKOBOM obJiac-
TU TOJIOBHOTO MO3ra, KOTOPbIE YKa3bIBAlOT HAa HAPYLIEHUE CBsI-
3eil MeXAy pasIuYHBIMU OTAEIaMU TOJIOBHOTO MO3Ta U MOTYT
00bsIcHUTD GoabIIMHCTBO KH [27].

[Mo manubIM s1ekTposHIEdanorpadUIecKux MCCIeno-
BaHMIT OBLTO TTOKa3aHO, 4TO y ManueHToB ¢ BAC HabmomaeT-
csI pa3o0IeHre Kak MOTOPHBIX, TaK U KOTHUTUBHO-TTOBECH -
YeCKNX HEMPOHATBHBIX CeTel yKe ¢ paHHUX CTaauii 3aboyieBa-
HUS. DTO TIPOSIBIISIETCS TPOTPECCUBHBIM TTOBBINIIEHNEM aKTUB-
HOCTM HUXXHEI JTOOHOU U BepXHEll BUCOUHOI M3BWJIMH MPaBO-
ro MoJiyliapusi TOJOBHOTO MO3Ta, B TO BpeMsl KaK M3HayaabHO
BBICOKAasl aKTUBHOCTh MOTOPHOM M TIpePOHTAIBHOM KOPHI IMO-
CTENEHHO CHMXaeTcsl. AKTUBHOCTb JIEBOI JopcosaTepanbHOM
npedpoHTaTbHON KOPBI SIBISIETCS] MPEAUKTOPOM KOTHUTUBHBIX
U noBeneHuYecKux HapymeHuit npu BAC [28].

Meron ¢yukumonanbHoit MPT (¢MPT) ctan ucnonn3o-
BaThCsl OTHOCUTENBHO HEAABHO, U B €AMHUYHBIX MCCIENOBAHM-
sIX 6110 TTOKa3aHo, uto pu BAC ¢ KH Ha6mronaetcst cHkeHne
AKTUBHOCTU HUXHE! TeMEHHOU MOMM M CTPYKTYp MO3Keuka
[29]. PaGotel ¢ ucnons3zoBanueM GMPT B cocTossHUM TIOKOST
MOKa3aJlid, 4TO HapyllleHUss KOHHEKTOMa MO3ra pasjinyaroTcs
y nauueHToB B 3aBucuMocty ot npoduist KH u, BepositHO, He-
MOCPENCTBEHHO CBsI3aHbl ¢ uX pasButueM [30]. MccraenoBanus
C WCIOJIb30BAHUEM METO/IAa MO3UTPOHHO-3MUCCUOHHONH TOMO-
rpaduu ToJIOBHOTO MO3ra NMPOJEMOHCTPUPOBAIM, YTO Hapyllie-
HUSI MOJEIU TICUXMYECKOTO CBSI3aHbl C TUIIOMETabO0IU3MOM
B 00J1aCTU BepXHel JTOOHOM M3BWJIMHBI U 100ABOYHOI MOTOP-
HOI1 KOpBI 000uX Mmojyinapuit [31].

Baxxnast pons B passutum KH npu BAC mpuHamiexur
MOJIEKYJISIPHO-TeHeTUIeCKUM MexaHu3MaM. OmucaH psii MyTa-
LM, KOTOpbIe TpeapacrnoyaraloT K passutuio BAC-JIB]I.
K HUM OTHOCUTCS B TEpBYIO oOuYepeab MyTallus B TeHe
CI90ORF72, B meHbuieir creneHu — wmyrtauuu CHCHDI0,
SOSTM 1, TBKI1, CCNF v np. [32, 33]. Bblcoka yactora KOTHU-
TUBHO-TIOBEICHYECKMX HAPYIICHUI U MIPU KiIaccuueckux Gop-
max BAC. Hanpuwmep, B uccaegosanuu E.D. Bella u coasr. [32]
ObUIO TMOKa3aHo, 4yTo y nanueHToB ¢ BAC u myrauueii B reHe
SOD] BblllIe YacTOTa MOBEAECHUECKUX HAPYILICHUIA, HO HUXE —
KH no cpaBHenuto ¢ nammeHtamu ¢ BAC 0e3 3Toii MyTauuu.

HaunGonee usyuyeHHass M3 TMEPEYMCACHHBIX — MYyTallMs
B rene C9ORFO72. Myrauus B rene CIORF072 cBsizana c rekca-
HykieoTunHoit skcnaHcueit GGGGCC B ee HEKOAUPYIOLIEH
obsactu. B HopMme oHa comepkut 5—10 TOBTOPOB, B TO BpeMms
KaK TPpU HAIMYUU MYTAIlMU WX YUCJIO YBEJIMIMBACTCS B COTHU
pa3 [33].
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MexaHu3Mbl peanu3auuu ouoaoruyeckux 3HheKToB My-
taiuu B reHe CIORF(072 B HacTrosilee BpeMsl OKOHYATeJIbHO He
BbISICHEHbI. [lepBoHaYasIbHO MpeIoiaraioch, YTO B OCHOBE
pazButust BAC u JIBJ npu naHHOW MyTalMU JIEXKUT AeHULIUT
0enKa, KOAMPYEeMOTro AaHHBIM TeHOM. OIHAaKO 3KCIEePUMEHThI
¢ MblliaMu 6e3 reHa C9ORF(O72 He MOATBEPAWIU TaHHYIO TUIIO-
Te3y. OTCyTCTBUE Te€HA He MPUBOIMIO K PA3BUTHUIO MOPAXKEHUS
MOTOHEMPOHOB. DTU NaHHbIE ObUIU MOATBEPKAECHBI B KCIIEPU-
meHTax ¢ HokgayHoM PHK y skcrniepyMeHTanbHbIX XXKMBOTHBIX
U B KJIETOYHBIX KYJIBTypax.

Hcxons u3 210 OBIIO TIPENITOIOXKEHO, YTO B OCHOBE TMa-
Tosiornyeckoro addexra myranu B reHe CIORFO72 nexat To-
KCUYeCKNe MEXaHU3MbI, CBsi3aHHble ¢ TpaHckpumuueit PHK
U cuHTe30M Oesika. OHU MOTYT OBbITh CBSI3aHBI C CUHTE30M Ma-
TOJIOTUYECKOro Oeska, ¢ HapyluleHUeM Mpoliecca TPaHCKPUII-
uun PHK, a takxke obpazoBanuem PHK-dokycoB. PHK, co-
aepxkalasi TeKCaHYKJIEOTUIHBbIE TMOBTOPBI, IMOCPEICTBOM
RAN-TpaHcnsiiium (ot aHri. repeat associated non-AUG trans-
lation) MOXeT MPUBOAUTH K CUHTE3Y MAaTOJOTMYECKOro Oenka
C AUMENTUIHBIMU MOBTOPAMU, KOTOPbIE B BHUIE BKIIOYEHUN
obHapyxwuBatotrca B LHHC. OmgHako HapylieHMIO Tpoliecca
tpanckpunuuu PHK nocssieHo auiib HeG0Ab1I0€ YHUCIIO UC-
cnenoBanuii. [eKcaHyKIIEOTUIHAST SKCITAHCUST PACIioiaraeTcst
B UHTPOHE MexXny ABYMs 3k30HaMu — la u 1b. [1pu Hanuyumn
NaHHOW MyTalluu BO3MOXHA abOpTUBHASI TPAHCKPUIIIIUS,
a Takke HapylleHMe Mpolecca CIJIaliCMHTa UHTPOHA, Colep-
JKallero aKkcnaHcuio [34].

Dusrko-xuMUYecKkre CBOMCTBAa OOraTbIX TYaHMHOM ITO-
JIMHYKJIEOTUIHBIX MOCJIEA0BATEIbHOCTEN CIIOCOOCTBYIOT 00pa-
30BaHUI0 G-KBaIPYIJIEKCOB — YETHIPEXLIEMOYEYHON CTPYKTYPbI
PHK, xoropasi MOXeT CBSI3bIBATBCSI C pa3IMYHBIMU OeJIKAMU.
PHK ¢ rexcanykieoTuaHoO# 3KcmaHcuelr (hopMUpYyeT MaTo0-
ruyeckue BKIIOUYeHUs, Tak HasbiBaeMblie PKH-dokychl, koTo-
pbIe MOTYT BCTYIIATh B MATOJIOTUYECKUE PeaKINu (B TOM 4HCIe
ookupytomue) ¢ pasnmuaHbiMu PHK-cBs3pIBarommmmu 6eka-
MU ¥ TEM CaMbIM TIPUBOIUTH K Pa3IMIHBIM HAPYIIEHUSIM CUH-
te3a PHK [34].

C nmaroMopdo0rn4ecKoii TOUKy 3peHUs B OCHOBE Pa3BU-
Tus GosblrHceTBa ciydyaeB BAC nexur orioxenue JJHK-cBs-
3piBatolero 6esnka TAR 43 (TDP-43) npeumyiiiecTBEHHO B -
nepdochopunrpoBatHoil popme. Ero Haxomasit B ABUraTeIb-
HBIX HeWpoHax MepefHUX POroB CIMHHOIO MO3ra M CTBOJA,
B MOTOPHOI1 KOpe JIOOHOI 1011, Ha 00Jjiee MO3IHUX CTaAUsIX 00-
JIE3HU — B HEMPOHAJIBHBIX CTPYKTYpax MpepOHTAIBbHOM KOPHI,
0a3abHBIX FTAHIIMEB M BUCOYHOM moiu [35, 36]. Pexe mipu reHe-
THYeCKUX (popmax 3aboseBaHuii criektpa BAC-JIB/I BRIABISIIOT-
cs BkmoueHuss FUS u SOD1 [34].

[TonbITKM BBISIBUTH CBSI3b MEXIYy OMOMapKepaMu Ipo-
rpeccupoBanusg bAC u passutuem KH nanu npotuBopeunBbie
pe3ynsTaThl. EMMHUYIHBIE MCCIIeNOBaHMS BBISIBUIN CBSI3b MEXITY
BeIpakeHHOCThIO KH 1 ypoBHeM Heiiponienitiaa Y M JeNTHHA
[37]. B GonblIMHCTBE pabOT KOPPESILIUU MEXKJIY TTOKa3aTeJIsIMU
TMICUXOMETPUYECKUX LKAl U YPOBHEM TaKMX IMOKa3zaTeseil, Kak
JIeTKME W TsDKedble Lenu HelpoduiraMeHTOB B CBHIBOPOTKE
U CIIMHHOMO3TOBOM KUJIKOCTH, MO3rOBOI HEHPOTPOGDUIECKUIA
dakTop U 1Ip., BBISIBIEHO He ObLIO [38, 39].

JlononHutenbHbI MexaHu3M pa3Butusg KH Ha mozmHux
cranusax BAC — rumokcust BClIeACTBHE NbIXaTeIbHOUM HEIOCTa-
TOYHOCTH, UYTO TIOATBEPKIAETCS Pe3yJbTaTaMu JKCTIepUMEH-
TabHbIX paboT [40]. B Metaananuse E. Beeldman u coaBr. [6]
Oblj1a BbISIBJIEHA CBA3b MEXJy HapylUIeHUEM pPecnupaTopHOi
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(byHKIIMY U CHUXXEHUEM IICUXOMOTOPHBIX peaKIluii, OTCPOYEH-
HBIM BOCMpPOU3BeACHMEM U TMokasateieM 1o Kparkoii mkanie
oueHku neuxuyeckoro craryca (KLLIOTIC). Tounast posib rumno-
kcuu B pasButun KH Ha moznHux cranusx BAC B Hacrosiiiee
BpeMsl HE sICHAa, HO MOTEHLMAJIbHO TaKWe HapyILIeHWs] MOTYT
OBbITh CKOPPEKTUPOBAHbBI PECIIMPATOPHOI MOAIEPKKOI.

Jinarnoctuka KH npu BAC B nepBylo ouepenb OCHOBaHa
Ha UCIOJIb30BAHMU TICUXOMeTpUYecKuX mKaia. OqHako He Bce
LIKAJIbl TOIXOMAT [UISI OLEHKM KOTHUTUBHBIX (DYHKUUU TIpU
NMaHHOM 3a0oJieBaHuM. B YacTHOCTH, MCTIONIB30BAHUE TTOITYJISIP-
Hoii cpenn Bpaueit KILIOTIC mis Beissiaenust KH mpu BAC mo-
KeT OBITh HEI0CTaTOYHO MHGMOPMATUBHO. Pe3ynbrathl cucre-
MaTuuyeckoro oo63opa, nposeaeHHoro T. Taule u coaBr. [41], no-
Kaszaiu, uto npu oueHke KH nmpu BAC Haunydiive ncuxomert-
pUYecKre CBOMCTBa OTMeYalUCh y TecTa pacro3HaBaHUs MCU-
XUYECKOTO COCTOSIHUS IO rfia3aM, AnJIeHOPOKCKOro TecTa Kor-
HUTHUBHOI olleHKM U baTapen TecToB JOOHOU NUCHYHKLIMM.
Xopoliue pe3yabTaTbl ObUTH MOJTYyYEHbI TAKXKe TIPU aHaJU3e pe-
3yJIbTaTOB DAUMHOYPICKON IIKaJbl CKPUHWUHTA KOTHUTUBHBIX
u noBeneHueckux HapyieHuit mpu BAC (ECAS) u Monpeanib-
CKOM IIKabl KOTHUTHBHOI otileHKn (MoCA). M3 nepeuncieH-
HBIX MHCTPYMEHTOB HEKOTOPOE TMPEUMYIIECTBO BBISBIISIIOCH
y Tecra pacrio3HaBaHUS TICUXUYECKOTO COCTOSTHUS TIO TJIa3am,
KOTOPBIN MCTIONIB3YETCST TSI OLIEHKM COIMATbHBIX KOTHUTHUB-
HbIX GYHKUUI, U ckpuHUHTOBOM mikaibsl ECAS, Tak kak atu
TICUXOMETPUYECKUEe MHCTPYMEHTHI M3yJaJliCh B TPYIITax Malu-
eHtoB ¢ bAC.

OnpocHuk ECAS sBisieTcs yHUBepCaabHbIM TSI OLIEHKHU
KOTHUTUBHBIX (pyHKUMI TTpu BAC, MOCKOIBKY OH MOXET ObITh
KCIIO/Ib30BaH KakK Y MAalMEHTOB C JBUTAaTeIbHBIMU HAPYIICHUSI-
MU BEPXHUX KOHEUHOCTEH, TaK U ¢ HapylUeHUussMU peuu. Boi-
TOJIHEHUE BCeX 3aJaHUi Kbl 3aHUMAeT okoJio 15 MmuH. Mak-
CHUMaJTbHO BO3MOXHOE KOJIMYECTBO OAJIIIOB, KOTOPOE MOXKET Ha-
Opatb mauueHt, — 136 [42].

B mixane ECAS Boimensitor n18e yactu. B miepBoit yactu nc-
CJIeyIOT KOMMYHMKATUBHBIE HaBBIKM C TIOMOIIBIO M3YUEHUS
BepOasibHBIX (GyHKIMI. OLEHUBAIOT Takue MokKaszaTeln, Kak
GeTJIOCTh peur, PeTYJIATOpHBIE (PYHKIINHY, peueBble HABBIKY (Ha-
3pIBaHUE, MOHMMaHue). [1poBoOmSIT M3yYeHUe NaMsITU B BUIE
OLIEHKM MPOLECCOB HEMOCPEACTBEHHOIO U OTCPOYEHHOIO BOC-
MPOU3BEICHUsI, y3HABaHUSI, 3PUTEIbHO-MPOCTPAHCTBEHHOTO
BOCIIPUSITUSI, BOCTIPUSITHS OTHOLIEHU . BTOpas yacTh onpocHu-
Ka BKJTIOYAeT BOIMPOCHI IS OLEHKU Pa3HbIX aceKTOB MOBe/Ie-
HUS (COOCTBEHHO TTOBEICHUYECKME HapyIlIeHUsI, anaTus [43], Ha-
pYIIEHUE COTIepeXBaHNsI, CTEPEOTUITHOE TIOBEACHUE U BBITION-
HEHUE pUTYaloB, H3MEHEHUE BKYCOBBIX IIPEANIOUYTEHNIA)
Y CKpUHUHT Ha HalIuuue ncuxo3a. OHa OCHOBBIBAETCST Ha OTPO-
Ce POICTBEHHUKOB TAIIMEHTA W YXaXKMBAIOIINX 3a HUM, UTO TI0-
3BOJISIET OLIEHUTD CTENeHb BHIPAXKEHHOCTH TIOBEICHUYECKUX Ha-
pyuieHuil. MakcuMajabHOE KOJIMYECTBO Oa/yioB MpU OIpoce
yxaxuBaromux — 10 6a/uioB, Ha Hajauyue rcuxo3a — 3 Oaia.
BaxHocTb npuBieyeHUsT pOACTBEHHUKOB K OLIEHKE KOTHUTHUB-
HO-MOBEAEHYECKOM chepbl TaKKe 00yCJIOBJIEHA SIBJICHUSIMU Ya-
CTUYHOU aHO30THO3UMU, KOTOpasi pa3BUBAETCsl y MallMEHTOB
¢ BAC B oTHOLIEHMM HaApYyLIEHUS] PEryasITOPHBIX (DYHKLIMIA
u anatuu [44]. ECAS nepeBelieH Ha LIeJIbIil psIl I3IKOB U BaJIM-
IU3UPOBaH st ucnonb3oBanus npu BAC u apyrux 3abonesa-
HMSIX HEPBHOI cUCTeMBI [45, 46].

Y ECAS Takke MMEIOTCSI IOTOJTHUTEIbHBIC BapUaHThI,
KOTOPBIE MOTYT MCTIOJIb30BaThCsI TIPU YaCTOM TeCTUPOBAHUY T1a-
ureHToB. AnbtrepHatBoil ECAS Moxer ciyxuts mkana bAC —

n
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KOTHUTUBHOTO U TloBeaeHYecKoro ckpuHuHra (ALS-CBS) unu
mkana BAC-JIB/I-KOI, ogHako ee mcuXoMeTpuiyecKre CBOMCT-
Ba B HACTOSIILIEE BPEeMsI U3yUYEeHbI He0CTaTOUHO [47].

HopmartusHbie nokasatenu 1o mkane ECAS moryrt pas-
JIMYaThCsl B pas3HbIX nomyasuusix. B padore KaHaackoro KoH-
copuuyma Helipopusyanudauun BAC Obl10 moKa3aHo, YTO Mpu-
MEHEHMEe OpMTaHCKMX HOPMATHMBHBIX MoOKaszaTesiell B CeBepo-
aMepUKaHCKOM MOMyJISIIUM MOXKET MPUBECTU K UCKAXKEHUIO pe-
3yJIbTATOB MCClienoBaHus [48].

Jnsa ckpununra Ha KH y manmmentos ¢ BAC 6b11 mipeaio-
JKEH ayIUTUBHBIN TECT Ha peueBhIC M PETYISITOPHBIC HAPYIIICHUS
(Convenient Auditory-Based Language and Executive function
Test, CABLET), xoTopblii, IO IpeIBApUTEIbHBIM JaHHBIM, Xa-
PaKTepU3yeTCcsl XOPOUIMMU MCUXOMETPUYECKUMU CBOMCTBAMU.
[TpoBeneHue 3TOro Tecta 3aHUMaeT 0KoJjio 5 MuH [49]. Adpyroit
MOTEHIMAIbHBIA CKPUHUHTOBBIM WHCTPYMEHT JUTSI BBISIBICHUS
KOTHUTUBHOTO AehUlIMTa — TECT HAa Ha3blBaHUE [JIarojioB Aeii-
cTBUSL. Ero pesynabraThl KOppeaupyroT ¢ O0IIMM MoKa3aTeJeM 1o
ECAS, a takke nmokazaTeJIIMU HapyLIEHU peyr U peryiasitop-
HbIX pyHkumii [50].

Bimsinue Ha ucxon 6ose3nn. Eciu BausHUe 1eTKuX U yme-
penHbix KH Ha moBceqHeBHYIO XKU3Hb HE CTOJIb 3HAUMUTEIbHA,
To BeIpaxkeHHble KH cHMXXaroT Tpoao/KUTE TbHOCTD JKU3HU T1a-
mueHToB ¢ BAC 1 yBeMumMBalOT HArpy3Ky Ha yXakKMBalOIIMX.
KH MoryT ycioxXHSTh NPUHSITUE CEPbE3HbIX PELIEHUIA, Kacato-
LIKUXCSl PECITUPATOPHON MOMIEPKKU UIU YCTAHOBKU IacTPOCTO-

Mbl. CBoeBpemeHHoe BbisiBieHue KH npu BAC nosBossier pas-
paboTaTh MEPCOHATU3UPOBAHHYIO MPOrpamMMmy MaUTMATUBHOMI
MOMOIIM MalMeHTaM, a TakxKe MPOrHO3UPOBATh Pa3BUTUE HeE-
JIeeCIocoOHOCTH B Oyayliem [5, 6].

Jleyenne BAC ¢ KH BkitouyaeT B ce0s1 CMHMITTOMATUYECKYIO
Tepanuio, MOAAECPXKUBAIOLIYIO PEaOWINTALUIO, HYTPUTUBHYIO
Y peCUPaTOPHYIO MOAAEPKKY, NATIMATUBHYIO TOMOLIb. B ciy-
yae npucoeanHeHusi cumntomoB JIB/I K JiedeHUIO 100ABISIIOT
HEUPONeNTUKY, HOPMOTUMUKM U MeMaHTUH. B Tex ciyuasx,
Korma umeetr Mecto codetanue BAC u 6ose3Hu AsnblreiiMepa,
B JICUEHUU MOTYT TaKXke UCIIOIb30BATHCS MHTUOUTOPHI alleTHII-
XOJIMHACTepasbl. BiusHue jekapcTBEHHBIX CPEACTB, KOTOPHIE
3apEeTMCTPUPOBAHbl B HEKOTOPbIX cTpaHax s JiedeHus: BAC
(puiy30J1, 3IapaBoOH U JIp.), Ha KOTHUTUBHYIO chepy He U3YyYeHO
[51-53].

Heobxonumel nanbHelimue uccaenosanust KH npu BAC.
B yactHOCTH, GoJiee IeTaTbHOTO U3yYeHUs TPEOYIOT reHeThYe-
CKUE U CpefoBble (PaKTOphl, KOTOPbIe 00YCIOBINBAIOT Pa3BUTHE
KH npu nanHom 3ab6osieBanHuu. LlenecoodpasHo uccienoBaHue
3¢ GEKTUBHOCTU PAa3IMYHBIX MOIXOA0B K (hapMaKoJIOrM4ecKoi
KOPPEKLIUM ¥ KOTHUTUBHOW peabuInuTaly MalyueHTOB C pa3-
mnuHbIMUA opmamu BAC. B moBcenHeBHYO MPaKTUKY HEOOX0-
MO BHEIPSATh CKpUHUHT Ha mpeameT KH y marmmenTos ¢ BAC.
B xmMHUYeCKUX UCTIBITAHUSIX HEOOXOIUMO TTPOBOAUTH OIIEHKY
KH kak ogHoro u3 napamerpoB 3(pHeKTUBHOCTU UCCIEIyEMbIX
MpernapaTos.
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