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CHHJPOM BOKOBOM AMUOTPOD®HUYECKHU CKJIEPO3 —
AJBI'EMMEPOBCKAS TEMEHIIAS
Kobepckana H.H., I puwiuna /1.A., Axno H.H.

[epsrrit MI'MY um. .M. Ceuenona (CeueHoBckuli YHUBepcUTET), IHCTUTYT KIMHAYECKON MEIUITUHBI
nM. H.B. Cxnudocorckoro, kadenpa HepBHBIX Oone3Her U Heiipoxupyprun, Mocksa, Poccust

Pe3tome. B nocnednee epems nossisiemcs 6ce 6oavuie 00KA3amenbCme Haluuus KOCHUMUBHO20 OeheKma paziuiHol
cmenenu gvipadicennocmu 6 Kaunuueckou kapmune BAC. Peokou ¢popmoii 3a60ne6anus a615emcs KOMIIeKe 60KoBol
amuompogpuueckuii ckiepos (BAC) — oemenyus, xapaxmepuyrowuiics couemanuem oemeHyuu (yawuje 100Ho-8uUco4HO)
¢ cumnmomamu BAC. Ilpoguns koenumuerozco depuyuma npu BAC exarouaem napyulerue ynpasgisouwux QYHKYu,
namamu, peyesvle U 3pUmenbHO-NPOCMPAHCmeeHHble paccmpoticmea. TIpusooumces aumepamypHulii 0630p no OAHHOU
npobieme ¢ onucanuem Kiunuueckoeo nadomooenus cunopoma BAC—oemenyus (1001l gapuanm 603MONCHOU DONe3HU
Anvyeeiimepa). ¥ nayuenmiu ¢ 0ocmoseproim ouacnozom BAC nabmrodanucs 6vicmponpospeccupyrowjue KoCHUMUGHbvle
paccmpoiicmea 6 8uoe 2UNNOKAMAAIbHBIX HAPYUWEHUL NAMAMU, DeYesblX, 3pUMeTbHO-NPOCMPAHCIBEHHBIX HAPYUEeHUT
u deghekmnocmu ynpasiaouwux GyHKYuil, COnposo#coaiouuecs n08e0eHYecKUMU UMEHeHUAMY (anamuell, CHUMCeHueM
Kkpumuku). IIpu MacHUmMHO-pe30HAHCHOM UCCIEO08AHUL 20IOBHO20 MO32Ad OOHAPYICEHA 3HAUUMENbHAS, ampous 2un-
NOKAMNO8, KOpbl T0OHBIX 00ell U €601l BUCOYHOU donu. B numepamype npaxmuyecku omcymcmeyom onucanus nayu-
enmos ¢ Kaunuyeckou kapmunou covemanusi BA u BAC. O6cyscoaiomest crodcHocmu OUazHOCMuKY 0aHH020 COCHOS-
Hus. Qbcyscoaemes 3auUMocesn3b SMuxX HellpoodeceHepamusHblx 3aboneeanull. [Ipedcmagnentvie OaHHble TUMEPANypbl
U npugedenHoe KIuHu14ecKkoe Habroerue noOOmeepHcoarm yenecooopasHOCHb UCCTe008AHUsA KOZHUMUBHBIX (YHKYUl
y bonvHbix ¢ npeononazaemvim unu docmoseptvim BAC, ¢ 00HO cmoponbl, U ananu3 coCMoAHUA YeHmpalbHO20 U ne-
pupepurecko2o HelpoHa y NAYueHmos ¢ HePEHO-NCUXULECKUMU PACCMPOUCMEAMU IOOHO-8UCOYHO20 MUNA — ¢ OPY2ol,
umo mooicem ObIMb NOAE3HLIM OJis1 OUACHOCTIUKU U NPOBEOeHUs 1e4eOHO-PeabUIUMAayUOHHBIX MEPORPUSMULL

KnwoueBsie ciioBa: aemMeHnus, O0KOBOW aMHOTpPO(UYECKUI CKiepo3, 0oie3Hb Aublreiimepa, JTIOOHO-BHCOU-
Has IEMCHIIUS, KOTHUTUBHBIC HAPYIICHUS.
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SYNDROME AMYOTROPHIC LATERAL SCLEROSIS — ALZHEIMER'S DEMENTIA
Koberskaya N.N., Grishina D.A., Yakhno N.N.

I.M. Sechenov First Moscow State Medical University (Sechenov University), N.V. Sklifosovsky Institute of
Clinical Medicine, Department of Nervous Diseases and Neurosurgery, Moscow, Russia

Abstract. Recently, there is more and more evidence of the presence of a cognitive defect of varying severity in the
clinical picture of ALS. A rare form of the disease is the amyotrophic lateral sclerosis (ALS) — dementia complex,
characterized by a combination of dementia (usually frontotemporal) with ALS symptoms. The profile of cognitive
deficit in ALS includes impairment of executive functions, memory, speech and visual-spatial disorders. A literature
review on this problem is presented with a description of the clinical observation of ALS—dementia syndrome (frontal
variant of possible Alzheimer s disease). A patient with a reliable diagnosis of ALS showed rapidly progressive cogni-
tive impairments in the form of hippocampal memory impairments, speech, visual-spatial impairments, and defective
executive functions, accompanied by behavioral changes (apathy, decreased criticism). Magnetic resonance imag-
ing of the brain revealed significant atrophy of the hippocampus, frontal lobe cortex, and left temporal lobe. In the
literature, there are practically no descriptions of patients with a clinical picture of a combination of AD and ALS.
Difficulties in diagnosing this condition are discussed. The relationship between these neurodegenerative diseases is
discussed. The presented literature data and the presented clinical observation confirm the expediency of studying
cognitive functions in patients with suspected or significant ALS, on the one hand, and analysis of the state of the cen-
tral and peripheral neurons in patients with neuropsychiatric disorders of the frontotemporal type, on the other hand,
which can be useful for diagnostics and treatment and rehabilitation measures.

Keywords: dementia, amyotrophic lateral sclerosis, Alzheimer’s disease, fronto-tempral dementia, cognitive im-
pairment.
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CoxkpaiueHnusi:

BA — Oone3ns Amnpureiimepa; BAC — 0okoBoif
amuotrpouueckuii cxiepo3; KBJI — koprukoba-
sanbHast gereHepauus; KBAII — xkommieke BAC—
nemeHnus—napkuaconnsm; KH ——  korHuUTHBHBIC

HapyweHnus; KIIOIIC — kparkas 1kajna OUEHKH ICU-
xuyeckoro craryca; JIBJ — noOHO-BHCOYHAsI JIeMEH-
musi; MPT — MarHUTHO-pe30HAaHCHAasE TOMOTpadus;
ITHII — nporpeccupyrooliuii HaAbsICpHBIA Iapainy;
[ITA — nepBuyHO nporpeccupytomias adazus; [T —
MO3UTPOHHO-IMHUCCUOHHAs ToMOTpagusl.

Coueranue JeMeHIMM M OOKOBOTO amuoTpodude-
ckoro ckiepo3a (BAC) ObUIO BIIEpBBIE OMHCAaHO TOCTE
BTOPOl MHMpPOBOM BOMHBI, KaK «KOMILUIEKC JI€MEHIUS—
BAC-napkunconusm octpona I'yam» [1, 2]. [IpoBeneH-
HbI€ B IOCJIEHHE TOABI WCCIEJOBAHUS KOTHUTHUBHBIX
(GYHKIMHA y NAlMEeHTOB C OOJIE3HBIO JBUIATEIHLHOTO
HelpoHa MoKa3aJlv, YTO 3HAYUTEIbHAS YaCTh MAIUEHTOB
¢ BAC nmetrot korautuBablie HapymeHus (KH) [3]. B Ha-
CTOsIIEE BpEMs YCTaHOBICHO, 4TO ¥ 50—60% marmeHToB
¢ BAC otmeuaercs HapymeHue QyHKIUi T100HO-BHCOY-
HBIX OTZEJOB KOPBI TOJIOBHOTO MO3Ta, M HEHPOICHXO-
JIOTMYecKasi KapTHHa COOTBETCTBYET KPHUTEPHSAM BO3-
MOXHOH JT0OHO-BHCOYHOH nemenuuu (JIB/I), a y psna
nauveHToB ¢ JIBJ] BbIiBISieTCS KIMHUYECKAs KapTu-
Ha J0cToBepHOro ymbo Bo3MoxkHoro BAC [4, 5]. Xors
B JINTEpaType BCTPEUAIOTCS JIUIIb OTAEIbHBIEC ONMUCAHUS
cinydaeB BAC ¢ KIMHUYECKH 3HAYMMBIMH HEHPOIICUXO-
JIOTHYECKUMH HMJIM MOBEICHYECKHMHU paccTpoiicTBamMH,
MMOKa3aHo, YTO y 3HAYUTEIHHOU Mo marueHToB ¢ BAC
pa3BuBaeTcsl OTcpoueHHas aemeHuus [6]. HepBHo-ncu-
xuueckue paccrpoiictea npu JIBJ[ y OGompubix BAC
MOTYT OBITh JJOOHOTO TUIIAa — C HapyLICHUEM YIPaBIIs-
fommx (GYHKIUH U TOBEICHUS, IPOSBISTHCS HAPYILICHH-
SMU peuyd (BUCOYHBIA BapHaHT) WJIM HOCHUTH CMEILaH-
HbIl xapakrep. [loBenenueckas ¢opma JIBJ] sBisiercs
Haubonee yactoit [7]. Cummromsr JIBJ] mMoryT BO3HH-
KaTh Iociie 1e0roTa JABUTATEeNbHBIX PacCTPOWCTB HIIU
pa3BuBaThCs ofHOBpeMeHHO [8]. OmHako B Ooiee uem
MIOJIOBUHE CIIy4aeB KOTHHUTHBHBIC WJIU TOBEJICHYECKHE
HapyLICHUS! ONEPEXAIOT Pa3BUTHE JBUTATEIbHBIX CHM-
IITOMOB OT HECKOJIBKUX Mecs1ieB 10 3—7 neT [9]. CreneHb
BelpaskeHHOCTH KH MoXeT BappupoBaTh OT yMEpPEHHO-
ro aedunura 1o aeMeHImU. [Ipoduiab KOrHUTHBHOTO
neuuuta npu BAC BkmO4aeT HapylIeHHE YIpPaBIsi-
omux (YHKIHUN, TaMATH, peYeBble M 3PUTEIBHO-TIPO-
CTpaHCTBEHHBIE paccTpoicTBa. JledekT ympaBisrommx
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¢ynkiuii y manmentoB ¢ BAC spnsiercst HeOnaronpusr-
HbIM TIporHoctuyeckum mnpusHakoM [10]. Hapymenue
peun ipu couetanuu BAC u JIBJl cxomHbI ¢ peueBBIMU
tdhopmamu JIBJ[ — ceMaHTHUYECKO U arpaMMaTHYeCKOH
TUIaMH TIEpBUYHON Tiporpeccupytomiei adasuu (I111A)
[7, 10, 11]. 30omupoBaHHbIE peueBbIE pACCTPOUCTBA MO-
TYT BBIIBISITECA B JeOroTe Komiiekca BAC u JIBJ] u y
40% mamuenToB ¢ BAC ¢ nenementHeiMu KH [7, 12].

B nacrosimee Bpemsi He CyIIeCTBYeT €IWHOTO MHe-
HHUSI O MEeXaHu3Max (OPMUPOBAHUS MHECTHYECKHUX Ha-
pywenwuii mpu BAC. Ilo MHeHHIO psia uccienoBareinei,
B UX OCHOBE JIS)KAT HapyIICHHUs YHPaBJISIOMMX (yHK-
Ui, OOYCIOBJICHHBIC AUCQYHKIMEH JIOOHBIX JOJICH
royioBHOTO Mo3ra [7]. B mpyrux uccriegoBaHusx ObLTH
BBISIBIIEHBI HAPYIIEHHUS 3MMU30ANYECKON TTaMSTH y Mallu-
eHToB ¢ BAC, cxonnble ¢ 6ome3npio Ambireiimepa (bA),
YTO comiacyercd ¢ HeHpOBHU3yaIM3allMOHHBIMHU JTaHHBI-
MH, BBISIBISIOLUIMMU aTPO(HIO TUIIIOKaMIIOB, B TOM YHC-
Jie y HeZIeMEHTHBIX marueHTos [13, 14].

[loBeneHueckue HapyleHns 0OHAPYKUBAIOTCS HE
MeHee yeM y 75% manmentoB ¢ BAC, B ToM ymcie
y nauueHToB ¢ BAC ¢ negementHeiMu KH u y kor-
HATHBHO COXpaHHBIX nanueHToB [10, 11, 15]. Anarus
SIBJISIETCSL CaMbIM PaclpOCTPaHECHHBIM IOBEJEHYe-
CKUM CHUMIITOMOM, €€ pa3BuTHE y manueHToB ¢ BAC
CBSI3BIBAIOT C AUCQYHKUMEH NepeIHed YacTu NOICHOR
n3BuanHLL. [11, 15, 16]. YacThiMU moBeaecHUYECKUMU
CUMIITOMAaMHU TaKXe€ SBISAIOTCS PacTOPMOKEHHOCTD,
CHIDKEHHE IMIATHH, CTEPEOTUIIHOE TOBEACHUE, pas-
OPaKUTEIBHOCTh, & TaKXe HapyLICHHE IHUIIEBOr0
noBenenus [10, 11, 15]. Kax u mpu JIB/I, nmanueHTHI
¢ BAC ob6napy>xuBaroT TpyZHOCTH B 00pabOoTKe U pac-
MO3HABAaHWHU SMOIMH OKPYKAIOIMHKX (COIMATBHBIN MH-
TEJUIEKT). DTU MPOILECCHl OMOCPEAOBAaHbI OpPOUTOME-
JIrabHON J0OHON KOPOH, OCTPOBKOM M MUHJIAJIHNHOM.
C HeOCTAaTKOM COIMAIbHOTO MHTEUIEKTA CBS3BIBAIOT
c1a0yI0 AMIATHIO, MPOSIBISIEMYIO HEKOTOPBIMH IaIlH-
enramu ¢ BAC [17].

WccnenoBannsi ¢ HCHOJIB30BAHWEM METOAOB Kak
CTPYKTYPHOH, Tak W (yHKIHOHAIFHONH HEHpOBU3yalH-
3alMM TIOATBEP)KIAIOT THIIOTE3Y O MOPAXSHWH MO3Tra
3a Mpene’laMH JBUTATENBHBIX 30H Kopbl npu BAC —
y MAaIMeHTOB C KOTHUTUBHOW JUCQHYHKIMEW BBISBISIOT
arpo(uIo0 KOpbl JIOOHO-BHCOYHBIX AOJEH U CTPYKTYP
numOndeckoit cuctemsl [18]. ¥ mamuentos ¢ BAC ¢ pe-
YEeBBIMH paccTpoiicTBamMu ObL1a 0OHapyeHa OIHOCTO-
poHHAA aTpodus MepeqHuX OTIENIOB BHUCOYHOH JONH,
a npu couetanuu BAC u JIBJl — nBycroponHnsad. [12,
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16]. IloBenenyeckue HapymeHus npu couetaHuu bAC
u JIBJ] xoppenupyrot ¢ arpodwueil npedpoHTaIBHOMN
KopsI [19].

B coBpemenHOI HOMEHKIaType (HPOHTOTEMIOPAIIB-
HOM nereHepauuu kpome JIBJI BbLAENSAIOTCS BapuaHThI
IIporpeccupylomiero Hagpsaeproro napanmya (ITHIT),
koptuko6azanbHoil perenepanyu (KB/) n xomruiekca
BAC—nementus—napkudaconusm (KBIII). Ilpu cun-
npome KB/IIT pa3BuBaeTcst BeIpaxkeHHast aTpoQusi KOPBI
TOJIOBHOTO MO3ra, HeHpopuOpHIIspHas AereHepanus,
mono6uas BA, B roToBHOM MO3T€ M IBUTATEILHBIX HEH-
poHax B cniuHHOM Mo3re [20]. Knunnyecku npu KBTI
orMevatorcss penorunbl BA, mapkuncoHusma u BAC,
TO €CThb HaOMIONAIOTCA MPOTPECCUPYIOMIAsi JIEMEH-
IIUs1, TAPKUHCOHUYECKHE JBUTATENbHBIE PACCTPOMCTBA
1 IPU3HAKU TOPAKEHUS BEPXHET0 M HUKHUX JBUTaTENIb-
HBIX HelipoHOB [21]. B 0030pe nmutepatypsl ot 1981 roga
OBLIT TIpeCTaBIIeH OMH cay4ait cuaapoma bBAC—nemen-
[Usl, IPH KOTOPOM OBIITM OOHAPYKEHbI BHEKJIETOYHBIE
OTIOXKEHUs [-amuionyna (HEBPUTHYECKHE OJISIIKH)
[22]. C tex mop coobmenwmii o couetanuu BAC u BA
crano oonpie [23-26]. Ilokaszano, uro bA u BAC moryt
UMETh OOIMe MaTOTeHETHYECKHE MEXaHHU3MBI: MEHEe
1% cemeliHbIX ciay4yaeB BA BBI3BaHBI TOYKOBBIMH MYy-
TalUsIMHU B T€HaX, KOAWPYIOUINX OeNKH-TIPeIIeCTBEeH-
HUKH aMWJIOHJa — MPECEHWINH-1 WM NpeceHuINH-2,
a 1o 10% cemeitapix crydaeB bAC BBI3BaHO TOYCUHBIMHU
MyTalUsIMA B T€HE CYNEpOKCUATNCMYTAa3bl-1, Hapylie-
HUEM HOpMajbHOro Metabonusma u QyHkiuu JJHK/
PHK-cBs3pIBatomiero 6enka TDP43 [27-32], uTo npuBo-
JUT K HApYIIEHUIO CHHANTUYECKUX CBSI3€H MPU pa3HBIX
¢dopmax neliponerenepaunu (BAC, BA, JIB/I). Onnaxo,
JI0 HACTOSIIIETO BPEMEHU HET MOJIHOM SICHOCTH B MOHU-
MaHHM{ 3THONATOreHe3a CIopaanyeckux (opMm coueTa-
Hus bA n BAC. AmepukaHnckue nccienoBarenu oOHa-
PYXWJIH, YTO CTOHKOE CHIDKEHHE aKTUBHOCTH (hepMeHTa
nporeurdocdarazer 2A(PP2A), xomupyemMoro reHoM
PPP2CA, BbI3BIBaIIO KaK TATOMOP(OJIOTHIECKYIO KapTH-
Hy BA, Tak u matonornyeckrue n3MeHeH!s, XapaKTepHbIe
st BAC [33]. B nanHOM nccnenoBanuu bA-mmomoOHbIe
WU3MEHEHUsI Tay-TIpOTeuHa U [(-aMWIIOH]a, TPOSIBICHUS
HellpofereHepal 1 KOTHUTHBHBIC HapyLICHUS Mpea-
IIECTBOBAIM MOP(OJIOTHYECKIM H3MEHEHHSIM, Xapakx-
tepHbIM a1 BAC. B nurteparype npakTU4ecKH OTCYT-
CTBYIOT ONTHCAHMS MAIEHTOB C KIIMHUYECKON KapTHHOM
couerannsa BA u BAC. B 1995 1. Ob11 ipeacTaBieH ciy-
yait couetanus bA, 6one3nn IlapkuHcoHa, HEeMEHITUN
¢ TesibliamMu JIeBu 1 60KOBOro aMUOTPOPHUUECKOTO CKIIe-
po3a — y 71-lleTHEro My»X4YHMHbBI HMEJUCh MPU3HAKU
MIPOTpeCCUpYIONIe JeMEHIMH, K KOTOPBIM MPUCOEIH-
HWINCh CUMIITOMBI ITOPAKEHUS SKCTPAMUPAMUTHON CH-
CTEMBl U BEPXHUX W HHXKHUX MOTOHEHPOHOB, KOTOPBIE
MIPUBEIH K CMEPTH TaruenTa uepe3 6 jet. Ilaromopdo-
JIOTMYECKOE UCCIICIOBAHNE BBISIBUIIO BHEKJIETOYHBIE OT-
JIOKeHUs J-aMUIonAa, BHYTPUHEHPOHAIBHBIE BKITIOUE-
HUS Tay-IPOTEUHA U Tenbla JIeBu B uepHOH cyOcTaHIIMN
U HEOKOpTEKce, aTpodHi0 M IIHO3 C MHTPaHEHPOHAIIb-
HBIMU BKJIIOUCHHMSAMH YOMKBUTHHA B NEPEAHUX porax
crimaHOTO Mo3ra [34]. B 2004 r. cmenmnanucTsl Meau-
LMHCKOTO LeHTpa YHuBepcureta [lurrcOypra, npoana-
mm3upoBanu 30 cirydaeB ciopaguieckoro BAC ¢ nenbio

RESEARCHES AND CLINICAL REPORTS

OTIPE/IETNTh, BCTPEUACTCS JIM U KAKyI0 poib Urpaet bA
B cuHApome nemeHrmu win adasuu npu BAC. Oxkaza-
J0Ch, 9To cuHApoM BAC—memeHmms ObUT OOHApYKEH
y 24,1% nanueHTos, a B 30% ciayuaeB BAC ¢ nemeHuu-
eif ObLI0 BBIsBIICHO coueTanne ¢ BA. B HEKOTOPBIX City-
gasx BAC 0e3 nemeHInr 00HAPYKUBAIUCh H3MEHEHUS,
xapakTtepHbie 151 BA B Bue BHEKJIETOYHOTO OTIOXKE-
Hus B-amumtonna [35].

[IpuBoanM omrcaHue KIMHUYECKOTO HAOII00eHHs
MauueHTku ¢ cuaapomoM BAC—neMeHnus ¢ Helporcu-
XOJIOTUYECKOW CHUMIITOMAaTUKOM — ajJblUrediMepoBCKOTrO
THUIIA.

Bonbras C., 69 net, npasma, HoCTynuia B KINHUKY
10 MHUIMATHBE POACTBEHHHKOB. Cama OonbHas aKTHB-
HO ’Kajio0 He TpenbsBisia, coop aHaMmHe3a 3abomeBa-
HUS Yy Hee ObLI BeCbMa 3aTPYIHEH M3-332 BBIPaKEHHBIX
peUeBbIX U KOTHUTHBHBIX HapylIeHni. ChIH MallneHTKH
co00IINI 0 3aMEAJICHHOCTH, HEYETKOCTH PEYH, OCHUILIO-
CTH TOJI0CA, 3aTPYIHEHUH IIOTaHUs, CTa00CTH B KOHEU-
HocTsiX (OonblIe B pyKax), HapacTtaromei oomiei ciabo-
CTH, TIPOTPECCUPYIOIIEM CHIDKEHUH BEca.

Anamnes 3abonesanus. B TeueHUe MOCIEAHETO rojia
OKpY’KaloIl[e CTaji 3aMedarh y MalMeHTKH HapacTa-
HUE 3aMEAJICHHOCTHU MPH BBIITOJHEHUH NTPUBBIYHBIX TO-
BCEJIHEBHBIX JEHCTBUM, IPOTPECCUPYIOIINE HAPYLIECHUS
pedn — OHa cTajka 3aMeNJICHHOM, HeBHATHOM. OHa mo-
Tepsia B Bece 0kojo 20 Kr (CBIH CBS3BIBAET 3TO C Ha-
pymenuem roranusi). Ha MPT roioBHoro mosra 6suin
oOHapy>KeHBI eIMHUYHbIE 0Yary B IOOHBIX JOJSX 000UX
MONyIIapuil 1 TEMEHHOW JI0JIE JIEBOTO MOJyIIapus ro-
JIOBHOTO MO3Ta COCYIMCTOTO T€HEe3a, 3aMECTHUTEIhHOE
paclIupeHre HapyKHbIX JUKBOPHBIX MPOCTPAHCTB, pac-
mmpenue 60po3n B JIOOHO-BHCOYHO-TEMEHHBIX 00a-
CTAIX.

Ilpu ocmompe oOHapyXeHO OXHBIeHHE HEOHO-
IO M IIOTOYHOTO PedIeKcoB, OTYETIUBBHIE pPedIeKCh
OpajJbHOTO aBTOMaTH3Ma (XOOOTKOBBIA, MaHIUOYISAP-
HBIW, JIaJJOHHO-TIOI0OPOIOYHBIN), MUC(HOHHS, AM3ap-
Tpusi. MBIIIeYHAas cHiia JO0CTATOYHAs, MBIIIIEYHBIA TOHYC
B KOHEYHOCTSIX CJIETKa IOBBIIMIEH IO CHACTHYECKOMY
tuny. Qacuukynsanuii He oOHapykeHO. CyXOKHIbHBIE
pedieKchl B pyKax ¥ HOTaX OKUBIICHBI C PAaCIIMPEHHEM
pedIieKCOTeHHBIX 30H, C aKIIEHTOM cIipaBa. PaccTpoiicTs
YyBCTBUTEJIIBHOCTH HE OTMeueHo. IlanbuneHocoByro
1 TISITOYHO-KOJIEHHYIO POOBI BHITTOIHIIA YAOBIETBOPHU-
tenbHO. [IpoGa Pombepra 6e3 maronoruu. [loxonka He
n3MeHeHa. Ta30Bble PyHKIIUN KOHTPOIUPOBAIIA.

IIpu HeNpONCUXONOrHYECKOM HCCIETOBAHUN OTME-
YEeHO 3aMeJIeHHe M OBICTPOE UCTOIICHNE TICUXUIECKON
JIeITENIEHOCTH. BBIABIEHBI BBIPAKEHHBIE MOJAIBHO-HE-
crieruuecKkre HapyIIeHNs TaMATH B BHJIE TIOBBIIICH-
HOW TOPMO3HMMOCTH cjiefja MaMsITh HHTephepeHIHeH;
BBEJICHHE CTpPaTeTWy 3allOMHHAHWSA M IMOJCKA30K TMPHU
BOCIIPOM3BEACHUN HE TMOITHOCTHIO HOPMAaJIM30BaJO TO-
Kazarenu. B Tecte Ha 3amomuHanue 12 0B HEMOCpeI-
CTBEHHOE BOCIIPOM3BEJCHHE: 3 CIIOBA CAMOCTOATENBHO,
3 — ¢ moxackaskoi. OTcpoueHHOE BOCIPOU3BEIACHHE:
1 c110BO CaMOCTOSATENBHO, 4 CII0BA C MOJCKa3KoH — Bce-
ro 11 crnoB u3 24 (B HOpMe He MeHee 20 cioB u3 24).
3purenbHas namsaTh 1o TecTy bentona 7 u3 15 (B Hopme
He meree 14) CoOcTBeHHAs peub MaUeHTKY (pa3oBas,
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rpaMMaTH4yecKd TpaBWIIbHASA, 3aMelJIeHHas, HEBHAT-
Hasi, o01as cxema cioBa coxpanena. Jnddepennnarus
¢donem coxpanena. CHmxkeHa OeriocTh peun. Hapyure-
HO IIOHMMAaHHE CIIOB U (HPa3eoIOTU3MOB CO CIOKHON
CEMaHTHUYECKOH CTPYKTYpO# (CHHOHHMBI, MeTa(opsl).
UreHue, NUCbMO M MOBTOPEHME 3a BPadoM HE cTpaja-
10T. KOHCTpYKTHBHBIN MPaKCUC, THO3UC HE HAPYILUEHBHI.
C mpoboit Jlypum Ha IUHAMHYECKHHA MPAKCHAC «KY-
NaK-peOpo-naloHb) CIpaBUIach NPU YCUIEHHOM MpO-
W3BOJILHOM KOHTpOJIE. BBISIBIEHBI HAapyLIEHNsT MBIIILIe-
HUS — HE MOXKET BBIIEJIUTH OCHOBHYIO MBICIIb PaccKasa,
MOHUMAaHUE MOCJOBUI KOHKPETHOE, HapylleHa (yHK-
nus 0000menus. Cyer coxpaHeH. [Ipu wuccnenopa-
HUM KpaTKOW INKaJbl OLECHKH ICHUXMYECKOTO CTaryca
(KIIOIIC) — 25 6amnos (Hopma 28—30 0amwioB), TeCT
pucoBanust yacop — 10 6amnoB (Hopma 9—10 Gamos).
[lIxama omenku yo6HOU muchyHknmu — 10 GammoB
(mopma 16-18 GamnoB). Tect mocnenoBarenbHOTO coe-
nuaeHus uugp — 119 ¢ (Hopma 1o 72 c). [loBcenneBHas
ObITOBas AKTHUBHOCTH MAIMEHTKH 0€3 CYIIECTBEHHBIX
OrpaHUYECHUH.

3akioueHue: y MalUeHTKU ¢ NpU3HaKaMU Mopaske-
HUS LIEHTPAJIbHOTO MOTOHEHpOHa OOHapy)KEHBI OTYET-
JIMBBIE KOTHUTHUBHBIE PACCTPOMCTBA, MPOSBISIOLINECS
MEPBUYHBIMU  «THITMOKAMIATBHBIMI»  HAPYIICHHSIMHA
namsITH ¥ HEHPOAMHAMHYECKHUMH, IU3PErYISATOPHBIMU
(mo knaccuukanuu A.P. Jlypun) napymenusmu. Cre-
MEHb KOTHUTHBHOTO JIe()eKTa COOTBETCTBYET YMEPECHHO-
My KOTHUTHBHOMY PacCTpPONCTBY.

[Ipu moBTOpHOM OCMOTpE depe3 3 Mecsia oOHapy-
JKeHa OTpULIaTeNIbHas JUHAMUKa — HapylIeHHe OpHeH-
TUPOBKH B MECTE M BPEMEHH, MOSIBIIINCH (PaCUKYISLIIH
B SI3BIKE, €T0 CUMMETPUYHAS THIIOTPOQUS, TOCTOSTHHBIE
(acuuKyIAIMU B MBIIIIAX PYK, CAMHUYHBIE B MBIIIIIAX
HOT, CHIDKCHHE MBIIIEYHOW CHIIBI B TPOKCHMAJBHBIX
oTAenax mpasoil pyku no 4 6ayioB, B 00eux HOrax A0
4 GanoB, maronoruiyeckue peduiekcel TpemHepa ¢ IByX
CTOpOH, XBaraTelbHBIH pedrekc, pedrexc baduHCKO-
To ¢ JABYX CTOPOH, KJIOHyC cTomn. Hapocnu muzaptpus
n muconus. OtmeueHa OoneBas TUHECTE3HS B HC-
TaJBHBIX OTJENIaX BEPXHUX KoHeuHoCTe!. B nmpobe Pom-
Oepra Jierkoe NoIIaThIBAaHUE KaK MPU OTKPHITHIX IJ1a3ax,
TaK YU TpU 3aKpbeIBaHWU ma3. [loxoaka cracTuueckas,
Ha IIUPOKOH 0a3e, HEYCTOMUMBAs — IO TUILY alpakcuu
x0160b1. CTay BO3HUKATH SMHU30/IbI HEJCPKaHUSI MOYH
U 3a/IepKKa CTyJa 10 HeJlelu.

[Ipr HEHWPONCHXOIOTHYECKOM OOCIIEOBAaHUN TaK-
€ BBIBICHA OTYETNIMBAs OTpHLATEIbHAs AWHAMUKA!
OTMEUYEHO HApYLICHHE IPOU3BONBHON PEeryisiinuu Je-
ATEJBHOCTH, HApyIIEHbl MOTHUBALIMOHHBIA KOMIIOHEHT,
WHUIANNA U TIPOrPaMMHUPOBAHKE ITPOM3BOIBHON nes-
TEJIBHOCTH — MAMEHTKA HE MOXKET CaMOCTOSITEIBHO CO-
3[aTh KaKyl0-JINOO IporpamMmy AEUCTBUH, IPH MOTBITKE
HapUCOBAaTh 3aMKHYTYIO T€OMETPUYECKYIO QUTYPY BMe-
CTO OHOTO IITPHUXa MPOBOIHUT IO OXHOMY U TOMY Xe
MECTY HECKOJIBKO pa3 (II0 TUIy IPOCTHIX IBUTATEIbHBIX
nepcesepanuii). [Ipu 3ToM cHMKeHa KpUTHKA K IOy CKa-
embIM omnOkam. IlanmenTka 3arpyaHsaiack B pelIeHUN
MPOCTHIX apu(PMETHIECKHX 3a7ad — BBIYUTAHUE U CIIO-
KEeHHue B mpenenax aecarka. OTMeueHa oTpHLaTeIbHAs
JVMHAMHUKA MOJIATbHO-HECTIEU(PUUECKUX HAPyIIeHUH
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aMsATH — B TE€CTE Ha 3allOMUHaHue 12 cIIoB HEmocpe-
CTBEHHOE BOCITPOM3BEJICHHE: 2 CIIOBA CAMOCTOSATEIBHO,
2 — C TIOACKA3KOH; OTCPOUYEHHOE BOCIPOHM3BEICHUE:
2 coBa CaMOCTOSITEBHO, 2 CJIOBA C MOACKA3KOH (Bcero
8 cnoB u3 24). OT™MedeHO 4 TTOCTOPOHHUX BIUIETEHUS.
Hapymmnach maMsaTe Ha COOBITHSI )KU3HU — TIAIIUEHTKA
HE CMOTJIa CKa3aTh, I7Ie OHA YYHUJIach, KTO OHA 10 CIIEH-
aIbHOCTH, Ha3BaTh MOCIEAHEE MecTo paboTbl. Taxke
BBISBJICHA OTpHIATEIbHAS JMHAMHKA pPEUeBOH (yHK-
LMU: TOSIBIINCH 5XOJIAJIMYECKHE IOBTOPHI, HApOCIIO
CHIDKEHHUE OETIIOCTH peyH, OTMEYEHBI TPYIHOCTH B IIO-
HUMaHUH TPOCTPAHCTBEHHBIX MPEIOTOB U CIIOKHBIX
JIOTUKO-TPAMMAaTHYECKUX KOHCTPYKIWH (He cMoria
MOHATH Ma/Ie)KHbIE OTHOLIEHUS Bo ¢paze: «Mury yna-
pun Bansay). Ilpu nccnenoBanuy KpaTKoi KAkl OICH-
KM TICHXMYECKOro craryca — 14 0amoB (CHMXEHHE
Ha 11 0amioB), MOSBUINCH 3PUTENHEHO-TTPOCTPAHCTBEH-
HbIC HapyLIEHUs: TECT PUCOBAHHS 4acoB — 5 Oanios.
[IIxaa omenku mo6HOM nucdyukME — 6 6aI0B (CHU-
KEeHue nokazaress Ha 4 6ayia). TecT mocienoBarensHO-
ro coemuaeHust udp — 89 ¢. Co cI0B POICTBEHHUKOB,
OTMEYaeTcsl OrpaHuueHne QyHKIMOHAIBHON He3aBHCH-
MOCTH: TIAIINEHTKA CTaja HyKIaThCs B TIOMOIIH TP BBI-
TIOJTHEHUH JIMYHOW THTUEHBI (IPUHATHHN AYIIa), U3 JJ0Ma
CaMOCTOSITETIFHO HE BBIXOJUT M3-32 HAPyIIEHUH MaMsATH
Y OpPHEHTALIUH.

3aximodeHne: y MalueHTKH ¢ HECOMHEHHBIMH TpPH-
3HaKaMH TOPaXEHHsI LEHTPAIBHOIO M mepudepude-
CKOTO MOTOHEWpOHa OOHapYKEHBI MPOTrPECCHPYIOIINE
KOTHUTHBHBIE pacCTPONUCTBA, MPOSBIAIOMINECS TEPBUY-
HBIMH «THIITOKAaMIAIbHBIMA» HApYIICHUSMHU TaMsTH,
peuH, 3pUTENbHO-IPOCTPAHCTBEHHBIX (QYHKIHH, HEHPO-
JUHAMHYECKUMHU U AU3PETYIATOPHBIMU HAPYIICHUSAMHU.
C yueToM QyHKIHOHAIBHBIX OTPaHUYCHNUH CTETIEHb KOT-
HUTHBHOTO J1e(heKTa COOTBETCTBYET JIETKON IEMEHITHH.

Pesynomamul 1abopamoprozo u uHcmpymeHmano-
HO20 Uccied08anus; OOIMUN aHANIW3 KPOBH W OO
aHanM3 Mo4yM 0Oe3 OTKJIOHEHHil oT HOpMBl. B Omoxu-
MHYECKOM aHaJIM3€ IOBBIIIEH YPOBEHb XOJECTEpHHA
(7,83 MMOITB/JT) ¥ JIUTIOTIPOTEUAOB BHICOKOM TUIOTHOCTH
(2,41 mmomnb/n) m HU3KOHM TIOTHOCTH (4,94 MMOIB/I).
Peakuna Baccepmana, aBcTpanMiiCKMi aHTHIEH OTpPH-
[aTeTbHBI.

Hnucmpymenmanvuvie uccreooganusi. Wrompdyaras
aneKTpoMuorpadus ICIETOBUIHON M UYETHIPEXTIIABOMH
MBI Oe/ipa BHISBUIIA HEHPOHANBHBIA XapaKTep Mmopa-
JKEeHHS Ha EHHOM 1 TTOSICHIYHOM YPOBHSAX C TIPHU3HAKa-
MU Tekymen aenepBanmu. OKI' B mpenenax Bo3pacTHOR
HOPMEI. YNBETpa3ByKoBas joruieporpadus Opaxwuorre-
(anbHBIX apTepuil: HECTEHO3UPYIOIIUH aTepOCKIEPO3
9KCTPaKpaHUAIBHBIX OTAEJIOB MAaruCTPalbHBIX apTe-
puit. MPT ronoBuoro mo3sra (BeimonHeHa E.M. Ilepemne-
JIOBOM): CpEeAMHHBIC CTPYKTYPHI HE CMETIEHBI. JKemymod-
KOBasg CHCTEMa HECUMMETPHYHA, KOHTYPBI KeETyI0UKOB
poBHBIE. MaMIJUIOMTOHTHHHOE PAaCCTOSTHIE HE CHIDKEHO.
ApaxHouJanbHble TMPOCTPAHCTBA KOHBEKCUTAJIBHOU
moBepxHOCTH Mo3ra nuddy3Ho pacmmpensl. [Ipeobma-
naet aTpodus TOOHBIX JOJNEH U JIeBOM BUCOUHON JONH.
BrlpaxkeHa MCTOHYEHHOCTh KOHBEKCUTAJIbHOM U IIe-
PUCHIIEBUAPHON KOPTUKAIbHOW IUIACTHUHKH, aTpodus
MpenKJInHbS. [ pydas arpodus BemecTBa TUIIOKaMIIOB,
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MIPONOJIbHAS CKJIAYaTOCTh MX TOJIOBOK BhIpakeHa clia-
00, BBICOTA T'OJIOBOK PE3KO CHUXEHA, I depeHInpOBKa
BEIIIECTBA BhIPAKEHA HEJOCTATOYHO, PEAYKLHUS 00beMa
TEJI TUIIIOKaMIIOB. MaMUJUISIpHBIE T€JIa Majoro oorema,
pa3BepHYTHI TOPU3OHTAIBEHO. MO30JUCTOE TEI0 Tpydo
HMCTOHYEHO Ha BCEM NPOTSDKEHWU MPHU OTHOCHTEJBHOU
COXpaHHOCTH Balika. OuaroBbie U3MEHEHHsI OeJoro Be-
miectBa remMucdep 60NBLIIOro MO3ra COOTBETCTBYIOT aH-
THOTIATHH. B MepuBEHTPUKYISAPHBIX OTAENaX BBIpaKEH
Jeiikoapeo3 — y MEePeAHUX M 3aJHUX POTOB OOKOBBIX
HKEJIYJI0YKOB U B 00NacTH JaTepalibHbIX CTEHOK OOKO-
BBIX KETyJOYKOB. JIMKBOpOANHAMHKA KOMIIEHCHPOBAHA.
KpannoBepreOpanbHbiii miepexon cQOpMUpPOBaH HOP-
MajbHO (puc. 1).

Huaenos. JloctoBepHBIH OOKOBOW aMUOTPOPHUYECKHIA
cKiepo3, OynapOapHas ¢opma, OBICTPOIIPOrpeCcCUpyIo-
mee Teuenue. Cunapom BAC—nementus (Bo3MOKHAS
Oone3nsr Anblrreiimepa). HyrputuBHas ceHcopHas 1mo-
JIMHEBPOIIATHSI.

O6cy:xnenue. Knuanyeckas kapTHHa 3a00JieBaHUs
MAaIMeHTKH BKI09aeT goctoBepHeld BAC, mpossis-
IOLIUNCS TOpPa’KeHWEM LEHTPaJbHOTO M mepudepude-
CKOTO HEHPOHOB Ha HECKOJBKHX YPOBHSX, C OBICTPBIM
MIPOTPECCUPOBAHNEM JIBUTATENBHBIX, OyiIbOapHO-TICEB-
TM00yIHO0apHBIX PACCTPOICTB, COUECTAIOIIHIICS C IPU3HA-
KaMH JUCTANbHOW CEHCOPHOI MONMHEBPONATHH, a TaK-
e OBICTPOPa3BUBAIOIINMUCSA HEPBHO-TICUXUYECKUMHU
(KOTHUTHBHBIMH U TOBEJCHYECKUMH) U Ta30BBIMH pac-
ctpoiictBamu. beicTpbIil Temn nporpeccupoBanus bAC
mpu ero OynpOapHOil (hopMe JOCTAaTOYHO XapakTepeH
[22, 36]. Pa3BuTHE NErKOW AUCTAIBHON CEHCOPHOM I10-
JMHEBPONATHH B 3TOM CIIydae MOXKHO PaccMaTpuBaTh

Puc. 1. MPT ronosHoro mosra naueHTku C. (pexxum T1).
CrpenkaMu 1oka3aHa arpodusi JIeBOi BUCOUHOW JI0JH U rpy0das
aTpoQHs TUIIIOKAMIIOB

Fig. 1. MRI of the brain of patient S. (T1 mode).

Arrows indicate atrophy of the left temporal lobe and gross
atrophy of the hippocampus
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Kak CJeJCTBHE HapyIIeHWH MHUTaHUS, 00yCIOBIEHHBIX
nmucharueir [36], XOTd akcOHANbHAs HEBPOMATHS TPHU
BAC paccmarprBaeTcss U Kak NPOSBIECHHE MYJIBTHCH-
CTEMHOT0 HelponerenepaTuBHoro npouecca [37]. Ha-
PSAY C JIETKUMH JBUTATENIbHBIMU PaccCTpOiiCTBaMU MPU
MEPBOM OCMOTpE OBbIITM OOHAPY>KEHBI SIBHbIE KOTHUTHB-
HBIC HapyIIeHHs B BHUJE MOJabHO-HECTEIHM(DUIHBIX
paccTpoicTB MamMsITH, CHIDKEHHS OCTJIOCTH PEedH, Hapy-
[IEHNS MBIIUIEHUS, YIpaBIstommx GyHKiui. [Ipu aTom
MOBCEAHEBHAsI aKTHBHOCThH HapyIlleHa He ObUIa U MOKa-
3arens KHIOIIC Ob11 paBen 25, 9T0 COOTBETCTBYET yMe-
PEHHOMY KOTHUTHBHOMY paccTpoicTBy. [Ipu moBTOpHOM
WCCIIEZIOBAaHUH Yepe3 3 MecsiIia HapoCIy HapyIIeHNUs ma-
MSITH, YIPaBISIOMNX QYHKIUN, Pedu, IPaKCUCa, MBbIII-
JICHU S, TOSIBUJIMCH TIPU3HAKH CEMaHTHYECKOH TUC a3 H.
OTMEUEHO OTCYTCTBUE KPUTHKU K CBOEMY COCTOSHHUIO
M JIOMyCKaeMbIM B MPOIECCEe MCCIENOBAaHMS OIMIMOKaM,
OTUETIMBBIM CTAJl allaTHYECKUN CHHAPOM. 3HAUUTEINb-
HO CHU3WINCH TIOKa3areinu (popMalm30BaHHBIX TECTOB,
HapyLUIHJIOCh caMOOOCITy>KUBaHUE HALUEHTKH B OBITY.
TspKeCcTh KOTHUTUBHBIX PACCTPOMCTB AOCTUINIA CTENIEHU
nemeHyu. C no3uuuy (QyHKIHMOHAIEHO-TOIMYECKOTO
JIMarHO3a 3TH HapyIIECHHUS MOXXHO paccMaTpHUBaTh Kak
NposiBJIeHHE AUC(HYHKIUHA JOOHBIX, TEMEHHBIX M BH-
COYHBIX JOJEeH C MpHU3HAKAMH 3aWHTEPECOBAaHHOCTH
TUNIOKaMIalbHOro Komiuiekca. MPT-nccnenosanue
MOKa3aJio HaIM4Iue aTpodun KOPHI JIOOHBIX, TEMECHHBIX
U BUCOYHBIX JOJIEH, TUIIIIOKaMIIOB, MAMWIIISIPHBIX Tel,
MO30JIMCTOTO TeNa MPHU BECbMa YMEPEHHBIX MpPHU3HAKaX
nepedpaqbHOH MUKPOAHTHONATHH. DTO MOATBEP)KIAET
KJIIMHWYECKUM TONHMYECKUI JUAarHo3 U OAHOBPEMEHHO
YKa3bIBaeT Ha PacpOCTpaHEeHHbIH LepeOpalibHbIN Jere-
HEpaTUBHBII IIpoLECC.

Oco0eHHOCTh JaHHOTO Cilydasi — OBICTpOIIporpec-
CHUpPYIOIINE BBIPAa)KEHHBIE HEPBHO-TICUXHYECKHE pac-
CTPOMCTBA CO 3HAYHUTENBHBIMH HAPYLIECHUSIMH MaMATH,
Npakcuca, YHpaBISIOMUX (PeryasaTopHbIX) (QyHKIUH
1 NOBEICHYECKUMH HapyIIEHUsIMHU B BUJIE allaTHYECKO-
TO CHHAPOMA, TIOBBIIIEHHON OTBIEKAEMOCTH U CHIDKE-
HUS KpUTHKH. VIMenoch Takke HapylleHHe CoCOOHO-
CTH K OOy4eHHIO, HapyIIeHHE (POPMaTHHO-TOTHIECKUX
omepauuii: MPOTHO3MPOBAHMS, IUIAHUPOBAaHHA, ao-
CTparupoBaHus U 00OOIICHHS, YTO HAONIOMACTCS TIPHU
MOPa’KeHWU JIOOHBIX OTAENOB KOPHI TOJIOBHOTO MO3Ta.
Knunnka mopakeHus! mepenHux OTIAENOB TOJOBHOTO
MO3ra HE€ OrpaHMYMBaJIach KOTHUTHBHBIMH U IOBEAEH-
YeCKUMHU HapymeHusMu. VIMenn MecTo Takke XBara-
TEJIbHBIN pedieKc, HapyIIeHHUs TOXOAKHU B BUE JTOOHON
arnpakcHu XOAbOBI W Ta30BBIe paccTpoiictBa. [Ipu Ha-
JUYMU Y TAIUEHTKH KIMHUYECKOW KapTHHBI CHHApPOMA
BAC—nemenmusi BO3HHKAIM OIPEICIICHHBIE JTUATHO-
CTHYECKHE 3aTpylHeHHs. KOorHUTHBHBIE paccTpoicTBa
MPOSBIBUTACH HAPYIIEHUSIMH TaMSTH, TUITUYHBIME JIJIS
BA. Hapymenue peun 1o TUIy CeMaHTHUYECKO# adazum
Take xapakrepHo mia bA [38, 39]. Crauana obcyx-
Jlafncs BOIIPOC O CMEIIAHHOM XapaKTepe KOTHUTHUBHBIX
HapyIIeHu#l (anbUreiMepOBCKUX M COCYIUCTBIX), TaK
KaK Ha MEepBOHAYAJIbHOM JTare He ObUIO OTYETIMBBIX
CHMITOMOB MOpaXeHUsI Nepru(epruueckoro MOTOHEH-
pOHa, a JIETKOE HapylIEHHE YMPaBISIOMUX (QYHKIHHA
BMECTE C TIPU3HAKaM{ MOPAXEHUS [EHTPaJIHHOTO
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MOTOHEWPOHA, NICeBN00YIL0APHOI Au3apTpuei mpu Ha-
nnuud u3MeHeHuit Ha MPT, ykaspiBarolmux Ha MUKPO-
AQHTHOTIATHIO, MOXKHO OBIJIO CBA3ATH C IIepeOpoBacKyJIsIp-
HBIM 3a0osieBaHueM. [Ipy MOBTOPHOM 0CMOTpE SBHBIMU
CTaJIl KIMHUYECKHE U MHCTPYMEHTAJIbHbIE MPU3HAKH
nopakeHus: nepudepruueckoro MOTOHEHPOHa, B 3HAYH-
TEJIbHOU CTEMEHU HApOCJIM KOTHUTUBHBIE paCCTPONCTBA,
NPOSIBUJIMCH TOBeAeH4YecKre HapyueHus. CoueTanue
BAC u TspKenBIX KOTHUTUBHBIX HapyIIEHUH CBHUIETEINb-
ctByeT o cunapome BAC—nemenuusa. B nanHom ciyuae
BCTaeT BOIMPOC: JEMEHIMs 00yCJIOBIeHAa KOMOMHAIIHEH
JIBA u BA unu ciyXUT NPOSIBIEHUEM OJHOTO U3 3THUX
paccTpotictB? bricTpopa3BuBaronuecs TUIIOKAMIIAb-
HBIC HapyIIECHHWsS NaMATH, CBS3aHHbIC C HapyIICHUEM
IIPOLIECCOB 3allOMUHaHMs, HexapakTepHbl mius JIB/I.
Ho wu3Becten moOHBIA BapmanT BA ¢ HapymieHusSMU
MaMsITH, YIPaBISIOMKUX (QYHKIUA U MOBEACHYSCKHUMH
paccrpoiictBamu. OmnmcaHue 3TOro peaxoro (eHoTH-
na BA orpaHnueHo €AMHUYHBIMHU CITy4asMH U HEOOIb-
mmMu cepusiMu. llepBoe onuncanue noOHOTO BapuaHTa
BA 65110 nano J.K. Johnson ¢ coaBr. y Tpex manueHToB
C PaHHUM M JOMUHHUPYIOLUIMM HapyIICHHEM yIpaBIsio-
mux Qysknuit [40]. B HECKONBKUX TOCIEAYIOMUX My-
ONMUKaIusIX coo0Iasochk 00 aTMMUYHOM (eHoTurne bA
[41-43], HO NMUIIb HEMHOTHE W3 HUX BKIIOYANIN TTAIIH-
eHTOB ¢ BA, NOATBEPKACHHON ayTOTICUEN UM UCCIENO0-
BaHHeM OnomapkepoB. HeamHecTrueckuii Bapuant bA,
KOTOPBII BKJIIOYACT JIOOHBIHM, AMATHOCTUPYETCS IPH Ha-
PYUICHUH YHPABISIONIMX (QYHKIHHA, MBIIUICHHS B COYe-
TaHUM C HAPYLICHWEM JAPYI'HX KOTHUTHBHBIX (YHKIMH
[38]. Criektp mposiBieHui T0OHOTO BapuanTa BA Takxke
BKJIIOYaeT PaHHHE U3MEHEHHS JIMYHOCTH U TOBEICHNS,
TaKHe Kak pacTOpMa)kKMBaHUE, allaThs WIK KOMITYJIbCHB-
HOCTh. KimHuveckast kapTtuHa JI0OHOTO BapmaHTta BA
MOXXET UMHUTHPOBAaTh KapTHHY TOBENEHUYECKOH (HOpMBbI
JIBJ, uto ormeuaetcs y 10—40% mnanueHToB, y KOTO-
PBIX KIMHIYECKH ObLT THAarHOCTHPOBAH MOBEACHYECKUI
BapuaHT JIBJl, HO oOHapyxeHa MaToJOoTHs, XapaKTep-
Has it BA npu 19T ¢ pannoakTUBHBIMH JIMTaHAaMH,
TPONHBIMU K amuiouny [44] unu npu aytomncuu [45].
JloOusbIii BapmanT BA ObUT BKIIIOYEH B HOBBIC JHUArHO-
CTHYECKUE Kputepuu aemeHuuu npu bA [46]. B na-
CTOsilIee BpeMsl HEJOCTATOYHO IAHHBIX O Ha4YaJbHBIX
CUMIITOMAaX, (paKTopax pHCKa, FeHETHYECKOH mpenpac-
MTOJIOKEHHOCTH, TIOBEJICHUYECKUX U HEUPOIICHXOJIOTHYIE-
CKUX NPO(UIAX, KOTOPbIE XapaKTEpU3yloT 3Ty (GopMy
3aboneBaHus. BBumy HEOONBIIOrO KOMMYECTBA MPOBE-
JCHHBIX MCCIIEOBaHUM B 3TOH 00NacTH HENb3s OXHO-
3Ha4YHO YTBEP)KIaTbh, CYIIECTBYET JIU CBA3h MEXIy BA
u BAC, HO mpezncraBisercsi BEpOATHBIM, YTO B JIIOOOH
OonbIIoit koropre nanuentoB ¢ BAC OynyT nmanueHThl
C MaTOJOrMYECKUMHU M3MEHEHUSIMH, CBA3aHHBIMU C BA,
a MOCKOJIbKY 00a 3a00JieBaHHs BCTPEUAIOTCS Y TOXH-
JBIX JIIOZIEH, BO3MOXKHO HUX COYETaHHE. AMEPUKAHCKHE
HCCIIe0BaTeN OOHAPYKUJIIH, YTO B HEKOTOPBIX CITydasx
KOTHUTHUBHBIE paccTpoiicTBa npu bAC cBsi3aHbl ¢ HaJIK-
YUEM aJbLUI€MMEPOBCKOM NATOJIOIMH U IIPENIIONIOKHIIY,
YTO HaJM4ue OJsiIeK -aMUIon1a MOXKET MIPEACTABIATh
gacTh narosioruaeckoro crekrpa BAC [35]. HeBbicokas
pacipoCTPaHEHHOCTh AJIBLIEHMEPOBCKOW IMATOJIOTUU
y manuenToB ¢ BAC ckopee Bcero cBsizaHa C TeM, 4YTO
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B TIPOBOIUMBIX HCCIeAoBaHUSIX cuHApoMa bBAC-ne-
MEHIIMSI OCHOBHOE€ BHUMAHUE YAESIOCh HATMUUIO WU
OTCYTCTBHIO BKJIIOUEHHH Tay-Oenka, HO HE MCCIIE0Ba-
JIOCh WM HE COOOIIAOCh O PacIpOCTPAHEHHOCTH W/
WM CTENICHU BBIPAKEHHOCTH OTIIOKEHUS [-aMuionia.
YuuteiBas rerepoOpMHOCTh KOTHHTUBHOTO ACQUIIH-
Ta, B TOCIEIHUX IUAaTHOCTHYCCKUX KPUTEPHUSX CHH-
npoma BAC—neMeHIMsI IPEeIoKEHO BBIACTATH POPMBI
BAC—nemeniuu, cpenu kotopsix ecth Gopma BAC, co-
yetanHas ¢ bA [12]. B HameM HaOmOnEeHUN C BBICOKOH
BEPOATHOCTHIO peub HaeT o ciydae BAC—aemenImm
aJbUIreMEpPOBCKOTO THUIIA.

IIpencraBneHdble TaHHBIC JUTEPATyphl U TPUBEICH-
HOE€ KIIMHAYECKOe HaOIIOIeHHEe TIOATBEPIKIAF0T 1IENIECO0-
Opa3HOCTh UCCIIEI0BaHMS KOTHUTHBHBIX (DYHKINH Y O01b-
HBIX C IIpeAnonaraeMbIM uin 1octoBepHbIM BAC, ¢ oqHOM
CTOPOHBI, ¥ aHAJIN3 COCTOSHHS IEHTPAILHOTO U Tieprde-
pUYECKOrO HEMpOHA y MAMEHTOB ¢ HEPBHO-TICUXUYECKU-
MU PacCTPOHCTBAMH JIOOHO-BUCOYHOTO THITa — C IPYTOH,
YTO MOXKET OBITh MOJIE3HBIM JJIS IMATHOCTUKY U MTPOBEIC-
HUSI JIe4eOHO-PeaOMITUTAIIMOHHBIX MEPOTIPHUSTHIA.

Kondumnkt unTepecoB. ABTOpHI 3asBIAIOT 00 OT-
CYTCTBUU KOH(INKTA HHTEPECOB.

dunancupoBanue. MccnenoBanue nposeneHo 0e3
CIIOHCOPCKOM MOJIEPIKKH.

JUTEPATYPA/REFERENCES

1. Lomen-Hoerth C., Anderson T. and Miller B. The overlap of
amyotrophic lateral sclerosis and frontotemporal dementia. Neu-
rology. 2002;59(7):1077-1079.

2. McGeerP.L., Schwab C., McGeer E.G., Haddock R.L., Steele J.C.
Familial nature and continuing morbidity of the amyotrophic lat-
eral sclerosis-parkinsonism dementia complex of Guam. Neuro-
logy. 1997;47:400—409. https://doi.org/10.1212/wnl.49.2.400

3. Rakowicz W.P., Hodges J.R. Dementia and aphasia in motor
neuron disease: an under recognised association? J Neurol Neu-
rosurg Psychiatry. 1998;65:881-889. https://doi.org/10.1136/
jnnp.65.6.881

4. Raaphorst J., de Visser M., Linssen W.H. et al. The cogni-
tive profile of amyotrophic lateral sclerosis: a meta-analy-
sis. Amyotroph Lateral Scler. 2010;11:27-37. https://doi.
org/10.3109/17482960802645008

5. Lomen-Hoerth C., Murphy J., Langmore S., Kramer J.H.,
Olney R.K., Miller B. Are amyotrophic lateral sclerosis patients
cognitively normal? Neurology. 2003;60:1094—1097. https://doi.
org/10.1212/01.wnl.0000055861.95202.8d

6. Strong M.J., Grace G.M., Freedman M. et al. Consensus criteria
for the diagnosis of frontotemporal cognitive and behavioural syn-
dromes in amyotrophic lateral sclerosis. Amyotroph Lateral Scler.
2009;10:131-46. https://doi.org/10.1080/17482960802654364

7. Phukan J., Elamin M., Bede P., Jordan N., Gallagher L., Byrne S.
et al. The syndrome of cognitive impairment in amyotrophic lat-
eral sclerosis: a population-based study. J Neurol Neurosurg Psy-
chiatry. 2012;83(1):102-8. https://doi.org/10.1136/jnnp-2011-
300188 Epub 2011 Aug 11. PMID: 21836033.

8. Achi E.Y., Rudnicki S.A. ALS and Frontotemporal Dysfunc-
tion: A Review. Neurol Res Int. 2012;2012:806306. https://doi.
org/10.1155/2012/806306. Epub 2012 Aug 7. PMID: 22919484;
PMCID: PMC3423946.

9. Deng Z., Sheehan P., Chen S., Yue Z. Is amyotrophic lateral scle-
rosis/frontotemporal dementia an autophagy disease? Mol Neu-
rodegener. 2017;12(1):90. https://doi.org/10.1186/s13024-017-
0232-6. PMID: 29282133; PMCID: PMC5746010.

10. Burrell J.R., Kiernan M.C., Vucic S., Hodges J.R. Motor neu-
ron dysfunction in frontotemporal dementia. Brain. 2011;134
(Pt 9):2582-2594. https://doi.org/10.1093/brain/awr195



RUSSIAN NEUROLOGICAL JOURNAL, N2 2, 2021
DOI10.30629/2658-7947-2021-26-2-17-24

12.

14.

16.

18.

19.

20.

21

22.

23.

24.

25.

. Huynh W. et al. The impact of cognitive and behavioral impair-

ment in amyotrophic lateral sclerosis. Expert Review of Neuro-
therapeutics. 2020;(20):281-293. http://dx.doi.org/10.1080/147
37175.2020.1727740

Strong M.J., Abrahams S., Goldstein L.H., Woolley S.,
McLaughlin P., Snowden J. et al. Amyotrophic lateral sclerosis-
frontotemporal spectrum disorder (ALS-FTSD): revised diag-
nostic criteria. Amyotroph Later Scler Frontotemporal Degener.
2017;18:1-22. https://doi.org/10.1080/21678421.2016.1267768

. Raaphorst J., van Tol M.J., de Visser M., van der Kooi A.J.,

Majoie C.B., van den Berg L.H. et al. Prose memory impair-
ment in amyotrophic lateral sclerosis patients is related to hip-
pocampus volume. Eur J Neurol. 2015;22(3):547-54. https://doi.
org/10.1111/ene.12615

Abdulla S., Machts J., Kaufmann J., Patrick K., Kollewe K.,
Dengler R. et al. Hippocampal degeneration in patients with amy-
otrophic lateral sclerosis. Neurobiol Aging. 2014;35(11):2639—
2645. https://doi.org/10.1016/j.neurobiolaging.2014.05.035

. Witgert M., Salamone A.R., Strutt A.M., Jawaid A., Massman P.J.,

Bradshaw M. et al. Frontal-lobe mediated behavioral dysfunc-
tion in amyotrophic lateral sclerosis. European Journal of Neu-
rology. 2010;17(1):103—11. http://dx.doi.org/10.1111/j.1468-
1331.2009.02801.x

Woolley S.C., Strong M.J. Frontotemporal Dysfunction and
Dementia in Amyotrophic Lateral Sclerosis. Neurol Clin.
2015;33(4):787-805. https://doi.org/10.1016/j.nc1.2015.07.011.
Epub 2015 Sep 8. PMID: 26515622.

. Burrell J.R., Halliday G.M., Kril J.J., Ittner L.M., Gétz J., Ki-

ernan M.C. et al. The frontotemporal dementia-motor neuron
disease continuum. Lancet. 2016;388(10047):919-31. https://
doi.org/10.1016/S0140-6736(16)00737-6. Epub 2016 Mar 14.
PMID: 26987909.

Agosta F., Canu E., Valsasina P., Riva N., Prelle A., Comi G.
et al. Divergent brain network connectivity in amyotrophic lat-
eral sclerosis. Neurobiol Aging. 2013;34(2):419-27. https://doi.
org/10.1016/j.neurobiolaging.2012.04.015. Epub 2012 May 18.
PMID: 22608240.

Lillo P., Mioshi E., Burrell J.R., Kiernan M.C., Hodges J.R.,
Hornberger M. Grey and white matter changes across the amyo-
trophic lateral sclerosis-frontotemporal dementia continuum.
PLoS One. 2012;7(8):¢43993. https://doi.org/10.1371/journal.
pone.0043993. Epub 2012 Aug 29. PMID: 22952843; PMCID:
PMC3430626.

Oyanagi K., Makifuchi T., Ohtoh T., Chen K.M., van der
Schaaf T., Gajdusek D.C. et al. Amyotrophic lateral sclerosis
of Guam: the nature of the neuropathological findings. Acta
Neuropathol.  1994;88(5):405-12.  https://doi.org/10.1007/
BF00389491. PMID: 7847068.

. Hirano A., Kurland L., Krooth R., Lessell S. Parkinsonism-

dementia complex, an endemic disease on the island of Guam.
I. Clinical features. Brain. 1961;84:642—-61. https://doi.
org/10.1093/brain/84.4.642. PMID: 139076009.

Hudson A.J. Amyotrophic lateral sclerosis and its association
with dementia, parkinsonism and other neurological disorders:
a review. Brain. 1981;104(2):217-47. https://doi.org/10.1093/
brain/104.2.217. PMID: 7016254.

Delisle M.B., Gorce P., Hirsch E., Hauw J.J., Rascol A., Bou-
issou H. Motor neuron disease, parkinsonism and dementia.
Report of a case with diffuse Lewy body-like intracytoplasmic
inclusions. Acta Neuropathol. 1987;75(1):104-8. https://doi.
org/10.1007/BF00686799. PMID: 3434209.

Frecker M.F., Fraser F.C., Andermann E., Pryse-Phillips W.E. As-
sociation between Alzheimer disease and amyotrophic lateral scle-
rosis? Can J Neurol Sci. 1990;17:12—14. https://doi.org/10.1017/
S0317167100029942

Miiller M., Vieregge P., Reusche E., Ogomori K. Amyotrophic
lateral sclerosis and frontal lobe dementia in Alzheimer’s dis-
ease. Case report and review of the literature. Eur Neurol.
1993;33(4):320—4. https://doi.org/10.1159/000116962. PMID:
8348920.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

38.

39.

40.

RESEARCHES AND CLINICAL REPORTS

HederaP.,LernerA.J., CastellaniR., Friedland R.P. Concurrence of
Alzheimer’s disease, Parkinson’s disease, diffuse Lewy body dis-
ease,andamyotrophiclateralsclerosis./NeurolSci. 1995;128:219—
224. https://doi.org/10.1016/0022-510X(94)00222-A

Deng H.X., Chen W., Hong S.T., Boycott K.M., Gorrie G.H.,
Siddique N. et al. Mutations in UBQLN2 cause dominant X-
linked juvenile and adult-onset ALS and ALS/dementia. Nature.
2011;477(7363):211-5.  https://doi.org/10.1038/nature10353.
PMID: 21857683; PMCID: PMC3169705.

Deng H.X., Hentati A., Tainer J.A., Igbal Z., Cayabyab A.,
HungW.Y.etal. Amyotrophiclateral sclerosisandstructural defects
in Cu,Zn superoxide dismutase. Science. 1993;261(5124):1047—
51. https://doi.org/10.1126/science.8351519. PMID: 8351519.
Kwiatkowski TJ Jr, Bosco D.A., Leclerc A.L., Tamrazian E.,
Vanderburg C.R., Russ C. et al. Mutations in the FUS/TLS gene
on chromosome 16 cause familial amyotrophic lateral sclerosis.
Science. 2009;323(5918):1205-8. https://doi.org/10.1126/sci-
ence.1166066. PMID: 19251627.

Sreedharan J., Blair I.P., Tripathi V.B., Hu X., Vance C., Rogelj B.
et al. TDP-43 mutations in familial and sporadic amyotrophic
lateral sclerosis. Science. 2008;319(5870):1668—72. https://
doi.org/10.1126/science.1154584. Epub 2008 Feb 28. PMID:
18309045.

Vance C., Rogelj B., Hortobagyi T., De Vos K.J., Nishimura A.L.,
Sreedharan J. et al. Mutations in FUS, an RNA processing pro-
tein, cause familial amyotrophic lateral sclerosis type 6. Sci-
ence. 2009;323(5918):1208-1211. https://doi.org/10.1126/sci-
ence.1165942. PMID: 19251628; PMCID: PMC4516382.
Garruto R.M. Pacific paradigms of environmentally-induced
neurological disorders: clinical, epidemiological and molecu-
lar perspectives. Neurotoxicology. 1991;12(3):347-77. PMID:
1745428.

Wang X., Blanchard J., Grundke-Igbal I., Wegiel J., Deng H.X.,
Siddique T. et al. Alzheimer disease and amyotrophic lateral
sclerosis: an etiopathogenic connection. Acta Neuropathol.
2014;127(2):243-56. https://doi.org/10.1007/s00401-013-1175-
9. Epub 2013 Oct 18. PMID: 24136402; PMCID: PMC3947003.
Hamilton R.L., Bowser R. Alzheimer disease pathology in amyo-
trophic lateral sclerosis. Acta Neuropathol. 2004;107(6):515-22.
https://doi.org/10.1007/s00401-004-0843-1. Epub 2004 Mar 16.
PMID: 15024584.

Moglia C., Calvo A., Grassano M., Canosa A., Manera U.,
D’Ovidio F.,. Piemonte and Valle d’Aosta Register for ALS
(PARALS). Early weight loss in amyotrophic lateral sclerosis:
outcome relevance and clinical correlates in a population-based
cohort. 2019;90(6):666—673. https://doi.org/10.1136/jnnp-2018-
319611. Epub 2019 Jan 10. PMID: 30630957.

van Es M.A., Hardiman O., Chio A., Al-Chalabi A., Pas-
terkamp R.J., Veldink J.H. et al. Amyotrophic lateral sclerosis.
Lancet. 2017;390(10107):2084-2098. https://doi.org/10.1016/
S0140-6736(17)31287-4. Epub 2017 May 25. PMID: 28552366.
Crenkuna JI.A., 3axapos B.B., fIxno H.H. Cunapom nepBuu-
HOU mporpeccupymoomei adasuu. Heeponozuueckutl HCypHATL.
2014;19(5):22. [Stepkina D.A., Zakharov V.V., Yakhno N.N.
Primary progressive aphasia syndrome. The Neurological Jour-
nal.2015;19(5):22. (In Russian)]. https://doi.org/10.18821/1560-
9545-2014-19-5-22-28

Mendez M.F., Lee A.S., Joshi A., Shapira J.S. Nonamnestic
presentations of early-onset Alzheimer’s disease. Am J Alz-
heimers Dis Other Demen. 2012;27(6):413-20. https://doi.
org/10.1177/1533317512454711. Epub 2012 Aug 7. PMID:
22871906; PMCID: PMC3625669.

Mez J., Cosentino S., Brickman A.M., Huey E.D., Manly J.J.,
Mayeux R. Dysexecutive versus amnestic Alzheimer disease
subgroups: analysis of demographic, genetic, and vascular fac-
tors. Alzheimer Dis Assoc Disord. 2013;27(3):218-25. https://
doi.org/10.1097/WAD.0b013e31826a94bd. PMID: 23954887,
PMCID: PMC3748394.

KoGepckas H.H., KoBansayx H.A. bone3np Anpureiimepa ¢ pas-
HUM Je6roToM. Meouyunckui cosem. 2019;1:10-16. [Kober-

23



POCCUNCKIA HEBPONIOTYECKIM XKYPHAN, Ne 2, 2021
DOI 10.30629/2658-7947-2021-26-2-17-24

NCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

41.

42.

43.

skaya N.N., Kovalchuk N.A. Alzheimer’s disease with an early
debut. Meditsinskiy sovet. 2019;(1):10—16. (In Russian)]. https://
doi.org/10.21518/2079-701X-2019-1-10-16

Rabinovici G.D., Rosen H.J., Alkalay A., Kornak J., Furst A.J.,
Agarwal N. et al. Amyloid vs FDG-PET in the differential di-
agnosis of AD and FTLD. Neurology. 2011;77(23):2034-42.
https://doi.org/10.1212/WNL.0b013e31823b9¢c5e. Epub 2011
Nov 30. PMID: 22131541; PMCID: PMC3236517.

Taylor K.I., Probst A., Miserez A.R., Monsch A.U., Tolnay M.
Clinical course of neuropathologically confirmed frontal-variant
Alzheimer’s disease. Nat Clin Pract Neurol. 2008;4:226-32.
http://dx.doi.org/10.1038/ncpneuro0746.

McKhann G.M., Knopman D.S., Chertkow H., Hyman B.T,,
Jack C.R. Jr, Kawas C.H. et al. The diagnosis of dementia due
to Alzheimer’s disease: recommendations from the National In-
stitute on Aging-Alzheimer’s Association workgroups on diag-
nostic guidelines for Alzheimer’s disease. Alzheimers Dement.
2011;7(3):263-9. https://doi.org/10.1016/j.jalz.2011.03.005.
Epub 2011 Apr 21. PMID: 21514250; PMCID: PMC3312024.

44.

45.

46.

Rascovsky K., Hodges J.R., Knopman D., Mendez M.F,
Kramer J.H., Neuhaus J. et al. Sensitivity of revised diagnostic
criteria for the behavioural variant of frontotemporal demen-
tia. Brain. 2011;134(Pt9):2456-77. https://doi.org/10.1093/
brain/awr179. Epub 2011 Aug 2. PMID: 21810890; PMCID:
PMC3170532.

I'pumuna J[.A., SIxuo H.H., 3axapo B.B. HexornutusHbie
HEPBHOIICHXUYECKHE HAPYIICHUS IIPU CHHAPOME IEpBHY-
HOW mporpeccupyromeil adasun. Hegponocuueckuti dHcypHAL.
2014;19(6):17. [Grishina D.A., Yakhno N.N., Zakharov V.V.
Non-cognitive neuropsychiatric disorders in patients with pri-
mary progressive aphasia syndrome. The Neurological Journal.
2014;19(6):17. (In Russian)]. https://doi.org/10.18821/1560-
9545-2014-19-6-17-22

Crenkuna /I.A., 3axapos B.B., SIxno H.H. JloOHO-BUCOUHAs ne-
reHepanust (0030p JUTEpaTypbl U COOCTBEHHBIC HAOIIONCHUS).
Joxmop.Py. 2013;5(83):44-50. [Styopkina D.A., Zakharov V.V,,
Yakhno N.N. Frontotemporal Lobar Degeneration: Review of
Literature and Own Observations. Doctor.ru. 2013;5(83):44-50.
(In Russian)]

Toctynuna 13.01.2021
IpunsTa k nevaru 09.02.2021




