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Pesiome

06ocHoBaHue: 106HO-BUCOYHas femeHuua (JIBL) — rpynna HelipogereHepaTUBHbIX 330601€BaHNIT C Ha4anoM 06bIYHO B Npece-
HUNbHOM Bo3pacTe. Ha HayanbHOM 3Tane 3a00NeBaHNA KNMHWYeCKas KapTUHA NPeACTaBAeHa NoBeJeHYECKUMU HApYLLEHUAMU U OT-
HOCUTENIbHO COXPAHHBIMU KOTHUTUBHbIMU yHKUUsMU. PaHHue cTaguu JIBL Heobxoaumo audydepeHyupoBath 0T APYruX AeMeHLMil
U UHbIX NCUXUYecKux 3ab6onesannii. Llenb 0630pa: aHanu3 HayuHbix ny6naukauuii no npobneme auddepeHLMansHoi [UarHoCTUKN
NI06HO-BUCOYHON AeMeHL M. MaTepuan U MeTOAbI: MO KJKOUEBbLIM CIOBAM «10OHO-BUCOYHAS AEMEHLMA», «N0OHO-BMCOYHAA fone-
Bas fereHepaumay, «auddepeHymnanbHas AMarHocTUKa NOOGHO-BUCOYHBIX AEMEHLNITY, «NOBEAEHYECKUI BApUAHT N106HO-BUCOYHOI
AeMeHLMM» 0TOGpaHbl M NpoaHanu3MpoBaHbl Ny6AMKaLLMKM B Hay4YHbIX 6a3ax ceTH MHTEPHET 33 NocnefjHUe iBa fiecATuneTus. Pesynb-
TaTbl: eMHOAYLWHO NPU3HAETCA, YTO AMarHocTuka JIB[l Ha HayanbHOM 3Tane 3aboneBaHus NpeAcTaBAfeT TpyAHOCTH. NoBefeHYecKuit
BapuaHT JIBL (N-JIBM) siBnsetcs Hanbonee pacnpocTpaHeHHo dopmoii JIB[, n cocTaBnseT nonosuHy Bcex ciyyaes JIBJ, ¢ paHHuM
HayanoMm. Mo MHeHMIO GONbWUHCTBA UCCNef0BaTeNel, UMEHHO 3TOT BapuaHT JIB, npeactaenser Haubonblmue [UArHOCTUYECKME
TpyAHOCTW. [Ina kKnuHnyecknx cumntomoB [1-JIB[] xapakTepHO 3HaunTenbHoe COBNafeHne C CMMNTOMaMU HelpofereHepaTUBHbIX
3aboneBaHuil U TaKUX NCUXMYECKUX 6onesHel, kak wusodpeHns, bunonspHoe ahdeKTUBHOE PacCTPOIICTBO, 06CECCUBHO-KOMMYIIb-
CMBHOE PaccTPOMCTBO, PacCTPOICTBA ANYHOCTU. 3aKNIOYEHUE: HECMOTPA Ha NPOrpecc HelpoHaykK U MeAULMHCKUX TEXHOMOT WA,
LOKa3aTeNbHOCTb NPUKU3HEHHOI AnarHocTuku JIBJl, ocob6eHHo Ha paHHMX 3Tanax 3abosieBaHUs, orpaHWyeHa BCIEACTBUE Helo-
CTaTOYHOI CTENEHM pa3pelleHus METOA0B HelipOBM3yann3auuun u oTCyTCTBUA cneunduyecknx 6MomMapkepoB. AHaNN3 Hay4HbIX
nybaukauuii [LeMOHCTPUPYET 3HAUYUTENbHOE pacluMpeHne CeKTpa [UAarHOCTUYECKUX METOAOB, OAHAKO MUX MPaKTUYecKoe npuMme-
HEeHMe Mo pa3HbIM MPUYMHAM OCTAeTCA NpobnemMaTuyHbIM. B 0630pe nuTepaTypbl OCBELLEHbl HEKOTOPbIE AUArHOCTUYECKUE METOAI,
KOTOpble MOXHO NPUMEHMTH NPU NOf03peHUn Ha JIBL, npeacTaBieHbl HAy4HO 060CHOBaHHbIE AUddepeHLnanbHO-aUarHoCcTuYeckmne
peKomeHpaLuu, NoBbIWAloLME TOYHOCTb PaHHeit guarHocTuku JIBL. YTBepxaaeTcs, 4To YyBCTBUTENBHOCTb U CNELUEUYHOCTb NOYTH
BCEX AMArHOCTMYECKUX METOAOB BO3pacTaeT Mo Mepe NMPOrpeccMpoBaHus 3ab6oneBaHus.

KnioueBble cnoBa: n06HO-BUCOYHAA JeMEHLMSA, TOOHO-BUCOYHAA foNeBas AereHepauus, NoBefeHYeCKNi i BapuaHT N0OHO-BU-
COYHOW fieMeHuun, auddepeHunanbHas AUarHocTuKa
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Summary

Background: fronto-temporal dementia (FTD) is a group of neurodegenerative diseases, with onset usually in presenile age,
the clinical picture is manifested by behavioral disorders and relatively intact cognitive features in the initial disease. In the
early stages of FTD, it is difficult to differentiate this type from other dementias or other mental diseases. The aim was to analyse
recent scientific publications on the problem of differential diagnostics of frontotemporal dementia. Material and methods:
using the keywords “frontotemporal dementia”, “frontotemporal lobar degeneration”, “differential diagnosis of frontotemporal
dementia”, “behavioral variant of frontotemporal dementia”, selected and analyze publications for the last two decades. Results:
the behavioral variant of FTD (bv-FTD) is the most common form of FTD, accounting for 50% of all cases of FTD, and especially
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in cases with early onset. Predominantly, this variant of FTD presents diagnostic difficulties, due to the limited accuracy of
neuroimaging examinations and the lack of specific biomarkers. The clinical symptoms of bv-FTD are characterized by considerable
overlap with symptoms of neurodegenerative diseases and mental diseases, such as schizophrenia, bipolar affective disorder,
obsessive-compulsive disorder, and personality disorders. Conclusion: the diagnosis of FTD at the initial stage of the disease is
problematic and difficult, the sensitivity and specificity of almost all diagnostic methods increase as the disease progresses. This
literature review highlights some of the diagnostic methods that can be used in suspected cases of FTD and informs about the
differential diagnostics recommendations that have been developed to improve the accuracy of FTD diagnosis.
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BBEJEHUE

MaymeHTaM C HelpopereHepaTuBHbIMU 3aboneBa-
Huamu (HO3), oco6eHHO € paHHUM Ha4yanom, Hepepko
OWMBOYHO YCTAHABMMBAIOT AMATHO3 MHOTO MCUXUYECKO-
ro paccrtpoicrea. HenpasunbHas guarHoctuka HA3 06-
YCNIOBNIEHA TeM, YTO HeilponcuxmaTpuyeckme CUMNTOMbI He
ABAAIOTCA cneundUYHbIMU S5 KaKoro-nnbo ofHoro 3abo-
JIEBAHWUA W MOTyT HabMOAATLCA NPU pasnuyHbIX Gopmax
ncUxmyeckon natonoruu. InutenbHOCTb NPOAPOMANbHOIO
nepuoga H13 ycyry6nser guarHocTuyeckue TpyAHOCTH.
CNnoXHOCTM AMArHOCTUKM BO3HUKAIOT U npu GonesHu
Anbureiimepa (BA), HO 3HaUMTeNbHO Yalle HeCBOEBPEMeH-
HO yCTaHaBAWBAIOT JMArHO3 NaLMeHTaM C MOBefEeHYeCKUM
BapuaHTOM N06HO-BUCOYHOI fiemeHumun (JIBJ).

Jlo6HO-BUCOYHAs feMeHLUs NpefcTaBaseT rpynny
nporpeccupytownx HelipogereHepaTUBHbIX 3a001€BaHMIA
C rNy6OKMM pacnafioM NIMYHOCTU U TPyObIM HapylIeHUeM
coumnanbHoro yHKLMOHUPOBAHMA B COYETAHWM C pac-
CTPO/iCTBAMU peyn, 0OYCNOBNEHHbIMU AereHepauueil
JIOBHBIX M MepefHUX BUCOYHbIX AOJei roNOBHOMO MO3ra.
B HacToswee BpemMa BbIAENAT CNefylolie OCHOBHbIE
KAnHWYeckue cuHppombl JIB[l: noBepgeHYecKkuit BapuaHT
JNBL (N-NBA) v Tpu KNUHMYECKUX BapuaHTa NepBUYHO
nporpeccupytoweit adasum (MMA). B rpynny MMNA Bknio-
yeHbl cemaHTuyeckuit BapuaHt MMA (C-MMA, cemanTuye-
ckas aemeHums), MMA co cHUXeHUeM 6ernocTu peun uam
arpammatuyeckuit sapuant MNMA (A-NTMA) u noroneHnye-
ckuin BapuanTt (J1-MMA).

MoBepeHyeckuit Bapuant JIBL (N-NIBL) ssnsetcs
Haubonee pacnpocTpaHeHHo dopmoit JIBL v cocTans-
eT okono 50% Bcex cnyyaes JIB[l ¢ paHHuM Havanom [1].
NmeHHo 3ToT BapuaHT JIB[, npeactasnser Haubonblumne
AMarHocTUYecKue TPYAHOCTU, B 0COOEHHOCTU Ha Havalb-
HbIX 3Tanax 3abonesaHus. Knuuuyeckas kaptua M-J1B[
XapaKTepu3yeTcs pasHoo6pa3HOl NCUXONaTONOTUYECKO
CMMNTOMATUKOMN, YTO Aenaet Heo6Xo4UMbIM NpoBeAeHKe
onddepeHLManbHON ANArHOCTUKN C APYTUMKU NCUXUYe-
CKkuMK 3ab6oneBaHMAMU [2-4], a Ha 3Tane HOpPMUPOBAHUS
pemeHumn — ¢ bA un apyrumu HI3 c BbipaXeHHbIM Kor-
HUTWUBHbIM CHUXeHUeM [5, 6].

MoHATHe NOBHO-BMCOYHOI A0NEBOW AereHepayum
(IBAL) vcnonb3yeTcs fns onpefeneHns reTeporeHHoi
rpynnbl 3a0oneBaHuii ¢ HeilpofereHepaTUBHLIM Nopa-
KEHUEeM NOGHBIX U NepefHUX BUCOYHbIX [ONei rosos-
Horo mo3ra. OTMeyaeTcs, 4TO 37U 3aboneBaHnA coBna-
AAIOT YaCTUYHO MAU MONHOCTBIO KaK MO KJAMHUYECKUM

NpOABNEHNUAM, TaK U NO TUCTONOTMYECKOW KapTuHe [7].
MHoxectBo noatunos JIBA[ obbAcHAeTCcA Hanuynem
cneyndnyeckux BULOB BHYTPUKNETOYHbIX GENTKOBbIX
BKJIOYEHWNN, aCCOLMMPOBAHHLIX C Pa3HON CTeMeHblo
aTpoduu, yTpaTbl HEMPOHOB U rNK03a NOOHON M BUCOY-
HbIX gosieit mo3ra [8]. ABTOpoM 3Toil paboTbl NoKasaHo,
4TO OMOXMMMUYECKAn CTPYKTypa natonoruyeckux Gen-
KOB, Takux kak Tay-npoteuH, JHK-cBasbiBaowmint 6enok
43 TpaHcakTusHoro oTeeTa (TDP-43), npuHumatowwmx yya-
CTMe B natoreHeTuyeckux mexaHusmax JIBAM, asnsercs
06wWwmmM natonornyeckum cybetpatom u ans JIBJ, uto no-
3BONINNO 0ObEAMHUTL UX B OfHY rpynny, HO paccMaTpu-
BaTb KaXJ0€e U3 HUX KaK OTAENbHYI0 KAMHUKO-NATONOru-
YeCKylo efuHULY. YTBEPIKAAETCSA, YTO 3TU 3aboneBaHus
OT/NYAIOTCA 0COOEHHOCTAMMU KAUHUYECKUX MPOSBNEHWUIA
M pa3NMyYMAMU B HAKOMNEHUU W pacnpepesneHnn naTto-
NOrUYecKUx 6enKkoB u apyrux Mopdonornyecknx BK0-
yeHwuii [8].

[ocTuxeHns MoneKynspHoi reHeTUKW, B YaCTHOCTH
OTKPbITUE HECKONbKNX FeHETUYECKNX MyTaLMI, CBA3AHHbIX
c IBOA, v upeHtudmkauua TDP-43 Kak naTonornvyeckoro
6enka, no3Bonuan paspabortartb B 2007 r. KOHCEHCYCHbIil
LOKYMEHT, CoAepxaliuit natomopdonornyeckne puar-
HOCTMYeCKMe M Ho3onoruyeckue kputepuu JIBAL [9].
HecmoTps Ha TO 4YTO NpepsoXeHHas HOMeHKNaTypa He
Gbina 6eccrnopHoil, MeXAyHapoAHble 3KCNepTbl NPUHANN
pelIeHne COXPaHUTb ee B KaueCcTBe 00Lel TEpMUHONOTUN
AN 0603HAYEHNUA NATONOTMYECKUX COCTOSHUMA, KOTOpble
00bIYHO ACCOLUMPYIOTCA C KNMHUYECKUMU NPOSBIEHUAMU
B[ [8].

B HacTosLee BpeMs K 3a60/1€BaHNAM, COCTABAAIOLMM
rpynny 1IBAA, nomumo JIBL, npuuncnsiot 6onee 20 Heii-
poAereHepaTUBHbIX 33601€BaHUIt C BbIPAXKEHHbIMU CUMI-
TOMaMu HapylweHua ABuraTenbHbiX dyHKUMA. B rpynny
JIBAL BkntoyeHbl mporpeccupyowmnini HagbafepHblii na-
panuuy (MHM), kopTuko6asanbHas gereHepauus (KbJ), 60-
ne3Hb aprupodunbHbix rpaHyn (BAT), 6onesHb gBuratens-
HOrO HeilpoHa, CNopafuyecKas MynbTUCUCTEMHAsA Tayna-
WS C rnobynsapHeiMKu BKMtoYeHusamMn (MTIB), anddysHas
HelipotnbpunnsapHas kay6ouKoBas LEMEHLNA C KanbLu-
cdukaumamu (LAHK; DNTC, Diffuse Neurofibrillary Tangles
with Calcification) u gpyrvue 3abonesanus, natonoru-
yeckas KapTMHA KOTOPbIX OMpeAenseTcs Hanuynem Ta-
y-npoteunHa [7, 10]. 3Tn 3abonesaHus JOCTATOYHO TOUYHO
OUarHOCTUPYIOT NPW NepBbIX HEBPONOrMYECKUX CUMNTO-
Max 3aboneBaHus. Heo6xopumocTb AnddepeHymnanbHoi
AMArHOCTUKM BO3HMKAeT B CAYYanX, KOrAa MHULMANbHbIE
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Ta6nuua 1. YactoTa AMarHoOCTUYECKUX OWMOOK NpU HelipogereHepaTuBHbIX 3abonesanusx (uut. no J.D. Woolley 1 coasT.

[12])
Table 1 Misdiagnosis rates in neurodegenerative diseases (cited from J.D. Woolley et al. [12])
Konnuyectso nauueHtoB MpepBaputenbHbIi
. N B rpynnax/Number of NCUXMATPUYECKUI
HeiipogerenepatusHoe 3abonesanue/Neurodegenerative disease . . . I
patients in groups AamnarHo3/Prior psychiatric
(n=252) diagnosis, %
MosepeHyeckuit BapuaHT JIB[l/Behavioral variant frontotemporal dementia (bvFTD) 69 52,2
BonesHb Anbureitmepa/Alzheimer’s disease 65 23,1
CemaHTHyeckas aemeHuus/Semantic dementia (SemD) 41 24,4
MMNA co cHuxeHnem Gernoctu peun/Progressive non-fluent aphasia (PNFA) 17 11,8
KopTuko6asansbHas gereHepauus/ Corticobasal degeneration 25 -
Mporpeccupyownit HagbAAEPHbI napanuy/Progressive supranuclear palsy 15 -
BokoBoit amnotpoduyeckuit cknepos/Amyotrophic lateral sclerosis (ALS) 20 -

atansl JIBA[, xapaktepn3yTca ncMxonaTtonornyeckumm
paccTpoiicTBamu.

Llenb 0630pa: npoBecTu aHann3 HayyHblix nNy6au-
Kauuit no npobneme guddepeHLNanbHOR AUATHOCTUKN
JIB[, npexpe BCcero, noBe4eHYECKOro BapMaHTa, C 0Nopon
Ha AaHHbIE FTEHETUYECKNX U HeMPOBU3Yann3aLMOHHbIX UC-
cNnefjoBaHUi B OTTpaHUYEHNM OT NCUXUYECKKUX 3aboneBa-
HUI 1 COMAaTOHEeBPOJOTMYEeCKON NaToNormu.

MaTtepuan u MeToAbI: MO K/IOYEBLIM CJIOBAM «J106-
HO-BMCOYHAs [eMeHuua», «10O6HO-BMCOYHAs foneBas
LereHepauus», «noBefeHYecKuit BapuaHT No6HO-BU-
COYHOW AemeHUumny, «guddepeHLanbHas AnarHocTmka
NOGHO-BUCOYHBIX LEMEHLMIA» U UX AaHFNOA3BIYHBEIX aHa-
JIOrOB MpOBefEH MOMCK Hay4HbIX Ny6AMKaLWA Ha caiiTax
MEDLINE/PubMed, PsycINFO, Cochrane, usgatenscts
Elseiver u Springer 3a nocnepgHue gBa gecatunetus. Mo-
MUMO 3TOrO, MCNONb30BaHbl MaTepuUanbl MoHorpacdmii 3a-
pybexHbIx aBTopoB. HacToswas nybaukauus nocssueHa
M3YyYeHWI0 COBPEMEHHbIX acneKToB AuddepeHLnansHoOM
auarHoctuku JIBO. O0To6paHbl MCTOYHWUKM, COAepIKalyme
Hanbonee nonHyto MHboOpPMaLuio no sonpocy guddepeH-
LMaNbHON ANATHOCTUKN.

Knuuunueckune ocobenHoctu M-NBJ

B 2011 r. y4aCTHUKM MeX[YHApPOAHOr0 KOHCOPLMYMa
pa3paboTanu HOBLI HABOP KAMHWUYECKUX AMArHOCTUYE-
CKMX KpuUTEpMeB nosefeHveckoro sapuaHTa JIB[ [11], o1-
paxkalowmnx nopegeHyeckne u addeKTUBHbIE CUMNTOMBI,
a TaKXXe TpW CTeNneHW TOYHOCTW NPUKU3HEHHOI fuarHo-
ctuku M-JIBL, (BO3MOXKHbIN, BEPOATHbINA, OnpefeneHHbli
AMarHo3). AKLeHTUPOBaHa AMarHoCTUYecKas ponb Helpo-
BM3yaNN3aLMOHHbIX METOA0B 06CNe0BaAHMUA U BbISBNEHUS
NaTOreHHbIX MyTaLWA NpU reHeTUYeCKOM UCCNeA0BaHUN.

B pa6ote J.D. Woolley u coast. [12] nokasaHo, YTo
CpeAHsAs amnnauus (0TCPOUKa) yCTAaHOBAEHUSA NPABUIIbHO-
ro guarHosa M-J1B[ coctaBuna 33,3 (+ 3,4) mec. Hanbonb-
Wwas AAUTeNbHOCTb OTCPOYKM cocTaBuna 81 mec. y nauu-
€HTKW, Y KOTOPON M3HAyasbHO Oblfa AMArHOCTUPOBaHA
wusodpenus. Mpu cuctematuyeckom aHanmse 252 Kapt
nauueHToB C AnarHo3om H3 aBTopbl NpoaHanu3MpoBanu
4acTOTy 1 PaKTOPbI PUCKA NOCTAHOBKW MHOTO MCUXMATPHU-
yeckoro auarHosa, Hexenu H3. K HumM oTHeceHbl paH-
HWi1 BO3pacT Hayana 3aboneBaHus, ypoBeHb 06pa3oBaHus,

HaCNeACTBEHHAs OTArOWEHHOCTb. [Ipy peTpoCnekTUBHOM
aHanu3e ycTaHoB/IeHO, 4To 28,2% naumneHTtoB ¢ HA3 paHee
noay4yann MHON NCUXMATPUYECKUIA [MArHO3, Yalle BCero
penpeccuBHoe pacctponcteo. Y nauuentos c [-JIB[
npefBapuTENbHbIA NCUXUATPUYECKUIA AMNATHO3 YCTaHaB-
nuBanca 3HauutenbHo yawe (52,2%), Yyem y 60bHbIX
pemeHuueint npu bA (23,1%), cemaHTuyecKoii femeHuuei
(C-NNA) (24,4%) wnu MNA co CHUKeHUEM BETIOCTH peun
(11,8%) (tabn. 1). Mpwu N-NB[ vauwe, yem npu gpyrux HA3,
yCTaHaBAMBANCA AMArHO3 WKU30dPeHNU UK GUNONAPHOTO
athdeKTUBHOro paccTpoincrea.

CpenHuit Bo3pacT naumeHTtos ¢ M-JIB[, koTopbiM Gbin
M3HAYaNbHO YCTAHOBNEH NCUXMATPUYECKNIA AUArHO3, ObIN
3HAYUTENbHO MeHblUe, YeM y nauueHToB ¢ apyrumu HA3.
CpepHuit Bo3pacT Hayana 3abosneBaHus y naLueHTOB
¢ N-NBA coctasun 50,8 ropa (10,2), npu gpyrux HA3 —
57,2 ropa (6,9). Y 6onbHbix ¢ M-JIB[] 6611 60ee BbICOKHIL
YypoBeHb 06Pa30BaHNS, @ KEHLMHbI YALLE, YEM MYXKUYUHBI,
noay4yanu npeaBapuTeNbHbl NCMXNATPUYECKUIA [UArHO3.

Takum o6pasom, nokasaHo, 4to nauueHtsl c M-JIBJ
noABepXeHbl HanboNblWeMy PUCKY HenpaBuIbHOI nep-
BUYHOI AMarHoctukn. OwnboyHas AMarHocTuKa B 3TUX
C/ly4asx MOXeT NPUBECTU K NMOTepe BPEMEHW Ha Hayasb-
HOM 3Tane 3abosieBaHus, HEOOOCHOBAHHOMY ANNUTENLHOMY
NPUMEHEHMNIO BbICOKMX 103 HENPONenTUKOB MW aHTuAe-
NpeccaHToB B YCNOBMAX CNeLUann3npoBaHHbIX NCUXKUa-
TpUYeCKux oTaeneHunint. PUCK pa3BuTna 3KCTpanupamug-
HbIX MOOOYHBIX PEAKLWIi 1 BEIPAXKEHHOTO YXYyALWEHUS KOr-
HUTUBHOrO (DYHKUMOHUPOBAHUS ycyrybnsaer cTpapgaHus
nauueHTa u iuL 13 ero 6anxaiiwero okpyxeHus. OTmedas
3HauYMTeNbHOE CMMMTOMaTUYeCKoe COBMafeHne paHHUX
cumnTomoB HJ3 1 nepBUYHBIX NCUXMYECKUX PACCTPONCTB,
aBTOpPbl 06palLaloT BHUMAHWE KNUHULMCTOB Ha TO, YTO
HI3 moryT HayaTbCA U Ha TpeTbeM LEeCATUNETUN KU3HK,
a paHHME MCUXONATONOrNYECKUE CUMMTOMbI MOTYT ObITb
Ha camoMm aene npoapomom HJ3.

HelipoBu3yanm3aumnoHHble acneKTbl AUArHOCTUKM
JNIB]

Mo MHeHMI0 3KCNepTOB MeXAYHapOAHOr0 KOHCOPLM-
yMa, 0COOEHHO BayHa poNb HEMPOBU3YANU3aALUOHHbIX
meTofoB B auddepeHumnansHoit guarHoctuke M-JIB[
[11]. OnpepeneHbl 30HbI M 06/1aCTU TONOBHOrO MO3ra,
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Tabnuua 2. Xapakrepuctuku cumntomos M-JIB[l B 3aBUCUMOCTM OT aHATOMUYECKO NOKanu3auuu LepebpanbHbix
nospexgeHuii (unt. no W.W. Seeley [1])
Table 2 Behavioral Variant Frontotemporal Dementia Symptom Characteristics (cited from W.W. Seeley [1])

A YacroTa MporHo3upyembie Bapuatol JIBAM/
HaToMMyYecKas g
CumnTom/npusHak/Symptom/feature BCTpeyaemocTu/ Frontotemporal lobar degeneration (FLTD)
nokanusauus/Anatomy .
Frequency predicted
MegamnanbHas nobHas, nepeHas .
Anatus/Apathetic symptoms nosicHas kopa/Medial frontal, Bblco:(ggol/mgh Bce BapuanTei/All variants
anterior cingulate cortex ’
BeHTpanbHas nepepfHas yacTb
e e 0CTPOBKa, 0p6UTOdpOHTaNbHAs Bricokas/High .
PactopmoxeHHocTtb/Disinhibition o6nacts,/Ventral anterior ~80% Bce BapuaHTbl/All variants
insula, orbito-frontal area
06ceccuBHO-KOMNYNbCUBHOE BeHTpanbHas yacTb nonocartoro .

- - . Bbicokas/High .
pacctpoiicteo/Obsessive compulsive Tena u 6nepHoro wapa/Ventral ~80% Bce BapuaHTsi/All variants
disorder striatum and pallidum ’

MepepHaAs yacTb OCTPOBKa,
N3meHeHus nuwweBoro noseaeHus/ BEHTPanbHaA 4actb NONOCATOTO | epfHss/Moderate
. . Tena, runotanamyc/Anterior P o Bce BapuaHTbl/All variants
Eating disorder . . ~50%
insula, ventral striatum,
hypothalamus
I'Ipeo6n§na|oEuMM (poHTaNLHbI . [lopconatepanbHas Mepuoaunyeckas/
(n06HBIiT) HeiponcMxonornyeckuit . .
. npedpoHTansHas obnacts/ Episodic Bce BapuaHTbl/All variants
neduuynut/Dominant frontal o
. . Dorsolateral prefrontal area ~30%
neuropsychological deficit
bonesHb aBuratenbHbIX HelipoHoB/ Bepxime HiDkHme ﬂepmogwqe.cxaﬂ/ TDP-B, TDP, BHe knaccudmkauum/Outside of
. ABuratenbHble HelipoHsl/Upper Episodic o e
Motor neuron disease classification
and lower motor neurons ~30%
Mpo6nembl r1a30A4BUraTeNbHOMO [lopcanbHblil cpefHuii MO3r, Mepuopmnyeckas/ fporpeccupyiouyit HagbARepHbii napant,
A KopTuKoba3sanbHas AereHepauus/Progressive
KoHTpons/Problems of oculomotor no6Heble rnasHble nons/Dorsal Episodic .
. . o supranuclear palsy, corticobasal
control midbrain, frontal eye areas ~25% .
degeneration
CemarTuieckoe Crikenue . MepepHss BUcouHas obnacts/ ﬂepwogmqe.CKaﬂ/ TDP-C >> 6one3Hb Muka, 6onesHs MapkuHcoHa/
pacno3HaBaHWs nuL, IMOLUUIA 1 cnos/ . . Episodic g . .
. e Anterior temporal region o Peak’s disease/Parkinson disease
Emotion recognition impairment ~20%
JHTOPUHANbHO- TDP-A vnu TDP-B ¢ runnokamnanbHbimM
BbipaxeHHas anu3opuyeckas amHesns/ Huzkas/Lower I
Lo . runnokamnanbHas obnacts/ o cknepo3om/ TDP-A or TDP-B with hippocampal
Severe episodic amnesia . . K <10% .
Entorhinal-hippocampal region sclerosis
JleBas noGHas noKpbilKa,
KopTukobasanbHas aereHepauus,
Npe-AOMONHHUTENbHAA nporpeccupyowWwmnin HaabagepHoli napanuy
Anmuqmmqecxaﬂ actasus/Adynamic MOTOpHas 061acTb/nepepHss HVI3KaFI/l|).0W€I’ GonesHb Muka wnn TDP-A/B/Corticobasal
aphasia nosicHasi U3BUIMHa Kopbl/Left <10% . .
degeneration, progressive supranuclear palsy,
operculum, premotor area, Y
Lo Pick disease or TDP-A/B
anterior cingulate cortex
AneKcus, arpadus, akanbkyaus, ONTUKo- bokoBas TemeHHas obnactb/ Hu3skas/Lower
NpoCTpaHCTBEHHble HapylweHus/Alexia, . TDP-A (GRN or C90rf72), TDP-B (C90rf72)
- S Lateral parietal area <10%
agraphy, acalculia, opto-spatial disorde
PaHHwit Bo3pacT Hayana 3abonesaHus, HeonpepenenHo/Indefinite Hu3skas/Lower aFTLD-U (FTLD-FUS) unu yHacnepoBaHHas
1o 40 net/Early onset, up to 40 years pea <10% FTLD/aFTLD-U (FTLD-FUS) or FTD heritated

lpumeyarue: NBAJL, — no6Ho-BucouHas ponesas gereHepauus; aFTLD-U — atunuyHeiit Bapuant JIBAL ¢ yOUKBUTUH-UMMYHOPEAKTUBHbLIMM
BkatoyeHusmu; FTLD-FUS — NIBAL ¢ ummyHOopeakTUBHbIMU BKAtoYeHUsmMu capkombl; FUS (fused in sarcoma) — [HK/PHK-cBs3biBatowmit 6enok
capkombl; TDP-43 (Transactive response DNA-binding protein 43 kDa) — TpaHcakTtusHbiii IHK-cBsa3biBatowmit 6enok; TDP-A — NBAJ ¢ TDP-43-um-
MyHOpeaKTUBHbIMY BKAOYeHUAMKU Tuna A; TDP-B — NIBA [ ¢ TDP-43-ummyHopeakTUBHbIMK BKloYeHusmMu Tuna B; TDP-C — JIBAA ¢ TDP-43-ummy-
HopeakTuBHbIMM BKMtoYeHuamu Tuna C; GRN (Progranulin) — nporpaHynuH.

Notes: aFTLD-U — atypical FTLD with ubiquitin-immunoreactive inclusions; FTLD — frontotemporal lobar degeneration; FTLD-FUS —
frontotemporal lobar degeneration with fused in sarcoma-immunoreactive inclusions; NA — not applicable; TDP — frontotemporal lobar
degeneration with transactive response DNA-binding protein 43 (TDP-43)-immunoreactive inclusions; TDP-A — frontotemporal lobar degeneration
with TDP-43-immunoreactive inclusions Type A; TDP-B — frontotemporal lobar degeneration with TDP-43-immunoreactive inclusions Type B;
TDP-C — frontotemporal lobar degeneration with TDP-43-immunoreactive inclusions Type C.

natojiornyeCKkne U3MeHeHnsa B KOTOPbIX CBA3aHbl C BO3-
HUKHOBEHMWEM pPa3NIMYHbIX NOBeAEHYECKUX CMMNTOMOB

n-nBA.

W.W. Seeley [1] npuBoanT 0630p paboT HeCKONb-
KMX MCCNefoBaTeNbCKUX FPYNM, KOTOpble onpefenu-
NN cBA3b pasnuyHeix cumntomos M-JIBJl ¢ o6nacTbio

HellpofilereHepaTUBHOrO MOPaXeHUs W NPefUKTUBHYIO
3HauYMMOCTb 3TOM accouuauuu (Tabn. 2).

B npepctasnenun W.W. Seeley [1], canueHT-
Has ceTb (salience network) ronoBHoro mo3ra obec-
neynMBaeT roMeoCTaTU4eCKYl0 B3aMMOCBA3b BHY-
TPEHHUX W BHEWHUX CTUMYNOB B COOTBETCTBYHILUX
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BUCLEPanbHO-3MOLMOHANbHO-BEreTaTUBHbIX, MOBELEH-
YECKMUX U KOTHUTUBHbIX peakuuax. ABTop mpepnonaraert,
YTO BHMMaHWE K 3TUM AOMONHUTENbHBIM feTaNAM MOXeT
OblTb OLHUM W3 KJIKOYEBHIX MOMEHTOB MPUKU3HEHHOTO
YTOYHEHMs NPOrHO3a Pa3BUTUSA OCHOBHbIX CUMMNTOMOB 3a-
GonesaHus.

MoneKkynsapHo-reHeTuyeckue acnektol gudcepeH-
umManbHou anarHocTuku JIB[

[laHHble MONeKyNAPHO-reHeTUYeCKUX uccnefoBaHui
nocnefHux net nokasanu, uyto M-JIB[, moxeT pa3BuBatsb-
CA B pe3ysbTaTe 060 U3 U3BECTHBIX FTEHETUYECKUX My-
Tauuit, BbisbiBatowmx JIBLM, n cooTBeTCTBOBATH NI0GOMY
13 ee rMcTonaToNnornyecknx NoaTMNoOB. YkasbiBaercs, Yto
B pe3ynbraTe MyTauuil He UCKTI0YeHa BEPOATHOCTb Pa3Bu-
TWA 60ne3Hu Anblreiimepa u — KpaiiHe peiko — Lpyrux
HA3 [13].

06Hapy»xeHo, 4to oT 15 no 20% cnyyaes M-JIB[l Bo3-
HUKAIT B pe3ynbTaTe MyTalLinii B U3BECTHbIX TeHETUYECKNX
Bapuaumax (MAPT, GRN u C90rf72), npu 3ToM Kaxpablit
M3 3TUX OCHOBHbIX TEHOB aCCOLMMUPOBAH C 0COOEHHOCTAMM
paccTpoicTB Npu pasnuyHeix BapuanTax M-JIBM [13, 14].

MokasaHo, 4To B cyyasx mytauum B reve MAPT (B Ha-
cToAwee BpeMA UAEHTUDMULUMPOBAHBI 44 NaToreHHble
MyTaLuu) 3aboneBaHne HaunHaeTcs 06OLIYHO B CPefHeM
BO3pacTe W XapaKTepu3yeTcsA BbIpaXX€HHON CeMenHON
HaCNeACTBEHHOW MpefpacnonoxeHHoCTblo. [possaeHus
M Temnbl 3a60N€BaHNUA BapbUPYIOTCA B 3aBUCMMOCTM OT
KoHKpeTHoit myTauuu MAPT. J.L. Whitwell u coasT. ob6cne-
poBanu B knuHuke Maito (Poyectep, MuHHecoTa) naym-
€HTOB C AnarHo3om JIB[] n nonoXuMTENbHBIM pe3ynbTaToM
myTauum MAPT [15]. MarHUTHO-pe3oHaHCHasA ToMorpadus
ronosHoro mosra (MPT M) no cTaHgapTHOMY NpoTOKONY
C MCNONb30BaHNEM BOKCENIbHOWM MOPHOMETPUN [NA OLEH-
KW NaTTepHOB aTpoduu ceporo BelecTBa Mo3ra 06Hapy-
XWNa U3HayanbHOe Nopa)ieHne HelpoaereHepaTUBHbLIM
MpoLeCcCcOM TaKuX CTPYKTYP, KaK MUHAaNeBUAHOe Teno,
TMNNOKaMn, 3HTOPUHANbHAA KOPA U BUCOYHbIA MOMIOC.
Mpu nporpeccupoBaHuyn 3a6oneBaHns B NaTONOrMYECKUiA
NpoLecc oKa3anucb BOBJeYeHbl NepefHas 4acTb OCTPOB-
Ka, opOUTOGPOHTaNbHAA KOpa M BeHTpasibHas y4acTb
nonaocaToro Tena, Yemy COOTBETCTBOBANMN KIUHUYECKME
CUMNTOMBI BbIP@XEHHbIX HapyLWeHWA NaMATh UK CeMaH-
TUYECKMX CUMNTOMOB B COYETAaHWUU C MOBEAEHYECKUMU
paccTpoiicTBamu.

B uccneposaHuu, nposeaerHom J. Beck u coasT. B Be-
JIMKOOPUTAHUM CPEAM NALMUEHTOB C Pa3NNYHbIMU KIUHNYE-
ckumu Bapuantamu JIBA [, nokazaHo, 4To BO3pacT Hayana
3a601eBaHMA [18 NALMEHTOB C MyTALMAMU NPOrPaHyNMHa
(GRN) Bapbupyetcsa ot 35 po 83 net. WHorga Hocutenu
OAHHON MyTalUWUM MOTyT NpoXuTb fo 70-75 net u usbe-
)aTb pa3BuUTUA 3a000eBaHUS, yMEPEB OT LPYrUX MPUUYUH.
0TMeYEHO, YTO MPOJOMKUTENBHOCTb 3a601€BaHNA Y NaLm-
eHToB ¢ MmyTauuamu GRN cokpalwaeTcs B cpefjHeM Ha naThb
neT N0 CPaBHEHUIO C HOCUTENAMU MyTaLMit LPYrUX TEHOB,
B yacTHocTu MAPT. Hanuuue reHotuna APOE-e4 y nccne-
AOBaHHbIX nauneHToB ¢ myTaumamm GRN 3agepxusaer
BO3PacT NepBbIX NPOABNAEHUA KNIMHUYECKUX CUMNTOMOB
3ab05eBaHMA Ha WecTb NeT. B KAUHWYECKON KapTuHe

3a60NeBaHu1sA B 3TUX CNyYasx npeobnafaloT Takue cumn-
TOMBI, KaK anatus, pacCTpOMNCTBa NUILEBOr0 NOBefeHMA
U coumanbHo Henpuemnemoe nosefeHve. [lna aHaTomu-
YeCKOro NopaxeHus xapakTepHa 6osee BblpaXeHHas na-
Tepanusauus (npaBas MaM nesas), U AOCTATOYHO YACTO
naToONOrMYeCKni NpoLecc pacnpocTpaHaeTcs 3a npegers
nepegHux o6aacTent roJoBHOr0 MO3ra, KOTopble 06bIYHO
nopaxatotca npu -JIBA. HelipogereHepauna pacnpo-
CTpaHAeTCA TaKXe Ha 3ajjHWe OTAeNbl r0J0BHOIo MO3ra,
BKJIIOYAA 3aJHIOK NOACHYI0 U3BUAWHY, NPEAKNUHbE U Na-
TepasibHbll TEMEHHOW HEeOKOpPTeKC. ABTOpPbI OCTABAAIT
OTKPbITbIM BONPOC O TOM, HACKOJIbKO YacTo 3TW aHaTOMMU-
Yeckue MOBPEXAEHUSA B 3ajHUX 06MACTAX MO3ra OKa3sbl-
BaloTCA cnefcTemem komopbugHoi BA u npegnonaraioTt
Heo6XoAMMOCTb NPOJOMKUTL UCCNELOBAHUA HA BONblUEM
KOJMYecTBe MauMeHTOB C UCMONb30BAHMEM BbICOKOYYB-
CTBUTENIbHbIX U [OPOrOCTOALLMNX TEHETUYECKUX U pafMo-
JIOrMYeckux meToamk [16].

M. De Jesus-Hernandez v coaBT. onpeaenuau, 4To
3KCMAHCUN TeKCaHYKNeoTUAHbIX noBTopoB B C9orf72
CTAHOBATCA Hanbonee YacToON reHETUYECKON NPUYUHOIL
N-NBA [17]. Nockonbky myTauumn C9orf72 6binu naeH-
TMdUUNPOBAHbI Y NaLUEHTOB M 6€3 HacNeACTBEHHOM
OTATOWEHHOCTK, BbICKa3aHbl NPefNON0XKeHUs, YTO 3TO
CBA3aHO C NEPeMeHHOI MEeHeTPAHTHOCTbIO W, BO3MOXHO,
C YANMHEHMEM 3KCNaHCUK FeKCaHYKIeoTUAHBIX MOBTOPOB,
nepefawlLmUXcs OT OJHOIO MOKONEHUS K PYrOMY B HEKO-
TOpbIX CeMenHbIX cnyyasx. B uccneposanun B.F. Boeve
M COaBT. MOKa3aHo, YTO NPU LAHHOW MyTaLMU NOPAXKEHbI
Te Xe CcTpykTypbl, 4to npwu [1-JIB[l, HO B MeHblWweW cTe-
neHu. Mo faHHbIM aBTOPOB, B NaTONOrMYECKU npoLecc
MaKCMManbHO BOBNEKAOTCA [oOpconaTepanbHas npe-
(hpoHTanbHasA Kopa v NnepeaHeMeAnanbHas NoACHas Kopa,
B HEKOTOPbIX C/lyYasx HabAOAAITCA aHOMANUU TEMEHHOI
1/VAW BUCOYHOM KOPBI, NPU 3TOM CTENeHb aTpoduu Obina
cnaboBbipaXeHHo, 0CO6EHHO Ha paHHMX 3Tanax 3abo-
JIeBaHMA NpNU OTHOCUTENILHO CUMMETPUYHOM MOPAXEHUM
kopbl M [18]. Mpu BOBNEYEHWUM B MATONOrMYECKUA Npo-
Lecc MefManbHOro Tasamyca, 0cO6eHHO NyabBUHAPHOTO
(sapa nopywku Tanamyca), cteneHb aTpodumn Bo3pacTtaert
[19-21]. metoTca coobLEHNs O HEOAHOPOAHON aTpodnm
mo3xeuka npu MN-JIBL [21].

B 6osbwom KoroptHoM uccnegosaHuu J.S. Snowden
M COaBT. BbIABUIM TECHYIO CBA3b MyTauuit reHa C9orf72
C Hanuynem B KJAMHWUYECKON KAapTUHE MCUXOTUYECKUX
CUMNTOMOB, TakuUX Kak Opef, raiiloLMHaLUKM, NapaHoua-
Hble MAeun U HapyweHHoe mblwneHne. bonee yem y Tpety
NauWeHTOB NCMXOTUYECKME HapyleHus (NCUxo3) U3Ha-
Y4aNbHO pacLeHMBANUCh NCUXMATPAMU B PAMKAxX CTaH-
AAPTHbIX NCUXMATPUYECKUX JMArHo30B (OpefoBbIid Ncu-
X03, MOHOOPE0BOI NCUX03 MU MOHOTEMATUYECKUiH Bpes,
coMaToOpMHBI NCUX03, NapaHoMfHaA Wu3odbpeHus).
YacTb naumeHTOB 06HapyXMBaM NapaHouaHoe 1 bpeno-
BOE MbllUJIeHMe B paMKax NOBEAEeHYeCKOro paccTpoicTBaa.
Y AByX TpeTeii NaLnMeHTOB NoBefeHMe GbIN0 NPUYYLINBbIM
M HeNnornyHeiM. H1 y OfHOrO M3 NMauMeHTOB KOrOpThbl He
0TMeYanocb HaCNefCTBEHHOW OTATOLWEHHOCTN MCUXN-
yeckum 3abonesaHuem [22]. [pyrue aBTopbl oTMeYaloT,
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YTO B KJIMHWUYECKOW KapTuHe 3a6oNeBaHus y NaLUeHTOB
¢ myTaumamu C9orf72 BblpaxKeHHble NCUXMATpUYecKue
CMMNTOMbI MOTYT BCTPEYaTbCA KaK B Pa3BepHYTO CUM-
nTomaTuyeckoin [22], TaKk U B AOKJIMHMYECKOW CTapuu
6onesnun [23]. ccnepgosatenu cYMTAlOT HEOOXOAUMbIM
nposefeHue 6osiee CNOXHbLIX NPOCNEKTUBHBIX HEHpPOBH-
3yanu3alUnoHHbIX UCCNe0BaHUIA C onpefeneHnem myTa-
umu reda C9orf72, ytobbl NOAYYMTL NpeacTaBaeHne 06
aHaToMUYyeCcKnx KoppenaTax heHOTUNUYEeCKUX pasnuymnii.
TecHas cBA3b mexpy mytauusamu C9orf72 u ncuxosom
no3BonAeT UCCnefoBaTeNsM npegnonaratb, YTo MyTaLuuu
B reHe C9orf72 MoryT urpaTh pelwarwLlyo posb He TObKO
B pa3sutuu JIBJl, HO 1 B pa3BuTUM NCMX030B NO3[HEro0
Bo3pacTa [22].

AuddepeHunanbHbin guarHos JIB u 6onesHu
Anbureiimepa

bonbWMHCTBO M3 TUNKYHBIX cumnTomoB [1-JIB[, moryT
BCTPEYATLCA NMPU MHOTMX APYrUX NCUXMYECKNX 3ab0eBa-
HUAX, HaNpUMep NpW paccTpoiicTBax WKn3odpeHnYecKoro
cnekTpa, 60/blWIOM LenpeccMBHOM paccTponcTBe, 6uno-
nApHoM adheKTUBHOM paccTpoicTBe u ap. lpusHaercs
HE06X0AMMbIM MPUAEPKMBATLCA HECKONbKUX 006lWenpu-
HATbIX NpaBun npu pacno3HaBauuu M-JIBA. Cpegun Hux
0COGeHHO BaXkHbl Clefyioline: TwaTesbHblil cbop aHa-
MHECTUYECKUX AaHHbIX O XW3HW U pa3BUTUM 3abonesa-
HUWS, HACNEACTBEHHOCTU; LAUTEIbHOE KOHCYNbTaTUBHOE
HabMIOfieHWe C yyacTUeM CMeLanncToB pasHbiX MeguLUH-
CKMX CreuuanbHOCTel; HeBpoNoruyeckoe o6cnefoBaHue;
nabopaTtopHsble (B TOM YMC/Ie MONIEKYNAPHO-TEHETUYECKME)
UCCrefoBaHUsA; HeilpoBNU3yanu3aLMoHHOe 06Ce0BaHNE;
npoBefieHne JUHAMWYECKOT0 MOHWUTOPUHIA C NpUMeHe-
HWeM HeWpOonCUXONOrNYeCcKOro U NCUXOMETPUYECKOro
TeCTUPOBaHHUA.

OnddepeHumnansHhblit suarios MN-JIBJl pekomenpyetcs
NpoBOAUTL CO ClefylolWwumMn 3aboneBaHUAMU: Heilpoae-
reHepaTWUBHble, MeTabONMYeCKUE, TPaBMATUYECKIE, BU-
raTesibHble, NCUXUYECKUE PACCTPOICTBA U MHOTUe fipyrue.

B otnnuue ot JIBL, ans 6onblwmMHCTBA Cly4aeB Gones-
Hu Anbureitmepa (BA) 6onee xapakTepHbl aMHeCTUYECKHE
HapyweHus. OgHaKO y YacTu 6OMIbHLIX C paHHWUM Haya-
70M 3a060/71eBaHMA BCTPEYAIOTCA aTUMUYHbIE CUMNTOMbI,
BKJIIOYAsA YXYLLEHWe 3pUTeNbHOro U BepbanbHOro pac-
No3HaBaHWsA, HapYLeHNA UCNONHNUTENbHbIX QYHKLMIA, no-
BeleHYeCKue v ABuraTenbHble paccTpoicTaa. o MHeHuIo
A.R. Giovagnoli u coast. u J. Graff-Radford u coasr., gu-
arHoCTMYyeckne TPYAHOCTU MOTYT BO3HUKATb MPW HAaNUYynUm
y nauneHToB ¢ BA Takux CMMNTOMOB, KaK PacTOPMOXeH-
HOCTb, NepeefaHue, ocnabneHune amnaTum, anatus. ITu
nposiBNeHUs 00bIYHO HexapaKkTepHsl s bA, Ho BO3MOX-
Hbl NPX aTUNUYHoOM BA, B 4aCTHOCTM NPYW TaK Ha3bIBAEMOM
no6Hom BapuaHTte bA [24, 25]. [ins pa3peleHns auarHo-
CTUYECKMX NpobeM aBTopamMu NpefiaraeTcs npoBefexmne
LOMONHUTENbHbIX 06CNef0BaHUI, NpeXae BCEro NCUxo-
MEeTPUYECKOro U HENPONCUXONOTrMYECKOro TECTUPOBAHUS.

B pa6oTe W.B. KonbixanoBa npoBefeH CpaBHUTENb-
HbI @HaNM3 Y4acTOTbl HEKOTHUTUBHBIX MCUXMYECKUX pac-
cTpoiicte npu JIBO u BA v nokasaHo, yTo 6pefoBbie pac-
CTpOIiCTBa, AeNPECCUBHbIE CUMNTOMbI U TpeBora bonee

XapaKTepHbl gnsa nauueHtoB ¢ bA, Torga kak npu JIB[,
yalye 0TMeyaloTCA PaCTOPMOXEHHOCTb, anaTus, andopus
W HapyleHWA NULLEeBOro noBefeHns [26].

M. Hornberger v coaBT. cpaBHMBanu nokasatenu Hei-
PONCUXONOrMYecKoro TecTupoBanua y nauuentos c M1-J1B[]
n BA. Mpu N-NBL oka3anocb 60see TPyAHbIM BbINONHE-
HUE TeCTOB, TPEOYIOLWMX UCNONHUTENBHOTO KOHTPONSA. 3TN
6oNbHbIE Jlyylle BbINOMHAKT TeCTbl BepbasbHOro U BU3Y-
aNbHOro pacno3HaBaHWs, Yem TecTbl HA MPUNOMUHAHHKE.
Y HUX B OCHOBHOM COXpaHeHa HOpMasbHas CNOCOBHOCTb
K CYeTy, KOMMPOBAHMIO PUCYHKA M Ha3blBaHMIO NPeAbsAB-
NEHHBIX NPEAMETOB 1 U306paxeHUid. ABTOPbI peKOMEHLY-
toT 06pallaTh BHUMaHWE Ha yXyALeHWe BOCNPUATUS OYKB
M COAepKaHWsA anbTepHATMBHBIX 3afay. Y HEKOTOpbIX Ma-
unenToB c 1-JIB[] HapyweHWs namaTi MOryT BbIABAATLCA
BO BpeMms Gecefbl C BpauyoM, NPy 3TOM ONTUKO-NPOCTPaH-
CTBEHHas AeATeNbHOCTb AOCTATOYHO YACTO OCTaeTCH
coxpaHHoit [27]. WccnepoBaTenu oTMeyaloT, 4TO TPYLHO
OTANYMTL NauneHToB ¢ BA oT naymeHTOB C Nporpeccupy-
towwen JIB[, TonbKO Ha OCHOBAHMM HEMPONCUXOOTMYECKO
OLEHKW MaMATh Npu NepBOM MOCELLEHUN KNUHWUKK, NOA-
YepKuBas LeNecoobpasHOCTb AIMTENLHOrO HabMIOfeHUs
W [OMONHUTENbHBIX 06CNeA0BaHWIA.

Paspenss 3ty Touky 3peHus, G.D. Rabinovici v coasr.
CPaBHWAW fuarHoctuyeckyw 3ddektusHocts MPT/MNIT
¢ B-amunounpHeim auranpom (PiB-PET) n dToppresokcu-
rntoko3bl (FDG-PET) B onpegeneHuun paznuuunii mexgy bA
u JIBO. Y 6onbwmnHcTea nauuneHtos ¢ M-J/1BJl BbisBneHbI
BblpaKe€HHble MpWU3HAKK aTpotduu B opOoUTOBA3asbHOM,
(DPOHTOMHCYNAPHOI M/UNN NepesHEBUCOYHbIX 06nacTax
FOMIOBHOrO MO3ra MpW COXPAHHOCTU MO3rOBbIX CTPYKTYP
B TEMEHHOM U 3aTblNOYHON fone [28].

ABTOpbI MOKa3anu, 410 C NOABNEHMEM BO3MOXHOCTU
nposepeHus MPT/M3T I'M ¢ ucnonb3oBaHunem B-amuno-
WLHOTO NUraHAa, KOTOPbIi ABNSETCA AOCTOBEPHbLIM 6UO-
Mapkepom ans pasgenenus bA ot JIB[ [28], pmarHocTnye-
CKas OueHKa 3TUX hOPM AeMeHLUN 3HAYUTENIbHO YayULLIK-
nace. PaHee 6b1710 0OHAPYKEHO, YTO HANNYME CEHUBHBIX
6nswek npu BA oTYeTNMBO KOppPENUpYeT C HU3KUM YpOB-
Hem AB42 B cnuHHomo3roBoit xuakoctu (CMXK). B 1o xe
BpeMs MCCNefoBaTeNM NPU3HAIT, YTO ANA NaLUEHTOB
C aTUNUYHbIM TeyeHneM BA c BbIpaKeHHbIMU «NOOHBIMUY
CUMNTOMAMU NPUMEHEHIE 3TOF0 NOAX0AA MOXET ObITb He-
[0Ka3aTesbHbIM.

ImnarHoctuueckue otnuuus JIBJ ot cocyaucron pe-
MeHUUu

CxopctBO KNuHMuYeckux npoasnenuii JIBO n CL oco-
GeHHO BblpaXkeHo, ecin nopaxeHue MM 3aTparusaert
N06HO-BUCOYHbIE 0611ACTH, YTO MOXET Co3aaTh npobe-
Mbl B fuddepeHunanbHoit guarHoctuke. loBegeHyeckue
paccTpoicTBa MOTYT BCTPEYATHCA B KIMHUYECKOI KapTu-
He cocypucToit semeruun (CL), XxoTa 1 € MEHbLIEl YacTo-
Tou, yem npwu M-JIBA.

Cocyauctas pemerums (CL) dopmupyetcs Bcnea-
CTBME HapyleHWUs MO3roBOro0 KpoBoOOpalleHUs, KOTO-
poe MoeT 6bITb 06YCNIOBAEHO Pa3NIMUHBIMU NPUYUHAMMU.
MHorue cakTopbl pucKa, cBA3aHHble C CEpAEYHO-COCY-
AUCTbIMKU 3aboneBaHusaMU (Hanpumep, apTepuanbHas

0
e
0
»
il
!
0
y
D
U
[
N
a
'_
)
s
X
N
u
c

Hou4YHble ob=opwl



MIA - ISSN2618-6667 (online) - journalpsychiatry.com + DOl 10.30629/2618-6667-2023-21-7-76-96

2I(7)2023'76-96

(Moscow)

Psychiotry

Scienfific Reviews

runepTeH3us, 60Ne3HN cepplLa, BbICOKWI ypoBeHb Xone-
CTepUHa), Takxke cnocobcTByioT passututo CL [29]. Co-
BPEMEHHbIE METOAbI HEPOBK3Yanu3aLum 0OHapyX1BaloT
nHcdapkTel M, nopaxeHus 6enoro BelwecTsa, a Haanyue
BbIPAXXEHHO HEBPONOrMYECKON CUMNTOMATUKM U KOTHU-
TUBHbIX HApPYLIEHWI, NPUMEHEHNE MEXAYHAPOAHBIX fua-
rHOCTUYeCKMX Kputepues [30] 3HaYUTeNbHO obneryaert
anarHoctuky CL.

B nccneposanum D. Bathgate v coasT. [31] cpaBHuBa-
v npodunb NOBeAEHYECKUX PaCCTPOMCTB Yy NaLUEHTOB
c N-N1BA, BA u C[] Ha OAMHAKOBbIX CTaAMAX 3ab60oNeBaHuUs.
WccnepoBaTtensmu Gbin cocTaBneH crneyuanbHblii noay-
CTPYKTYPMPOBAHHbIA ONPOCHUK, BKIOYABLLUIA NOBELEH-
yeckue, apdeKTUBHbIE, MCMXOTUYECKME PacCTPONCTBA
n coumanbHoe yHKuUMOHMpPoBaHMe. OueHnBann OTBeETHI
MH(DOPMAHTOB, OCYLLECTBAAIOWMX YXO4 33 NaLMeHTaMu.
MNoBepfeHYeckne n3meHeHus, kotopsle otnuyanu JIBJ ot
Cl, BkntoYanu CHUXEHWe 3MOLMOHANBLHOCTM, NPOHMLA-
TEJIbHOCTH, 3rOM3M, paCTOPMOKEHHOCTb, NpeHebpexeHue,
nepeefaHue u NpeanoyTeHne cnagkon nuwm, 6nayxaa-
HUe, ABUTaTENbHbIE U BepbasibHble CTEPEOTUNUM, MOTEPIO
60N1eBOi YyBCTBUTENILHOCTY, IX0Nanu U MyTu3Mm. Takue
CUMNTOMBI, KaK Pa3fpaxunTeNbHOCTb, TMNOCEKCYaNbHOCTb
M TUNEPCOMHMA, B PaBHOW CTENeHN BCTpeYanuchb y nauu-
eHtoB ¢ [1-JIB[l u C[l. MpumeHeHune perpeccMBHOro aHanu-
3a MO3BOWJIO aBTOPAM BbIfENNUTb TPU FPYNMbl CAMITOMOB,
KoTopble nyyle Bcero otrpaHuymsatot M-JIB ot CA: 1 —
athdeKTUBHbIE HapylleHNUs; 2 — MULLEBOE NOBefeHME;
3 — cTepeoTunHoe nosegeHue. Y nayunentos c M1-JIBJ
CHUXEHMe COCOBHOCTM K MPOABAEHUIO 3MOLMI OTMEYEHO
yXe Ha paHHeil cTapuu 3abonesaHns. Bropoit oTmeyeH-
HOW 0COGeHHOCTbIO BblNa MoTeps afeKBaTHOWM peakuuu
Ha 6oneBble pazgpaxuTenu. [0 MHeHUIo uccnefoBaTenen,
Heo0Xxo[MMO NPOAOMKATL U3YUYeHNEe MEXaHU3MOB, Niexa-
LWMX B OCHOBE M3MEHEeHUA MOBefeHNsA NALMEHTOB, a TaKKe
0c060i1 ponu NOGHBIX U BUCOYHBIX [ONEN U NIUMOUYECKUX
cTpykTyp M.

ImarHoctuyeckas anddepeHunayma pasnuyHbix
BapuaHToB JIB]]

KnuHuyeckune cumntomsl, xapaktepHole ans M-JIBJ,
MOTyT HabnAaTbCcs NpU peyeBblX BapuMaHTax 3abonesa-
HUA, TaKWUX Kak arpammatuyeckuit Bapuant MMA (A-NNA),
cemaHTuyecknit sapuant MMA (C-NMMA) nnu noronexnye-
ckuit BapuanT MMNA (J1-MNA).

B pa6ote T. Edwars-Lee u coaBT. [32] npoBefeHbl
Heliponcuxonormyeckne U HempoBM3yanu3aLMOHHbIE
McCnefoBaHMA, a TaKXe OLeHWBaNUCh NOBeAeHYecKue
paccTpoicTBa y naumeHtoB c JIB[l B 3aBucumocTn oT
npeobnafaHns NpaBon WAU NEBON CTOPOHbI Helipopere-
HepaTMBHOro NopaxeHus BuCoYHow fonu M. Pesynbrathl
noKasanu, 4To fenpeccuBHble pacCcTPoOMCTBA OTMeYanuch
B 06enx rpynnax 60MbHbIX, HO UMENN Pa3Hble YepThl B 3a-
BUCMMOCTU OT Npeobnagatolleit CTOPOHbI nopaxeHus. [ns
nauMeHToB ¢ npeobnagaioleil NpaBoOCTOPOHHel JereHe-
pauueit TM 6onee xapaKkTepeH OTUYXAEHHbIA/BbIYYPHBbIi
adeKT, B HEKOTOPbIX CNyYaax aTUMUYHasA fenpeccus
OT/MYanach OTCYTCTBUEM MOHWUMAHUSA U OTpULAHUsA 6o-
ne3Hu. MpeobnagaHue NeBOCTOPOHHErO NOPAXKEHNSA Yalle

COMpOBOXAAaNoCh 6ONbWUM JeNPecCUBHBIM PaCcCTPOii-
CTBOM C aHrefloHuell, Y4yBCTBOM 6€CMofe3HOCTU U Niak-
CUBOCTbIO.

ABTOpbl HabntofaNM NCUXUATPUYECKUE CUMNTOMBI
y Bcex 6onbHbix JIBL], HO xapakTep CUMNTOMOB 3Hauu-
Te/IbHO pa3fnyancs B 3aBUCUMOCTM OT npeobnagatoLen
CTOpOHbl nopaxeHusa M. Mpu npaBoCTOPOHHEM Nopaxe-
HUM BUCOYHOMN JONM 6Osiee XxapaKTEPHLIMU BbINU Takue
CUMNTOMBI, KaK COLMaNbHAA HEKOMNETEHTHOCTb, BO30YXK-
LeHNe N KpalHWe NpoABNEeHUA Pa3fpaXuTenbHOCTU CO
CNIOBECHBIMM yrpo3amu pusnyeckomn pacnpassl. MaumeHTsb
C npeobnagatolLuM N€BOCTOPOHHUM MOPAXKEHUEM MO3ra,
HanpoTUB, BbINU NOKNAAUCTBIMU U COLMUANBHO OTHOCH-
TeNbHO afanTupoBaHHbiMU. OTMEYEHO, YTO ANA NeBLlen
C npeo6nafawwmm NeBOCTOPOHHUM NMOPAXKEHUEM XapakK-
TepHbl TaKMUe e CUMNTOMBI, KaK U A 60NbHbLIX C npe-
obnapjawlwmum nopaxeHuem npasoit BUCOYHON obnacTy.
Bbicka3aHo npefnonoXeHne 0 TOM, YTO BUCOYHAs 06/1acTb
M HepaBHOMEpPHO BAWSAET HA CNOXHYI0 B3aUMOCBA3b CO-
unanbHbIX dyHKUMIA npu JIBL u npeacTaBaseT noaesHblii
WHCTPYMEHT ANA MccnepoBaHus yHKUWUIA nepefHen Bu-
COYHOM 1 6azanbHo-thpoHTanbHOW fonei M.

B pa6ote H.J. Rosen u coasTt. [33] cpaBHMBanM no-
BeleHYeCKMe HapylleHnsa npu peyesbix Bapuantax [MA
¥ OLLEHMBANVN BAUSHUE LNNTENbHOCTM 3a60N€BAHMA Ha Bbl-
paXX€HHOCTb NOBEAEHYECKNUX CMMNTOMOB. Pe3ynbTathl Uc-
CnefoBaHUA MOKa3aiau, YTO NOBEJEHYECKUE CUMMNTOMbI
Haubonee yacTo BcTpeyanuch y naunertos ¢ C-MMA, yem
npu gpyrux sapuaHtax MMMA, n xapakTepn3oBanunch Taku-
MU HapyLEHUAMU, KaK PaCTOPMOXKEHHOCTb, abeppaHTHOE
[BUraTeNbHOE NOBefleHNe N PacCTPONCTBO NULLEBOTO MO-
BefleHuA. Takme noBefleHYeCKMe CUMNTOMbI, KakK anaTus
W pa3fpaXkMTeNnbHoCTb, B 06enx rpynnax 6onsHeix A-MMA
n JI-MNMA BCcTpeyanucb 3Ha4YMTENbHO pexe U He pasau-
Y4anucb NO CTENEeHU BbIPAXKEHHOCTU. ABTOPbI OTMETUH,
4TO NOBEAEHYECKMNE HapyLWeEeHNA BO3HUKANM NPU BCEX TPeX
BapuaHTax MA nocne gByx neT HabnofeHUsA U HapacTanu
no Mepe ANUTENbHOCTU 3a60NeBaHu.

B nocnepytowem nccnegosanum K.P. Rankin u coasr.
[34] onpepenunu, yto ans naynentos ¢ C-MMA nsHavyanb-
HO XapaKTepHO JilereHepaTWBHOE NopaXkeHue NpaBoii BU-
COYHOM ponu. Ha 3Ton cTagum peyeBble HApYWeHUA MO-
ryT GbITb MaNo3aMeTHbIMM U OTCYTCTBOBATb, MOCKO/bKY
yalye BO3HMKAIOT NMpY BOBAEYEHUN B NaTONOrMYeCKMii Npo-
Liecc neBoii BUCOYHOI obnacTu. Pe3ynbTaThl MCCNefoBa-
HWA NOKa3anu, YTo MMeHHO rpynna naumeHToB ¢ C-MMA ge-
MOHCTpUpYeT Haubonee ApamMaTUYECKNE W BbIPAXKEHHbIE
M3MEHEHWUs B NMOBELEHUM, YEM MALMEHTbl APYrux rpynn
MMNA (yTpata amnatum u yxyaweHue pacno3HaBaHWUs 3Mo-
umit). meHHo B 3TUX ciyyasx Haubonee YacTbl Henpa-
BWJbHAA MAarHOCTUKA B YUPEXAEHUAX NEePBUYHON MeAN-
LMHCKOM NMOMOLLM, ANUTENbHbBIE FTOCAUTANN3ALLMUYN B NCUXU-
aTpuyecKune yupexeHns, pe3ncTeHTHOCTb K NPOBOJMMOIA
Tepanuu UIKn XU3Hb «COLMANBHOTO 3aTBOPHUKAY.

Mporpeccupyownin HagbapepHolit napanuny (MHM)
M KopTuKobGa3anbHas gereHepauus (KB[) npeacrtasns-
0T o060l HelipoaereHepaTUBHbIE TaynaTuu C nopaxe-
HUAMKU HENPOHOB W FWUK, YACTO Knaccuduumpyembie Kak
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ABUTaTeNbHble paccTpoiicTea. 06a 3aboneBaHus moryTt
Ae6TUPOBATh C HecneunhUYeCcKUX NposiBNeHMin NOGHOro
CMHAPOMA, @ UMEHHO C anaTun UauM Aenpeccumn c pasgpa-
XWUTENbHOCTbIO, @ ABUraTeNbHbIE CUMNTOMbI Pa3BMBalOTCA
nosxe (Yepe3 1-5 net nocne nNosBJAEHUA NEPBbIX CUMM-
TomoB) [35].

Y. Yatabe n coaBT. cpaBHUAM ncuxuaTpuyeckue
1 nosepeHyeckne cumntombl y nayuentos c MHM n 1B
C NPUMEHEHMEeM HeWpOonCUXMaTpMyecKoro OnpoCHMKa
(Neuropsychiatric inventory, NPI; J.L. Cummings, 1994).
Mo pe3ynbTaTaM 3TON OLEHKW KAMHWYECKAs KapTWHa
y nauueHToB obeux rpynn Gbina [OCTAaTOYHO CXOXKeil,
npu 3TOM camblil BbiCOKMit 6ann no wkane NPI npucsoeH
anaTtuu, cnefyloliee MeCTo No 3TOMy NoKa3saTesto 3aHANM
abeppaHTHOe ABUraTebHOE MOBEJEHNE U PACTOPMOXKEH-
HOCTb. PacnpocTpaHeHHOCTb aHTUCOLMANBLHOTO NoBefe-
Hus y naumenToB ¢ MHM (50%) 6bina conoctasuma ¢ Ta-
KoBoii B rpynne 6onbHbIx ¢ JIBL, (46%) [36]. Mo MHeHMIO
aBTOPOB, HEMpoNCcUXMaTpuyeckuit Npopunb NaLueHToB
¢ NMHIM o4eHb cxox ¢ TakoBbiM y mauumeHToB ¢ JIBM, oco-
6eHHO B Hayase 3aboieBaHNs, HO HaNUYne ABUTrATENbHbIX
HapyLlweHUi (aKcManbHoOW pUrMEHOCTH, CynpaHyKIeapHoro
napanuya 1 gp.) AOMHKHO MOMOYb KNMHWULMCTAM CLenaTb
NpaBUbHbIA LUArHOCTUYECKMIA BbIGOP.

Nnarvoctuyeckue pasnuuusa JIBl n ncuxuyeckux
3aboneBaHui

[IvarHo3 ncuxmyeckoro 3aboneBaHus vawe BCEro
owunboYHo BbicTaBnsercs nauuentam c M-J1BJ, scnen-
CTBME Yero HepejKo NMPOBOAUTCA HECOOTBETCTBYlOLee
NleyeHne, MHOTJA OYeHb fAnUTenbHoe. [luarHocTuyeckue
OWMNOKM BO3MOXHbI B 000MX HanpaBieHUsX, T.e. B Cly-
Yasx C NepBUYHBIM MCUXUATPUYECKUM 3a00NEBaHUEM,
Korfa HeBepHoO ycTaHaBnueaetca guarHo3s [1-JIB[. B 1o
Xe BpeMms BcTpeyatoTca naumeHtsl ¢ [1-JIBl, cocToaHune
KOTOPbIX M3HAa4YanbHO pacLeHWBAETCA KaK MCUXMYecKoe
3abonesaHune. B uccnepoearum L.C. Salem u coasT. [37]
ObINI0 NOKA3aHO, YTO B YCAOBUAX OOBLIYHOWM KIMHUYECKOIA
NPaKTUKKN cOCToAHME TONbKO 70% nauueHTOB B BO3pacTe
L0 65 neT cCOOTBETCTBYET LMUATHOCTUYECKUM KPUTEPUAM
LeMeHLMUU. ABTOpaMnU OTMEYEHO, YTO JOMONHUTENbHbIE
AWarHoCTUYeCKne 0bCnefoBaHUA UCMONb3YIOTCA KpaiiHe
penko. Mexpay TeM afieKBaTHas fMarHoCTUYeCKas oLeHKa
BO3MOHa, eC/I1 NaLMeHTOB KOHCYNbTUPYIOT CNeLnanucTsl
no AemeHuuu.

MprmeHeHMe HOBbLIX AMATHOCTUYECKUX MEXOYHapos-
Hbix Kputepues M-/1B[ [11] 3HauuTenbHO obneryaer guar-
HOCTUKY, HO pa3Hoobpa3ue NoBeAeHYECKNUX PaccTPoOiiCTB
ocTaeTcs npobnemon guddepeHLManbHON ANarHOCTUKN.
Mo pesynbTatam 06CNefOBAHUSA TPEX BPONeRCKNX LeH-
TpoB uccnenosatenn obHapyxunm [38] cxoncTeo asiun-
TeNbHO CYLECTBYOLMUX COLMUONATHMIA U TMYHOCTHOTO pac-
cTponcTea y naumentos ¢ bA v M-J1IBA. JononHuTtenbHble
TPYLHOCTU LUArHOCTUKM 0OYCNOBJEHbl Masoil 0CBEefOM-
JIEHHOCTbI0 MHGOPMAHTOB O XU3HW GONLHOrO, Heafek-
BaTHOW MHTEpNpeTauuel NoBeAeHYECKUX HAPYLLEHNA Uan
OTCYTCTBUEM [laXe NPeAnonoxeHuii o 60Ne3HEHHOM Xa-
paKTepe BUAUMbIX NEPEMEH B MOBEAEHUN CBOUX BNU3KUX.
OnpepgeneHHble TPYLHOCTU BO3HUKAKOT U NPU NEPBUYHOM

MeLULUHCKOM OCMOTPE, MOCKONbKY He BCE NaLMeHThI
c M-/1B[}, aeMOHCTPUPYIOT 3HaYNTENbHbIe MOBefeHYecKne
M3MeHeHUs, 0c06eHHO Ha paHHeil cTagun 6onesHu, a no-
Ka3aTenu TeCTUPOBAHUA KOTHUTUBHbIX DYHKLUA MOTYT
Haxo4MTbCA B fMana3oHe BO3PaCTHbIX HOPM W 3HaYeHUA.

Pasnnuus B nosegeHun naumeHtos c¢ M-JIBJl u 6onb-
HbIX C MCUXWUYECKMMU 3a60SeBaHUAMU U3YYaNUCh MHO-
rumu uccneposatensmu. OgHUM U3 3HAYMMBIX CUUTAETCS
TpexjeTHee uccnegosaHue, nposegeHHoe K.P. Rankin
u coaBT. [39]. ABTOpbl METOAMYHO C WUCMOb30BAHUEM
COBpPEMEHHBIX MarHOCTUYECKUX 06CNef0BaHMI U3yYanu
noBefleHYeCcKMe CMMNTOMbl NaLMEHTOB HECKONbKUX AU-
arHOCTUYECKUX KaTeropwuii. Pesynbratel uccnepoBaHus
nokasanu, Yto asis nauueHTtos c M-JIB[] 06bluHO Hexa-
paKTepHbl anobbl Ha Meyanb UNKU OTYasHUE, 6ecrnoKoii-
CTBO. B GonbwunHcTBE cnyyaes Takue 6onbHble JIB[ He
3aMeyaloT 1 He CoXanetT 0 CBOeM (DYHKLNOHANBbHOM CHU-
XeHWMW, He BbICKa3blBAOT pacKasHMA No NOBOAY CBOEro
COLMaNbHO HENPUEMAEMOro NOBeAEHNs, B TO BpeMs Kak
NauMeHTbl C NCUXMYECKUMU 3a00EBAHUAMN HEPESKO fe-
MOHCTPUPYIOT TY MU UHYIO CTE€MNEHb COXPAHHOCTU KpU-
TUYECKOTO OTHOWeHUs K 6onesHu. ABTOpPbl OTMETUN,
4TO CMOHTAHHOe noBejeHue nauueHTos ¢ JIB[l 3Hauumo
0T/INYAeTCA OT NOBEAEHMUA MALUEHTOB C NCUXUYECKUMM
3aboneBaHusmu. MauyuneHtsl ¢ JIBL 3HaUUTENbHO yvalle,
yem MaLMUEHTBI C NCUXUYECKUMU 3ab6oneBaHMAMKU 06OHa-
PYXKMBAIOT «HEOObIYHOE CMOKONCTBUE W HEMPUHYKAEH-
HOCTb» B 0OLWEHMN C BpayaMu, He cOONIOAI0T AUCTAHLMIO,
LONYCKAT 6eCTaKTHOCTb. [INs HUX XxapakTepHo Ge3pas-
NNYHOE OTHOLWEHWE K NPOBEAEHUI0 KOTHUTUBHOMO TeCTHU-
pOBAHUA, HE3aBUCMMO OT HAIMYMA UAU OTCYTCTBUA Y HUX
anaTum UNKM 3aTOPMOKEHHOCTU. [LEMOHCTPUPYA HU3KYIO
3MOLMOHANbHYI0 PEaKTUBHOCTb, NaLueHTsl ¢ JIBJ He Gbinu
CKJIOHHbI UHTEPECOBATLCS NPABUILHOCTHIO CBOUX OTBETOB
npu NpoBefeHWUn TecTupoBaHua. lMaumeHTsl ¢ ncuxmye-
CKUMW PaccTpoiCTBaMU, HaNpoTUB, GbIBaOT 6ECNOoKOiHbI
MAU CaMOKPUTUYHbI, MPUAAralT onpefeneHHble ycunus,
4TOObl 0CTABATHCA COCPEAOTOYEHHBIMU NPU BLIMOAHEHMUN
TECTOBbIX 3a[jaHMIA, HY)XAAKOTCA B OR0OPEHNU CO CTOPOHbI
Bpaya, T.e. NPUAEPKMNBAIOTCA MOLENUN NOBELEHMNA, NPOTU-
BOMOJIOXHON Mofenu nopefeHus nauuentos ¢ JIBJ [39].
Bep6anbHoe M Gu3Myeckoe npepbiBaHne KOHCYIbTaLuu
yalle OTMEYEHO Y NALMEHTOB C CEMAHTUYECKON LeMeHLU-
eir (C-MMNA), a oTcyTcTBUE 3aUHTEPECOBAHHOCTU U UHAMU G-
(hepeHTHOCTb B OXWUAAHUM MEAMULMHCKONM noMowm Gbino
0buwmm cumntToMom ass nauuentos c JIBJ.

Mpu paccmoTpeHun npobaemsl aucddepeHLnanbHoi
punarHoctuku JIB[l otnenbHoe BHMMaHWe yaenseTca Ho-
cutensam myTaumit B reHe C9orf72. meHHo 3T nuua va-
CTO MepBOHAYanbHO NONYYAKOT AMATHO3 PaccTPoncTBa
wu3odpeHnyeckoro cnekTpa. Pe3ynbTaThl HECKONbKUX
uccnepnosaHuin [40, 41] nokasanu, Yto y HocuTenen myTa-
umm C90rf72 ncuxoTuyeckme paccTpoiicTBa BCTpeyatoTcs
3HAYUTENbHO Yalle, YeM y He HocuTeneit. OHM nposBns-
OTCA TaKUMKU CUMNTOMaMM, Kak Gped, comaTohopMHble
ranilouMHaLNmM, CTpaHHOe/MppaLoHanbHoe NoBeAeHMe,
pPacTOPMOXEHHOCTb, anaTua, CTEPeOTUNHOE NoBefeHue
M HABSAI3YMBOCTHU, CHUKEHUE KPUTUYECKMX CNOCOBHOCTel
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Ta6nuua 3. luddepeHunansHas auarHoctuka JIBO u genpeccusHoro pacctpoiictea/BAP (uut. no D . Galimberti. u coasT.

[44])

Table 3 Differential Diagnosis between FTD and Depressive Disorder/BD (cited from D. Galimberti et al. [44])

BeposATHoe ncuxuyeckoe pacctpoiicTso (T.e. aenpeccuBHoe/BAP))/Likely Psychiatric
Disorder (i.e., Depressive ep) BD

BeposTHas no6Ho-BMCOYHaA femeHums/Likely
Frontotemporal Dementia (FTD)

PaHHee ocTpoe/nofocTpoe Havano (B Bo3pacte 15-30 net)/Early acute/subacute onset (i.e.,
15-30 years)

HacnepcteeHHas otsroweHHocTb atbdekTusHbIMK paccTpoiicteamu/Positive family history for
mood disorders

B aHamMHe3e MHOXeCTBeHHble 3NU30Abl CMeHbl HacTpoeHus/History of multiple mood episodes
Hanuuue conytcteytoweit natonornn (TpeBOXHOCTb U PacCTPOiCTBa, CBA3AHHbIE

c ynotpebneHuem ncuxoakTueHbix Bewects)/Presence of comorbidity (anxiety and substance
use disorders)

CynumaanbHele MbICAN U paHee COBEPLIEHHbIe cynumaanbHble nonbiTku/Suicidal ideation and
previous suicide attempts

MNonHoe uau yacTMyHoe BbI3JOPOBNEHNE Mexay 3nu3ogamu/Inter-episodic complete or
partial recovery

KOrHWUTUBHbIE HapyLWeHNs B OCHOBHOM OrpaHU4MBatoTCs ahheKTMBHbIMU 3NU30[amMm,/
Cognitive impairment mostly limited to affective episodes

Jnusoanyeckue HapylweHus umkna con—boppcreosanue/Episodic wake-sleep cycle

Bonee nosgHee, noctenexHoe/Later, insidious
onset (40-45 years)

HacneacTBeHHas oTATOWWEHHOCTb NO AEMEHLUN
(nns cemeitHbix hopm)/Positive family history for
dementia (for familial forms)
Mporpeccupyioliee 1 HenpepbiBHOE TeueHne/
Progressive and continuous course

CToiikne 1 nporpeccupyiole KOrHUTUBHbIE
HapyweHus/Enduring and progressive cognitive
impairment

[laHHble reHeTUYeCKUX UCCNeA0BaHN

1 HeiipoBu3yanusauuu/Genetics and
neuroimaging evidence

Cnabblit TepaneBTUYECKUT OTBET Ha NleyeHne
HeiiponenTtukamu/Poor response to psychiatric

alterations

treatment

Mpumeyarue: BAP — 6unonspHoe apdekTnsHoe pacctpoictso; JIBLL — no6GHO-BUCOYHAS fEMEHLUS.

Notes: BD — bipolar disorder; FTD — frontotemporal dementia.

n gp. OTMeYeHo, YTO y TaKMX 6ONbHBIX HACNELCTBEHHOCTb
MCMXONATONOrMYECKN He oTAroleHa. JleueHne 6pefoBbix
paccTpoMCTB aHTUMCUXOTUYECKUMU MpenapaTamu y 3Tux
nauneHToB HeathheKkTUBHO [42]. Pasnuuus B 6onee BbiCO-
KOil yacToTe NCMX030B y nauneHToB ¢ myTtaumneir C9orf72
n 6e3 myTaumm Becbma 3Hauumsl (x° = 47,6, p < 0,0001),
a aHaNn3 OTHOLWEHMWA PUCKOB CBUAETENbCTBYET O TOM, Y4TO
Hanuuyue ncuxosa B 15 pas yBennynBaeT BepOATHOCTb 00-
HapyeHus myTaumuu reHa C9orf72. AbcontoTHas TOYHOCTb
NPOrHoO3a NpuU3HaeTca TPYAHOAOCTUHMMOI B cuny heHo-
TUNUYECKOW U3MEHUYUBOCTU KIUHUYECKUX MPOABNEHUN
y nauueHToB ¢ myTtauuamu C9orf72. Tem He meHee dopma
JIBJ, cBsizaHHas ¢ myTtauuamu C9orf72, npepcraBnsercs
nccnefoBaTeNiM KAYECTBEHHO OTNIMYHOM OT ApYrux hopM.
Mpepnonaraetca, YTO 3TO OTAENbHbLIA KIAMHUYECKUN de-
HOTUNUYECKNIA BapUAHT, UMEIOLWMIA ONpeseneHHy 3THOo-
noruo.

B cuctematuyeckom o63ope S. Shinagawaa u coasr.
[43] 6bI10 NPOAEMOHCTPUPOBAHO, YTO NCUX03 B KIUHUYE-
CKoit kKapTuHe JIB[] MOXeT HabnAaTbCA HA NPOTAKEHUU
BCero nepuoaa 6onesuun c yactotoit 10-15%. Passutne
NCUXOTUYECKUX CUMNTOMOB MHOTME aBTOPbl aHANU3NpPO-
BaHHbIX B 0030pe paboT CBA3bIBAIOT C reHETUYECKUMY
myTaumamm C9orf72 n GRN. lMpusHaeTcs, 4To HeilpoBU3y-
ann3alMoHHble MeTofbl 06CNefoBaHNA HeybeanTEbHbI
B anddepeHumnauum JIBO v wusodpeHun, a TpagnLumoH-
Hble MeToAbl Tepanuu ncuxosa npu JIBJl HeapdekTuBHBI.
ABTOpbI 0630pa NpeanonarawT, 4To U Npu Wr3ohpeHuu,
u npu JIB[] umeetca cxofHaa natodusnonormyeckas
NpeApacnoNoXeHHOCTb K Pa3BUTUIO NCUX03a, NOANexa-
lWan feTanbHOMy U3y4YeHUo.

[lpyrum ncuxmatpuyeckum AUArHo3oMm, MOMUMO LWIK-
30(peHunn, KOTOPbI 3a4aCTyi0 BbICTAaBAACTCS NaLMeHTam
c JIBL, sBnsetcs 6onblioe fenpeccuBHOe paccTpoiCcTBo
(BAP, major depressive disorder, MDD). Hannune B KnuHu-
yeckon KaptuHe JIB[l Taknx CMMNTOMOB, KaK OTCYTCTBUE
MHTEpeca, CHUXeHWe MOTUBALMK, aHeprua, HapyleHus
CHA, CHMXEHWNE KOHLLEHTPaLMN BHUMAHNSA, NePBOHAYaNbHO

NPUMBOAUT K NocTaHoBKe puarHo3a bJIP. B uenenanpas-
NIeHHOM UCCNe0BaAHUM YTBEPXKAAETCA BO3MOXHOCTb AAnar-
HocTuyeckoro otrpaHuyenuns AP ot JIB[l Ha HayanbHbIX
aTanax 6onesHn npu nposefeHun Gonee AeTanbHOro
onpoca nauueHTa u ero 6113KMx, B YaCTHOCTH O Nepexu-
BaHUM BOJIbHBIM NeYanu, OTYasHUSA, YyBCTBA HUKYEMHOCTH
M CyMLMAANbHON HACTPOEHHOCTM (TabA. 3). laHHble cumn-
TOMbl HETUMWUYHBI A8 KJAUHUYECKOW KapTUHbI NaLMeHTOB
c JIBM, n UX BO3HUKHOBEHWE MANOBEPOATHO [44].
Heo6xofMMOCTb NOUCKA HOBbIX KAMHUYECKUX WH-
CTPYMEHTOB ANa yayyleHns auddepeHunansHon guar-
Hoctuku M-NIBA u BAP cnoco6cTBOBaNa UHULMALUN
HECKONIbKUX LieneHanpasieHHbix ucciegosanuii. I. Chiu
U coaBT. [45] n3y4yanu BOCNpUATME UHTEHCUBHOCTM IMO-
umn y nayunentos c M-JIBL n BAP c npumeHeHuem TecTa
«BblpaxeHue amoumit Ha nuue: Crumynsl 1 TecTbl» (Facial
Expressions of emotion: Stimuli and tests, FEEST) [46].
ABTOpbI 0OGHAPYXUAM pa3fiMyHble NATTEPHLI BOCMPUATUS
amoumnit y 6onbHbix ¢ NM-IBA u BAP. Tak, y nauneHToB
¢ MM-JIBl oka3anocb HapywWeHHbIM HE TONbKO BOCNpUATHE
MHTEHCMBHOCTU NEPBUYHbIX IMOLMIA, HO Pa3nnyeHne nep-
BUYHBIX 3MOLUIA OT APYrUX 3MOLUIA aHANOTUYHOW BANEHT-
HocTu. B oTanume ot nauuentos ¢ MN-J1BJ nauneHTtsl ¢ AP
BOCMPUHUMANM NepBUYHbIE HEraTUBHbIE IMOLMUM Bonee
MHTEHCUBHO U 6onee afekBaTHO. MMaLneHTsl cpaBHKUBae-
MbIX FPyNN CYyWeCTBEHHO Pa3Nyanucb B BOCMPUATUY UH-
TEHCUBHOCTU HENEepBUYHbLIX IMOLUIA, U3MepseMoil B 6an-
N1aX OLEHKN HEKOHIPY3HTHbIX 3Mouuid. MonyyeHHble B pe-
3y/1bTaTe KOHTPY3HTHbIE U HEKOHTPY3IHTHbIE KOMMO3UTHbIE
peNTUHTrOBbIe OLEHKU 3HayMmo oTauyanu M-JIBO v BAP
Mo TaKkoMy NoKa3saTesio, Kak «nnowanb nos kpuson» (Area
Under Curve, AUC), 3Ha4eHne KOTOporo B AaHHoii paboTe
66110 93% 1 Bbiwe. PaccmaTpuBas cnocobHOCTb OTANYATD
nepBUYHbIE 3IMOLMW OT HENEPBUYHbIX, UCCNELOBATENM CO-
06WMAN 0 BO3MOXHOCTW MOYTH MOSHON AUCKPUMUHALUY
mexpay M-1BO v BIP npu 3HaveHnn AUC 99%. AsTopsl
npefnonaraiT, YTO 3TOT TeCT B COKPALLEHHOW Bepcuu
MOJET OblTb NPUMEHEH A5 OLEHKWU BOCMPUATUA IMOLMIA
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B KJIMHUYECKON NpaKTUKe C AMArHOCTUYECKOM LeNblo
¥ B AMHAMKKE NpU NOCNeAYIOWMUX KaTaMHECTUYECKUX OC-
MOTpax.

B pat6ote J.D. Woolley u coasT. coobuaetcs, 4to
y HekoTopbix nayueHTos ¢ M-J/IB[, 3a6oneBaHue conpo-
BOX[JAETCH Pa3BUTUEM TaKMX CUMNTOMOB, KaK pacTOpMO-
KEHHOCTb, BO3OYANMOCTb, OTBAEKAEMOCTb, CKIOHHOCTb
K HeonpaBAaHHOMY PUCKY, HEYMeCTHOe CoLManbHoe noBe-
LeHNe, HEKPUTUYHOCTb CYXKJIeHWIA, Ype3MepHoe BOBeYe-
HWUe B NPUATHYIO AeATENbHOCTb C NOTEHLMANbHO BPeLHbI-
MU nocaeacTBuAMU (KOMNYIbCUBHbBIE MOKYMKM U a3apTHble
urpel). Hannume gaHHbIX CUMNTOMOB B KJIMHUYECKOI Kap-
TUHE MOXET NPUBECTU K OWMBOYHOMY AMArHO3y MaHua-
KanbHoro anusopa bAP [47]. MauuenTsl ¢ M-JIBL moryT
LEMOHCTPUPOBATb NMPU3HAKM MOBLIWEHHOr0 HACTPOeHUA
M HEYMECTHO WYTUTb. BONbHbIX C MaHKUEN OTANYAET OTYET-
JINBO NPUNOJHATOE U 3KCMAHCMBHOE HACTPOEHMe, COnpo-
BOXJaloleecs UAEAMU NepeoLeHKu, Heya3BumMocTu [48].
MaumeHTsl ¢ M-J1B[, pefiko coob1aoT 0 CKayKax Mbicnei,
KOTOpble TUMWUYHbLI [N MaHUii, 0O4HAaKO OTBNEKAeMOCTb
nauneHTos c M-JIB[l MoxeT noka3aTbCA «NONETOM MAENY
(flight of ideas). Mo mepe nporpeccuposanus M-JIBL, 065-
3aTesIbHO BO3HMKAET YXyALEHNE KOTHUTUBHOTO (hyHKLMO-
HUpPOBaHUA, Toraa Kak npu BAP KorHuTMBHOE CHUXeHue
ABNAETCA 3NU30ANYECKUM COCTOSIHUEM, He TakuM riy6o-
KWM 1 Henporpeccupyowmm B otanumne ot JIBJ [49].

[pyrum ncuxmaTpuyeckum AMArHo3oM, KOTOPbIA MO-
XeT ObITb 0WNOOYHO YCTaHOBNEH NauueHTam ¢ JIB[, cum-
TaeTcs obceccBHO-KOMNybCMBHOE paccTpoiicTeo (OKP),
TaK Kak nepceBepaTUBHOE, CTEPEOTUMNHOE, KOMNYAbCUB-
HOe, PUTYyannUCTUYECKOe MOBEAeHNE ABNAETCA 06LWMUM
npu3Hakom oboux paccTpoicTs. Mpu JIB, B yacTHOCTH
npu N-NBA v C-NNA (38-78%) [50, 51], cumATOMBl MO-
ryT BapbMpOBaTbCA OT NPOCTbIX CTEPEOTUNUNA, TAKUX KaK
pacTupaHue u NocTyKuBaHue, fo 6onee CNOXKHbIX U 3a-
MbICIOBATHIX, UMUTUPYIOWMX KOMNYNbCUKM, Gonee TMNNY-
Hbix gnsi OKP [51]. YuuTbiBass CXOACTBO KOMMYNbCUBHOTO
noseaeHus npu JIBJ v OKP, npeanaraetcs obpawars BHU-
MaHMe Ha «KayeCTBEHHbI XapaKTep» HaBA34YMBbIX UAEN.
Onsa nauynenToB c OKP Gonee xapakTepHbIMK cYMUTaOTCA
NOBTOpPAOLWMECA PUTYaNbl AN YMEHbLIEHUA BbI3BAHHOTO
HaBA34YMBOCTAMU AUCTpecca.

B 0630pe nutepatypsl D. Ames 1 coasrt. [50] coobuiatoT,
4Tto naumeHTsl ¢ 1-JIB[] c nposiBN€HMAMW KOMNYIBCUBHOTO
NoBEeHNs 0ObLIYHO He TOBOPAT O CBOEI OfEPKUMOCTH,
0JHAKO yXaxKMBatlume nuLa MOryT onucbiBaTh, HaNnpumep,
(DMKCMPOBAHHOCTb HA KaKUX-NM6O MPOAYKTAX MUTAHWUS,
MPOCMOTPE OLHUX U TEX XK ONpPeAeNieHHbIX TEJIeNpOrpamm,
CTpeMJeHne NOCTOSAHHO nepeknafbiBaTh npeameTsl. Ta-
KOe NnoBefleHMe MOXeT CONPOBOXAATLCA NOBTOPAIOLLN-
MUCS LeACTBUAMM, HANPUMEP HABA3YNBLIM MOUCKOM MULLHN
“ ap. XapakTepHo, yTo nauueHTsl ¢ M-JIB[, He coobuiatoT
0 HaNMYMU CTPAAAHMIA OT HABA3YMBLIX MbICIEN UK JaXKe
KaTeropu4yecku oTpuLAIOT TaKOro pofa nepexusanus [50,
51]. Mo mepe nporpeccupoBaHns 3a6oNeBaHUa y NayueH-
ToB C [MTA MOryT BO3HMKaTb NOBEAEHYECKMe HapyLUeHus,
NoOABNIEHNE COXHBIX PUTYANIOB, @ 0CNabNeHne CEMaHTU-
YeCKOi NaMATU MOXET CONPOBOKAATLCA HECMOCOOHOCTbIO

K OCMBICIEHMIO MU K NOSIBAEHMIO BEPOAbHbIX HaBA3YU-
BbIX upen [52].

Ona naunenTos c JIB[] xapaktepeH cuHapom [ntow-
KuHa, unu natonoruyeckoe Hakonutenbctso (hoarding
disorder), ckonupomcTBO; CKpsxHUYecTBO. OH BO3HUKaA-
€T yXe Ha paHHWX 3Tanax 3abonesaHus u ycyrybasercs
no Mepe NporpeccMpoBaHus femeHuuu, BHeceH B DSM-5
[53]. S. Nakaaki u coaBT. oTMeTuAM, 4TO OPOUTOHPOH-
TaNbHO-CYOKOPTUKAJIbHbIE NATONOTUYECKME U3MEHEHUA
accouumpoBaHsl kak ¢ JIBL, Tak u ¢ OKP. Mpwu 3Tom ogHUM
n3 pasnununin mexay JIBL n OKP okasbiBaetcsa Bo3pacT
Hayana 3abonesanus. [ins JIB[] 6onee xapakTepHo HaYano
3aboieBaHus B Bo3pacTe 45-65 neT, a CpefiHnii Bo3pacT
Hayana OKP coctasnset ot 20 go 25 net. Cuntaercs, yto
OKP pepko Bo3HMKaeT nocne 35 net, N03TOMY NO3AHee
Hayano OKP LonxHO GbITh TWATENBHO NPOAHANN3UPOBAHO
B OTHOWeEHUW nopo3peHus Ha JIBL [54]. Matonoruyeckoe
HakonuTenbcTeo npu JIB[] 06bI4HO NOABASETCA yKe nocne
Hayana KOrHUTUBHOIO CHUXEHWS U NO CPaBHEHUIO C Ta-
Kum paccTpoiicteom npu OKP cBA3aHo ¢ MeHblnM Gecno-
KOWCTBOM 6O/ILHOTO M3-33 COXPAHHOCTU NPEAMETOB U MO
noBoAY MX BbiOpacbiBaHus. NpegmeTsl, cobrpaemble naLu-
eHTamu ¢ OKP, kKak npaBuno, UMelT X0Ts 6bl HEKOTOPYIO
CMbIC/IOBYI0 3HAYMMOCTb (ra3eTsbl, OEXAA, LOKYMEHTHI),
n nauyueHTsl ¢ OKP 06b14HO 060CHOBBIBAKOT BO3MOXHOCTb
MX MOTEHLMANLHOrO UCMoNb30BaHus. lpegmeTsl, Hakan-
nusaemble nauueHtamu c JIB[], daue 6eccmbicneHHble
M aHTUCAHWUTapHble (Hanpumep, rHMnas nuwa, moya). He-
KoTopble aBTOpbl 0OBACHAIOT TaKoe NoBejeHMe Kak BTO-
puUyYHOe HapyleHWe npouecca NPUHATUA peleHuit be3
COOTBETCTBYIOLEr0 060CHOBAHMUSA NOTEHLMANbHON Heob-
X0AUMOCTU B HUX [54].

Hepegko naumentam c JIB[l BbicTaBnaeTcs gmarHos
aTUMUYHOW WKN30(PEHNM, NOCKONbKY CYILECTBYIOT COBNa-
JLEeHUA HeraTUBHbIX CUMNTOMOB WK30(peHun ¢ anatuen
npu N-J1BI. HeratusHole cumnTombl npu wusohpeHnm
OMUCBIBAIOTCA C MOMOLLbID CNeunanbHOi TEPMUHONOTUH,
MCMONb3YEMON B KOHTEKCTE NMCUXOTUYECKUX PACCTPOICTB
(abynus, anorus), Ho, N0 CyLECTBY, OHM OTHOCATCA K pac-
CTPOWCTBY MOTUBALMU, UHULUATUBBI U 3MOLUOHANBHO
PeaKTUBHOCTM, 3TUX OCHOBHbIX YepT anatuu [55]. Anatus
KaK 0TCYTCTBME MOTMBALMM JOCTAaTOYHO YaCcTO BCTPeyaeT-
csy 6onbHbIX aemeHuuen. Mpu JIBL, anatus HabnogaeTcs
B 90% cnyyaes [56]. MccnepgoBanus C.A. Marczinski u co-
aBT. 1 S.J. Banks u coaBT. npofeMOHCTPUPOBaNK, 4To ANs
nauueHToB c M-/1B[l xapakTepeH 6onee BbICOKNIT YypOBEHb
anatuu, yem ans nauuenTos c MMA [57, 58].

Mpu wusodpeHnn oTMeyaeTca MATKUNA KOTHUTUBHBIN
peduumnT BHUMAHUSA, CHUXEHWEe OnepaTUBHOW NamsaTH,
MCTIONHUTENbHBIX QYHKUMUIA, feKknapaTuBHoil/Bepbanb-
HOW NaMmsATU U CKOPOCTU 06PabOTKM JAHHbIX, YTO MOXET
MMWUTUPOBATb paHHWe NposBAeHUs feduLUTapHbIX pac-
ctpoicts npu N-NIBL [59]. KorHuTueHele paccTpoiicTea,
B YaCTHOCTM HapYLWEHUA UCTIONHUTENbHON AeATENbHOCTH,
pa3BMBAlOTCA Yy GObHBIX WKU30(pPEHNei B NO3AHEM BO3-
pacte. F. Sanders 1 coaBT., UCNOJb3yA B KAYECTBE UHCTPY-
MEHTOB KOTHUTUBHOTO CKPUHUHTA «6aTapeto N06HO auc-
dyHKUMM» 1 wkany MMSE, npoBenn Kpocc-cekunoHHoe
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UccnefoBaHMe, B KOTOPOM CpaBHUBAU 06LLee KOTHUTMB-
Hoe (PYHKLUMOHMPOBAHWE U UCMOAHUTENbHbIE DYHKLNM
y naumeHToB ¢ JIB[l v noxunbix nauneHToB c wusodpe-
Huel. Pe3ynbTaThl McCcnefoBaHWA NoKasanu, YTo HapyLe-
HUA KaK UCNONHUTENbHbIX YHKLUUIA, TaK U KOTHUTUBHBIX
Gbinn 6onee BbipaXeHsl y nayneHTos ¢ JIBJL, yem y 60nb-
HbIX Wn3odpeHunein [60]. OTMeYEHO, YTO CHUXKEHUE KOT-
HUTUBHOrO W NOBCEAHEBHOI0 HYHKLMOHUPOBAHMUA Y HUX
BKJIIOYAET pacCTPONCTBA UCMOAHUTENBHBIX QYHKLMIA, na-
MATH, @ TakXKe Hannume HpoHTOTEMNOPANbHONM runonep-
ty3uu [61].

H.M. Chan u coaBT. npoBenu uccnegoBaHue C LeJblo
CpaBHeHUs HEPOKOTHUTUBHOTO Npotduns aMmbynaToOpHbIX
W CTaLMOHapHbIX GONMbHBIX WU30(hPEHNUEN, NALUEHTOB
¢ N-N1B[, v rpynnoii 3g0poBbix ntogeit [62]. Bcex yyact-
HUKOB 06CNefoBann efuHO06PA3HO MO CneLnanbHo pas-
paboTaHHOM «baTapeey» TECTOB U WKaJ, OLEHNUBAOLWMX He-
CKOJIbKO KOTHUTUBHbIX 06NacTeil. Pe3ynbTaThl He BbISBUAN
CTATUCTUYECKN 3HAYUMBIX PA3NINYMIA KOTHUTUBHOTO (DYyHK-
LMOHMPOBAHUA BO BCEX MCCNEAOBAHHbIX KOTHUTUBHbBIX
obnactax. OTMeyeHo, 4TO GonbHble WKU30dPeHUen Xyxe
CMpaBNANUCh C TECTAMU «Ha3blBaHWE UMEH» U «HeBep-
6anbHoe MblwneHue», a nauuenTsl ¢ M-JIBL gemoHcTpu-
poBanu 6onee HU3KME OLEHKM MO TECTaM, ONPeAeNsoLLmnM
6ernocTb NUcbMa M onepaTUBHY NamaTb. OTCyTCTBUE
CTaTUCTUYECKON [OCTOBEPHOCTN pe3ynbTaToB AAHHOTO
“ccnefoBaHMsA, CKOpee BCEro, CBA3aHO € TeM, YTo obcne-
[JOBaNCh NaLMEeHTbl C TAXEeN0N XpOoHWYecKoi Gopmoin
wu3otdpernun. OfHaKO McCneoBaTENN COYN NOJYYEHHbIE
MMU pe3ynbTaThl «NpefBapuTeNbHbIM JOKa3aTeNbCTBOM»
TOrO, YTO Y NALMEHTOB C HEGIAroNPUATHLIM NCXOJOM XPO-
HUYeCKOW WIN30(PEHNN KOTHUTUBHbIE HApyLWeEHNUs MOryT
ObITb CTOJIb XK€ BbIPAXKEHHbIMU, KaK Uy 60/bHbIX ¢ [1-JIBL.
ABTOpbI CUMTAIOT pe3ynbTaThl AAHHON PaboTbl BaXKHbIMU
ANS KAMHUUMCTOB, paboTalolnx ¢ nauMeHTamu, cTpaga-
towmmn 1 wusotdpenuei, u JIBL, npu obcnenoBaHnm Ko-
TOpbIX HEOBXOAMUMA KOMMIEKCHASA Heliponcuxonornyeckas
OLieHKa C yYeToM ANUTENbHOCTU 3aboNeBaHus U pesynb-
TaToOB Tepanuu.

D.M. Amodio u C.D. Frith otmeTunu, yto v npu M-JIBA,
n npu wusodpeHun HabNIOLATCA NOXOXKMe PacCcTpoil-
CTBa COLMANbHOTO KOTHUTUBHOTO DYHKLMOHMPOBAHNS, Ta-
Kue KaK HecnocoGHOCTb ONpefesiuTh HaMepeHus Lpyrux
ntogei («coumanbHas arHo3nA»), a Takxe orpaHUYEHHOCTb
MAW OTCYTCTBUE KPUTUKM K CBOEMY COCTOAHMIO. ITU Hapy-
LWeHMA COLMaNbHOrO MO3HAHNA CBA3LIBAIOT C aKTUBHOCTbIO
ceTu obnacTeli M03ra, KOTOpas BK/loYaeT B cebs Mefnalb-
Hyl0 DPOHTaNbHYIO KOPY, BUCOYHO-TEMEHHOE COEAMHEHMe,
BEPXHIOI0 BUCOYHYIO BOPO3AY M NOJIIOCA BUCOUYHBIX fONEN
[63].

/3-3a BbIpaXeHHOro COBNafeHNs HeraTUBHbLIX U KOr-
HUTUBHBIX cumnTomoB D. Velakoulis n coasT. npegnaraioT
KNAWHU4ecKkoe pasrpaHuyeHue JIBL u wusodpeHun npo-
BOAMTb C YYETOM HANMYUA Y NALMEHTOB NO3UTUBHBIX NCU-
XOMaTONOTMYECKUX CUMNTOMOB U MONYYEHUS NOAPOGHbIX
aHamHecTuyeckux csepeHuin. udpdeperuymnauyms M-J1BJ
OT WK3odhpeHnn ¢ No3[HUM Hayanom (nocne 40 net) mo-
XEeT 0Ka3aTbCA AOCTATOYHO CJOXHON 3apaven [64].

Knuuuyeckune cumntombl JIBLL u ncuxuyeckux pac-
CTPOICTB MOTYT MepecekaTbCs Npu hOpMann3oBaHHOM
oueHke (PANSS [65], MADRS [66], SRI [67]), @ B HeKOTOPbIX
CNy4asx MOryT UMeTb O6LLYI0 FreHETUYECKYIO Npeapacno-
JIOXEHHOCTb W HellponaToNoruyecKne MexaHu3mbl, OaHa-
KO 3Ta B3aMMOCBSA3b 10 KOHLLA HEACHA UMW HEeJ0OLEeHeHa.
Ocoboe BHUMaHWe yaenseTcs noucky 6MOMapKepos, auc-
KpuMUHUpytowmx JIBL 1 ncuxuyeckue 3abonesaHus [68].

Cunppom JIBJ} npu HeMpouH(eKLUOHHBIX U TOKCU-
KO-MeTaboJIMyeCKNX HapyLeHuax

MpuumHoi No6GHOTO cMHAPOMA, No MHeHuio B.L. Miller,
MOryT ObITb CUDUAUTUYECKOE NOPAXKEHWUE FTONOBHOTO MO3-
ra u 6onesHb Jlaiima, 0C06EHHO NpU OTCYTCTBUM JIEYEHUS
Ha MPOTAXEHUN ANUTENbHOro nepuoaa spemeHn. NHdu-
umMpoBaHue Bupycom Herpes simplex MoXeT npuBecTy
K Pa3BUTWIO Y NALMEHTOB IOOHO-BMCOYHOTrO CUHLPOMA.
[llnarHocTuyeckne obcnefoBaHus, BKIKYaKWMe Npo-
BeaeHue CMM u nccnegosaHue nuksopa, MPT/MIAT TM,
cneunduyeckmne reHeTMYecKne aHanusbl U HeMponcuxo-
JIOTMYeCcKoe TECTUPOBAHNE CMOCOOCTBYIOT YCTAHOBNEHMIO
TOYHOro AnarHosa [69].

[nuTenbHeli NpuemM HEKOTOPbIX NEKaPCTBEHHbIX Nnpe-
napaToB M aNKorobHbIX HANUTKOB MOXET NPUBECTY K pa3-
BUTMIO NOOHBIX CUMNTOMOB €MEHLMN, KOTOPbIe MOTYT pe-
AYLMPOBATLCA NoC/e NpeKkpaleHus 3n1oynotTpebnenus.
OcTaTo4Hble KOTHUTUBHbIE HAPYLWeEHUA Y 3TUX NaLUEHTOB
MOTyT ObITb CBA3aHbI C TpaBMamMu M, nonyyeHHbIMU BO
BpeMSA anKkoronusauuu. B cayyasx 3noynotpebneHns Ko-
KauHOM ¥ am(peTaMMHOM ANUTENbHOE CoXpaHeHue n06-
HOro CMHAPOMa CBA3bIBAKOT C NATONOrMYECKUM BO3Aeil-
CTBMEM 3TUX BELLECTB Ha KPOBEHOCHbIE COCY/bI FOJIOBHOTO
MO3ra, NPUBOLALWMM K pa3BuTuio LepebpanbHoOi Ba3o-
KOHCTpUKuuK [69]. TMnoTupeonan3m MoXeT NpUBOAUTH
K pPa3BMTMIO anaTum U Aenpeccuu, YT MOXET UMUTUPOBATb
M-NBL. EAMHWMYHBIA TAXENbIA 3NM304 TMNOFIUKEMUN UK
e nosTopswlmMecs Gonee Nerkue ruNorInKeMmuyeckue
COCTOAAHMA MOTYT TPaBMUPOBaTb POHTAJIbHbIE CUCTEMbI
ronosHoro mo3ra [69]. C. Blundo u coaBT. oTMeuvaloT, 4TO
AepuuuT BUTaMmHa B, nau nosbilweHne romouucTenHa
MBO METUMANOHOBOW KUCNOTbI MOTYT Bbi3bIBaTh NOBPEX-
AeHus 6enoro BelwecTsa N06HbIX foneit ['M, yto Bnocnes-
CTBWUM MOXET Bbi3BaTb Pa3BUTHUE JIOOHON CMMNTOMATUKU
[70]. NHTOKCMKALMA TAXENBIMU METANIaMu1, X0TA U fO-
CTaTOYHO PefKO, MOXeT MPUBECTU K Pa3BUTMIO NOOHbLIX
cumnTomoB, Kak npu [1-JIBJ.

C. Skomer u coaBT. onucanu, Kak MeTaxpoMaTuyeckas
AncTpodusa, pa3suBaowWanca BCieacTsne aeduunta nu-
3ocomHoro cepmeHTa apuncynsdatassl A (APCA; ARSA)
unmn uepebposna-cynbdaTasbl, MOXKET HAYMHATLCS C BO3-
HUKHOBEHMS JIOOHBIX CUMNTOMOB C MOC/EAYIOWMM Pa3Bu-
TUEM ABUTaTEesIbHbIX U KOTHUTUBHbIX HapyLWeHuit u pgaxe
cynopor. [To MHeHUI0 aBTOPOB, B AMArHOCTUYECKOM NOMUC-
Ke NoMOralT HeilpoBM3yanu3aLUOHHbIe 06Cnef0BaHNs:
npu KT M BM3yanusnpyoTcs pacliMpeHHbIe Xenyaoy-
KW W onpefenseTcs NOHUXKEHHAs MNOTHOCTb 6enoro ue-
pebpanbHoro BewecTsa, npu MPT I'M o6HapyxuBatoTCs
oYyaru geMMenuHu3aumm, 4To U NpUBOAUT K NOCTAHOBKE
COOTBETCTBYKOLLEr0 AnarHo3a [71].
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06cnepys naumeHToB ¢ 6onesHbo Tes—Cakca (Tay-
Sashs disease) ¢ no3gHum Hayanom, 0. Neudorfer u coasT.,
0TMeTUAN npeobnagaHue B KIUHUYECKOW KapTuHe ncu-
XUYECKUX HAPYLWEHWUIA C pa3BUTMEM IOBHBIX CUMNTOMOB,
ncuxo3a 1 Aaxke cMMNToMoB 60KOBOro aMMoTpohMyYeckoro
cknepo3a (BAC). HelipoBu3yanusaunoHHble uccnegosa-
HWA M BbIABUAK BbIPAXEHHYIO aTPOPUI0 MO3KEUKA Y BCEX
06cnefoBaHHbIX MALWEHTOB, HE3aBUCUMO OT CTAAUU 3a-
6onesaHus. Miccneposatenu npegnonaraiT, YTO Haauumue
6onesHn Tes—Cakca Ha paHHEN CTafnUM MOXHO OOHapy-
XWUTb Y NAaLMEHTOB C peyeBbIMU HapyLIEHUAMM, Hapylle-
HUAMW NOXOAKMU U PABHOBECHUSA, @ TAKKe C NCUXUYECKUMU
CUMNTOMaMM NpU OTCYTCTBUM O4ArOBOI HEBPOIOTUYECKON
CMMNTOMATUKL, @ MONEKYNAPHO-TeHeTuYeckoe obcneno-
BaHME NO3BOJIUT YTOYHUTL reHe3 NOOHbIX CUMNTOMOB U U3-
6exaTtb penpoAyKTUBHbIX puckoB [72].

NnarHoctnyeckune pasnnuua JIBJl u cTpyKTypHbIX
naToNorMyecK1x NoBpeXKAeHUil roJIOBHOro Mo3ra

Onyxonb Mo3ra, cy6aypanbHas rematoma, oTCTaBaHue
B YMCTBEHHOM pPa3BUTUM, TPaBMaTUUYECKUE NN COCYAU-
CTble NOBPEXAEHNUSA FONIOBHOMO MO3ra TaK)XXe MOTYT UMUTU-
poBaTb cumntomsl M1-JIB[l, HO 06bIYHO KX NErKO pacno3Ha-
toT npu nposeaeHun MPT 'M. HopmoTeH3uBHas rugpole-
(hanua nposBNAETCA HapyLeHeM NOXOLKM, HelepKaHUeM
MOYM U CUMMTOMAMW LEMEHL MK, KOTOPbIe YacTO CONPOBO-
XIAKTCA anaTtuei u MHOTAA PaCTOPMOXEHHOCTbIO, UMUTK-
pytowmumu cumntomsbl M-J1IBA. B npeactaBneHnn M. Hong
M COaBT. HU3KOE BHYTpUYepenHoe AassieHue (rMNoTeH-
31f) MOXEeT NPUBECTU K KNPOBUCAHMIO» (MU HUCXOAA-
LeMmy CMelleHuto) 106HO-BUCOYHOI 06nacTu Ha cteon MM
1 BbI3bIBaTb Npu 3ToM cumntomsl M1-JIB[ ¢ BbIpaxeHHON
anatueii. MiccnepoBaTtenn cuntaloT HEOOXOAMUMbIM MpPO-
BegeHne MPT 'M c TwartenbHon npoBepKOW Ha Hanuyue
NPU3HAKOB «NPOBUCAHUSAY TOBHOW M BUCOYHbIX fl0NEN, Na-
XUMEHWHTUTA U TUNOBONIEMUM NALMUEHTAM C CUMNTOMaMM
JIB, v nocTypanbHOM ronosHoit 6onbio [73].

Cuugpom JIBJl npu HeBposormyeckux 3aboneBaHu-
AX C ABUTaTeIbHbIMU PacCTPOMCTBAMMU

S. Gydesen u coaBT. coobwWMAN 0 GONbLOKA [ATCKOI
CeMbe C ayTOCOMHO-JOMWHAHTHbIM HacnefoBaHUEM
JIB[, n reHom mMopgubuuMpyiollero xpomaTuH 6enka 2B
(CHMP2B), pacnonoxeHHbIM Ha xpomocome 3pl11.2 (FTD-
3/CHMP2B). FTD-3 sBnsetcs pepkoit dopmoit JIBL (Tpu
natoreHHble myTauuu CHMP2B) ¢ Bo3pacTom Hayana 3a-
6oneBaHus 0T 46 10 65 NeT U NPOAOMKUTENBHOCTLIO OT 5
fo 21 ropa. Ha paHHeit cTaguu 3aboneBaHns y nayueH-
TOB 00bIYHO HABNIOAAITCSA NOBELEHYECKME U TIUYHOCTHbBIE
M3MEHEHUS, MHOTHA AWUCKanbKynusA. Ha no3gHux 3tanax
60N€3HN BO3HWUKAIOT NPU3HAKW MAPKMHCOHWU3MA, TaKue
KaK pUrugHoCTb, TMNOKUHE3USA, YMEHbLUEHME padMaxa pyK
u opodaumanbHas AUCKUHE3Ns. Y HEKOTOPbIX NaLUEHTOB
Ha 6onee no3pgHen ctagun 3a60NeBaHUA MOTYT NOABUTL-
CA NMpamupHble NpPU3HAKW. ABTOpPbLI NPEANONOXMUAN, YTO
Hanuune opodaunanbHbiX AUCKUHE3UNA U NAPKUHCOHU3-
Ma MOXET 6bITb YaCTUYHO CBA3AHO C HEMPONENTUYECKUMM
npenapatamu, Heo6XOAUMbIMU /i KOHTPONS NOBEAEH-
YECKUX HapylWeHWR y 3TUX NALUEHTOB, HO OTMETUAM, YTO
[aHHble CUMNTOMbI, KaK MPaBuO, COXPAHAIOTCA U Jaxe

nporpeccupyloT nocne npekpalueHna npuema Hempo-
nenTUYeCKMUX MpenapaTtos, YTO yKa3blBAeT Ha Jlexalynii
B OCHOBe fothamuHepruyeckuin aeuunt [74].

S. Fujioka n Z.K. Wszolek B cBoem 0630pe oTMeTU-
nK, YTO Y HEKOTopbix naunenTos JIB[] ¢ noBegeHyecku-
MU U JIMYHOCTHBIMU W3MEHEHUAMWU MOTYT HabnoAaTbCs
ABUraTtenbHble pacCTpPOCTBA, Takue Kak NapKUHCOHU3M,
XapaKTepusywnitcs pUrnaHOCTbI0 U GpaankuHesnen
C MUHUMANbHbLIM TPeMOpPOM B nokKoe. [laHHble KanHuye-
CKMe 0COBEHHOCTU CBA3aHbl C MyTauuamu reHos MAPT
(umeeT 44 pa3nuuHbIx natoreHHbix MyTaumumn) u PGRN (68
MAEHTUDULMPOBAHHBIX NATOTEHHbIX MyTaLui), KOTOpble
pacnonoxeHsl Ha xpomocome 17q21. AyTOCOMHO-0MU-
HaHTHBIA CNOCO6 HAac/NefOBaHUA C NATONOTMYECKUMU Xa-
pakTepuctukamu ans MAPT accounmnpoBaH ¢ Tay-nosu-
TUBHBIMW HEPOHANbHBIMU U TANANBHBIMU BKIOYEHUAMY,
PGRN — c Tay-HeraTMBHbIMU, HO YOUKBUTUH-NO3UTUB-
HbIMW HEMPOHANbHLIMU BK/IIOYEHUAMMU, KOTOPbIE TaKXe
asnaTca TDP-43-no3uTuBHbiMK. Tepanua npenapatamu
NeBOAOMbl M3HAYANbHO MOXKeT ObITb 3P (EKTUBHOIA, OfHa-
KO HepnuTeNbHO. ABTOPbI MPUBOAAT flaHHble O Pa3BUTUM
ABUraTeNbHbIX paccTpoicTs npu MyTauum reHa FUS, pac-
NONOXEHHOM Ha xpomocome 16p11.2, n apyrumu JIBAL
C HEM3BECTHON reHeTUYeCKON NPUYNHON, B KNUHUYECKON
KapTWHE AaHHbIX COCTOAHMIA COOOLAETCA O HaNNYMK Na-
pannya BepTUKaNbHOTO B3rNaAa U XOPeUPOpPMHbIX ABUKE-
HUAX BEPXHWUX KOHEYHOCTEN. YCTaHOBUTb TOUHBIN AUATHO3
B KJIMHUYECKUX YCNOBUAX BO3MOXHO C MOMOLLbIO reHeTH-
4eCcKOro TeCTUPOBAHUA U KOHCYNbTUPOBaHUA [75].

E.D. Roberson u coaBT. [76] Takxe OTMeTMAM, YTO
B KJAMHMYECKON KapTuHe nauuenTos c JIB[] moryT uHo-
r4a BbIABAATLCA CUMNTOMbI NApKMHCOHM3MA. [ns 6onee
TOYHON AMArHOCTUYECKON OLEHKM aBTOPbI COBETYIOT 06-
pawaTb BHUMaHWE Ha TO, YTO LA NaLUEHTOB C Gones-
Hbto MapKMHCOHA Gonee XxapaKTepHbl TaKUE CUMMTOMBI,
KaK TpeMop W pPUrMAHOCTb, 3aTparuBamlyme B OCHOBHOM
KOHe4yHoCTH, Torga kak npu JIB[L 6onee xapakTepHa ak-
CHanbHas pUrnAHOCTb. YacTble NajeHna Ha HayanbHbIX
jTanax 3aboneBaHuA, HU3KWIA TepaneBTUYECKUI OTBET
Ha npenaparbl 1€BOAOMNbI, CUMMETPUYHOCTb ABUTATENbHbIX
CUMNTOMOB, UX BbICTPOE NPOrpeccupoBaHue, OTCYTCTBUE
Tpemopa 1 paHHee nossneHue AMCcOYHKLMIA BereTaTuBHOM
HEpPBHOI cuCTeMbl (AMCAaBTOHOMMUA) — 3TO XapaKTepHble
NpPU3HaKM MaLMeHTOB C CynpaHyKNeapHbIM napannyom
(CHN) unu kopTuko6asansHoit pereHepauueit (KbA). Ha-
nuume CHN, KB wnn BAC kak KomMopbOuUAHOI natonoruu
3HaYMTENbHO COKpalaeT NPOAOIKUTENbHOCTb XU3HU
y nauuenTos c JIBL.

Y nayueHToB ¢ mynbtucuctemHoit atpodueinn (MCA)
MOTYT UMeTb MeCcTO JIerkue TPYAHOCTU UCMONHUTENbHO
0eATeNbHOCTH, XapaKTepHble U Ans nauueHtos c JIB[,
HO Bblpa)keHHas BeretaTuBHasA AMCOYHKUMA W Hanu-
yMe ObICTPOro ABMIKEHMUSA FNa3HbIX A6/M0K BO BpeMs CHa
06bIYHO NOMOTAT OTAUYUTL Takux nayueHTos ot M-JIBL.
MpaBunbHas permcTpauua ABUKEHWI rNa3 BO CHE MOXeT
ObITb MONE3HOI M B pasrpaHuyeHuu bl u gpyrux 3abone-
BaHWIA, NpOTEKaKWMNX C CUHAPOMOM NAPKUHCOHU3MA, OT
JIBA. KaptuHa Ha MPT/KT y naumenToB c BI1 He BbisBAseT

0
e
0
»
il
!
0
y
D
U
[
N
a
'_
)
s
X
N
u
c

Hou4YHble ob=opwl



MIA - ISSN2618-6667 (online) - journalpsychiatry.com + DOl 10.30629/2618-6667-2023-21-7-76-96

2I(7)2023'76-96

(Moscow)

Psychiotry

Scienfific Reviews

KaKnx-TMbo U3MeHEHWI U yvalle BCEro COOTBETCTBYIOT
HOpManbHbIM BO3PACTHbIM NMOKa3aTensm, TOrAa Kak y na-
uneHToB c M-JIB[] 06bI4HO 06HapyKMBaloTCA aTpoduye-
CKMWe NOBPEXAEHUA NOOHBIX U NepefHNUX BUCOUYHbIX foNel
M. MPT-uccnepoBaHue y naumeHtos ¢ MCA moxert onpe-
LeNnTb aHOMaAUM MOCTa C TaK Ha3biBaeMbIM MPU3HAKOM
«ropsyeit Kpectoo6pasHoit GYNOYKU» (aHT.) MU CUMNTOM
kpecTa (pyc.), NpeLcTaBAAOWMIA U3bMpaTebHYIO aere-
Hepauuio nonepeyHbix NOHTOLEpeOeNAPHLIX TPAKTOB
M CPeANHHbIX Aflep MOCcTOBMAHOTO WBea. Mpu M3T My na-
umenToB c bll, B otnnuue ot JIB[l, onpepnenserca HU3KMIA
ypoBeHb fodaMUHEPruYecKoit akTuBHocTyH [69].

B pa6ote C. Lomen-Hoerth u coaBt. yTBepxaaercs,
4TO NpUMepHO y 15% 6onbHbix JIBL auarHoctupyetcs BAC,
npu 3TOM ANs 6ONbWMHCTBA U3 HUX B HAaYane 3a6oneBaHns
XapaKTepHbl KnnHnyeckue npusHaku JIB[l, a cootBeTcTBy-
folMe CTPYKTYPHbIE U3MEHEeHUs 0GHApYKUBAIOTCA U NpH
NOCTMOPTaJbHOM UCCNef0BaHUN. BbipaxeHHble CUMNTOMBI
BAC nosBasioTCA y TaKUX NALMEHTOB U B XOLe AaNbHel-
Wero AMHaMU4Yeckoro HabnogeHus [77].

C. Lomen-Hoerth n coaBT. npuBOAAT AaHHbIE O TOM,
4To ¥ 50% naymneHToB ¢ BAC oTmMeyvaeTcs yxypleHue uc-
NONHUTENbHON AeATenbHOCTH, a Y 20% M3 HUX umetoTCA
ABHble Npu3Haku u cumntombl M-JIBJl, Bcnepncteue yero
Takue NauMeHTbl MOTYT UCMbITbIBATb COXHOCTU C MOHU-
MaHWeM HeoOX0[MMOCTW MOAYYEHUS MEAMULMHCKONA no-
MOLLM, OHW CTAHOBATCSA AXMUTUPOBAHHBIMU, YTO NPUBOAUT
K 3HaYMMbIM TPYAHOCTAM B yxofe. PeyeBble HapyleHus
B BMJe HapacTalolleil 3KcnpeccuBHol aasuu, a Takxe
nosejeHYeckune paccTpoiictea y nauueHtos ¢ bAC mo-
ryT BO3HWKaTb 3afO/IT0 0 NepPBbIX HEBPONOrUYECKUX
NPU3HAKOB. IKCTpanupamuiHble CUMATOMbI, 0ObIYHO OT-
Meyalolymecs B Hauyane 6ONe3HM, HapacTalT No Mepe
nporpeccupoBaHus 3abonesanus. MPT-uccnenoBaHue
y nauunenToB ¢ coyeTaHHoun JIBJ-BAC moxeT He BbIABNATD
TUNWUYHBIX NPU3HAKOB aTPOMUM, XapaKTEPHON ANS nauu-
eHToB c [1-J/1B[]. ABTOpbI CYMATAIOT, YTO B LAHHOMN CUTYaLUK
B MArHOCTUYECKOM NOUCKE NOJe3HO NPOBefeHUe CTPYK-
TYPHO-(YHKLNOHANbHOW BU3yanu3aLnm, B Xoae KOTOpon
OTYETNIMBO BUAHA TUMUYHAS KapTUHA DPOHTOUHCYNAPHO
atpodun n ancdyHkumm [78].

IvarHocTuyeckasa auggepernuymauus JIBJ u Tpas-
MaTUYeCKUX NOpPaXKeHU! rooBHOro Mo3ra

A.C. McKee u coaBT. B cBoeM 0630pe Nogpo6HO M3N0-
XWUNN KNUHUYECKMe, iIeMorpaduyeckmne n natonormyeckme
0COGEHHOCTM XPOHUYECKON TpaBMaTUYECKOI 3HUetano-
natum (XT3) — 3aboneBaHus, u3BectHoro ¢ 1920-x rr.
u paHee HasbiBaemoro «demencia pugilisticay, unu
«boKkcepckoe cnaboymue». B HacToslee BpeMs TEPMUH
XT3 wncnonb3yetca gna onMcaHWA Nporpeccupytolei
LereHepaTUBHOW Taynatuu, BO3HUKaloLel BciefcTBue
YyepenHo-MO3roBbIX NOBPEXAEHMUI U KNMHUYECKN NPOsB-
nawowWenca noBefeHYeCKUMM N TNYHOCTHBIMU U3MEHEHM-
AMMW, NAPKUHCOHNU3MOM W AemeHuuerd. CHHAPOM AeMeHLnUK
yalie BCEro pa3BuBaeTCA y Ntofeil, NpopeccuoHanbHo
3aHUMaBLKUXCA cnopToM (6oKc, dyTHON M T.N.), NepeHec-
WUX MHOXeCTBEHHble TpaBMaTU4yeCcKMe MHCYNbTbI. Ha-
YanbHble NPOsABNEHUs 3a60NEBAHNSA CUIBHO BapbUPYIOTCS

B 3aBMCMMOCTM OT BO3pacTa NalMeHTa U BpeMeHn nocne
TpaBMbl. [ICUXOHEBPOAOrMYECKME CUMNTOMbI, KOTOpblE
HabnwopatTca y nauneHToB ¢ XTI B Havyane 3abonea-
HUS, NPefiCTaBeHbl CHUXEHUEM KOHLEHTPaL MM BHUMAHUS
W NaMATH, Le30puUeHTalLmein N CNyTaHHOCTbID CO3HAHUSA,
MHOTLA MOTYT COMPOBOXAATHCA FONIOBOKPYXEHUEM U T0-
JIOBHbIMM 6oIsAMU. BnocnencTeuM Npu nporpeccupoBaHmum
60/1€3HN BO3HWUKAIOT [OMNONHUTENbHbIE CUMNTOMBI, TaKuUe
KaK OTCYTCTBME NPOHULATENbHOCTHU, HEBEPHOCTb CyXe-
HUi, 6eCnOKOIICTBO, fENPeccHm, HapyLeHNe CHa, pa3apa-
XWUTENbHOCTb MU arpeccus, CXOAHbIe C NPOABNEHUAMU
n-nBA [79].

B.E. Gavett u coaBT. oTmMeTMnM, 4TO NO Mepe npo-
rpeccMpoBaHus 3aboneBaHuns y MHOrMX nayueHToB ¢ XT3
pa3BuBaeTcs NOOHbIA MNU anblLredMepoBCKUiA TUN ae-
meHuun [80]. B 2010 r. A.C. McKee u coaBT., nccnepys
rOJIOBHOM M CMUHHOM MO3r y nauueHTos ¢ XTI, oOHapy-
*unun TDP-43-no3uTUBHbIE KOPOTKME HUTEBUAHBIE U KOJb-
LLeBMHbIE HENPUTbI, HUTEBUHbIE HENPOHHBIE BKIOYEHNUS
W KOJbLEBUAHbIE TNNaNbHbIe BKIOYEHUS B TOOHOW U BU-
coyHoi kope 'M u ocTpoBke. bbiin Takxe uccnepoa-
Hbl Cpe3bl WeWHOro, rPYAHOro U MOACHUYHOrO OTAENO0B
CMWHHOrO MO3ra y nauueHToB co cnopaguyeckum BAC.
NmmyHopeakTuBHOCTb K TDP-43 npucyTtcTBoBana B Ka-
xpom cnyyae BAC n Bapeuposanace ot TDP-43-no3utus-
HbIX HUTEBUAHBIX U U30THYTbIX HEBPUTOB A0 OOUIbHbIX
KOPOTKMX, MOXOXMX HAa MOTKU BKJIOYEHUII 1IN TOYEYHOW
LMTONAA3MaTUYECKON UMMYHOPEAKTUBHOCTN HENPOHOB
B KNleTKax nepefHero pora. ABTOpbl NpeanonarawT, YTo
TpaBMaTUYECKOE MOBPEXJEHNEe aKCOHOB MOXET YCKOPUTb
HakonneHue, arperayuio n nepemeleHne TDP-43 B uu-
TONNasMy ¥ TeM CaMbiM YCUNIUTb €ro HeipOTOKCUMYHOCTD,
a NpUCYTCTBME B KNMHUYECKON KapTuHe nauueHTos ¢ XT3
CMMNTOMOB MAPKUHCOHM3MA MOBbIWAET PUCK pPa3BUTUA
BAC [81]. A.C. McKee u coaBT. npeanonoxuau, 41o 3a-
HATUA KOHTAKTHBIMW BULAMU CMOPTA, TAKUMU KaK OOKC,
byT60/, XOKKEN, MOTYT ObITb CBA3aHbI C MPOTEMHONATU-
en TDP-43, HakonneHne KOTOPOro B HEOKOPTEKCE, Mefu-
aibHbIX BUCOYHbIX BONAX W rNy6OKMX CTPYKTypax mMo3ra
€noco6CcTBYET BO3HUKHOBEHUIO KOTHUTUBHOTO gedulnTa
U CHUXEHWIO NaMATU, NOBEEHYECKUX HApYLIEeHUA 1 nap-
KMHCOHM3Ma [81].

IuarHoctuka XTI BO BpauyeOHOW NpaKTUKE OCNOXKHA-
€TCA HaNMYyneM KNUHUYECKUX CUMNTOMOB, XapaKTepHbIX
pna HO3 u, B yactHocTw, pns MN-JIBA. 0.Y. Lesman-Segev
M coaBT. [82] 0606WMUAN KIUHUYECKME U TeHETUYECKME
AaHHble, CBEAEeHNs 0 GUoMapKepax, pe3ybTaThl HEpoBu-
3yann3aLMOoHHbIX 06CNef0BaHUI 1 TepaneBTUYECKUE BO3-
MoxHocTu npu XT3, BA u M-JIB[l. B cBoeit paboTe aBTopsl
npefCcTaBUAN aHANU3 KAUHUYECKUX U AMATHOCTUYECKUX
acneKToB, KOTOpble MOTryT ObITb NonesHbl ana andde-
peHumansHoit guarHoctuku XT3, BA u N-NBL (1abn. 4).
CornacHo MHeHUtO uccnepoBaTeneil, NOAPO6HbLIN cOop
aHaMHEeCTUYeCKUX CBEAEeHUN, HelPOKOrHUTUBHOE TeCTU-
poBaHue, CTPYKTypHas HenWposulyanusauma M u co-
MaTudyeckoe obcnefoBaHME MOTYT NOMOYb B BbISBJIEHUM
OTNIMYUTENbHBIX KAUMHUYECKUX npu3Hakos XT3 u M-JIBJ,
YCTAHOBNEHMIO MPAaBUNLHOrO AMArHo3a U Ha3Ha4yeHWto



MUWA - ISSN1683-8319 (print) - journalpsychiatry.com +« DOI 10.30629/2618-6667-2023-21-7-76-96
Tabnuua 4. Knuuuyeckue acnektsl XT3, BA u N-J1B[, (uuT. no Lesman-Segev 0.H. u coasrt. [83])
Table 4 Clinical aspects of CTE vs. AD and FTD (cited from 0.H. Lesman-Segev et al. [83])
I'pynna Napamer,
B LI XT3/CTE BA/AD NBA/N-NBA/FTD/bVFTD 0
Group Parameter o
i
15 (ananasoH: —31) Ha 100
Hanbonee pacnpoctpaHeHHoe H3 (a ) N
3nuaemmo- PacnpocTpaHeH- ThiC. -
HeT paHHbIx 1 Ha 10 yenoBekK B BO3pacTe cTapue 5 m
norus HOCTb M-JIBJ coctaBnset 50% Bcex
65 nert, C BO3pacToM yBenn4nBaeTcs U
nBa 0
|
~2/1000 B BO3pacTe 65-74 net 3,3 (puanasoH: 2,7-4,1) Ha 100 =
3abonesaemocTb | Her gaHHbIX N
~37/1000 B Bo3pacTe 85 net ThiC. B BO3pacTe < 70 net <
il
[laHHble HeofHO3HaYHbI. BonblnH-
Tpasma 'M CTBO WccnepoBatenei npegnonara- HekoTopble faHHble cBUAETeNb- )
MocTosHHbIE TPaBMbl FONIOBbI KaK S
Kak (akTop 10T, 4TO NpeALecTByiolWas TpaBMa CTBYIOT O TOM, 4TO Tpasma M Q
NPUYNHHO-CNEACTBEHHAA CBA3b F
pucka M cBsi3aHa C yMEPEHHO NOBbILWEH- MOXET ObiTb haKTOpoM pucka 0
HbIM PUCKOM s
X
. Mporpeccupytolee cHuxeHne nama- | [leduuynt ncnoaHuTenbHom S
bonee pacnpoctpaHeHHbli de- porp pyou Recny . U
TV KaK Hanbosnee pacnpoCTpaHEHHOE | AeATENbHOCTH, BKIOYAs HU3KMN &
HOTUM Y MOXWUAbIX NALNEHTOB. .
M NpoABNEHME C Pa3NYHON CTEMEHbIO | YPOBEHb CYXAEHNSA, HEBHUMA-
OucdyHKUMA MCNONHUTENbHO
HapyLWeHNA UCNONHUTENbHbIX, peye- | TeNbHOCTb U OTBNEKAEMOCTb,
Knunuyeckune KorHutusHble [eATeNbHOCTY, HapyLeHne KOH-
BbIX U ONTUKO-MPOCTPAHCTBEHHbIX notepsi CNOCOGHOCTY K NnaHu-
CUHAPOMBI hyHKLMU LleHTpaLMu, BHUMaHU, CHUXKEHNe ;
. yHKLMA. pOBaHMIO 1 Ae30praxHu3auus.
namATyH, peyeBble PacCTPOCTBA.
HeamHecTunyeckue heHOTUNBI Xa- OTHOCKTeNbHAA COXPAHHOCTb
ancrpadus n onNTUKO-NPOCTpaH-
paKTepHbl AN NALUEHTOB C PaHHUM | OMTUKO-MPOCTPAHCTBEHHBIX
CTBEHHbIE TPYLHOCTU .
Havanom 3abonesaHus yHKLUMI
Yalle BcTpeyaeTcs y nauueHToB
M3meHeHus B noBefeHMM
B Gosiee MOIOOM BO3pacTe. Haubonee xapaktepHbl nerkas
1 INYHOCTK, anaTus, pacTopmo-
BcnbinbunBoCTh, NOTEPA KOHTPO- anatus, pa3ApaxunTeNbHOCTb U Hapy-
YKEHHOCTb, NOTEPA COYYBCTBUA
N5, UMNYNbCUBHOCTb, arpeccus, WeHNs CHa.
Nosepexue o 1 COMepexuBaHus no OTHoLe-
APOCTb, HACUIbCTBEHHbIe feicTBUsA | CounanbHbie N IMOLMOHANbHbIE
HUIO K PYrUM, CTEPEOTUNHOE
(dpusnyeckune nnu BepbanbHbie), (hyHKLMM 0ObIYHO COXpaHAITCA
M noBefieHe u rMnepopann3m
PacTOPMOXEHHOCTb U COLMANbHAsA | A0 NO3[HUX CTaAnii
Ha paHHMX 3Tanax 3aboneBaHus
n3onauus
MoxeT 6bITb OWNOOYHO AUarHo-
CTUPOBAHO Kak paccTpoicTBo
enpeccus, 6e3HafexHoCTb, Tpe- HacTpoeHus (genpeccus uan
flenp § A » TP [lenpeccus u TpeBora 4acTo npucyT- P (enp
BOXHOCTb, 60A311BOCTb, pa3apa- BAP) 13-3a noBegeHueCKnxX
CTBYIOT Ha NPOTAXEHWUU BCErO Teye- .
HacTpoeHue KUTENbHOCTb M YCTaNoCTb, NOTEPS NposBAEHUN, XOTA UCTUHHAA
. HUsA 6OIE3HM U MOTYT BCTPEYAThCA
MHTEpeca, ynioLeH1e 3MOLMiA, 8 NpoApoNe Aenpeccua BCTpeyaeTca pefko,
nepenajbl HACTPOEHUA U MaHUA poap BO3MOXHO, 13-33 OFpaHNYeH-
HOI CNOCOGHOCTY NOHMMATh
cuTyaumio D
a
MNapkuHcoHU3M, rnasopsura- 0
ATakcus, An3apTpus, napKnH- TeNnbHble AUCPHYHKLNK, NTPU3HA- B
[lBuratenbHeole COHU3M, HapyILEHWA NMOXOLKH, 06bI4HO He HapywWaloTCA 0 MO3AHUX | KU NOPAXKEHUA BEPXHUX U HUX- 0
hyHKLMU Tpemop, MblleyHas cnabocts cTapuii 3abonesaHus HUX ABUTraTENbHbIX HEIPOHOB o
1 CMAcTUYHOCTb BCTPEYaloTCA B PasfNYHbIX D
BapuaHTax %
1-5% < 65 net npuxoputcs Ha BA CpepHuit Bo3pact 57,5 roga ans 2
06b14HO B cpefiHeM Bo3pacTe (43 PUxoR pea P Aa A 0
Bo3pacrt Havana C paHHWUM Hayanom. M-N1B[l, Ho BO3MO3KeH 1 Gonee T
rofa), UMetTcs CooBLWeHNs 0 WK- o .
3aboneBaHus 95% > 65 net Ha BA ¢ no3gHum WKMpoKui granasoH (20-90
poKom fnana3oHe: 17-82 net
Havanom ner)
B KnuHWyeckoit npakTuke xa-
paKTepHa 13-3a CoYeTaHus ae- . .
Pepko sBnsetcs npo6nemoit B knu- Pepnko sBnsieTca npobnemoii
CyuumpanbHOCTh | Mpeccuu, UMNYNbCUBHOCTU U 3710- o N
HUYECKOW NpaKTuke B KIMHUYECKOW NpaKTuKe
ynoTpebaeHns NCUXOAKTUBHBIMM
BellecTBamMm
HapkoTuyeckas
Peako moxert 6biTb NposiBne-
1 anKkoronbHas YacTo BCTpeyaetcs Pepnko
HUEM runepopanbHoOCTH
3aBUCUMOCTb
APOE4 — camblit pacnpocTpaHeH-
HbIi reHeTUYeCKnii hakTop pucka:
APOE4 —HeopHO3HauHble J0Ka3a- | OTHOLEHWe WaHCOB ~ 3 y reTepo3u- .
h A y P 40% cemeiiHble hopMbl,
TeNbCTBa. rot u 8-12 y romo3uror. o
10-15% ayTOCOMHO-A0MU-
[pyrue reHeTMYeCKME BapUaHTbI CylecTBYIOT Apyrue reHeTuyeckme .
leHbl HaHTHBI TUN HacNefoBaHuA,
pucKa, npefnonaraemble Ha oc- (haKTOpbl PUCKA, HO OHU PefKN AN o
HOBaHWW 06CNef0BaHUSA ManbIX MMEIOT He3HAYUTeNbHOE BAUsHUE 00yC/I0BNIeHHIT MyTaLAMM
: B MAPT, C90rf72 unu GRN
KoropTt AyTOCOMHO-AOMUHAHTHbIE MyTaLuUK
B PSEN1, PSEN2 u APP BcTpeyatotcs
penko (1% Bcex cnyyaes)
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Tpynna/ Napametp/
XT3/CTE BA/AD JBA/N-NBA/FTD/bvFTD
Group Parameter / / A/ A/FTD/
[nsa BA c paHHUM Hayanom — run-
. . nokamnanbHas 1 MeAgnanbHas BU-
BonbLoii pa3mep nonoi npo3spau- CouHan aTpodis Jlo6Ho-BUCOYHas aTpoctus, npe-
. Holt neperopopku. Mogkopkosas P : MMYLECTBEHHO C BOBIEYEHNEM
HelipoBu3ya- [ina BA c no3gHWUM Havanom — .
MPT M 1 KOopKoBas aTpotusa Tanamyca, M nepefHeit 4acTu OCTPOBKa,
nusauyms .| aTpodusa 3apHei yactu kopsl M,
MUHAANUHBI, TUINOKaMNa, NOACHOM nepeAHsAs NoscHas u opbuTo-
BK/II0YAsA 3afiHIO0 NOACHYIO KOpY,
U3BUIIUHbI ¢hpoHTanbHas Kopa
npefKanHbe U TEMEHHO-BUCOYHYIO
Kopy

Mpumeyarue: BA — 6onesub Anbureitmepa; M-JIBL, — nosegeHyeckuit Bapuant JIBMl; XTI — xpoHudeckas TpaBmaTuyeckas aHuedanonartus;

YMT — yepenHo-mo3roBas TpaBma.

Notes: AD — Alzheimer’s disease; bvFTD — behavioral variant frontotemporal dementia; CTE — chronic traumatic encephalopathy; EOAD —
early-onset Alzheimer’s disease; FTD — frontotemporal dementia; LOAD — late-onset Alzheimer’s disease; TBI — traumatic brain injury.

COOTBETCTBYIOLEr0 NIeyeHuns. BaxkHoe HayyHOe 3HaueHue
0TBOAMUTCS GMOMapKepaM, OTpaxalowWwmm naTtoGu3nonoru-
yeckue acnekTbl 3aboneBaHuil, a Guomapkepsl B-amuno-
npa (AB) v Tay-npoTenHa MOryT BbITb UCMOb30BaHbI ANA
ucknoyeHuns bA.

CoBpemeHHbI anroputm guarHoctuku M-JIBJ

HecmoTps Ha pacTyllee npu3HaHUe KpUTepues auar-
HocTuKM M-JIB[, own60YHbIA AMATHO3 OCTAETCA Pacnpo-
CTpaHeHHbIM fBieHneM. [Ins Toro 4yto6bl NpefoTBPaTUTDL
HenpaBUNbHYI AMATHOCTUYECKYIO OLEHKY U Npu 3TOM
HE MPONyCTUTb U3NedYnMble UK 06paTUMble COCTOSHMSA,
N0 MHEHWIO MHOTUX aBTOPOB, PEKOMEHLYeTCA NPUMEHATb
CUCTEMHbI AUATHOCTUYECKUI MOAXOA,.

W.W. Seeley npeanoxun ans AMarHoCTUYECKOMN OLeH-
KM UCNONb30BaThb NOLWAroBbLIA NOAXOL, B KOTOPOM BbIAEMNN
NATb OCHOBHbIX Wwaros [1]. War 1 BkNtoyaeT onpepeneHue
M yTouyHeHue cuHapoma. War 2 npegnonaraet Heo6xo-
LAMMOCTb UCK/IOYEHNUS 3aboneBaHus, oTauYalolLerocs ot
HI3, TOAbKO MMUTUPYIOWErO NOBeAEHYECKUIA CUHAPOM.
lar 3 auKTYeT HeobXOAMMOCTb TUATENbHOTO CTPYKTYP-
HOro aHanu3a naTtTepHoB aTpoduu roNOBHOTO MO3ra.
B xope 4-ro wara aBTopom npepgnaraetca GopmupoBaHue
AuarHosa ¢ guddepeHymanbHbiM NOLXOA0M, @ 5-i war
npeanonaraet HeOOGXOAUMOCTb NPUMEHEHUS MONEKYNAP-
HbIX 6OMapKEpPOB A1a UCKIYeHus BA.

B 2020 r. 6b11M 0Ny6NMKOBAHblI Pe3yabTaThl MHOTO-
neTHein paboTbl MeXAyHapoAHOro HeMponCMxXMaTpu-
YECKOro KOHCopLMyMa Mo N0OHO-BUCOYHON AEMEHLUN.
JKcnepTbl NPOBENN PA3HOCTOPOHHUIT aHaNU3, U3y4Ynuaun
pa3nuyHble AMArHOCTUYECKUE NOAXOAbl K BbIABIEHUIO
M-JIBM, oueHunun gMarHoCTMYeCcKyio LeHHOCTb HeMpoBHU-
3yanu3aLnoHHbIX METO0B 06CNe0BaHMSA, pacCMOTpeny
noTeHLMaN HEeMpONCUXONOrnMYeCcKoro 1 ncMxomeTpuye-
CKOTro TeCTUMPOBAHUA, MONEKYNAPHO-TEHETUYECKUX UC-
CNefoBaHU M GMOMAPKEPOB KPOBM M CMIMHHOMO3TOBOI
wugkoctu. Cneymanuctel NPeanoXMaAN COrnacoBaHHble
pekomeHpauuu no puddepeHyManbHON JUarHoCTUKe
n-nBA [83].

PekomeHpauuu no auddepeHymanbHoin AUarHoCTUKe
BKJIOYAIOT CNeAyol e 31eMEHTHI.

1. TwaTenbHblit c60P aHAMHECTMYECKUX CBefe-
HWI C yCTAHOBNEHMEM YETKOW BPEMEeHHON oyepefHo-
CTU NOABNEHUA CUMNTOMOB (HapyWeHUA NoBejeHus,
peyn, NamAaTh, HaCTPOEHMUA), OTHOWEHNE K XKU3HEHHBIM

COOLITUAM (MEXIUYHOCTHBIE KOH(DAUKTHI, NCUXOCOLM-
anbHble CTpPeccopbl) U NpPOrpeccupoBaHie C TeyeHneMm
BpeMeHu.

2. Mcuxunatpuyeckoe obcnefoBaHue (0b6s3atenbHas
KOHCYAbTaLMA OAHOrO WAM HECKONbKWUX MCUXMATPOB,
cneuuanu3vupyloWwmnxca B 061acT repuaTpuyeckoi ncu-
XMaTpUN ONS OLEHKU Kio4yeBbiX AnddepeHLUpyOWmnx
KNMHUYECKUX NpU3HAKOB; 0653aTeNbHOE NpUMEHEHUE
LEeNCTBYIOWMX AnArHocTuyeckux Kputepmnes no MKB-10,
DSM-5).

3. Mcnonb3oBaHue pYTUHHbLIX CKPUHWUHIOBbLIX TECTOB
M WKan (KpaTkas WKana oLeHKM NCUXMYeCcKoro cTaTyca,
MoHpeanbckasa WKana OLEHKU KOTHUTUBHbLIX DYHKLWA,
TeCT pUCOBAHUA 4acoB W Ap.).

4. Vicnonb3oBaHue KNMHUYECKUX WKaN, YyBCTBUTENb-
HbIX U cneunduyHbix ans JIBL (HeliponcuxmaTtpuyeckuii
ONPOCHWMK, OMPOCHUK MO CTEPEONUAM, LWKaNna OLeHKMU fe-
npeccuu MoHTromepu u Acbepra, WKana oLeHKN fenpec-
cun TaMUnbTOHa).

5. Heiiponcuxonoruyeckoe obcnegosaHue.

6. lNpoBepeHWe 0AHOr0O-ABYX CTPYKTYPUPOBAHHBIX Te-
CTOB [/l ONPe/esIeHNs COLNANbHO-KOTHUTUBHbIX CNOCO6-
HOCTell, Hanpumep TecT «Jlnua IkmaHa-60», Heiponcu-
xonoruyeckas 6atapes, TeCT COLMANbHON KOTHUTUBHOM
1 3MOLMOHANBHOMN OLEHKMU.

7. Comatnyeckoe 1 HeBponoruyeckoe obcneposaHue
(komnnekcHoe KNuHMYeckoe obcnepoBaHue, KOTopoe
LOJKHO BKJIIOYATh OLLeHKY OCHOBHbIX NMOKa3aTenen Xu3-
HefesTenbHOCTH, 06CNe0BaHMe CepLeYHO-COCYAUCTOI
AeATeNbHOCTU U 6a30BOE HeBpPoONOrMyeckoe obcnefoBa-
HWe [NA BbIABNEHWUS [BUTATeNbHbIX PACCTPOICTB, TaKNX
KaK MapKMHCOHM3M, OpafiMKUHE3Ns, PUTULAHOCTb, rna-
30ABUraTebHble HAapyWeHUa W T.M.; NPOBEAEHNE INeK-
Tpomuorpacum (AMI)).

8. HelipoBu3yanusaumnoHHsle uccneposaHus (MPT
M, Bokcenb-6a3upoBaHHas MopthoMeTpUs, NO3UTPOH-
HO-3MUCCUOHHaAA ToMorpadus).

9. OnpepeneHne 6GMoMapKkepoB CMUHHOMO3TOBOW
XUIKOCTU U BuomMapkepos Kposu (Tay-npoTeunH, docdo-
PUNUPOBaHHbINA Tay-npoTenH, B-amunong (BA42), nerkuii
nosunenTug HelpodunameHTa B CbIBOPOTKE KPOBH).

10. leHeTuYecKoe TecTMpoBaHue (06s3aTesbHOE Npo-
Be/leHNe reHeTU4YecKoro TeCTUpOBaHNUA Ha onpepeneHue
myTauuit C9orf72).
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ABTOpbI HAJEIOTCA, YTO NPEANOXKEHHBIA UMW aNTOPUTM
MmomMoXeT BpayaMm NpaBunbHO AuarHoctuposate JIB[,
1 OCTaBNAKT 332 COOON NPaBO BHOCUTb U3MEHEHUS B Pas3-
paboTaHHble peKOMeHAALMU Mo Mepe NOSABAEHUS HOBbIX
HayuYHbIX JOCTUKEHWI M NyOnAUKaLMA U KIUHUYECKOTO
onbiTa C LUeNblo yayYlleHns ANarHocTuyeckoro npouec-
ca nyTeM cUCTeMaTM3auumu NoAX0A0B B Pa3Hbix obnacTax
W CO3AaHUA OCHOBbI AN UCCAE0BaTENbCKOI BainaaLmu
HOBBIX NHCTPYMEHTOB.

3AKJIOYEHUE

JIBLL — cnoxHas MynbTUAMCUMNAUHAPHAA npobnema,
KOTOpas M13-3a 4acTOTbl HEBPOJIOTUYECKON CUMNTOMATUKK
B 6oNbluei Mepe 0THOCUTCS K chepe fLeATeNbHOCTU HeBPO-
noro.. B 3101 cBA3M nopaBasiolee Y1Co UCCefoBaHNUiM
ny6nuKyeTcs UMeHHO HeBposoramu. OfHAaKoO HeKoTopble
BapuaHThl, B yacTHocTu M-JIBLl, TpebyoT HECOMHEHHOTO
BHUMAHWUA NCUXMATPOB. AHANU3 COBPEMEHHBIX Ny6anKa-
LiMit MOKa3ah, YTo HayuYHble NCCNef0BaHMA, NOCBALLEHHbIE
ncuxuatpuyeckum acnektam JIBL u, B 4acTHOCTH, BONpO-
caMm uddepeHLnanbHON AUArHOCTUKM C ApYrMMK 3a60-
neBaHuamu (wusodpenus, bA, CLl v ap.), HEMHOroYUCNeH-
Hbl B OT/IMYME OT KOAMYecTBa paboT no conoctasneHunto bA
n C[.. B npefcTaBneHHOM 0630pe 6ONbLIMHCTBO HAayUYHbIX
paboT BbINONHEHO 3apybHeEKHBIMU UCCNER0BATENAMY, YNO-
MSAIHYTa TONbKO eMHNYHASA Ny6ANKaLMs POCCUIACKOrO yye-
HOrO BBUAY OTCYTCTBMSA UHBIX NO UCCNELYEMOI TEMATHKE.

B 0630pe npepcTaBneHbl pe3ynsTaThl UCCAEL0BAHUN,
NPOBOAMBLUMXCSA NPEUMYILECTBEHHO HeBponoramu. Pa6o-
Tbl, BbINOJIHEHHBIE COBMECTHO HEBPOJIOTAMM U NCUXMATPA-
MW, KACalTCA PacCMOTPEHUS [UArHOCTUYECKNUX OWKUOOK
npu guardoctuke JIBL. Cneunanuctel B 06nactu repu-
aTPUYECKON NCUMXMATPUM NPUBNEKAKTCA K AMArHOCTUKE
U NedeHunto GONbHLIX AeMeHlMeil NGO Ha CTaauUm TAxe-
N0ii feMeHuumn, NM6o Npu BO3HUKHOBEHUM BbIPaXKEHHBIX
NCUXMYECKUX PACCTPONCTB, TPEOYIOWMX rOCIMTANM3aLMN
60bHbIX U NPOBEAEHUA NCUXUATPUYECKOI IKCNEePTU3LI.
Takoe nonoxeHue Belleil CBA3AHO elle U C TeM, YTO NaLu-
€HTbl U UX POLCTBEHHUKM He 00palLalTCs K NCUXmUaTpam,
onacascb HeraTMBHbIX COLMANbHBIX MOCNEACTBUA fuar-
HO3a NCMXNYecKoro 3aboseBaHus.

B cnyuasx, korga 3aboneBaHue HauMHAeTCs B [O-
CTaTOYHO MOJIOLOM Bo3pacTe (R0 65 neT), BEPOATHOCTb
OWMBOYHOro AAMArHo3a BO3pacTaeT, U 3HAYUTENbHO Yalle
HenpaBWbHbIA AWArHO3 YCTaHABAMBAIOT UMEHHO NaLueH-
Tam c M-/1IBA. PaccmoTpeHue guddepeHunanbHo-guarHo-
cTuyeckux pasnuuuit JIBLl ¢ uHbIMM ncuxmuaTpuyeckumm
3a601€BaHNAMU HA OCHOBE COBPEMEHHbIX JMarHocTuye-
CKMX METOL0B ABNAETCS YPE3BbIYANHO aKTyasIbHbIM B KNIU-
HUYeCKOW npaKTuKe.

MpepcTaBieHHbI 0630p Hay4YHbIX My6AMKALUIA 3HA-
KOMUT ¢ npobnemoit auddepeHLnanbHON AUATHOCTUKH
MU COBPEMEHHBbIMU BO3MOXHOCTAMWU AUATHOCTUYECKON
kBanudukaumu naymentos c JIBJ. B page cnyyaes cumn-
TOMbI, XapaKTepHble ans 6onbHbix JIBL, TpebyoT oTrpa-
HUYEHUS OT UHBbIX NCUXMYECKUX 3a00NeBaHMA, TaKUX KaK
wusodpeHus, bunonspHoe ahdeKTUBHOE PAaCCTPONCTBO,

06ceccMBHO-KOMNYIbCMBHOE PACCTPOIMCTBO, paccTpoii-
CTBA JIMYHOCTU, @ TaKKe MOTyT 6biTb CUMNTOMAMU TOK-
CUKO-MeTabonnyecknx, HelipouHMEKLMOHHbIX, TpaB-
MaTU4YecKUx u Apyrux 3abonesauuit. N Hao6opoT, nop
MacKoii McUMXnUyeckoro 3aboneBaHMs MOTYT CKPbIBATLCS
paHHue npusHaku JIBA. M-JIBJ sensetcs Haubonee pac-
npocTpaHeHHoi dopmoit JIB[ u npeactasnseT Hanbosb-
Wwue AMarHocTuyeckue TpypHoctu. Cnepyer oTMeTUTD,
YTO CYLLECTBYET UL OFPaHUYEHHOE YUCI0 Ny6AUKaLMiA,
nocBsALEHHbIX Npobneme paHHeil anarHocTukn JIBL. Mo-
UCK «upeansHoro 6uomapkepa» JIB[l, MonekynspHo-re-
HETUYECKOro MM HENPOBMU3YaNun3aLMOHHOTO, OFpaHUYeH
“3-32 HeLOCTAaTOYHOW CNeUnPUYHOCTM U YYBCTBUTENIbHO-
CTM YCTAHOB/IEHHbIX B HacToslee BpeMs GUOMApPKEpOB,
a TaKe 13-3a Heo6X0AMMOCTU NPOBEAEHUS UHBA3UBHBIX
npoueayp ANS pasrpaHNyeHuns ¢ feMeHUUAMU LpYron Ho-
30/10rMM AN NPUMEHEHUS C 3TOW LeNblo BbICOKOTEXHO-
NOTUYHBIX U [OPOrOCTOALLMX AUATHOCTUYECKUX METOLMUK.

Ho, HecmoTpa Ha cnoxHocTb auarHocTuku JIB[, co-
BPEMEHHble Bpayn-ncuxmaTpbl MMEIOT BO3MOXHOCTb OLe-
HUTb COCTOSIHME NALMEHTA, OCHOBBIBAACH B TOM YMC/IE U HA
pesynstatax MPT/KT u pgaxe M3T M. MonekynspHo-re-
HeTMYyecKoe 06cnefjoBaHNe He NPUMEHSETCS B PYTUHHOM
NpakTUKe U He BXOLWUT B CTaHAAPTbl JUATHOCTUKU KOr-
HUTUBHbIX HApYLIEHUN, OQHAKO reHeTUYeCcKnme aHanusbl
B HacToslee BpeMs MOryT 6bITb JOCTYNHBIMU NaLMeHTaM
M UX POLCTBEHHWUKAM, eC/In OHU MOTYT MPOBECTU UX ca-
MOCTOATE/IbHO MO XeNaHWio 1 N0 peKoMeHZaLun Bpaya.

3HaKOMCTBO C HOBbIMW COBPEMEHHBIMU BO3MOXHO-
cTaAMKU guarHoctuku JIB[l, n B Tom yucne ee BapuaHToB
C NCUXMATPUYECKMMU CHMNTOMAMM, NO3BOSUT MOBLICUTH
VYBEPEHHOCTb B TOYHOCTU pacno3HaBaHus 3aboneBaHus
M 136exatb oWNOOYHON ANATHOCTUKN U HeadeKBaTHbIX
NOAX0A0B K BefieHM0 GOMbHbIX, @ TaKKe NMOMOXKeT CBoe-
BPEMEHHO OpPraHU30BaTb COLMANbHYIO NOALEPKKY MaLu-
EHTY U ero cembe.

CIINCOK NUCTOYHUKOB/REFERENCES

1. Seeley WW. Behavioral Variant Frontotemporal De-
mentia. Continuum (Minneap Minn). 2019;25(1):76-
100. doi: 10.1212/CON.0000000000000698 PMID:
30707188.

2. Lanata SC, Miller BL. The behavioural variant fronto-
temporal dementia (bvFTD) syndrome in psychiatry.
J Neurol Neurosurg Psychiatry. 2016;87(5):501-511.
doi: 10.1136/jnnp-2015-310697 Epub 2015 Jul 27.
PMID: 26216940; PMCID: PMC4755931.

3. Ducharme S, Price BH, Larvie M, Dougherty DD, Dick-
erson BC. Clinical Approach to the Differential Di-
agnosis Between Behavioral Variant Frontotemporal
Dementia and Primary Psychiatric Disorders. Am J
Psychiatry. 2015;172(9):827-837. doi: 10.1176/appi.
ajp.2015.14101248 PMID: 26324301.

4. Tondo G, De Marchi F, Terazzi E, Sacchetti M, Can-
tello R. Frontotemporal Dementia Presenting as
Gambling Disorder: When a Psychiatric Condition
Is the Clue to a Neurodegenerative Disease. Cogn

0
7
]
>
n
U
0
i
D
\
1)
I
a
=
0
hY
X
I
U
C

Hou4YHble ob=opwl



MIA - ISSN2618-6667 (online) - journalpsychiatry.com + DOl 10.30629/2618-6667-2023-21-7-76-96

Psuychioftry (Moscow) 21I(7)2023'76-96

Scienfific Reviews

10.

11.

Behav Neurol. 2017;30(2):62-67. doi: 10.1097/
WNN.0000000000000122 PMID: 28632523.

Onyike CU. Psychiatric Aspects of Dementia. Continu-
um (Minneap Minn). 2016;22(2 Dementia):600-614.
doi: 10.1212/CON.0000000000000302 PMID:
27042910; PMCID: PM(C5390928.

Galimberti D, Dell’'Osso B, Altamura AC, Scarpini E.
Psychiatric symptoms in frontotemporal demen-
tia: epidemiology, phenotypes, and differential
diagnosis. Biol Psychiatry. 2015;78(10):684-692.
doi: 10.1016/j.biopsych.2015.03.028 Epub 2015 Apr
8. PMID: 25958088.

Young JJ, Lavakumar M, Tampi D, Balachandran S,
Tampi RR. Frontotemporal dementia: latest evidence
and clinical implications. Ther Adv Psychopharmacol.
2018;8(1):33-48. doi: 10.1177/2045125317739818
Epub 2017 Nov 10. PMID: 29344342; PMCID:
PM(C5761910.

Mackenzie IR, Neumann M, Bigio EH, Cairns NJ, Alafu-
zoff I, Kril J, Kovacs GG, Ghetti B, Halliday G, Holm IE,
Ince PG, Kamphorst W, Revesz T, Rozemuller AJ, Ku-
mar-Singh S, Akiyama H, Baborie A, Spina S, Dick-
son DW, Trojanowski JQ, Mann DM. Nomenclature
for neuropathologic subtypes of frontotemporal
lobar degeneration: consensus recommendations.
Acta Neuropathol. 2009;117(1):15-18. doi: 10.1007/
s00401-008-0460-5 Epub 2008 Nov 18. PMID:
19015862; PMCID: PM(C2710877.

Cairns NJ, Bigio EH, Mackenzie IRA, Neumann M,
Lee VMY, Hatanpaa KJ, White CL, Schneider JA, Grin-
berg LT, Halliday G, Duyckaerts C, Lowe JS, Holm IE,
Tolnay M, Okamoto K, Yokoo H,Murayama S, Woulfe J,
Munoz DG, Dickson DW, Ince PG, Trojanowski JQ,
Mann DMA. Neuropathologic diagnostic and noso-
logic criteria for frontotemporal lobar degeneration:
consensus of the Consortium for Frontotemporal Lo-
bar Degeneration. Acta Neuropathol. 2007;114:2-22.
doi: 10.1007/s00401-007-0237-2

Lashley T, Rohrer JD, Mead S, Revesz T. Review: an
update on clinical, genetic and pathological aspects
of frontotemporal lobar degenerations. Neuropathol
Appl Neurobiol. 2015;41(7):858-881. doi: 10.1111/
nan.12250 Epub 2015 Jul 6. PMID: 26041104.
Rascovsky K, Hodges JR, Knopman D, Mendez MF,
Kramer JH, Neuhaus J, van Swieten JC, Seelaar H,
Dopper EG, Onyike CU, Hillis AE, Josephs KA, Boeve BF,
Kertesz A, Seeley WW, Rankin KP, Johnson JK, Gor-
no-Tempini ML, Rosen H, Prioleau-Latham CE, Lee A,
Kipps CM, Lillo P, Piguet O, Rohrer JD, Rossor MN, War-
ren JD, Fox NC, Galasko D, Salmon DP, Black SE, Me-
sulam M, Weintraub S, Dickerson BC, Diehl-Schmid J,
Pasquier F, Deramecourt V, Lebert F, Pijnenburg Y,
Chow TW, Manes F, Grafman J, Cappa SF, Freedman M,
Grossman M, Miller BL. Sensitivity of revised diag-
nostic criteria for the behavioural variant of fronto-
temporal dementia. Brain. 2011;134(Pt 9):2456-77.
doi: 10.1093/brain/awr179 Epub 2011 Aug 2. PMID:
21810890; PMCID: PM(C3170532.

12.

13.

14.

15.

16.

17.

18.

Woolley JD, Khan BK, Murthy NK, Miller BL, Rankin KP.
The diagnostic challenge of psychiatric symptoms
in neurodegenerative disease: rates of and risk fac-
tors for prior psychiatric diagnosis in patients with
early neurodegenerative disease. J Clin Psychiatry.
2011;72(2):126-133. doi: 10.4088/JCP.10m063820li
PMID: 21382304; PMCID: PM(C3076589.
Coyle-Gilchrist IT, Dick KM, Patterson K, Vdzquez
Rodriquez P, Wehmann E, Wilcox A, Lansdall CJ,
Dawson KE, Wiggins J, Mead S, Brayne C, Rowe JB.
Prevalence, characteristics, and survival of fron-
totemporal lobar degeneration syndromes. Neu-
rology. 2016;86(18):1736-1743. doi: 10.1212/
WNL.0000000000002638 Epub 2016 Apr 1. PMID:
27037234; PMCID: PMC4854589.

Rohrer JD, Guerreiro R, Vandrovcova J, Uphill J,
Reiman D, Beck J, Isaacs AM, Authier A, Ferrari R,
Fox NC, Mackenzie IR, Warren JD, de Silva R, Holton J,
Revesz T, Hardy J, Mead S, Rossor MN. The heritability
and genetics of frontotemporal lobar degeneration.
Neurology. 2009;73(18):1451-1456. doi: 10.1212/
WNL.0b013e3181bf997a PMID: 19884572; PMCID:
PM(C2779007.

Whitwell JL, Jack CR Jr, Boeve BF, Senjem ML, Bak-
er M, Ivnik RJ, Knopman DS, Wszolek ZK, Petersen RC,
Rademakers R, Josephs KA. Atrophy patterns in
IVS10 + 16, IVS10 + 3, N279K, S305N, P301L, and V337M
MAPT mutations. Neurology. 2009;73(13):1058-
1065. doi: 10.1212/WNL.0b013e3181b9c8b9 PMID:
19786698; PMCID: PMC2754325.

Beck J, Rohrer JD, Campbell T, Isaacs A, Morrison KE,
Goodall EF, Warrington EK, Stevens J, Revesz T,
Holton J, Al-Sarraj S, King A, Scahill R, Warren JD,
Fox NC, Rossor MN, Collinge J, Mead S. A distinct
clinical, neuropsychological and radiological pheno-
type is associated with progranulin gene mutations
in a large UK series. Brain. 2008;131(Pt 3):706-720.
doi: 10.1093/brain/awm320 Epub 2008 Jan 29. PMID:
18234697; PMCID: PMC2577762.
DeJesus-Hernandez M, Mackenzie IR, Boeve BF,
Boxer AL, Baker M, Rutherford NJ, Nicholson AM,
Finch NA, Flynn H, Adamson J, Kouri N, Wojtas A,
Sengdy P, Hsiung GY, Karydas A, Seeley WW, Jo-
sephs KA, Coppola G, Geschwind DH, Wszolek ZK,
Feldman H, Knopman DS, Petersen RC, Miller BL,
Dickson DW, Boylan KB, Graff-Radford NR, Rademak-
ers R. Expanded GGGGCC hexanucleotide repeat in
noncoding region of C90RF72 causes chromosome
9p-linked FTD and ALS. Neuron. 2011;72(2):245-256.
doi: 10.1016/j.neuron.2011.09.011 Epub 2011 Sep 21.
PMID: 21944778; PMCID: PMC3202986.

Boeve BF, Boylan KB, Graff-Radford NR, DeJesus-Her-
nandez M, Knopman DS, Pedraza O, Vemuri P, Jones D,
Lowe V, Murray ME, Dickson DW, Josephs KA, Rush BK,
Machulda MM, Fields JA, Ferman TJ, Baker M, Ruth-
erford NJ, Adamson J, Wszolek ZK, Adeli A, Savica R,
Boot B, Kuntz KM, Gavrilova R, Reeves A, Whit-
well J, Kantarci K, Jack CR Jr, Parisi JE, Lucas JA,



MWA -« ISSN1683-8319 (print) + journalpsychiatry.com « DOI 10.30629/2618-6667-2023-21-7-76-96

19.

20.

21.

22.

23.

24.

25.

Petersen RC, Rademakers R. Characterization of
frontotemporal dementia and/or amyotrophic later-
al sclerosis associated with the GGGGCC repeat ex-
pansion in C90RF72. Brain. 2012;135(Pt 3):765-783.
doi: 10.1093/brain/aws004 PMID: 22366793; PMCID:
PM(C3286335.

Sha SJ, Takada LT, Rankin KP, Yokoyama JS, Ruth-
erford NJ, Fong JC, Khan B, Karydas A, Baker MC,
DeJesus-Hernandez M, Pribadi M, Coppola G,
Geschwind DH, Rademakers R, Lee SE, Seeley W, Mill-
er BL, Boxer AL. Frontotemporal dementia due to
C90RF72 mutations: clinical and imaging features.
Neurology. 2012;79(10):1002-1011. doi: 10.1212/
WNL.0b013e318268452e Epub 2012 Aug 8. PMID:
22875087; PMCID: PMC3430713.

Lee SE, Khazenzon AM, Trujillo AJ, Guo CC, Yokoya-
ma JS, Sha SJ, Takada LT, Karydas AM, Block NR,
Coppola G, Pribadi M, Geschwind DH, Rademakers R,
Fong JC, Weiner MW, Boxer AL, Kramer JH, Rosen HJ,
Miller BL, Seeley WW. Altered network connectivity
in frontotemporal dementia with C90rf72 hexanucle-
otide repeat expansion. Brain. 2014;137(Pt 11):3047-
3060. doi: 10.1093/brain/awu248 Epub 2014 Oct 1.
PMID: 25273996; PMCID: PMC4208465.

Mahoney CJ, Beck J, Rohrer JD, Lashley T, Mok K,
Shakespeare T, Yeatman T, Warrington EK, Schott M,
Fox NC, Rossor MN, Hardy J, Collinge J, Revesz T,
Mead S, Warren JD. Frontotemporal dementia with
the C90RF72 hexanucleotide repeat expansion: clin-
ical, neuroanatomical and neuropathological fea-
tures. Brain. 2012;135(Pt 3):736-750. doi: 10.1093/
brain/awr361 PMID: 22366791; PMCID: PMC3286330.
Snowden JS, Rollinson S, Thompson JC, Harris JM,
Stopford CL, Richardson AM, Jones M, Gerhard A, Da-
vidson YS, Robinson A, Gibbons L, Hu Q, DuPlessis D,
Neary D, Mann DM, Pickering-Brown SM. Distinct clin-
ical and pathological characteristics of frontotem-
poral dementia associated with C90RF72 mutations.
Brain. 2012;135(Pt 3):693-708. doi: 10.1093/brain/
awr355 Epub 2012 Feb 2. PMID: 22300873; PMCID:
PM(C3286329.

Lee SE, Sias AC, Mandelli ML, Brown JA, Brown AB,
Khazenzon AM, Vidovszky AA, Zanto TP, Karydas AM,
Pribadi M, Dokuru D, Coppola G, Geschwind DH,
Rademakers R, Gorno-Tempini ML, Rosen HJ, Mill-
er BL, Seeley WW. Network degeneration and
dysfunction in presymptomatic C90RF72 expan-
sion carriers. Neuroimage Clin. 2016;14:286-297.
doi: 10.1016/j.nicl.2016.12.006 PMID: 283374009;
PMCID: PMC5349617.

Giovagnoli AR, Erbetta A, Reati F, Bugiani 0. Differ-
ential neuropsychological patterns of frontal variant
frontotemporal dementia and Alzheimer’s disease in
a study of diagnostic concordance. Neuropsychologia.
2008;46(5):1495-1504. doi: 10.1016/j.neuropsycho-
logia.2007.12.023 Epub 2008 Jan 5. PMID: 18262206.
Graff-Radford J, Yong KXX, Apostolova LG, Bouw-
man FH, Carrillo M, Dickerson BC, Rabinovici GD,

26.

27.

28.

29.

30.

31.

32.

33.

Schott JM, Jones DT, Murray ME. New insights into
atypical Alzheimer’s disease in the era of biomarkers.
Lancet Neurol. 2021;20(3):222-234. doi: 10.1016/
S1474-4422(20)30440-3 PMID: 33609479; PMCID:
PMC8056394.

Konbixanos VIB. JTo6Ho-BUCOYHAsA feMeHLUs B NCUXMa-
TPUYECKOMN NpaKTUKE: AUArHOCTUYECKWE U TepaneBTH-
yeckue acnekTbl. 0603peHue ncuxuampuu u mMeouyuH-
cKoli ncuxonoauu umeHu B.M. bexmepesa, 2018;2:109-
115. doi: 1031363/2313-7053-2018-2-109-115
Kolyhalov IV. Lobno-visochnaya demenciya v psi-
hiatricheskoj praktike: diagnosticheskie I terapev-
ticheskie aspekty. Obozrenie psihiatrii i medicinskoj
psihologii im. V.M. Bekhtereva, 2018;2:109-115. (In
Russ.). doi: 1031363/2313-7053-2018-2-109-115
Hornberger M, Piguet O, Graham AJ, Nestor PJ, Hodg-
es JR. How preserved is episodic memory in behav-
ioral variant frontotemporal dementia? Neurology.
2010;74(6):472-479. doi: 10.1212/WNL.0b013e3181c-
ef85d PMID: 20142613; PMCID: PMC2872800.
Rabinovici GD, Rosen HJ, Alkalay A, Kornak J,
Furst AJ, Agarwal N, Mormino EC, O'Neil JP, Janabi M,
Karydas A, Growdon ME, Jang JY, Huang EJ, Dear-
mond SJ, Trojanowski JQ, Grinberg LT, Gorno-Temp-
ini ML, Seeley WW, Miller BL, Jagust WJ. Amyloid vs
FDG-PET in the differential diagnosis of AD and FTLD.
Neurology. 2011;77(23):2034-2042. doi: 10.1212/
WNL.0b013e31823b9c5e Epub 2011 Nov 30. PMID:
22131541; PMCID: PMC3236517.

Yang T, Sun Y, Lu Z, Leak RK, Zhang F. The impact of
cerebrovascular aging on vascular cognitive impair-
ment and dementia. Ageing Res Rev. 2017;34:15-29.
doi: 10.1016/j.arr.2016.09.007 Epub 2016 Sep 28.
PMID: 27693240; PMCID: PM(5250548.

Sachdev P, Kalaria R, 0’Brien J, Skoog I, Alladi S,
Black SE, Blacker D, Blazer DG, Chen C, Chui H, Gan-
guli M, Jellinger K, Jeste DV, Pasquier F, Paulsen J,
Prins N, Rockwood K, Roman G, Scheltens P; Inter-
nationlal Society for Vascular Behavioral and Cog-
nitive Disorders. Diagnostic criteria for vascular
cognitive disorders: a VASCOG statement. Alzheimer
Dis Assoc Disord. 2014;28(3):206—218. doi: 10.1097/
WAD.0000000000000034 PMID: 24632990; PMCID:
PMC4139434.

Bathgate D, Snowden JS, Varma A, Blackshaw A,
Neary D. Behaviour in frontotemporal dementia, Alz-
heimer’s disease and vascular dementia. Acta Neurol
Scand. 2001;103(6):367-378. doi: 10.1034/j.1600-
0404.2001.2000236.x PMID: 11421849.
Edwards-Lee T, Miller BL, Benson DF, Cummings JL,
Russell GL, Boone K, Mena I. The temporal variant
of frontotemporal dementia. Brain. 1997;120(Pt
6):1027-1040. doi: 10.1093/brain/120.6.1027 PMID:
9217686.

Rosen HJ, Allison SC, Ogar JM, Amici S, Rose K,
Dronkers N, Miller BL, Gorno-Tempini ML. Behavioral
features in semantic dementia vs other forms of pro-
gressive aphasias. Neurology. 2006;67(10):1752-1756.

0
e
0
»
il
!
0
y
D
U
[
N
a
'_
)
s
X
N
u
c

Hou4YHble ob=opwl



MIA - ISSN2618-6667 (online) - journalpsychiatry.com + DOl 10.30629/2618-6667-2023-21-7-76-96

Psuychioftry (Moscow) 21I(7)2023'76-96

Scienfific Reviews

34.

35.

36.

37.

38.

39.

40.

41.

42.

doi: 10.1212/01.wnl.0000247630.29222.34 PMID:
17130406.

Rankin KP, Santos-Modesitt W, Kramer JH, Pavlic D,
Beckman V, Miller BL. Spontaneous social behaviors
discriminate behavioral dementias from psychiat-
ric disorders and other dementias. J Clin Psychiatry.
2008;69(1):60-73. doi: 10.4088/jcp.v69n0109 PMID:
18312039; PMCID: PMC2735556.

Lee SE, Rabinovici GD, Mayo MC, Wilson SM, Seeley WW,
DeArmond SJ, Huang EJ, Trojanowski JQ, Growdon ME,
Jang JY, Sidhu M, See TM, Karydas AM, Gorno-Tempi-
ni ML, Boxer AL, Weiner MW, Geschwind MD, Rankin KP,
Miller BL. Clinicopathological correlations in cortico-
basal degeneration. Ann Neurol. 2011;70(2):327-340.
doi: 10.1002/ana.22424 PMID: 21823158; PMCID:
PMC3154081.

Yatabe Y, Hashimoto M, Kaneda K, Honda K, Ogawa Y,
Yuuki S, Matsuzaki S, Tuyuguchi A, Kashiwagi H,
Ikeda M. Neuropsychiatric symptoms of progressive
supranuclear palsy in a dementia clinic. Psycho-
geriatrics. 2011;11(1):54-59. doi: 10.1111/j.1479-
8301.2010.00352.x PMID: 21447110.

Salem LC, Andersen BB, Nielsen TR, Stokholm J,
Jorgensen MB, Waldemar G. Inadequate diagnostic
evaluation in young patients registered with a di-
agnosis of dementia: a nationwide register-based
study. Dement Geriatr Cogn Dis Extra. 2014;4(1):31-
44, doi: 10.1159/000358050 PMID: 24711812; PMCID:
PM(C3977222.

Konijnenberg E, Fereshtehnejad SM, Kate MT, Eriks-
dotter M, Scheltens P, Johannsen P, Waldemar G,
Visser PJ. Early-Onset Dementia: Frequency, Diag-
nostic Procedures, and Quality Indicators in Three
European Tertiary Referral Centers. Alzheimer Dis
Assoc Disord. 2017;31(2):146-151. doi: 10.1097/
WAD.0000000000000152 PMID: 27158877.

Rankin KP, Santos-Modesitt W, Kramer JH, Pavlic D,
Beckman V, Miller BL. Spontaneous social behaviors
discriminate behavioral dementias from psychiat-
ric disorders and other dementias. J Clin Psychiatry.
2008;69(1):60-73. doi: 10.4088/jcp.v69n0109 PMID:
18312039; PMCID: PMC2735556.

Dobson-Stone C, Hallupp M, Bartley L, Shepherd CE,
Halliday GM, Schofield PR, Hodges JR, Kwok JB.
C90RF72 repeat expansion in clinical and neu-
ropathologic frontotemporal dementia cohorts.
Neurology. 2012;79(10):995-1001. doi: 10.1212/
WNL.0b013e3182684634 Epub 2012 Aug 8. PMID:
22875086; PMCID: PM(C3430710.

Kertesz A, Ang LC, Jesso S, MacKinley J, Baker M,
Brown P, Shoesmith C, Rademakers R, Finger EC.
Psychosis and hallucinations in frontotemporal
dementia with the C90RF72 mutation: a detailed
clinical cohort. Cogn Behav Neurol. 2013;26(3):146-
154. doi: 10.1097/WNN.0000000000000008 PMID:
24077574; PMCID: PMC4090685.

Snowden JS, Rollinson S, Thompson JC, Harris JM,
Stopford CL, Richardson AM, Jones M, Gerhard A,

43.

b,

45,

46.

47.

48.

49.

50.

51.

52.

Davidson YS, Robinson A, Gibbons L, Hu Q, DuPlessis D,
Neary D, Mann DM, Pickering-Brown SM. Distinct clin-
ical and pathological characteristics of frontotem-
poral dementia associated with C9ORF72 mutations.
Brain. 2012;135(Pt 3):693-708. doi: 10.1093/brain/
awr355 Epub 2012 Feb 2. PMID: 22300873; PMCID:
PM(C3286329.

Shinagawa S, Nakajima S, Plitman E, Graff-Guerre-
ro A, Mimura M, Nakayama K, Miller BL. Psycho-
sis in frontotemporal dementia. J Alzheimers Dis.
2014;42(2):485-499. doi: 10.3233/JAD-140312 PMID:
24898651.

Galimberti D, Dell'Osso B, Altamura AC, Scarpini E.
Psychiatric symptoms in frontotemporal demen-
tia: epidemiology, phenotypes, and differential
diagnosis. Biol Psychiatry. 2015;78(10):684-692.
doi: 10.1016/j.biopsych.2015.03.028 Epub 2015 Apr
8. PMID: 25958088.

Chiu I, Piguet 0, Diehl-Schmid J, Riedl L, Beck J,
Leyhe T, Holshoer-Trachsler E, Kressig RW, Berres M,
Monsch AU, Sollberger M. Facial Emotion Recogni-
tion Performance Differentiates Between Behavioral
Variant Frontotemporal Dementia and Major Depres-
sive Disorder. J Clin Psychiatry. 2018;79(1):16m11342.
doi: 10.4088/JCP.16m11342 PMID: 29360290.

Young A, Perrett D, Calder A, Sprengelmeyer R, Ek-
man P. Facial Expressions of emotion: Stimuli and
tests (FEEST). 1.0 ed. Bury St Edmunds, England:
Thames Valley Test Company;2002. https://www.ac-
ademia.edu/33084043/Facial_expressions_of_emo-
tion_Stimuli_and_tests_FEEST_

Woolley JD, Wilson MR, Hung E, Gorno-Tempi-
ni ML, Miller BL, Shim J. Frontotemporal dementia
and mania. Am J Psychiatry. 2007;164(12):1811-
1816. doi: 10.1176/appi.ajp.2007.07061001 PMID:
18056235.

Perry RJ, Miller BL. Behavior and treatment in fron-
totemporal dementia. Neurology. 2001;56(11 Suppl
4):S46-51. doi: 10.1212/wnl.56.suppl_4.s46 PMID:
11402151.

Mann-Wrobel MC, Carreno JT, Dickinson D. Meta-anal-
ysis of neuropsychological functioning in euthymic
bipolar disorder: an update and investigation of
moderator variables. Bipolar Disord. 2011;13(4):334—
342. doi: 10.1111/5.1399-5618.2011.00935.x PMID:
21843273.

Ames D, Cummings JL, Wirshing WC, Quinn B, Mahler M.
Repetitive and compulsive behavior in frontal lobe
degenerations. J Neuropsychiatry Clin Neurosci.
1994;6(2):100-113. doi: 10.1176/jnp.6.2.100 PMID:
8044031

Mendez MF, Shapira JS, Miller BL. Stereotypical move-
ments and frontotemporal dementia. Mov Disord.
2005;20(6):742-745. doi: 10.1002/mds.20465 PMID:
15786492.

Modirrousta M, Price BH, Dickerson BC. Neuropsy-
chiatric symptoms in primary progressive aphasia:
phenomenology, pathophysiology, and approach to



MWA -« ISSN1683-8319 (print) + journalpsychiatry.com « DOI 10.30629/2618-6667-2023-21-7-76-96

53.

54.

55.

56.

57.

58.

59.

60.

61.

62.

assessment and treatment. Neurodegener Dis Manag.
2013;3(2):133-146. doi: 10.2217/nmt.13.6 PMID:
23997827; PMCID: PMC3753029.

Mendez MF, Shapira JS, Woods RJ, Licht EA, Saul RE.
Psychotic symptoms in frontotemporal dementia:
prevalence and review. Dement Geriatr Cogn Disord.
2008;25(3):206-211. doi: 10.1159/000113418 Epub
2008 Jan 17. PMID: 18204254.

Nakaaki S, Murata Y, Shinagawa Y, Hongo J, Furuka-
wa TA, Sato J, Tatsumi H. A case of late-onset obses-
sive compulsive disorder developing frontotemporal
lobar degeneration. J Neuropsychiatry Clin Neurosci.
2007;19(4):487-488. doi: 10.1176/jnp.2007.19.4.487
PMID: 18070871.

Robert P, Onyike CU, Leentjens AF, Dujardin K,
Aalten P, Starkstein S, Verhey FR, Yessavage J, Clem-
ent JP, Drapier D, Bayle F, Benoit M, Boyer P, Lorca PM,
Thibaut F, Gauthier S, Grossberg G, Vellas B, Byrne J.
Proposed diagnostic criteria for apathy in Alzhei-
mer’s disease and other neuropsychiatric disorders.
Eur Psychiatry. 2009;24(2):98-104. doi: 10.1016/j.eu-
rpsy.2008.09.001 Epub 2009 Feb 7. PMID: 19201579.
Mendez MF, Lauterbach EC, Sampson SM; ANPA Com-
mittee on Research. An evidence-based review of
the psychopathology of frontotemporal dementia:
a report of the ANPA Committee on Research. J
Neuropsychiatry Clin Neurosci. 2008;20(2):130-149.
doi: 10.1176/jnp.2008.20.2.130 PMID: 18451185.
Marczinski CA, Davidson W, Kertesz A. A longitudi-
nal study of behavior in frontotemporal dementia
and primary progressive aphasia. Cogn Behav Neurol.
2004;17(4):185-190. PMID: 15622012.

Banks SJ, Weintraub S. Neuropsychiatric symp-
toms in behavioral variant frontotemporal de-
mentia and primary progressive aphasia. J
Geriatr Psychiatry Neurol. 2008;21(2):133-141.
doi: 10.1177/0891988708316856 PMID: 18474722;
PMCID: PMC2892801.

Lewandowski KE, Cohen BM, Ongur D. Evolution
of neuropsychological dysfunction during the
course of schizophrenia and bipolar disorder.
Psychol Med. 2011;41(2):225-241. doi: 10.1017/
S0033291710001042 Epub 2010 May 19. PMID:
20836900.

Sanders F, Smeets-Janssen MM, Meesters PD, van der
Vlies AE, Kerssens CJ, Pijnenburg YA. Frontotempo-
rale dementie en schizofrenie op oudere leeftijd:
een verkenning van executief en globaal cognitief
functioneren [Frontotemporal dementia and schizo-
phrenia in later life: a comparison of executive and
general cognitive functioning]. Tijdschr Psychiatr.
2012;54(5):409-417. (In Dutch). PMID: 22588955.
de Vries PJ, Honer WG, Kemp PM, McKenna PJ. Demen-
tia as a complication of schizophrenia. J Neurol Neu-
rosurg Psychiatry. 2001;70(5):588-596. doi: 10.1136/
jnnp.70.5.588 PMID: 11309451; PMCID: PMC1737362.
Chan HM, Stolwyk R, Neath J, Kelso W, Walterfang M,
Mocellin R, Pantelis C, Velakoulis D. Neurocognitive

63.

64.

65.

66.

67.

68.

69.

70.

71.

72.

73.

similarities between severe chronic schizophrenia
and behavioural variant frontotemporal dementia.
Psychiatry Res. 2015;225(3):658-666. doi: 10.1016/].
psychres.2014.11.029 Epub 2014 Dec 2. PMID:
25510904.

Amodio DM, Frith CD. Meeting of minds: the medial
frontal cortex and social cognition. Nat Rev Neuro-
sci. 2006;7(4):268-277. doi: 10.1038/nrn1884 PMID:
16552413.

Velakoulis D, Walterfang M, Mocellin R, Pantelis C,
McLean C. Frontotemporal dementia presenting as
schizophrenia-like psychosis in young people: clin-
icopathological series and review of cases. Br J
Psychiatry. 2009;194(4):298-305. doi: 10.1192/bjp.
bp.108.057034 PMID: 19336778.

Kay SR, Fiszbein A, Opler LA. The positive and neg-
ative syndrome scale (PANSS) for schizophrenia.
Schizophr Bull. 1987;13(2):261-276. doi: 10.1093/
schbul/13.2.261 PMID: 3616518.

Davidson J, Turnbull CD, Strickland R, Miller R,
Graves K. The Montgomery-Asberg Depression
Scale: reliability and validity. Acta Psychiatr Scand.
1986;73(5):544-548. doi: 10.1111/7.1600-0447.1986.
tb02723.x PMID: 3751660.

Shigenobu K, Ikeda M, Fukuhara R, Maki N, Hokoi-
shi K, Nebu A, Yasuoka T, Komori K, Tanabe H. The
Stereotypy Rating Inventory for frontotemporal lo-
bar degeneration. Psychiatry Res. 2002;110(2):175-
187. doi: 10.1016/s0165-1781(02)00094-x PMID:
12057829.

Al Shweiki MR, Steinacker P, Oeckl P, Hengerer B,
Danek A, Fasshender K, Diehl-Schmid J, Jahn H, An-
derl-Straub S, Ludolph AC, Schonfeldt-Lecuona C,
Otto M. Neurofilament light chain as a blood bio-
marker to differentiate psychiatric disorders from
behavioural variant frontotemporal dementia. J
Psychiatr Res. 2019;113:137-140. doi: 10.1016/].
jpsychires.2019.03.019 Epub 2019 Mar 24. PMID:
30953863

Miller BL. Frontotemporal dementia. Oxford Univer-
sity Press. 2014.

Blundo C, Marin D, Ricci M. Vitamin B12 deficiency as-
sociated with symptoms of frontotemporal dementia.
Neurol Sci. 2011;32(1):101-105. doi: 10.1007/s10072-
010-0419-x Epub 2010 Oct 7. PMID: 20927562.
Skomer C, Stears J, Austin J. Metachromatic leuko-
dystrophy (MLD). XV. Adult MLD with focal lesions by
computed tomography. Arch Neurol. 1983;40(6):354-
355. doi: 10.1001/archneur.1983.04050060054009
PMID: 6847441.

Neudorfer O, Pastores GM, Zeng BJ, Gianutsos J,
Zaroff CM, Kolodny EH. Late-onset Tay-Sachs
disease: phenotypic characterization and ge-
notypic correlations in 21 affected patients.
Genet Med. 2005;7(2):119-123. doi: 10.1097/01.
gim.0000154300.84107.75 PMID: 15714079.

Hong M, Shah GV, Adams KM, Turner RS, Foster NL.
Spontaneous intracranial hypotension causing

0
e
0
»
il
!
0
y
D
U
[
N
a
'_
)
s
X
N
u
c

Hou4YHble ob=opwl



MIA - ISSN2618-6667 (online) - journalpsychiatry.com + DOl 10.30629/2618-6667-2023-21-7-76-96

Psuychioftry (Moscow) 21I(7)2023'76-96

Scienfific Reviews

74.

75.

76.

77.

78.

79.

reversible frontotemporal dementia. Neurology.
2002;58(8):1285-1287. doi: 10.1212/wnl.58.8.1285
PMID: 11971102.

Gydesen S, Brown JM, Brun A, Chakrabarti L, Gade A,
Johannsen P, Rossor M, Thusgaard T, Grove A, Yanco-
poulou D, Spillantini MG, Fisher EM, Collinge J, So-
rensen SA. Chromosome 3 linked frontotemporal de-
mentia (FTD-3). Neurology. 2002;59(10):1585-1594.
doi: 10.1212/01.wnl.0000034763.54161.1f PMID:
12451202.

Fujioka S, Wszolek ZK. Clinical aspects of familial
forms of frontotemporal dementia associated with
parkinsonism. J Mol Neurosci. 2011;45(3):359-365.
doi: 10.1007/s12031-011-9568-5 Epub 2011 Jun 8.
PMID: 21656039; PMCID: PMC3909923.

Roberson ED, Hesse JH, Rose KD, Slama H, John-
son JK, Yaffe K, Forman MS, Miller CA, Trojanows-
ki JQ, Kramer JH, Miller BL. Frontotemporal dementia
progresses to death faster than Alzheimer disease.
Neurology. 2005;65(5):719-725. doi: 10.1212/01.
wnl.0000173837.82820.9f PMID: 16157905.
Lomen-Hoerth C, Anderson T, Miller B. The overlap
of amyotrophic lateral sclerosis and frontotempo-
ral dementia. Neurology. 2002;59(7):1077-1079.
doi: 10.1212/wnl.59.7.1077 PMID: 12370467.
Lomen-Hoerth C, Murphy J, Langmore S, Kram-
er JH, Olney RK, Miller B. Are amyotrophic lat-
eral sclerosis patients cognitively normal? Neu-
rology. 2003;60(7):1094-1097. doi: 10.1212/01.
wnl.0000055861.95202.8d PMID: 12682312.

McKee AC, Cantu RC, Nowinski CJ, Hedley-Whyte ET,
Gavett BE, Budson AE, Santini VE, Lee HS, Kubilus CA,
Stern RA. Chronic traumatic encephalopathy in ath-
letes: progressive tauopathy after repetitive head
injury. J Neuropathol Exp Neurol. 2009;68(7):709-
735. doi: 10.1097/NEN.0b013e3181a9d503 PMID:
19535999; PMCID: PMC2945234.

80.

81.

82.

83.

Gavett BE, Cantu RC, Shenton M, Lin AP, Nowinski CJ,
McKee AC, Stern RA. Clinical appraisal of chronic
traumatic encephalopathy: current perspectives and
future directions. Curr Opin Neurol. 2011;24(6):525—
531. doi: 10.1097/WC0.0b013e32834cd477 PMID:
22045219.

McKee AC, Gavett BE, Stern RA, Nowinski CJ, Can-
tu RC, Kowall NW, Perl DP, Hedley-Whyte ET, Price B,
Sullivan C, Morin P, Lee HS, Kubilus CA, Daneshvar DH,
Wulff M, Budson AE. TDP-43 proteinopathy and mo-
tor neuron disease in chronic traumatic encepha-
lopathy. J Neuropathol Exp Neurol. 2010;69(9):918-
929. doi: 10.1097/NEN.0b013e3181ee7d85 PMID:
20720505; PMCID: PMC2951281.

Lesman-Segev OH, Edwards L, Rabinovici GD. Chron-
ic Traumatic Encephalopathy: A Comparison with
Alzheimer’s Disease and Frontotemporal Dementia.
Semin Neurol. 2020;40(4):394—-410. doi: 10.1055/s-
0040-1715134 Epub 2020 Aug 20. PMID: 32820492.
Ducharme S, Dols A, Laforce R, Devenney E, Kum-
for F, van den Stock J, Dallaire-Théroux C, Seelaar H,
Gossink F, Vijverberg E, Huey E, Vandenbulcke M,
Masellis M, Trieu C, Onyike C, Caramelli P, de Souza LC,
Santillo A, Waldd ML, Landin-Romero R, Piguet O, Kel-
so W, Eratne D, Velakoulis D, Ikeda M, Perry D, Press-
man P, Boeve B, Vandenberghe R, Mendez M, Azuar C,
Levy R, Le Ber I, Baez S, Lerner A, Ellajosyula R,
Pasquier F, Galimberti D, Scarpini E, van Swieten J,
Hornberger M, Rosen H, Hodges J, Diehl-Schmid J,
Pijnenburg Y. Recommendations to distinguish be-
havioural variant frontotemporal dementia from
psychiatric disorders. Brain. 2020;143(6):1632-1650.
doi: 10.1093/brain/awaa018 Erratum in: Brain.
2020 Jul 1;143(7):e62. PMID: 32129844; PMCID:
PM(C7849953.

CsedeHus 06 asmope

AHa bopucosHa ®édoposa, kKaHANAAT MEANLMHCKUX HAYK, CTApLLMiA HAYYHBI COTPYAHUK, OTAEN FepuaTpuyecKoii
NCUXMATPUM, TPYNNa MO U3YYEHUI0 KOTHUTUBHBIX PAacCTPOMCTB U aemMeHumun, PTEHY «HayuHbIi LeHTP NCUXMYecKoro
300poBbsy, MockBa, Poccus, https://orcid.org/0000-0002-3150-6229; Scopus AuthorID: 23469258500

yfedorova@yandex.ru

Information about the author

Yana B. Fedorova, Cand. of Sci. (Med.), Senior Researcher, Department of Geriatric Psychiatry, Group of
Cognitive Disorders and Dementia, FSBSI “Mental Health Research Centre”, Moscow, Russia, https://orcid.

0rg/0000-0002-3150-6229; Scopus AuthorID: 23469258500

yfedorova@yandex.ru

Asmop 3as8/15em 06 omcymcmauu KoHGIUKMOB UHMepecos.

There is no conflict of interests.

[ata noctynnenus 08.03.2023
Received 08.03.2023

Revised 14.08.2023

[ata peueHsnpoBaHus 14.08.2023

[ata npunatusa 25.09.2023
Accepted for publication 25.09.2023




