HAWNHUYECKHUE HABNKWAEHUA

NoBeAeHYECKUit BapuaHT NOOHO-BUCOYHON AEMEHINN:
KNMHUYECKoe Habnwoaenune

Komoounckas 10.B., Muxaiinos B.A., Ctynos U.K., Anansesa H.1., Cutnuk JI.W.
DI'BY «HayuonanvHolii MeOUUUHCKUD UCCACO08AMEAbCKUT UeHMP NCUXUAmpuu
u Hegponoeuu um. B.M. Bexmepesa» Munzdpasa Poccuu, Cankm-Ilemepbype
Poccus, 192019, Cankm-Ilemepoype, ya. bexmepesa, 3

Cmambws nocesuieHa 00HoU U3 Hauboree 4acmoix Gopm 100H0-8UCOUHOL DeceHepayuu — N100HO-8ucouHbiM Oemenyusam (JIBJ). Ocrosrble cum-
nmMombl 3a001€8AHUsL GKAIOUAIOM DACMOPMOICCHHOCMb, OMCYMCMEUe IMNAMUL, 00CeCCUBHO-KOMNYALCUBHYIO CUMNMOMAMUKY, ANAMUui,
KOCHUMUBHbIC HAPYUICHUS, USMEHEHUs anNemuma u npocpeccupyroujue UsMeHeHus coyualvhoeo nosedenus. Ilapaieavio smomy pazeusa-
H0MCst AUMHOCMHbLE UBMEHEHUS, KOMOpble XAPaKMepUu3ymcst CHUNICEHUEM YPOBHS CAMOCO3HAHUSL U HAPACMAIOWell NCUX0A02UMECKOU U COYU~
anvHoll dezadanmayueti NAyUeHmog 6 coulyme.

Ilpedcmasaen kaunuueckuii cayuait JIB/l y nauuenmxu ¢ 8bipajiceHHbIMU USMEHEHUSMU 6 NOGe0eHUU U AUMHOCIMHBIM paccmpoiicmeom. XKen-
wuHa 52 1em nocmynuaa 6 omoeneHue Ae4eHus ANK020AUIMA 8 COCMOAHUU ANK020NbHO20 ONbAHEHUS U C CUMNIMOMAMU NCUXUYECKOL CRYMaH-
Hocmu. Co c106 poOCmEeHHUK08 YOan0Ch GbIACHUMb, YMO HA (hOHE edceOHe8H020 ynompebaeHUus arko2os nayueHmka cmana epyoa, 6e3pas-
AUMHA K OKPYICEHUIO U COOCMBEHHBIM 00A3AHHOCMAM, Pe3K0 02DAHUMUNA KPY2 0esIMeAbHOCIU U 00WeHUsl, OeMOHCMPUPOBALA CHUNCEHUE Na-
mamu Ha mexkyuue coovimus. Tlamoncuxonoeuueckoe obcaedosanue onpeoesuso om4emaueoe MoOmuUBAyUOHHO-601e60e CHUJCEHUEe, HeCno-
CcOOHOCMb 00MbHOU K MOOUAUZAUULU NCUXUMECKOU AKMUBHOCIU, HEKPUMUYHOCMb, Oe3pazauiue. Penmeenonoeuveckas 0uaeHOCMUKa 6biseu-
G U3MeHeHUsl, XapaKkmepHule 045 HelipodeceHepauuu 100H0-8UCOUH020 muna (npeobaadaem ampousi 106HbIX U 8UCOUHBIX doaell). OnucaH-
Hblll cayuai noomeepicoaem, 4mo 310ynompedneHue aiKo2oaem Mojcem Mackupoeams 0peaHu4ecKue HapyueHus, pa3euéarouyuecs npu Cl-
CMeMHOU ampopuu 20106H020 Mo324.
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The paper is devoted to frontotemporal dementia (FTD), one of the most common forms of frontotemporal degeneration. The main symptoms of
the disease include disinhibition, lack of empathy, obsessive-compulsive symptoms, apathy, cognitive impairment, appetite changes, and pro-
gressive changes in social behavior. In parallel, there are personality changes that are characterized by lower levels of self-awareness and by
progressive psychological and social maladaptation of patients in society.

The paper describes a clinical case of FTD in a female patient with marked behavioral changes and personality disorder. A 52-year-old woman
was admitted to the alcoholism treatment department for alcohol intoxication and symptoms of mental confusion. According to her relatives,
drinking too much alcohol every day, she was found to become rude, indifferent to others and her own duties, sharply limited the range of her
activities and communication, and showed a decline in memory for current events. Psychopathological examination determined a distinct moti-
vational-volitional decrease, the patient’s inability to mobilize mental activity, non-critical thinking, and indifference. X-ray diagnosis revealed
the changes characteristic of frontotemporal neurodegeneration (atrophy of the frontal and temporal lobes prevails). The described case con-
firms that alcohol abuse can mask organic disorders that develop in systemic cerebral atrophy.

Keywords: frontotemporal dementia; behavioral variant of frontotemporal dementia; cognitive impairment; dementia; degenerative brain dis-
eases; functional magnetic resonance imaging; tractography.
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CraThs MOCBSIIEHA OTHOM M3 HamboJjiee YacThIX (opM
JIOOHO-BUCOYHO JereHepaluu, a MMeHHO — JJ0OHO-BHUCOYHBIM
nemeHuusM (JIBJ). Tlepsbiii nmamuenTt ¢ JIBJ Obln onucaH
B 1892 . ApHosbaom [TukoMm, 1 Gosee Beka naHHOe 3a00JeBa-
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HUEe paccMaTpUBald B IMArHOCTUYECKUX pamKax 0ojie3Hu Iu-
Ka. B HacTosiiuii MOMEHT K cTpykType Oosne3Hu Iluka umeer
OTHOILIEHUE JIUIIb HeOobias noarpyrmna JIBJ co cneunduye-
CKUMU TUCTOMATOJIOTMYECKUMU XapakKTepuctukamu [1].
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B 1998 . JIB/] 6b11a pa3nesneHa, BHE 3aBUCUMOCTU OT (PUKCUPY-
€MBIX TIpU Heil maToMopdOIOTMIeCKNX U3MEHEHW, Ha KITMHU-
yeckue noatunsl: noseaeHyeckuit Bapuant (I1B JIB/) u nep-
BUYHYIO Iporpeccupyromyto adaszuto (ITI1A) [2—5]. B nanbHeii-
mem, B 2004 1., 6bu1a npeaioxkeHa Kiaccugukaiuys, B COOTBET-
ctBuM ¢ kotopoit I1ITA JIB/I Oblna pa3aeneHa, B 3aBUCUMOCTU
OT KJIMHUYECKUX 0COOEHHOCTEI peueBoro aedeKkrTa, Ha ClIeayio-
1K€ TIOATHUIIBL: ceMaHTU4ecKast adasusi 6e3 CHUKEHMS OETTI0CTH
peun, arpaMMaTrueckas adasusi Co CHIDKEHUEM OETJIOCTU peun
u jjoroneHnyeckast ¢opma adasuu [6]. OgHako eciu B aedrore
3a00JICBaHUST 3T ITOATHUITHI TTPOSIBIISTIOTCS U30IMPOBAHHO, TO TI0
Mepe ero MPOTrpecCUPOBaHUS OHM YaCTO OKa3bIBAIOTCS TIPEICTa-
BJICHHBIMU B BUJIE €IMHOTO ahaTuyeckoro komruiekca [7].

Haubonee pacnipocTpaHeHHBIM MoaTurnom sipisietcs 1B
JIBJl, xapaKTepu3yIOLIUICS BBIpak€eHHBIMU WM3MEHEHUSIMU
B MOBEJACHUN U JIUYHOCTHBIM paccTpoiicTBoMm [2, 8, 9]. Hecmor-
pst Ha To yto [1B JIB/I cuuTaeTcst eIMHBIM CUHAPOMOM, CYILIECT-
BYET 3HaUMTEbHAsl BapuaOeJbHOCTb €ro KIMHUYECKOM KapTu-
Hel [9]. T1B JIB/I npeacTasisieT co00i KIMHUYECKU, MATOJIOTH -
YECKU U aHATOMUYECKM TeTepPOreHHOE PacCTPOMCTBO U SIBJISIET-
csl BTOPBIM 110 YacToTe Tociie 6oje3Hu Amblreiimepa (bA) Heii-
polereHepaTUBHBIM 3a00JIeBaHUEM ¢ KOTHUTMBHBIM JIe(EeKTOM
¢ 1e0GI0TOM B OTHOCHUTENIIBHO HecTapoM Bo3pacTte (<65 Jer).
CpenHuit BO3pacT KIMHUYECKOM MaHU(EeCTallu 3TOTo 3a00J1¢e-
BaHust — 58 sier [8].

MonekynsipHas ocHoBa [1B JIBJ/I HeomHOpomHa: Kak
W TpU OONBIIMHCTBE IPYIUX HeWpomereHepaTUBHBIX pac-
CTPOMCTB, OHa XapaKTepu3yeTcsl HATMIUEM OTJIOXKEHMI Oelka,
00pa3yIolIKX Pa3IMYHbIe OpraHHbIC BKJIIOUEHMS B KJI€TKaX LICH-
TpaJbHOI HepBHOI cucteMbl [7]. B maToreHese aereHepanuu
0COOYI0 pOJIb 3aHUMAIOT OTJOXEHMST crielu(puIecKnx OeJIKOB
B BEIIECTBE TOJIOBHOTO MO3ra, TaKMX KakK acCOLIMUPOBAHHbIM
¢ MukpoTpyboukamu Tay-0enok, JAHK-cBs3biBalomuii 6enok
C aKTUBHBIM OTBETOM C MOJIEKYJIApHOI Maccoii 43 k/la
(TDP-43) u cnuthlii ¢ capKkoMOii MHOTO(YHKIIMOHATBHBIN 0e-
gok (FUS). Okono 50% cnyuaes JIBJI cBsi3aHbl ¢ 0€IKOM
TDP-43 (Bkjtouasi criopaguyeckue U cemeilHbie (opmbl),
45% — c Tay-6enkom. ITopaxenue ¢ omroxenneMm 6enka FUS
BCTpeyaroTcst HamHoro pexe (5%) [4, 5].

Pa3BepHyTOMY KIMHMYECKOMY CUHIPOMY MOXKET IpeIIie-
CTBOBaThb IJIUTENIbHAsI (a3za CYOKIMHMUYECKUX TMOBEACHYECKUX
M3MEHEHUI U COLMabHBIX HapylueHuit [S]. OTaeabHble Uccie-
JIOBaTeJIM OTMEYAIOT, YTO HaYaIbHbIE CUMIITOMBI MOTYT OBITh €1~
Ba Pa3JIMYMMBbI, «COMBAIOT C TOJIKY» M MOTYT OBITh TPUHSITHI KT -
HULIMCTaMU 3a JIETPECCUI0 WIM paccTpoiicTBa amanTtauuu [10].
B otnnuune ot bA, HapyuieHue namsatu npu pa3sutuu [1B JIB/]
Ha HavaJIbHBIX BTallax 3a00JeBaHMSI MEHEe IpaMaTUYHO.

KorHuTtuBHbIi 1eUIAT B MPEeMOPOUIHOM Teproae 00y-
CJIOBJIMBAET PACCTPOMCTBO CYXIEHWUI, HEBHUMATEJIbHOCTH
¥ TIOBBIIIEHHYIO OTBJIEKAeMOCTb, TTOTEPIO CITOCOOHOCTH K TITa-
HUPOBAaHMIO U JE€30pTaHM3aINIo NesITeIbHOCTH. B TO ke Bpemst
MaIMEeHTHl CTAHOBSITCS YPE3MEPHO TOBEPYMBBIMU 1 4aCTO TTOTa-
JAIOT MOJ, BAUSIHUE (DMHAHCOBBIX MOIIIECHHUKOB, TaK KaK TEPSIIOT
CMOCOOHOCTH OIICHUBATh BO3MOXHOE BO3HATrpaXKIeHUE VI Ha-
kazaHue [11]. B mponpoMainbHoii ase 3a00jieBaHUS TTALMEHTBI
KOH(MIUKTYIOT C CEMEHHBIM OKPYXXEHUEM, TTPOSIBISIOT OTUYXK-
JIeHWe OT CeMbM U JIpy3eil, Y HUX MOTYT IOSIBISITHCS HOBBIE
yBiieueHus [5].

OCHOBHBIC CHUMIITOMBI 3a00JIeBaHUSI BKJIIOUAIOT PAacTOpP-
MOXEHHOCTb, 00CECCUBHO-KOMITYJIbCUBHYIO CUMIITOMATHUKY,
anaTuio, KOTHUTUBHBIC HapyIIeHWsI, U3MEHEHUs arreTuTa

U TIPOTPECCUPYIONTNE U3MEHEHUSI COITUATBLHOTO TIOBEICHUS TIPU
OTCYTCTBUU aMIatuu [1, 2, 5]. [1apainenbHo 3TOMY pa3BUBAIOT-
Cs TMIHOCTHBIE U3MEHEHUS, KOTOPbIE XapaKTepU3yIoTCsl CHU-
>KEHUEM YPOBHSI CAMOCO3HAHMSI M HapacTaroIleid ICUX0IOTnIe-
CKOIi ¥ COLIMaJIbHOM e3aaanTalueii maiyueHTon B couuyme [10].
B kauecTBe wuTOCTpalMM NPUBOIMM KJIMHMYECKOE Ha-
OsifofleHNE TAlIMEHTKH, IJIUTEJbHO 3J0YMOTPEOsIIoIEeld alKo-
rojieM, MoApOOHOE KIMHMKO-TICUXOIATOJIOIMYeCKOe U MHCTPY-
MEHTaJIbHOe 00CIeIoOBaHNEe KOTOPOI IMO3BOJIMIIO TMAaTHOCTUPO-
BaTh MOBEACHYCCKUI BapUaHT JIOOHO-BUCOYHOM JIeTeHepaInu.

Ilayuenmra C., 52 sem, nocmynunia 6 omoeneHue Ae4eHus:
anxoeonuzma Hayuonanvrnoco meduyunckoeo uccaedogamenbckoeo
uewmpa ncuxuampuu u Hegpoaoeuu um. B.M. bexmepesa ¢ duaeno-
30M: «AMHecmu1ecKuil CUHOpOM 8 c653uU ¢ Ynompeoaernuem aiKoeo-
as» (k0od no Meacdynapodnoil kaaccugukauyuu 6oaesneil 10-eo ne-
pecmompa — FI10.6), 6 cocmoshuu anko2oabHo20 ONbIHEHUs
U ¢ CUMRMOMAMU NCUXUMECKOU CRYMAHHOCMU.

U3 anamnesa 3ab60ne6anus, cOOpaHHOR0 CO CA08 POOCMEECHHU-
K08, U36ECMHO, YMO 8 Mme4eHue NOCACOHUX 5 1em NayueHmKa cuc-
memamuuecku ynompeobasem aiko2oab 6 HeboAbuux 003ax, 6 meve-
HUue NOcAeOHUX 08YyX-mpex Nem Nepewina K ejnceOHesHOMY NpUuemy
ankoeons. Henvzs uckarwouumo, umo pacnumue aiko20AbHbIX HA-
NUMKOB8 NPOUCXO0UAO 8 CEMEUHOM KpYey U N000ePHCUBAN0CH MUKPO-
couuanvioim okpyscenuem. Okoao 08yx aem HaA3a0 nayueHmKa Ovi-
1A 20CNUMAAU3UPOBAHA 6 COCHOSHUU ANK020AbHOU UHMOKCUKAUUU
6 cmayuonap obuecomamuueckozo npoguas. C mex nop ommeua-
J10Cb 1€2K0 BbIPAICEHHOE CHUNICCHUE NAMAMU HA MeKylyue cOObImusl.
Ileped nacmosweii eocnumanusayueli Haxoouaaco 6 COCMOSHUU
MANCEN020 ANKO20AbHO20 ONbAHEHUS 8 MOKCUKOA0UMECKOM 0moe-
aenuu HUU crxopoii nomowu um. U.U. Iicaneaudse. bvira evinu-
CaHa U CaMOCMOSMeNbHO YUAA U3 CMAYUOHAPA, NOCAE He20 OMCYN -
cmeosana 6 meuerue mpex cymok 0oma, a nocae npuxo0a 0omoil He
Moena ckazams, e0e Haxo0uAach U Ymo ¢ Hell NPOUCXo0Uo.

U3 ucmopuu scusHu U36CMHO, YMO HACACOCMBEHHOCIb NCU-
Xuueckumu 3abonreganusmu He omseoujena. OKoHYUAG YHUBEPCU-
mem, pabomana npenodasamenem MeXHUHECKOU OUCUUNAUHBI
6 wikone. OK010 yembipex nem Ha3ao nepesedena Ha pabomy npeno-
dasamens epynnwvl NPOONEHHO20 OHA, A 3a 200 00 HACMOsAWell 20CHU-
manuzayuu 6viaa yeonena. [lpuuuny yeoavHeHUs YMOYHUMb HEGO3-
moxcro. Tlayuenmra ne docmuena nencuonno2o gospacma. Cocmo-
um 6 epajicoancKkom opaxe, OMHOUEHUS C MYdCeM HEeKOHGAUKM -
Hote. Hmeem 63pocaoeo coina om nepeoco bpaka.

ComamuuecKuii cmamyc: KOJCHble NOKPOGbl U 6UOUMbLE CAU-
3ucmole 060a0uku yucmeole. Macca meaa — 85 ke, pocm — 171 cm.
Tonsr cepouya npuenyuienst, uiymol He onpedensromes. Ilyave —
88 yo/mun, pummuurslil, y0081emMeopUmMenbHbiX XapaKmepucmux.
Apmepuanvhoe dagaenue — 130/90 mm pm. cm. Jloixanue dcecmico-
samoe, NPo8OOUMCs 80 8ce omadensl, Xxpunos Hem. Moueucnyckanue
be3001e3HenHoe, Mo4a 00biMHOU OKpacku. JucihyHKkyus KuueuHuka
He @bls6AeHa.

Ilpu nesponocuueckom obcredoganuu ommeuenvl HEYCMOoU-
yueocmov 6 nose Pombepea u napyuienue QyHKyuu mazoeuix opea-
HO8 — MO4eUCnyCKaHue NoAHOCHbI0 He KOHMpPOAUpyem, ommeud-
emest HU3KAs 4y6CMeUmenbHOCMb K N03bl6AM HA MOYEUCHYCKaHue,
MOJICem NOMOYUMbBCS 8 KPOBAMIUL.

Tcuxuueckuii cmamyc: cosnanue He nompavero. Buewne ne-
pauwauea. Konmaxmy docmynna gopmansto. B ocnosHom, 6 00uux
uepmax, OpueHmupo8ana 6 okpyxcaroueli oocmanoske. Ilonuma-
em, 4mo Haxooumcs 6 6oabHUYe, HO He OCMblcAUBaem NPoguas Me-
OUYUHCK 020 YupencoeHuUs u yeau 2ocnumanuzauuu. Bpems onpede-
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AUAG NO HACAM, OMMEMAMCA A8AeHUS PempoepacHoll aMHe3UlU,
cuumaem, 4mo Haxooumcs 6 0oavbHuye 0éa OHA. B coocmeennoii
AuyHocmu opueHmupogana éepro. Cyscdenus npocmol, NPUMUMUE-
Hbl, 02DAHUYEHbl Y3KUM Kpyeom Obimogvix nompebrocmell. Ila-
MAMb, UHMeAneKm pe3ko chudicensl. bpeda, paccmpoiicme éocnpu-
amus Hem. Agpexmuerno posna, 6e3yuacmua K OKpyICcaroulemy.
Mnoeo kypum, becuepemonHo «cmpensem» cueapemot y ecex Oe3
uckarouenus, opyeux unmepecog vem. Con, annemum docmamou-
note. [locae nposedenHoll demokcukayuu U OmKasa om aak020s:
cocmosiHue 06e3 CyuecmeeHHoll OUHAMUKU.

Bakaouenue MeOUUYUHCKO20 NCUX0A02A: KOHMAKM 603MO-
JceH, Ho manonpooykmueet. Bo epems 6ecedvt naccuena, 6e3vitu-
Uuamuena, IMOYUOHAALHO MOHOMOKHA, 0e3YUaCmHA K NPOUCX00s -
wemy, ynpama. 3a ceoeii 6HEUWHOCMbIO He c1edum, HeOnpAmHa, He-
pawauga. Peuv 3ameodnennas, ¢ mpyonocmamu nodbopa HyicHo2o
croea, nekcudecku obednena. ObpaujeHHYIO pedb NOHUMAem.
Ha eonpocel omeeuaem 6 Kowmekcme 3a0aHH020 B0NPOCA,
HO Kpamko, ¢hopmanvbho, 6oabulell 4acmvio 0OHOCAONCHO («He
3HAK», <He NOMHIO»). buoepaghuueckue dannvle uznaeaem moavko
¢ ONOpoil HA 80NPOC, YKAOHYUBO, UCHbIMbIEAEM 3ampyOHeHUs]
6 NPUNOMUHAHUU HCUZHEHHBIX coObimuil. Hekpumuuna k ceoemy co-
CMOSIHUIO U NOGEOCHUIO; USHOPUPYem 3aMeHaHus, npoco0bl meou-
YUHCK020 NePCOHANa U Opyeux nauueHmos (Hanpumep, Hadems
8epXHIOW 00excdy, K02oa 8biXo00um Ha YAuuy HOKYpums, Hademb
namnepc; npuname dyut). Konmakmoe ¢ okpyscaouumu He noo-
depicusaem, 3aMKHyma, Hepaszeogopuuea. B cobcmeennoil auuno-
cmu OpUeHMUPOBAHA 8EPHO, 80 BPEMEHU — HeMOYHO (nymaem me-
Kyuee 4uca0; 200 U Mecsiy, Hazvleaem npaguIbHo), 8 Mecme — 4ac-
MuyHo (NOHUMAaem, Ymo Haxo0umcs 6 00abHUYe, HO NPOQUAb Ha-
36amb He MOJcem); 8 PeanbHOM NPOCMPAHCmee 8 OMOeAeHUl OpU-
eHmupyemcsi 6epHoO, He mepsiemcs, K02oa evixooum Ha yauuy. XKa-
100 He npedsseasiem. He nonumaem, nouemy 6viara cochumanu3supo-
6ana. Hcmopuro ceoe2o 3a001e6aHUs U3N0NCUMb He Modcem (<He
3HAM... OblAa HA dade... YNAAa 8 00MOPOK... MeHs npueesau»). Yno-
mpebnenue anKo2oas KameeopuuecKu ompuyaem.

Kaunuko-ncuxonoeuueckoe uccredoganue: UHCMPYKUUU
6 UeN0M NOHUMAem U 8blNOAHACM NPABUAbHO, UHO20a MPedyIomcs
donoanumenvHole nosichenus. He ececda cpasy eéxawouaemcs é pa-
6omy no 3a0anuio, Ucnvimvléaem mpyoHOCMU ¢ COCPe0Omo4eHUeM,
Yyoepicanuem KOHUEHMpauyuu 6HUMAHUS. 3a0aHus 6blNOAHsem
gopmanvho, He npukaadsieasn ycuauii. Hyscoaemes 6 nodyscdenuu.
Tlomowp sxcnepumenmamopa npunumaem He éceeda. Mumepeca
K pe3yabmamam He nposieasem. B 2/3 3adanuii « Uckarovenus auu-
Heeo» NpaguUNbHO YCMAHABAUBACM UCKAIOYAeMoe U300pajicerue,
HO 00BsiCHeHUe daem no cayuaiinoim npusHaxkam. [lonumanue nepe-
HOCHO20 CMbICAA NOCA08UY, U Memahop HeAOCmYNHO (Ha ece omee-
uaem 00HOOOPA3HO — <He 3HAI0»); CPABHEHUe Nap NOHAMUL 3a-
mpyoHeHo («He 3Hat0»), noockaszka unoeoa nomoeaem. Omuemauso
8bICMYNAIOM HEYCMOWMUBOCMYb CAMO20 NPOUECCA MbIUAEHUS, CO-
CKANb3bI8AHUE CYICOCHUTI HA NYMb CAVYALHBIX, 00/1€2UeHHbIX, HeHA-
NpasAeHHbIX accoyuayuil, 4mo HabaOaemcs npu YmomMaseMocmu,
XPYNKOCMU NpOYecco8 MolulieHus. Ypoeenv 0000ujeHuUs CHUICEH.
Cnedyem ommemums 00HOCAONCHbII XapaKmep omeemos, Kpaiive
npumumuenyo éepoarusayuro. Temn ceHCOMOMOPHBIX peakKuyuil
YyMepeHHo 3amedneH (epems npoxodcderus o0Hoi mabdauyvl Hlyno-
me — 79 ¢ npu Hopme do 50 c), 6e3 npu3HaAK08 UCMOoWaemMocmu.
[Ipoby «Omcuumotéanue» (100—7) ycmHo évinoaHsem ¢ MHO204UC-
NCHHbIMU OUWUOKAMU, OMPANCAUWUMY KAK 3amPyOHeHuUe UHmeale-
KMYanvbHoil 0essmenbHocmuL, makK u epyosle HapyuleHus npoU3601b-
H020 GHUMaHUsI (MPYOHOCMU YOePICaHUs BHUMAHUS, CHUJICEHUE
KoHyenmpayuu u nepekaouaemocmu). Obsem KpamxospemeHHOU
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peuecayxogoii namamu 6e3 nogmopeHus U OnepamueHoll namamu
He Oonee 4 edunuy. Muemoepamma «10 caroey: 4—5—4—5—5—4;
omcpoueHHoe 80cnpouseedenue HeOOCMYnHO; NpU 80CNPOU3Be0eHUU
urcupyromes «<auwinue croea». Cyomecm Bekcaepa «Iloemopenue
yugp»: npsamoii omcuem — 6 edunuy, oopammuoiii omcuem — 4 edu-
Huypt. Crodicrble npednodiceHuss NO8Mopsiem nPAgUAbHO, HO 8 YCA0-
8uUAX UuHmMepgepeHyuU nosmopeHue HedocmynHo, N0OCKA3Ka He no-
moeaem. I[lepeckas kopomko2o mexcma nocae 00Ho20 npedssigne-
HUsl 603MOJICEH AUULL YACMUYHO; CMbICAA PACCKA308 He NOHUMAem.
Jloneospemennas namame (3anac 3Hauuil) cHudxceHa (cyomecm
Bexcaepa «O6ujas 0cgedomMaeHHOCMb» 8bINOAHAEMCS C Pe3yAbma-
mom Hudce HopmamugHvix 3Hauenuil). Ilpu pabome ¢ mecmom 3pu-
menvHoi pemenyuu benmona eévinoausiem moavko 4 3adanus uz 10,
donyckas epybvie wubku (nepcesepayus, pomauyus). Camocmos-
menvbHoe pucosanue no 3a0anuio 603moxcHo. [lpody «Hacor» 6vi-
noaHsaem 8 ueaom yooeaemeopumenbHo, UCHbIMbI8As mMpyOHOCMU
npu paccmanoske yugp (eHauanse yugpvl pacnosazaem 6 oopam-
HOM nopsdke, HO Npu YKA3aHUu Ha owuobKy daiee 8bINOAHACM Npa-
BUABHO), 3a0aHHOe 8pems yKasvieaem eepHo. Hcnvimvieaem mpyo-
HOCMU 8 HOMUHAUUU U300padiceHuli Ha KapMUHKAX, 8 HA3bleaHUU
OKpYICaouux npeomemog; NOOCKA3Ka nomo2aem GCHOMHUMD.
Iucomo c owmubkamu — 3amena 6yke (numepanvhas napaepagus).
Ymenue ne napyweno. B yenom evisiensemes avipasicennoe cHudice-
HUe KOCHUMUBHBIX NPOUECCO8: CHUINCEHA CHOCOOHOCMb K YCBOCHUIO
HOB0IUl UHGhOpMauuU, cydicen 00sem ONepamueHoll U pe1ecayxoeoll
namamu. Ommeuaromes 61eHUs YACMUYHOU 0e30pUeHMUPOBKU
6 Mecme U 8peMeHU, CHUJICeHUe Ypo8Hs 0000uweHus, 6e3 omuemau-
8bIX NPUZHAKO8 UCMOWAeMOCMU NCUXUHECKUX NPOUECCO8.

Cnedyem ommemums, 4mo NOAYHEHHblE 8 UCCAe008AHUU KO-
AuvecmeeHHvle nokasamenu caedyem paccmampueams KaxK opueH-
MupogoUHsie, NOCKOAbKY Pe3YAbMambl 60 MHO20M 00YCA081€Hbl OM-
4UemAUuBbIM MOMUBAUUOHHO-801€BbIM CHUNCEHUEM, HEeCnOoCOOHO-
CcMolo 00AbHOU K MOOUAUZAUUU NCUXUHECKOU AKMUBHOCMU, HEKPU-
MUMHOCMbIO.

IIpogpuas MMPI nedocmogepen (F=80), ko0 F'L K+
50"689'274/1+3#.

Bedywum ncuxonamonoeuueckum cuMnmomom sA6a5emcs
NCUX00P2AHUHECKULl CUMNIMOMOKOMNAEKC (aMHeCmu4ecKuil eapu-
aHm) ¢ BbIPAJICEHHBIM CHUICCHUEM AMMEHMUBHO-MHECMU1eCcKUX
npoueccos, CHUdICeHUeM YpogHsa 0000ueHUs, KPUMUKU, HapYUuleHU-
emM MOMUBAUUOHHO-80N€BbIX XAPAKMEPUCIUK, AGACHUAMU Yac-
MUYHOU aMHecmu4eckoli 0e30pUeHmMUPOBKU.

B kaunuueckom u 6uoxumureckom aHaiu3ax Kposu uzmeHe-
HUll He HalldeHo.

Ilo dannbim @vinoanenHoll 6 duazHoCMu4eckoM yeHmpe nia-
HOB0IUl MacHumHo-pe3oHancroi momoepagpuu (MPT) eoa06H020
Mo32a y nayueHmku Ovin 8blsigaeH Psid HellpoOe2eHepamugHbIX uzme-
nenuii. Ha yposne 6azanvhuix si0ep u cemMuo8anbHuix UeHmpos no Xo-
0y neHempupyIlouux cocyoos onpedeisitomcs pacuiuperie nepusa-
ckyasapusix npocmparcme Bupxoea—Poouna. bokosvle ycenydouxu
3HAUUMeAvHo pacuiupennl, acummempuunsv (D<S), npeumyuiecm-
BeHHO 6 0bnacmu N00HBIX U UCOUHBIX poeos, 111 acenydouek pacuiu-
per do 14 mm, 1V xceaydouex u 60donpoeoo He usmerensl. lleau
¢y6apaxnoudanbHo20 NPOCMPAHCMea 3HA4UMeNbHO U HePAGHOMEPHO
pacuiupensl N0 KOHBEKCUMANbHOU NOGEPXHOCMU N00OHbIX U MeMeH-
HbIX doneil noAYywWapuil 201081020 M032a, HA YPOGHe NaMepanbHbIX
yucmept (S>D), noatocoe 100HbIX U 8UCOUHBIX 001€ll Ha (hoHe acum-
MempUu4HO20 yMeHbUleHUsl 006eMa N00HbIX U BUCOUHBIX D0aell, npeu-
MyujecmeeHHo 6 nepeonux omodeaax (S>D), ocmposkosvix doneil
(S>D). Onpedensromes ucmornuerue u ymeHvlieHue 00sema Mo30u-
CmMoeo meaa ¢ npusHaKamu Hedopaseumus meaa (ampoghus Ha @o-
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Puc. 1. Maenumno-pe3onanchsie momoepammol 20108H020 M0O32d
nauuenmiu C., FLAIR HUII. Ampoguueckue usmenenus ocmpos-
K08 U 100HbIX doaell, ¢ nosviueHuem M P-cuenana om Kopol.
Ommeuaemcsi KOMREHCAMOPHOe pacuiupeHie AamepalbHblx
wenell u 100HbIX P0208 O0K0B8bIX Jicenydoukos. Hamenenus 6oavuie
sblpadceHsl cresa (coocmeenHoe HabawdeHue)

Fig. 1. Brain magnetic resonance images of Patient S., IP FLAIR.
Atrophic changes in the islets and frontal lobes, with a cortical
signal increase on MR imaging. There is a compensatory expansion
of the lateral fissures and frontal horns of the lateral ventricles.
Changes are more pronounced on the left (the authors’
own observation)

Puc. 2. Maenummno-pesonamc-
Hasi MOMO2PaMMa 20108H020
mo3zea navuenmiu C., T2BHU.
Ampoghuneckue usmenenus eu-
COUHbBIX donell, npeumyuecm-
6EHHO 6 nepedHux omaenax,
¢ KOMNEeHCamopHuImM pacuiupe-
HUEeM BUCOUHBIX P0208 OOK0BbIX
acenydouxos. Mamenenus
Oonvule vipadicerdl creea
(cobcmeenroe HabawoeHue)
Fig. 2. Brain magnetic reso-
nance images of Patient S.,
T2-WI. Atrophic changes
in the temporal lobes, mainly
in the anterior parts, with
compensatory expansion of the
temporal horns of the lateral
ventricles. Changes are more
pronounced on the left
(the authors’ own observation)
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He acene3uu). XuasmanvHo-
ceanspHas obnacme U cmpyK-
mypbl cmeona moszea 6e3 npu-
3HAKOB NAMOA0UYECKUX U3-
Mmeneruil (puc. 1, 2).

Pezyavmamvr MPT-0u-
ACHOCMUKU COOMBEeMCmayiom
Kapmune nOpajceHus 20408~
HO20 MO32a npu HeiipodezeHe-
DPAMUBHOM NOPAdCeHUU, Xa-
PaKmepHom 045 100H0-8UCOH~
Ho2eo muna demeHyuu (npeoo-
aadaem ampogus  N00HbBIX
U BUCOUHbIX D0Aell).

ObGcymnenue

C Lenpl0 yTOYHECHUS
IarHo3a IpoBelcHa Iud-
depeHLMaNbHAs ~ JIUAaTHO-
CTHKa, TIpeXIe BCeTo ¢ Ts-
KEJIBIMA HEBPOJIOTUUYECKY -
MU M TICUXMYECKUMU pac-
CTpOMCTBaMU, BO3HUKAIO-
IKUMU Ha (oHe mpuema aj-
KoroJjisi (mepBUYHOM BHIlE-
daomnarueii).

Heobxonumo orme-
TUTh CJIEAyIoIlee: MeTaaKo-
TOJIbHBIE TICUXO3BI (TpyIIna
aJIKOTOJIBHBIX 3HIIeaona-
THI, K KOTOPBIM OTHOCHUTCS
Kak sHuedanonatus Bep-
HUKEe, TaK U KOPCAKOBCKMIA
aMHECTUYECKHUI CUHAPOM)

pasBuBaloTCs npeumyniectBeHHo Ha IIl cramumu xpoHmueckoro
AJIKOTOJIN3Ma, KOTOPOU COIMYTCTBYIOT BBIPasKEHHBIE HEBPOJIOTH -
YecKMe pacCTPOMCTBa M CUCTEMHas TATOJIOTMSI COMAaTUIeCKOI
cephl.

VY naumentku C. (o KpaitHeit Mepe Ha JaHHOM 3Tare 3a-
0oJieBaHUS) HET MOCTATOYHBIX OCHOBAaHWM ISl JUArHOCTUKU
111 craguu ankoronusma. [1pexae Bcero, OTCyTCTBYIOT COOTBET-
CTBYIOIIII€ aHAMHECTUYECKHE TaHHbIE, KOTOPbIE CBUIETEIHCTBO-
BaJi Obl O CTaAUIIHOM Pa3BUTHM aJKOrojm3ma. B pamkax maH-
HOM TOCTWTAJIM3allMM TIpUEM aJIKOTOJIsI OTpHIiajia, MHTepeca
K «aJKOTOJIbHOI» TeMe He TIposiBisiia. OmHAKO, YIUTHIBasI JaB-
HOCThb 3a00JIeBaHUsSI U OCOOEHHOCTU YTOTPEOJIEHUST aTKOTOJISI
(6BITOBOE), MOXKHO TIPEIIIONIOXKUTh, YTO K MOMEHTY TOCTTUTAITN -
3a1UU Y TAIUeHTKN chOPMUPOBATICS XPOHMUYESCKUI aJTKOTOJTM3M
B HavyayibHOM ctaguu. KocBeHHO 00 3TOM CBUACTENILCTBYET €XKe-
JIHEBHOE YITOTPeOIeHNe aJKOTojisi B TeYeHME IMOCISTHUX IBYX
JIET, a TaKXe TMOBbIIIEHNE TOJEPAHTHOCTU K CIIMPTHOMY, PaBHO
KakK MOBeIeHUECKUE MPOSIBACHUSI XPOHUYECKOI aJIKOTOIU3allUH.

Ocmpas aaxoeoavHas suuearonamusn (3Hyegaronamus
Bepnuke) pasBuBaeTcs Ha (DOHE aJIMMEHTApHBIX HapyIICHUIA,
COTIPOBOXAAIOIINXCA AeULINTOM BUTaMUHA B, 1 KmnHnuecku
MPOSIBIISIETCST KJIACCUYECKON TpUamoil — odTaaIbMOILIETHEH,
aTakcueil M HapylieHueM co3HaHus. OcTpast sHIIedhaaonaTus
BBI3BIBACT B BTOM CJIy4ae CUMMETPUYHBIA OTEK U (PYHKIIMO-
HaJTbHOE PaCCTPOMCTBO TOJIOBHOTO MO3Ta B 00JIACTU COCIICBUI-
HBIX TeJI, MEIUAJIbHBIX OTIEJIOB TAJJAMYCOB, TUIIOTaJIaMyca, OKO-
JIOBOJIONIPOBOIHOTO ceporo BeulecTna [12].

B ominume ot atoro, y mauueHTKU C., 1BaXKIbl MepeHec-
1Ieil OCTPOE COCTOSIHHE TMEpPeIO3MPOBKU aJIKOTr0JeM, KOTOPOe
COIPOBOXKIAJIOCH OOLIEMO3rOBOM CUMIITOMATUKO, HEBPOJIOTU -
yeckuil 1eULUT U CUCTEMHbIE COMAaTUUECKUE HapyLIEHUs He
0o0OHapyXeHbl, a B aHAMHE3¢ OTCYTCTBYET yKa3aHue KaK Ha Hapy-
LIEHMS B TUTAaHUU, TaK ¥ Ha IJTUTEIbHbIE MH(PEKIIMOHHBIE 3200~
neBaHust. OTCYTCTBYIOT TaK:Ke JaHHBIC, CBUIETEILCTBYIOIINE 00
OCTPOM TOKCHYECKOM M IHUCMETa0OJIMYECKOM M3MEHEHUM BE-
iecTBa rojioBHoro mo3ra. OoHapyxenssie ipu MPT ronoBHo-
ro Mo3ra acummMmetrpuuHblie (S>D) BblpaxkeHHbIe aTpopUUecKue
M3MEHEHUST CBUIETEIBCTBYIOT O JUTUTEIBHO TIPOTEKAIOIIEM CHC-
TEMHOM Ipolecce, MPOrpecCUupyrolieM B 3aJHEBUCOYHOM Ha-
MpaBJIeHUH U 3aXBaThIBAIOILIEM TIPEXKIe BCEro JIOOHBIE OTIEIbI.
BrbisiBieHMe y TALIMEHTKU JIETKOI aCUMMETPUU JIMLIEBOI MYCKY-
JIaTypbl U HEYCTOMUYMBOCTU B 1o3e PomOepra Henb3s paccMar-
pUBaTh B Ka4eCTBE OYAroBOii HEBPOJOIMYECKON CUMIITOMATH-
KU1, TIOCKOJIbKY MOJO00HBIE «MUKPOCUMIITOMbI» — BeChbMa 4ac-
THIii BAPMAHT HOPMBI.

Amnecmuueckuili cundpom (Kopcaxko8ckuii amuecmuuecKuil
cundpom, 3uueparonamusn Bepnuxe—Kopcaxoea) oObraHO pa3Bu-
BaeTcs y OOJTBHBIX aJTKOTOJIM3MOM TIOCIIE OJTHOTO VI HECKOJIb-
KUX TICUXOTUYECKMX TU30/I0B, 00YCIOBICHHBIX dHIIedatormna-
tueit Bepauke [12, 13], u B pa3BepHYTOM BUJE MPEACTaBICH
KJIMHUYECKOM TPUAI0il CUMITTOMOB: aMHE3Usl, 1e30PUEHTUPOB-
Ka u koHpadynssuuu. OcoOeHHOCTbIO 3a00JeBaHUs SIBJISIETCS
coyeTtaHue (DUKCALMOHHONM U PETPOrpajHOil aMHE3UHU TpU CO-
XpaHEHWM Y MHOIMX TMallMeHTOB, OCOOEHHO Y JIMIL MOJOIOTO
BO3pacTa, NaMsITU Ha OTJaJIeHHbIEe COOBITHSI, a TAKXKE PACCTPOIi-
CTBO «BPEMEHHOI ITOCJIeIOBaTEIbHOCTU» COOBITUI U OLEHKU
TeyeHus: BpemeHu. MPT-mapkepoMm KOpCaKOBCKOTO CHHIpOMa
SIBJISIETCS aTpOUs COCIICBUIHBIX TEJI.

Kak yka3bIBajoch Bbllle, y TanreHTKH C. B aHaMHe3¢e OT-
CYTCTBYIOT MATOJIOTUIECKUE COCTOSTHUS B BUIIE OCTPOIt 2HIIeda-
smonatnu BepHuke. OpreHTUPOBKA B COOCTBEHHOU JIMYHOCTH,
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mecte coxpaHeHa. KoHGbaOynsiTOpHBIX BBICKA3bIBAaHUI HeE
TPenbSBIsieT. B 11e10M BBIABIISIETCSI BhIpaXkKeHHOE CHIDKEHUE
KOTHUTUBHBIX TIPOIIECCOB, 0€3 OTYETIUBBIX MPU3HAKOB HCTO-
IAEMOCTH TICUXUISCKUX (QYHKIINIA, a TAaKKe BIpaXKEHHOE CHH-
JKEHUE aTTeHTMBHO-MHECTMYECKUX TMPOLIECCOB (OpraHMYecKu
00YCIOBJIEHHBIX PAacCCTPOMCTB BHUMaHUs U MaMsITH), Ha (GoHe
KOTOPBIX UMEJIM MECTO PE3KOE CHMKEHUE KPUTUKH, HapyILLIEHUE
MOTHUBALIMOHHO-BOJIEBBIX XapaKTePUCTUK, HECIMOCOOHOCTh
K MOOMJTM3ALIMU TICUXUYECKOM aKTUBHOCTU 1 — KaK BTOPUUHBIIA
(eHOMEH — HEKOTOpbIe MPU3HAKKM (DUKCAIMOHHON M PEeTpo-
rpagHON amMHe3uu (pe3Koe CHWXKEeHUE KPaTKOBPEMEHHON pe-
YEeCIIyXOBOM MaMATH, HEAOCTYITHOCTh OTCPOYEHHOTO BOCTIPOU3-
BeZleHUsT). B HeBpoJIOTMYECKOM CTaTyce y MallMeHTKN OTCYTCT-
BoBaJjia ouaroBasi cumnromaTtuka. Pesynsratel MPT ronoBHoro
MO3Tra CBUJIETENILCTBYIOT, YTO B XHa3MaJIbHO-CEJUISIPHOI obJ1ac-
TH ¥ CTPYKTYpax CTBOJIAa MO3Ta HET MPU3HAKOB ITaTOJOTUIECKUX
U3MEHEHUM.

JuddepeHunaibHasi TMarHOCTUKA MO3BOJSIET TaKXKe HUC-
KJTIOYUTh HaJIM4Me y OOJIbHOU XpoHuueckoil mokcu4eckoi neye-
HOuHOU 3Huegaronamuu, OOYCIOBICHHON CTPYKTYPHBIM
1 (YHKIIMOHAJbHBIM BO3ICHCTBUEM aJIKOTOJISI HAa TIeYeHb: OT-
CYTCTBHME Yy TAIIMEHTKM TOKCHYECKUX TTOBPEXICHUI TICYCHU,
a Tak>Ke IoKa3aTe i KPOBU B Ipeiesiax HOpMbI MCKITIOUAIOT BO3-
MOXHOCTb (hOPMUPOBAHUST BTOPUIHOM dHTIedanonaTuu [ 14].

Takum 06pa3oM, B MOJIB3Y yCTaHOBIEHHOTO nuarHo3a [1B
JIBJ] cBUIETENBCTBYIOT, TIPEXKIIE BCETO, KIMHUIECKUE TIPOSTBIIC-
HUST 3a00JIeBaHMSI, & UMEHHO — ITO3UTUBHBICE W HEraTHBHBIE
TICUXOITATOJIOTUIECKUE €T0 TTPOSTBICHMSI.

TlozumueHvle cumnmomol, KOTOpble ObUIM IMATHOCTUPOBA-
Hbl y nanueHTku C.: a) 00cecCMBHO-KOMMYJIbCUBHASI CUMIITO-
MaTuKa (B pe3yJibTaTe KOTOpOIi BCS NEATEebHOCTD MpeAcTaBIeHa
MOBTOPSIIOIIMMCSI TTOBEACHUEM <«BBIILIA TOKYPUTh — BEPHY-
J1ach — BBIIIUIA TIOKYPUTh»; TUTIEPOPATbHOCTD B BU/IE HEKOHTPO-
JIUPYEMOTO KYpeHUsI; B OOJIbIIECH CTEIeHU TepceBepaTUBHAS,
a He aOCTMHEHTHAst 00YCIOBICHHOCTb XPOHUYECKOTO YITOTPEO-
JIEHUS1 ajKoroJjisi); 0) oOlasg pacTOPMOXKEHHOCTb IMOBEACHUS
(MTHOPUpYeT 3aMedyaHusi, He COOJIIOAeT COLMATbHbIE HOPMBI
B OOILIEHNUU, OeCLIepeMOHHa).

HAWNHUYECKHUE HABNKWAEHUA

Heeamusnvie cumnmomsr y naureHTKU C. BbIpaXKeHbI 3Ha-
YUTEJHbHO: B Pa3BEPHYTON KIMHWUYECKOU (ha3e OHU TIpeacTaBie-
HbI [ICUXOOPraHUYECKOI KIIMHUYEeCKO# Tpuaaoilt Bansrep-broa-
Jig (pacCTPOMCTBO IMaMSITH, CHUKEHUE WHTEJJICKTa, SMOIMO-
HaJIbHas JaOWJIBHOCTD) W IPYTMMHU MPOSBIEHUSAMU MICUXOOpra-
HUYECKOTo CMHApOMA (amaTusi, OTCYTCTBUE COLMATbHbBIX MHTE-
pecoB, BIUIOTh A0 COOCTBEHHBIX MEPCIEKTUB), dMIATUIHOE
cHuxeHue [11, 15], TMYHOCTHOE CHIKEeHUE (TJI0XO0 KOHTPOJIM-
pYeT MOYEUCITyCKaHUE).

Y nmaumMeHTKM ¢ HaJIMuKMeM B aHaMHe3e PelKoro aecdroTa
B BUJIC XPOHMUECKON aJIKOTOJIM3allN B PaMKaX MOBEICHUECKO-
ro BapuanTa JIBJl B KIIMHWUECKU pa3BepHYTOM CTaAuN TUArHO-
CTUPYIOTCS ¥ TIO3UTUBHBIE CUMITTOMOKOMIUIEKCHI, KOTOPBIE BbI-
paXkeHBl YMEPEHHO M TIOCTENeHHO HapacTaloT (YCWJIMBAeTCS
repceBepaTUBHOCTD, OOYCIOBIMBAIOIIAS ATKOTOIMU3alUI0 U KY-
peHue, a TaKKe TMYHOCTHAST IICMXOIaTOIMOI00HAas AeCTPYKIIMS),
YU HEraTWUBHbIE CHUMIITOMOKOMIUIEKCHI (amaTtusi, yTpaTa sMra-
TUM, KOTHUTUBHOE CHWXXEHUE, MPOSIBISIIOIIEECs B paMKax MCH-
XOOPTaHMYECKOro CUHAPOMa), KOTOPbIE 3HAYMTEIbHO BbIpaXKe-
HbI U XapaKTepU3YIOTCSI COXpaHEHUEM YPOBHSI ILJIATO.

[Tpu HelipOTIICUXOIOTMYECKOM TUarHocTuKe y 6oabHoi C.
B IICJIOM BBISIBIIIETCS BBIpaKEHHOE CHIKEHUE KOTHUTHMBHBIX
MPOIIECCOB: CHIKEHA CIIOCOOHOCTh K YCBOSHUIO HOBOI MH(DOP-
MalliH, Cy>KeH O0ObEM OIIepaTUBHONM M PEUeCIIyXOBOW MaMSITH
¢ (opMupoBaHUEM TICUXOOPTAaHUIECKOTO CUMITTOMOKOMITIEKCA.

ITo nanueiMm MPT rosnoBHoro mosra y namueHtku ¢ [1B
JIBJI HaGsonatoTcs 3HaYUTEbHO O0siee BbIpaXkeHHas, YeM Mpu
AJIKOTOJIBHBIX 9HIIedanonaTusx, aTpodust JOOHBIX U BUCOUHBIX
JTOJIei C OTHOCUTEIbHO COXPaHHBIM T'MITITOKAMITOM M JIOKaJbHast
JlereHepalus KOPTUKOCTPUATbHbBIX BOJIOKOH.

Pexomendyemvie memoowt aeuenus. JleueHue, npexne Bce-
0, IOJDKHO OBITh HAaMpaBJeHO Ha 3aMelIcHHEe TTPOorpeccupoBa-
HUSI KOTHUTHUBHOTO AeduiMTa. PeKOMEHIOBaH IMOCTOSIHHBIN
MpYeM TIperapaToB MHIMOMTOPA alle TUIIXOJIMHICTEPa3bl, CTUMY-
JIMPYIOIINX HEUPOHATBHYIO aKTUBHOCTh. C IIE/IBIO YIyUIICHUS
MeTabOIMIEeCKHX TTIPOLIECCOB M 3aMEeICHUST HelipoaeTreHepaluu
HCITONIB3YIOT KypCOBOE JiedeHUe BUTAMUHAMM W HelpoMeTabo-
JITaMu (IeTIpOTEeMHN3NPOBAHHBIN TeMOIEPUBAT U3 KPOBU MO-

Ta6auua 1. HNuaenocmuueckue kpumepuu [IB JIBJ
Table 1. Diagnostic criteria for the behavioral variant of FTD
Cumnrom

PacTtopMoXeHHOCTb TOBEAECHUS
(TuToX¥ie MaHepbl, HEOPEXKHbIE
NIeICTBUSI, HEAIEKBATHOE

VJIU TTy3PWIIEHOE TTOBEACHIE)

AnaTtust uin MHEPTHOCTH

Oco0eHHOCTH MPOSIBJIEHHUST, YACTOTA BCTPEYAEMOCTH

VY 76% nauuenToB [17] M3MeHsIETCST CTUIIb MEXJIMYHOCTHOTO OOILCHMS.
Wcue3saer mpejcTaBieHNe O IPUBATHOCTH COOECEIHNKA, B CBSI3M C YeM 3TH OOJIbHBIC,
rocsirasi Ha JMYHOE MPOCTPAHCTBO IPYroro, MOTYT OTIYCKATh OCKOPOUTETbHBIE ITYTKH, KOMMEHTHPOBATh
BCJIYX CJIOBA WJIH MTOCTYIIKK IPYTUX JIEOfIEH, PUBOIBHO Pa3roBapuBaTh C HE3HAKOMIIAMMI

VYV 85% MalKUeHTOB HAaOII0AAI0TCST OTCYTCTBUE CIIOHTAHHOCTU U BBIPAXKCHHOE CHUKEHUE MOTUBALIUN

K JeSTeJIbHOCTY Y TUIIMYHBIX LieJIeHanpaBieHHbIX aeiicTBuii. [Ipu nporpeccupoBaHuy 3a060s1eBaHusI,
Ha MOCTIEHUX €0 CTaIMsIX, PA3BUBACTCS ABUTATEIbHBIN MyTU3M [11]

Tlotepst smmaTum

CHUXXEeHYEe MOTUBALIUU 1 BBIPA2KECHHOC YMCHBIIICHUE COLIMATBHOTO MHTEPECA U HOTpC6HOCTI/I

B ob1eHuu [ 18], BKiIIoUasi cCeMEMHBIN KPYT. «YracaHue» 3MOIIMOHATbHOCTH
B BUJIE TIOTEPU TEIUIA, CHUKEHUS MTPOSIBJICHHI CITOHTAHHOM MPUBSI3aHHOCTH

TlepceBepaiiumn
(BUTATEJbHbBIE U PEUYEBBIC)

TunepopanbHOCTH

VY 71% naireHTOB OTMEYEHBI CJIOXKHbIE TBUraTeIbHbIC U SI3bIKOBbIE puTyasibl. OHU GeCleIbHO XOISIT,
CTy4yaT HOTOW, JUTUTEIbHO UTPAIOT B KOMITHIOTEPHBIE UTPHI, COBEPIIAIOT CTPaHHbIe pUTYyabl [11]

HHGTH‘IGCKI/IC M3MEHCHUA B BUIC IIEpECOAaHus, aJIKOTOJIM3allnun, KYpEeHUS, BOSMOXKHO yHOTpeGJ'[CHI/IC B Iy

HeCheOOHBIX TipenMeToB. OTaaeTcst MpeanoYTeHUe CIAIKOMY, TPU TOM MOXKET OTCYTCTBOBATb UyBCTBO HACBILIICHMS.
TTaumeHThl OIyCTONIAIOT XOJIOAUIBHUKY U KYXOHHBIE HIKa(bl, KPaayT U MOENAIOT MPOAYKThI B MarazuHax [11]
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HAWNHUYECKHUE HABNKWAEHUA

Puc. 3. Uzobpaxcenus, noayuennsie npu nposedenuu goxceavroii MP-mopgomempuu: u
a — nopma; 6 — ampoghusi opoUMOGDPOHMANLHOU KOPbI U 8MOPUUHAS U30UPaAMeNbHAs
deeeHepayusi KOpPMUKOCMPUANbHBIX 80A0KOH (coOcmeenHoe HabadeHue)

Fig. 3. Images obtained using voxel-based MR morphometry:

a — a norm; b — atrophy of the orbitofrontal cortex and secondary selective
degeneration of the corticostriatal fibers (the authors’ own observation)

sonbix TeT) [16]. C 1eabio KOppeKLn 00CeCCUBHBIX CUMITTO-
MOB, MOBEACHYECKUX HAPYLICHWI Ha3HAYalOT aTUIIMYHbIE HEll-
POJIETITUKY (B MaJbIX 103aX) U HopMOoTUMUKHU [12]. [Tcuxomoru-
YyecKash KOPPeKLMs U TICUXOTepariisi UCIONb3YIOTCSI Ha paHHUX
aramnax 3aboneBaHus. PeKoMeHIOBaHO WMCITOJIB30BAaTh TPYIIIO-
BBIC METOMIBI TEPAITMU, MY3bIKOTEPAIIHIO, apT-TEPATTHIO.

B nacrosiiiee Bpems 1B JIB/I ocraercst mioxo momgato-
UM JiedeHu1o 3abojieBaHueM; yxke uepe3 8—11 jier roce no-
SIBJICHUS TIEPBBIX CUMIITOMOB Pa3BUBACTCS TsKeJIash MHBAJTVIM -
3amnust. [loHMMaHUe TTPOrpecCUpOBaHUS TTOBEICHYECKUX CUM-
MITOMOB MMeeT 0co0oe 3HaueHue VIS JIMI[, 00eCIeurBaroIInX
yxon [15], a Takxke ISl KypUpPYIOLIMX MalMeHTa HEBPOJOTIOB
U TicuxuaTtpoB. TakuMm 00pa3oM, B KJIMHUYECKON ITpaKTUKE,
BO M30eXaHHUEe IMArHOCTUYECKOM «CKOTOMBI», PEKOMEHIYETCs

MYJTBTUAUCIIMTUIMHAPHBIN TUaTHOCTHYE-
CKUI TTOIXO: KIMHUIEeCKasT TUarHOCTH -
Ka, MaToTICUXO0JIOTMYeCcKas IMarHoCTUKa,
MPT c ucrnonb3oBaHUEM MPOrpaMMBbl
BU3yaIU3alluy TIPOBOASIIMX MyTeH To-
JIOBHOTO MO3ra.

PexoMeHnyeM omnuparbcsl B K-
HUYECKOl paboTe Ha MUarHOCTUYECKHE
kputepuu |5, 17] (tabm. 1).

Mertonpl HeiipOBU3yaIU3alIUK T10-
3BOJISIIOT OLICHUTD KaK CTPYKTYpHBIE, TaK
(yHKIMOHATbHBIE  HapYIICHMSI.
[1pu BBITIOJIHEHNM BOKCETHHOW MarHWT-
HO-PE30HAHCHOW MOpP(OMETPUUN BBISIB-
JIAIOTCS aTpoUIecKre U3MeHEHUs TIpe-
MMYIIECTBEHHO JIOOHBIX JOJIeid, a TaKXKe
U3MEHEHUs B OCTPOBKAX, BUCOUHBIX J10-
JIsIX ¥ 6a3anbHBIX siapax [19] (puc. 3).

CrpykrypHass MPT rojoBHOro mMo3ra oco0eHHO IoJie3Ha
s nuddepennmanuu JIBJI ot BA, oHa o61agaeT 4yBCTBUTE b~
HOCTBIO 55—94% u cnieunduuHocThio 81-97% (myTem cpaBHe-
HUS TIATTEPHOB aTpoUU U JereHepaluil KOPTUKOCTPUATIBHBIX
BOJIOKOH) [20].

[IpenyaraemM MCIOIB30BATh € LIEJBbIO OOJIETYCHUS TTOCTa-
HOBKM JMarHo3a pa3paboTaHHYI0 HaMU BHU3YAJIbHYIO MIKATy
KJIMHUKO-IUAarHOCTUYECKUX COOTBETCTBUI (TadI. 2).

3akmouenne. TakuM o6pa3oM, Ha 3Tanax KIMHUKO-UHCT-
PYMEHTQJIbHOI JMAarHOCTUKU HEOOXOAMMO HE TOJBKO YUUThI-
BaTh HAJIMYME JIOKAIBbHOUN aTpoduu, BBISBISIEMON PYTUHHBIMU
METOaMU, HO Y TPOBOJAUTD OLIEHKY (DYHKIIMOHATIbHOW KOHHEK-
TUBHOCTH MPOBOJSIIUX MyTEi FTOJIOBHOIO MO3Ta.

Mopdosornaeckue u3MeHeHHs!

Ta6auua 2. Kaunuko-mopgonoecuueckue coomeemcmeus I[P JBJ]

Table 2. Clinical and morphological compatibilities of the behavioral form of FTD
CumnTombl

[To3utuBHbIE:

PacTOPMOXEHHOCTD MMOBEIEHUST BripaxeHa atpodusi Mo KOHBEKCUTAILHON MOBEPXHOCTU OPOUTODPOHTAIbHOI KOpPBI [11]

Atpodust opouTOhpOHTAIBHONM KOPHI M BTOPUYHAsI M30MpaTesIbHAasl JeTeHepalus
KOPTHUKOCTPHUAJIbHBIX BOJIOKOH ¢ (hopMUpOBaHKeM atpoduu mosocaroro tena [3, 21] (cm. puc 3)

nepceBepaliy (IBUraTeIbHble U peyeBble)

pPaccTpOCTBO MUILEBOTO MOBEACHUS ATpodus B 001aCTU TIPSIMOIT M3BUJIMHBI M KOHBEKCUTAIBHOM MTOBEPXHOCTH JIOOHOM noJu [22],
arpodus 1arepaibHO OPOUTOMPOHTAIBHON KOPBI C BTOPUYHOM AereHepalueit 1 arpodueit 3aaHuxX

OTJIEJIOB TUIoTajIamMmyca 6e3 yMEeHbILIEHMsT YPOBHS HeliporenTiaos (xapaktepHa wisi TDP-43-natun) [23]

HeratuBHbIe CUMITTOMBI:
arnaTysi WM MTHEPTHOCTh CuMITOM CBSI3aH ¢ TUCHYHKIMEH HEHPOHAIBHBIX ceTell MpedPOHTATLHOI KOPBI C MIEpeIHel YaCThIO

MOSICHOM MU3BUJIMHBI U IMPABOI TOJIOBKOM XBOCTATOTIO Si/ipa, BKJIOYas BEHTpaibHblil crpuatym [10, 11]

JlereHepaliyisi HECKOJIbKUX «KJIIOUEBBIX Y3JI0B»: MEPEIHUX OTIEJIOB MPaBOil BUCOYHOI
Jonv (HEIOMUHAHTHOE TIOTyapue), GpOHTOMHCYJISIPHOM KOPHI CIIpaBa,
MpaBoi NepeaHel TOSICHON KOPbl M BEHTPAJIbLHOTO cTpratyma [24]

IIOTEeps SMIIaTUN

ATtpoduueckuii mporece B J0pCcoiaTepaibHOM KOpe, MEPEIHNX OTAeIaxX
MOSICHOM M3BUJIMHBI U AUCHYHKIIMS (DPOHTOCTPUATATIBLHOM MeTIu [24]
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