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ANoOHO-BUco4YHaa aAemeHuunsa (ABA) —
HEMPOAETEHEPATMBHOE 3000AEBAHNE C
NOBEAEHYECKMMM U/UAN PEYEBLIMMU
HOPYLLUEHMIMM, B OCHOBE KOTOPOIO AEXMUT

AEreHepauma AOBOHbIX M NEPEAHUX OTAEAOB
BUCOYHbIX AOAEMN.




SMNMUAEMUOAOTUS

0 CpeAHUM BO3PACT. 55-65 AeT

0 PacnopoctpaHeHHOCTb: 2,7—-15,0 Ha 100 TbIC.
HOCEAEHMUS

0 My>XYMHbI=XXEHLLMHBI

[ CpeAHId NPOAOAXKUTEABHOCTb 3000OAEBAHMS
COCTABASAET MPUOAM3IUTEABHO 7 AO 10 A€ET.

hitps://nn -press.net/nnp/article/viewFile/1040/837 c1p.5

i.nlm.nih.gov/pmc/articles/PMC5390934/ c1p.465




KAMHuvyeckue noatunbl ABA:

0 1. noseaeH4yeckmn BapmaHt ABA (nsBABA)

ArpaMmmaTmMyecKkas oopma co
CHWXXEHMEM BETAOCTM PeYn

/ (aBABA)

[ CeMaHTryeckas doopma MrA J

PBUYHO-MPOrPECCUPYIOLLLAS Adoa3ms :

N

0e3 CHMXEHMA OETAOCTU PEYM
(cBABA)

[ AoroneHunieckas(ABABA,) *** 1

0 3.doopmbl ABA, ACCOLMMPOBAHHBLIE C ABUTATEAbHBIMM PACCTPOOMCTBAMMU

https://www.rgb ‘Im.nih.qov/pmc/orﬂcles/PI\/\C5390934/ CTp. 464




OTUOAOIUA:

HBLI, Frontotemporal Dementia Gene Mutations*

Chromosome Protein Main Clinical Phenotypes
@ 17q21.32 Progranulin bvFTD > PPA, semantic
variant PPA, CBS
uleHeTU4eckas 9212 Unknown bvFTD, ALS, FTLD-ALS
wCnopagu4eckas
@ 17q21.32 Microtubule-associated tau protein bvFTD ~ PSP, CBS
9133 Valosin<containing protein Multisystem proteinopathyIBMPFD
TARDBP 1p36.21 TOP-43 ALS > FTLD-ALS, FTD
FUSITLS 16p112 Fused in sarcoma protein ALS » bvFTD, FTLD-ALS
SQST™M? 5q3S Sequestome 1/pb2 Paget disease of bone,
ALS, bvFTD
CSFIR Sq32 Colony-stimulating factor 1 receptor bvFTD, CBS, strokelike
TREM2 6p21.1 Triggering receptor expressed on  PLOSL, bvFTD,
myeloid cells
CHMP2B 3p112 Chromatin-modifying protein 28 bvFTD, FTLD-ALS
UBQINZ Xpih Ubiquilin 2 ALS ~ FTLD-ALS
hnRNPA2BT Tp1S Heterogeneous nuclear Muitisystem proteinopathy/IBMPFD

nbonucieoprotein A2/8B1

https://www. Im.nih.gov/pmc/articles/PMC5390934/ c1p. 479-480




[loBeAeH4YecKkuu BapuaHT ABA




[0 BO3MOXHbIU KAMHUYECKUU AUATHO3

nBABA:

(He MeHee 3 MOCTOAHHbIX MAM YHACTO MOBTOPSKOLLLMXCS
NOBEAEHYECKMX/KOTHUTUBHBIX CUMMNTOMOB M3
cAeayloLmx 6 rpynn (A-F)):

HA9 MOBEAEHYECKAA PACTOPMOXEHHOCTb

B. POHHA9 anaTma UAM MHEP LA
. POHHA9 notepa amnatmm

D. POQHHEE CTEPEOTUMHOE MAU KOMIYABCMBHOE /
PUTYAABHOE MOBEAEHUE

E. MI3meHEeHME NMULLLEBOTO MNMOBEAEHMS

F. Hemponcuxoaormyeckmm ctaryc — 1) aecomumt
PETYAATOPHbIX QOYHKLMM, 2) OTHOCUTEABHAOS
COXPOHHOCTb 3MM30AMYECKOM MAMATH, 3)
OTHOCUTEABHAS COXPAHHOCTb 3PUTEABHO-
NPOCTPAHCTBEHHbIX AOYHKLMM

hitps://www. Im.nih.gov/pmc/articles/PMC5390934/ c1p. 466

[0 BepossTHbIU KAMHUHMECKUU AUATHO3
nBABA:

(BCE 13 NepeYIncAEHHOro)

A. YAOBAETBOPIET KPUTEPUAM BO3MOXKHOTO
KAMHNYECKOTO AMATrHO3a NBABA

B. 3HO4YUTEABHOE OYHKLLMOHAABHOE CHUXEHME (CO
CAOB YXQXKMBAIOLLIMX AULL MAM MO PE3YALTATAM
LLIKOAbI OLLEHKM TIKECTU AemeHumm (CDR) nAn
OMPOCHUKA OYHKLIMOHAABHOM AKTMBHOCTM (FAQ)).

C. AQHHblE HEMPOBM3YAAM3ALMM (1 13 2 BAPUAHTOB):

1) atpodomsg AOBHbIX U/MAM NEPEAHEBUCOYHBIX
OTAEAOB MO AQHHBIM MPT naAmM KT,

2) rmnonepdoy3ma AU TMNOMETAOOAM3IM AODHbBIX
N/MAM MEPEAHEBUCOYHBIX OTAEAOB MO AQHHbBIM 13T
MAM OAHOCDOTOHHOM 3MMCCUMOHHOM KOMMbIOTEPHOM
TOMOrpadomm



0 nBABA c AOCTOBEPHOU AOBHO-
BUCOYHOU U AODAPHOMU

AEreHepaumem :

(kpuTepmm A B COYETAHUU C KpUTEPUEM B NAU
C):

A. Y AOBAETBOPSIET KPUTEPUAM BO3MOXHOIO
EePOATHOITO KAMHNYECKOTO AMArHo3a ABA.

[

0 /B. TMCTOMNATOAOTMYECKOE MOATBEPXKXAEHME
AODHO-BUCOYHOM AEreHepaL M No
PE3YABTATAM BUOMNCUMM MAM QYTOMNCUMN.

C. leHeTn4ecKoe NoATBEPXAEHME:

https://www.n&oi. ‘Im.nih.qov/pmc/orﬂcIes/va\C5390934/ CcTp. 467

BbISBAEHME U3BECTHOM MATOTEHHOM MYTALLMM.

[0 Kputepuu, UCKAIONAKOLLLUE

nBABA.:

0 A. KAMHM4YecKaa KapTMHa Boaee
XAPAKTEPHA AA HEAETEHEPATMBHOIO
30060AEBAHMSA HEPBHOM CUCTEMbI MAU
COMATUYECKOTO 3000AEBAHMS.

[0 B.lloBeAeHYECKME HAPYLLUEHMS AYYLLIE
OOBACHAOTCSA NEPBUYHO
NCUXMATPUYECKUM 30DOAEBAHMEM.

0 C.HaAandme BMoMApPKEPOB,
XAPAKTEPHbIX AAS OOAE3HM
AAbLIEMMEPA UAM MHOTO
HENPOAETEHEPATUBHOIO 30D0AEBAHMS
(AQHHbIM KPUTEPUM HE MCKAIOHOET
BO3MO>HbIM AMATHO3 ABA)



BO3HUKHOBEHMEe CUMNTOMOB

POCTOPMOXEHOCTb

-BEHTPAABHAY YHOCTb NEPEAHEMN
OCTPOBKOBOM AOAM

-NEPEAHSS OCTPOBKOBAS AOAS

N3meHeHune

MALLLEBOTO
MNOBEAEHUA

-TMMNOTAACMYC
-BEHTPAAbHAS YOCTb
MOAOCQATOrO TEAQ

-AODHQOS AOAS

M3BUAMHA -NepeAHss BUCOYHOS
AOAS

CrepeotmnHoe

NoBEAEHWE
-NePEAHAd NOACHAA m -BEHTPAALHASA YOCTb

MOAOCATOIo TEAQ

iNm.nih.gov/pubmed/30707188 c1p.80




[loBepAeHYeckun BapuaHT ABA

h’rTos://vvww Im.nih.gov/pmc/articles/PMC5390934/ cip. 469




[TloBeAeH4YeCcKunu BapuaHT AB

FDG-FTLD

Ac nim.nih.g



Kputepumn AMArHOCTUKU CUHAPOMO
NepBUYHOU Nporpeccupyouien adasmm

KAloYeBbie Kputepun A AMarHocTtuku MINA.

1) HOpYLUEHMS peyn
0 2) BepBOaAbHble HOPYLLEHMI HOMDOAEE 3HAYMMO BAMAIOT HO NMOBCEAHEBHYIO
QOKTMBHOCTb

0 3) adoasmg (He meHee 2 AeT)

Kputepumn-uckAro4eHus:

0 1) Xapaktep peyesbix HapyLUEHMM ODbICHIETCA APYTUMKN HEAETEHEPATUBHbBIMM
PACCTPOUNCTBAMM

2) KOrHMTMBHbIE HAPYLUEHMA OOBICHAOTCSH MCUXMATPUYECKMM AMATHO3OM
3) HapyLueHus arnm3oAM4E€CKOM MAMATH, 3PUTEABHOM MAMITU U 3PUTEABHOTO
BOCMPUATMS

0  4) MCXOAHO BbIPOXXEHHbIE MOBEAEHYECKME HAPYLLIEHMS

hitps://wWww. nlm.nih.gov/pmc/articles/PMC3059138/




CemaHTnyeckas MNMMNA 6e3 cHXeHns 6eranocTu peyu

1 .HapyLleHmne HA3bIBAHUA MPEAMETOB

2.CHMXKXEHME NOHMMAHMA MPOCTbIX CAOB

AONoAHUTEABHO (3 U3 4):

0 HapyLwieHune 3HaHMM 06 obObekTe, OCOBEHHO O PEAKO
BCTPEYQAIOLLLMXCS

[0 TTOBEPXHOCTHAA AMCAEKCUA MAU AMCTRACDMS
[0 T1loBTOpPEHMA COXPAHEHDI

0 ABUraTeAbHbl€ ACMEKTbl PEYM M TPAMMATMKO COXPAHEHDI

https://www.rEbRalm.nih.gov/pmc/articles/PMC5390934/ c1p. 472




ArpammaTtudeckas doopma MMNA €O CHUXKEHUEM
GerAocTu peyu

1. ArDOMMATUIM
2. ANPAKCUA pelm

AONOAHUTEABHO 2 U3 3:

0 HapyLueHne NoOHMMAOAHMA CUHTOKCHMYECKM CAOXKHbIX
NPEAAOXKEHUNM

[l Y3koe NoHMMAHME CAOB

0 YnpolleHHoe 3HaOHME 006 OOBLEKTAX

https://www. ‘nlm.nih.qov/pmc/orTicles/PMC5390934/ c1p. 473




CTPYKTYPbl TOAOBHOIO MO3rq,
nopaxaiwuimecs npu MMA

Cemanmyeckas MNMA Arpammatmyeckas MrA
nepeAHUe OTAEAbl BUCOYHbIX [ oBAACTb HUXXHEM AODOHOM
AOAEMN ©OpPO3AbI M 3AAHEM YOCTH

cpeAHer AOOHOM U3BUAMHDI
POCTPAAbHAS YOCTb MOAOCATOrO P

TEAQ [0 oBAQCTb OCTPOBKA

MUHAQAMHB [ KOopa 30AHEN HOCTM BEPXHEM
BMCOYHOM M3BUAMHDI

[ nNpemoTopHAd M AOMOAHUTEABHAOS
MOTOPHAY OOAQCTU

B OOAbLLIEM CTEMNEHM NOPAXKAETCA AEBOE MOAYLLIAPHE®



CemaHTnyeckmmn BapuaHTt ABA

Z-Score

it Madial L eft Medial littno:

ih.gov/pubmed/30707189 c1p. 121




ArpammartTnyeckmu BapuaHt ABA

.

Rig'ht Lateral Left Latefal I

b -3

Right Medial Left Medial

https://www.n@bi}

‘Im.nih.qov/oubmed/307o71 89 c1p.113




\ .nih.gov/pubmed/27042904 cTtp. 474



AndbdepeHULNAAbHbIM AUATHO3

1)Apyrme HenpoAereHePAaTMBHbIE 3AOOAEBAHUS:
%  AeMeHuUMd C TeEAbLAOMU AeBK,

% boaes3Hb AAbLremmepaq,
% boae3Hb Kpentudeabata-ako06a,
<%  NPOrpeccUpYoLLMMN HOABIAEPHbIM NAPAAMY,
% KoptMkoba3aAbHAY AereHepaums

2) COCYAMCTAA AEMEHLINS

3)dcuxmarpmieckme 3000AEBAHMS

4)MeTaboAnyeCcKMe, SHAOKPUHHBIE, MHAOEKLIMOHHbBIE, AYTOUMMYHHbBIE, OMYXOAEBLIE U
TOKCHMYEeCKME( B YOCTHOCTU MPUEM AAKOTOAL U HOPKOTUKOB) GOAKTOPbI

i.nlm.nih.gov/pubmed/30707188 cTp. 94




NAEHEHUE




CumnTomaTndyeckoe Ae4yenme ABA

e CeAeKTUBHbIE MHTMOUTOPDI
o6paATHOro 3aXBATA CEPOTOHUHA

Bo30Oy>xaeHme,

arpeccms, NCUXo3bl * ATUNUYHbDbIE HEeEUPOAENTUKHU

CrepeoTtmnHoe e CeAeKTUBHbIE UHTUOUTOPDI
NOBEAEHWE OGpPATHOro 3aXBATA CEPOTOHUHA

hTTDs://www Im.nih.gov/pmc/articles/PMC5390934/ c1p. 485




OcoGeHHOCTM BeAeHMﬂ NALUEHTOB

o

. | YxoA Ha no3aHMX
CTAAUAX




HoBble MeTOAblI A@4YEHMUS.

CQorf72- FID [1TMCNOAb30BAHME AHTUCMbICAOBBIX OAMITOHYKAEOTUAOB, KOTOPbIE
CMNOCOBDCTBYIOT YMEHbLUEHUNIO HEMPOTOKCHUYHOCTM.

[MPOBOAATCS AKTUBHbBIE MCCAEAOBAHMS AAS TAY-MATUM.

GRN- FTD] ncCcAeAOBATEAM MbITAKOTCH HAMUTU MYTU HOPMOAM3ALMKM YOOBHS
LLUPKYAMPYIOLLLETO MPOTPAHYAUHA; MbITAIOTCA YCTPAHUTE AMZOCOMOABHYIO
AMCAOYHKLMIO M YMEHBLLNTD HEMPOBOCMAAEHME.

hitps://www.n m.nih.gov/pubmed/30707188 cTp.96-97




