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Pestome. Fonesuv Anvyeetimepa (BA) sensemesn naubonee yacmou npudunol oemenyuu cpeou nacenenus. Ecau ons
no30He20 Hauana 3a00/1e6aHUs XAPAKMEPHA KIACCUYECKAsl KIUHUYECKas KAPMUHA O0Nle3HU ¢ 0euyumom Kpamkospe-
MEHHOU Namsamu, anpaxkcuel u dzHo3uell, mo NAyueHmvl ¢ PAHHUM HAYAI0oM OONE3HU MO2YM UMemb AmunuYHyO
KAUHUYECKYIO KapMmumy, 4mo 3ampyonsem ceoegpementyio ouacnocmuxy. K amunuunviv éapuanmam bA omuocam
J1020NeHUYeCcKull 6apuanm nepeuyHoll npoepeccupyoujeti agazuu, 3a0HI010 KOPKoyIo ampoduro, nosedeH4eckutl, ou-
napuemanvhblil U Kopmurxooazanvbusiil éapuanmsl bA. Onu umerom cxoonvie ¢ knaccuueckoii bA namomopgonocuue-
CKUe NPU3HAKU, 0OHAKO HA panHell CMaduu 3a001e8ans 8081eKaI0M 02panuieHHble 0OMoeNbl Kopbl, 4mo oObACHAem
UX KIUHUYecKul nonumopgusm. B cmamve npusooumcest Kpamuii 0630p COBPEMEHHOU IUmepamypbl 0 AMUNUYHbIM
sapuanmam bA u npedcmasneno kiunuueckoe nabniodenue nayuenmru 62 1em, y Komopou 3abonesanue 0edromupo-
84710 8 8UO€ NPO3ONASHO3UU BCLEOCEUE 02PAHUYEHHOU AMPOPUU BUCOUHO-3AMBLIOYHBIX 0ONIACTell HEOOMUHAHMHO20
nonywapus.

KnioueBsie croBa: Oone3Hb AnbIrediMepa, IEMEHITHS, 3aIHIS KOPKOBask aTpoQus, IEPBUIHAS IIPOTPECCHPY-
rotas adaszusl, KIMHUYECKUN CIydai.
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Abstract. Alzheimer'’s disease (AD) is the most common cause of dementia in the population. Late onset AD has
a classic clinical picture with short-term memory deficit, apraxia and agnosia. Patients with early-onset AD may
have an atypical clinical picture which complicates diagnosis. Atypical AD variants include the logopenic variant
of primary progressive aphasia, posterior cortical atrophy, behavioral, biparietal, and cortico-basal variants. These
variants have pathomorphological signs similar to classical AD, but at an early stage they are characterized by focal
atrophy which explains their clinical polymorphism. This article provides a review of the current literature on atypical
types of AD and presents a clinical case of a 62-year-old patient in whom the disease debuted with prosopagnosia due
to focal atrophy of the temporo-occipital regions of the non-dominant hemisphere.
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Cokpawenus: BA — 6one3np Anpnreitmepa; 3KA —
3anHss kopkoBas arpodust; KB/l — koprukobasanbHas
nereneparust; KbC — xopTukoOa3ambHBIM CHHAPOM;
nBIIITA — noronenndeckuii BapuaHT NEpBUYHOMN MPO-
rpeccupytomieit apaszun; MPT — mMarHUTHO-pe30HaHC-
Hast TtoMmorpadusi; 19T — mo3UTPOHHO-IMUCCHOHHAS
tomorpadus; LHCK — mepebpocnrHambHas )KUIKOCTB;
APOE — Apolipoprotein E; APP — Amyloid Precursor
Protein; MMSE — Mini-Mental State Examination.

Beenenne. [IpoOieMa KOTHMTHUBHBIX pacCTpPOHCTB
W IEMEHIINH TPHOoOpeTaeT Bce OOJBINYIO0 aKTyalTbHOCTh
B coBpeMeHHOM mupe. Ilo ouenkam MexayHapoaHOH
opraHu3anuu 1o Oopbbe ¢ Oone3Hpio AnbrreiiMmepa
(Alzheimer’s Disease International), 8 2019 r. B mupe
npoxkuBajgo S0 MJIH YeJIOBEK C JIEMEHIMEH, exKETOIHbIC
pacxobl Ha UX COEPKAHUE OLEHUBATUCH B OAUH TPHUII-
muoH gourapoB CIIA. K 2050 1. urcio manueHToB ¢ J1e-
MeHIuel MoxkeT gocthub 152 miH. Takast TeHaeHInsa
pocTa pacHpoOCTPAHEHHOCTH JIEMEHLUNA, HECOMHEHHO,
MPUBEACT K YBEIUYCHUIO MPSMBIX U HEMPSIMBIX pac-
XOI0OB Ha OKa3aHHE MEIUKO-COIMabHON momMorm [1].
B Poccun mpo6ieMa KOTHUTHBHBIX PACCTPOMCTB TaKKe
BECbMa aKTyaJIbHA: BO-IIEPBBIX, KAK U BO BCEM MHpE,
YBEIUYMUBACTCS OJISI HACENCHUS MOXKUIOTO U CTapue-
CKOI'0 BO3pacTa; BO-BTOPBIX, B HAIlIEW CTpaHE COXpaHsi-
eTCsl KPUTHUUYECKU HU3KUH YPOBCHBH BBISBIIEMOCTU Ca-
MOTO 4acTOTO JIEMEHTHBHOTO PacCTPOHCTBA — OOJIE3HU
Anbureiimepa (BA) — menee 1% [2-4].

BA sBnsercs omHuM W3 Hambosee pacipocTpaHEH-
HBIX HeWpoJereHepaTuBHbIX 3a00JI€BaHUI B MHUpE U ca-
MO 9acTOW MPUINHOM neMeHInH [3, 5, 6]. B THITHYHBIX
cinyyasx BA HaumHaeTCs O CHMXKEHUS SIU30IUYECKOM
aMsITH, TPYAHOCTEH B mondope ciioB. Ha pa3BepHyTOit
cTajuu OOJIC3HU MPUCOCIAUHSIOTCS alpakCHs, aHOMUS,
arHo3MM M 3PUTEIbHO-NPOCTPAHCTBEHHBIE PACCTPOM-
ctBa [7, 8].

[To Bo3pacTy maHmdecTanuu pazTUdaloT paHHUI
U no31Hui 1e0T BA, KOTOpbIC OTIMYAIOTCS TeHETHYE-
CKUMU MPETUKTOPaMH, KIMHUYECKON KapTUHON U 0CO-
OCHHOCTSIMH HEHPOBU3YyaTH3aI[IH.

BA ¢ pannum nebrotom coctaBiseT 5,5% OT Bcex
cilyyaeB 3a0OJIeBaHMs W JAMATHOCTUPYETCS MpHU pas-
BHTHHU TEPBBIX NMPHU3HAKOB 3200JIeBaHUS Yy TAIUEHTOB
B Bo3pacte 10 65 ner [9]. Oror penorun BA xapakrepu-
3yeTcst pa3BUTHEM B MEPBYIO odepenb (HOKAIbHBIX KOp-
KOBBIX PacCTPOMCTB, TAKUX KaK HAPYIICHUS BHUMAHUS,
PETYIASTOPHBIX, 3PHUTEIHHO-TIPOCTPAHCTBEHHBIX (HYHK-
LU, MpaKcuca M pedu, TOorna Kak KiacCu4ecKuid nedu-
LUT NaMATH YXOOUT Ha BTOpo# miaH. [Ipu nmposenenun
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MarHuTHO-pe30HaHCHOW Tomorpaduu (MPT) romoB-
HOTO MO3ra MOYKHO OOHapyXuTh 0OoJiee BBIpRKEHHYIO
aTpo(ur0 HEOKOPTEeKCca, OCOOCHHO TEMEHHOH IOJIH,
NIPY MEHBIIEH BBIPaKEHHOCTH aTpOPHU KOPbI MeInaIb-
HBIX OTJIEJI0OB BUCOUHBIX gojel [10].

BA ¢ nozgaum nebrotom cocrasiser 6onee 90% ot
BCEX CilydaeB 3a00JIeBaHUS W Pa3BHBAETCS B BO3pacTe
crapuie 65 ner. Jtor ¢enorun BA xapakrepuzyrorcs
Pa3BUTHEM KJIACCHYECKOTO aMHECTHYECKOTO PacCcTpOi-
ctBa [2, 11].

BompmmacTBO ciydaeB BA sBisrorcs mynbTH(ak-
TOpHBIM 3a0oneBanueM. JInms okono 10% Beex cinydaes
BA oTHOCATCSI K MOHOT€HHBIM HACJIEACTBEHHBIM 3a00-
neBaHusiM. Cpeau TEHEeTHMUYECKHUX MPEIUKTOPOB (0CO-
o6enno nipu penoturie BA ¢ mo3aHUM 1edr0TOM) 0cO0ast
POJIb MPUHAAISKUT HOCUTEILCTBY aJljleNu €4 TeHa aro-
munonporenHa E (APOE), xomupyromiero 4eTBepryro
nzodopmy anomunomnporenHa E (¢4-APOE) u croco6-
CTBYIOIIIETO HaKoTUIeHw o B-amunonna [7, 12, 13]. Ecnmu
TOBOPHUTH O TEHETUUECKUX MpeAnKTopax ¢genoruna BA
C paHHUM Je0I0TOM, TO B €€ Pa3BUTHH ONpeiesieHa
ponb mytanuii reHoB APP, PSENI u PSEN2, xonupy-
FOIUX OeJTOK — TpeAnecTBeHHUK amrtonsa (Amyloid
Precursor Protein — APP) u Oenku mnpecenmnus-1
(PSEN1) u npecennnun-2 (PSEN2) coorBeTcTBeHHO [7,
13].

B HacTosmiee BpeMst yCTaHOBIIGHO, YTO 00pa3oBaHUe
aMUJIOUJIHBIX OJISIIIEK HE OOBSACHSICT B TOJHOW Mepe
naroreHe3 BA, MOCKOIBKY WX HaKOIUIGHHWE HE Koppe-
JUPYET C KIMHUYECKUMHU TPOSBICHUAMHU 3a00JIeBaHNS.
Kpome Toro, skcneprMeHTaNbHas aHTH-[-aMITOUTHAS
Tepanus He MPUBOIUT K 3HAUMMOMY KIMHUYECKOMY d(]-
¢exty [14]. CoBpeMeHHas THITOTe3a Pa3BUTHS OOJNEC3HH
MPEATONAraeT, 4To B-aMHUIIOW/I WIIM aMUJIOMTHBIC OJIsIII-
KH WHUIAHAPYIOT TaTOPU3NOIOTHUECKUNA KaCKad, TpH-
BOJISIIIUH K HAKOTIJICHUIO BHYTPUKIIETOYHOTO Tay-0elika,
KOTOPBIA PacCIpOCTPaHAETCS MO KOpe TOJIOBHOTO MO3Ta,
3aIryckasi HEMOCPEICTBEHHO Tpoliecc HelpoaereHepa-
LMY U pa3BUTHE KIMHUYECKUX nposBieHuid bA [15, 16].

Kannnyeckue BapuaHThI 60J1e3HM Anblreiimepa.
Boigensitor cimydyan BA ¢ TUNMYHON M aTUNIMYHON KIIU-
HUYECKOH KapTuHOHW. Kak Bbilie ObUIO CKa3aHO, KIIACCH-
YyecKkas KIMHWYECKas KapTHHA XapaKTepHa MpenMylie-
CTBEHHO JiJ1s1 BA ¢ 1031HUM J1e0H0TOM (JMarHOCTUYCCKUE
KpUTEepUH TpeacTaBieHsl B Tabm. 1 [17]), Torga kak ams
BA ¢ panauM 1e0I0TOM Ha NIepeTHU TIaH BBIXOIAT (o-
KaJIbHbIE KOPKOBBIE CUMITTOMBI.

K arunuuneiv Bapuantam BA oTHOCAT JoroneHuye-
CKHA{ BapuaHT MEPBUYHON IMporpeccupyromneid adazuu
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Tabnuma 1

Kpurtepun gnarsocruku geMenuun npu 6oesun Aapureiivepa (McKhann G.M. u coasr. [17])

Kpurepuu 1emeHuun

Kpurepuu gfemeHunn npu 6os1e3uu AJibureiivepa

JleMeH1Ms IMarHOCTHPYETCs TIPH HATMYHN

KOTHUTHUBHBIX M TIOBE/ICHYECKUX PACCTPOICTB,

KOTOpbIE:

1) HapymaroT paboToCcrocoOHOCTh
1 BBITIOJIHEHHUE OBITOBBIX JIEI;

2) CHMKAIOTCS 110 CPABHEHUIO C HCXOIHBIM
YpOBHEM;

3) He OOBSICHSIOTCS JICITUPUCM UITH
MICUXUYECKUM PACCTPOHCTBOM;

4) BBIABIIAIOTCA B X07€ cOOpa aHaMHEe3a
y Hal{eHTa WK POJCTBEHHNKA U OLEHKU
KOTHUTHBHOT'O CTaTyca,

5) BKIIOUAIOT KAK MHHUMYM JIBa MTPHU3HAKA

a

N

HapyILIEHHE CIOCOOHOCTH MOJTy4aTh

1 3alIOMHMHATH HOBYIO HH(OPMALHIO
(TIOBTOpEHHE BOIIPOCOB, ITOTEPS BELIEH,
3a0bIBaHNE COOBITHI HJIH BCTPEY,
JIe30pHEHTAIHS B 3HAKOMOM MapIpyTe);
0) HapylICHHE PACCYKICHUIN U PEIICHUS

PUCKOB GE301aCHOCTH, HAPYILICHNE
Be/IeHUs (DUHAHCOB, TII0Xast CIIOCOOHOCTD
MPHHUMATB PEIICHHS U IUIAHUPOBATh
CIIOXKHBIC U [IOCIIEI0BATEIbHBIC ACHCTBHN);

B) HapyLICHHE 3PUTEIBHO-POCTPAHCTBEHHBIX
(byHKIHI (HECTTOCOOHOCTh pacro3HaBaTh
JIMLA, HECTTOCOOHOCTh HAXOAUTh MPEAMETHI,
KOTOPBIC HAXOJSITCS B TIOJIC 3PCHM);

) HapyleHHEe PeYeBbIX (YHKIHMH, YTCHUS,
1 GSVER

1) M3MEHCHUs JINYHOCTH M TIOBEICHHS
(xonebaHus HACTPOCHHMSI, HAPYILIICHHE
MOTHBALIMH, CHIDKCHHE HHTEpeca
K HPEBIIYIINAM 3aHITHSIM, TOTEps
COUYYBCTBUSI, KOMITYJIbCHBHOE, HABSI3YHBOC
WM COLMATIBHO HEIPUEMIIEMOE TTOBEICHHC)

1. BepositHast nemennus nmpu BA oTBeuaeT KpUTEpHsIM JUATHOCTHKH IEMEHIIUU H UMEET
JIOTIOJIHUTEIIBHO CIICAYIOLHE TIPU3HAKH:

1) mocrerneHHOe HAYAIO B TEUCHUE HECKOJIBKHX MECSILICB WITH JICT;

2) OTYETIIMBOE YXY/IICHUE KOTHUTHUBHBIX (PYHKIUI 110 CPABHEHHIO C HCXOHBIM YPOBHEM;

3) HauOoiee BbIPa)KEHHbIH KOTHUTHBHBIH Ae(UIUT OYEBUJIEH B X0 cOOpa aHaMHe3a
1 00cIIeI0BaHMS 110 OJTHOM U3 CIEIYIOUINX KaTerOpuil:

a) aMHECTHYECKHE IPOSBICHHSA: ASPHUIUT JOJDKESH BKIIIOYATh HApyLICHHE 00y4eHHs
1 3alIOMMHaHMS HEJIaBHO YCBOCHHOW HMH(pOpMaINy;
0) HEaMHECTHYECKHE IPOSBICHUS:
* HapyLICHHs pedr: HauboJiee 3aMeTHBI HEJIOCTATKH B II0J00pPE CIIOB;
* 3PUTENILHO-IIPOCTPAHCTBEHHBIE HAPYILIECHHS: IPEAMETHASI AarHO3MSI, HApYIICHUE
pacro3HaBaHusl JINII, aTIEKCHsI, CUMYJIbTaHHAsI arHO3HsI;
* HapyLICHUE UCTIOJHUTEIbHBIX (QYHKIMN: MBIIUICHUS, CYXKJICHUS U PEILCHUs TIPOOIeM;

13 CIIeTYIOLINX: 4) nmarHo3 BepOsiITHOM JeMeHIMH IpH BA He 10JDKeH NPUMEHSTHCS IPYU HAJTMYHMHU JI0KA3aTeIbCTB!

a) TSHKEJIOTO COMYTCTBYIOLIETO 1epeOpOBACKYIISIPHOTO 3a00JICBaHHUS;

0) NpU3HAKOB JeMEHIIMH ¢ Teiblamu JleBu;

B) MOBEJICHYECKOI0 BAPHAHTA JIOOHO-BUCOYHON JIEMEHITHH;

I') CEMaHTUUYECKOTO WIIM arpaMMaTHYECKOr0 BapHaHTa epBUYHOI nporpeccupyrolei adasuu;

1) IPYTOT0 COITyTCTBYIOMIETO HEBPOJIOTHYECKOTO MIIM COMAaTHYECKOro 3a00JIeBaHusL, TIpHeMa

JIEKapCTB, KOTOPbIE MOT'YT OKa3aTh CYIIECTBEHHOE BIIMSHHE HAa O3HABATENIbHBIC (DYHKIIMH.

CJIOKHBIX 3aJ1a4, HEPaBUIbHOE II. BeposiTHast nemeHnus npu BA ¢ moBbllIeHHEM yPOBHSI JOCTOBEPHOCTH BBICTABIISICTCS TIPH:

yMO3aKiIoueHre (I10X0e HOHUMaHHe 1) IOKyMEHTaJIbHOM MOATBEP)KACHUH CHIKCHHSI KOTHUTHBHBIX (DyHKIMI, OCHOBAHHOM
Ha pe3ysbTaTax HaOIIOCHHS 33 MALMEHTOM U HEHPOIICHXOJIOTHYECKON OLCHKH;

2) oOHapyXeHUH NIPUYNHHON reHeTHYecKoi mytannu (B renax APP, PSEN1, PSEN2).

III. Bo3moskHast nemeHIus ipu BA MokeT ObITh OCTaBIICHA TIPH:

1) aTUNUYHOM TEYEHHH C OCTPHIM HA4aJIOM WJIM HEJOCTATOYHOM KOJIMYECTBE aHAMHECTHYECKUX
JIAHHBIX WK JaHHBIX O MPOTPECCHPOBAHMN KOTHUTHBHBIX (DYHKIINI;

2) HaJIMYUH TSHKEJIOTO COMYTCTBYIOIIETO LepeOpoBacKyIIpHOTrO 3a001eBaH s, TPU3HAKAX
JIEMEHINH ¢ TeIblaMu JIeBH mim Ipyroro HEBPOJIOTHYECKOTO M COMaTHIECKOTO
3a00JeBaHusl, IPUeMa JIEKapCTB, KOTOPbIE MOT'YT OKa3aTh CYIECTBEHHOE BIMSHUE
Ha KOTHUTUBHBIC (DYHKIIMH.

IV. BepositHas aemenimst mpu BA ¢ npuzHakamu maTopu3nonornyeckoro mpoiecca bA
[pelyCMaTPUBAET BBISBICHUSI HU3KOTO YPOBHSI aMHIION 1A [3-42 U TIOBBILICHUS YPOBHS
Tay-6enka B L{CXK, onpenenenust ammunonna ¢ momomnrsto [19T, cHmkenns 3axBaTta
18F-¢rop/1e30KCUTITFOKO3bI B BUCOYHO-TeMEHHO# Kope mipu [19T.

V. Bosmoxnas nemeHnus npu bA ¢ npusHakaMu nato(u3n0I0rHYecKoro mpomecca

BA npennaznauyeHa ajis Jinil, KOTOPbIe COOTBETCTBYIOT KIMHUYECKUM KPUTEPHUSIM
JIEMEHIIMHU HeallbIreiMEepOBCKOT0O THIIA, HO UMEIOT OMOMapKEpHBIC CBUICTEIBCTBA
naTo(pU3HOIOrHIeCKOro mpoiecca bA

IMpumeuanue: BA — 6onesus Anbureiimepa; [19T — nosurponHo-smuccronHas tomorpadus; LICK — uepedpocnuHanbHas KUAKOCTb.

(mBIIITA), 3amHIOI0 KOPKOBYIO aTpoduio, MOBEIeHUe-
CKHUH, OMMapueTanbHbIi U KOPTHKOOA3aIbHBIH BapUaH-
Tbl BA. DTH BapraHThl UMEIOT CXOJIHbIE C KJIACCUUYECKON
BA maromopdonoruueckue npu3HaKy, OAHAKO Ha paH-
HEell craguu 3a00/eBaHMs BOBJIEKAIOT OIPaHUYCHHBIC
OTACJIbI KOPbI, YTO 06’1)51CH51€T UX KIMHUYECKUH TOIH-
MopdusmM [3, 10].

JloromeHn4yecKuii BapUAHT MEPBUYHON MHpo-
rpeccupytomeii adpazuu (aBIIIIA) xapakrepusyercs
MPOTPECCUPYIOIIUM CHUKEHUEM PEYEBOM aKTHUBHOCTH.
[Matromopdonormaecknm cyoctparom iBlIIIA sBuseTcs
arpo(usi BUCOYHO-TEMEHHBIX OT/IEJIOB JIEBOTO MOIYyIIa-
pust. [lanueHTsl KalyloTcsl Ha TPYZHOCTH B Iozxdope
CJIOB KaK B CIIOHTAHHOU peun, TaKk U NMPU HA3bIBAHUUN
MpeaIMETOB. Y HUX yTpaunBaeTcs (poHoJIOTHUecKHii Oy-
¢ep, u3-3a 4ero CHMKAETCS CIIOCOOHOCTh YIEPKHBAThH
B paboueil maMaTH OONBIIOE KOIUYECTBO IPOM3HOCH-
MBIX CJIOB. Peub 3aMemsieHHasi, ¢ MU30[aMu MOI00pa
CJIOB. ArpaMMaTH3Mbl OTCYTCTBYIOT, B TO K€ BpeMs
MaIMEHTHl MOTYT JIOMYCKaTh (POHOJOTMYECKHE OIINO-
k. HeoOxomumo mpoBoanth nuddepeHnnaIbHyo In-
arHOCTUKY C CEMAHTHUYECKON JIEeMEHIIMEN M arpamma-
TUYECKUM BAapPHAHTOM IEPBUYHOM NPOrpeccUpyrouei
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adazuu, KOTOpBIE OTHOCATCS K JIOOHO-BHCOYHOW Jie-
MeHuu. B monb3y aBIIITA 1omoaHUTENEHO MOTYT CBU-
JIETENLCTBOBATh NPU3HAKN CHIDKEHHUS SIHU30INYECKON
naMsaTd M 3PUTEIBHO-NPOCTPAHCTBEHHBIX (DyHKIWH
[18-20].

3agnas xopkosas arpopusa (3KA) kak cunapom
pa3BUBAeTCsl B paMKax aTWIM4YHOro BapuaHta BA (mo
70% cmyuaeB). Pexxe 3KA mMoxkeT pa3BUBaThCs B paMKax
JIEMEeHIINH ¢ Teibllamu JIeBu u 6one3nn Kperudensa-
ta—SKko0a (Bapuant Xeinenxaitna) [3, 21, 22]. [lanu-
eHThl ¢ 3KA HMEIOT CII0KHBIE 3pUTEIbHBIE CUMIITOMBI,
BKJIIOYas aJIeKCHIO0, 3pPUTEIBHYIO arHO3MI0, CHHApPOM ba-
JMHTA (CUMYJIBTaHHAs arHO3MUS, OKYJIOMOTOpPHAsI allpak-
CHUSl M arakCusl B30pa), HApYLIEHHE 3pPUTEIbHO-IPO-
CTPAHCTBEHHOM OpHEHTaluH, CHHApoM IepcTtmaHa
(arpa¢us, akaabKymus, MajblieBas arHo3us, paBo-Jie-
Bas neszopueHTanyst) [10, 23]. Ilpu sToM HapymeHUS
SMU30AMYECKON NIaMSATH YXOAST Ha BTOPOM IIaH.

CuMynbsTaHHas arHO3US MPOSIBIAETCS HEBO3MOXKHO-
CThIO OXBATUTh B30POM HECKOJIBKO OOBEKTOB, BCIEI-
CTBHE 4YEro MalMeHTHl Ha MpHEME HE CMOTYT COCTa-
BUTH NPaBMJIBHBINA paccka3 0 KapTHHKe. ATakCHs B3opa
CBsI3aHa C HEBO3MOXKHOCTBIO (DMKCALUHU B30pa W/HIN
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Table 1

Criteria for the diagnosis of dementia in Alzheimer’s disease (McKhann G.M. et al. [17])

Criteria for the diagnosis of dementia

Criteria for the diagnosis of dementia in Alzheimer’s disease

Dementia is diagnosed when there are cognitive or

behavioral (neuropsychiatric) symptoms that:

1) Interfere with the ability to function at work or
at usual activities;

2) Represent a decline from previous levels of

functioning and performing;

Are not explained by delirium or major

psychiatric disorder;

Cognitive impairment is detected and diagnosed

through a combination of (1) history-taking

from the patient and a knowledgeable informant
and (2) an objective cognitive assessment;

The cognitive or behavioral impairment

involves a minimum of two of the following

domains:

a. Impaired ability to acquire and remember new
information — symptoms include: repetitive
questions or conversations, misplacing personal
belongings, forgetting events or appointments,
getting lost on a familiar route.

b. Impaired reasoning and handling of complex
tasks, poor judgment — symptoms include:
poor understanding of safety risks, inability
to manage finances, poor decision-making
ability, inability to plan complex or sequential
activities.

c. Impaired visuospatial abilities — symptoms
include: inability to recognize faces or common
objects or to find objects in direct view despite
good acuity, inability to operate simple
implements, or orient clothing to the body.

d. Impaired language functions (speaking, reading,
writing) — symptoms include: difficulty
thinking of common words while speaking,
hesitations; speech, spelling, and writing errors.
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Probable AD dementia is diagnosed when the patient meets criteria for dementia, and in
addition, has the following characteristics:

Insidious onset. Symptoms have a gradual onset over months to years, not sudden over

hours or days;

Clear-cut history of worsening of cognition by report or observation; and

The initial and most prominent cognitive deficits are evident on history and examination in

one of the following categories.

a. Amnestic presentation: The deficits should include impairment in learning and recall of
recently learned information. There should also be evidence of cognitive dysfunction in
at least one other cognitive domain, as defined earlier in the text.

b. Nonamnestic presentations:

» Language presentation: The most prominent deficits are in word-finding, but deficits
in other cognitive domains should be present.

* Visuospatial presentation: The most prominent deficits are in spatial cognition,
including object agnosia, impaired face recognition, simultanagnosia, and alexia.

* Executive dysfunction: The most prominent deficits are impaired reasoning,
judgment, and problem solving.

The diagnosis of probable AD dementia should not be applied when there is evidence of

(a) substantial concomitant cerebrovascular disease; or (b) core features of Dementia with

Lewy bodies other than dementia itself; or (c) prominent features of behavioral variant

frontotemporal dementia; or (d) prominent features of semantic variant primary progressive

aphasia or non-fluent/agrammatic variant primary progressive aphasia; or (e) evidence for
another concurrent, active neurological disease, or a non-neurological medical comorbidity
or use of medication that could have a substantial effect on cognition.

Probable AD dementia with increased level of certainty:

Evidence of progressive cognitive decline on subsequent evaluations based on information

from informants and cognitive testing in the context of either formal neuropsychological

evaluation or standardized mental status examinations;

2) Evidence of a causative genetic mutation (in APP, PSEN1, or PSEN2).

III. Possible AD dementia:

1) Atypical course with sudden onset of cognitive impairment or patient demonstrates strates
insufficient historical detail or objective cognitive documentation of progressive decline

2) Evidence of concomitant cerebrovascular disease, features of Dementia with Lewy bodies
other than the dementia itself; or evidence for another neurological disease or a non-
neurological medical comorbidity or medication use that could have a substantial effect on

e. Changes in personality, behavior, or cognition.
comportment — symptoms include:
uncharacteristic mood fluctuations such as
agitation, impaired motivation, initiative,
apathy, loss of drive, social withdrawal,
decreased interest in previous activities, loss of
empathy, compulsive or obsessive behaviors,

socially unacceptable behaviors criteria for AD

IV. Probable AD dementia with evidence of the AD pathophysiological process is
characterized by low CSF Ab42, elevated CSF tau, and positive PET amyloid imaging,
decreased 18-fluorodeoxyglucose uptake on PET in temporo-parietal cortex.

V. Possible AD dementia with evidence of the AD pathophysiological process. This category

is for persons who meet clinical criteria for a non-AD dementia but who have either
biomarker evidence of AD pathophysiological process, or meet the neuropathological

Note: AD — Alzheimer’s disease; PET — positron emission tomography; CSF — cerebrospinal fluid.

HAIPABIICHUS €T0 B HYXKHYIO CTOPOHY, M3-3a YETO pas-
BHBAIOTCSA «Oeraromnuey riasHbie sonoku [24]. [lpu veii-
POBH3yaHM3aIMK BhISIBIIICTCS aCUMMETpHYHAs aTpodus
TEMEHHO-3aTBUIOYHBIX 00JNacTeld, Ooiiee BBIpakeHHAs
CIIpaBa, B TO BpeMsI KaK MEIUAILHBIC OTAEIbI BUCOYHBIX
JIOJIEH OCTAIOTCSl OTHOCUTEIBHO COXpaHHBbIMHU [25].
JloOoublii (moBeaenuyeckuii) BapuantT BA Moxer
MPOSIBIISITECS  allaTHe, PacTOPMOKEHHOCTBIO, obcec-
CHUBHO-KOMITYJTbCUBHBIMH  PAacCTPOMCTBAMHE, HapyIIe-
HHUEM IMHUIIEBOTO MOBEJACHUS, YeM HAIIOMUHAET I10BE-
JICHUYCCKHI BapUaHT JOOHO-BUCOYHOHN JeMeHImu [26].
B monp3y storo arunmmuHoro BapuaHTa bA Oyner cBu-
JIETEIHCTBOBATH B MIEPBYIO OYEPEb PA3BUTHE aMHECTHU-
YeCcKoro Je(eKTa, B TOM YHCIIe IPH BHITOITHEHUH TECTOB
Ha namsITh. [lo nanaeiM MPT y manueHTOB ¢ JIOOHBIM
BapuaHTOM bBA omnpenensieTcs ABYCTOPOHHSISL aTpo-
(ust JTOOHBIX, BUCOYHBIX U TEMEHHBIX OTJICJIOB, TOTJA
KaK TIpH JIOOHO-BHCOYHOW JTEMEHIIMH — aCUMMETPHY-
Hasi arpodus JTIOOHO-BUCOYHBIX OTJIEIOB. B OTAENbHBIX
Clyyasix B JAMArHOCTUKE MOXKET IIOMOYb OIpEleICHUE

ouomapkepoB BA B 1epeOpOCIUHAIBHON JKUIKOCTH
(LICXK), npoBeneHue Mo3uTPOHHO-IMHCCHOHHON TOMO-
rpaguu (I19T) ¢ amunonaHbM JiurangoM. OHAKO B Ya-
CTH CITy4aeB BepU(pUKAIH JUarHO3a BO3MOXKHA TOIBKO
Ha ayToricuu [3, 27, 28].

[apueranbHblii (AKAJIBKYJIUYECKH) BapHAHT
BA pa3BuBaeTcs BCIEACTBHE ACUMMETPUYHOIO IOpa-
JKEHHsI TEMEHHBIX JI0JIei, OOJIbIIIe JIEBOTO IMONYyIIApHS.
ITo mamubiM nccaemoBanus M. Mendez u coasrt. [29],
n3 276 narnuenToB ¢ paHHUM jAeOtoroM bA 18 mammen-
TOB (6,5%) COOTBETCTBOBANN KIMHUYECKUM TIpHU3HAKAM
napuetanbHoro Bapuanta bA. OH mposiBasieTcss mpo-
IPECCUPYIONICH aKaJIbKYJIUCH, KOTOpas HE OObSICHACTCS
PEUEBBIMH WJIM 3PUTEIBHO-TIPOCTPAHCTBEHHBIMH HaPY-
IICHUAMH, BCJEJICTBHE YEro MAaIlMEeHTHl HCIIBITHIBAIOT
TPYIHOCTH Ja’Ke TIPU TPOCTHIX BBEIYNCICHUSAX, HE MOTYT
MaHHITYJINPOBATh «CIOKHBIMUY HHppaMu (Hampumep,
BBHINMCATh Y€K, PACIUIaTUTHCS B MarasWHaxX, YCTaHO-
BUTH Taiimep). Hapymienus peun (mpex/e Bcero, Mouck
CJIOB TIPH Pa3roBOpe), 3PUTEIHHO-TPOCTPAHCTBEHHBIE

19
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WNCCNEAOBAHNA N KNIMHUYECKNE HABJTIOAEHWA

HapyIIeHUs MOTYT BBISBIATHCA IPU OCMOTpPE, OJHAKO
UX CTENEHHU TAKECTU HE COOTBETCTBYIOT IO BBIPA’KEH-
HOCTH aKaJIbKYJUU W HE IO03BOJISIOT TUArHOCTHPOBATH
npyrue BapuaHThl BA.

[TopaxxeHue KOpbl TEMEHHBIX JOJICH OOBSCHSET Ha-
JIMYUE JPYTOro COIMYTCTBYIOMIETO MPU3HAKA — HUAEOMO-
TopHO# anpakcun. Ha MPT romosaoro mo3ra oOHapy-
KHMBACTCsI 3HAYMTENbHAS IBYCTOPOHHSS (OOJIBIIE CIIeBa)
arpo(usi TEeMEHHBIX JIOJIeH TP OTHOCUTEIHLHO HEBBIpa-
KEHHOU arpoduu runmokamiioB [30].

Koptuko6azanbublii Bapuant BA. D10 penkwii Ba-
PpHAaHT 3a00JIeBaHMS C XapaKTEPHbIM KOPTUKOOA3aIbHBIM
curnpomoM (KBC), koTopslii mposBIIsieTCs MPOTrpeccu-
pylome acUMMETPUYHOW PUTHIHOCTBIO, anpaKCHUEw,
HapyIICHHEM KOPKOBBIX (YHKIMH YyBCTBHTEIBHOCTH
W JIBIOKCHUH, BKIIOYass ()EHOMEH «Uy>KOH PYKH» U MH-
OKJIOHYC.

B nacrosimee Bpems uzBectHo, uto KbC pasBuBaer-
Cs1 HE TOJIBKO B paMKaX KOPTUKOOA3aIbHOM JeTeHEPAIIHH
(KB/l), HO MOkeT OBITh mposiBIeHHEeM apyrux 4R-rtay-
naTuii (MPOrpecCUpyIoIeTro HaIbSIEPHOTO Mapasmnya,
JT0OHO-BUCOYHOHN JIEMEHITUH, OOKOBOTO aMHOTpoduye-
CKoro cKkiiepo3sa) [31].

KBC moxer ObITh mposiBieHHEeM M BA, 4TO BBI3BI-
BaeT 3HAYMTENbHbIE 3aTPyAHEHHS B CBOEBPEMEHHOMN
HO30JI0TUYeCKOM JuarHoctuke. A. Hassar u coaBt. [32]
nposenu cpaBHeHue ciydaeB KbC-BA u KBC-KB/I.
Onu ycranoswin, uto KbC B pamkax BA xapaxrepu-
3yercs Oosee JTUTENbHOW MPONOIKUTEIHHOCTRIO 3a-
OoseBaHus1, Oosiee paHHUM Ae0IOTOM (4TO COOTBETCTBY-
eT Bo3pacty Manudecraruu BA ¢ panHuUM 1e0I0TOM),
Oosiee YaCTBIM HApyLIICHUEM O3MH30JUYECKON MaMsATH
W 3PUTENHLHO-TIPOCTPAHCTBEHHBIX (YHKIMH, pa3BUTH-
€M CHHApPOMa «UTHOPHUPOBAHUS, HATMYUEM arlpakCUH
OJIeBaHMs M MHOKJIOHyca. B To ke Bpems wuccienona-
TeNW HE OOHAPYKWJIM 3HAUYUMBIX Pa3Inuuil IpH OLEH-
Ke amnpakcuy, (peHOMEHa «4UyKOU PyKW», MPOSBICHUUI
MapKUHCOHU3Ma, TUCTOHMM M cuHApoma lepcrmana.
B namarnoctuke ompesneneHHas poSib MPUHAJICKUT
HeHpoBH3yanu3aunu, Koropas npu bA BeisBisieT Gonee
mddy3Hyro arpoduio Kopbl JOOHBIX, BUCOYHBIX U Te-
MeHHBIX oTAenoB. [1o manueM [19T ¢ dpTopaezoxcurnitto-
K0301, KoTopas npu BA oOHapyxuBaeT rumomeTado-
JIU3M TIIFOKO3bI B TEMEHHO-BUCOUYHBIX A0JIX, pu KB/
BBISIBIISICTCS THIIOMETA00IM3M B KOHTpaJIaTepaTbHOMN
n00HO-TeMeHHOM obnactu. Kpome Toro, B npoBeieHUH
mddepennmanbHoil tuarHocTukn BA ynensiercs poib
cozepkanuio amuiouaa 3-42 u tay-oenka B LICK [32].

Kaunnuyeckoe Haoaionenue. [IpencraBmseM Kiu-
HUYECKOE HaOMIONEHUE AaTUINMYHOro Bapuanta bA
y 62-netneii nmanuentku C., 3a0oneBaHue KOTOPoOil jie-
OIOTUPOBAJIO C MIPO3OMATHO3UH.

KenmmHa obparunach ¢ xanobaMu Ha HEBO3MOXK-
HOCTh 3allOMHMHATh JIMLA JIOACH, CHM)KEHHE IaMSITH,
0COOCHHO KpaTKOBPEMCHHOH, 3a0bIBaHWE Ha3BaHUI
MIPEIMETOB.

W3 anamHe3a cTajio U3BECTHO, 4TO ¢ 60-JIETHETO BO3-
pacra oHa cTajia OTMEYaTh ITOBBIILICHHYIO PACCESIHHOCTB!
HE MOTJIa 3aIOMHHATh UMEHA JIIOAEH, IaThl, HOMEpa Te-
neOHOB, CTalla 4acTO MEepecHpalinBaTh MpU PasroBo-
pax ¢ apyrumu monpMu. Torma ske BIepBbIe 3aMeTHIIa,
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YTO HE 3allOMUHAET JMIA JtoJel. B 1o ke BpeMs Hapy-
LIeHUH B IpodeccHOHaIbHOM 1 OBITOBOI cepax manu-
eHTKa He omrymiana. [lepedrcieHaple CHMITOMBI TIOCTE-
IIEHHO MPOTPECCHPOBAIIH, TPUCOECTUHHUIIUCH HAPyILIEHUS
B BHUJE 3a0bIBaHMA HA3BaHWI 3HAKOMBIX paHee Ipel-
METOB, OHA CTajla MOAOUPATh CJIOBA B MPEIOKCHUSX,
YXYALIMIOCH y3HaBaHue juil. [loBogom mist oOpameHus
3a MEIMLIMHCKOM ITOMOIIBIO CTaJIO0 TO, YTO HE CMOIJIA Y3-
HaThb CBOETO BHYKA.

[NanuenTka mo npodeccun Bpad. BpeaHbIX npuBbI-
YyeK He uMeeT. HacnencTBeHHOCTh OTSATOIIEHa: Y MaTepu
B HOXXMJIOM BO3pacTe HaOIONaNINCh KOTHUTUBHBIE pac-
CTpPOICTBA, HO AMATrHO3 HEYTOYHEH (TI0 3TOMY TIOBOZTY HE
oOcremoBaHa).

Ha momeHT HacTosimero obpaieHusi COCTOSHUE Ta-
LIUEHTKHU YIOBJIETBOPUTEIBHOE, B COMaTHYECKOM CTaTy-
ce 6e3 MmaToNoTuu.

Hesponoruueckuii craryc. Co3zHanue sicoe. ®oH
HACTPOEHMS CHIKeHHBIH. [[aninenTka o0ecrokoena cBo-
UM COCTOSIHHEM. 3padKH KpyIyble 0e3 aCHMMETPHUHU CTO-
poH, doTtopeakiuu (mpsmMasi U COAPYKECTBEHHAs) KH-
Bble. [71a3HbIe menn cuMMeTpuuHbie. OObeM IBUKECHUN
Ia3HbIX 010K monmHbId. Hucrarma net. UyBcTBUTEND-
HOCTb Ha JIMLE COXpaHeHa. JINIo cMMMEeTpUYHOE, MH-
MHKa coxpaHeHa. Peub HopmanbHast. PeduiekcoB opaiib-
HOTO aBTOMAaTu3Ma HeT. SI3bIK pacroyiokeH Mo cpenHei
JIMHWUHA B TIOJIOCTH PTa U TIPY BBHICOBBIBAHUH W3 TIOJIOCTH
pra. MplIeuHBIH TOHYC B KOHEUYHOCTSX (DHU3MOJIOTHY-
HBIH. BUIMUNUTANBHBIA U TPUIMITATAIBHBIN peQIeKCh
HU3KKe, 0e3 acummerpun cTopoH. KapmnopaananbHbie
JKUBBIE, 0€3 aCHMMEeTpHH cTOpoH. KoJeHHbIe 1 axuiio-
BbI peIeKChl CUMMETPUYHO CHIDKEHBI. Crila B KOHEU-
HOCTSIX JTOCTaTOYHAs, mape3oB HeT. B mpobe PombOepra
ycroiiunBa. Xonp0a He HapyIIeHa.

[IpoBeneHO HEHPONCUXOIOTHYECKOE HCCIeIOBAHME.
C TecToM pHCOBaHUS YacoB M KOMMPOBAaHHEM KyOa ma-
IIUEHTKA CTIpaBUIIach ycrenrHo. OTMedaeTcst 3HaYUTelNb-
HOE CHWXKEHUE 3PUTEIBbHON MaMATH: U3 MPEICTaBICH-
HBIX 12 KapTUHOK CMOIJIa OTCPOYCHHO BOCIIPOU3BECTH
TONBKO 4, y3Hana — 8. PeueBas akTUBHOCTb Ha CEMaH-
THYEeCKHEe W (OHETHUECKHE ACCOIMAIMU CHIKEHa (10
5 cioB B MUHYTY Kaxkaasi). Takxe BBISBIISICTCSI aHOMHUSI.
Arpammaru3moB HeT. Anpakcun HeT. [TanuenTka Takxke
HE CMOIJIa Y3HATh JINLIA U3BECTHBIX MOJUTHUYECKUX J1ed-
TeJel U nucarenei.

CyMmmapHBIii Oani 1Mo ONPOCHHMKY KpaTKOM IIKa-
JBI OLIEHKH TIcuxmueckoro craryca (Mini-Mental State
Examination) coctabw 26 (B HopMe 26 0aJUIOB U BBIIIIE).

Ha MPT ronoBHOro Mo3ra BbISIBJIEHBI IByCTOPOHHSIS
arpo(usi MeIMaNbHBIX OT/AEIOB BUCOYHBIX JOJIEH, Oosee
BBIp@KEHHAs CIIpaBa, arpodus BUCOYHO-3ATBUIOYHBIX
otzenoB crpasa (puc. 1).

ITanmentke OBITM Ha3Ha4ueHBI aroHUCT NMDA-pe-
LENTOPOB MEMAHTHH C TUTPOBaHKEM 10361 710 20 MIr/cyT
Y HECEJIEKTUBHBIN aHTUXOJIMHACTEPA3HBIN ITpenapar pu-
BACTUTMHH C TUTPAIUEH 1036l 10 9,5 MI/CyT.

[TarmenTka ocMOTpeHa B AMHAMHUKE udepe3 6 Mec.
KoMmiaeHTHOCTb K BBINOJIHEHUIO PEKOMEH AN Bpaya
ObUTa CHI)KEHA — IMPUHUMAJa TOJIHKO MEMaHTHH B Te-
YeHHe 5 Mec., HO IPUEeM CaMOCTOSITEIBbHO MPHOCTAHO-
BUJIa BBHJIy Pa3BUTHS apTepHasibHON rumnepren3un. Co
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CJIOB JIouepH, HAOJIOAAETCs OTPHIIATES/IbHAS THHAMUKA!
JKSHIIMHA HE MOXKET MIPUTOTOBUTH €1y («BCE MOJATOpaeT
Ha KyXHe»); cTajia 3a0bIBaTh Ha3BaHUS OJIIOI U PeLel-
ThI, YXyAIIWIOCh Ha3bIBaHHE IMPEIMETOB, Yalle cTala
HCIOJIb30BaTh yKa3aTeIbHBIC MECTOMMEHUS (HampuMmep,
«3TO», «ITOT»); B Pa3rOBOpPEe HE YyYaCTBYET, YTO [0Yb
CBSI3BIBAET C TEM, YTO OOJBIIMHCTBO CJIOB MOHUMAET
C TPYZIOM; TPYIHO OPUEHTHPYETCS B HOBOM MECTHOCTH,
XOIHT TOIBKO B OJTHU U T€ K€ Mara3uHbl, KOTOPHIE HAXO0-
JIITCSL B HETIOCPEICTBEHHOM OIM30CTH OT JIOMa.

IToBTOpHOE HEUPOTICHXOJIOTHYECKOE OOCIEIOBAHNE
BBISIBIWIIO YXYAIICHWE Yy3HABaHUS KapTHHOK (cMoria
y3HaTh TOJBKO OMH U3 12 PUCYHKOB), Ha3BaHUS MpEJ-
MeTOB (HE CMOIJIa Ha3BaTh OBITOBBIC MPEIMETHI, TAKHE
KaK MOJIOTOK, KJIeH, TOTIOp | Jp.). ArpaMMaTu3MoB He
BbIsBIIeHO. OOImas oreHka 1mo onpocHuky MMSE —
26 6anoB.

ITo MPT ronoBHOro Mo3ra BbIsIBJI€HA OTpULATEIbHAS
JIMHAMKKA B BUJIC HapacTaHUs aTpOGUH FUIIIOKAMIIab-
HBIX 00JIaCTe, OOJBIIE CIIpaBa.

BBungy oTkaza manueHTKH OT Ha3HAYCHUS MEMaH-
THHA €W TMPEeUIOKEHO HayaTh MPHEM pHUBAaCTUTaMUHA
¢ 11036l 4,6 MI/CYT C MOCJEIYIOIIUM HapalUBAaHUEM JI0
9,5 mr/cyt. OnHako, y4uThIBas OTPULATEIbHYIO JHHA-
MUKY, BRIPQKCHHBIC KOTHUTUBHBIC pACCTPOUCTBRA, TAIH-
EHTKE B ITOCIISIYIOMIEM I1eI1ecO00pa3HO IOTIOHUTEIEHO
HA3HAYUTh MEMAHTHH TOJ] KOHTPOJIEM YPOBHS apTepu-
AIBHOTO JIABJICHUSI.

O6cy:xnenue. Y TMalUEHTKH BEAYIIUM KIUHUYC-
CKAM CHHJIPOMOM SBIISIETCS TIPO30IArHO3US, KOTOpas
MPOCIICKUBACTCS HA MPOTSHKEHUH MOCICIHUX JBYX JICT.
PasButHe mpo3omnarHo3un 00yCIIOBIMBAETCS TUCHYHK-
[IMel BUCOYHO-3aTEUIOYHBIX 001aCTe HeJOMUHAHTHOTO

A
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MIOJTYIIIAPHSL, YTO B HAIIIEM CITydae MOATBEPKIACTCS TaH-
HBIMH HEHPOBU3yaTH3aIIH.

[loctenennoe nHawanmo Oone3nu, pesynbrarel MPT
TOJIOBHOTO MO3ra (B YacTHOCTH, OTCYTCTBHE TpH3HA-
KOB COCYIUCTOTO 3a00JIEBaHUS TOJIOBHOTO MO3Ta), TIPO-
TPECCUPOBAaHUE CHMIITOMOB B JMHAMHUKE HCKIFOYAOT
TOT (DAaKT, YTO NPUYMHON JAHHOTO CHHAPOMA MOTIHU
OBl OBITH MHCYJIBTHI WIH «OO0JIE3Hb MEIKHX COCYIOBY.
K tomy ke mucrupkymsTopHas SHIIE(paTonaTHs Xapak-
TEepHU3yeTCsl Pa3BUTHEM JIOOHO-TTOJKOPKOBOTO MPOdus
KOTHUTHBHBIX PACCTPOMCTB, KOTOPHIC B TOJABIISIIOIIIEM
OOJIBPIIMHCTBE CIIy4aeB COYETAIOTCS C Pa3BUTHEM IJI00-
HOW JucOa3uu, rceBao0yIL0apHOro CHHAPOMA U Ta30-
BBIX HAPYIICHUH.

Jnarnos nemeHIuu ¢ Tenbiiamu JIeBU Takke HE Co-
OTBETCTBYET KJIMHUYECKUM TIPOSBIICHUSIM Y HaIlleH ma-
[IUEHTKH, TTOCKOJIBKY HET 3PUTEIBHBIX TaJUTFOIIMHAIUH,
(urOKTYanuii KOTHUTHBHOTO JIepHUIINTa, CHHIIpOMA T1ap-
KHHCOHM3MA U aBTOHOMHOW TUC(YHKIINN.

Bonesnp  Kpeifitidensara—koda, HECOMHEHHO,
3a 2 rojia uMesia Obl KaracTpo(hUUIECKOe TEUCHUE C pa3-
BUTHEM TOTAILHOTO KOTHUTHBHOTO Je(UIINTA, aTaKCHH,
MUPaAMUIHOTO CUHIPOMA, MUOKJIOHUN, aKHHETHIECKOTO
MyTH3Ma, a Ha MPT TOIOBBI BBISBISIIMCH OBl TTATOTHO-
MOHUYHBIC U3MCHCHHSI B BHUJIC CUMIITOMA «IIEPEBEPHY-
THIX KJTFOIICK» W «OKepelbsi BeHepo».

Hanuuue pedeBbIX HapylIEHUH HACTOPAKUBAET
B IUIaHE JIOTOTIEHUYECKOTO BapuaHTa bA, ofHako aHO-
MHUS U JIOTONICHUS y HAaIIeH MAIMEHTKUA CKOpEe BBISB-
JISIOTCSL B XOJIe OOCIIENOBAaHHUS W BBIPAKEHBI TOpas3io
MEHEee, YeM Mpo30IarHo3usi. B 1o ke Bpems UMEHHO
HaJIMYUE PEYeBhIX HAPYIICHUH, a Takke Ae(eKTa dIu-
30QMYeCKOM maMsaTH, u3MeHeHuid Ha MPT mo3Bomsger

Puc. 1. MPT ronosroro mo3ra nauueHTtku C.: 4 — akcuanbHas Ipoekuus; 5 — kopoHapHas mpoekuus. Onpenensercs: arpodust
Mer00a3aNbHBIX OTAEIOB BUCOYHBIX JONIEH C IBYX CTOPOH, 3HAYUTEIHHO BRIpaKeHHEE CIIpaBa. B akcHanbHOM MPOEKITNH TaKXKe BBISB-
asieTcst aTpodusl BUCOYHO-3aThIIOUHOI oOsacTu crpaBa. KpacHbIMU cTpenkaMu BbIAEJICHA aTpo(us CIIpaBa, TOIyObIMH CTpEIKaMU —

arpodus ciesa

Fig. 1. MRI of the brain of patient S.: 4 — axial plane; 5 — coronary plane. Determined atrophy of the medio-basal parts of the
temporal lobes on both sides, D > S. In the axial plane, atrophy of the temporo-occipital region on the right is also revealed. Red arrows

indicate atrophy on the right, blue arrows — atrophy on the left
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WNCCNEAOBAHNA N KNIMHUYECKNE HABJTIOAEHWA

HaM B COBOKYIHOCTH AyMaTb UMEHHO 0 BA ¢ paHHuUM
ne0r0ToM, KoTopas MaHu(ecTHpOBaJia B BHIE IMPO30-
MarHo3uHu.

PeueBble HapylIeHUs B COYETaHUU C NIPO30MArHO3U-
el 1 acUMMETpUYHON aTpoduell BUCOUHBIX A0l Tpe-
Oyror mauddepeHmanTbHON TUATHOCTHKU TaKXKe C ce-
MAaHTHYECKON eMEeHInel (CeMaHTHUYECKUM BapHaHTOM
J00HO-BUCOYHOM nemeHuun). OqHaKko, OTCYTCTBHE Ma-
padasuii B peun ManueHTKH, a TaKKe MPU3HAKOB Mopa-
KEHUsI JJOOHBIX OTAEJIOB B BUAE HAPYILECHUN TOBEJCHNS,
00CeCCHBHO-KOMIYJILCHUBHBIX HApYyIICHUH, PacCpOMCTB
SMIIATHU U IIABHBIM 00pa30M HaJW4YMe UCTUHHO aMHe-
CTHUYECKOTO JIe(hUIIUTA TIO3BOJISIFOT CKIIOHUTHCS OOJIBIIE
B cTopoHy BA.

[IporHo3 3aboneBanus y MAMEHTKA COMHUTEIBHBIN
WM HeONaronpusTHRIA, MOCKOIbKY HPUCOEANHEHNE
arpoduu B JIeBOi remucdepe (0COOCHHO B T'MITIIOKAM-
najbHON 00macT) OyAeT CONMPOBOXKIATHCS YXYAIICHH-
€M D3IM30/IMYECKOIl TMaMsATH, JBYCTOPOHHSSA aTpoQus
TEMEHHBIX JIOJIEH NPHUBEIET K Pa3BUTHIO alpaKkCHH,
a arpo(usi TEeMEHHO-3aThIIOYHBIX O0NacTell — K ajex-
CUU U 3pUTENBHO-IIPOCTPAHCTBEHHBIM HaPyIIECHUSIM.

3akaouenne. HecMoTps Ha axkTHBHOE H3y4YeHHE
npoOneMbl HEHpOJEereHepaTUBHBIX 3a00JIE€BaHUM, JUa-
THOCTHKA BA Hepeako ocTaeTcs CJI0KHON KIMHUYECKON
3ajaueif, B KOTOpOHl BakHEHIlas poyib MPUHAIICKUT
KJIIMHAYECKOMY, HEHPOIICUXOJIOTMYECKOMY U HEMpPOBU-
3yaJM3alMOHHOMY, a TaKXe, IPH BO3MOXKHOCTH, Ja00-
paropHoMy wuccienoBaHusIM. K coXalleHHIo, METOJIBI,
KOTOpbIE MOTJIM OBl YJIy4YIINTh TOYHOCTH JAUATHOCTHUKU
BA (II9T ¢ nurtcOyprckuM KomnoneHToMm B umu ¢rop-
JI€30KCHUIITIIOKO30M, OIpENeNIeHne YpPOBHsS aMHIIOWJa
[-42 u tay-6enka B LIC)K) ocTarorcs moka HeJJOCTYITHBI-
MU U1 OOJIBIINHCTBA POCCUHCKUX KIMHUK.

Kondaukt unTEepecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBHH KOH(ITUKTa HHTEPECOB.

®dunancupoBanme. lccrnenoBanne He nMeno ¢u-
HAHCOBOU MOIJEPKKH.
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