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3aousas kopxosas ampogus (posterior cortical atrophy, 3KA) — pedkoe 3aboaesatiie, komopoe nposeAsemcs NPeUMyujeCmeeHHbIM HAPyUIeHUeM KOPKOBbIX 3pu-
meabHbix QKU — aenosueil. OOHUM U3 APKUX KAUHUMECKUX MAPKepos 3abonesanus asasemes cundpom basunma — amaxcus e3opa. Ipuunoii 3a6onesa-
HUsl ABASLMCA Kpoepeccupyiowas ampogus spumentroil kopsl. Mroeue uccaedosamenu onpedeasiiom 3KA kax camocmosmenvroe 3a6onesatie, dpyeue — Kax
«aduuil» eapuanm boaesnu Anvueeiimepa, KopmukodazanvHoll dezenepayuu u npou. Mopghonoeuueckue uccaedosarnus mxareil Mo3ea nOOMBepICOarom Heilpode-

2eHepamusHyIo npupody 0aHo20 3a001e8aHUS.

KunroueBble cioBa; 3aHsist KOpKoBast aTpodusi, cMiHapoM bamHTa, atakcust B3opa,
(hokasbHast KOPKOBast aTpoisi, 3PUTENTbHAS ATHOZHSI.

Beenenne

3anHss KopkoBasi atpodust (posterior cortical atrophy, 3KA)
SIBJISIETCS] PEIKUM KITMHUYECKUM CHHAPOMOM, KOTOPBIii MPO-
SIBJISIETCSl  TIPOTPECCUPYIOIIMM  HapYIIEHUEM  3PUTESbHBIX
¢dyHkmit [6]. TIpuunHO# MOBpeXXIeHUST KOPKOBBIX MPEICTa-
BUTEJILCTB OpraHa 3peHusl (3aThUIOYHBIX M TEMEHHBIX N0Jeil)
sBJIsieTCs aTpoduueckuii mporecc. P uccnenosateneii mona-
raeT, uto 3KA sBIsIeTCSI YaCTHBIM ciiydaeM 0oNie3HU AJbLireii-
Mepa (ee «3aIHUM» WIM «3PUTEJbHBIM» BAPMAHTOM), O 4eM
CBUJIETENILCTBYIOT MOP(OJIOTUYECKUE WUCCAENOBAHUS TKaHEi
MO3ra, TIe HaXolAT TUIMYHBIE OTI0XEHUsI OeTa-aMuionaa u
HelipobubpusapHeix Kiayokos [1]. Tlo manueiMm D.FE Tang-
Wai 1 coaBT., y 7 mauueHToB ¢ 3KA, KOTOphie TOCMEPTHO TIOJI-
BEPIJIMCh TAaTOJOrOAHATOMUYECKOMY HCCIENOBAHUIO, OBUTH
HaliIeHbl U3MEHEHMs, XapaKTepHbIE IUISI TUMUYHON (HOpMBI
Oose3Hn AublireiiMepa, OIHAKO ILIOTHOCTb HeipoduopuIi-
JISIPHBIX KJIYOKOB ObLIa 3HAYUTENBHO BbIlIE B 001acti 17 u 18
nonieit bponmana (p<0,05) ¥ 3HAUNUTENEHO HUXE B TUITIIOKAM-
e (p<0,05) [16]. ITpoBeneHHBI MONTBCKUMU YUYEHBIMU TIOUCK
reHeTnyeckux MapkepoB 3KA BBISIBU HOBYIO MYTAIMIO B T€HE
npeceHenuHa 1 (1211M), uro Takke mo3BosseT oTHecTH 3KA K
JEMEHIIMSIM aJblreiiMepoBcKoro Tuma [ 14].

3amHss KOpKoBast aTpoust MOXKET pa3BUBAThCS Ha HAYATbHOI
CTaiuyu KOPTUKOD0A3aNbHOI AereHepaluu, TeMEHLUH C Telb-
aMu JIeBu, MPUOHHBIX 3a00JeBaHMIA, B YaCTHOCTH 0OJIE3HU
Kpeittugeitnpara-Akoba [7, 10, 11, 16].

st marmeHToB ¢ 3KA XapakTepeH psa CHMIITOMOB, XapaKTe-
PUBYIOLIMX MOpaXXeHUE 3aThIIOYHBIX M TEMEHHBIX OJIeH MO3ra.
Ipexne Bcero, 3T0 BApHAHTHI 3pPUTETBHON aTHO3UH: OIITUKO-
MIPOCTPAHCTBEHHASI (HApYLICHHE OPUEHTHUPOBKU B IIPOCTPAH-
CTBE, B T.4. ¥ XOPOILIO 3HAKOMbIX MECTaX, Ha MO3MHMX CTaAUSIX —
B COOCTBEHHOI KBapTHpe); arHO3Ms BCJIEACTBHE 3PUTEIBHO-
MOTOPHBIX HapyIIEHUH (aTaKcusi B3opa — cMHIpoM banuHTa) —
PacCTpOMCTBO, CBSI3aHHOE C HEBO3MOXHOCTHIO HAIPABHUTh
B3I B HYXXHYIO CTOPOHY IIPHU COXPAHHOCTH ABMXCHHUH TJ1a3-
HBIX SI0JJ0K. DTO MPUBOIUT K 3aTPyAHEHUIO (PUKCALIMU B30pa
Ha 00BEKTe; 0COOCHHO TPYAHBIM SIBJISCTCS OTHOBPEMEHHOE
BOCIIPUATHE B MOJIE 3peHMs 0oJiee 0qHOro 00bekTa. Bo3HuKaeT
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HapyIleHue COOTHOLIEHWST Pa3MePOB M PACTIONIOXEHUS TIpes-
METOB, M3-32 4eT0 OOJIBbHOM MOXKET HATBIKATHCS Ha IIPEIMETHI,
MPOMaXMUBAThCS TIPM BBIOMTHEHUM KaKMX-T100 neictuii. [Ta-
IIMEHTaM CTAHOBUTCS TPYIHO YUTATh IIMHHEBIC CJIOBA M TIPE-
JIOXEHHUS, COCTABJIATh PAcCKa3 [0 KapTUHKE, T.K. OHU HE MOTYT
«OXBAaTUTb» B30POM BCE M300paXeHHbIE HA KAPTUHKE TIpeaMe-
TH M CBS3aTh MX BOSAMHO (CUMYJIbTaHTHas arHosus). Kpome
TOTO, TIPY BOBJIEYEHUN TEMEHHBIX JIOJIel MO3Ta XapaKTepHbIM
CTAHOBUTCSI PA3BUTHE ampakCUW OfieBaHUST (HECTIOCOOHOCTD
MpPaBUJIbHO 3aCTErHYTh IYTOBUIIBI Ha OJAEXIE, 3alllHYpOBaTh
00yBb, YaCTO TMAIIMEHTHl HANCBAIOT BEIIW «HAW3HAHKY» WM
«33I0M Harepen»), KOHCTPYKTUBHOM arpakcuu (HEBO3MOX-
HOCTb COCTABJICHMSI LIEJIOr0 M3 4YacTeil), MpOCTPaHCTBEHHOIA
ampakcuy (TIpOsSIBISIIONIeiicS HAPYIICHUEM OPHEHTHPOBKM B
HarpapJIeHUH «IIPaBOe — JIEBOE» ), HAPYIIEHUS cueTa (aKaabKy-
mn). [1pu BoBIEUCHNY MeNO-0a3aIbHBIX OTIENIOB BUCOYHBIX
Jonieii (TMIMoKaMIIa) y alMeHTOB 0TMEYaeTcsl CHUXKEeHME Ma-
MSITH BILJIOTh IO YPOBHSI IEMEHIIMY HA MO3THUX CTAIMsIX 3200-
neBanHus [5, 6, 10].

Huarnoctuka 3KA ocHOBaHa Ha TaHHBIX HEBPOJIOTUYECKOTO U
Helporcuxoaoruyeckoro ocMotpoB. IlonTeepxxmaercst muar-
HO3 JaHHbIMU KoMmbioTepHOi Tomorpaduu (KT) wim mar-
HUTHO-pe30oHaHCcHO ToMorpaduu (MPT) ronoBHoro mosra,
TJIe BBISIBIISIETCS IBYCTOPOHHSIS, IPEUMYILECTBEHHO 3aThUIOY-
Ho-TeMeHHast, arpocusi. [Ipu oqHOYOTOHHOIA U TO3UTPOHHO-
SMUCCUOHHON TOMOrpadvy TUIMYHBI CUMMETPUYHBIE 30HBI
TUTIOMETA00/IM3Ma B 3aTHIOYHBIX M TEMEHHBIX HONIX [8, 12,
17]. Pesynsratet MP-MophoMeTpun CBUAETENBCTBYIOT O CHHU-
XeHUM 00beMa ceporo BelllecTBa B KOPe TEMEHHBIX U 3aThLIOY -
HBIX J0Jeii ¢ 2-X cTopoH [4, 13].

[TockonbKy Ha paHHMX CTamusiX 3a00JieBaHUSl y TMALMEHTOB
npeobnagaT Xanobbl Ha CHUXEHHE 3PEHUS, MPExXae 4eMm
TIPUITH HAa TIPUEM K HEBPOJIOTY, TAKME MALIMEHTHI HEOMHOKPAT-
HO TIPOXOAAT 0(TaJIbMOJOTHYECKUE O0CIeI0BaHMS, KOTOPHIE
HE BBISIBJISIET MATOJOTMK CO CTOPOHBI opraHa 3peHus. J{o mo-
CTaHOBKM MPaBUJIbHOTO AMArHO3a MOTYT MPOMTH TO/Ibl, Y JIULIb
KOrga B KJIMHUYECKOM KapTHHE TOSBISIOTCS BbIPaXXEHHBIC
KOTHUTHUBHBIE HApYyLIEHUs, TAallMEHTaM YCTaHABIMBAIOT Ipa-
BUJIbHBIM JMAarHO3 ¥ Ha3HAyaloT HEeHpoMeTadONUUecKyio Te-
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panuio, 3aMeJUISIONIYI0 MPOrpeccupoBaHme 6ose3Hu. Baiemy
BHMMAHUIO TIPEICTABISIETCS ONMUCAHKE KIMHINIECKOTO HAbII0-
neHus nanueHTKy ¢ 3KA, KoTopoit paBUIIbHBII IUAarHO3 ObLT
YCTAHOBJIEH CITyCTs 7 JieT Tmocie ae0rota 3a60/1eBaHusl.

IMamuentka M., 62 jeT, HAXOAWIACh HA JIEYEHUH B 3-M HEBPO-
nornyeckoM otaenennn @ITBHY «Hayunslit neHTp HeBpoo-
run» B anpese 2013 . [Tpu mocTynaeHun npeabsapsiia Xaao0bl
Ha HapyIIeHUS 3peHUs, TPYIHOCTH TIPH YTEHUH, TICHME, Ole-
BaHMH, CAMOOOCTYXMBAHUY, CHUXKCHUE TIAMSITU, BHUMAHMS.

W3 anamHesa n3BectHO, yTo B 2006 . B Bo3pacTte 55 jieT y 00J1b-
HOM MOSIBUJIMCD XaJI00bl Ha 3pUTeJIbHbIE TPYIHOCTHU: «HE MOT-
J1a TIOHATb, T¢ B METPOIIONUTCHE HAXOMUTCS HAYAIO U KOHEI
3cKajaTopa — M300paxkeHue Kak Obl PacIUIbIBANOCh TIEpes
I71a3aMM, CTajl0 TPYIHO OPUEHTUPOBATHCS HA HE3HAKOMBIX
CTaHLUAX, OCOOCHHO NPU MEPEXOME C OAHOW CTAHLUM HA ApY-
ryio». CBsI3bIBajIa HapyIIeHUS ¢ BO3PACTHBIMM M3MEHEHUSIMU
3peHus. [TocTeneHHO PONCTBEHHUKH CTaIM 3aMedaTh CTpaH-
HOCTM TIOBeAEHUs OONbHOI: HEJOBKOCTb, PACCESTHHOCTD, He-
BO3MOXKHOCTb CKOHIIEHTPHPOBaThesl Ha yeM-mm0o. C 2009 T
cTanu 6osiee OYEBUIHBIMU HApYIICHUS TaMSITH; 3a0bIBajia CO-
OBITHS TEKYIIIETO BpEeMEHH, TIOBTOPSITACH B PEUM, TEPsUIa BEIIH,
CTajia XyXe CIIpaBISIThCS ¢ pabOTOM, B pe3ylbTaTe 4ero HeKo-
TOPBIE JOJDKHOCTHBIE 00SI3aHHOCTH OBbUTH € Hee CHATHI. Kpome
9TOTO, OTMEYalIa MPOrpecCUpyloliee 3aTPyIHEHHME BOCIIPHS-
TUSl 3pUTENbHON MH(OpPMALMK, HEOTHOKPATHO 00palianach
K OKYJIMCTaM, OTHAKO TaTOJIOTUM CO CTOPOHBI OpraHa 3peHust
BBISIBICHO He ObUT0. B Hos0pe 2009 I mpoxonmia JeueHue B
HEBPOJIOTMYECKOM CTallMOHApe, T/Ie ObLT BBICTABJIEH IMArHo3;
«JlucimpkyasgtopHas sHIebanonatisa. CHHIPOM KOTHWTHB-
HBIX PACCTPOMCTB. ApTepuasbHasi TUIePTEeH3Ms. ATepOCKIepo3
COCYIOB TOJIOBHOTO Mo3ra». Hasnauen MemaHTiH 20 MT/CyT.,
10CJIe KOTOPOTO, CO CJIOB POACTBEHHUKOB, 00JIbHAS «KaK OyATO
oxunar. OmHAaKo yepe3 omnpeieNeHHoe BpeMsi, Ha (poHe mpu-
eMa fpenapara, CTajiu MOsIBISThCS OLIMOKU B cUeTe, TPYAHOCTH
NIPY MOKYIIKaX B Mara3uHe, HapyIeHUe OPMEHTUPOBKY B IPO-
CTpPaHCTBE, OBITOBOM ACATETBHOCTH, CTaja IUIOXO IIOHMMATh
BpeMs Ha yacax, 3allOMHUHATh IPOYUTaHHOE, YBUAeHHOe. [Ipe-
napart 6bu1 oTMeHeH. C anpens 2012 . He paboTaeT, T.K. mepe-
CTaja CIpaBJISIThCS ¢ MMHUMAIBHBIMUA MPO(ECCHOHATBHBIMU
o0s13aHHOCTAIMM. CTaja UCIIBITBIBATH 3aTPYIHEHUS B BHITION-
HEHHMHU PabOTHI IO JOMY — IPUTOTOBICHIH ITHIIN, CEPBUPOBKE
CToJIa, yOOpKe, a TAKXKe B 0fieBaHUM U yxo1e 3a coboit. C 2013 .
OJTHA He BRIXOIWT Ha YJIMILY, HyXIAeTCs B IOCTOSTHHOI OIIeKe.

W3 panee nepeHeceHHBIX O0JIe3He 0TMeYasa peaKye IpoCTy-
Hble 3200/1€BaHMsI, MHOTA — IIOBBILICHHUE apTePUAIbHOTO IaB-
nenus (A1) mo 160/90 MM pT. CT., MOCTOSIHHO T'MIIOTEH3UBHBIE
npenapaTbl He IpuHUMana. HalOmogaercss y SHIOKPUHOJIOra
I10 MTOBOY MHOTOY3JI0BOTO 3003, TUPEOTOKCHKO3a, IIOCTOSIHHO
MpUHKUMaeT Mepkasoaui 5 Mr. KypeHue, ynotpebieHue anko-
roJisl WM JPYTUX TOKCMYECKUX BellecTB oTpuliaeT. O6pazo-
BaHWE BBICIIEE, paboTala MHXEHEPOM-3JEKTPOMEXaHUKOM,
ceMeiHO-HaC/IeICTBEeHHbIII aHaAMHe3 He OTSrolleH. PoacTBeH-
HUKKM W KOJUIETH 10 paboTe BCeria OTMEYald BBICOKUIT ypo-
BeHb MHTEJIIEKTA, XOPOLIYIO IIaMsTh 1 CYET Y OOIbHOM (MOIIa
«B yMe» OIEpUPOBaTh MHOTO3HAYHBIMU LUbpamu). Cryyaen
paHHeli 1eMEHIMK B CeMbe OTMEUYEHO He 6buto. B HacTosee
BpeMsI IPOXKMBAET C CECTPOM, KOTOpast IIOMOTaeT B CaMOOOCIy-
KMBaHUU.

OO0bEKTHBHO MpH MOCTYILIEHMH: COCTOSIHUE YIOBJIETBOPHUTEIb-
Hoe. B jierkux apixaHue XecTKoe, MPOBOAUTCS BO BCE OTAEIBI,
XpunoB HeT. YacToTa AbIXaTelbHBIX OBMXeHUK 17 B 1 MuH.
CepaeuHble TOHbI MPUIIYLIEHbI, PUTM TpaBUIbHBIA. Tlyiabe
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72 ynapa B 1 muH, AJl 130/80 MM pt. c1. [lluTOBUIHAS Xene3a
KOHTYpUpYET MpU [IOTaHMU. 2KMBOT MSATKUIL, Oe300Je3HEH-
HBII BO BceX othenax. IleueHb M cele3eHKa He yBEIMICHBI.
MovueucnyckaHue yJanieHo (HUKTYpus 10 3—4 pa3).

HespoJiornyeckuii cratyc mpH MOCTYILIEHHM: CO3HAHME SICHOE.
®oH HACTPOSHUS CHIXEH, 3MOIIMOHAJIBHO JTa0WIbHA, 3aTOp-
MOXeHa. BBISBISIETCS. OITUKO-TIPOCTPAHCTBEHHAS U KUHECTe-
THYECKAsd arHo3usl, KOHCTPYKTMBHAsI ampakcHs, JUCKAIIbKY-
JIVsI, CHYDKEHUE OTIepaTUBHOM mamsaTu. HapyireHus 9teHus u
nycbMa. MeHUHIea bHbIX 3HAKOB HeT. [l1a3Hble 11e/u, 3payku
paBHble. [Ipy MccaemoBaHMM (DYHKIWU TJ1a30IBUTATEITBHBIX
HEPBOB: 00bEM IBIXKEHUII TNIA3HBIX SI0JIOK IOIHbINA, BBISIBIEHO
HapylleHue TUIaBHOTO CJIEXEHUs, CO30aeTCs BleyaTieHue 00
OTpPaHMYEHUM TONel 3peHust (KOHLEHTPUUECKOE CyxeHue?).
JIMo cuMMeTpUYHO. SI3bIK TIPY BBIBEACHUM IO CPEIHE JIu-
Hun. [TI0TOYHEINA pediieKe CHIKEH, MITKOE HE00 CMMETPHY-
HO cokpamaercs npu doHammu. Jucdarus mpu TIOTaHUU
TBepmoii . [Tape3oB HeT. MBIIICUHEIM TOHYC HEe M3MCHEH.
CyxoxunbHble pediekcsl oxupieHbl, D=S. Ilaronoruueckue
kucteBble 3Haku bextepesa, XKykoBckoro, Pocconmumo ¢ nByx
CTOpOH, peduekc MapuHecKy-PanoBuuu ¢ AByX CTOpOH. ATak-
CMU IIPY BBHIIOJHEHUM KOOPAMHATOPHBIX Ipo0 HeT. B mose
PombGepra ycroitunBa. @yHKINK Ta30BBIX OPTAHOB KOHTPOJIH-
pyeT, HUKTypus 10 3—4 pa3. [1loxonka HeyBepeHHas1, HECKOJILKO
3aMelJIEHHas! U3-3a TPYAHOCTEN B OPMEHTHPOBKE B MAJIO3HA-
KoMoM ToMemeHur. CaMooOCTyXiBaHIE 3aTPYIHEHO: B yC-
JIOBUSIX OOJIBHUMIIBI HE MOXKET CAMOCTOSITENIbBHO OTKPHITh BOJIO-
MIPOBOIHBINA KpaH, TOMBIThCS. [IpMHMMAET MUY, OfieBaeTCs,
JOXOIWT IO TyaJleTa CAaMOCTOSITEIEHO TI0Il KOHTPOJIEM coceneit
TIO TTajiare.

I[amme JONOJIHUTE/IbHBIX METO10B 06CJICIIOBEIHPIHI B 0011IeM
AHaJIn3¢ KpOBH, 00ILeM aHaIn3e MO4H, OMOXMMUYECKOM aHa-
JIN3€ KPOBU OTKJIOHEHMH OT HOPMaJIbHBIX 3HAYCHMI HE BBISIB-
JICHO.

Hccnenopanuie KpoBH HA JIAKTAT,/MMPYBAT: JTakTaT — 1,68 MMOJIB/II,
nupyBaT — 0,36 MMOJIb/JI, COOTHOILEHWE JIAKTAT/TIMpyBaT —
4,6 (mopma 0—10,0).

Topmonbl muToBuaHOl xkeae3pi: T3 — 7,0 (Hopma 2,2—6,7)
mMonb/n, T4 — 23,10 (Hopma 10,3—24,7) nmone/n1, TTT —
0,01 (Hopma 0,31—4,2) MME/n (1a hoHe TipreMa MepKa3ommia
5 Mr /cyT).

Pe3yasraThl 00IEKIHHUYECKOTO HCCIE0BAHNS IUKBOPA: 1IBET —
OeCLIBETHBII, TIPO3pauHblii, 6enok — 0,28 r/n, muro3 — 7/3, Tio-
Ko3a — 3,2 MMOJIb/I.

Pe3yasraThl MMMYHOXMMHYECKOTO WCCJIEIOBAHHMS JIMKBOPA:
bera-amunonn-42 — 391,6 ur/mn, Human-tay — 90,0 mr/mu,
®ocdo-tay — 32,0 rir/Mn — B Tipesesax HOpMaJIbHBIX 3HAYSHUIA.
Pesyasratsi renoTunuposanus no ApoE: E3/E3 — Hopwma.

DKT: puT™ CHHYCOBBIA, 66 B 1 MyuH. Topru3oHTaIbHOE MMOJIOXE-
HUE 2JIEKTPUYECKOI OCH CEpALA.

Koncyasramus oKy;IMcTa: 'MNepTOHUYECKAs! aHTHOMAaTHsI ceTyar-
k1. OU — Muommd cna6oii crenenu. [1oms 3peHns U3BMeHEHbI.

Koncynbranus 3H10KpHHOIOra: MHOTOY3/I0BO 300, 3yTHPEO3.

JynieKcHOe CKAaHMPOBAHHE MATHCTPAJIBHBIX APTEPHii TOJOBBI
(IC MAT): mpu uccnenoBaHny cOHHBIX apTepuii (CA) Ha 3Kc-



KIMHUYECKWA PA3BOP

TpakpaHUAIbHOM YPOBHE BBISBICHBI HETpyOble MPOSBICHUS
aTepocKyepo3a B BUAE FEMOJMHAMUYECKM HE3HAYUMBIX are-
POCKJIEPOTUYECKUX Onsiiiek. [eMognHaMUyecKu He3HAYMMBbIe
necdopmanuu obmux CA, BHyrpeHHNX CA ¢ 1ByX cTopoH. [1o-
KazaTesqu JUHEHoi ckopocTi KpoBoToKa (JICK) B COHHBIX U
MTO3BOHOYHBIX apTepusiX B Tpelesiax BO3PacTHOM HOPMH 6e3
3HAYMMOM aCUMMETPUU CTOPOH.

VibTpa3BykoBo€ MCCIEN0BAHHE HHTPAKPAHHAIBHOTO OT/E/ A BHY-
TPEHHHX COHHBIX aPTEPHii: MCCIEAOBaHHEBIE apTePUU TPOXOIH-
MbI, 0€3 MPU3HAKOB aHEeBPM3MAaTUYeCKOro paciuupenus. Io-
kazateau JICK B HUX B mpeaenax HOpMaJbHBIX 3HaYEHUI 0€3
3HAYNMOIf aCHMMETPHH CTOPOH.

Dnektpodnnedanorpadus: BHISIBICHB BbHIPAXCHHBIE, OMKe
K TpyObiM, muddy3Hble U3MEHEHUsI ¢ 3aMeIJIEHEM U yTHe-
TEHUEM OCHOBHOTO KOPKOBOTO pUTMa (3HLedanonatusi),
NIPU3HAKaMU  Pa3fpaXeHus IOIKOPKOBO-IU3HIE(DaTbHBIX
CTPYKTYp, CHIKEHUEM TTOpOTa MapoKCU3MabHON TOTOBHOCTU
Moara. @okanbHas anuIenTUdOpMHast aKTUBHOCTb U MEIUICH-
HBIE BOJIHBI PETMCTPUPYIOTCS 110 33IHUM OT/IENIaM MO3ra C TIpe-
00JalaHieM B JICBOM TOMYIIAPUU. DMUIENTUPOPMHbBIE 3HAKK
YCTOYMBO PETMCTPUPYIOTCS B (DOHE C TEHACHLIMEN K Mepuo-
JU3alUK, HEPE3KO YCUIIMBAIOTCS MPY TUTIEPBEHTHIIALUY. Bo3-
MOXHO (hOpMUPOBaHME MATTEPHA MEPUOIMYECKUX JaTepasu-
30BaHHBIX MUIENTUPOPMHBIX Pa3pPsIIOB.

3putenbhbie Bbi3BanHbie notenmuanbl (3BIT) — P100: mo maH-
HeiM 3BII, Ha IIaXMaTHBIA TATTEpH BBHISBISIETCS JieTKas 3a-
JepXKa TIPOBENEHWs 3PUTENbHON addepeHTaum B Kopy ¢
00eHX CTOPOH, CUMMETpUYHO. [ToBHIIIEHHE aMIITUTY]] OTBETOB
3BII Ha BCHBIIKY 00YCAOBIEHO CHUXXEHUEM MOpOra Mmapok-
CU3MaJIbHOM TOTOBHOCTU MO3Ta, HATMYUEM SMUICITUYECKOTO
(hokyca B 3aTbUIOYHBIX oTAeNaX. CHUKEHME aMILTUTYIbI OTBE-
ToB 3BII Ha maxMaTHBIi MATTEPH MOXET OBITh CBSI3aHO C HENIO-
CTaTOYHOI (pUKcaLuei B3rsaa.

Kornutusnbie Boi3Bannbie notenuanbl (KBIT) — P300: mo naH-
HbiM P300, mpy ono3HaHUM U cYeTe 3HAYMMbIX CTUMYJIOB (CUET
HETIPaBUIBHBINA) BBIIENSIOTCS OTYETIIMBBIE CEHCOPHBIE CO-
CTaBJISIIOLINE OTBETOB M ClIa0ble HECTAOMIIbHBIE KOTHUTHBHbIE
cocrapisomye. OpHeHTUPOBOYHO JIATCHTHBIA TepHo MHKa
P300 3HaunTENEHO YBEIUYEH TP MMOBTOPHBIX Mpobax 10 488—
525 mc. Ilpu omo3HaHWM 3HAYMMBIX CTUMYJIOB C HaXaTUeM
KHOIIKH ITOC/IeJHHUE COCTABISTIOT 57—62%, BpeMs peakLiK yBe-
JaeHo 1o 480 1 560 Mc; BBIIENSIOTCS OTYETIIMBbIE CEHCOPHBIE
1 cnabble HeCTaOMIbHBIC KOTHUTHBHBIC COCTABIISIONINE OTBE-
TOB, JIATGHTHBII Nepuon nuka P300 3HaYnTeIbHO yBEIMYEH —
1o 505 mc. Takum obpa3om, y G0IBbHON UMEIOTCS OTYETIMBbIE
MPU3HAKY YXYIIIEHUS KOTHUTUBHBIX (DYHKIIHIA.

MPT ronoBHoro Mosra: B IIyOOKMX U CYOKOPTMKAJbHBIX OT-
nenax 0ejnoro BellecTBa 000MX IMOJyIIApUii OOMBIIOr0 Mo3ra
OTIPEHETISIOTCS. MHOTOUMCICHHBIC HEOONBIINE OYATH ITOBHI-
IIEHHOM MHTeHcUBHOCT MP-curnana B pexxumax T2 u T2df.
JHubdy3Hble 30HBI UBMEHEHHOTO CUTHAIA OTMEYAIOTCs BOIU3U
OOKOBBIX XeTyI0UKOB MO3ra (JIeiikoapeos). Busyamsupyrorcs
pacIIMpPEHHbIE MEePUBACKY/ISIPHbIE TPOCTPAHCTBA MOAKOPKO-
BBIX 00pa30BaHUIl 000OMX IMOJTYIIAPHiA OOJIBIIOr0 MO3ra M HO-
’KeK Mo3ra. BelpaxeHHoe pacimupeHrne OOKOBBIX XeTyI04KOB
Mo3ra, yMepeHHoe paciupenue 3 xemymouka (III — 1,1 cm,
0OOKOBBIX Ha YPOBHE TeJT 2,2 CM — IpaBoro, 2,7 ¢cM — J1eBoro). 3a-
KimoueHue: MPT-1aHHbIE COOTBETCTBYIOT UBMEHEHUSIM B 000-
MX MOJTYIIAPHSIX TOMOBHOTO MO3Ta, XapaKTePHBIM IS TUCIIHP-
KyJsgTopHO sHuUedanonatuu. MPT-npusHaku cMmelaHHOIM
ruapouedanuy ¢ mpeobiagaHUeM BHYTPEHHeEW (MpeuMmylie-
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puc. 1: MPT ronosHoro mo3ra 60/1bHo# C 3aHeit KOPKOBOIA aTpodued.

(TMeYaeTC BbIDAXEHHOE pACLLMPEHME 3apHMX POrOB BOKOBBIX XeNyaoukos
W UCTOHYEHVe 6eNoro BELLIECTBA B 3aTbiN0YHbIX 061ACTSX FONIOBHOTO MO3ra BCIEACTBIE
€ro atpodwm. B rnybokom 1 nepuBEHTPUKYNIPHOM OENOM BELLECTBE OTMEYaIOTCA
pasHokanbepHble runepuHTeHcuBHbie Ha FLAIR 1 T2-BIA ouarv cocyamcToro rexesa.
Yrnybnenue v pactumuperme 6oposs GOMbLLIX NONYLLIAPHA.

A-T2-BW ax; b — FLAIR sag; B — T1-BW cor.

CTBEHHO 3aHME pora OOKOBBIX XeaynoukoB). [To cpaBHEHMIO
¢ MPT rosnoBHoro mo3ra ot 2009 . HabIOOAaETCS HEKOTOPOE
HapacTaHue aTpo(UUecKoro mpoiiecca (MPeUMyLIeCTBEHHO B
3aJTHHX OTJEJIaX KOPHI TOJIOBHOTO MO3Ta) M BHYTPEHHE! THAPO-
nedanuu (puc. 1).

Koncyasramus Heiponcuxoiora: 601bHast KOHTaKTHA, OPUEHTH -
pOBaHa B TEKYIIEM BPEMEHU M MECTE, BOSMOXHBI OLTMOKY TIPU
OTBeTaX BCIIEACTBUE KolebaHuit BHUMaHus. [1oBeneH1e HeyBe-
peHHOe, XKaJo0bl HA PACTEPSTHHOCTD TP BHIITOJTHEHUH JIIOOBIX
JIEUCTBHIA: «OUeHB TEPSIOCH, KOTIA XOUY UTO-TO CHETaTh».

O6bekTBHO: 1) Peub 6onbHOI (ppa3oBasi, HO MaTOMH(pOPMa-
THBHAs, BCTPEYAIOTCS TIOBTOPHI, TIOMCKH CJIOB, BepOaTbHBIC 3a-
MeHbl. [ToHMMaHue oOpallleHHO# CUTYaTUBHOM pedyr JOCTYII-
HO, HO HaOJIOmaeTCsl YBeJIMUYCHHBIM JIATEHTHBIA TIEPHOM TIPU
BBITIOTHEHNY MHCTPYKIWIA. 2) CiryXxopedueBast aMsITh CHIDKEHA
B 3HAUUTEJIbHOM CTENIEHU: 00bEM TIEPBUYHOTO BOCIIPUSTHUS CO-
CTaBJIsIeT 3 2JIeMeHTa, NMPONYKTHBHOCTH 3ayYMBaHMS COCTaB-
JsIeT 5—6 3JIEMEHTOB, XapaKTep KPUBOii 3ay4nBaHUs — ILIATO.
[To Mepe BHITIONHEHWS 3aaHMsT HAOMIONAETCS UCTOIAEMOCTh
yakumu. OTcpoYeHHOE BOCIPOM3BEAEHHE — 2 3JIeMEHTa.
3) [Ipu BHIMOJHEHUHU MTPOO 3PUTENLHOTO THO3KCA BBISIBIISETCS
3pUTeNTbHAS TIPEIMETHAS arHO3Ws, OITHUKO-IIPOCTPAHCTBEH-
Hasl arHO3Ms1, OTPaHUYEHHUE TOJIed 3peHMs Mo TUITY TpyOyaTo-
ro (cunapoM banvHTa?), NperMyIIECTBEHHO CBEPXY U CIIpaBa.
CyIlIecTBeHHO HapyIIeHO BBIONHEHHE TIpadHIecKux IIpod
MO «IIPaBOMONYIIAPHOMY» THITY — pacmaj LeJOCTHOTO o0pa-
3a TIPEACTABICHUI TIPH BO3MOXHOCTSIX CJIOBECHOTO OMHCAHMS
(puc. 2). IpyOo HapylleHa OpMEHTHPOBKA B CXEMaTHUYECKMX
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puc. 2: PucyHok GonbHoi M. no 06pasuy Ha NO3EHEM 3Tane BOCCTAHOBMTENBHONO
0byyeHms.

M1 KOMMPOBaHUM OTMEYAETCS OBHOCTOPOHHSS OMTUKO-MPOCTPAHCTBEHHAS arHO3w,

MPOSIBNAIOLLAACS B UTHOPUPOBAHUY NIEBOM CTOPOHBI PUCYHKA, @ TAKXE HApyLUEHUM

3pUTENbHOM apdepenTaLym NPOCTPAHCTBEHHO-0PraHW30BAHHbIX ABVXEHMIA.

puc. 3: Obpasew; nucbMa BonbHOM M. ¢ rpyboit onTuyeckoid arpadweld npu moc-
TYNNEHIN B CTALMOHaP.

(OCHOBHbIMM OLLIMOKAMIA B MMCbME ObiMit MPOMYCKM FNACHBIX M COMNIACHBIX MPK X

CTEYEHMM, MEPECTAHOBKIA OYKB W MPOMYCKM LENbIX COFOB M3 CEPEmUHbI COBA,

HEM0MMCIBAHIAE, PA3ENbHOE HAMMCaHUe GYKB BHYTPH CNOBA.

puc. 4: 06pasew, nuceMa 6onbHoA M. ¢ onTuyeckoii arpadweii nocne 3aHaTwiA ¢ noro-
NeAoM-adasnonorom.

B peaynbTare paborsl Hag, onTuyeckuM 06pasoM ByKBbl MyTEM 68 PEKOHCTPYKLWM aKT

nMCbMa COKPATUACA MO CTPYKTYPE, CTan 6onee BbICTPbIM, C MEHbLUVM KONMYECTBOM

OLLMOOK.
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qacax. 4) [IucebMo HapymieHO IO MOTOPHOMY THIILY: Xapak-
TepusyeTcss U30JMPOBAaHHBIM HamucaHWeM OYKB, OMUCKaAMU
(puc. 3, 4). 5) HapyuieHo BBITIOTHEHME CUETHBIX OMeEparuit
(HapylIeHa cxema JeiCTBHMS); MOHUMaHKUe Pa3psiIHOTO CTPOe-
HUs 3—4-3HAYHBIX YKMCEN JOCTYIIHO. 6) OpUEHTUPOBKA B CXEME
Tela 3aTpyaHeHa. BoIsBisieTcst BoIpaxkeHHas arpakcus (oo1as,
anpakcys eNIeBOTO ISUCTBHUS, B OOJIBIIEH CTEIIEHH BHIPAXEH-
Has B IIpaBoii pyKe). 7) KpuTrka K cBoeMy COCTOSTHHIO YaCTHI-
HO COXpaHHa.

Ouenka mo mkane MMSE=15 6annos (Hopma 28—30 6aj1oB).

3akimouenne: MHECTUYCCKUC T BBIPA>KCHHBIC OINTUKO-THOCTH-
YECKME HApYILICHHUS Ha (bOHC 00111eT0 KOTHUTUBHOTO CHIXKEHUSI.

Oo0cyxenne

VY maumeHTKM MMeeTcs Mporpeccupyloee B TeueHue 7 JeT
CHIUXXEHME BBICHIMX KOPKOBBIX (DYHKLIMIA B BUIE BbIPaKEHHO
3PUTEJIBHOM arHO3UH, ONTUKO-MOTOPHOM M KOHCTPYKTMBHOM
anpakCUM, CHIXKEHUS OTlepaTHBHOM MaMSITU, XapaKTePHBIX LTS
MOpaXeHHs 3aAHUX OTIEIO0B OOJbIIMX MOJYILAPUI TOJOBHOTO
Mosra. B MeHbliel cteneHn — GyHKIMiA MporpaMMUpPOBaHMs,
HENUpOAMHAMUKHU TCUXUUYECKUX TPOLIECCOB, XapaKTEPHBIX IS
JTUCHYHKIMU TOOHBIX JOJIei TOJIOBHOTO MO3Ta.

JlabopatopHbie ¥ MHCTPYMEHTAIbHbIE 00C/IETOBAHNUS TIO3BOJIH -
JI UCKJTIOYUTh TIATOJIOTHIO OpraHa 3peHMUs], 3pUTENIbHBIX Hep-
BOB, 3PUTENbHBIX MPOBOMAIIMX TMyTeil. OOHAPYXEHHBIN TpU
MPT ronoBHOro Mo3ra BbIpaXXeHHBbIH JJOKAJIbHBINA ABYCTOPOH-
HUii aTpodruecKuii mpouecc, NpeodIagaonrii B 3aTBUIOYHBIX
U TEMEHHBIX J0JISIX, TIO3BOJMI TPEATIONIOXKUTL Y OONBHOM fe-
TeHepaTUBHOE 3a00JieBaHKE C JIOKATbHBIM TMOPaKeHUEM KOPbI
TOJIOBHOTO MO3ra — 3aHell KopkoBoii arpodun. Conocrasne-
HUE Pe3yJIbTaTOB 00CNe0BaHMUS, KIIMHUYECKUX TIPOSIBICHUN U
JIMHAMWKY TeUeHUS 3a001eBaHMS C IUTEPATYPHBIMU TaHHBIMU
MOATBEPAMIIN BbICKA3aHHbIE MPEATIONOXEHUS.

OmHOBpeMEHHO Y 00JIbHOI ObITa MATHOCTUPOBAaHA YMEPEHHO
BBIpaKEHHAs AUCLUPKYJISATOPHAs 3HUEdanonaTus, KIMHUYe-
CKU TIPOSIBIISIIONIASCS KOTHUTUBHBIMU HapyHICHWSMU, TICEB-
No0YIb0apHBIM CUHIPOMOM (Iucdarueit, pedaekcaMmu opaib-
HOTO aBTOMATHM3Ma), OXUBJICHUEM CYXOXWIBbHBIX pedIeKcoB,
HaJIMYMEM TaTOJOTMYECKMX KUCTEBBIX 3HAKOB, HApyHICHHEM
Ta30BbIX (DYHKIMH, 4TO MOATBEpXKAaeTcs NaHHbIMU MPT-
MCCIICIOBAHMS TOJOBHOTO MO3Ta, Ile OBUIM BBHISIBJICHBI OYa-
I COCYAMCTOTO TeHe3a B IIIyOOKMX OT/esnax 6eoro BelecTa
OOJTBIIMX TIONYIIAPHIA, YMEPEHHBIH JIeKoapeo3 U pacIIupeHie
JIMKBOPHBIX MpocTpaHcTB. OmHAKO VISl AMCUUPKYJISATOPHOIM
3HIIe(ANTONaTUN He XapaKTePHbI UMetoIIrecs y 00JIbHOI Hapy-
IICHHS BRICIIIMX 3PUTEIbHBIX (DYHKIIMI U Pa3BUTHE TOKATBHOM
aTpouu KOpbl TOJIOBHOTO Mo3ra [2, 15].

Kpome Toro, KiMHuyecKas KapThHa 3a00JeBaHMs TAIlEHTKU
TpeboBajia UCKIOUEHUS HIeDATONaTU B paMKaX MUTOXOH-
IpUANbHBIX 3a00JI€BaHUI, T.K. TIPX HEKOTOPBIX (pOopMax 3TOM
natosnorun (MELAS) umeercs nporpeccupyoiee CHUXEHUE
KOTHUTHBHBIX (DYHKIUHA, a Takke arpodust Oeoro Bele-
cTBa OonblLMX Monyiapuit npu MP-uccnenoBanuu. OpHako
MO3IHUI Bo3pacT nedioTa 3aboneBaHus (59 jeT), OTCYTCTBUE
B aHAMHE3¢ MHCYJIBTOMOIO0HBIX SIM300B, CYIOPOKHBIX ITPH-
MaJgKoB, HOPMaJbHbII YPOBEHb JIakKTaTa B KPOBU IMO3BOJMIN
HCKJTIOYNTD JAHHYIO TTATONOTHIO [3].

B xnmHMueckoii kapTuHe OoOne3HM AsblireiiMepa BeAyIIUM
SIBJISIETCS] anpakTo-aaTo-arHOCTUYECKUIA CUHAPOM, TPOSIB-
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JIEHUSI KOTOPOTO OBLTH BHISIBICHBI Y Hamlel OOIBHOM, OMHAKO
HaJIM4yMe BBIPaXeHHOM 3pUTENbHOM arHO3MM, OTCYTCTBHUE JIO-
KaJbHOU aTpo(uy BUCOYHBIX JOJEN M TUINOKAMIaIbHOM 00-
Jacti, o maHHbIM MPT-uccienoBaHusi, OTCyTCTBUE B I€HE
anonumnonpoteuHa E nedexrHoro annenst E4, ¢ mpucyrcTBuem
KOTOPOTO CBS3HIBAIOT pa3BUTHE 0ONE3HM AJBLIeiiMepa, HOp-
MajibHble 3HAYeHMsl b-aMuiouga TMpU UMMYHOXMMUYECKOM
HCCJIe0BAaHUHY JIMKBOPA, UCKITIOYAIOT KJIACCUYECKUI BapuaHT
9TO0ro0 3a001eBaHus [9].

BonbHO# ObLT BBICTAaBIEH OKOHYATENbHBIN TMArHO3: OTpaHu-
yeHHas aTpodus rosoBHoro mosra (G31.0). Cunapom 3agHei
KOPKOBOH aTpouu. BepaxeHHbIe HApyIIEeHWs BBICIIMX KOP-
KoBbIX (pyHK1MIA. CuHapoM banuHra.

Jleuenne 3KA mpenmonaraeT IIUTENbHBIA TIpUEM XOJIMHEP-
TMYECKUX TpernapaToB B COUYETAaHUM C aHTarOHMCTAMU TJIyTa-
MaTtHbix NMDA-peuentopoB, NepuoaAMYECKOe MPOBEAECHUE
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Posterior cortical atrophy (PCA) is a rare disease that mani- independent disease, while others suggest that it is a “posterior”
fests mainly as disturbance of cortical visual function, agnosia. variant of Alzheimer's disease, corticobasal degeneration, etc.
Balint's syndrome (optic ataxia) is one of the clearest clinical Morphological studies of brain tissues support the neurodegen-
markers of the disease. The disease is caused by progressive at- erative nature of the disease.

rophy of the visual cortex. Many researchers define PCA as an
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