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3aaHgaa KopkoBas aTpodus:
MHOTro0JIeTHee Ha0JI101enue

A.B. beaonacosa, A.C. Kaovixos, JI.A. Jloopvinuna, H.A. Kpomenkoea

3apgHss kopkoBasi aTpodus (3KA) npenctaBnset cobol peaknin BapmaHT GokasbHbIX aTPOdUin FOIOBHOMO MO3ra, XapakTepu-
3YIOLLMIACS Pa3BUTUEM U HEYKIIOHHBIM MPOrpeCcCUpPOBaHMEM 3PUTENbHBIX HapyLleHnin. B ctatbe onMcaHo MHOroneTHee K-
HUKO-HENPOBM3yann3aLMoHHOe HabnogeHe 3a NaUMeHTKON, CcTpapaloLweil HelpoaereHepaTBHbIM 3aboneBaHeM, KOTo-
poe [ebioTUPOoBano Npu3HakamMu JoKasibHOM atpodun 3aTbiIoYHONM Kopbl. Pe3dynbtaTthl aHanmaa KIMHUYECKMX U MIHCTPYMEH-
TabHbIX AAHHbIX 4A0T OCHOBaHME roOBOPUTbL O TOM, YTO B PACCMOTPEHHOM KMHM4YeckoM npumepe 3KA aBnsinack HavasbHbIM
3Tanom CUCTEMHOrO HeMpoaereHepaTMBHOro 3abonesaHns — 6051e3HN AnbLreiMepa, YTo NOATBEPXKAAETCS KIIMHUYECKMMU
DAHHBIMU U JaHHBIMU MarHUTHO-PE30HaHCHOM ToMorpadum B ANHAMUKE.

KnioueBble cnoBa: 3aaHss kopkoas aTpodus, dokanbHas kKopkoBas atpodusi, 6onesHb AnbLreiiMmepa, nokanbHas Herpo-

nereHepauns, HeMpoBM3yanmusaums.

3apHss kopkosas atpodus (3KA) — peakmin KNMHUYECKIIA
CVHIPOM, KOTOPLIV MPOSIBASIETCS NPOrpPecCUpyoWyM Hapy-
LWeHneM 3puTenbHbix GyHKumi [1]. TIpUYMHON NoBpexXaeHns
NEPBUYHON 3PUTENBHOM KOPbI 3aTbIIOYHON L0NM FONOBHOIO
MO3ra CyXWT aTpopUHeCKMin NpoLecce.

TepMuH “3agHsas  kopkoBass atpodusa” Obll  BBEAEH
D.F. Benson et al. npu onucanum 5 naumeHToB, Y KOTOPbIX OA-
HMM M3 PaHHUX 1 OCHOBHbIX NPOSIBEHMIA 3a6oneBaHns Obina
nporpeccupyoLLas 3puTenbHas arHo3us, a npu HempoBmaya-
ansaunm M NOCMEpPTHOM MOPGONOrM4eckoM MCCNesoBaHnM
Obln 0BHAPYXEHbI lereHepaTuBHbIE 3MEHEHNS B BULE Te-
MEHHO-3aTblI04HON aTpodun [2].

BOonbWMHCTBO MCCNenoBaTenen CXoAATCsS BO MHEHUN, 4TO
3KA aBnseTcst 0OHUM 13 NPECEHWIIbHBIX BapUaHTOB 60NIE3HM
Anbureivepa (BA), ons KOTOPbIX XapakTepeH 6onee paHHUI
nebioT 3abonesanus (B Bo3pacte oT 50 oo 60 net) n 4OBONb-
HO BBICOKMIA TEMMN MPOrPeCcCUPOBaHNS 3PUTENBHO-NPOCTPAH-
CTBEHHbIX, anpakCUYeCcKmX, aMHECTUYECKMX U PEYEBbIX Hapy-
weHwni [1, 3-7].

[aHHble MopdOonornyeckmx uccnegoBaHnin cBUaeTeNb-
CTBYIOT O npuHaanexHoctn 3KA Kk geMeHumsm anblreime-
posckoro Tuna [8]. D.F. Tang-Wai et al. npu natonoro-aHa-
TOMWYECKOM MCCNeaoBaHnM 0BHAPYXUAM B MO3rOBOIN TKaHM
naupenToB ¢ 3KA TunuyHble ana BA B-amunongHbie 6asLWKN
N HernpodnbpunnsipHble Knyboyku, NAOTHOCTb KOTOPLIX Oblna
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HanbonbLiein B obnactn 17-ro n 18-ro none bpoamaxa v 3Ha-
YUTENBLHO HUXeE B runnokamne [9]. Mpu noucke reHeTnyeckmnx
mapkepoB 3KA Oblna NnoaTBepXaeHa Teopus 0 3HAYNMOCTU B
€e pasBUTMU MyTaLuuy B reHe npecenunmua-1 (1211M), xapak-
TepHoi ana BA [10].

Tunuyxble ana 3KA 3puTenbHO-NPOCTPAHCTBEHHbLIE HApY-
LUEHMS MOTYT BO3HMKATb B HAYNIbHOW CTAAUW U OPYTUX HENPO-
[lereHepaTuBHbIX 3a00/1eBaHUIA, TakMx Kak KOpTUkobGa3anbHas
nerernepauma (KB4), npemexuns ¢ tensuamu Jlesu (4TJ1), npu-
OHHble MHPEKLMM, B 4aCcTHOCTM Npu BapuaHTe Heidenhain 60-
nesuu Kpentudenbara-Akoba (bKA) [11-16].

Mpun 3KA xapakTepHO pa3BuTME CUMMTOMOB, aCCOLMMPO-
BaHHbIX C MOPaXEHNEM 3aTbIIOYHbIX U TEMEHHBbIX J0Nel Mo3ra.
Mpexae BCero aT0 BapuaHTbl 3PUTENbHON arHO3MKn: OMTUKO-
NPOCTPAHCTBEHHOW (HapyLleHne OPUEHTUPOBKM B NPOCTPaH-
CTBE, B TOM Y/CNE B XOPOLUO 3HAKOMbIX MECTax, Ha NO3OHUX
cTaamsx — B COOCTBEHHOW KBapTUPE), arHo3umn BCNeACTBYE Or-
TUKO-MOTOPHbIX HapyLleHuid (cuHapom bannHta — Hecnocob-
HOCTb OXBaTUTb B30OPOM BCE NpPeAMETbl, HaXOAsLMeCs B none
3peHunst), 13-3a Y4ero BO3HMKAET NPOCTPAHCTBEHHAs Oe30pu-
eHTauus, NoTEPS OPUEHTMPOBKM B HANPaBNEHNSX MPaBOe—ne-
BO€, HapylUeHMEe y3HaBaHUS HANMUCAHHOrO (anekcus), CBOMX
1 YyXWX NanbLEB PyK, CXeMbl CBOEr0 Tena (CUHAPOM YrIoBON
N3BWVHBI [epcTMaHa), 60MbHON MOXET HaTbIKaTbCS Ha Mpea-
METbI, NPOMaxMBATLCS MPY BbINMOMHEHWUN LieNeHaNPaBiIEeHHbIX
OEencTBui (ONTuYeckas atakcus), HageBaTb BELLW HAaU3HAHKY
unu 3agom Hanepep [17]. 1o TeM Xe npuymMHam emy ClOoXHO
NpaBWIbHO 3aCTErHyTb NyroBuLbl HA OAEXAe, 3allHypoBaTb
00yBb (anpakcusi ofeBaHusi), COCTaBUTb LENoe M3 vactei
(KOHCTPYKTUBHAs anpakcusi). M13-3a Hanmums CMMynbTaHHON
arHO3MK CTaHOBUTCS TPYAHO nucathb (arpadus), yntatb AJINH-
Hble CNOBa 1 NPenJIOKEHNS, COCTaBNATL PACCKa3 Mo KapTUHKE,
NPOBOAMTL BbIYMCAMTENbHBIE Onepaumn (akanbkynust). MNpu
BOB/EYEHUN MeM06a3anbHbIX OTAEN0B BUCOYHbIX LONEN (run-
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Aenserca nu 3aboneBaHue HeilpoaereHepaTUBHbIM NPOLLECCOM? S Hert
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Puc. 1. Anroputm guarHoctukm 3KA (mo [1]). B neBowi 4acTu pucyHka npeacTaBfiieHbl OCHOBHbIE BOMPOCH! AJ18 KaXAoro aTana ava-
rHoCTVKM. | n Il aTanbl — “cuHapOManbHbIA” YpoBeHb, Il aTan — “Ho3onoruyeckmin” ypoeerb. CnnolwHble oBanbl (3KA-BA n 3KA-npuoH) -
BGriomMapKepbl CYLLECTBYIOT; MyHKTUPHbIE oBanbl (SKA-ATJ1, 3KA-KB/, v gpyroe) — Beaetcs nomck 61MoMapkepoB in vivo. ToNLWMHA NNHWA,

COoeaVHAOLLNX 2-1 U 3-11 YPOBHM Knaccudukaumm, oTpaxaeT yacToTy 3abonesanuii, asnsatomxcs npudmHon 3KA (BA kak Hanbonee

pacnpocTpaHeHHas npudrHa 3KA).

rnokammna) 0TMe4aeTCs CHUXEHMWE NaMaTI, Ha NO3OHNUX CTaAnsaX
3aboneBaHuna pasBmBaeTcs aemeHums [2, 14, 18-20].

[OunarHoctuka 3KA oCHOBbIBAETCS Ha AaHHbIX HEBPOIOTU-
4eCcKoro 1 HempomncuxonorMyeckoro ocmoTpa. JuarHos noa-
TBEPXAAETCS NPV UCMOMb30BAHMN KOMMbIOTEPHOM TOMOrpa-
dum (KT) unn marHuTHO-pe3oHaHcHon Tomorpadum (MPT)
rONI0BHOr0 MO3ra, NO3BOJISIOLLMX BbISIBUTb Y BOJbHBIX ABYCTO-
POHHIOI0, MPENMYLLLECTBEHHO 3aTbIIOYHO-TEMEHHYIO KOPKOBYIO
atpodwuio [21]. NMpu 0AHOPOTOHHOM M NO3UTPOHHO-3MUCCUOH-
Hoi TomMorpadun (M3T) TUNMYHO HANNYME CUMMETPUYHBIX 30H
runomeTabonmama B 3aTblIOYHbIX M TEMEHHbBIX fonsx [22, 23].
Peaynstatbl MP-MOpdOMETPUN CBUAETENLCTBYIOT O CHUXE-
HMM 0Obema Ceporo BELLECTBA B KOPE TEMEHHbIX 1 3aTblf0y-
HbIX [0Neli C ABYX CTOPOH [24, 25].

B 2017 r. 6bina onybnmkoBaHa coBpemeHHas knaccudu-
kaums 3KA, paspaboTaHHas MexayHapoaHoi paboyein rpyn-
MO Ha OCHOBaHUM OMWUCAHWIA OTAENbHbLIX CY4aEB C Y4ETOM
4aCTOThbl BO3HWMKHOBEHUSI CUMMTOMOB Yy AAHHOW KaTteropum
60sIbHbIX, C MCMOJIb30BaHNEM METOL0B HelipoBU3yann3aumm,
noateepxparowmx gnardo3d [1]. boin npeanoxeH aMarHocTtu-
YeCKMWin anropuTtm, BKoYatowmii 3 atana (puc. 1). Ha | atane
BPay [OJIKEH BbISIBUTL XapakTepHbiii anist 3KA KnMHMKo-paamo-
NIOrMYeckuii CMHAPOM U CBSI3aTb €ro pas3BUTME C Helpoaere-
HepaTMBHbIM MPOLLECCOM, UCKIIIOYMB NPY 3TOM Apyrue GopMbl
naTonorMmn (AMCLMPKYSTOPHYIO aHLedanonatunio, GokanbHble
OopMbI MHCYAIbTA, OMyX0sKn, 3ab0NeBaHNs 3PUTESIbHbIX NyTeN),
Ha Il aTane Heo6x0aMMO BbIYIEHWUTL NPU3HAKKN, CBOMCTBEHHbIE

3KA (3KA-“unctas”) n cocywectsytowme npu BA, KB, OTN,
BK4 (3KA-“nmioc”), Ha lll aTane cnegyet nony4nTb NOATBEPXK-
[eHne OOCTOBEPHOro UM BEPOSITHOrO AMarHo3a Ha OCHOBA-
HUWM JOMONHUTENbHBIX METOO0B UccnegoBaHus (npu bA — ato
naHHble M3T, 6uomapkepbl AR, ., T-tau n/wnu P-tau B cnnHHO-
MO3roBow xuakocti, mytaumm PSEN1, PSEN2 unu APP; npu
KB4, AT - otcyTcTytoT, Nnpy 3KA-NprOoH — HeAOCTATOYHO Ha-
OEXHbl).

MpuynHo obpaLLeHnst K Bpady Ha paHHMX cTaamsix 3abo-
NIeBaHMS Yallle BCero Cnyxar Xano0Obl Ha 3pUTesibHble HapyLue-
Husi. Mpexae 4emM nonacTb Ha MpPUeM K HEBPOJOry, 6OMbHbIE
HeoOHOKpaTHO npoxoaaT odTanbMonornyeckoe obcneroBa-
HVEe, MPU KOTOPOM HE BbISIBASIETCS NATONOMMM CO CTOPOHbI Op-
raHa 3peHus. [Jo MOCTAHOBKM MPaBUbHOrO AMarHo3a MoryT
NPONTU rOAbI, U NLLb NP NOSBNEHNN BbIPDAKEHHbBIX KOTHUTUB-
HbIX HAPYLUEHWI BO3HMKLLIME 0DTaNbMOIOrMYECKNE CUMATOMBI
CBSAI3bIBAIOT C MATONOIMEN MO3ra.

Hwe npeacTaBneHo KNMHMYeckoe HabntoaeHe NauneHT-
kn ¢ 3KA, y KOoTopoW NpaBwbHbIA AMarHo3 Obin YCTaHOBIEH
cnycTsa 7 net nocne aebrota 3abonesaHus [26].

KnuHnyeckoe HabnogeHue

BonbHas M., 62 roga, Bnepeble obpaTtunack B HayyHbIi
ueHTp Hesponoruu (HUH) B mapTte 2013 1. ¢ xanobamm Ha CHU-
X€eHne NamMsiT, BHUMaHWS, HapyLUEeHNE 3PUTENBHON QYHKLMN,
BbISIBNSIOLLEECS NPU YTEHWW, NUCbME U CaMO0OCTyXNBAHUN.
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B 2006 r. B Bo3pacTe 55 net BnepBble 0TMETUNA, 4YTO “He
MOXET MOHATb, e B METPOMNONUTEHE HAXOANTCS Ha4Yano v Ko-
HeLl, ackanatopa — nsobpaxeHve “pacnibiBanocb nepes rna-
3aMun”, n3-3a 4yero ObIN0 TPYAHO OPUEHTUPOBATLCS Ha HEe3Ha-
KOMbIX CTaHLLMSIX, OCOBEHHO NPV Nepexofe C OHOW CTaHLMK
Ha Opyryto”. BO3HVWKHOBEHME 3TUX CUMMNTOMOB CBSi3blBasia C
BO3PACTHLIMY M3MEHEHVSIMI 3PEHUS, HO NpK 06CNefoBaHMN
y OKYyAMCTa NaToNorMyM Co CTOPOHbI OpraHa 3peHnst BbisBNe-
HO He Bbio. MNocTeneHHo NPUCOEAMHUANCH APYrie NPU3HaKN
3ab0NeBaHNS: HENOBKOCTb, PACCESHHOCTb, HEBO3MOXHOCTb
CKOHLeHTpMpoBaTbCs Ha YeM-nmbo. C 2009 r. (B 58 neT) ctana
3abbIBaTb COOLITUSA TEKYLLErO AHS, NOBTOPSIACH NPU Pa3roBo-
pe, Tepsina BELLM, He MOrNa B MNOJIHOM 06beME CMPaBAsTLCS C
paboToii, B pesynsTate Yyero Obina OTCTpaHeHa OT UCMONHEHNS
HEeKOTOPbIX OOMKXHOCTHbIX 06si3aHHOCTel. C 2010 r. (59 nerT)
NOSIBANUCH OLUMOKM B CYETE, TPYAHOCTY NPU OMnaate nokynok
B MarasuHe, pacrno3HaBaHuy BPEMEHW Ha Yacax, ctana nno-
X0 3anoMmHaTb NPOYUTAHHOE 1 yBUAEHHOE. B anpene 2012 1.
(61 roa) ywna ¢ paboTbl, Tak Kak He Morfia CrpaBAsTbCs C MU-
HUManbHLIMU NpodeccuoHanbHbiMKM 06s1i3aHHOCTSIMU. Mcnibl-
ThbiBana 3aMeTHbIE 3aTPYAHEHUS MPU MPUrOTOBNEHNUN MUK,
cepBupoOBKe cTona, yoopke, Npu ofeBaHnmn 1 yxoae 3a cobol.
C 2013 1. nepecTana caMOCTOATENBHO BbIXOAUTb HA YANLLY, CTa-
Na HYXAaTbCs B MOCTOSIHHOM YXO[e€.

CnyyaeB paHHe AEMEHLIMMN B CEMbE HE OTMEYEHO. B aHam-
He3e pefkve NpocTyiHble 3a60neBaHNs, NHOrAA NOBbILLEHNE
apTepvansHoro gasnexHus go 160/90 MM pT. CT., NOCTOSIHHO
rMNoTeH3uBHbIE NpenapaThl He NpuHumana. C 2006 r. Habnto-
[laeTcs y 3HAO0KPUHOOra no NoBoAy MHOroy3noBoro 306a, Tv-
PEOTOKCMKO3a, MOCTOSAHHO MPUHMMAET MepKa3onua 5 Mr/cyr,
YPOBEHb FOPMOHOB LLIUTOBUAHOW Xenesbl B npeaenax HopMbl.

O6pa3oBaHne Bbicllee, pabdoTana WHXEeHEepPOM-3/1eKTPo-
MeXaHWKOM, POACTBEHHVKM 1 Konneru no paboTe Bcerga oT-
Meyanu y Hee BbICOKMIA YPOBEHb MHTENNEKTA, XOPOLLYIO MaMsITh
1 CHET (MOrna B yMe OnepmrpoBaTb MHOrO3HaYHbIMU Ludpamu).

Mpu o6cnenosaHyy GONBHOW B CTaUMOHApe BEAYLLUMMU B
KIMHNYECKON KapTUHE SBNSIMCb CUMMTOMbI MOPAXEHNS KOP-
KOBbIX 30H 3PUTENILHOrO aHaNM3aTopa: HapyLUEHNEe NIaBHOro
CNEXEHWs NMPU COXPAHHOCTU NOSHOrO 06bema ABUXEHWIA rnas-
HbIX 670K, 3puUTeNbHas NpPeaMeTHasl, OMTUKO-MPOCTPAHCT-
BEHHas, CUMYyJbTaHHash arHo3us, pacnag LenocTHoro obpasa
npencrasiieHuin (cuHopomM banuHTa), HapylleHve pacnosHa-
BaHMS NULL M3BECTHbIX MEPCOH (MPO30MarHo3us), BTOPUYHOE
HapyLleHre nucbma. JOMOAHUTENbHO BbISBNEHbI 3HAYUTEb-
HOE HapyLUeHWe CAyXOpPeyeBor NamaTi No “amHeCcTU4eCcKoMy
Tny”, rpyboe HapylleHue OPUEHTUPOBKM B CXEMATUHECKMX
yacax 1 Cxeme Tena, BbipaXeHHas anpakcus (oblias, anpak-
CV1S LLeNIeBOro AEenCTBIUS, B OOMbLLUEN CTEMEHN B NPABOM PyKeE).
Peub dpasosas, manonHdopmatmeHas, ¢ NOBTOpPamMu, Nouc-
Kamy cnoB, BepbanbHbIMU 3aMeHamn. OueHKa KOMHUTUBHBIX
HapyweHuii no wkane MMSE (Mini-mental State Examination —
KpaTkas Likana OUeHKU ncuxmyeckoro crartyca) 15 6annos
(Hopma 28-30 6annoB). CHUXEHHbI GOH HACTPOEHUS Obln
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CBSI3aH C NepexmBaHneM COOCTBEHHOMO KOTHUTUBHOIO U 3pu-
TensHoro aedekta. Mapes3os, HapyLWEeHUS MbILLEYHOr0 TOHYCa,
KOOPAMHATOPHBIX PACCTPOICTB BbISBNEHO He Oblno. OTMmeva-
NIOCb OXMBNIEHWE CYXOXMUIbHbIX pednekcoB. 3amenneHue u
HEeyBEPEHHOCTb MOXOLKW Obinv 00YCNOBNEHLI 3PUTENBbHLIMU
HapyLIeHNs MK, B TOM 4ucne TPYOAHOCTSMU OPUEHTUPOBKU B
Mano3HaKOMOM MOMELLEHUN.

KoHcynbTaums okyamucTa: rMnepToHMYeckas aHruonatus
cetyatkn; OU — Muonus cnaboii cTeneHn; orpaHnyeHme nonem
3peHus TpybyaToro Tmna.

3putenbHble Bbi3aBaHHbIe noTeHumans (3BI1) P100: npu
CTUMYNALUM Ha LIaXMaTHbIV NaTTEPH BO3HMKAET Nerkas CuM-
MEeTpUYHasa 3afepXkka NPoBeAeHNs 3puTenbHON addepeHTa-
LMK B KOpY C 06EMX CTOPOH, CHUXEHWE aMNINTYAbl OTBETOB
3BI1, BO3MOXHO CBSI3aHHOE C HeJO0CTaTO4MHOW duKkcaumen
B3rnaga. losblweHve amnautyg oteetoB 3Bl Ha BCbILWKY
00YCNIOBNEHO CHUXEHWEM MOPOra MapoKCM3ManbHON roToB-
HOCTV MO3ra, Hanm4ynem anunenTMPOopPMHO akTMBHOCTM B 3a-
ThIIOYHbIX OTAENAX.

SnekTpoaHuepanorpadus: BuiSBNEHbI BbIPaXEHHbIE, 61K~
Xe K rpyobiM, anddy3Hble UBMEHEHUS B BUAE 3amMeneHuns 1
YrHETEHUSI OCHOBHOrO KOPKOBOr0 puUTMa C Npu3Hakamu pas-
OpaxeHnss NOAKOPKOBO-An3HUedanbHbIX CTPYKTyp. o 3aa-
HUM OTAenam Mosra ¢ npeobnafiaHMeM B IEBOM MOAyLLAPUN
perucTpupytotcs dokanbHas anunenTudopmMHas akTUBHOCTb
1 ME[JIEHHBIE BOJIHbI C TEHAEHUMEN K NEPUOaM3aLmm N Hepes-
KOMY BO3PACTaHWIO NPV FTMNEPBEHTUASALMN.

MarHntHo-pe3oHaHcHasi Tomorpagusi roJloBHOro mMoara
(2013 r.): MetoTCst UBMEHEHUS B 0O0MX NONYLLAPUSX FONIOBHO-
ro Mo3ra, xapakTepHble OJi aHrmonenkoaHuedanonatum, rm-
apouedanum cMelaHHoro Tuna ¢ npeobnagaHuemM BHYTPEH-
Hen (MPerMyLLLEeCTBEHHO 3a CYET YBEJIMYEHNS pa3Mepa 3aSHNX
poroB 60K0BbIX Xenyno4koB). Mo cpasHeHWo ¢ MPT ronosHoro
mo3ra ot 2009 r. HabnogaeTcs HEKOTOPOE NPOrPECCHPOBaHNE
BHYTPEHHEN ruapouedanum n atpodryeckoro npouecca (npe-
VMYLLLECTBEHHO B 3a[IHVX OTAENAX KOPbI FONIOBHOMO MO3ra).

Ha 0CHOBaHUM KNMHUYECKMX AAHHBIX, AMHAMWKY NATONOMM-
4eCKoro nNpoLecca 1 pesynsTaTtoB KOMMIEKCHOro o6cnenosa-
HWS NaumMeHTKe Obln BLICTABNEH AYarHo3: OrpaHuyeHHas aTpo-
¢us ronosHoro mosra (G31.0); cuHopom 3KA; BbipaXeHHbIe
HapyLLeHNs BbICLUNX KOPKOBbLIX QYHKUMIA; CMHOPOM BanuHTa.
PekomeHOOBaH MprEM aHTUXONIMHICTEPA3HOMO Mpenaparta
ranaHtammHa 16 mr/cyt n memanTtvHa (NMDA-aHTaroHucT)
20 mr/cyT.

Mocne BbiNMCKM GONbHAs B MOCNEAYyOLME oAbl 3a Me-
OVLMHCKOM NOMOLLIbIO He obpaluanace. B 2017 r. B BO3pacTe
65 net NnoBTOPHO rocnuTanuanposaHa B HLLH B cBS13u € yxya-
LeHneM cocTosiHMs. CO CNoB POACTBEHHWKOB, U3MEHUNIOCh
nosefieHne 60MbHON, OHa cTana 6eCcroKONHONM, arpeCCUBHOM,
CYeTINBON, nepecTana crnatb MO HOYAM — HAPYLUMACS LMKI
COH/60APCTBOBAHME, B HOYHbIE YaCbl CTAHOBWUACL BO30YX-
[EHHON, BO3HMKANN 3pUTENbHbIE raaiioumHaumm B Buae 00-
pas3oB Apyrux NOAEN, yMepPLUMX POLCTBEHHUKOB, C KOTOPLIMUI
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pasroBapuBana, xoTena kyaa-To uatu. Npuem ranaHtaMmmta u
MEMaHTMHA MPOBOLKMPOBAN Pa3BUTUE NMCUXOMOTOPHOrO BO3-
OyX[eHusl, B CBA3M C YeM npenapatbl B nocneaHne 6 mec bbinm
OTMEHEHbI. 3HAYUTENBHO CHU3MIOCh 3PEHUE: MOorna pasrs-
[eTb TONIbKO O4YepTaHusl NpeaMeToB, apkue ugeTa. Okpyxato-
LMe OTMEeYann BbIPAXEHHOE CHUXEHME NaMsaTh: He Morna
Ha3BaTb COOCTBEHHblE MMSI U damunuio, JaTy POXAEHUs,
BO3PACT, MM fO04EPU, C TPYAOM NPUNoMUHana, eCTb My Hee
POACTBEHHVIKN.

Mpw Heviponcuxonorn4eckom o6cien08aHNM B CPABHEHUN
¢ 2013 . OTMEYEHO CHUXEHUE KPUTUKN K COOCTBEHHOMY CO-
CTOSIHMIO, CKJIOHHOCTb K “NA0CKOMY” IOMOpY, 0E30pVEHTaLms B
MecTe, BpeMeHU, COOCTBEHHOI IMYHOCTU. BbISIBNEHbI peyeBble
HapyLUeHVs1 B BUAE aKyCTUKO-MHECTUYECKON, aMHECTUHECKOMN
adasun. B HeBponornyeckom craTtyce: runoMumMms, KOpKoBas
cnenota. MNonoxuTenbHole pednekcbl OpanbHOro aBToMaTus-
Ma — Xx000TKOBbII, NafoHHO-NOAGOPOACYHBIN. TpeMop Mokos
B NeBoOW pyke. OXMBNEHNE CYXOXMIbHLIX PednekcoB, Npon3a-
BOJSIbHBIA KJIOHYC NIEBOW CTONbl. [laTonornyeckne KUCTeBblE
cumntombl bextepesa, XXykoBckoro, Pocconnmo, xeaTaTenb-
HbI1 pednekc ¢ AByX cTopoH, D<S. BbipaxeHHoe NoBblLLEHNE
MBILLEYHOrO TOHYCa MO CMELUAHHOMY TUMY B BEPXHUX KOHEY-
HOCTSIX, YMEPEHHOE — B HUXHUX, D<S. Habniopaetcs peHomMeH
“npoTmBoaepxaHns”. MYHKLMOHANbHbIN Napes NEBO PykM 3a
CYeT BblpaxeHHoN anpakcun. Co CnoB cuaenku, 0TMeYaeTcs
HeJepxaHve kana, pa3masblBaeT Kas No CTEHAM U OAEXIE.

MarHmtHo-pe3oHaHCcHas ToMorpagusi roao0BHOr0 Mo3-
ra (man 2017 r.): BoisBneHa andodysHas atpodus Kopbl ro-
JIOBHOrO MO3ra, NPeuMyLLIECTBEHHO B 3aTbIIOYHbIX 061ACTAX
60nbLIOro Mo3ra. BelpaxkeHHas BeHTpuKynoMeranus Ha hpoHe
atpodum 6enoro BewecTsa, NPEMMYLLECTBEHHO 3a CHET 3af-
HMX POroB GOKOBbIX XenyaoukoB. O4aroBble M3MeHeHUs 6eo-
ro BeLLeCTBa COCYAMCTOr0 xapakrepa.

C deBpans 2018 r. (66 net) ycununacb NCMXONPOAYKTUB-
Has cumnTomartuka. lMepruoamyecky, yalle B HOYHbIE Yachkl,
BO3HUKAIOT ~ 3MM30A4bl  raj/toLMHATOPHO-NapaHoUaa bHOro
paccTpoiicTa: BO30YXAEHHOE COCTOSIHVE C BUAEHUSMU, Ha-
BSI34MBLIMUN MbICSIIMU, YTO KOTrO-TO YOMBAIOT AN YTO-TO FOPUT,
cTpemunTcs 6exatb cnacaTb floaeit. B TedeHne oHs noseaeHne
6ONbHOI MEHSIETCS: ABUraTensHoe 6eCcnoKONCTBO CMEHSETCS
anatvei. MNocTosiHHO NPoCUT ecTb (ByMMUs), HO HaChILLEHNE
nuLLer OTCyTCTBYET. [MoSBUANCH ABUraTENbHBIE CTEPEOTUMNUN:
nepebvpaHne nanbLamu, noYechbiBaHve, OaepruBaHme oOaex-
Ibl. TAXENnoe ncuxmieckoe cocTosHne 60bHOM He NO3BONAET
npoBecTy yrnybneHHoe o6cnefoBaHme.

06cyxpeHue

OnucaHHbI KAMHWYECKUIA CryyYail npepcTaBaseTr coboit
penkoe NPOAOKUTENBHOE  KITMHUKO-HENPOBU3YaNn3aLMoH-
Hoe HabNIoAEHNEe TedeHNst HelpoaereHepaTMBHOro 3aboneBa-
HVS, Ha4YaBLLIErocs C NOKanbHON atpodun 3aTblIOYHON KOPbI.
Ha npoTsxxeHun 12 net passutue KIMHUYECKMX CUMMTOMOB
oTpaxano NocneaoBaTenbHOE BOBAEHEHWE B MATONOMMYECKUIA
NPOLECC 3aTbIIOYHOW, BUCOYHO-TEMEHHOW KOPbI, @ HA NO3AHNX

Puc. 2. MPT 60nbHoin M. B akcuasnbHOM NA0CKOCTY Ha YPOBHE
0oTBEPCTMI MOHPO B pexunme T2-B3BELUEHHOrO M306PaXEHNS
o1 2009T. (a), 2012 . (6), 2013 1. (B) 1 2017 1. (r). Mpu anHamu-
4eCkoM HabNIOAEHNN OTMEYAETCS HAapacTaloLLEee PaCLUMPEHNE
NPeVMYLLECTBEHHO 3a4HMX POroB GOKOBbIX XeNyao4koB (1) 3a
CyeT aTpodun TEMEHHBIX 1 3aTbINIOYHbLIX JONEN, a Takke pac-
LUMPEHNE NEPENHUX POroB OOKOBLIX XENYLOYKOB (2) 3a cyeT
atpodum nobHbIX fonei. Kpome Toro, BbIBASETCS KOMMNEHCA-
TOPHOE YBENu4eHne cybapaxHoManbHOrO NMPOCTPaHCTBA 3a
CYET NCTOHYEHUS U3BUMH, HaNBOEE BbIPXKEHHOE HA YPOBHE
CUNbBUEBBIX LUenen (6enblin oBan).

Puc. 3. MPT 101 e 60/1bHOI B carMTTanbHOM N0CKOCTY B pe-
xume FLAIR ot 2012 T. (a), 2013 . (6) 1 2017 . (B). Mpwn anHa-
MWYECKOM HabIOAEHWN BLISBISIETCS YBENMYEHNE 30H runep-
MHTEHCMBHOrO MP-curHana B6a13n 3aiHUX OTAEN0B GOKOBbIX
XENnyno4yKoB (CTPENKKM), BEPOSATHO, 3a CHET AereHepaTviBHbIX
N3MeHEeHWi1 6esoro BELLECTBA.

aTanax — Kopbl 106HOM 40K, YTO NOATBEPXAAETCS pPe3ynbTa-
TamMu MPT-MOHWUTOPMpOBaHus (puc. 2, 3).

MepBble cMNTOMbI 3a60/1€BaHMS NOSIBUIMCH B BO3pac-
Te 56 neT B BMAE 3pUTENbHBIX HAPYLUEHWIA, KOTOPbIE ObINO HE
TONbKO TPYAHO OMUCaTb CMOBECHO, HO U B TEYEHWE MHOMMUX
JIET HEBO3MOXHO AMArHoCTUPOBATb MHCTPYMEHTANIbHO 13-3a
OTCYTCTBUSI OOBEKTUBHbLIX MPU3HAKOB MOPAXEHUS OPraHoB
3peHus. MpuunHo oBpalLeHnsi K HEBPOJIOTY CTanu KOrHW-
TUBHbIE 1 MOBEAEHYECKME HapyLLeHns. BonbHas MHOrve roabl
Haxogmunacb non HabnoAeHMeM HEBPOSiOra C [AMArHo3oMm
“omcumpkynsTopHas aHuedanonaTtms”. OgHako aTa HO30/10-
TS XapakTepuayeTcsi Pa3BUTUEM KOFHUTUBHbIX HApPYLUEHWI
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NoBGHO-NOAKOPKOBOro Tuna [27], Toraa kak y naumMeHTKu npu
HEeBPOJIOrMYECKOM ¥ HEMPOMNCUXONIOrnyeckoM o6cnefoBaHmm
OblnV BbISBNEHLI OTKIOHEHUS, CBUAETENbCTBYIOLLME O NaTo-
N10rMn NPEVMYLLECTBEHHO 3aTbIOYHbIX M TEMEHHO-BUCOYHbIX
0TA,eN0B Kopbl 60s1bLLMX Noaywapwii. Mocne nposeaeHns MPT
rONOBHOrO MO3ra OblI0 YCTAaHOBNEHO HAMYME COYETAHHON
natonorun: atpodun Kopbl U rNo3a NEPUBEHTPUKYASPHO-
ro 6enoro BeLLecTBa ykasaHHbIx obnacteil. O6HapyXeHHble
CTPYKTYPHbIE M3MEHEHUS, MO HalleMy MHEHWIO, 0OBbSACHSIOT
MHOrOfIeTHEE MOCTyNaTeNbHOE Pas3BUTVE HEBPOIOrMYECKMX
pacCTPONCTB B BMAE 3PUTENBHON arHo3uu, anpakcuu, ada-
3un. MpucoearHeHre K cuHapomy “tpex A’ MHECTU4eCcKoro
febuumTta no3BonseT npeanonaratb pasBuUTUE AEMEHUMU
aNbLreiMepoBCcKOoro Tmna.

XapaktepHbin gnsa 3KA KIMHWKO-PagnMonorniecknii CuH-
ApoM onucaH npu “3putencHom BapuaHTe” BA (3KA-BA)
[28-30]. Ero ocobeHHOCTbIO SBNSIETCS BO3HUKHOBEHUWE B [le-
6toTe 3a60n1eBaHUS CUMYNLTAHHOW arHo3uu, NPOCTPAHCTBEH-
HOM Oe30pveHTaumun, anpakcumn Lenesoro AencTsms. AHano-
FMYHbIE HENPOMNCUXONOrMYECKE HAapYLUEHUS HabnogatoTces
npu cybkopTukanbHoMm rmuose, KB, BKA, AT/ [31-33]. 310
nano ocHoaHue J. Victoroff et al. 3aaBUTb 0 KNMMHNYECKON rO-
MOFE€HHOCTM 1 NaTOMOP@ONOrnYeckon reTeporeHHOCTN CUH-
apoma 3KA [20]. O BoBne4eHHOCTM 061X MOPdOCTPYKTYP MO
Mepe NPOrpeccuMpoBaHNsa HEMPOOEreHepaTMBHOIrO npoLecca
npu pasHbix GopMax NaTonoruy CBMAETENbCTBYET NPUCOEN-
HEeHMe Ha pa3HbIxX aTanax 3aboneBaHns CMMNTOMOB, OTpaxato-
WMX pasBUTUE MYIBTUCUCTEMHON KOPKOBO-MOLAKOPKOBOM
aTpPOdUM: KOTHUTUBHBIX HAPYLLEHWI, SKCTPanMpaMuHbIx pac-
CTPOWNCTB, 3pPUTESIbHbBIX raNIOLMHALMIA.

BO3HVKHOBEHWE NPOSIBNEHNI MAPKUHCOHM3MA B BUAE Tpe-
Mopa MoKOsl, MMOKUHE3NW, MOBBLILLEHUS MbILEYHOrO TOHyCa
no MaacTMYeCKOMy TUMY MOXHO OOBACHWUTb Pa300bLLEHNEM
KOPKOBO-MOAKOPKOBLIX CBA3EN, YTO MMEET MECTO HE TOJIbKO
npu KB/, HO 1 Npu XPOHMYECKO nwemnm Mo3ra. 3puTtesibHble
ranouMHaummn 1 GaykTyaumm NcMxmM4ecknx GYHKUMIA MPUCYLLMX
BceM hbopMam HerpoaereHepaumm, Ho npu TJ1 oHm ABnatoTCA
obnuratHeiM cumnTomoMm [13]. AHanornyHow CMMNTOMAaTUKOM
MOryT f,e6l0TUPOBaTh MPVOHHbIE 3a060NEBAHNS — “3PUTESBHBIN
BapuaHT” BKA (BapuaHT Heidenhain), ooHako KOPOTKMIA CPOK
MHKYBaLW NPUOHOB U UHTEHCKBHAS rMOeNb BELLECTBa FooB-
HOrO MO3ra UCKJIo4aloT TeYeHne 3Toro 3aboneBaHns Ha Npo-
TSOKEHUN MHOTMX et [14, 15].

OKOHYaTenNbHbI 4OCTOBEPHLIN AYArHo3 MOXET ObITh yCcTa-
HOBJIEH TOMbKO MO pe3ynbrataMm NnaToMopdonornyeckoro nc-
cnegosanus. NMpuxmaHeHHas Bepudukaums BA BO3MOXxHa npu
N3T/KT-BM3yanusaumm ammnongHbix 6aswek npu noMOLLM
pagnodapmnpenaparta (F-flutometamolamiloid), BbisBnEHMM
reHHbix mytaumin (PSEN1, PSEN2 nnn APP), onpegeneHnmn B
CMUHHOMOS3rOBOI XWAKOCTU creunduyiecknx OGromapkepos
(CHVXeHWe YpOBHS B-amunonga, NnoBbILEHNUE YPOBHS BENKOB
T-tau n/unn P-tau) [1, 34]. He Bce 13 npvBedeHHbIX Uccne-
00BaHWn JOCTYMNHbI B POoccun Ha cerogHsawHuin geHb. Kpome
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TOro, B TEUEHME NOcneaHero roga 60/bHas HAXOAUTCS B TSXe-
JIOM MCUXMYECKOM COCTOSIHUW, U POACTBEHHUKM HE rOTOBbI HA
[anbHelilee ee obcneoBaHme. B faHHOM cnyvae Mbl MOXEM
rOBOPUTL 0 BEPOSITHOM AnarHose 3KA-BA.

Takum o6pasom, 3KA OTHOCWTCS K peakvMM Buaam nato-
JIOTMN  LEHTPaNnbHOW HEPBHON cUCTEMbI. M30upaTenbHOCTb
aTpodMyYecKoro npouecca Ha HavyanbHOM 3Tane Mo3BONSeT
oTHOCUTb 3KA K doKanbHbIM CMHAPOMAaM, KOTOpbIE 3a4acTylo
ABNATCS Ae6TOM PacnpoCTPaHEHHOr0 HelipoaereHepaTB-
Horo npouecca. OCBeAOMNEHHOCTb NPAKTUKYIOLMX Bpayel o
CYLLLECTBOBAHMMN JAHHOW HO30M10r MM, 0COOEHHOCTSX KIMHMYE-
CKOW KapTWHbI U HepOoBK3yann3aUMOHHbIX U3MeHeHNI ByaeT
cnoco6cTBOBaTHL HoNlee paHHe NoCTaHOBKE AnarHo3a, okasa-
HUIO CBOEBPEMEHHON MEeAUKAMEHTO3HOW N NMCUXOI0rM4eCcKomn
MOMOLLM, YNYHLIEHUIO Ka4eCTBa XM3HM OOMbHLIX C 3TOW NaTo-
nornen.
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Posterior Cortical Atrophy: Long-term Observation
A.V. Belopasova, A.S. Kadykov, L.A. Dobrynina, and I.A. Krotenkova

Posterior cortical atrophy (PCA) is rare type of focal cerebral atrophies characterized by progressive visual impairment. Here we present longi-
tudinal follow-up of the patient with neurodegenerative disorder that started with focal atrophy of occipital cortex. Results of clinical assessment
and tests suggest that in this case PCA was an initial stage of the systemic neurodegenerative disease, Alzheimer’s disease, that was confirmed

by follow-up clinical observation and MRI results.

Key words: posterior cortical atrophy, focal cortical atrophy, Alzheimer’s disease, local neurodegeneration, neurovisualization.
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