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CJIYYAH MNMEPBHUYHOH IMPOI'PECCHPYIOLLEH APA3HH

ITocmynuaa B pegakyuto 07.10.18 r.; npunama K newamu 21.05.19r.
Pesrome

OmnuceIBaeTcs pepAKoe HaOAIOAeHMe 3a IAllMeHTOM C BepOsITHOM TPaHCMUCCHUBHOM sHIlearonaTuet (6oae3HbI0 KpenTii-
denbp — Aro6a), y KOTOPOTro BeAylIe KAUHUYECKON Y4ePTOU SBUANUCH OBICTPO IIPOrPeCCUPYIOIe HapyILIeHusa peyu IIpu
COXPaHHOCTU ABUTATEABHBIX U UWyBCTBUTEABHBLIX (PyHKIUNU. Auartos3 6oae3nu Kpentndeabs — SIKoba OLIA HOATBEPIKACH
KAMHHUYECKOM KapTUHOM C OBICTPBIM IIpOTrpecCupoBaHUeM 3a00AeBaHMs, HelpoBU3yaAu3aluell (MarHuTHO-Pe30HAaHCHOM
ToMoOrpaduel roAoBHOTO Mo3ra B peskumax FLAIR, DWI) u KapTuHOM 3AeKTposHIedarorpadun. Apyrue BO3MOJKHBIE IIPU-
YHHBI I€PBUYHOM IIPOTrpeccupyloleit adpa3suu OLIAM UCKAIOUEHHI.
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Summary

The article described the rare clinical case of the patient with probable transmissible encephalopathy (Creutzfeldt—
Jakob disease) in whom rapidly forming primary progressive aphasia was the herald clinical feature, and motor and sensory
functions were preserved. Creutzfeldt —Jakob disease was diagnosed, and it was confirmed by clinical picture with fast
progression of the disease, together with neurovisualization (brain magnetic resonance imaging, FLAIR and DWI options)
and electroencephalography pattern. Other possible causes of primary progressive aphasia were excluded.
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BBE/IEHHE C PacCTPOUCTB MOTOPHOM YacCTU peud U HEYKAOHHO
[NepBuuHas nporpeccupyiomias adasus (I[IITA) —  HIpOrpeccHUpyroT B TeueHHe 2 U O0Aee AeT, IPUBOAL K
9TO KAUHHUYECKHUY CUHAPOM, XapaKTepU3yIOMMUNCI [I0-  ITOAHOMY PAclaAy PeueBBIX HaBBIKOB. XOTs AOIIOAHU-
CTelleHHbIM, HQUMHAIOUIMMCS UCTIOABOAB Pa3BUTHEM TEABHO KOTHHUTUBHBIE HAPYIIEHUS MOI'YT IIPUCOEAU-
peYeBBIX HapyIlIeHuY, KOTOpble YaCTO HAUMHAIOTCS  HATBHCAIIO3’Ke, HO Ae(DUIIUT OTPAHUYNUBAETCS, TAGBHBIM
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o0pa3oM, peublo B TeueHue, 1o KpariHeln Mepe, 2 AeT,
4TOOBI 0OTBeuaTh Kputepusam [TTTA. Mopdoaornuecku
OIIPEAEATIIOTCS IBACHMS aTPO(PUN B KOPKOBBIX 30HAX,
OTBETCTBEHHBIX 3a peub. Beipeastor 3 Bupa [1ITA: co
CHU KEHUEM ITAAaBHOCTH PeYM (HEeIIAaBHYIO), Oe3 CHU-
SKeHUS IIAaBHOCTH Peul (CeMaHTUUECKYIO AEMEHIIHIO)
U AOTOIIEHNYECKYIO, B 3aBUCUMOCTHU OT IPEUMYIIecT-
BEHHBIX 30H aTPOUN W KAMHUYECKUX TPOSBACHUHN
[1,2]. Tak, IITA co cHU)KeHUEM IAABHOCTU peuu
XapaKTepU3yeTCs allpaKCUel peur U HapylleHueM B
00pPabOTKe CAOKHOTO CHHTAKCHCQ, 9TO CBI3aHO C aTPo-
et B HU>KHEU AOOHOM ¥ MHCYASIPHOM OOAACTH CAEBA.
CemaHTHYeCKas AeMEHIINS XapaKTepu3yeTcs IINaBHOMN
peubto 1 AePUITUTOM CeMaHTHYeCKON TaMsITH, YTO CBSI-
3a@HO C IIOBPEKACHUEM epepAHerd BUCOUYHOU OOAACTH.
ANAd AOTOTIEHMUYEeCKOM MPOTPecCUBHOM apa3nu Xxapak-
TePHBI MEAAEHHAS peub 1 HapyllleHre CHHTaKCUYeCKo-
ro IIOHMMAHUS M HA3bIBAHUS, YTO COIPOBOKAAETCS
aTpoduel B Kope 3aAHUX OTAEAOB BUCOYHOU AOAU U
HIDKHEN TeMEeHHOM AOABKE AeBOTO MMOAYIIapUsa MO3Ta
[3]. O6nruno [T1A ABASIETCS IPEABECTHUKOM Pa3BUTUS
HelpOoAereHepaTUBHBIX 3a00AeBaHUM, TAKMUX KakK 00-
Ae3Hb AABIITeriMepa, (PpOHTOTEMITOPAAbHAS AEMEHITUS
upp. [4—6]. [lpu HacAeACTBEHHOM ITepBUYHOM adas3ny,
TepeAaroIecs o ayToOCOMHO-AOMUHAHTHOMY TUITY, B
OCHOBe AeKUT MyTalus B reHe GRN, pacioa0’KeHHOM
Ha AMAMHHOM IIAede XpoMOCcOoMEI 17 (17q21.32), KoTopbIid
KOAUPYeT OeAOK I'paHyANH. Ero skcIpeccus BhIsIBACHA
B IIMPAMHUAHBIX KAETKaX F'OAOBHOTO MO3Ta M KAETKaX
[MTypkunbe [7]. OnucaHbl AWIIL €AMHUYHBIE CAyYaU
[ITA mpu 6oae3nu Kpetitiidenrbp — fAxkoda (BKA)
[8 — 10]. HekoTtopsiMu aBTOpamu [11, 12] npeapraraet-
Csl BRAIOUUTE U3MeHeHUs Ha MarHUTHO-Pe30HaHCHOM!
Tomorpadgum (MPT) B oniu DWI Kak OAVH 13 Ba’KHBIX
A depeHIInaNbHO-AMAaTHOCTUYECKUX KPUTEPUEB AU-
arnoctuku BKSI.

IMeab CCAEAOBAHUS — YAYYIIINUTE AMATHOCTHUKY OO-
Aesnu Kpetitiipeabp — SAKoOa, OTMETHB BO3MOKHOCTD
Pa3BUTHSI HEOOLIYHBIX KAMHUYECKUX ITPOSIBACHUH 3a-
OOAeBaHUS B BUAE PeUYEeBBIX PACCTPOUCTB, HAIIOMU-
HAIOIVX IIePBUYHYIO IPOTPECCUPYIOIIYIO adasuio B
AebroTe 3a00AeBaHMs.

B onmcaHHOM KAMHMYECKOM HAOAIOAEHUU TIallu-
€HTY TPOBOAUAY HEBPOAOTUUYECKHUH OCMOTP B AWHA-
MHKe, Aa00OpaTOpHble UCCAEAOBAHUS KPOBH, MOYH,
11epeOpOCIMHAABHOM  KUAKOCTHU, MCCAEAOBAHUE
OAUTOKAOHAABHOTO IgG 11 CBOOOAHBIX AETKHUX Ielel
Kamra u AIMOAQ; aAeKTposHIledarorpaduio (33T);
MarHUTHO-PE30HAHCHYIO TOMOTpPa(uio TOAOBHOTO
MO3Ta B AMHaMUKe; KapAUOAOTHUYECKOe 00CAeAOBa-
HUe — 3AeKTpokapauorpaguio (IKI'), monuTopu-
poBanme KT, axorapaunorpaduio (I3xo-KT).

KJIMHHYECKOE HABJIITOAEHHE

[ManmenTt WM., 79 AeT, ObIA TOCIUTAAM3UPOBAH B
KAMHUKY B gHBape 2018 r. COop >karo0, aHaMHe-
CTUYECKUX AQHHBIX OBIA BO3MOYKEH TOABKO CO CAOB
SKeHBI TallieHTa U MEAUITMHCKOU AOKyMeHTauu. [ Ipu
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TIOCTYIIA€HUHM UMEeAU MeCTO >KaA0Obl Ha IPOTpeccu-
pyolllee HapyllleHNe peun (TOBOPUT Mano, C TPYAOM
IIPOU3HOCUT TOABKO OTAEABHBIE CAOBQ, IPOCTHIE 3aAa-
HUS BBIITOAHSET, CAOSKHBIE 3aA@HHUS BBITTOAHSIET IIOCAE
HEOAHOKPATHEBIX IOBTOPEHUH).

V3 anHaMHe3a O0Ae3HU U3BECTHO, UTO HAlleHT AAU-
TeABHO (0oAee 20 AeT) CTpaAaeT r'uepTOHNYeCKoU 00-
AE3HBIO C MaKCUMAABHBIM apTePUaAbHBIM AGBAEHUEM
(AA) 2201 110 MM pT. €T., 006BIUHOE AA, cocTaBAsiAo 120
1 80 MM pT. cT. C mag 2017 r. U3BECTHO O II€PCUCTHU-
pytolielt popMe PUOPUANAIIUU-TPEIIETaHUU TIPEA-
cepauii (O-TTI). C ouepepnsiM napokcuzmom O-TTI
B utoHe 2017 r. OBIA TOCIUTAAU3UPOBAH B OOABHUILY
uMm. 1. V1. MeuHUKOBQ, TA€ ObIAQ YCIEITHO BBIITOAHEHA
papmouacToTHast abasatms (PHA) O-TIT. TTpu ob6caepo-
BaHUU, 10 AQHHBIM OxX0-KI', OBIAU BHIIBAEHEBI AUAATA-
nus npepceppui (AeBoe — 50 My, mpaBoe — 46 MM),
KOHIIeHTpHUUYeCcKas TUIIepTPOodHUs AeBOT'0 JKeAYAOUKa
C cOXpaHeHHOU paknuer BeiOpoca (60 %), kaanaH-
HBINM annapaT 0e3 0COOeHHOCTEN, AABAEHHE B AECTOU-
HOU apTepuu B HOpMe, TPOMOOB B IIOAOCTSIX CepAlla
HeT. [TanuenT OBIA BEITNMCAH B YAOBAETBOPUTEABHOM
cocrostany, mapokcuambl O-TT1 He pelTMAMBUPOBaAH,
A/ He TOBBIIIAAOCE, TpuHUMaA MeTtornipoaoa 100 Mr B
CYTKH, lepOoparbHbIe aHTUKOAryAdHTHI (PuBapokca-
6an 20 Mr B cyTKHU), Ao3apTaH 50 MI' B CYyTKH.

JKeHa nalueHTa CYUTAET, YTO HEBPOAOTUYECKOE
3ab0AeBaHMe HavaAoCh mocTeneHHo ¢ 2017 r. mo-
CAe TIPOBeAeHUs paprodacToTHOU abasaruu O-TIT.
B okTabpe 2017 r. MOSABUAUCH HaApPYIIEHUd peuy,
NIPEUMYIIEeCTBEHHO TPYAHOCTU B IIPOM3HOIIEHUU
CAOB (MOTOPHOM YacCTH PeYH), KOTOPble HEYKAOHHO
nporpeccupoBanu. [IpopoAKaA IOAYUATh TEPAIUIO:
Metonpoaoa, PuBapokcabaHn, Aozaprad. B Hosg6pe
2017 r. 6biAa BeITOAHEeHa MPT roAOBHOTO MO3Ta, ITpU
KOTOPOM OOHAPY KEeHBI MHOKECTBEHHBIE AAKYHAPHBIE
o4aru B o0enx reMucepax Mo3ra, a Tak>ke 3AeKTPO-
HelpoMuorpadus, Ipyu KOTOPOU AQHHBIX 3a AeHepBa-
IMOHHBIN IPOIEeCC He MOAYYEHO.

B aAekabpe 2017 r. HaXOAMACS Ha CTallMOHAPHOM
A€YeHMHU B HEBPOAOTMUECKOM OTAeAeHUH HarroHans-
HOTO MEAWIIMHCKOTO MCCAEAOBATEABCKOIO IIeHTpa
uM. B. A. AAMazoBa, TAe OBIA AMATHOCTUPOBAH Iiepe-
OparbHBINM aTEepPOCKAEPO3, aTepPOCKAEPO3 Opaxuolie-
(barBHBIX apTePUN, AUCITUPKYAATOPHAS 3HIledaroma-
Tug Il cTenenyn, TOCAEACTBUS HOBTOPHBIX OCTPLIX Ha-
pylieHuii Mo3roBoro KporoooOpartienus (OHMK) no
HUIIEMUYECKOMY TUITY (KAPAXOIMOOANYIECKOTO FeHe3a)
HEN3BECTHON AAQBHOCTH B BUAE KUCTO3HO-TAMO3HBIX U3-
MeHeHMHU B OacceiiHax 00erx CpeAHUX MO3TOBBIX ap-
Tepuid. COMyTCTBYIOMIANU AMArHO3: «] MIlepTOHNYecKas
0one3HB [II cTapuy, PHUCK CepAEYHO-COCYAUCTBIX OCAOXK-
wenun 4, PHA O-TT1 ot utons 2017 r., AMCAUIIMAEMUSI» .
[Mpunocryminenun B LlenTp um. B. A. AAMa3oBa IariieHT
TIPEABSIBASIA )KaA0OBI Ha HapyllleHNe pedn: TPYAHO BhI-
TOBapMBAaTh CAOBE, IOAOOPATE CAOBa, COPMYAUPOBATH
MBICAB. [Tp1 HEBPOAOTHMYECKOM OCMOTpPE BBIIBASIAACH
yMepeHHas CECHCOMOTOPHAasA ada3us C IpeoOAapAaHIEM
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MOTOPHOM; CHU KeHMe KOHBEPTeHIINN TAa3HbBIX I0AO0K;
CIAQKEHHOCTB AEBOM HOCOT'YOHOM CKAQAKH; AU3aPTPUS;
cumnroM MapuHecky — PapOBMYM CIpaBa; NUPaAMUA-
Hasl HEAOCTATOYHOCTD B IIPABOM HOT'e; AerKasi HeyCTOM-
4UBOCTB B IT03e PomOepra. I'lanineHT 0CMOTpPEH AOro-
epoM, 3akatodeHme: «CeHCcoMOTOpHas adasus (aky-
CTUKO-MHECTUYEeCKas: 1 MOTOPHAsI) C IIpeoOAapaHUEM
MOTOPHOI'O KOMIIOHEHTA; 3A€MEHTHI AU3aPTPUNY.

Aanree OBIAY TIPUBEAEHBI AQHHBIE UCCAEAOBAHUM,
BBINOAHEHHBIX B LlenTpe um. B. A. AAmazoBa. Aabopa-
TOPHBIE UCCAEAOBAHUS ITaTOAOTMUECKUX N3MEeHEeHN N
He OOHAPYKUAMN.

MPT roA0OBHOTO MO3Ta BBIIBAIAA KAPTHUHY, KOTO-
pasi MOTAa COOTBETCTBOBATH UIIEMUUECKUM U3MeHe-
HHUSM B TEMEHHBIX, 3aTBIAOYHOM U A€BOM BHMCOYHOU
AOASIX; OUaroB TAMO3a B AOOHBIX M TeMEHHBIX AOASIX
KaK IIPOSBA€HHE MUKPOAHTUOIATUHU, PACIIUPEHUI
Ccy0apaxHOUAAABHOI'O IIPOCTPAHCTBA IO KOHBEKCH-
TAABHOU ITOBEPXHOCTU AOOHBIX U TEMEHHBIX AOAEU
3aMeCTUTEABHOT'O XapaKTepa.

MonuTtopupoBaHnue DKI': B TeueH1e BCero Bpeme-
HU HaOAIOAEHUS PETUCTPUPOBAACSI CUHYCOBBIU PUTM C
yacToTol 46 — 90 B MUHYTY, OBIAU 3apETUCTPUPOBAHLI
OAMHOYHBIE HAAKEAYAOUYKOBBIE (Bcero 421) u >Keay-
AOUKOBBIE (Bcero 13) 9KCTPaCUCTOABL.

Ox0-KI' BHIIBUAG AMAQTAIIMIO A€BOTO U IIPABOTO
MIPEACEPAUM; AeTKYIO KOHIJEeHTPUYECKYIO TUIIePTPO-
(pHI0 AeBOTO >KeAYAOUKa; TMIIOKMHE3UI0 MUOKapAa
CPEeAUHHBIX 1 0a3aABHBIX OOKOBBIX CETMEHTOB A€BOTO
SKEAYAOUKA; AMAaCTOANYECKYIO AMC(YHKIIUIO A€BOTO
SKEAYAOUKE; MUTPAAbHYIO U TPUKYCIIUAAABHYIO PETyP-
TATanuIo 1-1 CTelleHH; AeTKOe ITOBHIIIeHNEe AABAEHUSI
B A€TOYHOM apTepuu.

AyIIAeKCHOe CKaHUpPOBaHHMe OpaxuoredanrbHBIX
apTepui MOKa3aA0 HaAMUYUe aTePOCKAEPOTUUECKOTO
TIOpa>keHUsI C TeMOAMHAMUYEeCKY He3HaUYNMbIMU CTe-
HO3aMM; IaTOAOTHUYeCKHe N3MeHeHUd NHTPaKpaHu-
AABHBIX COCYAOB MO3Ta OTCYTCTBOBAAM.

OO0l oOHapy)uAra yMmMepeHHBle AUM@Y3HBIE W3-
MeHeHUs OMOIAEeKTPUUeCKON aKTUBHOCTU TOAOBHO-
ro MOo3ra € AUC(HYHKIMENU TIOAKOPKOBBIX CTPYKTYP B
AE€BOU TEeMEeHHO-BUCOYHOU 00AACTH; CIIeITU(pUIeCcKOm
STUAENTUUYECKON aKTUBHOCTU BLISIBAEHO He OBINO.

I[TpoBOAMAOCE MeAMKaMeHTO3HOe (HadaT IpueM
AxaTUHOAA MeMaHTUHA), (pUu3uoTepaneBTUIECKOe
AeueHue, pepaeKcoTepanus, raaoTepanus (CoAdTHast
nemniepa), 3aHITUSA C AOTOIIEAOM.

HecMmoTpsi Ha IIPOBOAMMYIO Tepalwuio, Hapyle-
HUS peud NPOAOAKAAM IIpOTrpeccupoBaTh. B gHBa-
pe 2018 r., mpu aMOyAQTOPHOM OCMOTPE HEBPOAOTQ,
OBbIAQ BEIIBAEHA I'PyOasg CEHCOMOTOPHasA adpasus, 4To
OBIAO TIOATBEPIKAEHO KOHCYABTAIIUeN Aoronepa-ada-
3MOA0T, TUnIopedAreKcusa rAyOOKUX peAeKCOB IIpU
OTCYTCTBHUM ITape30B 1 YyBCTBUTEABHBIX HapYIIEeHNH,
Aerkas CMelllaHHad aTakcud B no3e PomOepra.

15 auBapga 2018 r. aMOyAa@TOPHO OBIAA BBIIIOAHEHA
cnupanbHasg KoMIIbIoTepHO-ToMorpadudeckas (CKT)
aHruorpadus CoOCypA0OB MO3ra, 3aKatoueHue: «bes 3Ha-

YMMBIX I3MEHEHUH (MMEeIOTCS yMepPEeHHbIE CeTTaAbHbIe
U3TUOBI TO3BOHOUYHBIX apTeputi B V1 cerMeHTe; aTepo-
CKAEPOTHYECKUM CTEHO3 OOIUX COHHBIX apTepui
OAgIIIKaMU A0 39 % 10 TIAOIITAAY; KaAbITMHUPOBAHHbBIE
reMOAVMHAMUYECKU He3HaUMMBbIe OASIIKY B UHTPAKpa-
HHAABHBIX OTAEAAX BHYTPEHHUX COHHBIX apTePUl)».

INanueHT OBIA IPOKOHCYABTUPOBAH B HanmmoHaAb-
HOM MEAUITMHCKOM UCCAEAOBATEABCKOM IIeHTpe [ICHU-
xuaTpuu u Hespoaoruu uM. B. M. Bexrepesa, puar-
HOCTHUPOBAH aTEPOCKAEPO3 IlepeOparbHBIX apPTEPHUH,
AMCITUPKyAdITOpHasa sHIiledaronatusa Il cremenwm.
KapauanbHasa Tepanusa u npueM AKaTUHOAA MEMaH-
THHA OBIAU TPOAOASKEHEL.

B komnr1ie suBaps 2018 r. manmeHT AAT 0OCAEAOBAHUSA
OBIA TOCIIUTAAM3UPOBAH B KAPAMOAOTHYECKOE OTAEAE-
naue CII0I'BY 3 «I'opoackast MHOTOTTPO(OHUABLHAST OOABHU-
na Ne 2». COop aHamMHe3a 3aTPyAHEH U3-3a BEIPAKEH-
HBIX peueBBIX PacCTPOUCTB. CO CAOB JKeHBI, TalfieHTa
0OecrnioKkorAa IIaTKOCTh ITOXOAKH, TOAOBOKPY’KeHUe,
IIporpeccUpyloiasd noreps naMaTi 1 peud. JKeHa na-
IIeHTa OTMeuaeT HEyKAOHHOe OBICTPOe IIPOIPecCUpo-
BaHMe peuYeBbIX PACCTPOUCTB, OCOOEHHO 3a ITIOCAEAHUE
2 —3 HepeAU (HAIVEHT IPaKTUYeCKd HUYero He TOBO-
PHT, IAOXO IOHUMAET OOPAIIEeHHYIO PeYb), BOSHUKAIOT
TIPUCTYIIH HEMOTUBUPOBAHHOM arpeCcChuy, TI0-BUAMMO-
My, U3-3a HEIIOHUMAaHUS; ITOSIBUAUCH HEITPOU3BOABHEIE
ABIDKEHUS (DAEKCOPHOTO XapaKTepa B IIPaBOM PyKe.

Anamne3 xusnu. CoInyTCTByIOIIMe 3a00AEBaHU:
AOOpOKaueCcTBeHHAasd T'MIEPHAA3Us IIPEACTATeABHOMN
sxkeaesbl, TYP ot 2008 r.; xpoHudeckuti remoppoti. Ha-
CAEACTBEHHOCTD OTATOITeHa CO CTOPOHEI MaTePH I10 TU-
IIePTOHNYECKOM OOAe3HH, PAKy IUTOBUAHOM JKEAE3HI;
CO CTOPOHBI OTIIa — II0 PaKy KpOBU. BpeapHble IpUBbIY-
Ku: Kypua A0 2000 1., ctask 6oaee 20 aeT. COlMaAbHBIN
cTaTyc: eHcuoHep, uHBaAup Il rpynmnsl. [Tpodeccus:
OKOHYMA [TOAUTEXHUUECKUI UHCTUTYT, ABASIACS CIIe-
IIMAAUCTOM U 3KCIIEPTOM I10 KOHAEHCATOPOCTPOEHHUIO.
PaboTan Ha 3aBOAEe HAUAABHUKOM I1eXa, HaUaAbHUKOM
OTAEAQ, 3aTeM IIPENOAABaN « DAEKTPOTEXHUKY».

OOBeKTUBHBIE AQHHBIE: COCTOSIHUE YAOBAETBOPU-
TeABHOE, CO3HAHUE ICHOE, KOHCTUTYLIUA TUIIePCTEHU-
yecKast, YAOBA€TBOPUTEABHOI'O IUTaHMUA (Bec — 87 KT,
pocT — 176 cM). Ko>KHBIE IIOKPOBLL U BUAUMBIE CAU3U-
cTele O0e3 n3MeHeHuU. [Tyabc puTMuyHEI, 70 yAGPOB
B MuHyTY, AA creBa — 180 u 100 MM pT. CT., cripa-
Ba — 160 1 90 MM pT. cT. TOHBI CepAlla IPUTAYIIIEHH],
akienT Il Tona Ha aopTe. He>XXHBIN CUCTOAUYECKUM
mryM B ToOuKe BoTknnHa. Hap AeTKuMu Be3UKyAsIpHOe
AbIXaHUe, XpUIIOB HeT. [ledeHb BBICTyIIaeT M3-TIOA
Kpas pedbepHoM Ayru Ha 1,0 cM, Kpaii ee pOBHBIH, Oe3-
OoAe3HeHHBIU. B ocTaAbBHOM — 0e3 0COOEHHOCTEMN.

HeBpoaormyeckuii ocMOTp: IpyOble pedeBhle
U BBICIIIE MO3TOBble HAPYyIIEHUs, BKAIOYAd YTEHUE
U IMCHMO, Oe3 IIape30B, PaCCTPOMUCTB UYBCTBUTEAD-
HOCTH 1 KOOPAMHAITUH.

Ha ocHOBaHMU KAMHUYECKOU KapPTUHEI, BBITTOAHEH-
HBIX paHee NCCAEAOBAHUN BO3HUKAO IPEATIOAOKEHUE
O IEPBUYHOU IPOrpecCcupyrolen ada3muu ¢ ObICTPBIM
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Puc. 1. ITonwITKa HanucaTb uMs « CTaHUCAABY», HUXKE —
HapucoBaTh vackl (11 1 30 MuH), 1300pa3uTh KOHAEHCATOP
Fig. 1. An attempt to write his name «Crtanucaas» (Stanislav),
below — to draw a clock (30 minutes past 11 a. m.),
to draw a capacitor

pasBuTHEeM Ha PoHe IepedpParbHOIO aTepOCKAEPO3a
U TUIEePTOHMYECKOM Oone3HU. B auddepeniimans-
HO-AMATHOCTHUYECKUM PSIA TaKyKe OBIAM BKAIOUEHBI
HeUpouH@EeKIUA U PPOHTOTEMIIOPaAbHAST AEMEHIINS.

B Tepanwuio ObIAM BHECEHBI U3MEHEHUS U AOIIOA-
HeHUs: MeToIpoAoA 3aMeHeH buconpoaoAOM, OBIAU
AOOaBAEHBI @HTUOKCUAQHTHI M PUBACTUTMHUH B AO3€
4,6 Mr B cyTKH, IpueM PuBapokcabaHa, /Ao3apTaHa,
MemaHTHHa aKaTUHOAA OBIA TPOAOASKEH.

B mocaeayroryie AHV JKeHa IarfeHTa OTMETHA], YTO
MalyeHT C TPYAOM IIPOYUTAA KOPOTKUM TEKCT, He IIOHU-
Masi CMBICAA IIPOYUTAHHOTO, CTaA IIAOXO YUTATh OKOH-
4YaHUA CAOB. Tak>Ke OBIAY BEIIBAEHBI CAEAYIOIIINE H3Me-
HeHMd: O0ABHOM YacTO 6e3 ITOBOAA CMeeTCs; He BCeraa
TIOHUMAET IIPOCThIe Ppa3bl, He MOKET OOBSICHUTD, YTO
OH XOUeT; MHOTAQ ITIOBTOPSIET OAHO U TO JKe CAOBO He-
CKOABKO Pa3 IMOAPSA. BBIAO 3aMedeHO, U4TO ITAIJUeHT BCe
BpeMsI «TPeT» AUIT0, BUCKH; BO3ZHNUKAIOT HEIIPOU3BOAD-
HBbIE ABUJKEHUS B IIPABOU PYKE («TPeT» APYTVIO PYKY).
CnuT XOpOIIIo, B TOM YUCAE T10 2 — 3 pa3a AHEeM.

ITpu ocMoTpe: Ha BOIIPOCHI OTBeYAEeT OTAEABHBIMU
dpaszamu: «['Ae-To GbIA»; TTOBTOPSIET TMTOCAEAHEE CKa-
3@HHOE AU IIPOYUTaHHOe CAOBO. He opueHTHpYyeTCS B
IIPOCTPAHCTBe ¥ BpeMeHu. He cMor HamucaTh CBoe UMS,
MTOTIBITAACS HAPHUCOBATH 10 3aA@HHUIO YacChl (He yKazan
1M@PHI); TOHSIA 3aAaHKE HAPHCOBATh KOHAEHCATOP I10-
CA€ MHOTOKPATHBIX TOBTOPEHUHN, U300Pa3uA HETTOHST-
HYIO MCUepUeHHYIO reOMeTPUIecKyto QUrypy (puc. 1).
BegBageTca rpy0asg ceHCOMOTOpPHaa adasud. Pyuky
AEPJKUT B pyKe IPAaBUABHO; CAMOCTOSTEABHO OAEBAET-
Cs1, MOETCST, HO «3aCTPeBaeT» Ha ABUJKEHUSIX (3XOIpaK-
cus, 9xoAaAust). KopkoBbil mapes B3opa BAEBO, Tape3
B30pa BBepX; CAa00CTb KOHBEPTeHIINH TAa3HBIX SOAOK
C ABYX CTOPOH. 3payK¥ PaBHBI C COXPaHHBIMH PEaKITH-
sIMM Ha CBET, BIIeYaTAeHNe O COXPaHHOCTHU ITIOAeM 3pe-
Hus1. 'Aa3a 3aKphIBaeT 1 OTKPHIBAET; ITOKa3bIBaeT 3yObl
(craaskeHa ITpaBasg HOCOT'yOHask CKAaAKA). [ Tpu mpock-
Oe 1MoKa3aTh I3bIK BHOBb OCKAaAMBAET 3yObl. AeBHAINs
sI3bIKa BA€BO. BBIABASIETCS XOOOTKOBBIU pedaeKc. BI-
pa’keHHBble CUMIITOMBL IO THITy IPOTHUBOAEP KAHUA.
AKTUBHBIE ABMJKEHUSI B KOHEUHOCTSIX COXPaHEHHI.
I'rybokue pedrekcbl AMPEY3HO CHUKEHBI; YeTKUX
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TIaTOAOTHYECKUX pedAeKCOB HeT. HyBCTBUTEABHOCTD
U KOOPAUHAIIUIO ABVDKEHUHN He OlleHUTh. [1Tpu xoan0e
SIBHOM @TaKCUU HET.

Pesyabmambl AabopamopHbix uccaegoBanull. Kan-
HUYECKUM aHaAN3 KPOBU U OOIIIMU aHAAU3 MOYM — 0e3
ocobeHHOCTe!. B 6moxuMuueckoM aHaAu3e KpOBU He-
3"HaunTeAbHOe noBhIieHre ACT po 42 U/L (HopMma —
A0 35), oCcTaAbHBIE TOKA3aTEAN B HOpPMe.

C AMarHOCTHUYECKOU IIeABI0 Oblna TPOBeAeHa ATOM-
OanbHasA IyHKIUA. OCAOKHEHUM MAHUNYASIIAU He
Obino. [Tpu aHaamn3e 1epedpoCIUHAABHON JKUAKOCTHU
(LICOK): AMKBOp IPO3payuHbIH, OeClIBETHBIN, OEAOK —
0,445 v/A (HopMma 0,2 —0,3); 1TuTO3 — 4/3 KAETOK/MKA
(AmMdonuTEl  — 2 KAETKU/MKA, THUCTHUOLUTHI —
2 rAeTku/MKA); xA0p — 110 MMoab/A (HOpMa — 98 —
107 MMoab/A); TATOKO3a — 6,23 MMOAB/A (HOpMa —
3,89—5,50 MMoab/a). Anarnssl LICOK Ha BUpyCH
npocTororepieca 1-ro, 2-ro TUIIOB, BUPYC I'epIieca 6-ro
THIIQ, TUTOMETrarOBUPYC, BUpPyC JuireriH — bappa,
KOMIIAEKCHOE MCCAEAOBaHUE KAEIIEBbIX MHPEKITUHY;
anTuTena lgG u IgM K KaellleBOMy sHIIeDAAUTY; aHTU-
Tena IgG u IgM k 6oppeansaM OTpullaTeABHBIE.

Peszyrbmambl UHCMPYMEHMAABHBIX UCCAEGOBAHUU.
MPT ror0OBHOro Mo3ra C KOHTPACTHBIM YCHUACHUEM
(puc. 2): B BeljeCTBe OOABIIMX ITOAYIIIAPUH BEIBASIIOT-
Cs1 MHOYKeCTBEeHHBIe HeOOABIIIE OUary IapaBeHTPUKY-
ASIPHOT'O AeMIKOapeo3a; Ha AP y3uOHHO-B3BEIIEHHBIX
nzobpaxeHusx (DWI) ormeueHO yMepeHHOe MOBHIIIIe-
HMe MHTeHCUBHOCTH CUTHAAA OT KOPBI 00eUX TEMEHHBIX
AOAeI, OOABIIIE CAEBA, a TAKI)KE AeBOM AOOHOM 1 BUCOY-
HOM AOAeH Ha OOABIIIOM NIPOTSKEHNUH, 6€3 YeTKUX I'pa-
HUII 30HBI TOPayKeHUs (HauOoAee COOTBETCTBYET AAMHU-
HapHOMY HEKPO3Yy KOPBHI); OIIPEAEASIeTCs BEIpasKeHHOe
HepaBHOMEPHOE pacIIupeHre Cyb0apaxHOMAAABHBIX
NIPOCTPAHCTB IO KOHBEKCY OOABIIMX IOAYIIApUU U,
elre B OOABIIEN CTEeIleHH, 110 HapY>KHOM IIOBEPXHOCTHU
reMucgep MO3’KeUuKa; OOKOBBIE JKEAYAOUKU YMEPEHHO
pacupeHsl 1 aCUMMEeTPUYHEI (ITpaBbIY MEHBIIE AeBO-
ro). Ha mOCTKOHTPACTHBIX TOMOTPaMMax O4aroB IaTo-
AOTMYECKOT0 KOHTPACTUPOBAHMS B TOAOBHOM MO3Te He
BBIIBAEHO. 3aKAloueHue: « MP-KapTrHa roAOBHOT'O MO3-
ra c IpU3HaKaMU pacIpoCTPaHeHHOTO AAMUHAPHOT'O He-
KpO3a KOPEI, IPEUMYIIeCTBEHHO B TEMEHHBIX AOASIX, B
AeBOM AOOHOM U A€BOM BUCOUHOM AOASX; BEIPa’KEeHHAd
CMelllaHHas, IIPeUMYyIleCTBeHHO Hapy KHas, 3aMeCTH-
TeABHAs THAPOLIEPANUIY.

Ha saexkTposniiedarorpamMmme (puc. 3) 3aperucTpu-
pOBaHbI BhIpa’keHHbIe HapylIeHUs OMO3AeKTpuye-
CKOM aKTMBHOCTH MO3ra I10 OpraHu4eCKOMY THUITY: ITO
BCeMY KOHBEKCY AOMUHUPYIOT TOAUMOPdHEIE (TeTa-
U AeAbTa-AMAala30HOB) MEAAEHHBIE BOAHBI. AKIIEHT
TIaTOAOTUYECKUX IIPOSIBAGHUM TO cIipaBa (0COOeHHO
B BUCOYHOU O0OAACTH), TO CAeBa. AUCPYHKIIUA CTBO-
AOBBIX CTPYKTYP MO3ra CpeAHel CTelleHU BBIpasKeH-
HOCTU. Peaknus Ha POTOCTUMYAIIIUIO apeKBaTHas.
Harpy3sky runepBeHTHUAGLIIEN IPOBECTHU HE YAAAOCH
U3-3a KOTHUTHUBHBIX HapylleHuiul. Crnenuduieckas
SMMAENTHYECKasl aKTUBHOCTD OTCYTCTBYET.
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g e

Puic. 2. MPT roAOBHOTO MO3Ta: @ — akCHaAbHast IPOEKIUs; 6 — caruTrarbHast ipoekius, T2 BU; B, I — akcuaAbHAs IIPOEK-
must, FLAIR; g, e — akcnaabHas npoekius, DWI. TToscHeHUsI A@HBI B TEKCTe

Fig. 2. Brain MRI: @ — axial view, 6 — sagittal view, T2 WI; B, r — axial view, FLAIR; g, e — axial view, DWL. Explanations in the text
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MouwnTtopupoBanue IKI': 3a BpeMsi MOHUTOPUPO-
BaHUS PETUCTPUPYETCS CUHYCOBBIN PUTM CO CPEAHEN
4acTOTOU 63 B MHUHYTY. DKTOIIMYECKasd aKTUBHOCTH
IIpeACTaBA€HA YaCTBIMU OAMHOUHBIMY, IIapPHBIMU
TPYIIOBLIMM  CYIIPaBEHTPUKYASIPHBIMU  3KCTpa-
cucTtoramMu (Bcero 283), 4aCTBIMH IIOAUMOP(HBEIMU
(5 MOphorOrIYECKUX TUIIOB) OAMHOYHBIMU JKEAYAOU-
KOBBIMU 3KCTpacucroramu (Bcero 39). Kaunnuecku
3HAUUMBIX 1ay3 6oaee 2000 Mc He 3aperuCcTpUPOBaHO.
AOCTOBEPHBIX HapYIIEHUN IIPOIIECCOB PEIIOAIPU3a-
IIUM 10 UIIIeMUYeCKOMY THITY He BBIIBAECHO.

Ox0-KI": ymepeHHOe yBeArueHIe AeBOT'0 ITIPEACEPANS;
KOHIIeHTpHYeCKasi TUIIePTPOMUS A€BOTO JKeAYAOUKaA Oe3
OOCTPYKITUN BBIHOCSIIETO TPAKTa A€BOTO JKEeAYAOUKQ,
MUTPaAbHasA HEAOCTATOUHOCTE 1-U CTelleH!, IIPU3HAKNA
aTepOCKAEPO3a aoPTEl, AerouHas ruteprersus 0— 1-i
cTerneHu. TpoMOOB B IIOAOCTSIX CEPALIA HE BEISIBAEHO.
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Odarooporpadudaeckoe 00CAEAOBaHVE TPYAHOU
KAETKU: KOHCOAMAMPOBAHHBIN TepeAoM pebep
cA€eBa.

YABTPa3BYKOBOE MCCAEAOBaHME OPTaHOB OPIOIII-
HOM MOAOCTH U IIOYeK: YMepeHHasl rellaToOMeTaAus,
KOCBEHHBIE NMPU3HAKU AUCKUHE3UU >KEeAUEBLIBOAS-
WX nyTel; Aud@y3Hble U3MEeHEeHNs TKaHU IIOAKe-
AYAOYHOM JKeAe3bl; KUCTBI OOeUX IIOYeK.

Ha one mpoBopuMOM Tepanuy (KappAuasbHast, aH-
TUOKCHUAAHTHI, PUBACTUIMUH — IIAQCTBIPB 4,6 MT'B CYT-
KM, AKaTuHOA MeMaHTUH 30 MT' B CYyTKH) OTMEYaA0Ch
KpaTKOBpeMeHHOe He3HAaUUTeAbHOe YAyUllleHe KOT'-
HUTHUBHBIX PYHKIINN, OAHAKO 4Yepe3 HECKOABKO AHEU
BHOBbB IIOCTEIIEHHO HACTYIIAAO YXYALIEeHUE: TallueHT
epecTaA pa3roBapuBaTh COBCEM, IOSIBUAUCH DIIU30-
Abl HEMOTUBUPOBAHHOM arpeccuu U HeapeKBaTHOTO
OBEACHMUS.
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‘—Iepe3 1 MeCdIl ITIOCAE BBITIMCKHU IIaITMeHT CKOHYAA-
Cd AO0Ma. [TaToArorO-aHaTOMHUYECKOEe HNCCAeAOBaHMe I10
JKeAdHUTIO POACTBEHHUKOB He IIPOBOANUAOCE.

3AKRJIFOYEHHE

BeayiiuMm npossBAeHUEM OOAE3HU B AQHHOM CAyYae
SIBUAUCH IIPU3HAKY, HantoMuHaromue [1TTTA: HeyKAOH-
HOe IPOTPeCcCUPOBaHNE PACCTPONCTB pedyy, HauyaBIIIn-
ecsl C AMCAeKCHUU U TPYAHOCTHU B Ha3bIBAHUM IPEAMETOB
y HallMeHTa C CEPAEYHO-COCYAUCTOMN IIaTOAOTHEH, YTO
He YKAAABIBAAOCH B ITIOCAEACTBUSI KAMHUYECKU Hesa-
dukcupoBaHHbIX NepeHeceHHBIXx OHMK, KoTOpBIe
OBIAM AMArHOCTUPOBaHBI IO pedyabraram MPT ro-
AOBHOTO MO3ra. BEIAO 0UeBUAHO OBICTPOE HEYKAOHHOE
IpOrpeccUpoOBaHue 3a00AEBaHMS C Pa3BUTHEM CEHCO-
MOTOPHOM, a 3aTeM M TOTaAbHOU adpas3uu, 4To, B KO-
HEYHOM UTOTe, IPUBEAO K A€TAaABHOMY UCXOAY. TaKuM
obpa3zoMm, roronieHnueckas popma [ITA Tparcdopmu-
pOBaAach Kak B HENIAABHYIO IIPOIPeCCUPYIOINTYIO ada-
3110, TaK ¥ B CEMAHTHUYECKYIO AEMEHITNIO C BEIPaKeH-
HOM AP Y3HOU aTpoduelt Mo3ra, OCOOEHHO B 3aAHUX
ero oTaeAax. Bech mporiecc 3aHsA 4,5 Mecsiia, 4To He
yKAaAbIBaeTcs B KpuTepuu [1ITA, rae maToroTrus peun
OOBIYHO Pa3BUBAETCA B TeUeHHe 2 1 OoAee AeT. TaxKe-
Aas COCYAUCTas MaTOAOIHSI, OHKOAOTHS, ITapaHeollAa-
CTUYECKUM S3HIIe(PArUT ¥ OCHOBHBIE HEMPONH(PEKIINHU
OBIAU UCKAIOUEHBL. B TO ke BpeMs paHHble D01 u MPT
roaoBHoOTO Moara B omiuu FLAIR 1 DWI cooTBeTcTBO-
BaAu Kputepusam Auarsoctuku bKA. Beposarayro BKA
Y AQHHOTO IIaITeHTa TIOATBEPAUAY OBICTPBIM TEMII pa3-
BUTHS OOAE3HU U HeOAATONIPUSATHBIN HCXOA,
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