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bone3Hb Kpentudpenbara-Akoba: onmcaHne Tpex KNINHNYECKNX
cny4yaeB

I'BY3 MO «MoCKOBCKIMI1 0611acTHOIN HayYHO-NCCNef0BaTENbCKNIA KNMHUYECKN MHCTUTYT M. M.O. Bnagummpckoro», 129110, Mocksa, Poccus

BonesHb KpeiTudenbara-fkoba (BKA) — daTanbHoe HelipopereHepaTiBHOe 3aboseBaHve NPYOHHON NPUPOAbI, XapaKTepusyoleecs Obl-
CTPOW Nporpeccuneit HEBPOIOMMUYECKON CUMMTOMATUKN 1 MPUBOAALLEE K COCTOAHNIO aKMHETUYECKOro MyTr3Ma B TepMIHaNbHOM CTaAnmn Npo-
uecca. MatoreHe3 bKA ocTaétca 3aragkom, HECMOTPA Ha TO, UTO Ceiyac KPUTEPMU MOCTAHOBKN OKOHYaTENbHOrO AMarHo3a OCHOBbIBAKOTCA Ha
MOP$ONOrMyeckom MIN UMMYHOTMCTOXUMUYECKOM MOATBEPXKAEHNM, @ MPVXKU3HEHHAA AUarHocTnka GopMrpyeTca 3a CYET COBOKYMHOCTM
KOCBEHHbIX AMarHOCTUYECKUX Npu3HakoB. ocne npoasieHna nepsbix HEBPOSIOrMYeckmx cumntomoB BKA HeyknoHHO nporpeccupyer, ne-
TanbHbI NCXOA HACTYMaeT, Kak NPaBuIio, B TeUeHve roga nocse gebiota 3abonesaHua. BKA moxeT BO3HUKHYTb B 1060M BO3pacTe, OAHaKo eé
BO3HVKHOBEHMe bonee xapakTepHO AJ1A CEibMOro AeCATUNETNA.

B paHHOW paboTe npepcTaBieHbl 3 KIMHUYECKKX Cllyyasi, AebloTrpoBaBLuve B Bo3pacTe 59, 70 u 69 neT. B nepBom 1 BTOPOM KIVHUYECKMX
cyyanx 3aboneBaHue AeboTMPOBaNo C MHECTUYECKUX HaPYLLEHWIA, B TPETbeM — C HapyLLEeHMA peyeBoi GyHKLMK, KOTHUTVBHbIE HapyLIEHNA
NPUCOeAVHUNNCL OAHUMU 13 MOCNEAHUX. B 2 U3 3 KnuHMUYeckux cryyaes Obi 3adrKCMpPOBaH feTasbHbI UCXOA NPV TeuyeHun bonesHn Ao
1 ropa, ofiHaKO HU OAMH He Obln BKIOUYEH B CTaTUCTUKY Mo 3aboneBaemoct BKA B Poccum B CBA3M € HEAOCTAaTOYHOW OCBEAOMIIEHHOCTbBIO
CMeLuanmcToB, a TakKe OTCYTCTBMEM HEOOXOAMMbIX PECYpPCOB 1 CPeACTB. B 3akntoueHnn NnpeacTaBnieH KpaTKknii 0630p NOAXOA0B K ANArHOCTH-
Ke 1 JIeYeHMI0 Ha OCHOBAHMM JaHHbIX COBPEMEHHbIX HayUYHbIX NCCIEA0BaHWIA.
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Anna A. Ershova, Alexey S. Kotov

Creutzfeldt-Jakob disease: literature review and description of three
clinical cases

Moscow Regional Research and Clinical Institute, Moscow, 129110, Russian Federation

Creutzfeldt-Jakob disease (CJD) is a fatal neurodegenerative disease of prion nature, characterized by a rapid progression of neurological
symptoms leads a state of akinetic mutism in the terminal stage of the process. CJD disease was used in scientific literature since 1922, but even
today, a century later, its pathogenesis remains an unresolved puzzle. Although research prion abnormalities have advanced considerably, the
criteria for making a definitive diagnosis are now based on morphological or immunohistochemical confirmation. A combination of indirect
diagnostic signs forms the lifetime diagnosis. CJD progresses steadily once the first neurological symptoms are present, with death usually
occurring within a year of onset. CJD can occur at any age, but its onset is more common in the seventh decade. This paper presents three
clinical cases that debuted at the age of 59, 70 and 69 years. In the first and second cases, the disease began with a mnemonic disturbance,
in the third with a speech impairment, and the cognitive impairment was one of the last to occur. Two of the three clinical cases had a lethal
outcome with a disease course of up to one year, but none was included in the statistics on the incidence of CJD in Russia, due to a lack of
awareness among specialists, as well as a lack of necessary resources and means. In conclusion, a brief overview of diagnostic and treatment
approaches based on current scientific research is presented.
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BBepeHune

bonesus Kperitudenpara—Akoda (BKA) — dartans-
HO€ TPAaHCMUCCUBHOE HelipojereHepaTuBHOE 3a0ojieBa-
HUE, OTHOCSIIEECS K IPYINe TPAHCMUCCUBHBIX TyOUYaThIX
aHIedaTonaTHii, XapaKTepu3ylolieecs: OTIOXKEHNEM aHO-
MaJIbHOTO TIpUOHHOTO Genka (PrPS) mpeumyliiecTBeHHO,
HO He UCKITIOUUTENIBHO, B LIEHTPATHLHON HEPBHOI CUCTEME.
BrnepBrie ry0uaTas sHiedanonatus o6si1a matoMop@oo-
riuyecku ornucaHa B 1920 r. AnbpoHcom Axo6om, B 1921 .
Hemeukuii HeBposior I'anc T'epxapn Kpeiitidensar He-
3aBUCHUMO OT A. Ak0o0a omyOGIMKOBalI CXOXee ONMUCAHUeE.
TepmuH «6one3np Kpeiitidenbara—Axkoda» BOIIEN B He-
BPOJIOTUYECKYIO TIPAKTUKY ¢ 1922 T.

[MpuonHbie 3aboseBaHUS, TaKKe W3BECTHBIE Kak
TPAaHCMUCCUBHBIE TyOUaThie SHIE(DATONATUH, XapaKTepH -
3YIOTCSI arperaiueil 1 OTJI0KEHNEeM B TKaHSX HETpPaBUITb-
HO CBEpHYTOU (hOpMBI TIPUOHHOTO Oenka. B 3ToM maroso-
TMYECKOM mpolilecce HU3MONOTUYECKU KIeTOYHbIi PrP
(PrP€) mpespamaercst B anoManbHblii PrP (PrP5¢) mocpen-
CTBOM TIOCTTPAHCIISIIIMOHHBIX COOBITUI, KOTOpBIE TIPU-
BOJST K MOBBIIIEHHOU KoH(popMarmu B-cios [1]. TTocre
obpasoBaHust PrPS perummimpyeTcsi ¢ MOMOIIBIO MeXaHU3-
Ma TIOCEBHOW KOHBEpCUU, B KOTopoM PrPS¢ cBs3biBaeTcs
¢ PrP€ u onocpenyer ero npespaieHue B PrPs [2], 3atem
PrPS¢ pazMHOXaeTcsli W HakaIUIMBaeTcsl B LIEHTPaJIbHOM
HEPBHOI CUCTEMe, a B MOCJEeIYIONEM — B APYTUX TKAHSIX
1 OMOJIOTUIECKUX KUAKOCTSIX OpraHu3Ma.

BK moppasnensieTcst Ha criopaguyeckue, TeHeThde-
CKuUe, MpUOOPETEHHBIE U HEKJTacCU(pUIIMpyeMble DOPMBI.

Crnopannueckass bBKfA 3aHumaer mnepBoe MecTO
10 PacIpOCTPAaHEHHOCTU CPENU BCEX MONTUIIOB U UMEET
OUYEHb OBICTPOE TeUEHNE; CPETHSIST BBKUBAEMOCTb COCTaB-
nseT mpuMepHo 6 Mec, 6onee 90% MAIMEHTOB YMUPAIOT
B T€UEHWE roja Iocjie MOsIBIeHUs] CUMNTOMOB. [Tuk 3a-
00JIeBaEMOCTH TIPUXOIUTCS Ha 7-€ NMecATUNIeTHE, MEHee
pacripocTpaHeHbl ciydan mosioxe (20—40 yiet) u crapie
(> 80 ner) [3].

OwnarHocTuka

Huarnoctuka BKS ocHoBwIBaeTcsi Ha pesyjbTaTax
anekTposHLedanorpadpun (DDI) 1 MarHUTHO-PE30HAHC-
Hoit Tomorpaduu (MPT), a Takke onpenesieHUs conepKa-
Hus 6enka 14-3-3 u/wim Tay-1ipoTerHa B CIMHHOMO3TOBO#
xunkoctu [4]. B mocnenHee BpeMsl aKTUBHO BHEIPSIETCS
MeTOI BUOPAIIMOHHO-MHAYIIMPOBAHHOTO KOHBEPCUOHHO-
ro aHaim3a jJukBopa (RT-QulC), Ha ctaguu pa3paboTKu

Clinical cases

HaxOIATCST UCCIeIOBAHMS 10 orpeneyieHuio PrP% B Moue
MaleHTOB, a UMEHHO aHAJIM3 IUKJINYECKO aMILTubrKa-
LIMY HenpaBWIbHOTO cBopauuBaHus oenka (PMCA), ko-
TOPBIA UMUTUPYET in Vitro poliecc periuKauyy MpUOHOB
npu BKA [5]. CexkBenupoBaHue reHa PRNP sBisieTcst oc-
HOBHBIM METOJIOM JUArHOCTUMKHW HaCeICTBEHHOU (hopMbl
BbKA.

Hna  yHudbukauuu auddepeHmaibHO-IMarHOCTU -
YeCKUX MOIXOAO0B ObLIM MPEIOKEHbl JUarHOCTUYECKUE
kputepun BKSI (Tadmmna).

Ha MPT ronoBHoro mo3ra K o6b14HO nposiBiisieTcst
CUMIITOMOM <«XOKKEHHOU KJIOIIKW» W/WIM MyJIbBUHAP-
HBIM MIPU3HAKOM MOpaXXeHHUs TajlaMmyca.

Haub6onee nHbopMaTUBHON B MTOCTAHOBKE PaIUOJIO-
TMYECKOTo nuarHosa sipisiercss nuddy3MoOHHO-B3BELIEH-
Hasl BU3yaim3alus (Harnpumep, b = 1000), kotopas ae-
MOHCTPUpPYET 0oJiee MHTEHCUBHBIN CUTHAJ, YeM M3MEHe-
nust T2/FLAIR.

M3HavyanbHO M3MEHEHUS MOTYT ObITh Hecneuudbu-
YEeCKUMU, HO CTaHOBSTCSI 0oJjiee BbIpaK€HHBIMU MO Mepe
MpOrpeccupoBaHUsI OOJIE3HU.

HononnutensHbie MP-npuznaku BKA:

* DWI — runepuHTeHCUBHOCTh (HauboJiee YyBCTBU-
TeJabHas1) U OoJjiee BhIpakeHHas, YeM U3MeHeHus 12/
FLAIR, 13-3a KOMOMHALIMX UCTUHHOIO OrpaHUYeHMST AU~
¢y3uu U1 TaK Ha3bIBaEMOTro NpocBeyrBaHus T2;

* T2-FLAIR — runepuHTeHCUBHOCTb 00Jiee TOHKasl,
yeM uaMeHeHuss DWI, 1 MoxeT oTCyTCTBOBaTh Ha paHHEN
cTaguu 3a00JieBaHuUs

* T1 — MOXeT 0OHapyKMBaThCS MOBBIIEHHbBIA CUTHAT
B OJ1eAHOM 1ape (peaKo).

ITpu3HaK «XOKKEHHOU KIIOIIKW» OTHOCUTCS K TUIle-
PUHTEHCUBHOMY CHUTHAJy, 3aTparuBaionieMy MyJibBUHAP-
HO€ U JOpCOMeNNaTbHOE TaJaMUUeCKUe siipa ¢ 00euX CTO-
poH Ha FLAIR, umeromeM ¢hopMy XOKKEHHOI KITIOIIKH.
CuMMeTpUYHas TUIIEPUHTEHCUBHOCTD B 3aJIHEM TajlaMyce
OTHOCUTEJIbHO MepeaHeil ckopiymnbl Ha T2-B3BelIeHHOMN
wm FLAIR MPT xapakrtepHa mist bBKA 1 u3zBecTHa kak
MyJIbBUHAPHBIN MpU3HaK [6]. DTOT heHOMEH OUEHb PEIKO
BCTpeYaeTcsl MpU APYrux 3a00eBaHUSX U UMEET YyBCTBU-
TenbHOCTh 78—90% 1 cnenmuduanocTs 100% mist BKS mpu
YCJIOBUY MPAaBUJIBHOTO BBITTOJHEHUS UccaenoBaHus [7].

JuarHoctuyeckumMu narrepHamu Ha D3I npu BKA
SIBJISIIOTCSL TIepuoAndecKre TpexdasHble OCTpble BOJHO-
BbI€ KOMILIEKChI. DTU U3MEHEHMUS TTPU MPABUIBHO BbIITOJ-
HEHHOM McclieffioBaHur uMeloT 90% crielinbUIHOCTD IS
BK4I [8], onHaKo MogoOHbBIE 2AEKTPUUYECKUE TTOTEHLIMAbI
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[MunarHocTunuyeckue Kputepumn KA

Diagnostic criteria for Creutzfeldt-Jakob disease (CJD)

HCBpOJIOFI/I‘{eCKaSI CUMIITOMATHUKa

[porpeccu ast He MeHee 2 TPU3HAKOB
BKS Kputepun BKIIOUEHUS porp pylol ( P
. . JIEMEHITHST 13 HAXKETIEPEUNCIICHHBIX)
CJID Inclusion criteria . . .
Progressive dementia Neurological symptomatology
(not less 2 signs out of the listed below)
OrnpenenéHHast Mopdonornueckoe + a) MuoKJIOHYC;
Definite VT UIMMYHOTUCTOXMMHUYECKOE TIONTBEPXKICHIE 0) HapyIIeHne 3pEeHUs
Morphological or immunohistochemical WJIA MO3XEUYKOBasi CUMIITOMAaTHKA;
confirmation B) TIMPaMUITHbIE
BepositHast Tunuunsle uaMeHeHus: npu MPT, 4F VI OKCTP aanaMHﬂHI’}e CHMITTOMBI,
o ') aKHHETUYECKUI MyTHU3M
Probable WU XapakTepHblii DD -narTepH, Uiu MO3UTUBHAS
a) Myoclonus;
1epeOpOCTIMHAIbHAS XXKUIKOCTD (0esioK 14-3-3 . X R
b) visual deterioration or cerebellar
1/WITY Tay-TIPOTEHH) NN
Typical MRI changes, a typical EEG pattern, or a ymp ey,
. . - . ¢) pyramidal or extrapyramidal
positive cerebrospinal fluid test(protein 14-3-3 )
and / or tau-protein) symptoms;
’ d) akinetic mutism

Bo3amoxHas ITponomXuTeIbHOCTD 3a00JIeBaHUST — +
Possible MeHee 2 JIeT

Length of illness less than 2 years

PETUCTPUPYIOTCI U TIPU IPYTUX COCTOSTHMSIX, TAKMX KakK
TepMUHAaJIbHasl cTanusl 00Je3HU ANbLreiiMepa, 1eMeHIUS
¢ TeabliaMu JIleBu u Metaboauueckue sHuedanonatuu [9].

B naHHoi1 paboTte npencTapieHbl 3 KITMHAYECKUX CITy-
yast K4, neGroTupoBasliieil BO B3poCcioM Bo3pacTe.

KnuHunueckun cnyvan 1

IMamuenTka JI., 59 net. AHaMmHe3 3a00JieBaHUsI cCOOpaH
Ha OCHOBE JAaHHBIX MEIWIIMHCKON TOKYMEHTAIIUN W CJIOB
POICTBEHHUKOB B CBSI3M C MHECTUYECKUMM HapylleHU-
samu. B xoHue utoHs 2019 r. poACTBEHHUKU MalUEHTKU
CTaJli OTMEYaTh HApYIIEHUS TaMATH, 3MOIMOHAJILHYIO
JnabunbHOCTb. TTociie obpallieHus1 K HEBPOJIOTY MO MECTY
KUTENbCTBA OblIa Ha3HAYeHa HEeMpOINPOTEKTUBHAS Tepa-
nusi, Kotopast He nana 3¢dekra. C MoMeHTa nebloTa 3a-
OosieBaHMs1 moxynaesaa Ha 20 KT B CBSI3U C TOTepeil arre-
THTA, CO CJIOB MAIIMEHTKHU M3-3a TOT0, YTO OHA «IlepecTaja
YyBCTBOBAaTbh BKYC e€fbl». B Hauane ceHTsa6ps 2019 r. co-
CTOSTHME 3HAUUTETHHO YXYAIIUIOCh — HApYIIWJIACh Pedb,
MosIBUJIACh IIATKOCTh TIPU XOAb0e, M3MEHWJICS TIoYepK,
MalMeHTKa OTMeYajia OIylleHWe IBVKEHUS CripaBa, Ofl-
HaKO TIpU TIOBOPOTE T'OJIOBBI TOHMMAJIa, YTO TaM HUKOTO
He ObUT0. bblia rocnutanu3upoBaHa B ['0poacKyio KIMHU-
yeckyro 6ompHUIY Ne 30 mm. C.I1. BoTkmHa, Tae maiueHT-
Ke Obl1a BeimotHeHa MPT romoBHOTO Mo3ra (puc. 1).

beina npoBeneHa momobanbHasa nyHkums (13.09.2019):
JIMKBOP O€CIIBETHBIN, Tpo3padHbIid, 6emok 0,33 /71, mu-
T03 13/3, TImoko3a 4 MKr/n1. B Xome maiapHeiiero oocieno-
BaHUS BBITTOJIHEHBI MCCIIEIOBAHUS C 1IEJIbIO UCKITIOYEHUST
MHOEKIMOHHON TTPUPOABI TTOPAKeHUsI TOJIOBHOTO MO3Ta,
JAHHBIX 32 MH(PEKIIMOHHBIN TPOIECC He TONyYyeHO. Bbbin
TOCTaBJICH MPeNIoIaraeMblil AMarHo3: IPOrpecCUpyIoast
MyJabTUdOKaTbHAS JielKOoaHIIe(haTonaThsl HEYyTOUHEHHO-
TO TeHe3a» W Ha3HavYeHOo JIeUeHUe MPeTHU30JIO0HOM B JIO-
3upoBke 1500 mr.
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B cBsa3u ¢ orcyrcTBUEeM KiIMHUYeCKOTo 3ddekTa
MPOBOAVMMOI Tepanuu WM TMPOrpecCHpoOBaHUEM HEBPO-
JIOTUYECKOM CUMIITOMATUKM TanueHTka JI. Obuta KOH-
cyapTipoBaHa crneuvanuctamu IlepBoro Cankr-Iletep-
Oyprckoro MeIUIIMHCKOTO YHUBEPCUTETA UM. aKaleMHuKa
W.II1. T1aByoBa Mo JaHHBIM METUIIMHCKON TOKYMEHTAIUMU.
bein npennoxeH cienywowmuit audpdepeHMalIbHO-11a-
THOCTUYECKUI psl: ayTOMMMYHHBIH dHIedanuT, sHIedha-
Jionatusi XalulMMoTO, MapaHeoIUTaCTUYeCKUi sHIIehanunT,
sHUedanonaTrs MNpyu peBMaTOJIOTMYECKOM 3a00JeBaHUM,
BbKA, mporpeccupytoiiasi MyabTU(OKaIbHAS JIEHKOIH-
nedanonatusi. PekoMeHI0BaHO A000CeI0BaHNE, B CBSI-
3u ¢ yeMm 23.09.2019 manuenTtka Obuta mepeBeneHa B I'b
Ne 26. Ha MOMEHT MOCTYTUIEHHUS Y TTAIIMEHTKHA OTMEYaTUCh
3aTpyAHEHWE MPOAYKTUBHOTO KOHTAKTa, 9MOIIMOHAIbHAS
JIAOUJIBHOCTh, aKyCTUKO-MHecThuYeckas acasus cpeaHei
CTEINeHU TSXKeCTU, Tuddy3HOe CHUXKEHNE TOHYCa BO BCEX
MBIIIEYHBIX TPYIIIAX, CYXOXMUIbHBIE peIIEKChI ¢ BEPXHUX
KOHeuyHocTelt D > S XuBble, ¢ HUXKHUX KOHEYHOCTEe —
D > S xuBble, MOJOXUTEIbHBIE CTOMTHbIE 3HAKU C JIBYX
cTtopoH. IIsTouHO-KoNeHHasd mpoba ¢ UHTEHIUE ¢ ABYX
ctopoH. B mo3e PombGepra HeycToituuBa (magaet Haszam).
ITposeneHo uccnenoBanue JHK c menpio nmovicka myra-
uuit BreHe PRNP ot 30.09.2019, mo saHHBIM KOTOPOTO MY-
Taluyu oOHapYyXXeHbI He ObLUIM, OJHAKO 3TO HE UCKIIOYAeT
nuarHo3 bKA, 1.k. reHeTnyeckas npupoaa 3abosaeBaHUs
BCTpevaeTcsl TOJAbKO B 15% ciydyaeB. BbU1O BBITOJHEHO
D9T (puc. 2).

ITpoBoaunack Tepanust auMKJIOBUPOM 250 MT BHYTpU-
BEHHO 3 pas3a B CyTKHU, Ha mpoTskeHuu 10 nHei, KioHa-
3ernamoM 0,5 Mr mepopajbHO 3 pa3a B CyTKH, alleTUJICca-
JIMIAJIOBOW KUCTOTOM 125 Mr mepopajibHO 1 pa3 B CyTKH.
3a BpeMs TocnuTalIu3aluu U Ha (hOHE MPOBOAMMOTO Jieue-
HUS OTMEYaJIOCh MPOrPECCUBHOE YXYIUIEHUE COCTOSTHUS
OosibHOI. B HeBpoJsiorMyeckoM craryce: MpOrpeccupoBa-
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L.O. BADALYAN NEUROLOGICAL JOURNAL (Nevrologicheskiy zhurnal imeni L.O. Badalyana). 2022; 3(1): 42-48



HEBPOJTOTMYECKW XXYPHAT umenn J1.0. BALLANIAHA. 2022; 3(1): 42-48
https://doi.org/10.17816/2686-8997-2022-3-1-42-48

KnuHnuyeckne cnyyan

Puc. 1. MPT ronoBHoro mosra nauveHTku J1. or 08.09.2019.

MP-KapTI/IHa N3MEHEHNA CUTHalla No Xxoay 60po3/:|, I'IpaBOIZ TEMEHHOW JONN 1 NIeBON FEMI/IC(I)epr ronoHoro mo3ra. OTmeyaeTca rmnepunH-
TeHCMBHOCTb Ha DWI ot KOPKOBOIO BelleCTBa JieBOro nosywapua.

Fig. 1. Brain MRI of patient L. dated September 08, 2019.

MR image of signal changes along the right parietal and left hemispheric sulcus of the brain. Hyperintensity on DWI from the cortical
substance of the left hemisphere.

Puc. 2. 93l nauneHTkn J1. ot 07.10.2019.
Ha doHe rpy6oro HapyLleHVs OCHOBHOI akTUBHOCTU Ha I3 perycTpurpyoTca OCTPOKOHeUHble TPExdasHble KOMMNEKChI, XxapakTepHble ansa bKA.

Fig. 2. Patient L EEG. Dated October 07, 2019.
Against the background of a gross violation of the main activity on the EEG, pointed three-phase complexes characteristic of CDJ are recorded.

Clinical cases 45
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KnuHunuyeckne cnyyan

HME PEUYEBbIX HAPYIICHUM, ITOSIBJICHUE MUOKJIIOHUM B pa3-
HBIX MBIIICYHBIX TPYIIIax Ha (hoHe MpruéMa KJIoHa3eImama,
MUpaMUIHAS CUMIITOMATHUKa COXpaHsIach ¢ (hOpMHPOBa-
HUEM CTU0aTeIbHBIX KOHTPAKTYP IIPU COXPAaHEHUM JOCTa-
TOYHOU MBIILIEYHOU CHUJIBL.

IMaumnenTtka Obl1a Beimucada 17.10.2019 ¢ nuarHozom
«BepositHast bKS» maHbl pekoMeHAalMU MO CUMIITOMA-
TU4eckoii Tepanuu. [locae BBIMMCKU CUMITTOMATHKA MPO-
rpeccupoBaja, oka He JOCTUIJIA CTaAuU AKUHETUYECKOTO
mytusma. ITaumentka JI. ymepna 18.04.2020, naHHbIe Ta-
TOMOP(MOJIOrNIECKOTO UCCIeI0BAHUS HEMOCTYITHEI.

KnuHunueckun cnyyai 2

IManuenT Y., 70 net. AHamMHe3 3a0o0ieBaHUS cOOpaH
CO CJIOB POICTBEHHUKOB B CBSI3M C BBHIPAaXKEHHBIMU KOT-
HUTHBHBIMHA HapyIIeHUSIMU y OOJIbHOrO. 3abojieBaHUE
IeOITUPOBAIIO OKOJIO 2 JIET Ha3ald, KOrma CyIrpyra maim-
€HTa CTajla OTMeYaTh ero 3a0bIBUMBOCTh U PACCESTHHOCTD,
3a mocyieaHue 6 MeC KOTHUTUBHbIE GYHKIIMKM HAYaIk He-
YKJIOHHO CHMXKATbCS, «HE MOT HAWTHU BEIIUW, HAJIUTh Yaid,
YMBITBCST».

O6paTtwicss B MOJUKIWMHUKY II0 MECTY IKUTEb-
ctBa 01.09.2021. Bo Bpemst ocMoTpa OBbLI 3apeTUCTPUPOBAH
MOABEM apTepHaIbHOIO HABJI€HUs, MALMEHT TOCIIUTAJIMI -
3MpPOBaH B CTAlIMOHAP TI0 MECTY XUTEJIbCTBA C TMAaTHO30M
«IUCLUMPKYJISITOpHAsI 3HIedanonaTus», HaXOmWICSI Ha
cranmoHapHom JedeHnnu ¢ 01.09.2021 mo 16.09.2021.

Brimomaerst MPT ronosHoro mosra (puc. 3), aHanm3
kpoBu Ha BUY, RW, HbsAg, a-HCV ot 13.09.2021 — ot-
pULaTeIbHbIE, KOHCYIbTAIMS IICUXOHEBPOJIOra: MHECTH -
KO-MHTEJUIEKTyalIbHbIC CHIKEHHE Ha (DOHE OPraHNYECKO-
ro 3a00JieBaHUS TOJIOBHOTO Mo3ra. [Tomydan Hecnienugu-
YeCcKyIo HelipoMeTaboIMYecKyIo Tepanuio 6e3 addekra.

Puc. 3. MPT ronosHoro mosra nauueHTa 4. ot 03.09.2021.

IToctynmun B HeBponorndeckoe otaeneHne ['BY3
MOHMUMKM 28.09.2021 onst yrouHeHuUs nuarHosa. Ha mMo-
MEHT OCMOTpPa OTMEYaJIOCh 3HAYUTEJIbHOE TOHUYECKOE Ha-
MIPsDKEHME MBIIIIT TYJIOBUIA M1 KOHEYHOCTEM, HapacTao-
ee BO BpeMsl OCMOTpPa, COMPOBOXKIAIOIIEECS OBICTPBIMU
pa3MallUCTBIMU aPUTMUYHBIMU IBVMKEHUSIMUA, YCUJIMBA-
IOIIMMUCS TIPU aKLIeHTyauuy BHUMaHus. [1pu oTcyTcTBUM
BHEIITHETO Pa3apaXkUTeNIsl OTMEUYAIUCh KPaTKOBPEMEHHBIC
BMU30/bI MBIIIEYHOU pemakcanuu. CyxoXUIbHBIE U HAll-
KOCTHUYHBIC pedIeKChl ObIM CUMMETPUYHO CHIDKCHBI,
IMaTOJIOTUYECKUX Pe(IIEKCOB HE BBISIBJICHO.

YuursiBasi KIMHUYECKYIO0 KapTUHY, OBICTPO Mporpec-
CUPYIOIIViIT KOTHUTUBHBIN JedUUNT, OblIa 3amomo3peHa
bK{, naHbl pekoMeHAalMKU MO CUMIITOMATUYECKOU Te-
panuu. PonctBeHHMKaMu ObLT TEepeBEAEH B CTallMOHAp
IO MECTY XUTENbCTBA. HeBpoornueckasi CMMIToOMaTHKa
HEYKJIOHHO IIPOTPeCCHpOBaia, CITyCTs 2 MeC y MalreHTa
MOSIBUINCH OynbOapHble HapyLIeHUs, IOCTEIEHHO Ha-
pacTajia ¢1aboCcTh BO BCeX MbIlIeUHbIX rpynmnax. Ha mo-
MEHT MyOJIMKALIMU NALMEHT HAXOAUTCS B COCTOSIHUM aKW-
HETUYEeCKOTO MyTH3Ma, YTO COOTBETCTBYET TEpPMUHAJIBHOM
cTaauu 3a00eBaHUSI.

KnuHunyeckunin cnyyain 3

[Mamuentka J., 69 ner. 3aboneBaHue Ae0IOTHPOBAIO
3a 2 MeC IO MOCTYIUICHUSI B HEBPOJIOTMYECKOE OTACIICHIE
I'bY3 MOHUWKMU, korga nocie mosiBieHust 00Jieit B Top-
JIe TallMeHTKa OTMETHJIa MI3MEHEHHE rojioca (3aMeIcHIe
TeMIIa, BI3KOCTh peun). OHa oOpaTuiaach K OTOPMHOJA-
puHronory u nocie uckmoueHust JIOP-natonornu Oblna
HampaBJjieHa K HEBPOJIOTY.

IMauuenTke 6nu1a npoBeaeHa MPT ronoBHoro Mo3sra,
T10 pe3yJIbTaTaM KOTOPOii ObLI YCTAHOBJICH IIPEIBAPUTEIb-

OTmeuyaeTcA TMNEePUHTEHCMBHOCTb Ha DWIl ot KOPKOBOTO BeleCTBa JIeBOro nojywapua.

Fig. 3. Patient Ch. Brain MRI dated September 03, 2021.

Hyperintensity on DWI from the cortical substance of the left hemisphere.
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HBII TMAaTHO3: OCTPOE HAPYIIEHWE MO3TOBOTO KPOBOOOpa-
LLIEHUS 110 UIIIEeMUYEeCKOMY TUITY B OacceiiHe nmpaBoii cpej-
HEMO3TOBOM apTepuu, KOPTUKAJIbHAS WMIIEMUS ITO3THEU
MOAOCTPOM CTaauM B JOOHON M TEMEHHON IOJISIX JIEBOTO
rmoymapusi (6acceifH JIeBOil CpemHEMO3TOBOM apTepun).
[ManmneHTka OBLIA TOCIIUTAJIM3UPOBAHA B COCYIMCTBIN
LIEHTP ITO0 MECTY XUTEJIbCTBA, TOE MoJydaaa TepaIrmio Co-
OTBETCTBEHHO YCTaHOBJIEHHOMY IMArHo3y 0e3 KIMHNYE-
ckoro addexra.

B cBs13u ¢ OTCyTCTBHMEM YIyYIIEHMS, a TaKXe IIpO-
IPECCUPOBAaHMEM  HEBPOJIOTUYECKON  CHUMIITOMATHKHU
Obl1a BbIMoJiHeHa noBTopHass MPT rojoBHOro moasra.
Ha ocHoBaHMM CpaBHUTEIBLHOTO aHaJIM3a ObLI MOCTaBJIEH
OpeIBApPUTEIbHBIA OUATHO3. HEMPONETeHEePAaTUBHOE 3a-
ooseBanue. [ moobcnenoBanus u nuddepeHIINATbHON
MWATHOCTHMKM TTallMEeHTKA ObUIa TiepeBeIeHa B HEBPOJIOTH -
yeckoe otnesienne 'bY3 MOHUKU. Ha MmomeHT mocTy-
IUICHUS TIAIIMEHTKA TIPEeIbsIBIIsIa XKaJlo0bl Ha HapyIIeHUe
peun, U3MEHEHME Tojioca, IIATKOCTh IMOXOIKM, Hapylle-
HHUe (DYHKIIMM JIEBOIl PYKU, HEIIPOU3BOJIbHBIC TBYKCHUS
B Heil, murutonuio. [lpm mccraemoBaHUM HEBPOJIOTHYEC-
CKOTo cTaTyca cujia MbIlL pyk D = S = 5 6annam, Hor —
D = S = 5 6annaM. ToHyC B KOHEUHOCTSIX (DM3UOJIOTH-
yeckuii. Atpoduit, dacuukyasauuii, GuOpWUISLINIA HerT.
JIVCTOHUS U TIepUOANYECKUI TUIIEpKUHE3 B JIEBOUM pYKe.
CyxOoXuIbHBIE M HATKOCTHUYHBIE PeJIEKCHI: ¢ BEPXHMUX
koHeuyHocTteit D = S, xxuBble. Konennunie pedaekcsl — D
= S, BBICOKME, aXWJUIOBHI pediekchl — D = S, XuBnble.
IMTatonornyeckue pedaekcol oTCyTCcTBYIOT. KoopauHanus

Puc. 4. MPT ronoBHoro mo3sra nauyueHTtku 1. ot 05.11.2021.

KnuHnuyeckne cnyyan

IBVDKCHUI: TIAJIbLIEHOCOBYIO ITPOOY BHITIOJIHSIET C MHTCH-
LMe cripaBa, cjieBa He BbIIoJHsIeT. B mo3e PomOGepra Bbi-
paxeHHas atakcus. Iloxomka HeycToitumBasi, IIepeaBUTa-
€TCsI C TIOMOIIBIO IBYCTOPOHHEH OTIOPHI, acTa3nsi-aba3usl.
3a BpeMs TipedbiBaHus B craiioHape MPT roynoBHoO-
ro MO3ra IalueHTKH (pHUc. 4) ObLIa OIcaHa CIeNaINCTa-
MU 1ieHTpa Broporo MHeHust 'lbY3 MOHHUKHN.
IMaumeHnTke OBLIA MpOBedEeHA DUATHOCTMKA KOTHM-
THUBHOM (DYHKIIMY C TIOMOIIbIO psima TecToB (MoHpea hb-
cKasl IIKaja OLeHKM KOTHUTHMBHBIX (PyHKUMi - Montreal
Cognitive Assessment (MoCA), Kparkasg mkana oLieHKH
KOTHUTHUBHOTO cTatyca — Mini-Mental State Examination
(MMSE), Bbatapes noonoii guchdynkunm — Frontal As-
sessment Battery (FAB), tect ¢ Tabaumamu Ilynaete, Tect
Ha 3ayuyuBaHue cioB Jlypus, tect «Kyouku Koca»), B xone
KOTOPBIX OBLIO BEISIBIICHO CHUKEHNE KOTHUTUBHBIX (DyHK-
i, OBICTpasl WCTOLIAEMOCTh, CHIDKCHUE (DYHKIIMU Ha-
MISIIHO-00pa3Horo MulluieHus. Ha ocHoBaHUY Toy4YeH-
HBIX JAHHBIX OB YCTAaHOBJIEH AuarHo3: BepositHast bKSI,
JAHBl PEKOMEHIALINY IO NOAACPXUBAIOLLEH Teparuu.
[Tocne BHIMUCKM M3 HEBPOJOTMYECKOrO CTallMOHapa
Haxonwiach mon HaOmomeHueM Ha momy. Co ClIoB poi-
CTBEHHUKOB KOTHUTUBHBIA AE(PULNT HEYKIOHHO TMPO-
rpeccupoBajl, HapacTajau OymbOapHble HapylleHUs. bbi-
JIO TIpPUHATO pellleHHe O TOCTAHOBKE HAa30TacTPaIbHOTO
30HAA, Ha CJCOYIOIIWA NeHb y MAlMeHTKA OTKPBLIOCH
KeJIyTOYHO-KMUIIIeYHOe KpoBoTeueHue (Ha (oHe mpuémMa
BapdapuHa I Tepaluy COITYTCTBYIOIIEH IaTOJOTUM).
HemnpousBoiabHBIe IOBUXKEHMSI, paHee OTMEYaBIIAECS

C y4€TOM NepcncTMpoBaHnsa 63 AUHAMMKIL GUMOSYLLIAPHOro r’MpPasibHOro orpaHuyeHus anuddysnm, NosBIeHNA acCCMMETPUYHOrO cabo-
NONOXNTENbHOrO NoBblWeHKA curHana Bo FLAIR n DWI cnpaBa (cnabononoXutenbHblii CUMATOM KNOWKK) cnegyeT AyMaTb O Helipopere-

HepaTMBHOM 3a601eBaHUN (B TOM UMcIie NPYOHHON NPUPOABDI).
Fig. 4. Patient D brain MRI, dated November 05, 2021.

Considering the persistence without dynamics of the bi-hemispheric gyral diffusion restriction, the appearance of an asymmetric weakly
positive signal increase in FLAIR and DWI on the right (a weakly positive symptom of the stick), one should think of neurodegenerative

disease (including prion nature).

Clinical cases
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KnuHunuyeckne cnyyan

TOJIBKO B JICBOI pyKe, HayaJau OTMEYAThCS B TIPABBIX PYyKe
¥ Hore. bhljla rociuTan3npoBaHa IO MECTY XKUTEIbCTBA,
KPOBOTCUCHUE M3 XKEIYIOIHO-KMIIIEYHOTO TpaKTa ObLIO
KynupoBaHO. Ha MOMEHT BBITIMCKU 13 CTallMOHApa Tally-
€HTKa yXe OblIa B COCTOSTHMM aKMHETUYECKOTO MyTHU3Ma.
Ha crnenytommii neHb 60bHAsI CKOHYAIACH, OBLT YCTAHOB-
JIEH TTOCMEPTHBIN IMArHo3 <«TMITOCTaTUYECKasl ITHEBMO-
HUsI», OeTAIbHOE MAaTOMOPGOIOTMYECKOE MCCIeI0BaHUE
TOJIOBHOTO MO3ra HE TPOBOJMJIOCH B CBSI3U C MEPETPYKEH-
HOCTBIO TTaTOJIOTOAHATOMUYECKOM CITYy>KOBI BO BpEMSI JITH -
IIeMUY KOpOHaBUpYyca.

3ak/ouyeHve

HauanbHble cuUMOTOMBI TIPUOHHBIX 3a00JieBaHU
o0b1yHO HecneunduuHbl. Teuenune BKS gBnsercs Obi-
CTPOIIPOTPECCUPYIOIINM, a IJISI YTOYHEHUS TMarHo3a Tpe-
OyIOTCS penKHe M JOPOTOCTOSIIME MCCaenoBaHus. 3a00-
neBaemoctb BKS cocraBiasier mpumepHo 1—2 ciydast Ha
MWWIJTMOH YeJIOBeK B rof] Bo Bcém mupe [10].

B Hacrosiiiee BpeMsi oKOHYaTeabHbIN auarHo3 BKS
OCHOBaH Ha oOHapyxeHuu PrP5¢ vi/unu BeIsIBICHUM MATO-
THOMOHHWYHBIX THCTOJIOTHUYECKNX OCOOCHHOCTE B 00pa3-
I1aX TKaHU TOJIOBHOTO MO3Ta, KOTOPBIE OOBIYHO MOJyYaloT
IMIOCMEPTHO WJIM, B PEIKUX CIYJasiX, C IOMOIIbIO OMOIICHH
TOJIOBHOTO MoO3ra (IIPKU3HEHHOM). 3a MOCIeTHME IBa
IEeCATIICTHSI ObLIO pa3pab0TaHO HECKOJIBKO MapaKIMHM-
YEeCKUX TeCTOB [Jisl MPUXKU3HEHHON nuarHocTuku bKS,
YTOObl MCKIIOYHUTh HEOOXOOMMOCTh OWMONCHUM TOJOBHO-
ro Mo3ra. Hekotopeie n3 3THX albTepHATUBHBIX METOIOB
MPOLILIM BaJUOALIMI0 U MOTYT MPEIOCTABUTh BEPOSTHBIN
MIMAarHO3 B COYETAHUU C KIIMHUYECKOU OLIEHKOM.

Jlns neuenust BKS ucronb3oBacs psia ieKapCTBEHHbBIX
npenapaToB, HO 3(P(PEKTUBHOCTb HA OMHOTO M3 HUX HE ObI-
Jla 1okazaHa. MHoroo6emarmimM ObU1o KIMHUYECKOE UC-
cJemoBaHNe MHTPABEHTPUKYISIPHOTO BBEICHMS TIOJIVCYThb-
¢ara neHro3zaHa 6onbHBIM ¢ BKS, omHako, HecMOTpsT Ha
yBeIMYeHUE BbDKMBaeMocTH 10 40 Mec, JieueHue He yMEHb-
IO OOIIMX NereHepaTUBHBIX M3MEHEHUN B T'OJJOBHOM
Mo3re 1o gaHHbIM aytornicum [11]. Ha ceromHsamHuii neHb

48

tepanusi bKS ocraercst cuMmnToMaTuyeckoi 1 HarpaBJIeH-
HOM HAa YMEHBIICHUE CTPANAHUM ITAlIUEHTOB.

s pa3pabotku 3(pPeKTUBHOTO JIedeHUsT HEOOXOau -
Mo 6oJiee T1y00KOe MOHUMAHUE STUOJOTUM U MaTOreHe3a
3a00J1eBaHMUsI.
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