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Pe3rome. B nanHol paboTe paccMOTpeHBI OCOOCHHOCTH AuarHocTuku Oonesnu Kpeitidenpara-
SIkob6a (BKSl) Ha mpumepe AByX kiMHHYeckux ciydaeB. BKS — daranpHOe HeiiponerenepatuBHoOe
3a0oJeBaHKe, OTHOCSIIEECS K TPYIINE TPAHCMUCCUBHBIX I'yOUaThIX SHIE(aTONaTHi, XapaKTepu3yromeecs
OTJIOKEHHEM aHOMaJbHOTO HpuoHHOro Oenka (PrPSc) mpemmylnecTBEHHO B IIGHTpajJbHONW HEPBHOM
cucTeme.

KaroueBble cjioBa: nproHHast 00J1e3Hb, HEHPOIereHepaTUBHBIN MPOLIECC, HEHPOBU3YATH3ALIHSL.

Resume. In this article the features of the diagnosis of Creutzfeldt-Jakob disease (CDJ) are
considered using the example of two clinical cases. CDJ is a fatal neurodegenerative disease belonging to
the group of transmissible spongiform encephalopathies characterized by the deposition of abnormal prion
protein (PrPSc) mainly in the central nervous system.

Keywords: prion disease, neurodegenerative process, neuroimaging.

AkTtyaabHocTh. bone3nb Kpeittidenbnra-Axo6a (bKA) sBusiercss peakum ObICTPO
MPOTPECCUPYIONINM HEUpOJereHepaTUBHBIM 3a00JIeBaHUEM, OTHOCSIIMMCS K TpyIIe
MPUOHHBIX OoJie3Hel. TpyTHOCTH NMATHOCTUKU TAHHOTO MPOIECCa CBSI3aHbl C PEIKOCTHIO
3a007€BaHUsl, HECOBEPIIEHCTBOM  HUCIOJB3YEMBIX  JHArHOCTHUUYECKUX  KPUTEPHUEB,
KIIMHUYEeCKUM TonumopdusmMoMm mposiBaeHuid. 3aboneBaemocth bKS cocraBuser
MpUMEPHO 1—2 ciaydas Ha MHJUIMOH Y€JIOBEK B IOl BO BCEM mupe [ 1, 4]. BBuay Hegocrarka
ombITa pabOThI C ATUM 3a00JIEBAHUEM, MHOTOIPAHHOCTBIO €r0 MPOSBICHUN U CIOXKHOCTh
mudpepeHManbHOM JTUarHOCTUKHM, aKTyaJdbHBIM OCTA€TCS BOMPOC H3YUYEHHS] TaKTHKU
BEJICHUS MAIIMEHTOB C JAaHHOMW MaTOJOTHEN M pa3pabOTKU MapakIMHUYECKUX TECTOB IS
npr>xuzHeHHou nuarnoctuku bBKA [4, 5].

Cnopanuueckast BKS 3aHuMaeT repBoe MecTo Mo pacnpoCTPaHEHHOCTH CPEId BCeX
MOATUIIOB U HMMEET OYeHb OBICTPOE TEUYEHUE;, CPENHsIST BBDKUBAEMOCTb COCTABISET
npuMepHo 6 Mecsies, 6onee 90% nanueHToB yMUPAIOT B T€UEHUE TOJIa MOCTE MOSABICHUS
CUMIITOMOB.

Huarnoctuka BKS ocHoBbIBaeTCs Ha pe3ylbTaTaX MarHUTHO-PE30HAHCHOU
tomorpadguu (MPT), D3I, a Takxke onpeneneHus coaepxanus oenka 14-3-3 w/wnm Tay-
MPOTEMHA B CHUHHOMO3TOBOM KUIKOCTH [ 1, 6].
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Ha MPT ronoBuoro mosra bBKSl 00blYHO MpOSIBISIETCS CUMITOMOM «XOKKEHHOMU
KIIOMIKW» W/WIK TyJIbBUHAPHBIM MPU3HAKOM TOpakeHWs Tajnamyca. Haubonee
MH(QOPMATUBHON B IMOCTAHOBKE PaJAMOJIOTHYECKOr0 JUarHo3a siBisiercss aud@y3uoHHO-
B3BEIlICHHas Bu3yanuzanus (Hampumep, b=1000), kotopas aeMOHCTpUpYyeT OoJliee
MHTEeHCUBHBIN curHai, yem uaMenenus: T2/FLAIR. CumMeTrpruuHasi THIEPUHTEHCUBHOCTD B
3aJJHEM TaJaMyCe OTHOCUTEIIBHO NepenHel ckopinynbl Ha T2-B3BemenHon unu FLAIR MPT
xapaktepHa 111 BKS u u3BecTHa Kak MyJIbBUHAPHBIN NPU3HAK.

Huarnoctuyeckumu kputepusimu  Bo3moxkHoi bBKSA (EU, 2017) sBustoTcs
CIEYIOIINE IPU3HAKU [2, 3, 6]:

— MPOrPECCUPYIONIAS TEMEHLINS;

— HE MEHEE 2 NMPU3HAKOB U3 HUKEIIEPEUNCIEHHBIX:

a) MHOKJIOHYC;

B) HapyIICHUE 3PEHUS WM MO3KEUKOBasi CHMIITOMAaTHKA;

C) MUPAMUIHBIE WM SKCTPATUPAMUIHBIE CUMIITOMBI;

d) akuHEeTUUECKUN MYTHU3M;

€) IPOJAOJDKUTEIHLHOCTh 3a00JIeBaHUs — MEHEee 2 JieT.

Heab: n3yunTh 0OCOOEHHOCTU MPOSIBIICHUS U AUATHOCTUKU CIIOpagudecKor (popMbl
bKS y manueHToB ¢ KIMHHUYECKMMHU W HEWPOBU3YAIU3ALMOHHBIMU MPU3HAKAMHU JTAHHOU
MaTOJIOTUH.

3agaum:

1. PaccMoTpeTh nBa KIMHUYECKHX Cllydas MNAlUEHTOB C OCHOBHBIM JIHarHO30M
BO3MOHast BKSI.

2. llpoananu3upoBatrh xapaktepubie s BbKS knunuueckue, mabopaTopHbie,
HEVPOBU3YAIN3AIMOHHBIC IPU3HAKH.

3. O600muUTh psAJ KPUTEPUEB [IJisi TMOCTAHOBKM JMarHo3a «Bo3MOxkHas BKS»,
KOTOPBIMH CJIEAYET PYKOBOJACTBOBATHCS IMPHU MPEANOJOKECHUU O NPUOHHOW STHOJOTUU
MaTOJIOTMYECKOTO MPOLIECCA Y MAIIMEHTOB C HEUPOJAETEHEPATUBHBIM IIPOIIECCOM.

MarepuaJjsbl 1 MeToabl. B 1anHol paboTe mpecTaBiIeHbl 1Ba KIMHUYECKUX ClTydast
C OCHOBHBIM KJIMHMYECKHUM JIMarHO30M «Bo3MoOxkHass BKA» (cmopamuueckast dopma):
nanuentka H., 75 net, u nmanuent M., 42 net, npoXoAUBIIMX CTallMOHApHOE JieueHue B ['Y
«MHIILL xupypruu, TpaHCIUIAHTOJIOTUU U T€MATOJIOTUNY.

Pesyabrarbl M ux o0cyxaenue. Ilanpent M., rocnuTaIM3UpPOBAaH B CTAallMOHAp
Yepe3 HECKOJbKO MECSLEB OT TMOSBICHUA INEPBBIX CUMITOMOB CHWKEHUS NaMSTH.
HeBponorudeckuii ocMOTp: 1O IIKaJe T100anbHOM OIleHKH KOTHUTUBHBIX PyHKinit MoCa
16 6amnos. Tect pucoBanust yacoB — 4 0asnina. IJIEMEHTbl MEXKbIIEPHON 0(TATbMOILIETHH,
MEJIKOPa3MaIlluCThI TOPU30HTAIBHBIA HUCTATM IPU B3IJISIAE BIPaBo. Peub ¢ anemeHTamu
cKaHAupOBaHHUS. (CaMOCTOSATENIbHO HE TMEPEABUTANCS U3-32 BBIPAXKEHHOW ATaKCHUHU.
[Tanbiie-HOCOBY10, KOJICHHO-TISITOUHYIO MPOOY BBIMOJHSI C JIETKOW HHTEeHIMENH. OTMeuancs
TUNIEPKUHETUYECKUA CUHIPOM B KOHEYHOCTSAX IO TUNY PEAKUX MHUOKJIOHUMN; TOHYC B
KOHEYHOCTSAX CIpPaBa C MOBBIIMIEHUEM [0 CMEMIAHHOMY MUPAMUIHO-IKCTPATUPAMUTHOMY
tumy. OOI": nmpuzHaku JucPyHKIMU CpeAUHHBIX OTAenoB Mo3ra. Ha MPT (puc. 1, 2)
ONPEAENSATIOCH MOBBIIIEHNE CUTHANA HAa T2 U IBYXCTOPOHHEE CUMMETPUYHOE OrPAaHUYCHUE

mudPy3un B XBOCTATHIX SJIpaxX, CKOPIIYIE U 3pUTENIbHBIX OyTpax.
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CUMMETPUYHOE OrpaHrueHre JU(Qy3un B XBOCTATHIX SIPAX, CKOPIYIIE M 3pUTEIBHBIX Oyrpax

HccnenoBanrie KpOBM Ha HallMuMe aHTUHEUpPOHANBHBIX aHTUTEN (naiH-O0moT: Hu
(aNNa 1), yo-1 (pcal), cv2, Ma2, ri (aNNa2), ampudusun) — pe3yiabTaT OTpHUIIaTEIbHBIH.

[TaunenTtka H. B HEBposIOrMYECKOM CTaTyce NPU TOCHUTAIUA3ALMUA: KOMAaHIbl HE
BhINIONTHSIA. Peub oTcyTcTBYeT. Ha MonoTke B3 He ¢ukcupyeT. Peduexcsl opanbHOTO
aBTOMATH3Ma TMOJIOKUTEIbHbIE. TOHYC BBIPAXXEHHO MOBBIIIEH MO 3KCTPANUpaMUIHOMY
tuny. I'myOokue pedeKkchl BollIe cieBa, 0kuBiIeHbl. CuMntom babuHckoro ciesa.

MPT ronoBHoro mo3ra (puc. 3, 4, 5): B 6a3aJIbHBIX siApax, B Kope (MPEeUuMyIeCTBEHHO
MpaBbIX JIOOHOM, BUCOYHOU n0jel) BhIsBIAETCS orpaHuueHue auddyzun. XKenynouku
MO3Tra paclIupeHbI.

Puc. 3,4 — MPT narmuentku H. (AX T2; AX T2 Flair - moBsimenue curxana Ha T2, pacimmpenue
KEITyA0YKOB MO3Ta)

Puc. 5 — MPT nauuentku H. (AX DWI b1000 - B 6a3anbHbIX sipax, B KOPE, MIPEUMYIIECTBEHHO MPABBIX
J0OHOM, BUCOYHOM J0Nel orpaHnueHue quddy3un)
1258



VK [61+615.1] (06 Axmyanvuvie npobnemvl cospemennoil meouyunst u papmayuu - 2025
Ly p J2 P

BBK 5+52.81 BIMY, Munc (07.05)
A43
ISBN 978-985-21-1865-1

OO0l ¢ y4yeToM KIMHUKH - TPU3HAKK OHOUIECNTA(GOPMHONW aKTUBHOCTH,

MPEUMYILIECTBEHHO CITPABA.

B mpencrtaBieHHBIX KHHMYECKUX CIydasx OTMEUajaoch OTCYyTCTBHE 3(dekTa oT
MPOBEJICHHON TepaIuu C UCIOJIb30BAHUEM UMMYHOTI00yIMHA BHYTpUBEHHO. Kpome Toro,
OTPULIATENIBHBIN pe3yNbTaT ObLI MOJY4YEeH NIpPH KCCIIEJAOBaHUM aHalv3a JIMKBOpa Ha
MOHOKJIOHAJIbHbIE aHTHUTENa K mnpuoHHoMy Oenky PrPS. Opnako, yuuThIBas
JTUATHOCTUYECKHE  KPUTEpPUU,  MPOrPECCUPOBAHME  KOTHUTHUBHOM  JUCPYHKIINH,
TUIIEPKUHETUYECKOT0, SKCTPANUPAMUIHOTO CUHAPOMOB, HaHHble MPT rojsoBHoro mosra u
90T, BeIcTaBNEH auarHo3 Bo3MoxkHass bKSL.

BbIBOABI:

1.B xonme ananm3za W U3yYEHHUS KIMHUYECKUX CIIydyaeB OblIa BBISIBIICHA U
MpoaHaIN3UPOBaHA COBOKYMHOCTh XapakTepHbIX st bKS knuHuKO-1a60paTopHBIX U
HEWpPOBU3yaTN3alIMOHHBIX MPU3HAKOB, C KOTOPHIMH 4Yallle BCErO0 MaHU(DECTUPYET AaHHas
narojiorus. HadanbHbIE CHMIITOMBI NMPHOHHBIX 3a00J€BaHWM OOBIYHO HECTHEIU(PUYHBI.
Teuenue BKS siBnsercst ObICTPONIPOrpECCUPYIOLIUM.

2. Cpeid KIMHAYECKHUX MPU3HAKOB Y MAIMEHTOB OTMEYAJINCh PAZHSIIUECS IO CTEIICHU
BBIPAKEHHOCTH KOTHUTHBHbBIC HapylUICHHUS, KOOPJMHATOPHBIE paccTpoicCTBa,
SKCTPANUPAMUIHBINA CHHIPOM.

3. OTMeUyanuch aHAMHECTHYECKH U OOBEKTHMBHO OBICTpOE MPOTrPECCHPOBAHUE
3a0oneBaHusi, HEAIP(DHEKTUBHOCTH MPOBOAUMON Tepamnuu, a Takke xe MPT-kaprtuHa,
XapaKTepHas JJIs TaHHOTO 3a00JIeBaHMs.

4. YuutbiBass JUAarHOCTUYECKHWE KPUTEPHUHU, MPOTPECCUPOBAHUE KOTHUTHUBHOU
TUC)YHKIIMU, TUMEPKUHETUYECKOTO, SKCTPANUPAMHUIHOTO CHHAPOMOB, naHHbie MPT
roJIOBHOI'0 Mo3ra u 931", BeICTaBJIEH JUarHo3 Bo3MoxkHass bK.

5.MOXHO 3aKJIIOYUTh, YTO YIOMSHYTHIMH BBIIIE KPUTEPUSIMU HEOOXOAUMO
PYKOBOJACTBOBATbCSI MPHU MPEANOJIIOKEHUM O IMPUOHHOM 3STHOJIOTMHA MATOJIOTHYECKOTO
npolecca y NallueHTOB ¢ HEMPOJAETE€HEPATUBHBIM IPOLIECCOM.
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