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A.B. Ilepecenosa, H.W. Croiina, B.B. Ie3mumkuii, P.H. Konosanos, O.C. Kopemina, 1.A. 3apamummn

Hayunwiii yenmp nesponoeuu PAMH (Mockea)

bonesnv Kpeiimygeavoma-Axoda (BKA) omnocumes k npuonHbim 601e315M enoseka — epynne (pamansvHuix HelipodeeerepamusHoix 3abosesanuii. CoeaacHo
IMUON0RUYECKOLl KAaccupuKkayuy 8bideasiom cnopaduyeckue (uduonamuueckue), npuobpemenvie u Hacaedcmeentvle Gopmol. Bozoyoumenem npUoHHbIX
Oonesnell seasiemcs UHpeKUUoHHbLI npuorHblll Oeok (PrP%), obpasyiowuiics 6 pesyabmame KOHQOPMAUUOHHbIX U3MEHeHUI HOPMAAbHOR0 (HeuH(eKyUOHHO-
20) Knemoyroeo Oeaka PrP*. B cmambve npugedetnl cospemennbie duacrocmuueckue Kpumepuu cnopadudeckoii bKA. [Ipedcmasaeno kaunuveckoe Habaode-
Hute eeposmHoil cnopaduyeckoii BKA. B skcnepumenmansibix yeaogusx (Kyavmypa kAemox u KcnepumMenmanbibie IcUgomHble) pazpadamoiearomes pasiuy-
Hble mepanesmuyeckue nOOX00bl nPU NPUOHHbIX 3000.1€8AHUSX, 00HAKO 8 KAUHUYECKOI npakmuke nposedeHo AUb0 KPOBOOSMCS AULLb HECKOABKO UCCAe008d-

HUl.

KomoueBbie c/0Ba: criopaguyeckas 6onesnb Kpeiridenbara-fAxoda, muarHocTniecKue KpUTepyu, IpUoH

one3nb Kpeiitidenpara-Ikoba — BapuaHT IIpHU-

OHHOIi OONE3HM YeToBeKa, BO30yIUTENeM KOTOPOit

sIBJIsieTCs UHMEKIMOHHBIN MPpUOHHBIA Geok (PrP*),

o0pasylommiicss B pe3yasTaTe KOH(MOPMAIMOHHBIX

M3MEHEHUI TPETUYHOM MJIM YETBEPTUYHOM CTPYKTY-
Pbl HOpMaJIbHOTO (HEMH(MEKIIMOHHOTO) KJIeTOYHOro Oenka PrPe.
HecMoTpss Ha MACHTUYHYIO TEPBUYHYI0 aMUHOKHUCIOTHYIO
MOCNIeI0BaTeNIbHOCTh, MH(EKLIMOHHAs (opMa OTIMYAeTCs OT
HOPMaJIbHOTO MPUOHHOTO 0ejiKa (hM3UKO-XUMUYECKUMU 1 O10-
JIOTIIECKMME CBOMCTBAMHU.

CormacHo atronornyeckoil knaccudukarmy npu bKA Boime-
JISIIOT CIIOpanuyeckue (MauonaThiyeckue), MpuodpeTeHHbIE U
HacyenctBeHHble (Gopmbl. TIpuodperenHas BKS Bkirovaer
STPOTEHHYIO (hOPMY, 00YCIIOBICHHYIO IIEHTPATbHOMN WITH TIEPH-
(bepuyeckoit MHOKY/ISLMEH NMPY METULMHCKUX BMeLIaTesb-
CTBaX (HEHUPOXUPYPTHsI; MCIOIb30BAaHNE MHTPAKPaHMATBHBIX
[JIYOOKMX 3JIEKTPOIOB; TPAHCILIAHTAIIMS TBEPHON MO3TOBOM
000JI0YKM, POTOBHUIIbI; MPUMEHEHUE TOPMOHOB TMIIO(pU3a —
TOPMOHA POCTa WJIM TOHANOTPONKHA, MOJYYEHHBIX OT YeI0Be-
Ka), a Takxe BapuaHT bKS — rpu ynoTpedieHny B nuimy mMsica
KOpPOB, CTpafalolluX CIOHTMO(MOPMHOII 3HIIe(DanonaTue.

DnuaeMuoNornyeckue AaHHble B EBpore cBUAETENLCTBYIOT O
TOM, 4TO 3abojeBaeMOCTh criopaaudyeckoi bBKA cocrasisier
npumepHo 1,5—2 ciayyas va 1 mutH B rox [8].

Xopo1o U3BeCTHO, uTo criopaanueckas bKS xapakrepusyercs
3HAYUTETBHBIM PAa3HOO0pa3eM KIMHIIECKUX ¥ THCTOITATOJIO-
ruyeckux peHoTunoB. OOHUM 13 BAXHBIX ()aKTOPOB B TAHHOM
clyyae SIBJISIETCSl TeHeTWuecKuid moauMopdusM 129 xomoHa,
KOIMPYIOIIEr0 METHOHWH M/WIW BajdwH. [Ipemmonaraercst
TaKKe HATMIKE Pa3TIIHBIX IPHOHHBIX IITAMMOB, KOTOPHIE, B
OT/JIMYME OT KIACCMYECKMX MATOreHHbIX IITAMMOB, OTJIMYAIOT-
csl HE TIOC/Ie0BaTeIbHOCTBI0 aMUHOKKCIIOT B TEHOME, a pa3-
JIMYHBIMI KOH(OPMALIMOHHBIME COCTOSTHUSIMU PrP, Bmouas
U pa3IMyHyl0 KMHETHKY paciierieHus npoteazoi K [6, 10].
Takke MIEHTA(GUITMPOBAHO 2 THITA yIACTKA aMIHOKWCIIOTHBIX
mocnenoBaTebHOCTEl PrP%, ycTOMIMBEIX K IEHCTBHIO ITpOTea3
(PrP™), KoTopble OTIMYAIOTCS CBOEH MOJEKYISIPHON MAacCoi.
ITomMMoO 3TOTO OMUCAHO TIO0 MEHBIIEH Mepe 15 mommMopdus-
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MoB PRNP. [1o MHeHMIO psiia aBTOPOB, YETKOE BIMSHME TOKa-
3aHO TOJBbKO [UIs 129 KOmOHA; 0 JaHHBIM IPYTHUX MCCIea0Ba-
TeJieil, MHbIE TeHETUUECK1e Bapualliy PETYISITOPHOTO PernoHa
PRNP Takxe MOIyT acCOLMMPOBAThCS C MOBBILIEHHBIM PUC-
KoM pa3BuTHs criopaaunyeckoit BKA [7, 11].

KitaccuyeckuMM TMCTONATONOTMYECKMMK MPU3HAKAMU TIPU-
OHHBIX 3200JI€BaHUII SIBIISTIOTCSI CITOHTHO()OPMHBIC U3MEHEHHS
BellleCTBA MO3ra, HelipoHabHasl rubesib, acTpo- U MHUKPO-
1103, CrIoHrno(hOpMHbIE U3MEHEHMST PaCIIpeIe/IeHbI JTOKATb-
HO i UM Y3HO ¢ PeIKUMHU CIMBAIOIIUMICS BaKyoIsIMHA B
Heiiporie. AMUIONIHbIE OJIAIIKA OTMEYEHBI IIPU OIpee-
JIEHHBIX ToaTumnax cnopaguyeckoit KA, a Takxe mpu ocobom
BapuaHTe 6oJe3Hu [6].

OCHOBHBIMH KIMHUYECKAMHY TIPOSBICHUSAME CIIOpagMIeCKOi
bKA gBnsiioTcs mporpeccupyioniasi 1€MEHIMs, 3pUTENIbHbIE
WIM MO3XEYKOBBIE HApyLIEHMsI, SKCTpamupaMuIHas WIN
MUpaMuIHas TUCHYHKIS, MIOKJIOHYC, HA MTO3THMX CTaaMsX
— akuHeTh4yeckuil mytusMm. IIpomomkuTenbHOCTL 3a00J1eBa-
HUSl B OONBIIMHCTBE CIyyaeB — MeHee 2 JIeT, OObIYHO OHa
cocraBisieT 3—6 MecsueB. bone3Hb yallle HAYMHAETCS B BO3-
pacre 60—65 j1eT, ogHaKo boJsiee paHHee 1 0oJjiee o3 IHee Hava-
JIO TaKKe BO3MOXKHO [6].

HuarHoctka BKS Ha coBpeMeHHOM 3Tame BKJIIOYaeT Kak
KIMHIYECKKE, TaK U J1]A00OPaTOPHO-UHCTPYMEHTAIbHbBIE JaH-
Hble. VI3 MHCTpYMEHTAIbHBIX METOJIOB MCCIENOBAHUIA TUArHO-
ctuyeckoe 3HaueHue npu BKA umeer anekrpoanuedanorpa-
ug (B3T). Tunmmunsie n3MeHeHUs Ha DOI HabmIOmAIOTCS B
pa3BepHYTOIi cTaIny 3a00J1eBaHusI B BUE IBYX- WU Tpexdas-
HbIX ocTpbiX BoH (PSWC — periodic sharp wave complex) ¢
4acToTol 1—2 B CEKyHIIY, KOTOpble OOBIYHO HAKJIAIBIBAIOTCS Ha
OOIIMI CHUKEHHBIN YpOBEeHb aKTUBHOCTU. [1o maHHBIM psiza
aBropoB, npu BKS uvyBcTBUTENbHOCTH ompeaeneHuss PSWC
cocraBisieT 66%, cneunduanocts — 74% [13].

W3 nabopaTOpHBIX TECTOB OOIMICTIPHHSATHIM SBISETCS UCCIEIO0-
BaHMeE LePeOPOCTTMHATBHOM KXUIKOCTHU C ONpeneaeHueM 0enka
14-3-3. JIaHHBII MPOTEUH SIBASETCS JOCTOBEPHBIM MapKepoM
OBICTpOIi HelipoHanbHOI mecTpyKimn. C MOMEHTa OIMCAHUS



KIMHUYECKWIA PASBOP

BO3MOXHOCTH €r0 WCIONb30BaHUS B auarHoctuke BKS B
1996 r. [S] maHHBIN TECT, KOTOPBII SIBISETCS BHITIOJTHAMBIM 1
JIOCTOBEPHBIM, BOIIIE] B PYTMHHYIO MPAKTUKY B IMAaTHOCTHKE
atoro 3aboneBanus [3]. CoracHo ony0IMKOBaHHBIM JaHHBIM
YYBCTBUTEILHOCTb M CHEM(MUIHOCTb JAHHOTO TeCTa COCTaB-
nsteT 94% u 84—86% coorBercTBeHHO [1, 13].

B Hacrosuiee BpeMs, corjacHo pekoMeHAoBaHHbIM BO3
CTaHJapTaM M CTPATETUsIM 110 HAA30pY, MPeaoTBpalleHUIO
U KOHTPOJIO 3a WH(EKIMOHHBIMU 3a00JIeBaHUSIMU
[http://www.who.int/zoonoses/diseases/Creutzfeldt.pdf],
MpPENIOXEHbl CIEAYIOlUe AMATHOCTUYECKUE KPUTEPUU
cropaguueckoit BKA.

Bosmoxcnas cnopaduyeckas BKA:

* TIpoTpeccupylolnas IeMeHIIMs i

* artunuyHas kaptuHa Ha DOT (mubo mccaenoBaHue He TPo-
BOAMJIOCH) U

* TIPOJIOJKUTENBHOCTD 00s1e3HU < 2 JIeT 0

* HaJMyYuWe TI0 MEHBIIEH Mepe IBYX U3 CIEAYIOMNX KINHIIe-
CKUX TIPOSIBICHUIT: MUOKJIOHYC, 3pUTEIbHBIE MU MO3XKEU-
KOBbIE HAPYIIEHWsI, TMPAMUIHAS, SKCTpaMpaMyIHast I1c-
(YHKIIMS, aKUHETUYECKMIA MYTH3M.

Beposmuas cnopaduueckas BKA (mpm OTCYTCTBUM JaHHBIX 3a

AITBTePHATUBHBIN TMATHO3 TIPH OOBIYHOM 00CTICIOBAHNN);

* TMIPOTPECCHUPYIONIast JEMEHIINS,

* [0 MEHBIIEH Mepe 1Ba CAEAYIOUIUX KITMHUYECKUX TTPOSIBIIC-
HUSI: MUOKJIOHYC, 3pUTEIbHBIE MM MO3XEUKOBbIE HapyIIe-
HUSI, TMPAMUTHAS/9KCTPATUPAMUIHAST TUCHYHKITWS, aKh-
HETMYECKUI MyTH3M, BMECTe C

* TUIUYHBIMU M3MeHeHus MU Ha OO (reHepain3oBaHHLIE
TpexdazHble TePHOINIECKIE KOMILIEKCH IPUOIU3UTETEHO
€ 4acToToit | B ceK) Mpu JN000i KIMHUUECKON ITUTEIbHO-
CTH 3a00JIeBaHNs M/

* TIOJIOKUTEIbHBIM aHaIu3 LepeOpOCTTMHATBHON XUAKOCTH
Ha 6eyok 14-3-3 ¥ KiIMHMYecKas IIUTEbHOCTh O0JIE3HH,
MPUBOALLEH K JIETaTbHOMY McXomy, < 2 JIET.

Jlocmosepnas cnopaduueckas bBKA:

* HeWpoIaToorMiecKoe MOATBePKIeHNE (CM. HUKE) U/

* MOATBEPXACHNE HAIUYUS MPOTea3a-pe3UCTEHTHOTO MpHU-
onHoro npotenHa (PrP) (ummyHoumtoxumus i Western
Blot) u/um

* HaJIMuKe CKPEMn-acCOLMUPOBAHHBIX (DUOPUILI.

Heiiponatonornueckue kpurepun BKA: cnopanuyeckoit, sTpo-

TeHHO! (YCTAHOBJICHHbII PUCK) WM HAC/EACTBEHHOM (aHao-

TUYHOE 3a00JIeBaHNE Y POACTBEHHUKOB MEPBOM CTETEHU POJI-

CTBa WJIM acCOLIMMpPOBaHHas ¢ 3a0oneBaHneM PRNP myTanus):

* crioHrnodopMHasi 3HIedaTonaTys B 1epeOpaTbHON 1/1n
MO3XEUKOBOIi KOpe U/UiIK CyOKOPTUKATbHOM CEPOM Belle-
CTBE;

u/Wm

* sHuedanonatusi ¢ PrP uMMyHopeakKTMBHOCTbIO (OJIsI1II-
KU u/unu 1uOy3HbI CHHANTUYECKUI M/WIK TSTHU-
CTBIi1/TIepUBAKYOJISIPHBIIA TUIIBI).

B mocienHue rozpl 60bioe 3HaAYEHKWE B AMATHOCTUKE U CIO-
pannueckoit BKS mpuoGperator HelipoBu3yaaM3alliOHHbIE
metonbl. [Tpu MPT-uccnenoBanuu y 436 naumeHTOB CO CIIO-
paguueckoit BKS 6b1 BbineneH Haubonee crelupUUHbIi 1
YyBCTBUTEIbHBIN TIpU AU depeHIaIbHON IUarHOCTHKE
bKI nartepH M3MeHeHUii: MOBBIIIEHE MHTEHCUBHOCTH CUT-
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Cnopanuyeckast 6onesHb Kpeittudenbara-Akoba

Hajla OT XBOCTATOTO Sipa M CKOPJYIBI MJIM, TIO MEHbIIEH
Mepe, OT IBYX KOPKOBHIX PETMOHOB (TEMITOpPaIbHEIIA, TTapue-
TaJbHbIA WM OKUMIUTaNbHBIA) B pexxume DWI nnn FLAIR
[12]. CornacHo taHHOMY UCCIEAOBAHUIO IPU CPAaBHUTETBHOM
aHaju3e pasaMYHbIX METOJOB TUMATHOCTUKY (Hamuyue dheHo-
MeHa PSWC na B3I, nosbliieHure ypoBHe Oenka 14-3-3 B
L CX nmn nzmenenuit mpu MPT) 9yBCTBUTEIBHOCTD U CIe-
unduIHOCTh AN ykazaHHoro MPT-martepHa cocraBuin
cooTBeTcTBeHHO 83% 1 83%, mis DOT — 44% u 92% (Hau-
OoJbInast crieuUUHOCTD), IS onpenesieHue oenka 14-3-3 B
LICXK — 86% u 68%.

Ucxonss w3 TONYyYeHHBIX [OaHHBIX, MeXayHapoIHbIM
Koncopunymom no bKS Obu1n nipeaioxXeHbl onpeaeaeHHbIe
KPUTEPUH AJIs1 AMAaTHOCTUKY criopaauyeckoit BKA [12]. B naH-
HBIX KPUTEPUSX YIUTHIBAIOTCS:

. KnuHuueckue CUMIITOMBI:
1. lemeH1yus.
2. M03:XeuKOBbIE WU 3pUTENIbHbIE.
3. [lupaMugHble WK SKCTpATUpaMUIHbIE.
4. AKUHETUYECKUIT MYTU3M.
I1. laHHBIC JOMOJHUTEIBHBIX UCCIICIOBAHMIA:

1. TunnuHbIi BoJaHOBOM Komiieke (eHomen PSWC) Ha
CCIN

2. Ompenenenue Oenka 14-3-3 B LHCXK (y maumeHTOB €
JUTUTENIHOCTBIO 3a00JIeBaHNUsT MeHee 2 JIeT).

3. IloBbllIeHUME MHTEHCUBHOCTU CHUTHAJa OT XBOCTATOTO
SIpa M CKOPIYITBI MITH, TTO MEHBIIEH Mepe, OT 2 KOPKOBBIX
PErMOHOB (TeMIOPaIbHO-TIapPUeTATbHO-OKLIUIIUTAIbHBII)
B pexxume DWI unu FLAIR.

CornacHo 3Toil cxeMme /ISl MOCTAHOBKK BEPOSITHOTO IMarHo3a
BbKA Heobxomumo Hamuuue IBYX KpUTEPUEB U3 MyHKTa [ 1, o
MeHblIIEel Mepe, omHoro Kputepust u3 myHkra 1. Jlng mocra-
HOBKM BO3MOXHOTo auarHosa bKSl HeoOxomumbl aBa Kpute-
pust U3 MyHKTa | npu AIUTENbHOCTH 60e3HU MEeHee 2 JIET.

B xauecTBe WLIIOCTPALMU IPUBOAUM CIEAYIOIEee COOCTBEH-
Hoe HaboaeHue criopaauveckoro ciayvas bKA.

Bombhasg K., 63 j1eT, Haxomunack B VI HEBPOJIOTMUECKOM OTIIE-
nennn HUW wespomorun PAMH ¢ 16.06. o 04.07.2003 r.
Anamnes 3abonesanus: B nepsoix unciaax mMast 2003 . oTMeua-
JIOCh HECKOJIBKO 3MMM30/I0B HEaJeKBATHOTO TTOBEIEHUS C 3JIe-
MEHTaMH arpecCUBHOCTH, KOH(JIMKTOBAIA C POACTBCHHMKA-
M. 09.05.2003 1. MOSIBUIUCDH IIATKOCTb MPU XOAb0E U CKOBaH-
HOCTb B ITaiblIaX IpaBoii KucTH. OMHOKPATHO OTMEUAJICS ITPHU-
CTYN TMOTePHM CO3HAHMS C TOHMYECKMMM CYIOpOTaMu, ObLIN
3putenbHble rajuiouHanuu. 12.05.2003 . mpu KOHCYAbBTALMU
HEBpOJIOTa TIPEIBSIBIAIA KaJ0Ob Ha HapyIIeHUE 3PEHUS
(mBOGHHME MPEAMETOB U MeJbKaHKe «MYIIEeK» Tepe I1a3aMi),
3aMeICHHOCTh PeUd, TPYIHOCTH C ITOT00POM CJIIOB, HapylIe-
Hue xoab0bl. [Ipy ocMOTpe: KOHTaKTHA, OPMEHTUPOBAHA, PeUb
CKaHIMPOBAHHAs, 3JIEMEHTH MOTOPHOH acda3uu Ha ¢oHe
IM3apTPUHM; TOBBIIICHNE MBIIIEYHOTO TOHYCAa B MPaBOil pyKe
M0 CMEIIAaHHOMY THITY, MaTOJOTMYeCKre CUHKUHE3UM; IHC-
KOOPJMHAIMS TIPU BHITIONHEHUY TANbIIe-HOCOBOM MPOOBI
cleBa M TISTOYHO-KOJEHHOM MpoOBI CIpaBa; cTaTMyeckast
aTaKCWsl; BBIYYPHBIE IBIKEHHUS B PYKax, yCTAHOBOYHBIE TOJI0-
KeHUS TajblieB 00enx KucTeil. IIpoBoamiach cocymmcro-
MeTtaboanueckas Tepanusi. COCTOSIHUE MAalMEHTKU MOCTEMeH-
HO YXY/IIIATOCh; HAPACTAJIN HAPYIIEHUS PeUH, U3-3a IATKOCTH
MY X0Ab0e HyXXIanach B TIOAICPKKE.
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16.06.2003 . rocriutanusuposaHa 8 HUM nesponornn PAMH
I YTOUHeHMs] AuMarHo3a. IIpy MOCTYIUIEHMM CO CTOPOHBI
BHYTPEHHMX OPTaHOB ITATOIOTMH HE OTMEYEHO.

B neeponoeuueckom cmamyce: B co3HaHUM, B MECTE U BpeMe-
HU OPUEHTHUPOBAHA HE TOJHOCTBbIO, KOHTAKT C OOJbHOI
3aTpyJHEH M3-3a PeYeBBIX HapylmIeHWN (CEHCOMOTOpPHAs
acdasus), MHCTPYKIUU BBHITIOJHSAET HE BCETAa; CMEILIUBA.
MeHuHreanbHbIX 3HAKOB HET. MenKOaMIIUTYIHbIA TOpH-
30HTAJIbHBIN HUCTATM, OOJIBIIIE BIEBO; MOBBIIIEH TTTOTOYHBIIA
peduiexc; nu3apTpusi ¢ 3MEMEHTaMU CKaHAMPOBAHHON pevn.
Jlerkuii TeTpanapes (cuia CHIXXeHa 10 4-X 0aI0B); MblIIEY-
HBIIl TOHYC B pyKaxX TIOBBIIIEH TIO IMJIACTUYECKOMY THITY, B
HOTaX — MbIIIEYHAS] TMIOTOHMS; TUMIOTPO(UN MBI 00EUX
kucTeil. [unepkuHe3bl B MPOKCUMAJIbHOM OTAEJE MPaBoOii
pPyKU (IO TUMY reMuOaI3Ma) 1 B MPaBoii KUCTU (IO TUITY
CXUMaHus 1 pazkumanust). CyxoxunbHbie pedaeKchl MOBbI-
IIEHBl Ha TIPaBbIX KOHEYHOCTSIX; KJIOHOWJ TPaBOil CTOIBI.
[Manbiie-HOCOBYIO MPOOY BBHITIONHSET C AUCKOOPIMHAIIMEN C
2-X CTOPOH; TMPOBEPKA BBHIMOJHEHUS MSATOYHO-KOJICHHOMN
MpoObI 3aTPYTHEHA U3-3a CI0XHOCTEN KOHTAKTa C MalMeHT-
Koif; B mpobe PomOepra mamaer, XomuT METKUMMU 1ITaraMu, C
noanepxKoii. CHUKEHUE CYCTaBHO-MBILIIEYHOTO YyBCTBA B
nasbliax cror. OyHKIMS TA30BbIX OPraHOB COXpaHEHa.

Obwuii ananu3s Kposu, Mouu, OUOXUMUeCKUI GHAAU3 KPOBU, AHA-
au3 kposu Ha onkomapkepsl (CA-72-4, CA-125), IKI, penmee-
Hoepagus opearos epyoroil kaemku, Y3U eHympennux opeanog —
0e3 MaToJIoTHu.

Ananu3 kposu na RW u BUY otpuuiatebHbINA.

3aknouenue ncuxonoea: BBIPA2KCHHOC MHTCIJICKTYaJIbHO-MHE-
CTUYECKOEC CHU2KCHUE.

Koenumuenvie evizeantvie nomenyuans (BIT): ceHCOpHBIE KOM-
noHeHThl BIT (P300) Ha He3HAUMMBIN CTUMYJ BBIIEISIOTCS
OTYETJIMBO, TMAapaMeTPhl OTBETA M3MEHEHbl HE3HAUUTENBHO.
[Tpu BeIIENEHUN OTBETOB HAa 3HAYMMBII CTUMYIT — PE3KOE YBe-
JIMYEHUE JIATeHTHOCTM KOTHUTMBHOTO KOMILIeKca 10 527 Mc,
YKa3bIBAOLIEe HA BHIPAKEHHBIE KOTHUTUBHbBIE HAPYILIEHHUS.

C MOMEHTa rOCHUTAIM3aLUUKM COCTOSIHUE OOJIBHOM YXy/Ila-
JIOCh M HpuoOpesno OBICTPO MpOrpeccupyioliee TeYEHMUE.
Crana COHJIMBOI, HETaTUBHO OTHOCHMJIACH K OCMOTPY, YXYI-
MIWIUCH TOHUMaHWE 00paIeHHOl peun U COOCTBEHHAsI PeUb.
B nanbHeiimeM TpUCOEAVMHUINCH pedIeKCh OpaNbHOTrO
aBTOMAaTKM3Ma, 3acThIBAHWE, HAPOC IUIACTUYECKUI TOHYC B
pyKax, YCMIWIKCh TurepkuHe3bl. CoOCTBEHHAS! peub CHU3M-
Jlach 10 OTAEIbHBIX 3BYKOB. [1osBUIOCH ONIEpXMBAaHUE KNI~
KO TMIIei. YCUIMIMCh TUTTOTPOMUU MBIIIIL KUCTEH, TOSIBU -
JIUCH TUITOTPOPUH APYTHX MBI, OTMEYaINCh COIMHUIHBIC
MUOKJIOHUY B MbIIIIaxX pyK. [TosBuics XxBaTaTeNbHBIN ped-
JIEKC C 2-X CTOPOH.

Ha 537 ot 19.06.2003 T. BBISIBISUTHCH IPyOble 0OLIEMO3TOBbIC
U3MEHEHMsI ¢ JOMUHMPOBAHUEM MEMIEHHON (Ie/bTa-aKTHB-
HOCTH) ¢ HalMYKMeM BCIBILIEK OCTPHIX BOJH B MEPETHUX OTIEC-
JIax ¢ TEHOCHUMEN K Mepuoau3aliii, 0co00eHHO Ha poHe (oTo-
cTuMymanun. [Ipy TMIepBeHTUISAINN — eTUHIIHbIC SITHIETI-
TU(hOPMHBIE 3HAKU ¢ MUOKJIOHUEN. M3 TOKanbHBIX 3HAKOB —
HeycToiuMBoe MpeobagaHue napokcu3MoB crpana (puc. 1).

[pu MPT 201061020 mo3ea o1 19.06.2003 T. OTMEUEHO TTOBBIIIIE-
HUe MHTeHcuBHOCTU MP-curHana B pexxume DWI oT Kophr
JIOOHBIX M TEMEHHBIX N0Jieit (10 TUITY JIEHThI) 000UX MOJyIIa-
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puc. 1: 33T GonbHoid ot 19.06.2003 .

B 33 Habniomaiorcst rpybbie 0DLIEMO3rOBLIE M3MEHEHUS C JOMMHIPOBAHEM
LMGY3HOA MELNEHHOIA aKTUBHOCTU 11 HANMYMEM BCMbILLEK OCTPbIX BOMH B MEPEHIX
0T1enax C TEHZEHLYeN K Nepuoau3aLim.

puc. 2: [npdyauonno-saseluerHas MPT (pexum DWI) ¢ koaddmumertom auddy-
310HHOrO B3BeLuMBaHys b1000, akcuanbHast MpoeKLMS.

MOBBILLIEHYE UHTEHCMBHOCTY CUTHAMA OT CEPOTO BELLECTBA NONYLLIAPHiA B0MbLIOTD
MO3ra (MPeuMyLLIECTBEHHO NPABOIO) ¥ FONOBKI XBOCTATOrO SAPA CNPasa (CTPenku).

puil MO3ra U roJIOBKM XBOCTATOTO sifipa CIpasa; c1abo paciuiu-
peHbl cyOapaXHOMAATbHbBIE MPOCTPAHCTBA KOHBEKCUTATBbHOMN
MOBEPXHOCTH (pHC. 2).

C 25.06.2003 r. maumeHTKa CcTaja He IOCTYITHAa KOHTAKTY.
Jlexxana B «yTpoOHOI» Mo03e; IMI0X0 (DUKCHMpOBaaa B3I,
Veunuauch TUTIEPKWHE3Bl MBI JIUIA W KOHEYHOCTEH;
OTMeUajach 00IIast TUTIePECTE3Hs: Ha YKOJIBI pearnpoBaa rpy-
Macoii 6omu u croHoM. [lepeBeneHa Ha 30HIOBOE MUTAHUE.
MoueBoii Ty3bIph KaTeTepU3MPOBAH (CaMOCTOSITEJIBHO HE
MOUUTCS).

Ha 557 ot 25.06.2003 1. oTMeueHO HapacTaHue 00IEMO3r0-
BBbIX M3MEHEHUIi: 6ojiee BhIpakeHHas AU @dy3Has MeIjeH-
Hast aKTUBHOCTb, CITTaXKMBACTCS €€ TPAIUCHT OT 3aThUIOYHBIX
K J00HBIM oTaeiaM. JloKalbHble 3HAKM HESIBHBIE.
OTyeTIMBble MPU3HAKK BO3AEHCTBMSI Ha CTBOJIOBBIE CTPYK-
Typbl Mo3ra. OCTpBIe BOJHBEI HOCIT OoJyiee IMOJTUMOPQHBII
XapakTep, BbIpaXeHbl B JOOHBIX OTAEIaX, K KOHIY 3alluCK
0TMEYaeTcsl HEKOTOPOE YCHIEHKE MEPUOINYHOCTH B MX ITPO-
SBJEHUM, YCUJIMBAIOTCS MPU PUTMHUUYECKON (DOTOCTHMYIIS-
LU, DnuienTudOopMHble 3HAKY BbIPaXKeHbI MEHbIIIE, YEM B
npeabIIyeM o0cae10BaHuI, U HOCAT 0oJiee HU3KOYaCTOT-
HBI xapakTep (puc. 3).
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puc. 3: 33 bonbHoit ot 25.06.2003 T

Mpu HabntoneHm 33T B AMHAMIKE OTMEYAETCA HapaCTaHue 0BLLEMO3TOBbIX U3MEHE-
HWW, AMOGY3HOA NOAMMOPAOHOM MEZNEHHOI aKTMBHOCTI, @ TaKXe YCUNIEHUE nepuo-
[M4HOCTI OCTPbIX BOH B IOGHBIX OTAENAX.

B punamuke Ha 93T ot 03.07.2003 r. BBIABASIMCH TpyOble
001IIeMO3TrOBbIe M3MEHEHMS B BUIe HAMAIUS T dy3HOI Men-
JICHHOW aKTUBHOCTU M HAIWYMSI HaAmMmepHa Nepuoouteckux
ocmpbix 604K (BpeMEHAMU HATIOMUMHAET pummuteckyro 3-x ¢az-
HYW akmuerocmy). JIOKambHBIC 3HAKM HEOTYeTIMBEIC. Ilo
CPaBHEHMIO C MpEABLAYIIMMM oOcnemoBaHusMu ot 19.06. u
25.06. BBISBIEHO 3HAUMTEIBHOE YXYAIICHHE OOIEMO3TOBBIX
M3MEHEHNH, YTHeTCHHE KOPKOBON aKTHBHOCTH, YCHJICHHE
BBIPAKEHHOCTU TMEPUOAMYECKUX OCTPBIX 3-X (ha3HbIX BOJIH,
OTCYTCTBUE MPU3HAKOB PEAKLIMU aKTUBALIUK (puc. 4).

ITo HacTOSTHWIO POINCTBEHHWKOB TepeBelcHa B OOJIBHUILY IO
MECTY XUTENbCTBA, IIe O0MbHAS yMepiia yepe3 Hellelo.

Taxum 00pa3om, coueTaHue B JaHHOM HaOIIOJeHUN TTPOTpec-
CUpYIOILEH TeMEHIMK, MUOKIOHUH, 3pUTENbHbBIX, MO3XKEUKO-
BBIX HAPYIIEHWIi, a TaKKe MUPaMUIHAsL/ SKCTPATMpaMUTHAS
TUCHYHKIMS BMECTE ¢ TUMMYHBIMM M3MEHEHMSIMU Ha DT
(reHepanuzoBaHHbIE TpexhazHbIe MEPUOTUYECKUE KOMILIEKCHI
NPUOIU3UTENBHO € YacTOTOM | B ceK) MO3BOJIMIU TTOCTABUTh
JAHHOI MalMeHTKe AUarHo3 BeposTHOH crnopaandeckoit KA
(cornacHo pexoMeHaoBaHHBIM BO3 cTaHmaptam u cTpaTerusiM
MO HaA30py, NPeJOTBPAILEHUIO U KOHTPOIIO 32 UH(MEKIMOH-
HBIMM 3a00JIeBaHUSMM). DTOT e AMArHO3 COOTBETCTBYET U
kputepusiMm bKA-KoHcopiyma (cM. Bblie).

Jlo HacTOs11IEr0o MOMEHTA OCTAaeTCsl OTKPHITBIM BOMPOC O Tepa-
nuyM NpuOHHBIX 3aboneBaHuii. Tlpu BKS onybaumkoBaHbI
Pe3ynbTaThl PaHIOMU3MPOBAHHOTO TBOMHOTO CIETOr0 KOHT-
POJIMPYEMOTO UCCIEI0BaHUS C UCTIONb30BAaHUEM aHAIbIeTHUKA
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puc. 4: 33T onbHoii ot 03.07.2003 T
0 CpaBHEHMIO C MPe/biYLLMM UCCNIEOBAHUEM BbISBNETCS 3HAYMTENHOE HapacTa-
Hig IMAGY3HBIX MSMEHEHWIA C YTHETEHVEM KOPKOBOI PUTMUKIA M OPMMPOBAHEM
NaTTENHA NEPUOTMUECKYX TPEXHA3HbIX OCTPbIX BOMH (OTMEYEHbI Ha PUCYHKE).

(baynupTuHa, KOTOPBIA, KakK ObUIO MOKA3aHO B KJIETOYHOM
KYJBTYpE, 3alMIIAECT HEMPOHBI OT amoNTOTUYECKON THOesu,
BbI3BAHHOI1 (PparMeHTaMu MPUOHHOTO OesiKa U OeTa-aMUIouI-
HbIM mientuaoM. OTMEYEHO MO3UTUBHOE BIMSHUE NAHHOTO
npernapaTa Ha KOTHUTUBHbIE (DYHKIMK TIPU JAHHOU MaToso-
ruu. OnHaKo, MO 3aKJII0YEHUI0 aBTOPOB, HEOOXOMUMBI Aaib-
Helimue uccnenoBanus [9]. Takxke, 0CHOBBIBASCH Ha KCIIEPU-
MEHTaJIbHBIX JIAaHHBIX, TIPOBEAECHO HcclenoBaHue 3hheKTUB-
HOCTH 1 0€30MaCHOCTH MPOTUBOMASPUITHOTO MpenapaTa KBU-
HakpuHa (MEMakpyHa) Mpy MPUOHHBIX 3200JeBaHUAX (CTrIopa-
IMJeckasi, SITpOTeHHasl, HAcJIeACTBeHHas W BapuaHT BKSI)
(PRION-1 uccnenosanue). HecMoTpsi Ha TO, 4TO KBUHAKPUH
(B moze 300 Mr B JieHb) XOPOLIO TMEPEHOCHJICS, 3HAYMMOTO
BJIMSIHUST HA KJIMHUYECKOE TeueHue 00JIe3HU B TAHHOM UcCle-
JIOBaHUM OTMEUYEHO He ObL10 [2]. B HacTosIIee BpeMs: OTKPHITO
uccienoBanue 11 dhaspl 3pPeKTMBHOCTY KBUHAKPUHA B OTHO-
HICHUM BhIKUBaHUS TMpu criopanuyeckoit BKA (http:// clini-
caltrials.gov/ct2/show/NCT00183092). Ipyroe uccienoBaHue
AHTUOMOTHKA TOKCULIMKIIMHA TIpoBoauTcs B Utammu [4].

K coxajeHuio, HECMOTPSL HA TO YTO B 3KCIEPUMEHTAIbHBIX
YCIOBUSIX (KyJIBTypa KJIETOK M SKCIEPUMMEHTaIbHBIE XMBOT-
HBIe) pa3pabaThIBAIOTCS Pa3TMYHbIC TepareBTUUECKUE TI0IXO0-
IbI, B KIMHUYECKOM TpPAKTUKE IIPOBEACHO WM IIPOBOMSTCS
JIMIIb HECKOJIbKO MCCNIeI0BaHN, YKa3aHHBIX BBIILE. YUUTHIBAS
orpeieJICHHBIE CIIOXKHOCTU TIPOBEACHMS KITMHIMIECKHIX MCCITe-
TOBAaHUI TIPY TAHHOM TTATOJIOTHH (HU3Kas 9acTOTa BCTpedae-
MOCTH M OBICTPO Mporpeccupyomiee ¢daTajibHOE TEUEHUE),
Oosee paHHSIS 1 TOYHAsI TOCTAHOBKA TUAarHO3a MOXKET SIBUTHCS
HEOOXOIMMBIM YCITOBUEM IS YCIIEIITHOM pa3padOTKH BO3MOX-
HBIX TePaNeBTUYECKUX MTOIXO0B.
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Sporadic Creutzfeldt-Jakob disease: clinical observation

A.V. Peresedova, N.I. Stoida, V.V. Gnezdizky, R.N. Konovalov, O.S. Korepina, I.A. Zavalishin
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Creutzfeldt-Jakob disease (CJD) is a form of human prion dis-
eases, fatal neurodegenerative conditions. They can be etiologi-
cally divided into sporadic, hereditary and acquired forms.
Conformational change of the normal (cellular) form of prion
protein (PrPe) to a pathological form (PrP*) is a central event in
the formation of an infectious agent. In this article, diagnostic

criteria for sporadic CJD are summarized. Case report of prob-
able sporadic CJD is presented. Many therapeutic strategies
(based on cell cultures or animals) have been tested as potential
treatments for prion diseases. However, only few clinical trials
are in progress now or have been completed.
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