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|. BBenenne

bonesnp Kpeititudensara  — SAxoba (BKS) — ObICTPO IIpOrpeccUpyrollee
HeHpoJereHepaTuBHOe 3a00JIeBaHUE, OTHOCSIEECS K IpyIIe MPUOHHBIX MHGpekuuid. lanHas
HO30JI0THs BHepBble ommcaHa B 1920 roxy HemenkwMm HeBpoJsioroM AnbdoHcoM SkoOowm,
OITyOJIMKOBABIIINM CEPHUIO U3 TPEX MAI[IEHTOB C PACCTPOICTBOM MIOBECHHSI, 3PCHUS, HAPYIIICHUEM
KOOpDAMHALIMM  JBW)KCHHUM, OIHIPUIIAJKAMH, aCCOLUMHPOBAHHBIMHU C  HEHUPOHAJIbHOUI
nerenepauueid. HesaBucumo ot cBoero cooreuectBeHHuka B 1921 romy T'anc ['epxapn
KpeiTidenbar Ha 0CHOBaHUM aHAIN3a OJTHOTO KJIMHMUYECKOTO CiIy4ast TOKa3al, YTO UM BBISBJIEHO
HOBO€ 3a00JIeBaHMe, XapaKTePU3YyIOIlleecss MPOTPECCUPYIOIUMH MCUXUYECKUMH HapyLIEHUSMU,
MOPAXEHUEM HKCTpalMpaMUAHON, MUpaMUIHONU cucteM U ObicTpoit cMmepthro. C 1922 rona

TepMHH «007e3Hb Kpeittudenbara — SIko6a» BomIen B HEBPOJIOTUYECKYIO MPAKTUKY.

bonesnr Kpeittidensara-Akoba ouenp penkoe 3aboneBanue. Panee B muTeparype
YKa3bIBaJIOCh, YTO YaCTOTA €T0 BCTPEYAEMOCTH IPUMEPHO 1 crydail Ha 1 MITH. 4elnOBeK HaCENIEeHNU .
Opmnako B 90-X rojgax mpoIUIOrO BEKa HAaYaJM OTMEYAThCS CIyd4ad TaK HA3bIBAEMOI'O HOBOTO
BapuanTta Oone3Hu Kpeirndenpara-Akoda, CBI3aHHOTO ¢ 3apaX€HHUEM OT KPYITHOTO pPOTaTOTO
CKOTa U HA3BaHHOTO «KOPOBHUM OelIEHCTBOMY. TOJBKO B AHIIMHU 32 5 JIET OT 3TOTO 3a00JI€BaHUs
ymepiio 86 yenoBek. Hanbonee pacpocrpanena 6omne3np Kpeiridenpara-Akoba cpeau roeii B
Bo3pacte 65-70 ner m crapme. OgHako B HOBOM BapuaHTe Oone3Hb Kpehtidenbara-Akoda
3a4acTyIO MOPAXKAET JIHI] MOJIOAOTO Bo3pacTa. OTHOCUTENHHO BBHICOKHM yPOBEHB 3a00J1€Ba€MOCTH

oTMeuaerca B Aurauu, M3paune, Yunu u CrioBakuu.

Il. IlaTromopdoaorus

B ocHoBe 3a001eBaHus JSKUT THOEIIb HEUPOHOB, MHAYIIMPOBAHHASI IPUOHHBIMU OCIIKaMHU.
WHbeKIMoHHbIA TPUOHHBINA OEJIOK BIEpBbIC BbIIeeH B 1982 rogy aMepuKaHCKUM HEBPOJIOTOM
Crennmu Ilpy3uHepom kak Bo30OyauTenb ckpenu (3aboneBanue oBel]) W HazBaHn PrPSc (ot
aHrmiickoro scrapie). [Ipy3uHep moka3zan, 4yTo MH(EKIMOHHBIN MPUOH — ATO HEe HOBas (opma
KU3HU, a aHOMaJbHas n30(opmMa HOPMATBLHOTO KIETOYHOTrOo Oenka. MHPEeKIIMOHHBIN TPUOHHBIN
6enox PrPSc otnmuaercs ot HopMmanbHOTO KietoyHoro Oenka PrPC (ot anrmuiickoro cellular)
W3MEHEHHOW BTOPUYHON U TPETHUHOU CTPYKTYpoii. [[poHHKHOBEHHE MH(DEKITMOHHOTO TPUOHHOTO
6enka PrPSc B opranusm Bei3biBaeT KOH(GOPMAIIUIO, TO €CTh U3MEHEHHE CTPYKTYPhl HOPMAaTbHOTO
roMoJIOTHUHOTO MpuoHHOMY Oenka PrPC. benok MeHser cBoio ¢opMmy C o-COUpaIbHON Ha -
JUCTOBYIO, CTAaHOBHUTCS HEPACTBOPHMBIM U CKJIOHHBIM OOpa30BBIBATh arperatbl B BHJE
HUTEBUIHBIX  BKJIIOYCHUN  (CKpENMHacCONMHpOBaHHBIE  (UOPWIIIBI),  MPEMATCTBYIOIIUX
HOPMAaJIbHOM KU3HECSITeILHOCTH KJIETKH. bekoBbIe arperaTsl BHaYalle HAKaIJIMBAIOTCS BHYTPU
KJIETKH, a 3aTeM BBICBOOOKJAIOTCS BO BHEKJIIETOYHOE MPOCTPAHCTBO, (POPMHUPYS aMIIOUIHBIE

omsku. Kondopmarmonnsie n3MeHeHust 6eka ¢ 00pa3zoBaHueM B-TUCTOBON (POPMBI JETat0T €ro



nHOGEKITMOHHBIM. OH CTAaHOBUTCS CIIOCOOHBIM 3aIyCKaTh LENb AaJbHEUITNX KOH(POPMALIMOHHBIX
MIEPECTPOCK €Ille HE U3MEHEHHBIX HOPMAJbHBIX KIeTOYHbIX OenkoB PrPC. Hopmanbueiii Genok
PrPC sBusiercss MeMOpaHHBIM OenkoM, (YHKIUS KOTOPOTO JI0 HACTOSINIEr0 BPEMEHH OCTaeTCs
HEeJ0CTaTOYHO MOHATHOM. [Ipeanonaraercs, 4To OH y4acTBYeT B OOHOBJIEHUU CTBOJIOBBIX KIIETOK,
oomene memu. WnentupummpoBan ren PRNP, kommpyrommii nHopmanbubiii PrPC  6enok,
HaxoJsIuiica Ha KopoTkoM Iuieye 20-if xpomocombl. Myranmuu reHa PRNP  BbizbiBator
HaCJIe/ICTBEHHBIE (OPMBI TPHOHHBIX 3a0oneBanuid. I[IlpumoOpereHHble (HOPMBI TPUOHHBIX
3a00JIeBaHU BBI3BIBAIOTCS MOMaJaHUEM HMH(EKIMOHHOrO NMpUOHHOTO Oenka PrPSc B opranusm
u3BHe. Jlyig 3amycka npoiiecca KOH(GOpPMalUU U MOJIHOTO U3MEHEHHUsSI HOPMaJIbHOTO KJIETOYHOTO
Oenka JI0CTaTOYHO MOMNAJaHUs B OPraHU3M MHUHHMAJIBHOTO CJIEIOBOTO KOJIMYECTBA MPHUOHHOTO
6enka. [Ipu aTOM BO3MOKHa nepeaaya UHPEKIUHU OT )KUBOTHBIX K YEJIOBEKY, MO3TOMY IPUOHHbIE
00JIe3HN OTHOCATCA K TPYIe TPAHCMUCCUBHBIX MeJIEHHBIX HH(pekuuii. Heobxoaumo oTMETUTS,
YTO B MATOJIOTUM YeJOBEKa MpeoOsafaloT cropagudyeckue (opMbl NMPUOHHBIX 3a00JI€BaHUH,
oOycnoBieHHple crioHTaHHBIM TiepexogoM PrPC B PrPSc. IlyckoBoit mMexaHu3m Takoit
MEPECTPOMKN OCTAETCS HESICHBIM, Mpearnojaraercs comatuyeckas myranusi reHa PRNP wmm
cTpykTypHbIe n3MeHeHus 6eka PrPC. M3amenuB cBoro kKoH(pOpMaIMio HE3aBUCHMO OT €€ MPUYNH
(BceacTBHME HACIIEACTBEHHOW, MPHOOPETEHHOW WM Cropaaudeckod (opM MPUOHHOTO
3a00JeBaHMsl), IPUOHHBIA OEJIOK, KaK YK€ yKa3blBaJOCh, CTAHOBUTCS KOHTarno3HsiM. CTeneHb

KOHTAarno3HOCTH BBIIIIE MTPU TPHOOPETEHHBIX (hOpMaxX MPUOHHBIX WH(EKITUH.

Takum o0pazoMm, BKS oTHocuTcs K KOH(POPMAIMOHHBIM OOJIC3HSM, CBSI3aHHBIM C
W3MEHEHHEM CTPYKTYPhI OCITKOBOW MOJICKYIIBI, MEHSIOIICH CBOKO (OpMY C O-CITUpaIbHON Ha [3-
JUCTOBYIO, CKJIOHHYIO K arperalii B TOKCUYHBIC Ul KIETOK aMWiIoujHble Osimku. CIUcoK
KOH(OPMAIIMOHHBIX 00JIE3HEH, B OCHOBE Pa3BUTHUS KOTOPHIX JIGKHUT 00pa30BaHUE aMUJIOUIHBIX
arperatoB, JOCTaTOYHO IIMPOK. DTO OoJie3Hb AnblreiiMepa, NpU KOTOPOM MPOUCXOAUT
oOpa3oBanue [-amunouga u Tay-Oenka, Oosne3nb [lapkuHcoHa, Mpu KOTOpOil oOpa3yroTcs
arperatbl O-CHHYyKJIeMHa, W Oone3Hb [ eHTUHITOHAa c arperamnuei Oenka reHTHUHrTHHA.C
naToMOpPQOJIOTHYECKOW TOYKH 3pCHHS TPUOHHBIC 3a00JIeBaHMs TPEACTABISIFOT  cOOOM
croHru(opMHBIe SHIE(DATONATHH, TSI KOTOPBIX XapaKTepHA TUMTMYHAS TPHUAA: CIIOHTH(POpPMHAs
JereHepanuss HEHMpOHOB ¢ 00pa3oBaHWEM MHOKECTBEHHBIX BHYTPUKJIETOUHBIX BaKyOIIeH,
aCTPOTJIMO3 U YMEHbIIICHNE YUCICHHOCTH HEMPOHOB. J[aHHbIe H3MEHEeHHs HanOoJiee BhIPAXKEHHI B
KOope, MoJjocaToM TeJe, Talamyce U MoO3Keuke. B pesynmpTaTe MaccoBoW THOENTH KIETOK U

00pa3oBaHUM BaKyoJei MOpakeHHBIH MO3T IPHOOpETaeT Iry0d4yaTyro CTpPyKTYpYy.

B Hacrosiiee BpeMs u3BecTHO 6 0oJie3Hel AKHUBOTHBIX (CKpEnH y OBell, CIIOHTHO(OopMHas
sHIe(danonaTHs y KpPymHOTO POraTtoro CKOTa, HOPOK, OJieHeH, kabaHoB U jp.) U 4 Ooje3HH
4eNl0BeKa, BbI3bIBacMbIX npuoHamu: bKS, cunnpom I'epctmanna — lTtpeycenepa — [llelinkepa,

¢daranbHass MHCOMHHMA M Kypy. Stporennas BKS Bo3HHMKaeT BcienCcTBHE NPUMEHEHUS



YeJI0BEYECKOTO TOHAAOTPOIMHA (TOPMOHA POCTa), TPAHCIIAHTAIIMH TBEPI0M MO3TOBOM 000I0YKH
WIA POTOBHIBI, €AMHUYHBIE CIy4ad OTMEUYAIUCh NPU HCIOJIb30BAHUU HHTPAKPAHHAIBHBIX
rIIyOOKHX 1eKTpo10B. Criopajndeckue NpUOHHbIE 3a00IeBaHMs BCTPEUAIOTCSl HAanboJIee 4acTo U
cocTaBisAOT 10 85-90% Bcell NpUOHHOM NaToI0ruu yeaoBeka. OHHU BKIIOYAKOT CIIOPATUUYECKYIO
BKSI u cnopagnyeckyro daranpHyro nHcoMHUIO. HacnencrBennsie Gpopmel, coctapistomue 10—
15% npuoHHBIX 3a00J€BaHM, BKIIIOUAIOT ayTOCOMHO-I0-MUHaHTHbIE (opmbl BKS, cunapom

I'epctmanna — Illtpeyccnepa — lleitakepa u ceMeiHyro GaTanbHyI0 HHCOMHHIO.

1. Knuanuyeckue nposiBjieHUs

B OonbuminHcTBe citydaeB OonesHb Kpeittugenbara-Akoda xapakTepuszyeTcsi MOCTENIEHHBIM
pa3BUTHEM, OJHAKO BO3MOYKHO MOOCTpOE MiIu ocTpoe Havamo. [Ipumepno B 30% cioyuaeB 0051€3Hb
Kpeittiipenbara-Akoba HauMHaeTcss ¢ MPOAPOMAIbHBIX CHMITOMOB: pa3Apa)KMTEIbHOCTH,
pPaccesiHHOCTH, TOJIOBHBIX OoJiel, HapylUIeHU CHa, TOJIOBOKPY)KEHHS, YXYALIEHUS MaMsTH,
CHIDKEHHUS 3pEeHUs, O€3bIHUIIMAaTUBHOCTH, CHUKEHUS JINOMI0, U3MEHEHHS TIOBEIEHUECKUX PEAaKIIHA.
Bo3MoxHO 3nu301M4Yeckoe BOSHUKHOBEHUE 3 POopUM W/Miau OECIPUYMHHOTO CTpaxa, OTPHIBUCTHIE
OpefoBble WM TaJUTIOLMHATOPHBbIE TEpeXuBaHUA. VI3 HEBpOJIOTMYECKHMX HapyIIeHHH B
IIPOJAPOMATIBHOM IEPUOJIE HAOMIOIAIOTCS: IATKOCTh BO BPEMsI XOIbObI, MAPECTE3UHU, PACCTPOMCTBO
BBICIIMX (DYHKIMH KOpBI TOJOBHOTO MO3ra (aJeKcusi, akaJbKyaus U 1p.). OnucaHbl HECKOJIBKO
cimydaes, koraa 6ome3nb Kpeirudenbara-Akoda nedroTupoBaia ¢ MOSBICHUS KOPKOBOM CIETIOTHI.

B cragum pa3sBepHYTHIX KIMHUYECKHUX TMposiBIeHUN Oone3nbp Kpentidensara-Axoda
XapaKTepU3yeTCs MPOTPECCUPYIONIUM CIIACTHYECKUM TMapajarnyueM (aparuierueil Wi reMHILIeTHEH ),
aTakCWeH, ONWIESNTHYSCKUMH TIpUNaJKkaMu. BO3HHKAIOT —SKCTpalMpaMUIHBIC HAPYIICHHS:
MBIIIEYHAS] PUTUIHOCTb, aTET03, TPeMOp. [IpakTHUeCKH Y BCceX OOJbHBIX HAOIIOAAI0TCSI MHOKJIOHUU
— OBICTpBhIC HEPUTMHYHBIC COKPAILCHHsI OTIEIBHBIX MBI, Yaiie Bcero oTMe4aeTcsi MHOKIOHYC
ryobl W Beka. HaOmiomaroTcss BTOPUYHO TI'e€HEPATU30BAaHHBIE MHUOKIOHUYECKHE TPUCTYIIBI.
[osiBysieTcss ¥ HapacTaeT SIPKO BBIPAKEHHAS JCMEHIIHSI, COMPOBOXKIAOIIASNCS HAPYIICHUSMH PEUU
BIUIOTh JI0 €€ MOJIHOTO pacmana. Homeii BapuanT Oonesnu Kpehtidenpara-SIkoda oriauuaercs
npeoOiagaHueM TMCUXUATPUUECKONH CHUMIITOMATUKM U PaccTpoicTB uyBcTBUTENbHOCTH. B 100%
CIIy4aeB OH COIPOBOKIAETCS MO3KEYKOBBIMHU HAPYIICHUSMH, B TO BPEMsl KaK IPU CHOPAIUICCKOMN
6one3nn Kpeiitudenpara-SAxoda pacctpoiicTBa GyHKIMU MoO3Keuka HabmomaroTcs nuiib B 40%
Cllydaes.

B tepmunanpHOU craguu 6one3ns Kpeitidenbara-fAkoba xapakTepusyercss TITyOOKOM
neMeHIuen. [TanneHTsl He KOHTAKTHBI, HAXOAATCS B COCTOSIHUM NPOCTPALIUU, YTPAueH KOHTPOJIb HAJL
¢dbyHKIMeH Ta30BBIX OopraHoB. HabmiogaroTcsi TMIEpKUHE3bl, BBIPaKEHHBIE MBIIICYHbIE aTpoduH,
HapyllIeHUs TJI0TaHUs, IPOJIeKHU. Bo3MokHa runepTepMus U snuienTHYeckue npuctynsl. CMepTh
HACTYyIMaeT B KOMAaTO3HOM COCTOSIHUU Ha (OHE JenepeOpallMOHHON PUTHIHOCTH U BBIPAKEHHOU
KaXeKCHH.

IV. Inarnoctuka u auddepeHunaibHasi IMArHOCTHKA

TUNMUUHBIMUA ~ KJIIMHUYECKUMH MMPOSABJICHHUAMU 3a00€BaHMUS  SIBIISIIOTCA  KOTHUTHBHEIE



HapylieHus ¢ OBICTPO  pa3BUBAIONICHCS JIEMEHIIMEH, PaccTPOWCTBAa TOBEICHHUS, MO3KEUYKOBBIC
HapylIeHMs, COYETaHUE NHPAMUIHOW M OBKCTpallMpaMHIHON CUMITOMATUKH, MMOKIOHYC,
3pUTEIIbHBIC HApYLIEHUs, Yallle B BHUJE KOPKOBOM cienoTsl. Hepeako oTMmedaroTcss paccTponcTBa
peuu, AMUNPUIIAAKH, TATIONUHALMY U aKHHETUYECKUM MYTH3M Ha KOHEYHBIX CTaAMSIX 3a00J1€BaHuUs.
VYcranosinenue nuarHo3a bBKS ocHOBbIBaeTCsI Ha KIMHUYECKHUX JIAHHBIX M pe3yJbTarax
JIOTIOJTHUTEIbHBIX METOJIOB MCCleA0BaHUsA. B TeueHue nocieHUX JieT ObUIM MPEJIOKEHb HOBBIE
JIMAarHOCTHYECKUE TECThI, YTO MOBBICHIO A(P(PEKTUBHOCTh JMArHOCTUKH M TOBIEKJIIO 3a CO00ii
M3MEHEHHE TUarHOCTHYECKUX KpUTEpUEB 3a00JIeBaHMs, MOCIEIHAS MOAU(UKAINS KOTOPBIX Oblia

npenioxeHa B 2017 roxy.

MaruurtHo-pe3oHaHCHas ToMorpadus roJloBHOro mosra. B Hacrosiiiee Bpemsi HaubOoJblee
3HauU€HUE B NPUIKU3HEHHOW nuarHoctuke 3abosesanust nmpunpaercss MPT ronosHoro mosra. [Ipu
ucnosib3oBanuu pexumos DWI (nuddy3no-B3semennsie nzoopaxenus) u FLAIR (u300pakenus c
MO/IaBJIEHUEM CHUTHaJIa OT CBOOOJHOM >KMJIKOCTH) YYBCTBUTEJIBHOCTh U CIEUU(PUUHOCTH METOJa B
muarHoctuke BKA mocturator 91% u 95% coorBercTBenHo. TunmanpiMu namMmenennsiMu Ha MPT nipu
BKSA sBastorcst orpannuenue nuddysun sHa DWI n/unu noseilieHre MHTEHCUBHOCTH CUTHAJlla Ha
FLAIR B 005acTu CKOpIymbl, XBOCTATOTO siipa W/WIM KOPBI, KOoTOopoe oOHapyxuBaercs y 80%
MalUeHTOB, cTpajgaronmx cropagudeckoil BKS. Heo6xoauMo oOTMETHTH, 4TO JUArHOCTHYECKOE
3HAQYEHHE HMEIOT KaK COYETAaHWE ONMCAHHBIX XAPAKTEPUCTHK, TAaK M W30JUPOBAHHOE BBISBICHUE
W3MEHEHHs CUTHaJla TOJIbKO OT KOpbI WM TOJBKO OT Oa3anbHBIX sifep. V3MeHeHus curHaia B
o0nacTu KOpbl JOJDKHBI OTMEYAaThCsl KaK MHUHMMYM B JIBYX OOnacTsax (BUCOYHAs, TeMEHHas,
3aTbUIOYHAs). [ MMEpUHTEHCUBHBIA CHUTHAJI OT KOPKOBBIX HW3BHIIMH SIBJISIETCS OJHUM U3 JIETKO
y3HaBaeMbIX cuMrToMoB rpu bKS, B nureparype oH HazwiBaeTcs cortical ribbon sign — cummrom
KOpTUKaJIbHOW JeHThl. Hambosee verko BuaeH Ha DWI (iryume, yem Ha FLAIR) B BHIE
JIEHTOBUJTHOTO CBEUYEHUS U3BUJIMH C COOTBETCTBYIOLMM €MY TMIIOMHTEHCUBHBIM cUrHanioM Ha ADC-
kapre. lnsa «HoBoro Bapuanta» BKS xapakTepHbIMH HEHPOBU3yaIM3allUOHHBIMU CUMITOMaMH
CUMTAIOTCSI CHMIITOM «I10JIyLIKH TAIaMyCa» U CUMIITOM «XOKKEHHOMN KIFOIKW». CUMITOM «IOIYILIKH
TajaMyca» Xapak-TepHU3yeTCsl NOBBIIIEHUEM UHTEHCUBHOCTH CUTHAJIA OT 3aJIHUX OTJEJOB TajlaMmyca
(momymku Tamamyca). CHUMOTOM XOKKEWHOM KIIIOLIKM MpPEACTaBIseT CcoOoM coueTaHue
TUIIEPUHTEHCUBHOCTH TMOJAYLIKM TajaMyca ¢ THIEpUHTEHCHUBHOCTBIO MeaAno0a3aibHbIX sJep
TajgaMmyca, paclojaramluxcs B IepuakBelyKTaIbHOM cepoM BemiecTse. [Ipu ocMoTpe akchanbHbIX
n3zo0paxxenuit Ha ypoHe III >xemynouka M TarnaMycoB I'MIIEPMHTEHCHBHBIM CHrHall B 00JacTu

TajlaMycCa JIEMCTBUTEIIPHO HaOMHHAET XOKKCﬁHyIO KIIFOHOIKY.

Onexrposnnedanorpapus. Ha HauanpHbix cTanusax 3adoneBanus I3I° He cnenuduuna. Ha
pa3BepHyTOil craguu  OOJIE3HM MOTYT  BBISIBISATBCS  Pa3IUYHbIE THUIBI  [EPUOANYECKOMN
NapOKCU3MAIbHOM aKTMBHOCTU: JABYX(a3Hble WIM Tpex(a3Hble MEPUOJUYECKHE KOMIIJIEKCHI,

MOJIUCIIAWKOBBIE Pa3psbl, @ TaKXKE KOMIUIEKCHI C MynbTH(a3HOU KoHpurypanueit. Kiaccuueckumu



O0I-npusnakamu bKS cunrtarorcst KoMIiekcsl B BUae Tpex(a3HbIX BOJIH C YaCTOTOU 1-2 B CeKyHIy.
[To naHHBIM TPOBENEHHBIX HCCIECIOBAaHWN, OHHM BBIABIISIOTCS MPAKTHYECKH y 2/3 ma-IMeHTOB CO
cnopannueckor bKSI, moryr takxke orMeuarsces npu sstporeHHod bKSI ¢ narepanusanueii B cTopony
WHOKYIISIUU TPAaHCMUCCHOHHOTO areHrta. [Ipm renermueckux ¢opmax bBKS 33I° wu3menenus
OTMEYaloTCs KpaiiHe penko (He Oosee ueM B 10% ciyyaeB) U OTCYTCTBYIOT IIPU «HOBOM BapHaHTE»
BKS. HecMmoTpst Ha TO, 4TO KOMIUIEKCHI B BHUJIE TpeX(a3HbIX BOJIH JAEMOHCTPUPY-IOT BBICOKYIO
cneruuaHocts it bKA (mo 90%), oHUM He SBIAIOTCS NMATOTHOMO-HUYHBIMH IS TAHHOTO
3a00JIeBaHUSI M MOTYT OTMEYaTbCsi TaKXke Ha TO3AHEH craguu 0osie3HU AjblreliMepa, JEMEHINH C

TenblamMu JleBu, npyu MeTaboIMyecKoil 1 TOKCHYECKOH SHIe(anonaTHu.

Jlabopatopubie Metoabl auarHocTuku. C xoHna 90-x romoB mpotewnsl LICXK, kotopsie
OTPaKAIOT OBICTPOE TIOBPEKICHUE HEUPOHOB, UCTIOJIB30BATKMCH KaK JUAarHocTHUecKue Mapkepsl BKAI.
Bbenok 14-3-3 ObIT OJHUM W3 MEPBBIX MPEUIOKEHHBIX OMOMapKepoB, OJHAKO €r0 OTpEICIICHHE 0
JAHHBIM  PA3JIMYHBIX HCCIEJOBAHUN, WMEET OTPAaHUYEHHYIO JHArHOCTUYECKYIO IIEHHOCTb.
Onpenenenre 1aHHOTO OMOMapKepa MO3BOJISIO C BBICOKOM JJOCTOBEPHOCTHIO MPOrHO3upoBaTh BKS
TOJBKO B ClIydae HAIMYUS XapaKTepHOH JyIsi 3a00JIeBaHUS KIMHUYECKOW CUMNITOMATHKHU. BakHO
MOHUMATh, uTo Oenok 14-3-3 B LICXK moBbImIaercst 1 mpu psijie Ipyrux NaToJOTHIECKUX COCTOSTHUM,
COTIPOBOXIAIOIIUXCS OBICTPBIM pa3pylieHrueM HelpoHoB, B yactHoctu npu OHMK, paccesHHoM
CKJIEpO3e, OIyXOJISIX TOJOBHOTO MO3Tra, psae HEWpoAeTreHepaTUBHBIX 3abojeBaHuil (0oe3HU
Anprreiimepa, (QpPOHTOTEMNOPATBHOM JACMEHIIMH), 4YacTh W3 KOTOPBIX KJIMHHUYECKH MOTYT
nmutrpoBath BKS. [Ipyrue necienuduyeckue 6uomapkepsl LICK (HelipoHcnenupuueckas sHoIa3a
(NSE), oOmmuii Tay-nmporenH (t-tau), S100B) oOmagaroT JyYIIUMH  JUATHOCTUYECKUMH
XapaKTEepPUCTHKaMU MO cpaBHeHUI0 ¢ Oenkom 14-3-3. T-tau-6emoxk B L[CXK pemoHcTpupyer
YyBCTBUTEIBHOCTD U cielUPuuHOCTb 0K0JI0 90%. Crenyer moJ4epKHYTb, UTO BhIIIECIIEPEUHCICHHbBIE
OMOMapKepbl SIBIIOTCS HE MPSIMBIMH, a CypporaTHeIMH A AuarHocTuku BKSI, Tak kak oTpaxkarot
JUIIb JIETeHEepaluio HEeWpoHOB. OTHOCUTENBHO HOBBIA TECT — HWHAYLHpPOBAaHHAs BUOpanuen
KOHBepcus: B pexkxume peaibHoro Bpemenu (RT-QUIC) — mo3BosiseT OCYHIECTBIATh ONMpPEACICHUES
HEMOCPEJCTBEHHO MPUOHHOTO OejKa MyTeM aMIUTM(UKAIIMN CMECH UCCIIEyeMOT0 OHOJIOTHYECKOTO
oOpa3siia u cyocTpara, cosiepkaiiero HopmanbHbiid BapuanT PrPC (momnyuen nubo pekoMOu-HaHTHBIM
myTeM, 0O M3 MO3ra 3/I0pPOBBIX TPhI3YHOB). B kauecTBe 00pa3noB as moucka PrPSc B manHoif
METO/IUKE MOKET UCIO0JIb30BaThCs rosioBHOM Mo3r, LICXK, cnuzuctas 060104ka 000HATENBHBIX MTyTeH

U KOXa.
Huarnoctuueckue kputepun bKA (EU, 2017).

Onpenenennag bKA:

¢ XapaKTCpHas HCBPOJOTrH4YCeCKasd CUMIITOMATHUKA,

° MOp(pOJIOFI/I‘IeCKOG WM UMMYHOTHCTOXUMHUUYCCKOC MMOATBCPKACHUC.



Bepostuas KA

® [IporpeccUpyromas IeMEHIIs
® He MEHee 2 MPU3HAKOB M3 HUKETIEPEUNCIICHHBIX:
a) MHOKJIOHYC;
B) HAPYIICHUE 3PEHHSI UIIK MOKEUYKOBAsI CHMIITOMATHKA;
C) MUPaMUIHBIEC WIN YKCTPAITUPAMHUIHBIE CHMITTOMBI;
d) akuHETHYEeCKHUl MyTHU3M;

e tunuyHele u3MeHeHuss npu MPT, wmm xapakrtepubeiii O3I-naTrepH, WIM NO3UTHBHAs

1epedpocnuHaIbHasK KUIKOCTH (14-3-3).

Bosmoxuas BKS:

® [IPOrpeCcCHPYIOMIAs ICMCHITHS
® He MEHee 2 MPU3HAKOB M3 HUKETICPEUNCIICHHBIX:
a) MHOKJIOHYC;
B) HapyIICHUE 3PCHUS HIIH MO3KEUKOBasi CHMIITOMATHKA,
C) MUPaMUIHBIC WX YKCTPAITUPAMHIHBIC CHMITTOMBI;
d) akMHETHYECKUI MYTHU3M;
®  TPOJOJDKUTEIHHOCTH 3a00JICBaHUS — MEHEE 2 JIeT.

B xadecTBe wmiumFOCTpanMyM MPUBOIAMM COOCTBEHHBIE HaOMoaeHus O00ne3nn Kpeiti-denpara — Sxobda

V. Jleuenue

B coBpemMeHHON MeauIuHE MOAXOABI K JedeHHio Oose3nu Kpertidenpara-Akooda
HaXOJATCsl B CTaTUM aKTUBHOHW pa3paboTku. OOLIEenpHHSTHIE TPOTUBOBUPYCHBIE MpENapaThl, a
TakKe TMacCHBHAas WMMYHHU3allUd ¥ BakIMHAIUS JIIOJEM W KUBOTHBIX  BBIIBHIIUCH
HeapdekTUBHBIMU. OTMEUEHO, UTO OJIOKUPYIOIIee AIeHCTBHUE Ha CHHTE3 MMAaTOJIOTMYECKUX IIPUOHOB
B MH(UIUPOBAHHBIX HEMPOHAX OKa3biBaeT bpedenanH A, a GIOKAaTOPHI KalbIIMEBHIX KaHAIOB
MPOJUICBAIOT JKW3Hb WH(QUIIMPOBAHHBIX KJIETOK. OOBIYHO MAaIlMEHTHI, HMEIIIHE 00Je3Hb
Kpeiitiipenbara-Akoba, momydaroT cumnrTomMaruyeckoe JedeHue. (OHO HampaBIeHO Ha
KYIUPOBaHWE MHOKIOHUYECKUX MPHUCTYIOB M IKCTPAUPAMUTHBIX HAPYIICHUU, B CBS3U C YEM

MPUMCHAIOTCA aHTUSMHIICTITUYCCKUC U TPOTUBOINIAPKUHCOHNYCCKUC JICKAPCTBCHHBIC CPEACTBA.

VI. IIporunos



boue3nn Kpeittigensara-Ixkoda SIBIIACTCS (baTtanbHBIM 3a00JIeBaHUEM.
[TpoaomKUTENFHOCTD )KU3HU OOJIBIIMHCTBA OOJIBHBIX HE MPEBBIMIACT 1 roJ ¢ MOMEHTa Havaia
KIIMHUYECKUX TPOSBICHUN; a CpeaHss IUTEIBHOCTh cocTaBisieT 8 mecsieB. Jlumb 5-10%
3a00JIeBIINX JKUBYT B TeueHUe 2 u Ooiee net. HacinencrtBennas 6osiesnp Kpelitiidensara-Akobda

B CpEJHEM JUIUTCS OKOJIO 26 MecsIeB
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