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KAaaccuyeckum tvn cnopaaAmnyeckon 60Ae3Hu
KpeutudpeAbATa—IAK06A (KAMUHUYECKUN CAYHON)

ONUCAH KAMHUYECKUM CAYYOM NALMEHTKU, HOXOAMBLUENCS HO CTALMOHOPHOM ASYEHUN B OTAEAEHNN HEBPO-
Aorvn N2 1 AHenponeTpoBCKOWM OBAACTHOM KAMHNYECKOW BOAbHULLI UMEeHW .11, MeYHKOBQ, Y KOTOPOM BbIA MPUKINZ-
HEHHO AOCTOBEPHO BEPUDULIMPOBAH AVATHO3 OAHOTO 13 PEAKUX 3AB60AEBAHUN LLIEHTPOABHOW HEPBHOW CUCTEMbI —
6onesHn KpentudbeAbATa—SKo6a. D10 NPUOHHOE HEWMPOAErEHEPATVBHOE 30OOAEBAHME, TAIKXKE N3BECTHOE KAK
TPAHCMWUCCMBHAOS CMOHMIMOPMHAS SHLEGAAOMATUS, MOPAXKAOLLEE MASKOMUTAIOLLMX 1 B HOCTHOCTU AIOAEN, XAPAK-
TepuayloLLeecs BbICTPO NPOrPECCUPYIOLLEN AEMEHLMEN, ABUTATEABHBIMU HOPYLLEHWNIMU U MPOUBOASLLEE K AETOAb-
HOMY ncxoay. OB06LLEHbI AOHHBIE AUTEPATYPLIOTHOCUTEABHO MPUOHHBIX 3A60AEBAHUI TOAOBHOTO MO3rQ, MPUOHHBIX
BEAKOB, VX POAV B OPTOHM3ME YEAOBEKA, B YHOCTHOCTM KOK BO3BYAUTEAEN FPYMIMbl 3060AEBAHMI. [ToMBEAEHbI CBEAE-
HUS1 06 3NNAEMUNOAOTUN BOAE3HN KpenTudenbATa—IKoOa, KOTOPAS BCTPEYAETCS YaLLe APYIMX MPYOHHBIX OOAE3-
HeW, COBPEMEHHbIE B3TASIAbI HO MATOreHe3 31X 3a60AEBAHNIM, PACCMOTPEHA MX KAQCCUPUKALMS, AETAOABHO ONUCa-
HQA KAMHWNYECKAS! KAPTUHO BoAesHn KpentudenbaTa—koba. OcBeLeHbl METOABI AOMOAHUTEABHOTO NCCAEAOBA-
HWgI, KOTOPbIE MOTYT BbITb MICMOAB3OBAHbI AASI AATHOCTUKU AQHHOTO 3A00AEBAHNS, N UISMEHEHMS], KOTOPbIE MOTYT ObiTh
BbISIBA€HbI C MAOMOLLBIO 3TUX METOAOB. OCOB0€ BHUMAHUE YASAEHO UCCASAOBOHUIO AVKBOPA C LIEABIO BbISIBASHWS
OMNPEAEAEHHBIX MPOTENHOB, KOTOPbIE MOTYT ObiTb MOPKEPAMM MPUOHHOTO NOPCKEHNS TOAOBHOTO MO3rd, U UX POAU
B AVArHOCTMKE 3TUX BOoAe3HeN. Ha npuMepe KAMHUYECKOrO CAYYAs OCBELLEHbI XOPAKTEPHOE TeHEeHWEe, KAMHUYECKOSs
KOPTUHO 3000AEBAHNS 1 MPUMEHEHNE YMOMSIHYTbIX AOBOPATOPHBIX AUATHOCTUHECKNX METOAMK, MO3BOAVBLUMX BEPU-
dUUMPOBATL 3060AEBAHNE MPW SKU3HW NALMEHTA.

KAtoueBble CAOBQ: MPUOHHbIE 3A00AEBAHNS, BEAOK, MPOTENH 14-3-3, AEMEHLIMSI, MUOKAOHUW.

EOJ'IeSHb Kpentudenbara—Akoba (BKA) — npwu-
OHHOE HeKnpojereHepaTMBHoe 3aboneBaHue,
TaKXe M3BECTHOE KaK TpaHCMWCCUMBHas CnoHrnMdop-
MHas aHuedanonatms, nopaxaloLllee Kak nogen, Tak
W APpYrux MAEKOMUTaloLWMX, XapaKkTepuaytolleecs 6bl-
CTPO Nporpeccupylowen aemMeHumen, aBuratesnbHbl-
MU HapyLEHUSIMMU 1 MPUBOASLLEE K IETalbHOMY UCXO-
ay [10, 15, 22].

TepmuH «npuoH» 6bin BBeaeH S.B. Prusiner
B 1982 . U NPOMUCXOANT OT NOHATUS «BENKOBOMNOA0G-
Haa MHPEKLMOHHas YacTuuar. YenoBe4eCcKnm npuoH-
Hbl 6E/10K NPEUMYLLIECTBEHHO 3KCNPECCUPYETCS B He-
PBHOM CUCTEME, OHAKO TaKe BCTpPeYyaeTcs BO MHO-
rMX OpYyrux TKaHsx opraHuama [8, 9]. OH Koaupyetcs
reHoM PrP, KOTOPbIM PacrosioXeH Ha KOPOTKOM njedye
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20-# XpOMOCOMBbI, U A0 NOCTTPAHCKPUMLMOHHOM MOAN-
duKaumnmn cocTonT n3 253 amuMHOKUCHOT [8, 17]. PyH-
KUMA MPUOHOB Ha AaHHOM 3Tane pasBUTUS HayKu
OKOHYaTeNbHO He fACHa, 0AHaKO OHU MOTYT NPUHUMATb
ydyacTve B npoueccax AoArocpoyHon namatu [10, 16].
YenoBeyecKM NPUOHHbLIM GENIOK CYLLECTBYET B pas-
HbIX M30dOpPMax: HopManbHbIM MPUOHHbIM 6EN0K 060-
3HavaloT Kak PrP¢, a natonornyeckuii — Kak PrPse,
MpWOHbI — €eAWHCTBEHHbIE M3BECTHblE MNaTOreH-
Hble MUKPOOPraHW3Mbl, JIMWLEHHbIE HYK/TIEUHOBLIX KK-
cnot. PrP¢ comepuTt 6onblioe KOMMYecTBO o-Crupa-
nen v HemHoro — B-cnupanei, a PrPS¢ coctouT U3
HeGONbLLIOr0 KOMMYECTBA o-Cnupaneh M 6GONbLIOro
yucna B-cTpyKTyp. MpUYMHOM NPUOHHBLIX 3aboneBa-
HUI aBnseTca HakonneHue PrPSe, KoHpopmaLMOoHHO
OT/IMYaloLEerocs OT CBOEro npejlecTBeHHUKa PrPC.
LLITaMmMbl NPUOHOB MPOSABASIOT pa3Hble 3NUreHeTnye-
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CKM yHacnegoBaHHble OWOMOrMYECKMEe CBOWMCTBA.
MHbIMK crioBamu, PrPS¢ MOXeT cyllecTBoBaTh B BUae
60/bLLOro KonnyecTBa KoHdopMaLmn, 60/bLNHCTBO
M3 KOTOPbIX onpeaenstoT peHoTmn 6onesHun [9, 16].
lNpuoHHbIE 3aboneBaHWsa y NOAEN BCTpevatoTes
KpavHe peako: B 1—2 cnyyasix Ha 1 MAH HaceneHus
B rof [17]. BKA — Hanbonee yactoe NnpuoHHOe 3ab0-
neBaHue y ntojen. BolaensoTt cnopagnyeckme, MHbEeK-
LIMOHHbIE M HacneacTBEHHble GopMbl 60/1€3HM [16].

Knaccudpukaums npuoHHbIX
3a6oneBaHui y noaen

Criopaan4ecKkue (ManonaTMyecKmne) npmUoHHbIE 3a-
60/1€BaHUsi — BO3HWKAIOT CMOHTAHHO, GaKTopPbl PU-
CKa He U3BECTHbI.

= Cnopaaun4yeckasa BKA

= Cnopaaunyeckas patanbHas MHCOMHUSA

« BapuabenbHasi npoteas3o-4yBCTBUTENbHAA MPUO-
HonaTus

lpnobpeTeHHbie (MHOEKUMOHHBIE) MPUOHHbIE 3a-
60s1eBaHUs — nNepefatownecs nyTeM KOHTaKTa ¢ 3a-
pPaXEHHbIMU TKaHAMMU WAW XUPYPTMYECKUMU UHCTPY-
MEHTaMM, 3a4acTyl0 acCOLMMPOBaHbl C XUpypruye-
CKMUMM BMeELLATENbCTBAMU UK OPYTMMU MEAULIMHCKN-
MW npoLeaypamu.
= AHTPOMOreHHOr 0 NMPOUCXOKAEHUS:
- aTporeHHas bKA
(B pesynbrate MEAULMHCKMX MpoLeayp);
- Kypy
= }KMBOTHOrO NPOUCXOXKAEHUS
(OT KpynHOro poraToro cKorta):

CeMeliHble (HacneCTBEHHbIE UM FEHETUYECKME)
MPUOHHbIE 3a60/1eBaHNS — UMEIOTCSA Cnydyan 3abone-
BaHWS y POACTBEHHMKOB WK Y 3a60/1€BLLIMX onpeae-
NS0T MyTalUMK B reHax, acCoLMMPOBaHHbIX C Pa3BU-
TMem BKA.

= [eHeTn4ecKkun obycnosneHHasa BK4;
= CuHgpom Gerstmann — Straussler — Scheinker;
= daTtanbHas ceMerHasi MHCOMHMUS.

B 85 % cny4aeB NpUOHHbIX 3a60/1eBaHKI Y Ntoaen
MMeIoT MecTo crnopagunyeckue ¢opmbl, B 10—15% —
HacneacteeHHble [10]. Hanbonee pacnpocTpaHeHHbI-
MU HacneacTBEHHbIMU MPUOHHLIMK 3aboneBaHUIMK
aBnsoTca cemenHaas BKA v datanbHas MHCOMHUS,
0o6ycnoBfeHHble MyTauusamu B reHe PrP. MeHee 1%
c/lyd4aeB MNPUOHHbLIX 3aboneBaHWn y nogen umeroT
MHPEKUMOHHYI0 Npupoay [1, 16].

dnupemuonoruna

BK4A BcTpeyaeTca B pa3Hbix cTpaHax [16, 24]. Ko-
NIMYECTBO CMepPTEN OT AaHHOro 3abosieBaHns CoCTaB-
naet npumepHo 1 cnydan Ha 10 Thic. cmepTen [11,
20]. CpeaHuni Bo3pacT Havana 3aboneBaHns — oT 55
[0 75 net. Y 6onblumMHCTBa 3a60neBLunx (0kono 90 %)
NeTanbHbIM UCX0A HacTynaeT B TeYyeHue roga nocne
Havana 3aboneBanus [13, 16, 23]. CpeaHsas npogon-
HWUTENbHOCTb XW3HM nocne gebiota BEKA coctaBnser
4,5 mec [13].

MartoreHes

MyTem orpaHW4yeHHoro npoteonusa PrPSc npoay-
umpyetca Hebosbliasg npoTeas3a-pe3ncTeHTHas Mone-
Kyna PrP 27-30, cocToswasn npubansnTtenbHo na 142
aMUWHOKMCNOT. PrPC MoONHOCTbIO rMAPONn3npyeTcs npu
Tex e ycnosusx. MNpu Hann4umm aeteprenta PrP 27-30
nonumepusyetrcsd B amunoni. [PUOHHbBIE CTEPKHM,
CcPOPMUPOBAHHbIE NMYyTEM OFPaHWMYEHHOrO NMPOTEONU-
3a W 9KCTpaKUUKW AeTepreHTa, HEOTIMYUMbI OT duna-
MEHTOB, CO3[alOWNX amMUNouaHble ONSLWKN B LIEH-
TpanbHou HepBHoW cucteme (LULHC) [5, 16].

Bce npuoHHble 6eKKM caMOpPEnInLMPYOTCS U B-
NA0TCA MPOTEea30-pPE3UCTEHTHBIMUK, YTO AenaeT WX
CTOMKMMU K paspyuweHuto. MNonagas B KIETKU MO3ra,
PrPSc meHseT cTpyKTypy PrPC, KoTopbiii Takke npuo-
6peTaeT CBOMCTBA NaToONI0MMYECKOro, CTaHOBUTCS He-
}YHKLUMOHAbHBIM M 3apa3HbIiM A1s ApYrMx HopMalb-
HbIX 6€1K0B. 3TOT NPOLLECC MPOTEKAET C HEYKIIOHHOM
nporpeccuen. Nornblune HEMPOHbLI ABNSIOTCH UCTOY-
HUKaMK PrPS¢, yTo BbI3blBAET NnopaxeHue Bce 6osb-
lero KonaMyectBa HOPMasbHbIX MO3rOBbIX KIETOK.
COBOKYMNHOCTb Hakannueatoulerocs PrPS¢ npusoaut
K aTpodrn MO3roBom TKaHU U CMOHITMOPMHON 3HLE-
danonatuu [10, 16].

KnuHnyeckas KapTuHa

BKA 6bina BnepBble onMcaHa HEMELLKUM HEBPO-
norom Hans Gerhard Creutzfeldt B8 1920 r.. Bckope
nocne atoro 3aboneBaHue Takxe onucan Alfons Ma-
ria Jakob. KnuHnyecKas KaptmHa Knaccudeckon bK4A
XapaKTepum3yeTcs BbICTPONPOrPECCHUPYIOLNM TEYEHU-
€M U YXKe Yepes3 HECKOMbKMX MecsueB nocne gebiota
3a6051eBaHNS Yy NALMEHTOB pPa3BMBAETCHA aKMHETHNYE-
CKUM MyTH3M [2, B]. B HacTosiwee Bpems BKA knaccu-
GUUMPYIOT MO MONEKYNAPHbIM, (EHOTUMUYECKUM
N KIMHWUYECKMM Npu3HaKam. Knaccnyeckuin tmn 60-
NE3HN MNPOSIBASETCA XapaKTEPHOM TpMagon CUMNTO-
MOB: KOFHUTUBHAsA AUCOYHKLMUS, MUOKIIOHUN U MEPHO-
[IMYECKME OCTPOBO/THOBbIE KOMIMJIEKChI Ha 3/1IEKTPO3H-
uedanorpamme (33N [12, 22]. PasHble TUNbl 3a6oe-
BaHWA MMEIOT MaTOrHOMOHWYHbIE KJIMHUYECKUE
n 93l-NpU3HaKMu.

KnuHuyeckue v anekTpoaHueanorpaduyeckme
npu3HaKku TMnoB 6one3Hn Kpentudenoara — Akob6a

Knaccuueckuit Tin/MWOKIOHUYECKMIA TUM:
= OCTpasd nporpeccupylolias KOrHUTUBHaAA Auc-
byHRUMS;
= B TEYEHWN HECKOJIbKUX MecALIEB nocne MaHuoec-
Tauuu 3aboneBaHUs pa3BUBaAETCH aKWHETUYec-
KU MyTU3M;
= Ha paHHWX cTagusax 3aboneBaHua MNOSBAAOTCA
MWOK/IOHUM M MNEPUOAMUYECKME OCTPOBOSIHOBLIE
KoMneKcbl Ha 33l
Tun lenpgeHranHa:
= XapaKTepu3yeTcs 3pPUTEIbHbIMW HapyLIEHUSMU,
TaKUMW KaK visus defigurata, HapylleHnem LIBETO-
BOCMPUATUSA, KOPKOBOW CNEMOTON M CUHAPOMOM
AHTOHa (OTCYTCTBME OCO3HAHUS CNEnoThI);

YKPAIHCbKWUA HEBPOJIOTIYHUM XYPHAN -
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= OCTpasl KOTHWTUBHas AUCOYHKUMSA M Apyrue He-
MPOMNCKMXONOrMYeCcKMe HapyLIEHUA C NPOrpeccupy-
IOLLIMMW BNOCEACTBUN MUOKIOHUSMU;
= MepMoaMYECKME OCTPOBOJIHOBbLIE KOMIJIEKCHI Ha
93T, 6onee BblparKEHHbIE B 3aTbIIOYHOM KOpPE.
Tun BbpoyHenna— OnneHrenMepa/aTakCU4EeCKUI Ba-
PUaAHT:
= XapakTtepu3dyetca B AebioTe 3abofeBaHusd
MO3EYKOBbIMM CUMMOTOMamu, B MNocneaylolem
pa3BMBaeTCa Nporpeccupyowas AeMeHLUUs;
= B 60/bLWIMHCTBE cy4aeB Ha I3 He oTMedvanuchb
nep1MoamMyecKkme OCTPOBOIHOBbLIE KOMIMJIEKCHI.
Tanamunyeckaa pgereHepauusi/Cnopaguyeckasa da-
TanbHas UHCOMHUS:
= XapakTepuayeTcs NcUxMaTpu4yecKMmMu cumntomMa-
MW, BEreTaTMBHOW AUCOYHKLMEN U paccTporcTBa-
MW CHa;
= Ha 93l oTMe4YaeTca Me[/IeHHbIA OCHOBHOW PUTM
6e3 NepnoanyecKknx oOCTPOBOTHOBLIX KOMMIEKCOB
N 6€3 BbIPaXKEHHbIX KTMHUYECKU MUOKITIOHUNA.
AmuoTtpoduyeckas popma:
= XapaKTepu3yeTcs BblPaXE€HHbIMU MbILLIEYHbIMU
atpodusamn. BetpevaeTtcst o4eHb peaKo.

PaHHUMKW npu3Hakamu 3aboneBaHUa SABAAIOTCHA
M3MEHEHUSA MNCUXMKU U MOBeAeHUs, NoTeps namaTw,
HEeyCTOMYMBOCTb MPM X0Ab6E, MUOK/IOHWUU U 3PUTENb-
Hble paccTponcTea [22].

MWOKNOHMK, XapaKTepHbiM npu3Hak BbKA, npea-
CTaBNAOT COBON HeperynsipHble KPaTKOBPEMEHHbIE
CY[IOPOXKHble noAeprusaHns Mbllw,. NoparkeHne Mo-
TOPHOM KOPbI WKW NUPaMUIHbLIX NyTEN B MEPBYIO OYe-
pedb BOBMEKAET B NATOIOMMYECKUI NPOLLECC MbILLLLbI
¢ 60/blLIMM KOPKOBbIM NpeacTaBUTENbCTBOM, B 4acT-
HOCTU MbILILblI KOHEYHOCTEN M NNLA, C TEYEHUEM Na-
TONOrMYECKOro npouecca, MUOKIIOHUM 3aTparmeatoT
BCE rpynnbl Mbiwy, [14].

B TeuyeHnn Knaccuyeckoro Tuna BbKA BbiaenstoT
Tpu ctaguu [5, 10, 15]. Ha nepBow cTagmu y naumeH-
TOB OTMeYaloT Hecneuupuyeckue CUMMNTOMBbI, TaKue
KaK YTOMISeMOCTb, HEYCTOMYMBOCTb, FOSIOBOKPYKE-
HWE, CHUXEHWE NOBCEAHEBHON aKTUBHOCTH, TPEBOX-
HOCTb, AENpeccusi, 3puUTesbHble HapylleHUs U pac-
cTponcTBa namMaTu. Mpu npoBeaeHM MarHUTHO-pPe30-
HaHCHoW ToMorpadun (MPT) Ha JaHHOM 3Tane MoryT
ObITb BbISIBNE€HbI TMNEPUHTEHCUBHBIE YH4aCTKM B 06Nna-
CTU KOpPbI 60/bLUMX NONyLWapui U ctpuatyma [7].

Ha BTopou ctaann BKA KorHMTMBHaS agucdyHKLMS
ObICTPO ycyrybnsaetcs. KOHTaKT ¢ MauueHTOM CTaHo-
BUTCA 3aTPYyAHUTENbHBLIM, MOABAAIOTCA MUOKIOHUW.
MporpeccupyeT HapyweHMe NOXOAKH, NaLMUeEHT CTaHo-
BMTCSA MPUKOBaHHLIM K noctenu. MNpu HeBposormnye-
CKOM OCMOTpPE BbISABNSAIOT pa3Hble HapyLleHUs (napa-
nnyu, adasud, anpakcus, YyBCTBUTENbHbIE HapyLle-
HUSA, OXKUBJIEHUE CYXOXWIIbHbIX pedneKkcoB, nosse-
HME naToNorMyeckux pedneKkcoB, MO3XKe4yKoBagd
ataKkcus, MbllevyHas pUrugHoCTb, AMCTOHUSA, napaTo-
Hus). Mpu npoBeaeHmn 33l oTMevyaloT nepuoanye-
CKME OCTPOBOJTHOBbLIE KOMIJIEKCHI.
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TpeTba cTaguMs 3aboneBaHWUs XxapaKTepusyeTcs
NpPOrpeccupoBaHUEM CUMMNTOMOB [0 Pa3BUTUS aKu-
HETUYECKOro MyTM3Ma. Y naumeHTa passuBatoTcs ge-
KOPTUKaLUMOHHAA PUrMAHOCTb M TeTpanierus co cru-
6aTtefibHbIMU KOHTpaKTypaMu. MUOKIIOHMK, NEpUOan-
YecKue OCTPOBOJIHOBbIE KOMMIEKehbl Ha 33l 1 oyaru
rMNEePUHTEHCUBHOCTU Ha MP-CHMMKax MNoCTeneHHo
YMEHbLIATCA U CO BpEMEHeM mcyesatot [7, 10, 14].
MauuneHTbl B 60bWKWHCTBE Cny4aeB nornbaioT oT UH-
deKumn, acnnpaunmoHHON NMHEBMOHWUK, AblXxaTeNbHOM
HeJoCTaTO4HOCTU WM NOMMOPraHHOW HefoCTaTO4HO-
CTU. TEPMWUH «@KUHETUYECKUIA MYTU3M», MNMPUMEHSe-
MbI 419 XapaKTEPUCTUKU KITMHUYECKOW KapTUHbI MNP
BKA, otnnMyaetcsa oT aHanorM4yHoro TepMmHa, UCNosb-
3yeMoro npu Apyrux HeBPONOrM4YECKUX PacCTPOMCT-
BaX. AKMHETUYECKMI MyTU3M npu BKA xapakTtepunay-
€TCA OTCYTCTBMEM MPOU3BOJIbHLIX ABUXEHUN U CMO-
COBGHOCTM K MPOAYKTUBHOM peyun, OJHaKO 3TO COCTOSN-
HME MOET BbITb aCCOLIMMPOBAHO C HaIMYUEM Y MaL M-
€HTa HEenpou3BOJIbHbIX ABUXEHUN, TaKUX KaK MUOK-
JIOHWUU, B3 parMBaHue, AMCTOHUS U CYLOPOrH, a TaKKe
C NPOAYKLUMEN HEBHATHbIX, 6E€CCMbICNIEHHbIX 3BYKOB
no Tmny ctoHa [7, 9, 11, 12].

AvarHocTtuka

BKA He MMeeT 4YeTKOM TUMUYECKON KIMHUYECKOM
KapTWHbI, MO3TOMY NMOCTAHOBKa [AMarHo3a 4acTo Bbl-
3blBaEeT TPYAHOCTM Y KTMHULMCTOB. B nepByto ovepeab
Heo6X0ANMMO WCKIIOYWUTL APYrMe HEBPOOrMyeckue
paccTponcTBa 1 3ab6ofieBaHUs, KOTOPbIE MOMYT COMPO-
BOX/OATbCH CXOXMMW CUMOTOMaMu (cybapaxHonaanb-
HOEe KpOBOM3NUSHKE, 3HLUEDANUT, MEHUHIUT, ULLEMU-
YECKMM MHCYNbT, COCyANCTas AEMEHLMS, ONYXOaM MO3-
ra, napaHeonJacTMiecKne HEBPOJSIOTMYECKME Hapy-
LLIEHUS), U HEMPUOHHbBIE GOPMbI AEMEHLIMK, TAKME KaK
6onesHb Anburenmepa [5, 6, 13].

B HacTosllee Bpemsl MMCTOIOMMYECKOEe UCCneno-
BaHMe 6uonTata Mo3ra nNpu3HaHo 30/10TbIM CTaHAap-
TOM anarHoctnkm BKA [15, 22]. Tem He MeHee cBOEB-
PEMEHHO BbINOMHUTL OGUMOMCUIO MO3ra yaaeTcs He
Bceraa. K Tomy xe, yuuTbiBas, 4To pesynbraT uccnego-
BaHMs 6UMonTaTa MO3roBOW TKaHW HE BIUSIET Ha Teye-
HWe 3ab0/IeBaHUSA U TAKTUKY SIeYEHUS, PUCKU MOIyT
npeBbICUTb OXMAaaHua. Kak npasuno, avarHo3 BKA
yCTaHaB/IMBAKOT Ha OCHOBaHWW KIIMHUYECKUX NPU3Ha-
KoB, JaHHbIx I3, MPT n aHanusa uepebpocnmHanb-
HOM *unaxkocTu (LLCHK) Ha Hannume xapaKTepHoro 6en-
Ka 14-3-3 [14].

MeTtoaunka onpegenenus B UCH npotenHa 14-3-3
paspaboTaHa HauMoHanbHbIM MHCTUTYTOM HEBPOJIO-
rM4yecKmx paccTporncTs u uHcynbta (NINDS). HyscTBHK-
TENbHOCTb MEeToJa ANs MNOATBEPXAEHUS Knaccude-
ckoro Tnna bKA coctaBnsetr 92—96 % [2, 4]. OgHaKo
MOBbIWEHHbLIN YypOBEHb MNpoTenHa 14-3-3 MoXKeT
ObITb MPU3HAKOM OCTPOro HEMPOHAaNbHOIO Mopa)e-
HUS, He 069a3aTeNibHO 06YCMOBMEHHOTO MPUOHHOM
nHodekunen [6]. CnepoBartenbHo, Hannyune 6enka 14-
3-3 B LUC}K camo no cebe He aBnseTcs 4OCTOBEPHbIM
KpUTeprMem ycTaHoBNeHUs anarHoda BKA. HekoTto-

49



BUNMALAOK I3 MPAKTUKH

50

pble uccnegoBatenu [3, 4] peKomeHaytoT NPOBOAUTb
aHanu3 LICX Ha Hanuuune t-npoTenHa, KOTopbIM TakK-
e aBnsieTcs nabopaTtopHbIM KPUTEPUEM ANArHOCTU-
Kn BK4. HyBCTBMTENBLHOCTb HANN4ms T-NPOTEUHA NPHU
Knaccuyeckom Tnune BKA coctasnser 81 %, cneuun-
dunyHoctb — 86 % [2, 4]. KombBuHauma B NMKBOpe
6enKka 14-3-3 u t-npoTenHa no3songet B 91 % cnyya-
€B NnporHosuvpoBaTb Hannumve BK4A [2]. JlabopaTop-
Hble TECTbl, KaKk MpPaBwWO, BbINOMHAKT NMOCAe TOro,
KaK y NaumneHTa BbISBASIOT KIMHUYECKUE, 3NEKTPOSH-
uedanorpapmyeckme nU HempoBU3yanmn3aLUMOHHbIE
npu3Hakn bKA [3, 7, 13]. C y4eTOM KIMHUYECKMUX,
aneKkTpoaHuedanorpapmyeckux, HempoBu3yanusa-
LIMOHHBIX M NabopaTopHbIX Npu3HakoB BKA Bbigene-
Hbl AnarHocTuyeckue Kputepum BKA [2, 15].

[dunarHocTnyeckune Kpurepum 601e3HU
Kpentudpenoara— fAko6a (WHO,1998)
BoamoxkHasi 60n1e3Hb

= KnnHuydeckue npusHaku
Mporpeccupytolias AeMEeHUMS U KaK MUHUMYM
[1Ba U3 YeTblpex NPU3HaKOB:

- MWOKJIOHUM;

- 3pUTENbHbIE UM MO3KEUYKOBbIE HAaPYLLIEHUS;

- NUMpPamMMUOHbIE UK SKCTPaNMpPaMUaHble HapyLIEHUS
(TOHyC no Tuny 3yé4aTtoro Koneca);

- aKMHETUYECKUN MYTU3M (HEBO3MOXHOCTb ABUXKE-
HUM M Pe4yeBOro KOHTaKTa, MMHUMasbHas OTBET-
Has peaKkuus Ha pasgparkeHue, rnasa npu 3Tom
OTKpPbITbI)

= MIHCTpyMeHTa IbHble ¥ 1abopaTopHbIe
MeToAbl MCCE[0BaHNUS
OTCyTCTBME MOMOMMUTENBHOrO pesynbrata B Tpex
OOMNONHUTENbHLIX UccnegoBaHusax (33, MPT, aHa-
N3 NMKBOpa)

« [loNONHUTENbHBIE KPUTEPHM

- JIMTENbHOCTb 3a60/eBaHus 6onee ABYX NET;

- MPU MPOBEAEHWUU PYTUHHBLIX WCCNENOBaAHUA He
BbIIB/IEHO MPU3HAKOB WMHOMO anbTePHATUBHOMO
3a60/1eBaHWA, NPOABAIOLLErOCA CXOMUMU CUMM-
TOMaMu

BeposiTHas 60ne3Hb

= KnauHudeckune npusHaku
BoicTponporpeccupyowas AeMeHLNSA U KaK MUHK-
MYM [iBa M3 YeTblpex NPU3HaKoB:

- MWOKJIOHUU;

- 3pUTE/IbHbIE UM MO3XKEYKOBbIE HaPYLWEHUS;

- MMpPaMUAHbIE UK IKCTPanMpaMuaHble HapyLeHus
(TOHYC no TMNy 3y64aToro Koneca);

- @KMHETUYECKUN MYTU3M

= MIHCTpYMEHTa IbHbIE U 1abopaTopHbIe
METO/bl UCCNEA0BAHMUS
MonoxuTenbHbIM pesynstart KaK MMHUMYM OOHOIO
M3 NPUBEEHHbIX HUXE UCCEA0BaHUM:
- 93l nep1MoamyecKkre OCTPOBOIHOBbIE KOMIMIEKCHI;
- MccnegoBaHWe NMKBOPA: NOMIOKUTENbHBIV aHanmM3
Ha P 14-3-3;
- MPT: naTonornyeckni noBbIWEHHbIX CUrHaN OT

XBOCTaTOro dapa M/VIJ'IVI CKOp/iynbl B pexXunme
FLAIR

= [lonosHuTeIbHble KpUTEPHUU

- Npn npoBeAeHnn PYTUHHDbIX nccnefoBaHUn He
BbIAB/1IEHO TMPU3HAKOB WHOINo allbTeépHaTUBHOIO
3aboneBaHuUs, NPOSB/AIOWErOCA CXOXUMWU CUMI-
TOMaMiu

[ocTtoBepHas 60n1e3Hb
= UccnegoBaHne o06pas3LloOB MO3rOBOW TKaHU
CTaHAapPTHbIMKU HEMPONATONOrMYECKUMU TEXHWUKA-
MU /U UMMYHOXUMUYECKMMU METOAMU U/UNK
MeToaoM BecTepH-6/10TTMHIa ¢ NOATBEPHKAEHUEM
Hanuunsa npoTeasa-pe3ncteHTHon PrP un/unu
NPUOH-aCCOLIMNMPOBAHHbIX Gnbpunn

MHayunpoBaHHasa BUGpaLME KOHBEPCUS B PEXMU-
Me peanbHoro BpemeHun (RT-QulC) — HeaaBHO onu-
CcaHHas nabopaTopHas MeToavKa A9 onpeaeneHus
B IMKBOpe PrPSe [1]. YyBCTBUTENLHOCTb TECTA COCTaB-
naetr 80—90 %, cneumdpuryHoctb Tecta — 100 %, yTO
[aeT eMy ABHOE NPenMyLLLECTBO nepes MeTogamu or-
peneneHus T -npotemMHa u npotenHa 14-3-3 [1, 18].

Mcnonb3oBaHne metoamkn RT-QuiC Ha cybeTpaTte
Ma3KOB M3 C/IM3UCTOM HOCa BbISIBUNO YYBCTBUTENb-
HoCcTb 97 % u cneunduryHocTb 100 % [18]. [ocKoNbKY
JaHHaa MeToAuKa He SBNsieTCs MHBa3MBHOW Mo cpaB-
HEHUIO ¢ NtoMbanbHOM NYHKUKWEN, B Gnnxanliee Bpe-
MS1 OHa [0/Ha CTaTb YacTblo CTaHAapTa Ans AMarHo-
cTuKn BK4.

JleyeHue

HecMoTpa Ha OOCTUXKEHUA B MOHMMaHWUKU 3TOrO
3a6051eBaHKsA, MPOrHO3 OCTaeTCs HeyTeWUTENbHbIM:
BKA — Heusneunmas 60ne3Hb. OCHOBHbIE Hanpas-
JIEHUS] JIe4EeHU — CUMMNTOMaTUYeCKoe U Noaaepu-
Balollee, Hanpumep, NPUMEHEHWEe KoHa3enama ang
YMEHbLIEHNS MMOKTOHWUI. CTaTUCTUYECKU CYLLLECTBEH-
HOE yAy4ylleHNEe KOMHUTUBHbBIX QYHKLUMK B rpynne m3
28 nauuneHToB ¢ BKA Habnoganu npyv NnpuMeEHeHUU
$GnynupT1Ha, HO 3TO €AMHCTBEHHOE WUccrefoBaHue,
ornucaHHoe B fiMTepatype, coobuiatollee 06 ynydile-
HUK y naumneHToB ¢ BKA Ha poHe MeanKaMeHTO3HOro
neyenus [19]. Uenb Tepanuu B 6yayuiem —npegotepa-
LweHne npeobpasoBaHnsa PrP¢ B PrPse,

B HacTosilee BpeMsa MNpoBOAAT MCCnefoBaHWS
NPUMEHEHMA MeAMKaMEHTO3HOW Tepanuu npu BK4,
B YaCTHOCTH, JOKCULMKIIMHA, TaKponMMyca, NeHTo3aH
nonucynbdara, xnoprnpoMasunHa n dpaynepTtuHa. lNpo-
JOMmKaloTcs uccnefoBaHns no paspaboTKe BaKLUMHDI
oT BK4 [6, 10, 24].

BaxKHbIM pecypcoMm A5 nauMeHToB U CEMEN, CTOJI-
KHyBLUMxca ¢ BKY, aBnaetca OpraHnzauuns no 6opbée
¢ BKA (Creutzfeldt-Jakob Disease Foundation), co3gaH-
Hag O/19 NOAAEPKKU NMaLMEHTOB, MX POACTBEHHWKOB
W AN MeAMLIMHCKUX pabOTHUMKOB U UcciegoBaTtenen.

KnuHuyeckui cnydamn

MauneHTka 0., 1954 roga poxaeHus, noctynuna
Ha ne4vyeHue B oTaenieHne HeBponorum N2 1 [IHenpo-
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YKPAIHCbKHUM HEBPOJIOTIYHUM XXYPHAN -

NeTPOBCKOM 06NaCTHOM KIMHUYECKOW 6GOJIbHULLbI
nmenun U. 1. Meunnkosa 01.12.2015 r. ¢ »kanobamu
Ha roIOBOKPYXEHUE, WAaTKOCTb Npu xoabbe, yxyalle-
HME MNaMATU, CHMKEHWE KOHLIEHTpPaLMWM BHUMaHMS.
CornacHo aHaMHECTUYECKMM AaHHbIM, CO6PaHHbIM CO
CNOB MaUMEHTKM W POACTBEHHUKOB, M3BECTHO, 4TO
nepBble NPU3HaKM 3aboneBaHWs Havyanu oTMevaTb
B Hosibpe 2015 r. (3a mecsiy, A0 rocnutanusauun)
B BWAE PACCESAHHOCTH, YXYALIEHUS MaMsaT, TPyAHO-
CTeN B BbINOJSIHEHUU €XKeHEBHbIX 6bITOBbLIX QYHKLMH,
yXyALleH1a obLero caMoyyBCTBUS, KOTOPbIE CBA3bI-
Banu C MOBLIWEHWEM apTepuanbHOro JaBieHus Ha
$oHe nepeHeceHHOro NCMXo03aMOLMOHaNbHOro CTpec-
ca. 3HauyMTeNbHOE yXyALEHNe COCTOAHNS 3adUKCUPO-
BaHO 24.11.2015 r., Koraga BO3HUK/IO MHTEHCUBHOE
rONIOBOKPYXKEHMWE, LWAaTKOCTb Npu Xxoabbe, oTMeyeHa
[Ae30pueHTaLma B npocTpaHcTBe. O6patunach 3a me-
AVMLIMHCKOW MOMOLLbO.

M3 aHaMHe3a XW3HW M3BECTHO, YTO MNaLMEHTKa
pocna v pa3BuBanacb COOTBETCTBEHHO BO3pacTy. e-
pEeHEeceHHbIe 4EepPEeNHO-MO3roBble TpaBMbl, UHOEK-
UMK, nepeaatroliMecs nonoBbiM MyTem, Tybepkynes
n BUY-nHdeKumio oTpuLaeT. BpeaHblx NPUBbLIYEK HET.
Ha npon3B0oACTBE KOHTAKT C BPEAHbIMU BELLECTBAMM
oTpuuaeT (paboTaeT BpadyoM-Kapamonorom). 3 nepe-
HeceHHbIX 3ab0neBaHWN: OCTPble pPecnuMpaTopHbie
BUPYCHblE MHDEKLMM (He Yale 2 pa3 B roa). Coctout
Ha y4yeTe y Kapauosora no nosoay runepToHUYecKon
6onesHn 2 ctaguu lll cteneHn. PerynsipHo NnpuHUMaeT
FMNOTEH3UBHYIO U Ae3arperaHTHyto Tepanuio.

MpKn noctynneHnMn B coMaTM4ecKoM cTaTyce obpa-
Wano BHUMaHWE MOBbILIEHWE UMPP apTepuanbHOro
fasnexua (po 150/100 mm pT.cT.). HeBponoruye-
CKMWI cTaTyC: CO3HaHME SICHOE, OPUEHTUPOBAHa B Me-
CTe, BPEMEHM W COOBCTBEHHOMW JIMYHOCTM, CHUXKEHA
KPWUTUKa K CBOEMY COCTOSIHMIO, PEYEBbLIX PACCTPOMCTB
HET; YepenHO-MO3roBble HEPBbI: 0OOHAHWE COXpaHe-
HO, OCTPOTa 3PEHUS 1 3pUTENIbHbIE MONSA HE Hapylle-
Hbl; rnasHble wenn D =S, 3payku D =S, poTopeaKkumm
He M3MeHeHbl. O6beM aKTUBHbIX ABUKEHUIN MNa3HbIX
A6/10K HEe OrpaHWyeH; HeJoCTaTOYHOCTb KOHBEPIreH-
LMK C 06enx CTOPOH; OTMEeYaeTcsl CTOMKUA FOPU30H-
TanbHbIK HUCTArM B KPamHUX OTBEAEHUAX, AMUMIONUN
HET; MU0 CUMMETPUYHOE; A3blK MO CPEAHEN JIMHUM,
Uvula He oTKNoHeHa, MArkoe He60 GOHUPYET; MMOTOY-
Hbl pedneKkc, pednekc ¢ MArkoro Heba CoxpaHeHbl;
pedneKkcbl opanbHOro aBTomMaTnaMa OTpuLaTENbHbI;
TOYKM BbIxoa BETBEN TPOMHMYHOIO HEpBa 6e3601€e3-
HEHHbl NPY Nanbnaunun; 06bEM aKTUBHbIX ABUKEHUN
B KOHEYHOCTSIX HE OrpaHMY€EH; MbllleYyHasa cuna B KO-
HeyHocTax D=S u paBHa 5 6annam; CyxOXuibHble
N nepuocTanbHble pedneKcbl ¢ KoHeyHocTen D =S,
}MBbI€; NaTONOrMYecKne CTOMHbIE U KUCTEBLIE ped-
JIEKCbI C KOHEYHOCTEN, KIIOHYCbl HE BbI3bIBAOTCS; Mbl-
lWeYHbIM TOHYC D =S, He M3MeHeH; KOOpANHAaTOPHbIE
Npo6bl BbINOMAHAET HETOYHO, C MUMOMOMNagaHWEM
c o6eunx cTopoH; B no3e Pombepra otmevyaeTcs wwat-
KOCTb; PacCTPOMCTB YYBCTBUTENbHOCTU HE BbISIB/IEHO;
MEHUWHreanbHble CUMMTOMbI OTPULIATENbHbI; PYHKLINK
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Ta30BbIX OPraHoOB He HapyLLUEHbl; OLEHKa KOrHUTUBHO-
ro ctatyca no MMSE — 26 6annoB, MoHpeanbcKas
KOrHUTMBHas oueHka (MoCA) — 25 6annos.

Ha MOMEHT nocTynneHus BbiNOMHEHO o6cnenoBa-
Hue: MPT ronoBHoro mo3sra (24.11.2015), no gaHHbIM
KOTOPOrro BbISIBJIEHO MeJsIkoo4Yarosoe agudodysHoe no-
paXkeHune BellecTBa ronoBHoro moara. JaHHyto MP-
KapTUHY TPaKTOBa/IM Kak NoparKeHWe rofloBHOro MO3-
ra CoCyMCTOro reHe3a. Y4uTbiBas BbllIEN3NOKEHHOE,
naumeHTKe 6bl1 ycTaHoBNEeH AnarHo3 «[lporpeccupy-
lowaa cocyguctas nemkoaHuedanonatugr», HavaTo
cooTtBeTcTBytollee nevyeHne. 04.12.2015 r. naymeHx-
TKe 6b110 NOBTOPHO npoBeaeHo MPT ronoBHOro Mo3s-
ra, No pesynbrataM KOTOPOro He 6bl10 06HAPYKEHO
JVHAMWKM B PagMoNiOrMYEeCKOM KapTUHE, OfHaKo
OblI0 PEKOMEH0BAHO NpoBeaeHne anddepeHum-
anbHOM OMArHOCTUKM MEXOy COCYAUCTbIM M BOCMau-
TeNbHbIM XapaKTepom npoLiecca.

Ha 7-1 neHb HaxoXaeHuns B cTauMoOHape oTMeYeHa
oTpuuaTenbHasa AMHaMUKa B COCTOSTHUM MaLMEHTKH,
NPOSBAABLIAACA YXYALEHUEM KOTHUTUBHbBIX QYHKLWI
(MMSE — 20 6annoB, MoCA — 18 6annoB) ¢ Npuco-
€AUHEHUEM MMUOKIIOHWN. YuuTbiBasi CTPEMMUTENbHOE
HapacTaHWe CUMMNTOMAaTUKK, MPUHATO PELLEHUE MPO-
JOMKUTb ANArHOCTUYECKMI MOWUCK C LeNblo npoBeae-
HUA anddepeHunanbHON ANarHoCTUKKM € aHUedanu-
TOM (BEPOATHO, BUPYCHOM NGO ayTOMMMYHHOW Npu-
poabl). TakKe 6bI10 NPUHATO PeLEHNE O Havane Tepa-
nuu ex juvantibus aumknosupom B go3e 750 mr
B BUAE BHYTPUBEHHbIX MHPY3UW Kaxable 8 4, METUN-
npeaHn30710HOM B A03e 125 Mr B BuAE BHYTPUBEH-
HbIX MHPY3UI U BHYTPUBEHHLIMW MMMYHOINOBYINHA-
Mn 5% pacteop no 500 m.

BbinonHeHbl cneayolume ob6cneaoBaHMa: aHanm3a
KpoBW OS5 onpeaeneHus aHtuten Toxoplasma gondii
(11.12.2015), TUTp aHTMTEN — MeHbwe 0,013 (oTpu-
LaTeNbHbIM pe3ynbTaT), aHTUHYKIeapHble aHTuTena
(03.12.2015) — He BbIiBIEHDbI, @aHTUTENA K Kapauo-
amnuHy (03.12.2015) — oTpuuaTtebHble, YPOBEHb
romouuctenHa (03.12.2015) — 15,86 MKmonb/n
(pesynbtal, He3Ha4yuTEeNbHO MNpEBbIWAOWMIA Bep-
XHIOIO rpaHuuy Hopmbl), onpeaenedve AHK yutome-
ranosupyca (LLMB), Bupyca 3nwrtenHa — Bapp (B3b)
MeToAOM MonMMepasHon uenHon peakuuu (MNLP)
(03.12.2015): AHK LMT He BbisBneHbl, JHK BOb —
BbISIB/IEHbI, MEHbLLE ABYX KOMUKN (KTMHUYECKN HE3HA-
4YuMbIv pesdynbrart). B o6wem aHannze CLUXK He obHa-
PYEHO OTK/IOHEHMW. AHaNU3 KPOBM Ha aHTUTena
K BUY — oTtpuuatenbHbii. UccnepoBanne CLUXK me-
Togom MMUP (16.12.2015) ¢ uenbio o6HapyXeHus
OHK Candida albicans, Mycobacterium tuberculosis,
M. bovis complex, M. pneumoniae, Toxoplasma gon-
dii, Bupyca npocrtoro repneca 1 n 2 tuna, B3b, LMB,
3HTEPOBUPYCOB — He BbIABAEHO. BbinonHeHnne 330
He NPeacTaBnsfoCb BO3MOXHbBIM M3-3a MOCTOSHHbIX
MWOK/IOHWMYECKNX MOJEPrUBaHUI U, KaK cneacteue,
Hannuma aptedaKToB Ha nieHKe. HecmMoTps Ha npo-
BOAUMYIO Tepanuto, B COCTOSSHUMU NaLMEHTKU Habto-
Janu oTpuuaTenbHy0 AMHAMUKY: YCYyrybneHme KorHu-
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TMBHOro gedmumnta (MMSE — 19 6annos, MoCA —
16 6annoB), NPUCOEAMHEHME YMEPEHHOro TeTpana-
pe3a no LEeHTPaNbHOMY TUMY, YCUNEHWUE BblparKEHHO-
CTU MUOK/IOHUN.

30.12.2015 r. oTMEYEHO pe3Koe 3Ha4yuTeNbHOoe
yXyalweHue COCTOAHUA NauueHTKK: Ha GdoHe HapacTa-
HUA HEBPONOrMYECKON CUMMTOMATUKKU NMPUCOEOUHU-
JIOCb HapylweHue BUTabHbIX QYHKUMK (ObIXxaHWA),
pas3BuCH reHepann3oBaHHbIM 3MUIENTUYECKUIA NPU-
CTyn, B CBSA3M C YEM NaLMeHTKa 6blna nepesefeHa
B OTAENEeHWEe aHeCTE3UON0TUN U UHTEHCUBHOMW Tepa-
nun N2 2. Nmetowmnecs MPT-CHUMKM Bblinn NpoaHanu-
3UpoBaHbl paguonoraMn MHCTUTYTa HEMPOXUPYPTUU
umMeHun akag. A.M. PomoaaHoBa HAMH YKpauHbl
W KIIMHUKKW HeBponorun «BucbapeH» (fepmaHus). Mo
pesynbrataMm OOCYXAEHWS Ha OCHOBAHWMK BbISIBNEH-
HbIX 30H M'MMNEPUHTEHCUBHOIO CUrHana ot onpeaeneH-
HbIX 061acTEN KOpPbl M 6a3anbHbIX 94ep B T2-pexume
(pPUCYHOK) 6blna 3anofo3peHa BOCMNaIUTENbHO-UH-
deKUnMoHHaa npuvpoaa MopaxKeHus, NpPeanosoxu-
TenbHO, Bbl3BaHHasa Legionella pneumophila v Liste-
ria. B cBA3K C 9TUM 6bII0 PEKOMEHI0BAHO AallbHEN-
lwee ob6cneaoBaHue (6aKTepuanbHbIi MOCEB EMO-
KYNbTYpbl, aHanu3 Ha aHtuTena K Legionella pneu-
mophila v Listeria, a TakXXe KOppeKLUuMa Tepanuu (aH-
TubaKTepuanbHaa Tepanua — neBodoKcaumH
B fo3e 500 Mr BHYTPMBEHHO KanesbHo).

AHanuM3 KpoBu Ha BbIaBAeHUe aHtuten K NMDA-
peuentopam (04.01.2016) — oTpuuaTenbHbli. AHa-
JIN3 KPOBM Ha onpeaeneHne aHTUHENPOHasbHbIX aHTU-
Ten napaHeonnactTMyeckoro reHesa (04.01.2016) —
He BbiiBNieHbl. OgHAaKO OGHapPYXEH MOBbIWEHHbIN

PucyHok. MP-ToMorpaMma B pexkume T2-B3BeLLeHHOro
n306paxkeHmsl. OTMEeYQrOTCST 30HbI TNMEPUHTEHCUBHOIO
CUrHAAQ B TEMEHHO-3QTHIAOYHOM OBAQCTU KOPbI C ABYX
CTOPOH, XBOCTATOM $IAPE 1 CKOPAYIE C ABYX CTOPOH

ypoBeHb t-npotenHa (49,3 Hr/n), B-amunonga
(649 Hr/n) n 6enka S-100 (10,5 mr/n). B CBSI3U C YeM
6bln1 caenaH BbiBOA O HaMU4YMK Yy MALMEHTKU OEMEH-
LMW  anbLUreMMepoBCKOro Tuna, O6YC/OBNEHHOM,
NPeAnonoXUTENbHO, AEMEHUMEN ¢ TenbuamMun Jlesu.
YynTbiBas TaKkylo TPAKTOBKY AnarHosa, Tepanus obina
CKOppEKTUpPOBaHa: OTMEHeHa MNpOTUBOBUPYCHas Te-
panus (auMKIOBMP), yMEeHbLUeHa Jo3a [MIOKOKOPTH-
KOCTepouaoB Ao 12 Mr geKcameTa3oHa B CYTKM, Mpo-
JomKeHa aHTnbaKTepunanbHasa Tepanus. C Luenblo Ky-
nMpoBaHMA MUOKJIOHWIK BBOAUNWN AnasenamM. Hecmo-
TPS HA KOPPEKLIMIO NNeYEHUA B COCTOSHUMN NaLMEHTKH
Habngann oTpuuatenbHyl0 AWHAMWUKY: OTMEYEHO
CHWXXEHWE YPOBHS CO3HaHWs, Hapocna PUrngHoCTb,
NPUCOEONHUNIUCDL FeHepanmM3oBaHHbIE aANUIeNTUYHE-
CKWE TOHMKO-KNOHWYECKUE MPUCTYMbl U HapylweHue
AblXaHWs. Y4uTblBasg HEYKIOHOEe MporpecupoBaHue
HEBPOJIOrMYecKoro aeduumnTta, HEOAHO3HaYHble pe-
3ynbTaTbl AOMOJIHUTENbHBIX UCCNEeAOBaHUM, a TaKkKe
oTcytcTBUE addeKTa OT NPOBOANMON aHTUBaKTEpU-
anbHOW, MPOTUBOBUPYCHOW U UMMYHOMOAYJIUPYIOLLEN
(BHYTPUBEHHbIE UMMYHOM06YNMHBI) U UMMYHOCYMNpe-
CUBHOM (MNTIOKOKOPTUKOCTEpPOUabLI) Tepanuu, Oblno
NPUHATO pelleHne O NPoBeAEHUN TeNleMeaULIMHCKOM
KOHdepeHLMHU ¢ ydacTuem npodeccopa, LJOKTopa Me-
AVLUMHCKNUX HayK Y. Mangunr-Slamage (6onbHULE Hop-
[BECT, KIMHWKa HEBPONOruu, r. PpaHKkPypT-Ha-Man-
He, l[epmaHus). [To uToram KoHdepeHUNU BbIABUHYTO
NPeanonoXeHne O MPUOHHOM MPUPOAE MNOpParKEHUA
rONOBHOIMO MO3ra, B CBA3W C YEM [AMArHOCTUYECKUM
NMOMCK GblN1 MPOAOJIKEH: MPUHATO pelleHne 0 Npose-
AeHuu aHanm3a LICHK Ha onpeneneHne ypoBHSA npoTe-
nHa 14-3-3 (MapKkep NPUOHHOIO MOPaXKEHWS FONI0B-
HOro Mo3ra), HenmpoHcneundbu4yecKon aHonasbl (B T.
[eTtuHreH, fepmanugd). Mo pesynstataM YNOMSAHYTbIX
o6cnefoBaHui (17.02.2016) yctaHOBNEH MOBbILLEH-
HbIV ypOBeHb NpoTenHa 14-3-3 n HenpoHcneuduye-
CKOM aHONa3bl (96,9 Hr/mn). Y4utbiBas KIMHUYECKYIO
KapTUHY 3ab0neBaHUsA U pe3ynbTaTtbl UCCNefoBaHUA
YCTAHOB/IEH KIMHMYECKUW aMarHo3 «[ybyatas aHLue-
danonatna Kpentudenbara— Axkoba». B panbHen-
lWeM nauMeHTKa nosydyana cMMNTOMaTtMyecKoe feye-
HWE W PECNUPAaTOPHYIO MOAAEPIKKY.

03.03.2018 r. B COCTOSIHUN OTMEYEHa pe3Kas oT-
puuaTtenbHas AMHaAMUKa: BO3HUKIW MNPOSBIEHUS
OCTPOW [AblXaTeNlbHOM U cepaevyHO-CoCyanCTOn Hepo-
CTaTo4YHOCTU. HeCcMOTpPA Ha NPOBOANMbIE peaHMMaLIU-
OHHblE MEPONPUATUA B TOT e AeHb Oblia 3aperu-
CTpMpoBaHa CMepTb NaLUUEHTKU.

lNaTonoroaHaTOMMYEeCKOE M MATOrMCTONIOrMYECKOE
ncecnefoBaHKs He MPOBOAUIIM MO HACTOSAHWUIO POACTBEH-
HUKOB MaLMEHTKU U3-3a PENIUTMO3HbIX YOEeXAEHUN.

06cyxaeHue

B onucaHHOM cnydyae nmenu Mecto TMNMYHOE Ans
BKA Havyano 3aboneBaHus, ero KIMHUYECKAa KapTu-
Ha u TedyeHue. 3aboneBaHne MaHUDECTUPOBAO SB-
JIEHUSIMU KOTHWUTUBHbIX PaCCTPOMCTB, KOTOpble He
6€eCMNoKOMAN MaUMEHTKY, HO 6blIM 3amMeyveHbl POACT-

YKPAIHCbKWUA HEBPOJIOTIYHUM XYPHAN -
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BEHHMKamK. CyOGbEKTMBHO MaUMEHTKa npeabsaBasana
}anobbl NULb Ha rOSIOBOKPYKEHNE HECUCTEMHOrO
xapaKTepa 1 obLyto cnaboctb. Ha MOMEHT noctynne-
HUS B KIMHUKY B KIMHWMYECKOW KapTUHE MaLUEHTKM
npeo6nagana KOrHUTUBHaSA AMCOYHKLMS, HYTO B coYe-
TaHWU C BbIBIEHHOW COMaTMYECKOW Natonornen (nNa-
LMEeHTKa AnuTeNbHOE BPeEMS cTpajana rmneprtoHuye-
CKOM 60/1€3HbIO) U pe3ynbTaTaMy Ha MOMEHT rocnuTa-
NM3aumm MarHMTHO-PE30HAHCHOIO NccneaoBaHms ro-
JIOBHOIO MO3ra, COracHO KOTOpoMy Obl10 BbISIBEHO
MesIKoo4YaroBoe nopaxkeHve 6en0ro BellecTsa nony-
luapui, gano OCHOoBaHMEe TPaKToBaTb COCTOSIHWME Ma-
LMEHTKM KaK MposiBEHNE XPOHUYECKON UILIEMUMU TO-
JIOBHOIO MO3ra.

OaHaKo CKOPOCTb HapacTaHWUa KOTHUTMBHOIO Je-
dununTa, a TakkKe pesynsratbl NoBTOpHOro MP-uccne-
[I0BaHMS roI0OBHOMO MO3ra CcTanun NoBOAOM ans 6onee
yrny61eHHOro AMarHoCTUYECKOro noucka Aanas UCKIo-
YeHWs1 BOCNanuTebHOM NPMUPOAbl NOPaXKEHUS ronoB-
HOro Mo3ra MHOEKLMOHHOIO MAN ayTOMMMYHHOrO (B
TOM 4YUCNEe MapaHeonnacTMyeckoro) reHesa. B panb-
HenleM B COCTOSIHUKU MaLMEeHTKM OTMEeYeHa oTpuLa-
TenbHaa AMHaAMMKa (HapacTaHWe KOrHUTWMBHBIX pac-
CTPOMCTB [10 CTEMEHM TAXKENON AEMEHLMHU, NPUCOEaU-
HEHWE TMNEPKUHETUYECKOrO CMHAPOMA B BUAE MUOK-
JIOHWW, TeHEPanM30BaHHbIX 3NUAENTUYECKUX MPUCTY-
NMoB, HapylleHWe BUTaNbHbIX QYHKLMN U CHUMKEHUE
YPOBHSI CO3HAHMS), 4TO B COYETAHUM C OTCYTCTBMEM
addeKTa OT NPOBOAUMON Tepanuu U oTpULaTENbHbI-
MU pe3ynbratamu 06cnefoBaHus (3a UCKIIOYEHUEM
MOBbLIWEHHOrO YPOBHS B-amunoupa, 6enka S-100
1 T-NpoTEMHA) NPUBENO K BEPCUMN O MPUOHHOWM NaToso-
. Ona BepudMKauuuM OaHHOro AuarHosa Obino
nposegeHo uccnegosaHue LICHK metogom nMMyHO-
depmMeHTHOro aHanu3a, NO pe3yabrataM KOoTOopOoro
BbISIBI€HO MOBbIWEHNE YPOBHA HEMpoHcneundpuye-

KoHpnmnKTa MHTEPECOB HET.

CKOM 3HoNa3bl M npotenHa 14-3-3. OgHaKo yKa3aH-
Hble MapKepbl HE ABAAIOTCA NAaTOrHOMOHWYHbLIMW 419
BKA, nockonbKy MOryt 6biTb 06HapyxeHbl B LCHK
W Npu apyrux 3aboneBaHuUsX rooBHOro Mo3ara (ue-
pebpoBaCKYNAPHbIX U BOCNANUTENbHbIX). Pellaolmm
B AaHHOM ciy4ae 6bl/10 COYETAHUE XapaKTEPHOW Kin-
HUYECKOM KapTUHbI, Te4eHns 3aboneBaHus U NoBbl-
LLEHHOrO YPOBHS NpoTenHa 14-3-3 u 1-npoTenHa, 4to
aBnseTcs cneumpuyHbiM ans BKA.

BbiBOAbI

MproHHble 3a6oneBaHusa LUHC sBnsoTca UCKtO-
YUTENbHO PEAKUM SABNEHWEM B HEBPOSIOTMYECKOM
npaKkTMKe B MUpe U B YKpanHe B YacTHOCTU. OaHaKo,
HECMOTPS Ha HU3KYIO PacnpoCTPaHEHHOCTb, BpayaM-
HeBposioram cnegyeT 6biTb HACTOPOXKEHHbIMK B Nna-
He JaHHOW NaToJIorMK B Ciyvae GbICTPOnporpeccupy-
lolLen AEMEHLIMKN, KOTOpas CONPOBOXAAETCA NPU3Ha-
KaMu1 MySIlTUCMCTEMHOIO NOPaXeHUs rosIOBHONO MO3-
ra. B Hawen cTpaHe, rae nmeet MecTo runepavarHo-
CTUKa LLepebpoBacKyspHbIX 3ab6oneBaHnin B LENOM,
penkve cnydam 6one3Hn Kpentudenbara— Axoba
NPOTEKAaIoT Yalle BCEro Kak cnydyaun 6bicTponporpec-
cUpyloUlen COCYAUCTOM AEMEHUMW WM BONe3Hu
Anburermepa. 3TOMy TaKKe crnocob6CTBYeT OTCYTCT-
BMe cneundpuyeckmnx ana 6onesHn Kpentudenb-
ata—dAKkob6a nNpu3HaKoB Ha MarHUTHO-pPEe30HaHCHOM
TOMOrpamMme roloBHOro Mo3ra. BbisiBNeHHble n3ame-
HEHUS MOryT TPAKTOBATbCH KaK o4Yarn COCyauCTOro
npoucxoxaeHus. CnegyeT MOMHUTb TaKXe 0 BO3MOX-
HOCTM BbIMO/IHEHUS aHan13a MKBOpa 4719 onpeaene-
HUS YPOBHSA npoTenHa 14-3-3 1 t-npoTenHa, coveTa-
HUE KOTOpbIX Ha ¢GOHE XapaKTEPHOW KIMHUYECKOM
KapTUHbI U l@aHHbIX HEMPOBU3YaNnM3aLMOHHOI0 nccne-
[I0BaHWs NO3BONSAOT FOBOPUTb O JOCTOBEPHOM AMar-
Ho3e 6one3Hn Kpentudenbara — fAkoba.

YuacTne aBTOpPOB: KOHLENUMS U An3akH nccaegoBaHms, c6op n obpaboTtka matepuana — C. M., 0. b., B.1.;

HanucaHune Tekcta — C. M., k0. b.; pegaktupoBaHne — A. I,
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C.O. MAKAPOB, 0. B. BYKPEEBA *, B. I. MALLKOBCbKIMIN 2, O. B. MTOMOPEAOB

TAY «AHINponeTpoBCchbka MeandHa akaaemis MOS YkpaiHny, AHINPO
2 AHINPOMETPOBCHKA OBAACHA KAIHIYHAO AIKQPHS iMeHi |, |. MeYHnKoBa, AHINPO

KAacuyYHMM TN CNOPAAUYHOT XBOpO6Uu Kpeutudpeabata—9ko6a
(KAIHIYHMIM BUNOAOK)

ONMCAHO KAIHIYHWA BUNAAOK NALIEHTKM, KA NepebyBAAA HO CTALIOHAPHOMY AiIKYBAHHI Y BIAAIAEHHI HEBPOAOTIT
N2 1 AHINPONETPOBCLKOT OBAACHOI KAIHIYHOT AIKQPHI iMeHi |. |. MeYHMKOBQ, Y SIKOi MPUXKUTTEBO AOCTOBIPHO BEPUPIKOBAHO
AIOrHO3 OAHOTO 3 PIAKICHX 3AXBOPIOBAHD LLEHTPAABHOI HEPBOBOI CUCTEMM — XBOPOOU KpernTudeAbaTa-5Ikoba. Lie npi-
OHHE HEMPOAEreHePATVBHE 30XBOPKOBAHHSI, TAOKOX BiAOME SIK TPAHCMICMBHA CMOHrGOPMHA eHLedaAonarTisl, KOTpa
BPOXKOE CCOBLB | 30KPEMA AOAEN, XOPOKTEPUIYETLCS LLBUAKUM MPOMPECYBAHHSIM ASMEHLI, PYXOBUX MOPYLUEHb Ta
MPU3BOANTE AO AETAABHOTO HACAIAKY. Y3AraAbHEHO AQHI AITEPATYPU LWOAO MPIOHHMX 30XBOPKOBAHL TOAOBHOTO MO3KY,
MPIOHHMX BIAKIB, iX POAI B OPraHi3Mi AKOAUHW, 30KPEMA $IK 30YAHWKIB IPY MM 30XBOPKOBAHL. HOBEAEHO BIAOMOCTI NPO eniae-
MIOAOTIO XBOPOBU KpenTudeAbATa—5KoBA, SIKA TRANASIETLCS YOCTILLE 34 IHLUI MPIOHHI 30XBOPKOBAHHSI, CYHOCHI MOTASIAM
HO MOTOreHe3 LMX 3AXBOPKOBAHbL, PO3IASHYTO X KAQCUOIKALIO, ASTAABHO OMUCOHO KAIHIYHY KOPTUHY XBOPOOU
KpentupenbATa—S5IKo6a. BUCBITAEHO METOAN AOAOTKOBOTO AOCAIAXKEHHS, SIKi MOXKYTb BYTW BUKOPUCTOHI AAST AIQTHOCTU-
KW LUbOrO 30XBOPKOBAHHSI, | 3MiHW, KOTPI MOXYTb BYTI BUSIBAEHI 30 AOMOMOTOIO LIMX METOAIB. OCOBAMBY YBAry MPUAIAEHO
AOCAIAKEHHIO AIKBOPY 3 METOK BUSIBAEHHSI OKPEMMX MPOTEIHIB, SIKi MOXYTb BYTN MAPKEPAMM MPIOHHOTO YR OMKEHHS
FTOAOBHOIO MO3KY, TQ iX DOAI B AIQrHOCTULL LiiX XBOPOB. HA MPUKACAT KAIHIYHOTO BUMOAKY BUCBITAEHO XOPAKTEPHUM Nepe-
O, KAIHIYHY KOPTUHY 30XBOPIOBAHHS TA BUKOPUCTAHHS 3A3HOYEHUX AQBOPATOPHUX AIQTHOCTUYHUX METOAMK, LLO ACQAO
3Mory BepurdikyBATU 3AXBOPIOBAHHS 30 XXUTTSI NALIEHTA.

KAKOU4OBi CAOBQ: NMPIOHHI 30XBOPIOBAHHS, BIAOK, MPOTEIH 14-3-3, AEMEHLLS, MIOKAOHI.
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Classical type of sporadic Creutzfeldt—Jakob disease (clinical case)

The article describes in detail the clinical case of a patient who was hospitalized in the Department of
Neurology N 1 of the Dnipropetrovsk Regional Clinical Hospital n. a. I. I. Mechnikov. Her diagnosis was verified as one of
the rare diseases of the central nervous system, Creutzfeldt—Jakob disease. It is a prion neurodegenerative disease,
also known as fransmissible spongiform encephalopathy, that affects animals as well as people. Rapidly progressive
dementia, motor disorders and lethal outcome are typical for the disease. The literature review is suggested in the
paper concerning prion brain disease, prion proteins, their effect on human organism as triggers of some diseases. The
paper outlines some information about disease epidemiology, that occurs more often than other prion diseases,
modern theories on pathogenesis of these diseases, classification, detailed picture of clinical case of Creutzfeldt-Jakob
disease. We identified methods of additional investigation which can be used for the diagnosis of the disease and
changes that may arise due to these methods. Particular attention is paid to liquor investigation to identify separate
proteins that can be used as markers of prion brain impairment and their role in diagnostics of the disease. By the
example of the case we have demonstrated the typical progress, clinics and application of mentioned methods that
provides us with verification of the disease when patient is alive.

Key words: prion diseases, protein, protein 14-3-3, dementia, myoclonias.
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