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TY «AHEMPONETPOBCKAS MEAMLMHCKAS akaaemms M3 YpaunHb», AHenp

2 AHENpPoONeTPOBCKAS OBAQCHAST KAMHUYECKAs1 GOABHMLIA
mmeHn V. . MeyvHmkoBa, AHenp

KAaaccuyeckum tTun cnopaanyeckon 60Aes3Hu
Kpeutudeabara—94koo6a (KAMHUYECKUN CAY4ON)

ONUCAH KAVHNYECKMIA CAYHAN NALUMEHTKM, HOXOAMBLUENCS HO CTALMOHOPHOM AEYEHUN B OTAEAEHUM HEBPO-
Aorn N2 1 AHENPONETPOBCKOM OBAACTHOM KAMHNYECKOW BOAbHULLI UMEHW .11 MeyHKOBA, Y KOTOPOM BbIA MPUKIN3-
HEHHO AOCTOBEPHO BEPUDULIMPOBAH ANArHO3 OAHOTO 13 PEAKNX 306O0AEBAHUIM LIEHTPAABHOW HEPBHOM CUCTEMbI —
bonesHn Kpentudenbatao-5Ikoba. 31O MPUOHHOE HEMPOAErEHEPATUBHOE 3AO00OAEBAHME, TAKXKE W3IBECTHOE KAK
TPAHCMWUCCUBHAS CNOHMIMGOPMHAS SHLLEDAAONATUS, MOPAXKAOLLEE MAEKOMUTAOLLMX M B YHOCTHOCTU AKOAEN, XOPAK-
TepusytoLleecsl ObICTPO NMPOrPECCHPYIOLLEN AEMEHLIMEN, ABUTATEABHBIMN HOPYLLEHNSMI U MOUBOASILLIEE K AETAAb-
HOMY MCxoay. OB06LLLEHBI AOHHBIE AUTEPATYPLIOTHOCUTEABHO MPUOHHBIX 3060AEBAHNM FOAOBHOIO MO3rd, MPUOHHbIX
OEAKOB, UX POAV B OPFOHM3ME YEAOBEKQ, B YHOCTHOCTM KAK BO3OYAUTEAEN FPYMMbl 3A60AEBAHUI. [TOMBEAEHBI CBEAE-
HKS1 06 BNMAEMNOAOTM BOAE3HN KpenTUdeAbATO-5IKOBA, KOTOPAOS BCTPEYAETCS HaLLEe APYIVX MPUOHHBIX GOAE3HEN,
COBPEMEHHBIE B3IASIAbI HO MATOTEHE3 3TNX 3AOOAEBAHUN, PACCMOTPEHA KX KAQCCUDUKALMS, AETAABHO OMUCAHO
KAMHNYECKAST KAPTUHA 60Ae3HM KpenTudenbata-5Iko6a. OcBeLEHbl METOALI AOMOAHUTEABHOTO UCCAEAOBOHNS,
KOTOPbIE MOTYT OblTb UCMOAB3OBAHBLI AASI AUATHOCTUKM AQHHOTO 3000AEBAHUSI, I UBMEHEHWSI, KOTOPbIE MOTYT ObITb
BbISIBAEHbI C MAOMOLLBIO 3TUX METOAOB. OCOB0E BHUMAHME YAEAEHO NCCAEAOBOHMIO AMKBOPA C LLEABIKO BbISIBAEHMS
ONpPeAEAEHHbIX MPOTENHOB, KOTOPbIE MOTYT ObiTb MAPKELAMM MPUOHHOTO MOPOXKEHMS TOAOBHOIO MO3rd, U MX POAMU
B AMArHOCTUMKE 3TUX BOAE3HEN. HO NpUMEPE KAMHNYECKOTO CAYYAst OCBELLEHbI XOPAKTEPHOE TEYEHNE, KAUHMYECKOS
KAPTUHA 3000AEBAHUS 1 MPYIMEHEHWE YMOMSIHYTbIX AGBOPATOPHBLIX AMATHOCTUYECKNX METOAMK, MO3BOAMBLLVX BEPW-
dGNUMPOBATL 3AOOAEBAHME NP XKN3HN MNALMEHTA.

KAtoueBble CAOBA: MPVIOHHBbIE 3A00AEBAHMS, 6EAOK, NPOTENH 14—3-3, AEMEHLSI, MYOKAOHUM,

EonesHb Kpentudenoara—Akoba (BKA) — npu-
OHHOE HeunpojgereHepatMpHoe 3abofieBaHue,
TaKKe U3BECTHOE KaK TpaHCMMUCCHMBHAs CMOHrMbop-
MHas 3HUedanonatms, nopaxatullee Kak ntoaen, Tak
W APYrnx MAEKOMNUTAIOWMX, XapaKTepuaytoleecs Obl-
CTPO Mnporpeccupylowen aemMeHumen, aBuratesbHbl-
MU HapylweHUAMMK 1 NPUBOASLLEE K IETaslbHOMY UCXO-
ay [10, 15, 22].

TepMHH «npuoH» 6bl1 BBeaeH S.B. Prusiner
B 1982 I. M NPOMCXOAUT OT NOHATUS «BENKOBONOA06-
Has MHPEKUMOHHas YacTuuar. HenoBe4ecKU npuoH-
HbI 6ENOK NMPENMYLLIECTBEHHO 3KCMNPECCUPYETCS B He-
PBHOWM cUCTEME, OAHAKO TaKXe BCTpeyaeTcss BO MHO-
rMX ApPYrux TKaHsax opraHnama [8, 9]. OH Koaupyetcs
reHoM PrP, KOTOpbI pacnofioXKeH Ha KOPOTKOM Meye
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20-1 XpOMOCOMbI, 1 10 NOCTTPAHCKPUMNLMOHHON MOaN-
duKaumnmn coctont n3 253 amuHoKMcnoT [8, 17]. PyH-
KUMS MPMOHOB Ha [JaHHOM 3Tane pas3BUTUS HayKu
OKOHYaTe/bHO He fiCHa, 0A4HaKO OHW MOTYT NPUHKUMaTb
y4acTue B npoueccax AonrocpoyHon namartu [10, 16].
YenoBevyeCcKnn NPUOHHBbIM GENOK CyEecTBYET B pas-
HbIX N30dOpMax: HopMasbHbIM MPUOHHBLIN 6EN0K 060-
3HavaloT Kak PrP¢, a natonornyeckuit — Kak PrPse,
MpUOHbI — eAWHCTBEHHbIE W3BECTHblE MaToreH-
Hble MMKPOOPraHW3Mbl, JIMILIEHHbIE HYKIEUHOBbIX KK-
cnot. PrP® coaepxut 60sbllOe KOMYECTBO o.-Crupa-
nen v HemHoro — [B-cnupanew, a PrPs¢ coctouT u3
HebO/IbLIOro KOJIMYyecTBa o-cnupaner u 60nblworo
yucna B-cTpyKTyp. MprynHOM NPUOHHBLIX 3aboneBa-
HUI BNsieTcss HakonneHne PrPSe, koHpopmaLMoHHO
OT/IMYaloLEerocs OT CBOEro npejlecTtBeHHuKa PrPe,
LLItTamMMbl NPUOHOB NPOSIBASIOT pPa3Hble AnureHeTuye-
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CKWM YyHacnefoBaHHble OWONIOTMYECKME CBOMCTBA.
MHbIMKM cnoBamMu, PrPSC MOXKET cyllecTBOBaTb B BUAE
60/1bLIOr0 Konnyectea KoHdbopMalmi, 60/bLIMHCTBO
M3 KOTOPbIX onpeaensatoT ¢eHoTun 6onesHu [9, 16].
MpuoHHbIE 3a60neBaHUsA y NOOEN BCTpevatoTcs
KpanHe pegko: B 1—2 cnyyasix Ha 1 MAH HaceneHus
B roa [17]. BKA — Hanbonee yactoe npuoHHOE 3a60-
neBaHue y noaen. BolaensoT cnopaamyeckme, MHbek-
LIMOHHbIE M HacneacTBeHHble GopMbl 601e3HM [16].

Knaccudpukauma npUoHHbIX
3a6oneBaHuil y noaen

Criopagnyeckue (auornatm4ecKme) npuoHHbIe 3a-
60/1€BaHUsi — BO3HUKAIOT CNOHTaAHHO, GaKTopbl pu-
CKa He U3BECTHbI.

= CnopagundyecKkas bBKA

= Cnopagun4yecKas ¢patanbHasg MHCOMHUSA

= BapurabenbHas npoTteaso-4yBCTBUTENbHAA MPUO-
HonmaTtus

lprnobpeTeHHble (MHPEKLUMOHHbIE) MPUOHHbIE 3a-
60/1eBaHUsT — nepeaatolnecs nyTeM KOHTaKTa ¢ 3a-
PaXKEHHbIMU TKAHAMM WU XMPYPTUHECKUMU UHCTPY-
MEHTaMM1, 3a4acTyld aCCOLMMPOBaHbl C XMpypruye-
CKMMU BMeLlaTeNnbCTBaMu1 UK ApyrmMmn MeAULUHCKH-
MU nNpouegypamu.
= AHTPONOreHHOro MPOUCXOXKAEHMS:
- arporeHHas bBKA
(B pesynbrate MeAnLMHCKKUX NpoLeayp);
- Kypy
= XMBOTHOrO NPOMCXOXAEHUS
(OT KpynHOro poraToro ckoTta):

CemeriHble (Hac/neCTBEHHbIE UJIN FEHETUYECKME)
MPHOHHbIE 3a60/1€BaHUsI — UMEIDTCS clydaun 3abone-
BaHMS Y POACTBEHHMKOB WK y 3a60seBLINX onpeae-
NIAI0T MyTalMKW B TE€HaXx, aCCOLMMPOBAHHbIX C pa3Bu-
TMem BKA.

= [eHeTM4ecku obycnoBrneHHas bKA;
= CuHapom Gerstmann — Straussler — Scheinker;
= datanbHas ceMenHast MHCOMHMUS.

B 85 % cny4aeB NpUOHHbIX 3a60/1€BaHUI Y NtOAEN
MMEIOT MecTo cnopaaunyeckue popmsbl, B 10—15% —
HacneacTBeHHble [10]. Hanbonee pacnpocTpaHeHHbI-
MW HacneacTBEHHbIMU MPUOHHBIMW 3a60NEBAHUAMM
ABNsOTCA cemMenHas BKA n datanbHaa MHCOMHMS,
06ycnoBfeHHble myTauuamu B reHe PrP. MeHee 1%
CNy4aeB MNPUOHHbIX 3aboneBaHun y JNlogen umeloT
MHPEKLMOHHYI0 npupoay [1, 16].

Anuagemuonorua

BKA BcTpeyaeTcs B pasHbix cTpaHax [16, 24]. Ko-
JIMYECTBO CMepTeN OT JaHHOro 3ab6oneBaHUs CocTaB-
nseT npumepHo 1 cnyyan Ha 10 Tbic. cmepTen [11,
20]. CpeaHui Bo3pacT Havyana 3aboneBaHusa — ot 55
0o 75 net. Y 60sblIMHCTBaA 3a60neBLmnX (0kono 90 %)
netanbHbIA MCXOA HacTynaeT B Te4yeHWe roga nocne
Havana 3aboneBaHusd [13, 16, 23]. CpeaHsa npoao-
UTENbHOCTb XW3HU nocne gebiota BKA cocrasnger
4,5 mec [13].

MaTtorexes

Mytem orpaHuyeHHoro npoteonusa PrPSe npoay-
uupyetcs Hebonblan npoteasa-pe3ncTeHTHas mose-
Kyna PrP 27-30, cocTosiwas npubnnantensHo na 142
amMuHoKmcnoT. PrPC NonHOCTbIO rmaponnsnpyeTcs npuy
Tex e ycnosusx. [Mpu Hannumm geteprenta PrP 27-30
nonumepuayetcss B amunona. NPUOHHbIE CTEPKHM,
cpopmmnpoBaHHble NyTEM OFPaHUYEHHOro MPOTEON-
3a M 3KCTpaKLUMK AeTepreHTa, HeOTINYUMbI OT duna-
MEHTOB, CO34aloWnX aMunonaHble OGNAWKK B LEH-
TpanbHoM HepBHoW cucteme (LHC) [5, 16].

Bce nproHHbIe 6ENKM CaMOPENIMLIMPYIOTCH U SB-
NSATCA NPOTeas30-pe3nCTeHTHbIMKU, YTO [enaeT Mux
CTOMKMMMU K paspylieHuto. MNonagas B KIETKU MO3ra,
PrPSc meHsieT cTpyKTypy PrPC, KoTOpblit TakKe npuo-
6peTaeT CBOMCTBa NaTosIorM4eCcKoro, CTaHOBUTCS He-
YHKUMOHaNbHbIM M 3apasHbiM 419 APYrux Hopmalsb-
HbIX 6€/IKOB. 3TOT NPOLECC NPOTEKAET C HEYKIIOHHOM
nporpeccuen. Mornblume HeMpPOHbl ABASIOTCS UCTOM-
HUKamMK PrPS¢, yTo BbI3bIBAET NMopaxeHue Bce Gosb-
lero KonuyecTBa HOPMasibHbIX MO3rOBbIX KIETOK.
COBOKyMNHOCTb HakannuBatouleroca PrPS¢ npusoant
K aTpodurm MO3roBoM TKAHU U CIOHTMGOPMHON JHLE-
danonatuu [10, 16].

KnuHuyecKaa KapTuHa

BKA 6bina BnepsBble onncaHa HEMELKKUM HEBPO-
norom Hans Gerhard Creutzfeldt B8 1920 r.. Bckope
nocsne atoro 3abosneBaHue Takxe onucan Alfons Ma-
ria Jakob. KnuHunyecKas KapTmHa Knaccudeckon bK4A
XapaKTepu3ayeTcs ObiICTPONPOrPECCUPYIOLLUM TEYEHU-
€M 1 yKe Yyepe3 HECKOMbKMX MecsLeB nocne gebiorta
3a6oneBaHnsa y NaLMEHTOB pa3BUBAETCS aKMHETNYE-
CKnt MyTn3m [2, 5]. B HacTosiuee Bpems BKA knaccu-
GUUMPYIOT N0  MONEKYNSAPHbIM, (GEHOTUNUYECKUM
N KIMHUYECKMM Npu3Hakam. Knaccnyeckun tmun 60-
NIe3HU NPOSIBNSAETCS XapaKTEepPHOW Tpuaaon CUMMTO-
MOB: KOFHUTUBHas AMCOYHKLMUSA, MMOKIIOHMU U NEPHO-
AMYECKME OCTPOBOTHOBbLIE KOMMJIEKChl HAa 9NEKTPO3H-
uedanorpamme (33l [12, 22]. PasHble TnNbl 3abone-
BaHMA MMeIT MaTOrHOMOHWYHbIE KIIMHUYECKME
n 3r-Npu3HaKu.

KnuHuyeckune u anektpoaHueanorpadpuyeckue
npu3Haku TMnoB 6one3Hn Kpentudenoara — AKoba

Knaccunyecknin tun/MUOKIOHUYECKUI TUM:

= OCTpas nporpeccupylowas KOrHMTMBHaA Auc-
byHKUMS;

= B T€YEHMM HECKONbKMX MecsiLeB nocne MaHuoec-
TauMn 3aboneBaHUs pa3BMBaAETCH aKWHETUYEC-
KWUN MYTU3M;

* Ha paHHWX CTagusax 3abofnieBaHuWs MNOsBAAOTCS
MUOK/IOHUM W MEepPUOANYECKME OCTPOBOJIHOBLIE
KOMMJ1eKchbl Ha 33l

Tun lengeHranHa:

= XapaKTepusyeTcs 3pUTENIbHbIMU HapyWeHUSaIMH,
TaKMMW KaK visus defigurata, HapylweHnem LiBETO-
BOCMPUATUS, KOPKOBOW CNENOTOM U CUHAPOMOM
AHTOHa (OTCYTCTBME OCO3HAHUS CNEnoThl);

YKPAIHCbKWUA HEBPOJIOTIYHUM XYPHAN -
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= OCTpasi KOTHUTMBHas AMCOYHKUMA W Opyrve He-
MPOMCHUXONOrMYeCKMe HapyLEHUS C NPOrpeccupy-
OWMMM BNOCIEACTBMM MUOKIOHUAMMU;

* Nepuoan4yeckne OCTPOBOSTHOBbLIE KOMMJIEKChbl Ha
3T, 6onee BblparKEHHbIE B 3aTbIIOYHOM KOpE.
Tun BpoyHenna— OnneHrenmepa/aTakCMYECKUIM Ba-

pUaHT:
= XapaKkTtepusyetca B aebiote 3aboneBaHus
MO3)KEYKOBbIMW CUMMTOMamu, B MOCAeaytoWwem
pa3BMBaETCs Nporpeccupyoas AeMeHLus;
= B 60/bWIMHCTBE cny4yaeB Ha I3l He oTMevanuchb
nepuoanyecKre 0CTPOBOTHOBLIE KOMMEKCHI.
Tanamunyeckas pgereHepauus/Cnopagnyeckas oda-
TanbHast UHCOMHMUS:
= XapaKTepu3yeTcs MNCUXMATPUYECKMMMK CUMMTOMA-
MW, BEreTaTMBHOM AUCOYHKLMEN U pacCTporCTBa-
MU CHa;
= Ha 93l oTMe4yaeTcs Me[/IeHHbIM OCHOBHOM PUTM
6€e3 NeprmoanyecK1x OCTPOBOTHOBbIX KOMMIEKCOB
1 6€e3 BblpaXeHHbIX KITMHUYECKU MUOKJIOHUW.
AmunoTtpoduryeckas dpopma:
* XapaKTepu3yeTcsl BblparK€HHbIMU MblLLEYHbIMU
atpodusimn. BeTpeyaeTcsa oveHb peako.

PaHHMMK nNpu3Hakamu 3aboneBaHua ABAIOTCS
M3MEHEHUS MCUXMKK U MOBEeAEeHUs, NoTeps NamsaTw,
HEeYyCTOMYMBOCTb MPU X0Ab6E, MUOKIOHUN U 3PUTESb-
Hble paccTponcTia [22].

MuoKnoHMK, XapaKTepHbIM Npu3Hak BKA, npea-
CTaBAAOT COO60N HeperynsipHble KpaTKOBPEMEHHbIE
CYOOPOXHble NogepruBaHuns Mbiwl,. MNoparkeHne mo-
TOPHOM KOPbl WK NUPaMUIHbLIX NyTEN B MEPBYO OYe-
peab BOB/IEKAET B NATOOMMYECKMI NPOLLECC MbILWLbI
¢ 601bLWMM KOPKOBbIM NPEeACTaBUTENbCTBOM, B 4acT-
HOCTM MblLLLbl KOHEYHOCTEW U NNLA, C TEYEHNEM Na-
TOSIOrMYECKOro MnpoLecca, MUOKIIOHMK 3aTparMBatoT
BCEe rpynnbl Mbiwiy, [14].

B TeyeHmn knaccuyeckoro tvna BKA Bbigensitor
Tpu ctaguu [5, 10, 15]. Ha nepBon ctagmn y naumneH-
TOB OTMeYaloT HecrneumdnyecKre CUMNTOMbI, Takne
KaK YTOMISIEMOCTb, HEYCTOMYMBOCTb, FO/I0OBOKPYHKE-
HWe, CHUXKEHWE NOBCEAHEBHOW aKTUBHOCTH, TPEBOXK-
HOCTb, [enpeccusi, 3puTeNibHble HapylleHus W pac-
cTpovcTBa namaTu. [Mpu npoBeaeHMM MarHMTHO-pPes30-
HaHCHoM ToMmorpadun (MPT) Ha gaHHOM 3Tane MoryT
ObITb BbISIB/IEHbI TMNEPUHTEHCMBHbIE YHaCTKM B 061a-
CTH KOpbl 60NbLUMX MOAYLWapUn 1 cTpuatyma [7].

Ha BTopow ctagmm BKA KOrHMTMBHas AMchyHKLUNS
6bICTPO ycyryonsetca. KOHTaKT ¢ nauMeHTOM CTaHo-
BUTCSA 3aTPyAHWUTENbHbIM, NOSABASIOTCA MUOKIOHWUM.
MNporpeccupyeTt HapylleHne NOXOAKHK, MaLMEHT CTaHo-
BUTCS NPUKOBaHHLIM K noctenu. Mpu HeBponoruye-
CKOM OCMOTpPE BbISIBASIOT pa3Hble HapylleHus (napa-
4K, adasus, anpakcusl, YyBCTBUTENbHbIE Hapylle-
HWS, OXKMBNEHWE CYXOXWbHbIX pedneKcoB, nosisne-
HME naToNorM4yecknx pedneKcoB, MO3XKe4yKoBas
aTaKcus, MbllleYHas pUrMaHOCTb, AMCTOHMUS, NapaTto-
Hus). Mpu npoBeaeHnn I3[ oTMevaloT nepuoamye-
CKMWE OCTPOBOJIHOBbLIE KOMIIEKChI.

2019, N¢ 1

TpeTbs cTagms 3aboneBaHuUs XapaKTepu3yeTcs
nporpeccupoBaHMeM CMMMNTOMOB A0 Pa3BWUTUS aKK-
HETUYeCcKoro Mytnama. Y naumeHTa pa3B1BaloTcs ae-
KOPTUKaLMOHHAsa pUrnMaHOCTb M TeTpanierns co cru-
6aTtefibHbIMKU KOHTpaKTypaMu. MUOK/IOHMHK, Nepmnoan-
YeCcKne OCTPOBOJIHOBbIE KOMMIEKChl Ha 33l 1 oyaru
rMNEPUHTEHCUBHOCTM Ha MP-CHUMKax NoCTeneHHo
YMEHbLLIATCHA U CO BpeMeHeM ucyesatot [7, 10, 14].
MauuneHTbl B 60/bLIKMHCTBE Cly4aeB normbatoT OT UH-
deKumn, acnnmpaLmoHHON NMHEBMOHWUK, AblXxaTelbHOM
HefOCTaTOYHOCTU MKW NOSIMOPraHHOM HeAoCTaTOYHO-
CTU. TEPMWUH «@KUHETUYECKUM MYTU3M», MPUMEHSE-
MbIV 419 XapaKTEPUCTUKU KITMHUYECKON KapTUHbI Mpun
BKA, otnnyaercsa oT aHanorm4yHoro TepMmnHa, Ucnosb-
3yemMoro npu Apyrux HEBPOSIOrMYECKUX PACCTPONCT-
Bax. AKMHETMYECKMI MyTU3M Npu BKA xapakrtepnay-
eTCsl OTCYTCTBMEM MPOWU3BOSbHLIX ABUMKEHWUIA M CMO-
COBHOCTM K NPOAYKTUBHOM peyun, OJHaKO 3TO COCTOS-
HWE MOXET BblTb aCCOLIMMPOBAHO C HA/IMYMEM Y NaLK-
€HTa HEenpoMn3BOSIbHbIX ABUMXEHUN, TAKMX KaK MUOK-
NOHWK, B3AparnBaHne, AUCTOHUS 1 CYAOPOrH, a TaKKe
C MPOAYKLMEN HEBHATHbIX, 6ECCMbIC/EHHbIX 3BYKOB
no Tuny ctoHa [7, 9, 11, 12].

AunarHocTtuka

BKA He nmMeeT 4eTKOM TUMUYECKOM KIIMHUYECKOM
KapTWHbI, MO3TOMY MOCTAHOBKAa AMarHo3a 4acTo Bbl-
3blBaeT TPYAHOCTH Y KIIMHULMCTOB. B nepByto odepeab
HEeoB6X0ANMMO WCKIOYUTL APYyrue HEeBPOSIOrMyecKue
paccTponcTBa 1 3aboneBaHuns, KOTopble MOryT COnpo-
BOXATbCHA CXOXUMKU cMMNTOMamu (cybapaxHounaanb-
HOE KPOBOU3NUSHME, 3HLEeDaNNT, MEHUHIUT, ULLEMMU-
YECKUM MHCYNLT, COCyAnCTas AEMEHLMS, ONyX0nu MO3-
ra, napaHeonnacTMyecKuMe HEBPONOrMYecKue Hapy-
LLUEHWUS), U HEMPUOHHbIE GOPMbI AEMEHLMNH, TAKMUE KaK
6onesHb Anburenmepa [5, 6, 13].

B HacTosilee BpeMs rMCTONOrMYecKoe Uccneao-
BaHWe 6uonTaTa Mo3ra NPU3HaHO 30/10TbIM CTaH4ap-
TOM AnarHoctuku bK4A [15, 22]. TemM He MeHee CBOEB-
PEMEHHO BbIMOJHUTL GMOMCHIO MO3ra yaaeTcs He
Bcerga. K Tomy xe, yautbiBas, 4To pesynbraTt uccnemo-
BaHWA GUonTaTta MO3roBOM TKaHW He BJIUSIET Ha Teye-
HWe 3aboneBaHUs U TaKTUKY JIEYEHUS, PUCKU MOryT
NpeBbICUTb OXuKaaHug. Kak npasuno, anarHo3 bK4A
yCTaHaB/IMBAIOT Ha OCHOBAHWM KIMHUYECKMX NPU3Ha-
KOB, AaHHbIx 33, MPT n aHanusa uepebpocnuHanb-
HOM XuaKkocTtu (LLCH) Ha Hannune xapaKrtepHoro 6en-
Ka 14-3-3 [14].

Metoaunka onpegenenus B LUCHK npotemHa 14-3-3
pa3paboTtaHa HauuoHanbHbIM MHCTUTYTOM HEBPOO-
rMYyecKnx pacctponcts u nHcynsta (NINDS). HyBcTBU-
TEeNbHOCTb MeToda AN MOATBEPIKAEHMS Knaccuye-
cKoro tnna bKA coctaBnaetr 92—96 % [2, 4]. OgHako
NOBbLIWEHHbIN YPOBEHb NpoTenHa 14-3-3 MoXeT
OblTb MPU3HAKOM OCTPOro HEMPOHANbLHOIO Moparke-
HUS, He 06s3aTeflbHO 0O6YCNOBIEHHOI0 MNPUOHHOM
nHdeKunen [6]. CnegoBatenibHO, HanuMyue 6enka 14-
3-3 B LUCHK camo no cebe He aBnseTcs J0CTOBEPHbIM
KpuUTepuem yctaHoBneHns auarHola bK{A. Hekoto-
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pble uccnegosartenu [3, 4] peKoMeHayT NPoOBOANTb
aHanns LCX Ha Hannume t-nNpoTenHa, KOTOpbIA TaK-
e ABnaeTca 1abopaTopHbIM KPUTEPUEM AUATHOCTU-
Kn BKA. HYyBCTBUTENBHOCTb HANM4us T-NnPoTENHA NMpw
Knaccudyeckom tune BKA coctaBngsetr 81 %, cneuu-
dunyHoCTb — 86 % [2, 4]. KoMBMHaunsa B JIMKBOpE
6enka 14-3-3 u t-npotemHa no3sonset B 91 % cnyya-
€B NnporHo3uposaTb Hannune BKA [2]. JTabopaTtop-
Hble TeCTbl, KaK MpaBWI0, BbIMOAHAKT Nocne Toro,
KaK y NauneHTa BbISBASIOT KIMHUYECKME, 1EKTPOIH-
uedanorpapmyeckme U HempoBU3yann3aLMUOHHbIE
npudHakn bKA [3, 7, 13]. C y4eTOM KIMHUYECKHUX,
aneKkTpoaHuedanorpadmMyecKknx, HempoBmu3lyanula-
LIMOHHbIX 1 nabopaTopHbIX NpM3HakoB BKA Bbiaene-
Hbl AMarHoctTMyeckmne Kputepuun bKA [2, 15].

[dunarHocTuyeckue Kputepum 60ne3Hu
KpenTudenbara — Akob6a (WHO,1998)
BoamorkHasi 601e3Hb

= KnnHuyeckme npusHakm
Mporpeccupytowas AeMEHUMSA U KaK MUHUMYM
[1Ba U3 YeTblpex NPU3HaKoB:

- MMWOKJ/IOHWH;

- 3pUTE/IbHbIE UTM MO3XKEYKOBbIE HaPYLIEHNS;

- MMPaMUAHbIE UK SKCTPanMpaMuaHble HapylleHus
(TOHYC no Tuny 3y64aToro Koneca);

- @KMHETUYECKMIN MYTM3M (HEBO3MOMXHOCTb [ABMKE-
HWUMN M PEYEBOro KOHTAKTa, MMHMMasbHas OTBET-
Hasl peaKkuus Ha pasfaparkeHue, rnasa npuv 3Tom
OTKPbIThI)

= MIHCTpyMEHTa IbHblE U 1abopaTopPHbIE
METOAbl MCCNEA0BAHNS
OTcyTCTBME MONOXMUTENBHOrO pesy/nbrata B Tpex
OOMNONHUTENbHbIX nccneaoBaHusax (33, MPT, aHa-
N3 IMKBOPA)

= ZlononHUTeIbHbIE KPUTEPMMN

- ANMTeNnbHOCTb 3aboneBaHns 6onee AByX NET;

- MPpU NPOBEAEHWUWN PYTUHHbIX MCCAEeOOBaHWUIA He
BbIIBIEHO MPW3HAKOB WHOrO anbTePHATUBHOIO
3a601eBaHNs, MPOABAAOLWErOCS CXOKMMU CUMM-
ToMamu

BepositHasg 60ne3Hb

» KnnHudecKkue npmu3Haku
BbicTponporpeccupytowas AeMeHUMsA U Kak MUHW-
MyM [Ba U3 YeTbIpeX NPU3HaKOB:

- MWOKJIOHUMU;

- 3pUTENbHbIE UM MO3XKEYKOBbIE HAPYLLIEHUS;

- NUMpamMuaHble UK IKCTPanMpaMuUaHble HapyLeHUs
(TOHYC no Tuny 3yé4aTtoro Koneca);

- aKWHETUYECKUI MYTU3M

= MIHCTpyMeHTaslbHble M 1abopaTopHbIe
METO/bl UCCAIEAOBAHMS
MonoXuTenbHbIM pedynbTaT Kak MMHUMYM OLHOMO
M3 NPUBEJIEHHbIX HUXKE UCCIEA0BaHUMN:
- 93l nepuoamMyecKkme OCTPOBOIHOBbIE KOMIMIEKCHI;
- nUccnefoBaHWe NMKBOPA: NOMOKUTENbHbBIM aHanm3
Ha P 14-3-3;
- MPT: naTtonorMyeckui MOBbIWEHHbIK CUrHaN oOT

XBOCTATOrO SApa W/UAU CKOPAYMbl B pPeXume
FLAIR

« J10MO/IHUTE IbHbBIE KPUTEPUM

- MPU NPOBEAEHWU PYTUHHBLIX WCCMefoBaHUi He
BbIIBIEHO MPU3HAKOB MHOIO anbTepHaTUBHOIO
3a60/1eBaH1s, MPOSABAOLWErocs CXOMUMU CUMIT-
TOMaMu

JocTtoBepHasa 60ne3Hb
= WMccnegoBaHne 06pa3LoB  MO3roBOWM TKaHWU
CTaHAapPTHbIMM HEMPOMATONOrMYECKUMU TEXHWUKA-
MW U/UNN UMMYHOXMMUYECKMMMN METOAAMU U/NNN
MeToaoM BecTepH-610TTUHIa ¢ NOATBEPKAEHUEM
Hanu4na rnpoTeasa-pe3nucTteHTHon PrP un/vnun
NMPUOH-accoLMMPOBaHHbIX GUGPUIN

MHayunpoBaHHasa BUGpaL et KOHBEPCUS B PEXKMU-
Me peanbHoro Bpemenu (RT-QulC) — HegaBHO onu-
caHHasl nabopaTopHas MeToAuKa ANna onpeaeneHus
B NMKBOpe PrPSe [1]. YyBCTBUTENbHOCTb TECTA COCTaB-
naetr 80—90 %, cneumdmyHoctb Tecta — 100 %, yTO
JaeT eMy IBHOE NPenMyLLECTBO Nepei MeTogamu on-
peneneHuns t -npoTenHa u npotenHa 14-3-3 [1, 18].

Mcnonb3oBaHue metoankn RT-QulC Ha cy6eTpaTte
Ma3KOB M3 CMIM3UCTOM HOCa BbISBMNO YyBCTBUTESb-
HOCTb 97 % 1 cneundnyHocTb 100 % [18]. MocKonbky
[JaHHas MeToaMKa He ABNseTcs MHBa3MBHOM MO cpaB-
HEeHUIO ¢ NtoMbanbHOM NYHKLUKWEN, B BnnKanliee Bpe-
MSl OHa JO/MKHA CTaTb YacTblo CTaHAapTa A9 AMarHo-
CTUKM BK4.

JleyeHue

HecmoTpa Ha AOCTMXKEHWMS B MOHWMaHWKW 3TOrO
3aboneBaHns, NPOrHO3 OCTaeTCsl HeyTelMTeNbHbIM:
BKA — Hensneunmas 6one3Hb. OCHOBHblE Hanpas-
NEHNs NIeYeHUsT — CUMNTOMAaTUYECKOE U MOAAEPHKM-
Batollee, Hanpumep, NPMMEHEHUe KNoHa3lenama ansg
YMEHbLLEHNA MUOK/IOHUIW. CTaTUCTUYECKU CYLLLECTBEH-
HO€e yfyylleHWe KOrHUTUBHbIX QYHKUMIM B rpynne u3
28 nauuneHToB ¢ BKA Habnwganv npyu NpUMMeEHeHUn
dNynNnpTMHaA, HO 3TO €AUHCTBEHHOE WCcreaoBaHue,
onucaHHoe B nuTepaTtype, coobuatuee 06 ynydlle-
HUK Y NauneHToB ¢ bKA Ha poHe MeanKamMeHTO3HOro
nevenus [19]. Llenb Tepanuu B 6yayliem —npenoTspa-
lweHne npeobpasoBaHnsa PrP¢ B PrPse,

B HacTosillee Bpemsa MpoBOAAT MccenoBaHus
NPMMEHEHNsT MeauKaMeHTO3HOM Tepanun npu BKA,
B YaCTHOCTM, AOKCULIMKIIMHA, TaKPOJIMMYCa, MeHTO3aH
nonucynbdara, xnopnpoMasunHa n gayneptumHa. Npo-
[ONXKaKTCA nccneaoBaHMsa No pa3paboTKe BaKUMHbI
ot bK4A [6, 10, 24].

Ba)KHbIM pecypcoMm A5 NaLMeHTOB U CEMER, CTON-
KHyBLIMXCs ¢ BK4, aBnsetca OpraHm3aumsa no 6opb6e
¢ bKA (Creutzfeldt-Jakob Disease Foundation), cosaaH-
Has 4N NOAAEPKKM MaLMEHTOB, MX POACTBEHHWKOB
W AN MEAMLIMHCKMX paboTHUKOB M UccegoBaTenen.

KnuHnyeckum cnyyamn

MauunenTtka 0., 1954 roga poxkaeHus, noctynuna
Ha nedyeHue B otaeneHne Hesponormm N2 1 [IHenpo-

YKPAIHCbKWUA HEBPOJIOTIYHUM XYPHAN -

2019, N2 1



BUMAAOK I3 NPAKTUKH

YKPATHCbKU HEBPOJIOTIYHUMA XYPHAN -

NEeTPOBCKOM 061aCTHOM KIMHUYECKON 6O0JIbHULLbI
nmenu U. 1. MeyHnkosa 01.12.2015 r. ¢ kanobamu
Ha ro/I0OBOKPYKEHUE, LATKOCTb Npu Xxoabbe, yxyaLie-
HME NaMATH, CHUXKEHME KOHLEHTpaLMKM BHUMaHUS.
CornacHo aHaMHeCTUYECKUM iaHHbIM, CO6PaHHbIM CO
CNOB MaUMEHTKM W POACTBEHHWKOB, M3BECTHO, YTO
nepBble NPU3HaKM 3aboneBaHMs Havalan oTMevaTb
B Hosi6pe 2015 r. (3a Mecsl A0 rocnutannsaumm)
B BWAE PACCEAHHOCTU, YXYALIEHWS MaMATH, TPYAHO-
CTeN B BbINOMIHEHUU €XKEAHEBHbIX 6bITOBbIX QYHKLMK,
yXyAlWeHMa 06LLero camo4vyBCTBHUS, KOTOpble CBSA3bI-
Ba/M C MOBbILIEHWEM apTEpPUanbHOro AaBfieHUs Ha
$OoHEe NepeHeceHHOoro NCMxXoaMOLIMOHaNbHOMO CTpec-
ca. 3HauyuTeNbHOE yXy/LIEHNE COCTOAHUS 3aPUKCHUPO-
BaHo 24.11.2015 r., korga BO3HWKIO MHTEHCUMBHOE
rOIOBOKPYXEHME, LAaTKOCTb Npu Xoabbe, oTMeyeHa
[le30pueHTaums B npoctpaHcTee. O6patmnachk 3a Me-
JWLMHCKOM MoMoOLLblO.

N3 aHamMHe3a W3HW WM3BECTHO, 4TO MaLMeEHTKa
pocna v pa3BMBanacb COOTBETCTBEHHO BO3pacTy. [le-
peHeceHHble YepenHo-MO3roBble TPaBMbl, MHDEK-
UMK, nepedatolimecs MNonoBbiM nyTeMm, Tyb6epkynes
n BUY-nHdpeKumo otpmuaet. BpeaHbix NpUBbIYEK HET.
Ha npon3BoacTBe KOHTAKT C BpeaHbIMK BeELECTBaMM
oTpuuaeT (paboTaeT BpadyoM-Kapamonorom). M3 nepe-
HECEHHbIX 3abofieBaHui: OCTpble pPecrnupaTopHble
BMPYCHblEe MHDEKUMM (He Yalle 2 pa3 B rog). CoctouT
Ha y4eTe y Kapauonora no noBoay rmMnepToHNMYECKOM
60ne3Hu 2 ctaguu lll cteneHn. PerynsapHo npuH1UMaeT
FMNOTEH3MBHYIO M Ae3arperaHTHyLO Tepanumio.

Mpn nocTynneHnn B comaTM4ECKOM cTaTtyce obpa-
Wano BHUMaHWe MoBblleHMe UMbp apTepuanbHOro
fasnenus (go 150/100 mm pT.cT.). HeBponoruye-
CKWI cTaTyC: CO3HaHWe ICHOe, OPUEHTUPOBaAHA B Me-
CTe, BPEMEHU U COOCTBEHHOMW JIMYHOCTU, CHUXKEHAa
KPUTMKa K CBOEMY COCTOSIHMUIO, PEYEBbLIX PACCTPONCTB
HET; YepenHO-MO3roBble HEePBbl: 0O60HSAHWE CoXpaHe-
HO, OCTPOTa 3PEHMUS U 3pUTENbHbIE MO He Hapylue-
Hbl; rnasHble wenn D =S, 3payku D =S, poTopeaKkumm
He n3MeHeHbl. O6beM aKTUBHbIX ABUMKEHUIM TMa3HbIX
S6/10K He OrpaHW4YeH; HeaoCTaTO4YHOCTb KOHBEPreH-
UMM ¢ 06enx CTOPOH; OTMEeYaeTCsd CTOMKUM FOPU30H-
TaNbHbIA HUCTArM B KparlHUX OTBEAEHMSAX, ANMNOMNNK
HET; NMMLO CUMMETPUYHOE; A3bIK MO CPeAHEN JIMHUM,
Uvula He OTKNOoHEHa, MArkoe He60 GOHUPYET; MMOTOY-
HbIK pedneKkc, pedneKe ¢ MArkoro Heba COXpaHeHbI;
pedneKcbl opanbHOro aBTomMaTM3ma OTpuLaTeNbHbI;
TOYKM BbIXOJa BETBEN TPOMHUYHOIO HepBa 6e360/1€3-
HEHHbl MPX Nanbnaumm; 06bEM aKTUBHbIX ABUMKEHUN
B KOHEYHOCTSX HEe OrpaHMyeH; Mbllle4yHast cuna B KO-
HeyHocTax D=S u paBHa 5 6annam; CyXOXMUibHble
W nepuocTanbHble pednekcbl ¢ KoHeyHocTen D =S,
KMBbIE; MNATONOrMYEeCKMe CTOMHbIE N KUCTEBbLIE ped-
JIEKCbl C KOHEYHOCTEWN, KNOHYChI HE BbI3bIBaAOTCS; Mbl-
LeYHbIn ToHYc D =S, He U3MEHEH; KOOPANHATOPHbIE
nNpo6bl BbIMOMHAET HETOYHO, C MUMOMonagaHuem
Cc 06eunx CTOpoH; B rno3e Pombepra oTMevyaeTcs wwat-
KOCTb; PaCcCTPOWCTB YyBCTBUTENbHOCTH HE BbISBNEHO;
MEHWHreanbHble CUMMNTOMbI OTPULATENbHbI; GYHKLIMK
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Ta30BbIX OPraHOB HEe HapYLLEHbl; OLleHKa KOTHUTUBHO-
ro cratyca no MMSE — 26 6annoB, MoHpeanbcKas
KorHutuBHas oueHka (MoCA) — 25 6annos.

Ha MOMEeHT nocTynjieHns BbINOMHEHO 06cnenoBa-
Hue: MPT ronosHoro moara (24.11.2015), no gaHHbIM
KOTOPOro BbISIBIEHO MefIKooYarosoe andpdysHoe no-
paxkeHune BelwecTBa rofoBHOro moara. JaHHyto MP-
KapTWHY TPaKToBasM KaK NopaKeHne rofloBHOro Mo3-
ra coCyaMcToro reHesa. Y4nTbiBasi BblLIENU3NOKEHHOE,
nauneHTKe 6bln yCTaHOBNEH AMarHo3 «[lporpeccupy-
lowaa cocyguctass nermkoaHuedanonatus», HavyaTo
cooTBeTcTBYOLEe neveHne. 04.12.2015 r. naumen-
TKe 6b1J10 NOBTOPHO NpoBeaeHo MPT ronoBHOro Mos-
ra, No pesyfnbraTaM KOTOPOro He 6blI0 06HAPYKEHO
AVHaMUKM B PaAMONOrMYEeCKOM KapTuHe, OAHaKo
O6blN0 PEKOMEHOOBAHO npoBeAeHue anddepeHLm-
aNbHOM AMArHOCTUKM MEMXAY COCYAUCTbIM M BOCMan-
TeNbHbIM XapaKTepoMm npoLiecca.

Ha 7-1 ieHb HaxoXAeHKWs B CTaLlMOHape oTMeYeHa
oTpuuaTenbHas AMHaMMKa B COCTOSIHUM NaLMEHTKM,
nposBAsBLUAsACS YXyALIEHUEM KOTHUTUBHbIX GYHKLINM
(MMSE — 20 6annos, MoCA — 18 6annoB) ¢ Np1co-
€AMHEHWEM MUOKIIOHWK. YYUTbiBas CTPEMUTENbHOE
HapacTaHWe CMMMNTOMATUKK, MPUHATO peLleHne npo-
[JOMKUTb AMarHOCTUYECKMI MOWCK C LeNbio npoBeae-
HUA anddepeHUnanbHON AMarHOCTUKKM € aHLedanu-
TOM (BEPOATHO, BUPYCHON NIMBO ayTOMMMYHHOW MpU-
poabl). TakKe 6blN0 NPUHATO pPeLLEeHNE O Havane Tepa-
numM ex juvantibus aumknosnpom B go3ze 750 mr
B BMAE BHYTPUBEHHbIX MHPY3UIN Kaxkable 8 4, MeTuI-
npeaHM3010HOM B fo3e 125 Mr B Bue BHYTPUBEH-
HbIX MHQY3UN U BHYTPUBEHHBIMWU MUMMYHOINOBYINHA-
Mn 5% pacteop no 500 mn.

BbinonHeHbl cneayouwme obcneqoBaHus: aHanus
KpOBW AN1s onpegeneHuns aHtuten Toxoplasma gondii
(11.12.2015), TnTp aHTMTEN — MeHblwe 0,013 (oTpu-
LaTeNbHbIM pe3ynbraT), aHTUHYKIeapHble aHTuTena
(03.12.2015) — He BbIIBNEHbI, aHTUTENA K Kapauo-
amnuHy (03.12.2015) — oTpuuaTesbHble, YPOBEHb
romouuctenHa (03.12.2015) — 15,86 MKMONb/N
(pesynbtaT, He3HauuTeNbHO MNpeBbIlalWMn Bep-
XHIOIO rpaHuLy HopMbl), onpeaenexHne AHK yutome-
ranosupyca (LUMB), Bupyca SnwrtenHa — bapp (BIb)
MEeToAOM MoNMMepasHon uenHon peakuuu (MLP)
(03.12.2015): AHK UMT He BbisiBneHbl, AHK BOb —
BbISIB/IEHbI, MEHbLLE ABYX KOMWUM (KITMHUYECKU HE3HA-
YUMbIN pe3ynbTaT). B o6uem aHanuse CLUK He o6Ha-
PYXXE€HO OTK/IOHEHUW. AHann3 KPOBM Ha aHTUTena
K BUY — oTtpuuatenbHbii. Mccnepgoanne CLUXK me-
Togom MUP (16.12.2015) ¢ uenbio oBGHapy*KeHUs
OHK Candida albicans, Mycobacterium tuberculosis,
M. bovis complex, M. pneumoniae, Toxoplasma gon-
dii, Bupyca npoctoro repneca 1 n 2 tuna, B3b, LUIMB,
3HTEPOBUPYCOB — HE BbIIBNEHO. BbinonHeHne 33l
He NpeacTaBAsfNOCh BO3MOXHbBIM M3-3a MOCTOSHHbIX
MUOK/IOHWMYECKMX MOAEPrMBaHUI WU, KaK Cnefcteue,
HannMuua aptedakKToB Ha nieHKke. HecmoTtpsa Ha npo-
BOAMMYIO Tepanuto, B COCTOSIHUM MaUMEHTKM Habnto-
Janu oTpuLaTeNbHYO AMHAMUKY: yCYry6ieHne KOrHu-

51



BUMNAAOK I3 NPAKTUKH

52

TMBHOro aedunumnta (MMSE — 19 6annos, MoCA —
16 6annoB.), NPUCOEONHEHMUE YMEPEHHOro TeTpana-
pe3a no LeHTpasbHOMY TNy, YCUIEHWUE BblPa)KeHHO-
CTU MUOK/TOHUN.

30.12.2015 . OTMEYEHO pEe3KOE 3Ha4vyuTeNbHOoe
yXyAlWeHWEe COCTOSAHNUS NaLMEeHTKN: Ha GoHe HapacTa-
HUS HEBPOJSIOTMYECKON CUMMTOMATUKK MPUCOEanHU-
JIOCb HapylleHne BUTabHbIX QYHKUWK (OblXaHWS),
pa3BW/ICH reHepann30BaHHbIM AMUIENTUYECKUI NPU-
CTyn, B CBSI3M C 4YeM MNauMeHTKa Obina nepeBeaeHa
B OTAe/fleHMe aHecTe3MoNormMm 1 MHTEHCUBHOM Tepa-
num N2 2. Umetowmecas MPT-CHUMKK Bblin NpoaHanu-
3MpOBaHbl paauonoraMn MHCTUTYyTa HEMPOXUPYPrnn
umeHn akag. A.Tl. PomogaHoBa HAMH YKpawuHbI
M KJIMHUKK HeBposnoruu «BucbapeH» (fepmanus). Mo
pesynbtaTtaM 06CYKAEHUS Ha OCHOBAHWMW BbISIBEH-
HbIX 30H TMNEPUHTEHCUBHOIO CMUrHana oT onpeaenex-
HbIX 06nacTen Kopbl M 6a3anbHbIX 9aep B T2-pexume
(pucyHOK) 6blna 3anogo3peHa BOCMANUTENbHO-UH-
deKUMOHHas npupoda MopaKeHWs, MNPeanonoKu-
TeNnbHO, Bbi3BaHHasA Legionella pneumophila v Liste-
ria. B ¢BA3M € 3TMM OblN0 PEKOMEH0BAHO AallbHEN-
lwee obcnenoBaHue (6akTepuasnbHbIi MOCEB FEMO-
KyNbTypbl, aHann3 Ha aHTuTena K Legionella pneu-
mophila v Listeria, a TakxKe KoppeKuusa Tepanuu (aH-
TnbaKTepuanbHasa Tepanus — NeBOdPIOKCaALUMH

B fo3e 500 mMr BHYTPUBEHHO KanesnbHO).

AHannsa KpoBu Ha BbigBNeHne aHtuten K NMDA-
peuentopam (04.01.2016) — oTpuuatenbHbii. AHa-
JIN3 KPOBW Ha onpeaeneHne aHTMHENPOHANbHbIX aHTK-
Ten napaHeonnactuyecKkoro reHesa (04.01.2016) —
He BbisBNeHbl. OgHaKo O6GHapyXeH MNOBbIWEHHbIN

PucyHok. MP-ToMorpamMma B pexkmme T2-B3BELLIEHHOrO
M306paXKeHMS. OTMEYQKOTCS 30HbI TNMNEPUHTEHCUBHOIO
CUrHAAQ B TEMEHHO-3QTbIAOYHOM OBAQCTU KOPbI C ABYX
CTOPOH, XBOCTQTOM SIAPE U CKOPAYEe C ABYX CTOPOH

ypoBeHb t-npoteuHa (49,3 Hr/n), B-amunouia
(649 Hr/n) n 6enka S-100 (10,5 mr/n). B CBS3K C 4EM
OblN cAenaH BbIBOA O HalU4YMK Y NALMEHTKU AEMEH-
UMW  anbLreMMepoBCKOro Tuna, 06YC/OBIEHHOW,
NPeanoNoOXUTENbHO, AEMEHLMEN ¢ TenbuamMmun JleBu.
YunTbiBas TaKyto TPAKTOBKY AWarHosa, tepanus 6bina
CKOPPEKTMpPOBaHa: OTMEHEHa NMPOTUMBOBUPYCHas Te-
panus (auMKNOBMP), YMEHbLUEHA [03a [TIOKOKOPTU-
KocTepounaos A0 12 Mr geKcameta3oHa B CYTKM, Npo-
[onKeHa aHTMbaKTepuanbHas Tepanusa. C uenblo Ky-
NMpPoOBaHMUA MWOKJIOHWIM BBOAMNWU Anasenam. Hecmo-
TPS Ha KOPPEKLMIO SIEHEHNS B COCTOSTHUMU NaLMEHTKM
Habngann oTpuLaTeNbHY0 AUMHAMUKY: OTMEYEHO
CHUXEHWE YPOBHSI CO3HaHWS, Hapocna PUrMAHOCTD,
NPUCOEANHUINCL FeHepannM30BaHHbIE ANUAENTUYHE-
CKME TOHMKO-KIOHWYECKME MPUCTYMbl U HapyleHue
AblXxaHus. Y4uTbiBasi HEYKIOHOE NporpecuMpoBaHue
HEeBpPO/IOrMYyeckoro geduumTa, HeogHO3Ha4YHble pe-
3ynbTaTbl AOMONHUTENbHBIX UCCNEA0BaHUIA, a TaKKe
oTcyTcTBUE addeKTa OT NPOBOAUMON aHTUBaKTEpPHU-
anbHOM, NPOTUBOBMPYCHOM U MMMYHOMOAYNUPYIOLLEN
(BHYTPMBEHHbIE UMMYHOTIO6YINHBI) U UMMYHOCYMpe-
CUBHOM (MNTIOKOKOPTUKOCTEPOUbI) Tepanuu, Obino
MPUHATO peLleHne 0 NPOBEAEHNN TeNeMeaNLMHCKOM
KOHbEPEHLMN € yH4acTMeM npodeccopa, JOKTopa mMe-
OWUMHCKKUX HayK Y. ManauHr-Slamage (6onbHuua Hop-
[IBECT, KIMHWKaA HEBPONOruu, r. PpaHkdypTt-Ha-Man-
He, [epmaHus). [To ntoram KoHdepeHUNn BblABUHYTO
NpeAanosoXeHne O MPUOHHOM MPUPOAE MOParKEHUS
rofIOBHOIrO MO3ra, B CBS3M C YEM AMArHOCTUYECKUM
MOWCK OblN NPOAOSIKEH: NMPUHATO pelleHne o NpoBe-
neHnn aHannsa LICH Ha onpeaeneHne ypoBHS npoTe-
MHa 14-3-3 (MapKep NPUOHHOIO MOpPaKeHus rosoB.-
HOro mo3ra), HenpoHcneundbmnyeckon 3Honasbl (B T.
[eTtnHreH, fepmanus). Mo pesynstatam ynoMsiHyTbIX
o6cnenoBaHmin (17.02.2016) ycTaHOB/IEH NOBbILWEH-
HbIM YpOBeHb npoTterHa 14-3-3 1 HenpoHcneyuuduye-
CKOM 3HONa3bl (96,9 Hr/Mn). YunTbiBask KIIMHUYECKYIO
KapTuHy 3aboneBaHua WM pe3ynbraTbl UCCNefoBaHUs
YCTaHOBMIEH KIIMHMYECKMM amarHo3 «[ybyatas 3Hue-
danonatua Kpeuntudbenbara— Akobar. B panbHen-
WeM nauMeHTKa nosiydana cMMnToMaTU4ecKoe nede-
HWE M pecnmMpaTOPHYO NOAAEPIKKY.

03.03.2018 r. B COCTOSIHUN OTMEYEHa pe3Kas oT-
puuaTenbHas AMHaAMUKA: BO3HUKIW MNPOSIBNEHMS
OCTPOW AblXaTeNlbHOM U cepaevyHO-COCYaUCTON Hepao-
CTaToO4HOCTK. HecMoTps Ha NpoBOAMMbIE peaHnMaLu-
OHHble MeponpuaTUS B TOT e AeHb Gblna 3aperu-
CTPMpOBaHa CMepPTb MNaLUEHTKM.

MaTonoroaHaToMM4yeCcKoe M MaTOrMCTONOrMYECcKoe
nccnenoBaHUs He MPOBOAWIM MO HACTOSIHMIO POACTBEH-
HUKOB MaLMEHTKM U3-3a PEIMTMO3HbIX YOEXKOAEHWN.

0OGceyXaeHue

B onvcaHHOM cnydae MMenn MecTto TMNMYHOoe Ans
BKA Havyano 3a6oneBaHus, ero KIMHUYECKas KapTu-
Ha ¥ TedyeHue. 3aboneBaHne MaHMbeCTUpoBaso SB-
NEHUSIMU KOTHWUTUBHbIX PACCTPOWCTB, KOTOpble He
6EeCNOKOUAN NAaLMEHTKY, HO OblIM 3aMeYeHbl POACT-
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BeHHMKamu. CyObeKTUMBHO MauUMeEHTKa npeabsBasia
anobbl NWWb Ha rO/0BOKPYKEHWME HECUCTEMHOrO
XapaKTtepa v o6yt cnabocTtb. Ha MOMEHT noctyne-
HUS B KIMHWUKY B KIMHWYECKON KapTUHE MauMeHTKM
npeob6nagana KOrHUTMBHas AMCOYHKLMS, YTO B coYe-
TaHWK C BbISIBIEHHOW cOMaTUYeCKOM naTtonornen (na-
LUMEHTKa AIUTeNbHOE BPeMS cTpadana rmnepToHuye-
CKOW 60/1€3HbI0) U pe3ynbTaTaMi Ha MOMEHT rocnuTa-
fIM3aLMKN MarHUTHO-PE30HAHCHOMo UccneaoBaHus ro-
JIOBHOrO MO3ra, COrflaCHO KOTOPOMY Obl/10 BbISIBJEHO
MeSIkooYaroBoe nopaxeHwe 6eno0ro BelwecTsa nony-
Wapwi, 4ano oCHOBaHWE TPaKTOBaTb COCTOSHWME Na-
LUMEHTKM KaK NpPOSiBNEHME XPOHUYECKOW MLLEMUK rO-
JIOBHOrO Mo3ra.

OaHaKo CKOPOCTb HapacTaHMs KOrHWTMBHOIO Je-
duunTa, a TakKe pesynbratbl NoBTopHOro MP-uccne-
[AOBaHWS roIOBHOIO MO3ra CTajiM MOBOAOM A1 6onee
yrny6aeHHOro AMarHoCcTMYeCKoro NoucKa ans UCKIo-
4YeHUs1 BOCManuTeNbHOWM NPUPOAbl MOPaXKeHMs! roNoB-
HOro Mo3ra MHMEKLMOHHOIO WKW ayTOMMMYHHOrO (B
TOM YMUCNe napaHeonnacTMyeckoro) reHesa. B ganb-
HellweM B COCTOSIHUM MaLMEeHTKN OTMeYeHa oTpuLa-
TefbHaa AMHaMWKa (HapacTaHWe KOMHUTUBHbLIX pac-
CTPOWCTB [0 CTEMEHU TSKENOM AEMEHLIMN, NpUcCoean-
HEHWEe TMNePKUHETUHECKOrO CUHAPOMa B BUAE MUOK-
JIOHWI, reHepanmM30BaHHbIX ANUNENTUYECKUX MPUCTY-
NnoB, HapylleHne BUTasibHbIX QYHKLUMM U CHUXKEHME
YPOBHSI CO3HaHMS), 4TO B COYETAHWUM C OTCYTCTBMEM
addeKTa OT NPOBOAUMON Tepanuu U oTpuLaTeNbHbI-
MW peaynbTatamu obcnenoBaHus (3a UCKIOYEHUEM
MOBbLILWEHHOrO YPOBHA [-amunoupa, 6enka S-100
W T-NPOTENHA) NPUBENO K BEPCHM O MPUOHHOM NaToNo-
rmn. Ona BepudMKauMM JaHHOrO AuarHosa O6bljio
nposeneHo uccnegosaHve LICH mMeTogom MMMYyHO-
dEepPMEHTHOro aHanusa, No pesy/nbTataM KOTOPOro
BbISIB/IEHO MOBbIWEHWE YPOBHS HenpoHcneunbuye-

KoHpmKTa MHTEPECOB HET.

CKOM 3HONasbl U npotemHa 14-3-3. OgHaKo yKasaH-
Hble MapKepbl He ABASAOTCA NAaTOrHOMOHWYHBLIMK ANS
BK#A, nockonbky Moryt 6biTb 06Hapy:eHbl B LICHK
W Npu Apyrux 3abosieBaHMsX rofIoBHOro mosra (ue-
pebpoBacCKyNAPHbIX M BOCNanuTeNbHbIX). Pewatowmnm
B A@aHHOM c/ny4yae 6bl1/10 COYETAHME XapaKTEPHOW KIK-
HUYECKOM KapTWUHbI, Te4eHus 3aboneBaHus U NoBbl-
LLEHHOrO YPOBHS npoTenHa 14-3-3 U t-NpoTenHa, 4To
aBnsieTcs cneumduyHbiM ans bKA.

BbiBOAbI

MpuoHHbIe 3aboneBaHnsa LUIHC aBnsioTcs UCKO-
YUTENIbHO PEeAKMM SIBIEHUEM B HEBPOJSIOrMYECKOM
NpaKkTMKe B MUpe U B YKpanHe B YacTHOCTU. OgHaKo,
HECMOTPS Ha HMU3KYIO pacnpoCTPaHEHHOCTb, Bpayam-
HeBposioram cneayet 6biTb HACTOPOXKEHHBbIMK B Ma-
He AaHHOW NaToJIorMK B Cllydae GbICTPONpPOorpeccupy-
loLWen AeMeHUMKn, KoTopasi CONpPoBOXKAAETCS NPU3Ha-
KaMn MySIsTUCUCTEMHOIO NOPaXKEHUS roIOBHOIO MO3-
ra. B Halwen cTpaHe, rage MMeeT MecTo runepaMarHo-
CTMKa LepebpoBacKyspHbIX 3ab60neBaHUi B LENOM,
peakue cnydau 6one3Hn Kpentudbenbara— Axkoba
NpoTEKaIoT Yalle BCEro Kak ciydyaun 6bicTponporpec-
CUpYIOLLEN COCYAMUCTOM AeMeHUMW WK OBOSIE3HMU
Anburerimepa. 3ToMy TaKXKe Cnoco6CTBYET OTCYTCT-
BMe cneundunyecknx ana 6onesHn Kpentudenb-
Ata— fkob6a NpM3HaAKOB Ha MarHUTHO-PE30HaHCHOWM
TOMOrpamMMe rofIoBHOro Mo3ra. BbisiBNeHHble n3me-
HEHMS MOryT TPaKTOBaTbCA KaK O4arn COCyaMCcTOoro
npoucxoxaeHuns. Cnegyet NOMHUTb TaKKe 0 BO3MOXK-
HOCTM BbINOMHEHUS @aHaNM3a NMKBOpa Ans onpegene-
HUA YPOBHA npoTenHa 14-3-3 un t-nNpoTenHa, coveTa-
HME KOTOPbIX Ha ¢GOHE XapaKTEePHOM KIMHUYECKOWM
KapTWHbI U AaHHbIX HEMPOBM3YyanrM3aLMOHHOr 0O ncene-
[lOBaHUS MO3BOJISIOT FOBOPUTbL O JOCTOBEPHOM Auar-
Ho3e 60ne3Hn Kpentudenoara — Akoba.

Y4actne aBTOPOB: KOHLENUMs U An3aiH uccaegoBaHus, cbop u obpabotka matepuana — C. M., K0.b., B.T1.;

HanucaHue tekcta — C. M., 10. b.; pegaktupoBaHme — A. 1.
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C.0O. MAKAPOB, 0. B. BYKPEEBA ", B. I. MALLKOBCbKIMIN2, O. B. MTOFOPEAOB

TAY «AHINponeTpoBCchbka MeandHa akaaemis MOS YkpdiHny, AHINPO
2 AHINPONETPOBCHKA OBAACHA KAIHIYHA AIKQPHS iMeHi |. |. MeyHnkoBa, AHINPO

KAQCcHYHMM TN CNOPOANYHOT XBOPO6Uu Kpeutudpeabata—9dkoba
(KAIHIYHUI BUNOAOK)

ONMCOHO KAIHIYHWM BUNAAOK NALIEHTKM, FKA NepebyBAAQ HO CTALIOHAPHOMY AiIKYBOHHI Y BIAAIAEHHI HEBPOAOTIT
N2 1 AHINPONETPOBCLKOI OBAACHOI KAIHIYHOT AIKQPHI iMeHi |. |. Me4HMKOBQ, Y SIKOT MPMYKUTTEBO AOCTOBIPHO BEPUDIKOBAHO
AIQrHO3 OAHOTO 3 PIAKICHMX 3OXBOPIOBAHb LIEHTPOABHOI HEPBOBOI CUCTEMK — XBOPROOUM KpentudeAbaTo-5lkoba. Lie npi-
OHHE HEMpOoAEreHepATVBHE 3AXBOPKOBAHHS, TOKOXK BIAOME SIK TDAHCMICWBHA CMNOHMGOPMHA eHLLedaAonaTisl, KOTpa
BPOYKOE CCOBLLB i 30KPEMA AIOAEN, XOAPAKTEPUIYETLCS LLUBUAKUM MPOTPECYBAHHSIM AEMEHLL, PYXOBUX MOPYLUEHb TO
MPU3BOANTL AO AETOABHOTO HACAIAKY. Y3OrOABHEHO AQHI AITEPATYPU LLOAO MPIOHHMX 3OXBOPIOBAHL TOAOBHOIO MO3KY,
MPIOHHMX BIAKIB, iX POAI B OPraHi3Mi AOAVHK, 30KPEMA SIK 30YAHVKIB MRy 3AXBOPKOBAHb. HOBEAEHO BIAOMOCTI MPO eniae-
MIOAOTIO XBOPOOBU KpentudeAbATa—S5IKOBA, FKA TRAMASIETECS YACTILLE 3A iHLUI MPIOHHI 3AXBOPKOBAHHSI, CYYACHI MOTAIAM
HO MNATOreHe3 LMX 3AXBOPIOBOHb, PO3MASIHYTO X KAACUOIKALO, AETOABHO OMUCAHO KAIHIYHY KAPTUHY XBOPOOK
Kpentudenbatra—-95Ko6a. BUCBITAEHO METOAN AOAQTKOBOTO AOCAIAYKEHHSI, SIKi MOXXYTb BYTU BUKOPUCTAHI AAST AIOTHOCTU-
K LLbOrO 30XBOPIOBAHHSI, | 3MIHK, KOTPI MOXYTb ©YTW BUSIBAEHI 301 AOMOMOTOIO LIX METOAIB. OCOBAMBY YBAry MPUAIAEHO
AOCAIAKEHHIO AIKBOPY 3 METOIO BUSIBAEHHSI OKPEMMUX MPOTEIHIB, SIKi MOXYTb BYTVM MAPKEPOAMM MPIOHHOTO YPOXKEHHS
FTOAOBHOIO MO3KY, TA iX POAI B AIQrHOCTULL LiiX XBOPOBG. HO MPUKAQAI KAIHIHHOTO BUMGAKY BUCBITAEHO XOPAKTEPHUN Nepe-
Oir, KAIHIYHY KQPTWHY 3QXBOPIOBAHHS TO BUKOPUCTAHHST 3A3HAYEHNX AQBOPATOPHUX AIATHOCTUYHMX METOAMUK, LLO AQAO
3MOry BepUiKyBATY 30XBOPKOBAHHS 301 KTTS MALEHTA.

KAKO4OBI CAOBQ: MPIOHHI 30XBOPRIOBAHHSI, BIAOK, MPOTEIH 14-3-3, AEMEHLLSI, MIOKAOHIT.
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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 aftention 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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