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Pe3rome. B cmamve Oanvl COBpPEMEHHbLE npedcmaeﬂeuuﬂ 0O KIUHUKE U namoeceHese
HelpooeceHepamuHulX 00J1e3Hell Yel08eKa NPUOHHOU U HeNPUOHHOU NPUpPoObl, NPeOCmasieHbl OaHHbLE
00 smuonocuu U cneyupuueckux Memooax NPUNCUSHEHHOU OUASHOCMUKU 3a001e8aHUll, NpeodloAHCeHd
cxema oughghepeHyUabHOU OUACHOCTMUKU IMUX HO30(DOPM.

Kniouesvie cnosa: npuon, 6onesnv Kpeiimygervoma-Hrxoba, 6onesnv  Anvyeetimepa,
amuompoguyeckuil 60K0BOU CK1epo3, AMUOMPOPUUECKULl TIeUKOCNOHSUO3.

Resume: The article presents modern concepts of clinic and pathogenesis of human
neurodegenerative diseases of prion and non-prion nature, presents data on the etiology and specific
methods for diagnosis of diseases in vivo, the scheme of the differential diagnosis of these nozoforms.

Keywords: prion disease, Creutzfeldt-Jakob disease, Alzheimer's disease, amyotrophic lateral
sclerosis, amyotrophic leukospongiosis.

HeliponereneparuBable 00j€3HM - Oojblias rpynmna 3ab0JeBaHUN LIEHTPAIbHOM
HEPBHOM CHCTEMBI, COINPOBOXJAIOIINXCS TMOBPESKICHHEM HEPBHBIX KJIETOK U
MEXKJIETOYHOI'O BEIIECTBA FOJIOBHOIO U CIMHHOTO Mo3ra [1].

Cpenn Bcex Oonesneit ITHC ocoboe mecTo 3aHMMAOT NPHOHHBIE HHQEKINUU
(cuHoHMM - TyOuaThie SHIedanonatuu). Bce ry0Ouarsie sHIedanonatud MoOryT ObITh
neperaHbl MHPEKIMOHHBIM IyTeM, YTO JeNaeT UX Hauloyiee ONacHbIMU M3 BCEX
HEUpOJETreHEPATUBHBIX  3a00JIEBaHU W CBUJAETEIBCTBYET O  HEOOXOAMMOCTH
CBOEBPEMEHHOM U TOYHOM nuddepeHmany, NOCKOJIbKY HHQUIMPOBAHHBIA YEIOBEK
MPEJICTABISACT YIPo3y Il OKpyxkaromux. OTHAKO Ha CETOAHAIIHUMN JICHb HET HAJC)KHOU U
OOBEKTHUBHOW  nU(PepeHIManbHON  JUArHOCTUKM  MHOTHMX  TIPHOHHBIX  (00Jie3HB
Kpelitudenpara-Axkoda, aMuoTpopuueckuili J1eMKOCIOHINO03, 3a00J€BaHUE SHAEMUYHOE
st PecmyOnuku  benapyck) u  HenmpuoHHBIX Oosie3Heil  (Oosie3Hb  Adnblreiimepa,
amuoTpoduueckuit 60koBoOM ckiiepos) [2,3].

[enpto HacTosimieid paboThl ObuUIa pa3paboTka cxembl AU epeHInaIbHOMN
JUArHOCTUKM HEUpOJEereHepaTUBHbIX OO0JIe3HEH YeNoBEeKa MPUOHHOW W HENPUOHHOU
HPUPOJIBI.

Amuorpodpuueckuii 00xkoBoi ckiiepo3 (ABC)
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Otuonorusa cnopaauueckux ciydaeB ABC HeusBectHa. Bo3moxHO, ruOensb
HEMpPOHOB 00YCIIOBJIEHA JEHCTBHEM BO30YXIAIOHMIMX MeauatopoB. [lopaxkarorcs TOIBKO
MOTOHEHPOHBI, KaK MepupepuyecKre, Tak U KOPKOBbIE, B OTCYTCTBUU BOCIAJIUTEIIBHOM
peakimu (Pucynox 1). B pesymbraTte rHOENIH MOTOHEHMPOHOB, COOTBETCTBYIOIIUE
MBIIIEYHBIE BOJIOKHA JICHEPBUPYIOTCA 1 aTpodupyorcs [4].

i & AR s FEE W

Pucynox 1 - Knetku nepelHUX poroB CIMHHOTO MOo3ra: (a) HopMasbHbIe U (0) HereHepaTUBHO
M3MEHEHHBbIE (OKpacka THOHUUOM).

Knnaundeckast kapTuHa aMMOTpO(HUUIECKOTO OOKOBOTO CKJIEpO3a:
HayanbHble CHMIITOMBI 3aBUCAT OT TOr'0, KAKHE MOTOHEUPOHBI TOPAIKEHBI.

1. ITpn rubenu CHMHAIBHBIX HEWPOHOB: WCIIOABOJIb BO3HHUKINAS CIA0OCTh MBILII]
KOHEYHOCTEH, OoJe3HEHHblE cna3Mbl Mpu JBMKEHUsAX. (CrmabocTh COMPOBOXKIAETCS
HapacTarouei atpoduei MbIII U (acUuKyJISIUIMU.

2. [Ilpn mopakeHHU CTBOJIOBBIX HEWPOHOB: 3aTPyAHEHHUS >KEBaHUS, TIJIOTAHMS,
JBIKEHUSI MUMUYECKUX MBI U s3bIKa. [lopakeHne AbIXaTeabHbIX MBIIIIII.

3. [Ipu mopaxeHUn KOPKOBBIX HEUPOHOB: TMOBBIMIAIOTCS CYXOXKUIIbHBIE PEQIICKCHI.
MOBBIIIAETCS TOHYC MBI COOTBETCTBYIOIIMX KOHEYHOCTEH. BeClOKOMT CKOBAHHOCTH
MBIIIII], & HE CJIa00CTh.

4. Tlpu mopakeHWHW KOPTUKOHYKIJICAPHBIX MYTEW: MPU3HAKU TCEBA00YIH0apHOTO
napajguya — 1u3apTpHsi, HACUILCTBEHHBIN cMmeX, miad[4].

Boae3nb Aabureiimepa (bA)

JTtnonorus cnopaguyeckux ciaydaeB bA HewusBecTHa. [loarBepxmaercss poJib
reHeTudeckux (aktopoB B pa3Butuu Oone3nHu. Ilo mannsiM [I9T wmerabonnueckue
W3MEHEHHUSI HauyuHaloTcs B Kope TeMeHHol gmomu (Pucynok 2). Ilpu ayromncum
HauOOJIbIINE M3MEHEHMS] HAXOAST B TUIIOKaMIle, KOPE BUCOYHON J0NM U Oa3ajbHBIX
anpax. XapaKTepHbIE HAXOJKU MPU MUKPOCKOIHUYECKOM HCCIEJOBAHUU — aMUJIOUIHbBIE
OJIALLIKY U HEUPOPUOPUIUISIPHBIE BKIIOUYEHUS, KOJJMYECTBO KOTOPBIX NMpU BA 3HAUUTENBHO
yBenn4ueHo[4].
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Pucynok 2 —TIOT c dropae3okcuritoko3oi. Y 6oipHOro bA (6) cHMKeHa aKTUBHOCTH B
TEMEHHBIX JIOJISIX ¢ 00EUX CTOPOH (OTMEUYEHO CTPETKaMu), 0 CPAaBHEHHUIO CO 3JI0POBEHIM (a).

Knunnueckas kaptuHa 0one3Hu Anblreiimepa:

1. Hauano 3a0oneBaHUs: CHWKEHUE MaMATH, KOTHUTHBHbIE  HApYILICHUS
OTPaHUYUBAIOT MOBCEIHEBHYIO aKTUBHOCTb, OOJIbHBIE TEPSIIOTCS B HOBOM OOCTaHOBKE,
MOTYT 3a0J1yIUTCSA BO BpEMS ITPOTYJIKH.

2. Pasrap 3ab6oseBaHus: BO3MOXKHBI PACCTPOICTBA pedyH, OCOOEHHO IOHUMAaHHE
Yy)KOl peyd M Ha3plBaHUE NpeaMeToB. Pazmuunbie (QOpMbl ampakcuu: 3aTPyAHEHO
oJieBaHHe, OOJIbHbIE HE MOTYT CAMOCTOSITEIBHO €CTh, PEIIATh IMPOCTHIE T'OJOBOJOMKH,
CUMTaTh, ONpPENEAUTh BpeMs IO 4YacaMmM, HE CHOCOOHBI  paboTaTh, JIETKO
NE30pUEHTHPYIOTCS. M3penka pa3BuBaeTcs KOPKOBast CIEIIOTA.

3. [lo3gusist cTaaus: BO3MOXKHA IIOJIHAS yTpaTa CIOCOOHOCTH K CYXACHHUAM H
YMO3aKIIOYEHUSAM U Jp. KOTHUTUBHBIM (PYHKIUSAM. YacTo BO3HHUKAIOT TJUTIOUMHALMN U
open. CyxoxuibHble pediaeKchl MOTYT TOBBIIIATHCSA, MOSBISIOTCS COCATENbHBIM U
X000TKOBBIH peduiekchl. MHOrja BOZHUKAIOT MUOKJIIOHUYECKHE MOJEPTUBAHUS OTIEIbHBIX
IpynI MBI WIA BCEro Teaa. BO3MOXKHBI TI€HEpaJIM30BaHHBIE SIMICITUYECKHE
npunaakd. bonesHp XxapakTepu3yeTcs 3aTsHKHBIM TedeHueM [4,5].

Amuorpopuuecknii JeikocnoHruo3 (AJl)

[Ipyunna - npuonHsld Oenok PrPAL. Ilpoucxonutr arpodusi meperHUx poros
COMHHOTO MO3ra C HW30HUpaTelbHbIM MOPAKEHUEM MOTOHEHPOHOB MNPEUMYILECTBEHHO
rpyAaHbix cerMeHToB. HaOmiomaercs u3MeHeHHe Oelioro BEIIeCTBa, HAlOMUHAIOIIEE
«status spongiosus» Mpu COXPAaHHOCTH MUEIMHOBBIX BOJIOKOH B MIEPEIHUX CTOJIOAX, MYyTAX
@nekcura u ['oepca, myukax ['omist GOKOBBIX M 33JHUX KaHATUKOB CIMHHOTO MO3Ta.
(Pucynok 3). BelpakeHHbII EpUBACKYIISIPHBIA OTEK U MEPEBACKYIISIPHBIE KPOBOU3IHUSHUS
B CIIMHHOM MO3T€.
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Pucynok 3 — a— cnimHHOM MO3T (TpyaHOU 0T/eN). BeipaykeHHas arpodus mepeaHux poroB Mpu
COXPaHHOCTH MHUEIMHOBBIX 000s0uek. Okpacka Ha MuenanH no Hlnunsmeliepy. 6 — CIMHHON MO3T.
[TouTn nonaHOE BbIMaieHue MOTOHEHPOHOB. OKpacka reMaTOKCHIIMHOM U 303UHOM.

Knuanueckass kapTuHa aMHUOTPO(DHUUECKOro JIEHKOCIIOHTHO3a 3aBHUCHUT OT THIA
3200JIeBaHUS: HUCXOAIIETO H BOCXOIIEro [6].

1. Hagayo 3a0oJieBaHusI: NCIIOABOJIb PA3BUBAIOIIASCS CIIA00CTh, HEOObIas 00 U
OTCYTCTBUE€ JIBIJKEHHUM B pyKaxX WIU HoOrax. ['MmoTpodusi MBI IJIEYEBOTO MOsica U
MPOKCUMAIBHBIX MBIIII PYK, aTpoQusi KUCTEH MO THUITYy «KOTTHCTOW Jambl». OTMeuaercs
CHUKEHUE CYXO0XKHIIbHO-HAJKOCTHUYHBIX pe(IIEKCOB HA pyKaX.

2. Pazrap 3a0oisieBaHus: pa3BUBaeTca aTpoUUECKHil TeTpamape3 BEepXHHUX
KOHEYHOCTeW win (UOPWUISpHBIE MOJCPTUBaHMs M HapacTawplias TUnotpodus u
cimaboctes MbImI HOr. OTmedaeTcss aTpodusi MBI TYJOBHUINA, yracaHWe TITyOOKHX
pednekcoB. OpliliKa, YCHIMBAIOMIAACS B TOPU3OHTAIHLHOM MOJIOKEHUH.

3. [lo3nHMEe cTamuu: pedb, KEBAaHWE W TIIOTAaHWE HE W3MEHEHBI. SI3BIK TOJBIKCH.
UyBCTBUTEIIBHOCTh HE HapylleHa. J[pIXxaHHWe 3aTpyJHEHO H3-3a CIA00CTH MeXpeOepHO
MycKynaTypbl. Kaxekcust u aTpodusi MBI TyJOBUIA U KOHEYHOCTEH. CyXOKUIbHO-
HaJIKOCTHUYHBIC pediieKchl He BbI3bIBatOTCA. CMEpPTh HACTyMaeT OT ac(PUKCUU B TCUCHUU
1-3 ner.

bouaesns Kpeirudeabara-Skoda (bKS)

[lpyurHa - ¥OpPHOHHBIN OeNoK PrP>. Arporennas BKS nepemaercs npu
XUPYPruyecKnx MaHumyasauusx, BBeaeHuu CTI u roHagoTpornvHa, MOJIYYEHHBIX U3
AKCTpaKkTa THUMO(HU3a, COJAEP)KAIIErOo MPHOHBI, MaTOJOTOAHATOMUYECKOM BCKPBITHH.
Cewmeitnble ciydan cBs3bpiBaloT ¢ wmyrtammedt reHa PRNP. Cnopaaudeckue cinydau
CBS3BIBAIOT C YMOTPEOJEHWEM B MHIIY MPOAYKTOB, COACpKAIIUX TMPUOHBI, a TaKkKe C
CYIIIECTBOBAHHEM T'€HETHYECKON MpeapacronokeHHOCTH. WHKyOalMOHHBIN Mepruos OT
1,5 no 17 ner.[4]

[Tatromopdonornyeckum Mapkepom BKS BeicTynaer cioHrupopMHas JereHepanus
HEHUPOHOB, TUNEPTPOPUs U Mpoaudepannsi KIETOK INIMK B OTCYTCTBUM BocmajeHus [3].
W3menenus HanboJiee BhIPAKEHBI B KOpe OOJIBILIOTO MO3ra, 0a3alibHbIX s/IpaxX, Tajamyce,
MO3XeUKe. besioe BenmecTBo noiyuapuii, CTBOJI MO3ra U CIIMHHOM MO3T CTPaAaroT PEAKO.

Knunnueckast kaptuna bosesnu Kpeitridensara-Akoda

1. Hauano 3aboneBaHusi: HauumHaeTcs wucnoABoib; B 10% Hauamo octpoe. B
3aBUCUMOCTH OT TIPEHMYIIECTBCHHOW JIOKAJW3allud TIOPAaXKEHUsT B JeOIOTE MOTYT
nomuHupoBath: 1) Ilcuxuueckue HapylIeHUs: pacCTPOWCTBA BHUMAHMS, MaMSITH,
MBIIUIEHUSI B UTOTE€ C Pa3BUBUTHUEM JIEMEHIUU. 2) 3pUTEIIbHbIE HAPYUICHUS: TUILIONUA,
HEUYETKOCTh 3PEHUS, OTPAHUYCHHE TOJIEN 3pEHHUs], 3pUTeNbHas arHo3us. 3) Mo3KeuKOBbIE
pacCcTpOrCTBA: HAPYIICHUE XOABOBI, TUCKOOPAMHAIIUS B KOHEYHOCTSIX, HUCTArM, TPEMOp,
nu3aptpus [S].

2. Pazrap 3aboneBanus: y 90% OOJMbHBIX pa3BUBAETCS MYJIbTH(OKAIbHAS KOPKOBAs
MUOKJIOHMSI C TOJEPTMBAHUEM PA3JIMYHBIX TPYII MBI, KOTOPHIE MPOBOLMPYIOTCS
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CEHCOPHBIMU CTHUMYJaMH, HO MOTYT BO3HUKATh M CIOHTaHHO. THNHMYHBI MOAEpPIUBaHMS
OTIENBHBIX MajJblEB. OKCTpPANUpaMUAHbIE HAPYLIEHUS IPEICTaBICHbl TPEMOPOM,
XOpeoaTeTo30M; y 2/3 OONbHBIX pa3BUBAETCS AKMHETUKO-PUTHMAHBIA CHUHAPOM. Y 4YacTu
OOJIBHBIX BBIABISAIOTCA MPU3HAKA TMOPAXKEHUS LEHTPAJIbHBIX M NEPUPUPUUECKUX
MOTOHEHPOHOB, CIACTUYHOCTh, THUMNEPPeICKCHsl, MATOJIOTMYECKUe pa3ruOaTelbHbIC
pednexcsl. Hanpsanepnas opranbmoruierus, arpodusi 3puTeIbHBIX HEPBOB.

3. [lo3anss cTaaus: MOTYT BOSHUKATh MUJICNTHUYECKUE MPUTAAKU. AKHHETHUYECKHIMA
myTtu3M. Koma. CmepTh HacTynaer B TeueHue rozaa [2,3.4,5].

[TomyunB 4eTKyr0 KapTUHY KIMHUYECKUX TMPOSIBICHUN KaXJAOTO U3 HCCIETyEeMbIX
3a0o0yieBaHUi, MBI OOOOLTMIIM TIOMyYeHHBIC JAHHBIC B OJHOW TAOMUIE W BBIACIHIN PAT
OTJIMYUTEIIbHBIX MTPU3HAKOB JJIs1 Kaxkmon Ho3o0(opmbl (Tabnuma 1).

Tabauya 1. luddepennmanbaas TMarHoCTHKA

Kpurepuii

bA

ABC

AJI

BKS

ATpodust KOpbl
TOJIOBHOTO MO3Tra

+++

+++

ATtpodus
0a3aJabHBIX sJIEP

+++

+++

Jlerenepanus
KOPKOBBIX
MOTOHEHWPOHOB

+++

[Herenepanus
nepupepuIecKkux
MOTOHEHWPOHOB

+++

+++

CnonrudopmHas
JiereHeparus
HelipoHoB ['M

+++

Coonrnos CM

+++

Teuenue

3aTsHKHOE

3aTsKHOE

NHky6anmoHHbIiHi

nepuof o 10 ner.

Octpoe
1 TIOZIOCTPOE

NukyOanmoHHbIiHi
nepuon 1o 17 ser.
Octpoe

Y TIOJTOCTPOE

Byns6apHbie
paccTporcTBa

+++

3putenbHbIe
HaPYIICHUS

+++

Mo3zxxeukoBrie
HapyLIEHUs

+++

Korautusueie
HapyIICHUS

+++

+++

[Tapamuu
CKEJIETHBIX MBIIII]

+++

+++
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Atpodus - +++ + -

CKEJIETHBIX MBIIII]

[TupamugHbie ++ ++ - +++

3HAKU
Hapymenne peun +++ ++ - ++
Anpakcust +++ - - -
Peduiexcer runieppeduiekcust  |[runeppediaekcus  (runopeduiekcus runeppediiexcus
Muokionnuun + - - +++
DacuuKyIssuuu - ++ ++ -
9T CHMKEeHue HOpMa Hopma IToBbiIEHHE
AKTUBHOCTH AKTUBHOCTH
TEMEHHBIX JI0JIeH CTpHATYM

KT, MPT BropuuHoe Atpodus Hopwma I'enepanuzoBanHas
paciupeHue IPEILEHTPAILHOM aTpodust KOpbI
PKEITYT0OUKOB, W3BUJIMHBI
YMEHBIIICHUE
00BeMa TUIIOKaMIIA)

20I HOpMa HOpMa Hopma BBICOKOAMIUIUTY/HbIE
Tpex(azHble WIN
nonudasHble OCTPbIE
BOoJIHBI (1-2 I'x)

oMTI’ HOpMa IIpu3naku Hopwma HOpMa

JIEHEpBallUU
Ilpumeuanue: +++ - CUIIBHO BBIPAXKEH
++ - YMEpPEHHO BBIpaKEH
+ - c11ab0 BhIpaXKeH
+/-; - - IPUCYTCTBYET PEIKO UIIH OTCYTCTBYET

Takum 00pa3om, uccie0BaHUEM YCTAaHOBIIEHO, YTO JIETEHEPATUBHBIC 3a00I€BaHMUS
npuonHoit (bKS, AJI) u nenpuonnoii npuposl (ABC, BA) xapakTepusyrorcs

pa3Hoo6pa3HeM KIIMHUYCCKOI'O TCUCHHA 1 CBOMM CHUMIITOMOKOMIIJIICKCOM.

1. Tak 60JIe3HN HEMPUOHHOM 3TUOJOTUU XAPAKTEPU3YIOTCS 3aTSKHBIM TEUEHHUEM, C

BO3MOKHBIMU NIEpHOJaMU peMHUCCcHil. B To e BpeMsi pruoHHbIE UH(EKIIUU TPOSBIISIOT

ce0s1 10 UCTEYECHNUH UHKYOAITMOHHOTO TIepruoa, KOTOPbId MOXeT gocturath 20 JeT, mocie

4ero TeUeHHe 00JIE3HU MPUOOPETAET 3JI0KAYECTBEHHBIN XapaKTep U HEYKJIOHHO

MIPOTPECCUPYET, IPUBOASA K CMEPTH B TeueHUU 1-3 Jer.

2.Ilpu Oone3HW HEMPUOHHON OSTHUOJIOTHMH B TIEPBYIO OYEpelb HaPyIIAlOTCs
KOTHUTUBHBIE (DYHKITMU YE€JIOBEKAa, B TO BPEMs KaK MPH MPUOHHOW WH(MEKIUU JIIOOU 10
MO3HUX CTaauil 0O0JIe3HU OCTaloTCs B sICHOM yme. [lepBbIMH cUMITOMamMu MPUOHHOU

nHpeKIn

BBICTYIIAIOT

HapyLICHUS

byHKIIIU

CKCJICTHBIX

MBIIIII]

(MHOKJIOHYC,
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(bacuuKyJIALnuN), 3pUTEIbHBIE U MO3KEUKOBBIE HAPYIIEHMUS.

3. Ilpu nproHHON MHDEKIMKM HAOIIOAAIOTCS TUPAMUIHbIE 3HAKU, MOXKET BO3HUKATh
paccTpoicTBO peun, HO HE OTMeUaroTcs 0yIb0apHbIE pacCTPOMCTRA.

4. Ilpu nproHHON MH(EKINH JeTeHepalluid MOTYT ObITh MOJBEPKEHBI BCE YUACTKH
TOJIOBHOTO M CIMHHOTO MO3ra, B TO BpeMsl Kak MpU OOJE3HSIX HENMPUOHHOW 3THOJOTUU
NnopaxxeHsl OOHAPYKMBAIOT B XapakTepHbIX s Kaxaod ydactkax [[HC (mopaxens
UCKIIFOUATENLHO MOTOHENHpOoHbI Ipu ABC, mopakeHrne TeMEHHBIX J1oyiei pu bA).

V. R. Gejker
DIFFERENTIAL DIAGNOSIS OF PRION AND NON- PRION
NEURODEGENERATIVE DISEASES
Tutor Associate professor S. P. Kapitulets
Department of microbiology, virology, immunology
Belarusian state medical university, Minsk
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