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3aranibHa XxapakTepucTuka noBifibHUX
iH(beKUin HepBOBOI CUCTEMMU

1. TpuBaauil JaTEeHTHUI NEePioa BiJ KUJIbLKOX
MICALIB 10 KiJIbKOX POKIB.

2. IIporpecyrouny TpuBaJIui nepeoir.
3. YpaKeHHsI OJHHUX 1 THX 2Ke CUCTEeM M OpraHiB.

4. IlepeBakaHHA B HEPBOBIU CUCTEMI
JereHepaTuBHUX 3MiH HAJ 3alaJdbHUMM.



A0 OBIABHUX 1H(EKIIIN HEPBOBOI CUCTEMU
BIAHOCATHCA .
biunuii amiorpodiunuii ckiepos (bAC).
TpancmicuBHI cnioHripopMHi eHuedaonarii NpPioHOBOIO
reesy (Xsopobda Kpeunugeabara-fAxkoda. Xsopooda Kypy,

curapom I'epcrmanna- Il Tpeycciepa-llleitnkepa, parajibHa

ciMeiHA IHCOMHIs).
Perouyua xsopooa.
Po3cistHUM CKJIepo3.

Bunroiicbkuil eHuedaaoMienir.



BIUHUU AMIOTPO®IUHUM CKAEPO3

HeilipoaereneparusHe 3aXBOPIOBAHHSA, III0 CYIIPOBOAXKYETHCA
3aru0€eAAIO IIEHTPAABHUX 1 HepudepUIHNX MOTOHENUPOHIB,
HEYXUABHUM IIPOTIPECYBAHHAM 1 AETAABHUM PE3YABTATOM.

[Torrmmpenicts BAC y cBiti B cepeanpomy crarouth 2-5 / 100 tuc.
OC10 Ha PIK, IIPH IIbOMY OCTAHHIM 9aCOM BIAZHAYEHI TEHACHIII AO
3pocTanHA 3axBOproBaHOCTI BAC y BciX BIKOBHAX IpyIax. CAala
sasHaunTy, 110 BAC Bpaxae 0ci0 mepeBaKHO 3pIAOTO T2
IpanesAaTHOro BiKy (20-80 pOKIB), 3 BUCOKHMM IHTCACKTYAABHIM I
IIPOCECIITHIM ITOTECHINIAAOM, HEMUHYYC IPH3BOAUTD AO BAKKOL
IHBAAIAHOCTI I CMEPT! XBOPHX.

OcTaHHE ETAEMIOAOTIIHE AOCAIAKEHHS ITOKA32A0, ITIO CEPEAHS
TpuBaAlCTh kuTTA Ipu BAC cTramoBuTs 32 Mic, mpu oMy 7%
ITAITIEHTIB KUBYTH AOBIIIE 60 Mic. V TOM K€ 9ac €TIOAOTIA U ITATOTeHES
3AXBOPFIOBAHHS BUBYCHI HEAOCTATHBO, e(beKTHBm METOAN AleBaHH}I
XBOPOOH BIACYTHI, ITTO CBIAYHTE IIPO MEAUKO-COINIAABHY aKTYaABHICTD

mpooaemu BAC,



BIUHUU AMIOTPO®IUHINI CKAEPO3

DML0.10213, NAMOzeres

V TenepimniHin gac
BBakacThbcs, 110 bAC - 11e

LRI L LN
CAIOTCANPUBAC |

MyAbTH(i)aKTopHe " /\9
MYABTUCHCTEMHE | |
HEHPOACTCHEPATUBHE -

3aXBOPIOBAHHS, AKE
OOYMOBAECHO YpaKEHHAM
BEPXHBOTO 1 HIHKHBOTO
MOTOHEHPOHIB, IIIO
ITOB'I3aHE 3 TEHETHYHOTO
CXHABHICTIO U IIPOBOKYETHCSA
YMHHUKAMY 30BHIIITHBOTO
CEPEAOBHIIIA.




BIUHUI AMIOTPO®IUHNU CKAEPO3
DML0.10213, NAMOzeres

CAMHIM Kay3aTUBHHUM T'€HOM, MyTaITll B AKOMY
IIPUSBOAATE AO PO3BUTKY BAC, € rer MIAB-ITTHK-
3aAeKHOI cyrepokcuaancmyrasu (COA-D) -
AHTHOKCHAAHTHOTO (DEPMEHTY, ITIO YTHAI3Y€E BIABHI
paasukaau. AoBeaeHo, 1o bAC po3BuBaeTncs He
yepes3 3HIMKEHHSA aHTHOKCHAAHTHIX BAACTHBOCTEN
depMeHTY Ta PO3BUTOK OKCHAAHTHOTO CTPECY, 2 B
PE3YABTATI HOBUX IMUTOTOKCUYHUX BAACTUBOCTEN
MYTaHTHOIO OlAKa. TOYHHI MEXAHI3M CEACKTHBHOIO
ITATOAOTIIHOTO BITAWBY My TaHTHOFO COA-1 Ha
MOTOHEHPOHH ITOKH HEBIAOMUII.



BIUHUI AMIOTPO®IUHNU CKAEPO3
DML0.10213, NAMOzeres

Breprrre mpunyiieHHa Ipo ayToCOMHO-AOMIHAHTHIN
i ycrraAkyBaHHA BAC 1 HU3bKY IIEHETPAHTHICTh O3HAKH
OYAO BUCAOBACHO BHAATHUM PAASHCBKUM HEHPOTECHETHKOM
C.H.Aasiaerxkosum B 1933 p, 3aA0Bro A0 aHAAOTIIHHUX
BHCHOBKIB, ITIO OYAW 3pOOAEHI AMEPUKAHCHKIMH BYCHIMU.
ITpm OAHIN 1 TIH K€ MyTaIll MOXKYTb CIIOCTEPITATUCH PI3HL
dopmu, AcoroTH 1 Bapiantu BAC sk B pamkax oAHI€EL ciM'1, TaK
1 B PI3HUX CIM 'AX. T1ABKH MyTaHiI DI90A 1 A4V
XAPaKTEPUSYEOTHCA OAHOPIAHUM (PEHOTHIIOM, AOOPOAKICHAM
ITOBIABHO IIpOTpecyrounm IorepekoBum Acorotom bAC B
[IEPIIIOMY BHITAAKY (IIPH 2y TOCOMHO-PELIECUBHOMY THIIL
YCITAAKYBAHHSA) 1 3AOAKICHUM IIBUAKOTIporpecyrounmM BAC 13
CETMEHTAPHO-AACPHHM BapPIaHTOM HEPEOITY ¥ APYTOMY
BUITAAKY.



BIUHUU AMIOTPO®IUHII CKAEPO3

Ao asocrosipamM pakTopis pusuky possuTky BAC y
TEIEPIIITHIN YaC BIAHOCATD YOAOBIYY CTaTh, BIK crapiue 50
POKIB, CIIAAKOBY CXUABHICTD, KyPIHHS, IPOKUBAHHA B
CIABCHKIN MICIIEBOCTI, 6araTop1qHHH KOHTAKT 31 CBUHIIEM 1
MEXaHIYHY TPABMY, IO OTPUMAHA IIPOTAIOM IIOIIEPEAHIX AO
IOYATKY XBOPOOH 5 POKIB (32 OCTAHHIMU ABOMA YNHHHUKAMH €
cymepevAmuBi Aami). AOBITI 9acC B HAILN KpaiHi AOMiHyBaAa
IH(eKIINHA ritoTe3a HoxoAxeHHT BAC, oAHak BoHA He
OTPHMAaA2 IMATBEPAMKEHHS B OIABIIOCTI CyYACHUX
AoCAIAkeHHSAX. CIIPOOK AIKYBaTH 3aXBOPIOBAHHS
LPOTHIH(EKIINHIMY 3aCO0AMU Y BCIX BUIIAAKAX OyAH
OcesycrimuumMu. Takox OyAa 3aIPOITOHOBAHA U Ay TOIMYHHA
Teopls noxoAkeHHA BAC, rIpoTe 1i3HiIe OyAO BCTAHOBAECHO,
1110 ayToiMyHHI ntopymrenHs mpu bAC HOCATE BrOprHHANT
XapaKTep.



BIUHUU AMIOTPO®IUHIMI CKAEPO3

V 2000 p amorchkun BueHUM S.0ONO IOACHUB
BIACYTHICTD IIPOAEKHIB y marieHTiB 3 bAC
TiIIEpEKCIIPECicIo AaMiHIHY-1, DlAka Oa3aABHOL
MeMOpaun 1mkipn. HagBHicTs cucremHOl aHOMAAL
IIKIpH A03BOAsIE BiaAHOCHTH BAC AO

, OCKIABKH ITIKIpa 1
[ITHC moxoaAfTh 3 EAMHOL HEUPOEKTOAEPMAABHOL
3akAaAKH. [lepeabaganocs, o Aaal S.Ono
BIAKPHIOTh MOKAIBOCT! AOKAIHIYHO! AlATHOCTHKA
3AXBOPEOBAHHS LIASXOM CKPHHIHIOBOIO AHAAI3Y
TICTOXIMIYHHAX OIOTITATIB IIKIPH, AA€, HA KAAD, OyAO
ITOKA3aHO, IO Il 3MIHN, IMOBIPHO, IIOYNHAIOTHCA HA
KAIHIYHINA CTAAll XBOpO6I/I.



BIUHHU AMIOTPO®IUHIM CKAEPO3
Katnika

AO KAIHIIYHIX HpOﬁBiB BAC BiAHOCHTH O3HAKHI yParKCHHS
rrepupepUIHNX MOTOHGI/IPOHIB (IIMH), Takt ax mapesu 1
aTpoii CKEACTHHX M A31B 13 @aCHHKyAﬂmHMH B HUX, 4 TAKOXK
O3HAKH YPAKCHHA [ICHTPAABHIUX MOTOHEHPOHIB (L[MH) TaKl
K CIIACTHYHICTB, TieppedAEKCls, IMATOAOTTIHI IPaMIAHL
3HAKU IIPU TPUBAAOMY 30€pPEKEHHI 4epeBHUX peAeKCiB ( 32
BUHATKOM IIEBHUX peHOTHIIB XBopoom). Takox mpu BAC B
AE€OIOTI 3aXBOPFIOBAHHA a00 B MIPY I IPOrpeCyBaHHS
PO3BHUBAIOTHCA OYABOAPHUII 1 IICEBAOOYABOAPHUN CHHAPOMU,
O3HAKAMH SKIX € MAfIBA 400 CIIACTHYHA AU3APTPIA, Aucdaris,
aTpodif A3UKa 1 PACIUKYAAL], MOKAWBE ITIABHUIIICHHS
HIKHBOIIIEACITHOTO M TAOTKOBOTO Pe(PAEKCIB, AAPHHIOCIIA3M,
HACUABHUIIBKAMN CMIX 1 I1AQY.



BIYHIM AMIOTPO®IUHIIT CKAEPO3
Kairnika
Po3OAIA 1 TPEACTABACHICTD CUMIITOMATHKA
ypaxkenua [ IMH 1 LIMH y spauamiin Mipi 3aAexKaTh BIA
dopmmu, AcOrOTY 1 BaplaaTy XBopooOu. Ha
3aBEPIITAABHIN CTAAll XBOPOOH y ITAITIEHTIB
PO3BHBAIOTHCSA CTOBOYPOBI 200 CITIHAABHI AUXAABHI
IIOPYIIIEHHS, AKI IIOPSAA 3 AUC(ATIEFO I AAIMEHTAPHOIO
HEAOCTATHICTIO € IIPUYNHOIO A€TAABHOTO PE3YABTATY.
V katgluHIT KapTrHl BAC, SK mpaBmAo,



BIUHUU AMIOTPO®IUHUU CKAEPO3
Kracupixayea

Kaixiko-emiaemioaoriuHi Ta reHeTuuHi popmu BAC :

1) Criopapmuna dbopma Ma€ 0COOAUBY 3HAUUMICTD Y
3B'f3Ky 3 HAlOIABIIIOFO YACTOTOIO 3aXBOPIOBAHOCTI (A0
90-95% BiA ycix BummaakiB BAC), oAHaKOBMM HOBCIOAHUM
nomupeHHaM (4-6 Burtaakis Ha 100 000 Haceaenns) i
a0COAFOTHOTO BIACYTHICTIO 3HAHB IIPO ii €TI0AOT1].
TpuBaaicTb 3aXBOPIOBAHHA B CEPEAHBOMY CTAHOBUTH 3
POKH, IIPOTE 3yCTPIUAOTHCA PIAKICHI AOOPOAKICHI
dopmu (biabre 10 pokis).

2) pOAUHHA;

3) 3axiAHO-TUXO0O0KeaHCbKaA (ocTpoBa I'yam, miBocTpiB
Kii, 3axiaHe y30epexoka AnoHii) 4acTo HOEAHY€ETHCA 13
CUHAPOMOM IIAPKIHCOHI3M-AE€MEHIIiA, BUAlIA€HA AK I'yam-
TUII



BIUHUU AMIOTPO®IUHUU CKAEPO3
Kracupixayea

Tomiuni dpopmu 3axBoproBannusa (O.A.XoHAKapiaH): 1)
IMUNHO-TPYAHA; 2) IIOIEPEKOBO-KPIDKOBA; 3) Oyan0apHa 1 4)
BHUCOKA.

AeOrotu 3axBoprosanHaA (F.Notrris): mmiitauil, rpyAHNNA,
nonepexosuii 1 Audpysauii. I'pyarnin oe0ror BAC
XapaKTePU3yETHCA IEPBUHHOIO CAAOKICTIO M's31B CIIMHM 1 J)KHBOTA
3 (paCIMKyAAIIIAME B HUX 3 IIOAAABIIINM PO3BUTKOM CAA0KOCTI T4
arpodii M'A31iB KHCTi 3 OAHOTO, 4 IOTIM 3 iHIIIOro GoKy 1‘/'1 IIBUAKIM
NPUEAHAHHAM I1ape3y 1 aTpodii mepoHeasbHOT rpynu M 'A3iB cTOIIM
3 OAHI€1, a2 TOTIM 1HIIIOI CTOPOHU B IIOEAHAHHI 3 MiHIMAaABHOIO 200
BHPA’KEHOXO MIPAMIAHOXO CUMIITOMATHUKOXO B 3AA€KHOCTI BiA
BapiaHTy 3aXBOPIOBAHHA. XaPAKTEPHO PAHHE IIPUEAHAHHA
CHIHAABHUX AUXAABHUX IOPYHIEHbD.

ITo Tremnam nporpecyBanHAa BAC mApO3AIAFOTE HA ITIBHAKO-,
CEPEAHDBO- 1 IIOBIABHO IIPOIPECYIOUl TUHHU. [1py MIBUAKOMY THII1 ITAITIEHT
BTpavac rmoHaA 10 6aaiB 3a 6 mic 3a mkasoro ENorris, ipu cepeaHbOMY
- BIA 5 A0 10 0aAiB 1 Ipu TOBIABHOMY - MEHIIIE 5 OAAIB.



BIUHV AMIOTPO®IUHUM CKAEPO3
Awazrnos

3aAEKHO BIA HOIIHPEHOCTI TIPOLECY, TOOTO 3AAYICHHS ACKIABKOX PIBHIB
ypaxeHHA, MO OyTH TOCTABACHMI AOCTOBIPHIIL, HMOBIPHEIL, MOKAUBI 1
cymuiBanm aAlarao3 bBAC.

3riaHo Eab-Eckopiaabckim kpurepiam (1998 r.) aocrosipamin
atarao3 BAH craBurbcs B pasi, AKIIO y ITAIIEHTA € IIOEAHAHHA KAIHIKO-
€AEKTPO(i3i0AOrTIHIX O3HAK YPAKEHHA HEHTPAABHUX i
nepupepUIHIX MOTOHEHPOHIB HA TPHOX PIBHAX 3 YOTUPHOX
MOKAUBUX (CTOBOYP MO3KY, IITHIHUN, TPYAHIH 1 IIOIIEPEKOBUH BIAAIAT
CIIMHHOI'O MO3KY), 4 TAKOX IIPOTrPECYIOYHi repedir 3aXBOPIOBaHHA,

I1T0 OYB KOHCTATOBAHUN IIPU AMHAMIYHOMY CIIOCTEPEKEHHI IIPOTATOM 6
MIC.

AO TENepITHFOTO YaCcy HEMAE KOAHOTO HapaKAlquHoro TeCTy,
cneuncpquoro anst BAC, - \i Aa6opaTopHoro HI HETPOBI3yaAI3aIIITHOTO.
Hasmakwu, BIACYTHICTB 6YA,b ~-AKUX 3MIH CBIAYMTH Ha KOpucTh BAC.,



BIUHUU AMIOTPO®PIUHUI CKAEPO3
Awazrnos

Alarao3 bAC moBrmHEH OyTH TATBEPAKECHUT
IHCTPYMEHTAABHO 32 AOIIOMOTOXO eAeKTp0M1orpaq)11
(EMI') 1 marHiTHO-pe30HAHCHOI TOMOrpadii
(MPT). 3aBAAHHAM ITUX METOAIB € BUKAFOUCHHS 1HITTHX
3aXBOPIOBAHD LICHTPAABHOI 1 IIEPU(EPUIHOT HEPBOBOI
CUCTEMHU, fKI ITOTCHITIITHO BUAIKOBHI 1 MAFOTh
AO6pOHK1CHI/II/I 1Iporao3. 3a coorromororo EMI Atkap
MOZKE BEPHU(DIKYBATH FCHCPAAISOBAHIE XAPAKTEP
ACHEPBALIIHOIO IIPOLECY, a 32 AOIIOMOroro MPT -
BUKATOYNTH HASBHICTD IHIITUX 3aXBOPIOBAHD, ITIO
CYIIPOBOAKYIOTHCH ITOAIOHOIO CHMITTOMATHKOIO Ha
IIEPIITUX CTAAIAX TATOAOTIIHOTO IIPOIIECY.




BIUHV AMIOTPO®IUHUM CKAEPO3
Nwazros

[ Tpu roagacriit miorpadil xHa TPROX piBHAX (TOAOBA 200 IITH,
pyKa, HOTa) B HAMOIABII YPAKCHUX M A34X BUABAAETHCA CIIOHTAHHA
AKTABHICTD y BUTAfIAl IIOTE€HIIIAAIB q)acuHKyAﬂum, di0OpumAAITiiL i
IIO3UTUBHUX I'OCTPUX XBHUAB, 4 TAKO’K T€HAEHIIII AO
301ABIIEHHA TPUBAAOCT1, aMIIAITYAH 1 KIABKOCTI a3
IIOTEHIIIAAIB PYyXOBUX OAMHUIIH (O3HAKH HEMPOHAABHOL
A€HepBaIlii). Y MOYaTKOBUX CTaAIAX XBOPOOH CIIOHTAHHA
AKTHBHICTD 3 IIEPEBAKAHHAM (PACLIUKYAALIN IIOEAHYETHCA 31
SHIKCHHAM TPUBAAOCTI IIOTCHIIAAIB PyXOBHUX OAMHHIE. Ha
ITOYATKOBHUX CTAAIAX IIPU TAOOAABHIN Miorpadii B CITOKO1, TOHIYHHUX
IpOo0ax 1 PO3CAADAEHHI B M'A3aX XBOPHUX PEECTPYIOTHCA ITOTEHITIAAN
dacrukyasiii 3 wacrororo 1-2 I'i ipu HopMasbHOMY
IHTEP(EPEHIIIHOMY HATTEPHI KPHBOL MAKCUMAABHOTO 3YCHAAA
(puc. 1). V posropayrii craAll XBOPOOU B CIIOKOL, TOHIYHHX IIPODAX
1 pOSCAa6AeHH1 BIA3HAYAIOTHCH PUTMITHI BI/ICOKO&MHAITYA,HI
ITOTEHITIAAN (DACITUKYASAIIIN, 2 IIPH MAKCIMAABHOMY 3YCHAAL - PUTM
"gyacToxoay"



BIUHV AMIOTPO®IUHUM CKAEPO3
Exexmponevpomiozpagpes
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BIUHUUI AMIOTPO®IUHUI CKAEPO3
Awazrnos

XBopuM HeoOXIAHO TTpoBecTr MPT x0o9a 6 ABOX BiAAIAIB
1eHTpasbHOI HepBoBOi cuctemu - LIHC (ma pisHi, 1110 OyB
YpaKEHUH B ACOIOTI 3aXBOPIOBAHHS, 1 HAHOAMKIOMY AO
AeOroTHOrO piBHL). MPT A03BOAfIE BUKAIOUNTH BOTHHITIEBI
ypPaKEHHA TOAOBHOTO 1 CIIMHHOTO MO3KY, Kl MOXKYTb
IIPOABAATHCHA HOAIOHIME AO cuMmirToMiB BAC y mpoexii
ACOTOTY XBOPOOI. AO TAKHX 3aXBOPIOBAHB MOKHA BIAHECTH
ITYXAHMHE CTOBOYPA TOAOBHOIO MOS3KY 1 CITHHHOIO MO3KY,
CUPUHTOOYABOLIO ¥ CHPUHIOMIEALIO, CTOBOYPOBUH IHCYABT 200
XPOHIYHY HEAOCTATHICTH MO3KOBOT'O KPOBOOOIIY Y
BEPTEOPAABHO-OA3UAAPHII CHCTEMI, CTOBOYPOBHI CHIE(DAALT,
XPOHIYHY BEPTCOPOICHHY LINIHY 260 IIOIIEPEKOBY
MIEAOIITIEMIFO, 4 TAKOK HeMpoiHdeKll (Herpocudiaic,
H€I/IPO6OPP€A103 Ta 1H. ).



BIUHUI AMIOTPO®IUHUM CKAEPOS3
MPT




BIUHUU AMIOTPO®IUHUU CKAEPO3

Awazros

JAX® CHCHH@MHHX Aa6opaTopHHX TECTIB, ITTO MOIAH O
aorromortu BiapisanTr BAC BIA IHIINX 32XBOPIOBAHD,
BIAHOCATBCSA T€HETUYHE TECTyBAHHA (MYyTAIlil T€HA MIAB-
LIMHK-32ACKHOT CyIepokcuasncmyTasu upu BAC, myrarmi
ICHIB ITPU IHIIINX HEHPOACICHEPATHBHIX SaXBOp}OBaHH}IX> 1
cep0A0r1qH1 TeCTH Ha Henpoindgekmiro. [ Ipu biomcii
m'aA3iB y xBopux BAC BIAZHAYAIOTBCA O3HAKH
ACHEPBAIIIMHOI aTPOdil y BUTAAAL Y€PTYBAHHA 30EPEKEHUX 1
aTpOoPOBAHUX YIPYIIOBAHBb M A30BHX BOAOKOH. Biorrciro
BAKAWUBO IIPOBOAUTH TOMY, ITIO BOHA MOYKE BUABUTH
crrenupivH1 3MIHHA IIIE AO TOTO, IK BOHH OYAYTH BHABACHI

npu EH

. B 5-10% Bumaakis mpur BAC MokHa BuABUTH

AOOPOAKICHY IIAPAITPOTETHEMIIO.



BIUHV AMIOTPO®IUHUM CKAEPO3
AundepeHniiaAbHUI A1aTrHO3

[TiArOCTPHIT TOAIOMIEAIT AOPOCAHX.

I lepeaAHPOpOTrOBa CHPHUHTOMIEALS (AMZTPAPITHUN CTATYC,
HEMAa€ IIPOTPECYIOYOro IIepediry, piOpuAApPHI TOCMUKYBAHHS,
ITOEAHAHHS IIEHTPAABHUX 1 TepU(PEPUIHUX TOPYIIICHD
MOTOHEHPOHIB).

AMIOTPOIYHUN CIIHAABPHUN CHMIAIC.

byApOapaMIT ctEHAPpOM OYAB-AKO! €TIOAOTII.

Poscianuil ckAepos.

[lepBikarpHA Mi€AOIIATIA (KOPIHIIEBI OOAl BIATTOBIAAIOTE 30HI]

YPaKEHHS, IIOBIAbBHE CHPHUATAUBUI IIEPEOIT, OOMEKEHA
CETMEHTApHAA CUMIITOMATUKA, HECUMETPUYHICTD).



BIUHMU AMIOTPO®IUHIU CKAEPO3
IlaToreneTnyna Tepamnis

[Ipobaema aixysaraa BAC mmoadrae B Tomy, mo 80% MOTOHEHPOHIB
TTHE AO KATHIYHHUX IIPOABIB XBOpOOH. MOKANBO, IEpEBaKHA OIABIIIICTD
BUIIPOOYBAHUX IIPEIAPATIB PISHUX IPYII BUABUAUCA HEE(PEKTUBHIMH TOMY,
1110 20% 3aAHIIIABCA "XBOPUX' MOTOHEUPOHIB BKE HE 3AATHI 3AIFICHUTH
KOMITCHCAIIIFO (DYHKIII{ 3aTHOAHX.

CCAHHIM ITpErrapaToMm, AKII AOCTOBIPHO IIPOAOBIKYE KU TTA XBOPHUM B
CEPEAHBOMY Ha 3 MIC, € PIAY30A - IPECHHANITUIHUH 1Hr161T0p
BUBIABHEHHS IAYTAMATY, IIOYATKOBO 3aIIPOIIOHOBAHUN fK
IIPOTACYAOMHHIH IIpenapar.

BAC MoxHA TOAIAUTH HA YOTUPU YMOBHI CTAAL - IIEPBHHHOIO
ITOTIPINICHHS, TIEPBIHHOL CTA0IAI3AII, BTOPHMHHOIO MOTIPIICHH |
TepMiHAABHY. PIAY30A HAFIOIABIIT e(DEKTUBHUI B APYTIH CTAALL
3aXBOPIOBAHHS (lIepBUHHA cTabiaisanis). I1pu mpomy mamieHy
IPOAOBKYETBCS TOU MEPIOA XBOPOOH, KOAU BiH IIIE 3AATHIH
0OcAyroByBaTH ceOe, 4 AKICTh JKUTTA SHIKYEThCA HesHauHo. [Ipemapar
IIPU3HAYAFOTE B A031 50 Mr 2 pasu HA ACHb HE3AACKHO BIA IIPUUOMY 1Kl



BIUHV AMIOTPO®IUHUM CKAEPO3
IlaToreHeTnyna Tepamnis

B AaHmMIT gac TpuBarOTh KAIHIYHI BHHpO6yBaHHﬂ
MIHOI_IIKAlHa AHTHUOIOTUKA TeTpaHHKAlHOBoro PAAY, 2 TAKOXK
KCAAIITPOAEHA - HUSBKOMOAEKYASPHOTO AITAHAZ AO PEIIEIITOPIB
HENPOTPOPIIHUX PAKTOPIB.

[ lepcrieKTHUBHUME METOAAMH IIATOI€HETUYIHOI Tepalii
BAC BBaxkarote: 1) AOCTaBKy AiKapCBKHUX 32C001B
(HanpuKAaA, TPOPIYHUX PAKTOPiB) 32 AOIIOMOI0FO
BipyCHUX HOCLiB; 2) 3acrocyBanna PHK-srpyuanms,
CHPAMOBAHOI'O Ha BUTICHEHHA MyTaHTHOTI'O I'€Ha 3
moaexkyau AHK B kaituHax; 3) 3acrocyBaHHA CTOBOYpPOBUX
HEUPOHAABHUX 1 FTAIAABHUX KAITHUH. Y TEIIEPIITHIN 9aC Il
METOAHU TECTYIOTHCA Ha TPaHCreHHUX 110 myTamii reara COA-1
murrax. OTpuMani IOIIEPEAH! OOHAAIMANBI PE3YABTATH.



Po3ciaauu ckaepo3s

CucremHe 3aXBOpPIOBAHHA IIEHTPAABHOI
HEPBOBOI CUCTEMH, B OCHOB1 AKOIO
A€XKUTH IIPOIIEC IEPUAKCOHAABHOTO
pO3HaAy MIEATHOBOI OOOAOHKH



IHomupeHiCTh PO3CIAHOIO CKJIECPO3Y Y

World Distribution of Multiple Sclerosis
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IIaToreHes po3CiAHOIO CKAEPO3y

Enjporesni pakropu nmaroreHesy npeacraBJjieHi :
a) TeHETUYHOI0 CXMJIBHICTIO (32JI€2KHICTIO Bijl IEBHUX
aHnTureHiB ricrocymicaocti HLA-A3, HLA-B7, HLA-DW2,
HLA-DR2),
0) HeaJIeKBATHICTIO KJIITUHHOI U T'YMOPAJIbHOI IMyHHOI
BiAIOBII,
B) NOPYIIEHHAM CHHTE3Y MI€JIHY BHACJIIIOK MMEBHUX
reorpagiyHux YMOB i BINIUBY 010JI0TIYHO AKTUBHUX PEYOBHH.
Cepen ek30reHHUX (GaKkTOpPiB OCHOBHE MICIIE 3AaMMAIOTh:
a) BIpYCHA iH(eKIIisA, IMOBIPHO 13 rpynu "'moBLILHMX BipyciB'',
0) reorpadiyHi, cepeIOBHUINHI 1 KIIMATUYHI YMOBH,
B) JesIKI TPAAMIIAHI AJIsI PerioHIB 3 MiABMIIEHUM PUZHUKOM
MPOAYKTHU Xap4YyBaHHSI.



IIaToreHes po3CiAHOIO CKAEPO3y

3a cyyacHMMM YSIBJCHHSIMH, 3aXBOPIOBAHHSA BUHHUKAE y 0Ci0 3
reHETUYHOK CXMJIBbHICTIO 10 PC, HasgBHICTIO «I1e(eKTHOro KOaYy»
IMyHHOI cucTeMu. BipoBaaKeHHsI B OpPraHi3M IyCKOBOIo (akropa
(MoxsMBO BIpycy) akTuBY€E T-imiMdouuTH, 10 3AaTHI aTaKyBaTH
AYTOAHTUIEHM 3 IX NPOHMKHEHHSM 4Yepe3 reMaroeHueda iyHun
O0ap'ep (MOXKJIMBO MOPYHICHUH) B NMOINYKAX AYyTOAHTHUICHIB-MIlICHEH.
AHTHUTEH-TIPEACTABIAYI KJIITHHH NONIMHAKTH AHTUIE€H-MIIlEeHb,
PO3IICILUIITL #Woro Ha d¢parMeHTd 1 3'eanyrorbess 3 HLA-
MOJIEKYJaMHU, SIKIi MICTATHh KOA OWIKIB JJIsi BINI3HABAHHA BJIACHHUX
KJIITUH. KOoJIM 3MICT aHTUIeHY, AHTUTCH-NIPEACTABJSIOYNX KJIITHH |
T-aiM@ponuTIiB T0CATA€ NMEBHOI0 PIBHS, PO3BUBAETHLCS 3amajibHA
peakiis 3a y4YacTH IUTOKIHIB, (MeaiaTopiB, 10 CEKPETYIThCS
IMYHOKOMIIETEHTHUMM KJIITHHAMM - JiMpomuTaMu i Makpoparamm).



IIaToreHes po3CiAHOIO CKAEPO3y

Makpodaru parouuryrOorh Mi€JdiH | HAJAAKTh PYWHIBHY JiI0 HA

OJIIrOACHAPOUITH. YYACTh B MATOJOTIYHOMY Mpoueci aHTUTLI, B-
JiMPOUHUTIB 1 KOMILUIEMEHTY TNPHU3BOAUTH 0 IMOJAAJBIIOIO
pyinyBaHHsi Mmiejginy. IlpeacraBieHa IMyHONATOJIONiYHA MOAEJb
BioOpakae azy exk3anepoaiii M HEYyXWIbLHO MMPOrPeCyOYn mepeoir
PC, aJjie He MOKe MMOSICHUTH MeXaHI3M BUHUKHEHHS peMicii, 1151 SIKO1
XapaKTepHi: yracaHHsi 3amajbHOI  peakmil, peMieJaiHI3amis,
YTBOpPEHHH [J1103HOr0 pyous (3a xanumu MPT).
PC wmoxke OyTH BiZHECeHMHM /[0 MNOBLILHUX IH(eKHin B o0ci0 3
FEHeTUYHO OOYMOBJICHOI) HEAOCTATHICTIO IMYHHOI CHCTEMHU IIpH
MOpYyIIeHHI MeTa00/1i3My B IIEBHUX CEePeIOBUIIHMX, KJIIMATHYHHX I
reorpaiyHux ymoBax.
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I lamozenemuurt emanu po3eumxy
po3ciarnozo ckaeposy

D opMyBaHHA IMyYHOAE(PIITUTHOTO CTAHY
IIpopus I'EDb 1 dpopmyBaHHA IMyHHOTO
3aITaA€HHA

Po3BUTOK A€MI€ATHI3ZYIOUOTO IIPOLECY

PDopmMyBaHHA AKCOHAABHOL A€TE€HEPAILTii



IIaToreHes po3CiAHOIO CKAEPO3yY

Puc. ®YHKLMOHUPOBAHHNE HEPBHOM KNIETKH B HOPME 1 NP PC

3A0POBbLIA HEHPOH MoBPEXAEHHbIA HENPOH

MoBpexaeHHe MHENHHOBOR m CKOpOCTL MMAYNbLCA

\ /
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N Y 060noyKH -4 KM/Y
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FON TR Muenuxosasn Cropocte
oBonouxa He @ HMNyNLCA
nospexaeHa ~400 xm/y

Muennn ~060N04Ka U3 NUNKA0S U NPOTEHHOB,
KOTOP@R OKPYXAET W 3AWMLAGT BKCOH

UcToyruk: no Marepuanam MexayHapoaHOro cumnosuyma “JleyeHne paccesHHOro CKNepo3a CeroaHs: SHeprusa
MHoronerwero yenexa" (mait 2005r.)




IIaTorenes po3cigHOIO CKAEPO3yY
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TpancnopryBanHa AiMdoIUTIB
uepe3 I'Eb

» ¢

GFP-transduced T cells in close proximity to MAP2+ neurons



IHurorokcnuHi AIMPOITUTU MOXKYTh
aTaKkyBatu akcoHu npu PC




PC: 3axBoproBaHHA, IPU AKOMY PYHUHYETHCA MIEATH
T4 AaKCOHU

0 KiHuesBi o HedocdopunsoBaHi
aKcoHanbHi oBoiau HeupodinnameHTn

Adapted with permission from Trapp BD et al. N Engl J Med. 1998; 338:278-285.



IHomkomkeHHda akcony npu PC
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IIpAaMe MOMIKOA>KEHHA
MeMOpaHU HEUPOHY
CD8+ aAimdoruramm
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[NMowkoaxeHHA akcoHIB npu PC:
MOXINBI MeXaHI3MH

Rieckmann P, Maurer M. Curr Opin Neurol. 2002; 15:
.361-370



ITaromopdoaroria PC




3ammaAeHHs 1 3aru0eAb AKCOHIB IIPU

PC

- - - ——— = — — — — — — — — — — — — — — — — —

YacTte 3ananeHHs,
AemieniHisauis,
nepepuBaHHA aKCOHIB,
NNacTUYHICTDb i
pemieniHisauin

TpuBaro4ye 3ananeHHs, Pioko BuHuKaroue
CTiMKa pgemieniHi3auia 3anarneHHs, XpoHiyHa
AereHepawisi akCoHiB, rnios

Compston A, Coles A. Lancet. 2002;359:1221-1231.



IToABiliHA IPUPOAA 3AITAACHHSA 1 HEMPOAETreHeparlii

da3a
3ananeHHs

3arocTpeHHs
FocTpuun nepeoGir
MHOXWHHI BOrHumwia

BorHuiwa Hakonn4yeHHs
ragoniHin-BMiCHOro KOHTpacTty

HasBHicTb pemicin

HecneuudiyHe ywikoaxeHHA
aKcoHiB

I3 3arocTpeHHAMM

npu PC

da3a

nereHepadii

MNMporpecyBaHHA
XpoOHiuyHNUN nepeodir

Oundpy3He yLWIKOAXKEHHS

BiacyTHiCTb BOrHMW, HAKOMNUYEeHHA
ragoniHin-BMiCHOro KOHTpacTy

MNMocTinHe HapOCTaHHSA TSXKKOCTi CTaHy
BTopuHHa 3arndenb akCOHIB

be3 3arocTpeHb

e

YHac
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| TakkicTb 1'ﬁ BapiaHT:
Oo6posakicHun(m'sknun) PC
(5-109% xBOpMUX)

—

4yac

| TAXKKICTb Z'ﬁ Bd pia HT
— _ B
3nosskicHuun PC

— (xBopo6a Map6ypra)

0,1-0,5% xBOopux

yac




Jliaznocmuka po3cianoz2o ckiepo3sy

HassBHICTD 00'€KTUBHHX CBIIY€Hb YPa’KEHHS HEPBOBOI
CUCTEMHU.

HasiBHICTHh KJIIHIYHO IBOX OKPEMO PO3TAIOBAHUX
BOTHUII (AUceMIHALIIA B MicCIIi).

IlepeBaskHe ypasKeHHs 0iJ101 pe4OBHHHU I'0JIOBHOIO i
CIIUHHOI'0 MO3KY.

KaiHiYHI CHMIITOMH MOBUHHI MATH TUMYAaCOBU M
xapakrep (auceMiHanisg B yaci, paykryaris).

JleoroT 3axBoproBanusa B 10-50 pokis.
BUK/II0YEeHHS IHII0I HEBPOJIOTiYHOI IIATOJIOT]l.



Kpurtepii MakaoHaabaa

2 i OlnpblIe KJIHIYHMX emi30diB; 00'€KTHMBHI KJIIHIYHI O3HAKH 2
a00 OLIbIIIe BOTHUIIL;

2 1 0lbIIe KJIIHIYHUX emi30aiB 200 00'ceKTUBHI KJIIHIYHI 03HaKH 1
BOTHUINA i 03HaAKM aucemiHauii B npocropi Ha MPT, 2 i Oiabuie
porHnma Ha MPT, BignoBignuy PC 1 no3uTuBHUHN aHAaJi3
JIKBOPY 200 O4YiKyBaTH [0 HACTYIHOI0 KJIIHIYHOIO emi3ony i3
3aJIyYEHHSM iHIIOI TIJITHKU MO3KY;

Oaun KJIIHIYHMM emi30a, 00'€kTHMBHI KJiHIYHI o3Hakum 2 a0o
OliIbIlle BOrHMIN, O3HAkH aAuceMiHanii B 4daci Ha MPT ao0o
OYiKYBaTH NMOSIBY APYIOro KJIIHIYHOIO emi3oay;

OauH KJIHIYHMHA enni30], 00'€KTHBHI KJIHIYHI 03HAKH 1 BOrHHIIA
i o3HaKku aucemiHamii B mpocropi yaci Ha MPT a6o 2 i Oiibine
porauuma Ha MPT, BignoBinnuy PC 1 nmo3uTMBHHM aHAaJI3
JIIKBOPY 200 ApYruii KJIIHIYHUH emi3o.



KArO4OB1 AQHKU B
Alarnoctuunomy IIpoieci

s AHamHe3:
= Ilomepeani emmizoan
= IHImi 3axBoproBaHHA
s CimertHumn amamHes
s AEeTAaABPHUU OrAMA:
» ‘00€KTUBHI O3HAKN

s AOAATKOB1 METOAM:
= MRI

= OBs



AlarHOCTHKA PO3CIAHOIO CKAEPO3Y

Puc. 1. MPT-CHUMKM mO3Ta B aKCHanbHOK (A) 1 caruTransHon (B)
npoexkymuax. MHOXECTBeHHbIE TMNEePHHTEHCHMBHLIE YYACTKH NOPaXEHHA
Kak 6enoro (A), TaKk u KOPKOBOT0 Ceporo pewecrtea moara (B)

Boramina aemieaiHizamii Ipv po3CisHOMY CKJIepo3i



F=JUL-2000
WCE S0
R 1=5

Boruumia nemieaigizamii
[PHA PO3CIAHOMY CKJIEPO3i

Plaques

Healthy brain Brain with damage (lesions
or plaques) caused by MS




Boruuma aemMieJaiHizamii Npu po3ciasHOMY CKJIepo3i




AlarHOCTHKA PO3CIAHOIO CKAEPO3yY

s BN3HAUYEeHHSA OJIINOKJI0OHAJbHHUX
iIMYHOIJIO0YJIIHIB Y JIIKBOPI

= IMYHOJIOTIYHHH MOHITOPMHI
(MOpiBHAHHSA MOKA3HUKIB IMYHITETY 3
momnepeaHiMi MNOKA3HUKAMM TOI'0 K
XBOPOI0)



MPT B AIATHOCTHULII PC

Oco0AMBOCTI BOrHUIIL

JlokaJizamis: Po3npeaijieHHs:
. HepnBeHTpm.chmp.Hl ®opma: * ACUMETPUYHE
* lHppareHTOpiaIbHI .

. . *HenpaBujibHOI
* B Mo301mcTOMY TiJII IMiHmI:
(caritaabHi 3pi3n) hopmu e Pizmi

e [OKcTakopTuKaJbHi ¢ OBanbHi
(U-nmoaiOHi BOJIOKHA)



MPT-KPUTEPII JIATHOCTUKHU PC

Paty et al.

Fazekas et al.

Barkhof et al.

>3 T2-rinepiHTEHCMBHMX BOIHHUIIA, OJAHE 3
SIKHX NPHJIECKUTH 10 NIJIYHOUYKA

>3 T2-rinepiHTEHCMBHUX BOTrHUIIA npu
AOTPMMAaHHI 2 1 OlIblIe YMOB: po3Mip >SMM,
NPWIEKUTH 10 HIJIYHOUKA, iIHPpaTeHTOpiaJIbHA
JOKAJI3aLis

Moxiausa moaedanb Tpancopmanii B PC

(80% mpu norpumMaHHi BCix 4 yMOB):
BOTHHUIIE, 10 HAKONMUYYE KOHTPACT (MiHIMyM
1);

IOKCTAKOPTUKAJbHA JIOKaJi3auisa (MiHiMmym1);
EPUBEHTPUKYJIAPHA JIoKaJdi3auiga (MiHIMyM
3);

1acdhnaTeuaTONIa TLITa TO0ICa T12aitia (mMmigivuvnm 1)



MPT B AIATHOCTHULII PC

Boraumnia B CHHHHOMY MO3KY

HE




The papilla of a patient with
acute demyelinating ON:

A: Normal finding
B: Swelling (diffus, mild)

C: peripapillary bleeding (in
this case with anteriore
ischemisc neuropathy
opticus)

n. Balcer LJ, NEJM 2006
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Figure 1. Brain magnetic resonance images from a 34-year-old Caucasian female showing multiple periventricular regions
with increased T2 intensity, and infratentorial and supratentorial lesions




Figure 2. Magnetic resonance images of the brain of a 24-year-old Caucasian female showing multiple, small, bilateral
areas of hyperintense lesions in the periventriculum, brainstem and cerebellum




Figure 3. These magnetic resonance images taken from the brain of a 41-yearold Caucasian female show multiple
hyperintense lesions of periventricular distribution, and infratentorial and supratentorial lesions
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Figure 4. Magnetic resonance images of the brain of a 29-year-old Caucasian female, revealing multiple lesions in the
periventricular region and dilated spinal arteries




MINAGEN-UNT AR

Figure 6. Brain magnetic resonance images from a 52-year-old Caucasian female, showing multiple areas of increased
signal intensity in the periventricular region, white matter and thalamus
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MRI Scans




Brain MRI




Spinal Cord MRI




Brain MRI




PO3CIAHHU CKAEPO3
Kaigiuui q)opMI/I

1. IlepeOpocniHajibHA.

2. llepedeiio-cniHaJIbHA.
3. LlepeOpanbHa.

4. CniHaJbHA.

S. CTOBOYpPOBO-M0304KOBA.



PO3CIAHHI CKAEPO3

BapianTu nepe0Oiry Ta mporHos

Ilepeoir PC HocUTh XpOHIYHHMI XapakTep. Y OLIbIIOCTI KJIIIHIK NPUAHATI
HACTYIHI TEPMiHU Uil TO3HAYECHHS NEPioaiB 3aXBOPHOBAHHA.

3arocrpeHHs: MOABA HOBOI0 CUMIITOMY 200 rpyny CMMITOMIB IiCJsl TOI0, IK CTaH
XBOPOI'0 3aJIUIIABCA CTA0IJIbHUM MPOTIATOM MiCHAIIS.

PeMicisi: 3HaYHe MOJIMIIECHHS CTAHY XBOPOIO y BHUIVISIAi 3MEHILICHHS BUPAKEHOCTi
200 3HUKHEHHSI CUMIITOMY 200 rpynd CUMIITOMIB, II{0 TPMBA€ HEe MEHILEe 100U.

XpoHiuHe nporpecyBaHHs: 30UIbIICHHS THXKKOCTI CHMITOMY 3aXBOPIOBAHHA
IPOTAIOM JABOX MicsiliB 0e3 cTadiaizauii crany.

Cra0iaizauisi: BiACYTHICTHh 3arOCTPEHHS, NPOrPeCcyBaHHA 1 peMicil He MeHIIIe OTHOI0
MicHs.

Pemiryrounyi mnepeOir: mepe0ir i3 3arocrpeHHsMHM i pemiciasMu 0e3 O3HAK
nporpecyBaHdsi. Po3pi3HAIOTH Tako:Kk M'sikmil 1 3j0siKicHuA mnepedir PC. /lo mepmoro
BigHOCATH TpuBaanii nepedir (10-15 pokis i OijiblIe) 3aXBOPIOBAHHSA, LI0 CYNPOBOAKYETHCH
MiHIMAJbHUMHU NOpymeHHAMH. [lpu 3/10iKicCHOMY mepeOiry HacTrae moBHa IHBaJiAU3aLis
XBOPOI0 MPOTATOM MEePUIMX I'SITH POKIB.

Axmo xBopioTh Jroau crapuie 40 pokiB, npu HbOMY XBOP00a HOCUTH PEMITYHOYHMH
XapaKTep 3 NeplIO PEMICi€l0 He MeHINe POKY I TPMBAJICTIO NEPLIOr0 3aroCTPEHHS He
OijibLIe TPHOX MICALIB, TO MOKHA FOBOPUTH NPO CHPUATIUBUN Npouec 3aXBOPOBaHHA. Bei
iHIII BUNIAIKH BBAKAKTHCH HECNIPUATIMBUMMU.



PO3CIAHII CKAEPO3

TUIIOB1 KAITHIUHI IIPOABU

CumnroMu ypakeHHA HiPaMIAHOTO HIAAXY

Ile Hai10iabIn yacTe yparkenua npu PC, BoHo cranoButs 85-97%.
3aA€KHO BiA AOKaAi3arii BOTHUIIIA BUHHUKAIOTH reMi- a00 mmapamnapesu,
pianie moHomnape3u. Hari0iabIn 4yacTo CTpa>kAarOTh HUDKHI KIHITIBKH, piAliIe
BE€pPXHi; BOHU 3aAy4arOThCA Ni3Hime. KAiHiuHO NpOABAAIOTHCA ITATOAOTTUHI
nipamiAH1 pedpAekcH, IMABUIIEHHA HAAKOCHUYHUX, CYyX0>KHABHUX
pedpaekciB, 3HU>KEHHA 200 ITOBHA BIACYTHICTh YepPEBHUX pedAEKCIB.
OcraHHINA CUMIITOM - I1€ TOHKHI, PaHHIN HPOAB 3AIIKaBA€HOCTI IIOPa3KU
IHipaMiAHOTO HIAAXY.

IenTpasbHi Hapesu i MapaAidi CyIpOBOAKYIOTECA 3MiHAMM
M'A30BOT0 TOHYCY - K CHACTHUKOIO, TAK i rinoToHi€r0, AUCTOHiE0. OAHIEIO 3
mpooaem aada xBopux PC € 30iapIIeHHA TOHYCY IIO CIIACTUYHOMY THIYy. K
IIPABHAO, BOHO CIIOCTEPIra€TbCsA y XBOPUX 3 HUPKHIM ITaparrape3om.

Po3scigaauii ckaepo3 - AEMi€AIHI3YIOUE 3aXBOPIOBAHHA, AKE
XapaKTEePU3YETHCA 03HAKAMU MHOTOOYArOBOI0 YPayKEHHA HEPBOBOI
cucremu. Biepmre 0ys ormcannii Ilapko B 1968 pomi. Bucoxa sHaunmicTs
IIPOOAECMH BUSHAYAETHCA MOT0 3HAYHOKO IOIIMPEHICTIO, 2 TAKOXK THM, [0
XBOPIIOTH IEPEBA’KHO OCOOU MOAOAOTIO BIKY.



PO3CIAHII CKAEPO3

TUIIOB1 KATHIYUHI IIPOABU

CumnromMu ypa>keHHA MO304YKa

3ycrpiuarorbea B 62-87% Bumaakis.
XBOpP1 CKAPKATHCA HA HOPYIIEHHA X0AU 1
piBHOBaru. KAiHIYHO TIPOABAAIOTHCA
IIOPYILIEHHAMN KOOPAUHAIII] 1 3HIDKEHHAM
M'A30BOi cuau. HacTo 3ycTpiyaerbcs
AMHAMIUHA 1 CTPaTEriuyHa aTakcidi,
AVICMETPiA, ACHUHEPTIid, IHTEHIIIOHHUMI
TPEMOP, CKAHAOBAHA MOBa, Meraaorpadis.
XapaKTepHO MMAPOKCU3MAABHE HAPOCTAHHA
aTaKCii AO HEMOKAUBOCT1 XOAUTH.



PO3CIAHII CKAEPO3

TUIIOB1 KATHIYUHI IIPOABU

CuMmirroMu ypa>keHHA YEepPEeITHUX HEPBiB

Crocrepirarorsca B 36-81% Bumnaaxis. Boraumia
AE€Mi€ATHI3AII] YACTO YTBOPIOIOTHCA Y BHYTPIIITHHOMO3KOBHX
YACTUHAX HEPBIB, TOMy MOXKYTBh BIA3HAYATHCA CUMIITOMHU AK
LHEHTPAABHOTIO, TaK 1 IepuQEePUIHOIO YPAXKEHHA PYXOBUX
uyepenHux HepBiB, uacrime III, V, VI, VII napu Hepsis.
Hari0iapn1 yacTuM KAIHIYHUM CUMIITOMOM YPa>K€HHA CTOBOypa
MO3KY € OKOPYXOBi HOPYHIEHHA, AKiI BUKAUKAIOTH ABOTHHA.

XapaKTepHUM CUMITOM AMCKOOPAMHOBAHOIO PyXy OUHUX
AOAYK, HEAOBEACHHA OYHUX AOAYK B CTOPOHH, 1HOAL
CIIOCTEPIra€ThbCA ACTKHM IITO3. PiAKO 3ycTpidaroThCA 3MIHU
31IHUYHUX peakiiii. OaoHuM 3 ocHoBHUX 1posABiB PC € HicTarm
AK HACAIAOK YPa>KE€HHA BEPXHIX BIAAIAIB CTOBOypa.



PO3CIAHII CKAEPO3

TUIIOB1 KAITHIUHI IIPOABU

CuMmirromMu nmopynieHHA Yy TAUBOCTI

3ycrpiuarorbea y 56-92% manienTis. OAMH 3 HaMO0IABII YaCTUX
cumnTomMiB PC - 3miHa rA00KOi Ta MOBEPXHEBOI Yy TAUBOCTI.
Harigacrinie Ha paHHIX CTAaAlAX BIABHAYAETHCA HEBEAUKHI PO3AAA
00ABOBOI UyTAUBOCTI, AU3ECTE31A B AUCTAABHUX BiAAIAAX KIHITIBOK.
Oco0AMBiCTIO IOPYHIEHb YYTAHUBOCTI € T€, III0 XBOP1 HE MOXKYTh
JiTKO iX OIMMCaTH i 4aCTO CKAp’KATHCA HA OHIMiHHA 1 II€YiHHA B
KiHITiBKaX.

CuMmirromu 30pOoBUX TOPYIIECHB

3ycrpiuaroTbca B 36-52% BUAAKIB. AO 30pPOBHX IIOPYIICHE
HAAEKHUTH 3HMPKEHHA TOCTPOTH 30PY, a4 TAKOXK 3MiHA II0AIB 30DpYy.
Yacro peTpoOyALOApHUI HEBPUT € HEPIIINM CHUMIITOMOM
3axBoproBaHHA. IIpu opTaabMOAOTTUHOMY AOCAIAYKEHHI
BUABAAIOTHCA EHTPAABHI CKOTOMU, 3BY>KEHHS II0AIB 30pYy, MUHYIIIE
3HU>KEHHA IOCTPOTH 30pPYy.



PO3CIAHII CKAEPO3

TUIIOB1 KATHIYUHI IIPOABU

Cumrrromu nopyuieHHA PyHKIIT Ta30BUX OpPraHiB

Crocrepirarorbca B 26-53% Bumnaaxis. ILle oanH 3 mepromx i
HaM01ABII YacTo 3ycTpidatorbca cumnromMis npu PC. Haitbiapnr
PaHO HPOABAAIOTHCA IOPYIHEHHA CEYOBUITYyCKAHHA M0 IIEHTPAABHOMY
THILY, MO>KYTBh OyTH AK IOYACTIlIIaHHA, TAK 1 3aTPUMKA CE€Ui, a TAKOXK
imreparusHi 11o3uBu. Ha 0iapnr mi3HIX CTaAlAX 11e, AK IIPABHAO,
HETPUMAHHA ceYl. Y YOAOBIKIB MO>Ke OyTH 3HMO>KEHHA ITOTEHIIIi,
I10B'si3aHe 3 MOMIKOAKEHHAM CHUHHOI'O MO3KYy BOTHHIIIEM
A€Mi€AIHI3aITii.

Heriporicuxoaoriudi CHMOTOMH

MaroTh MiCIIE B 65 95% Bummaakis. Boau MOJKYTb BKAFOYATHU B
cebe MOPyIIECHHA ITaM 'ATi, FOCTPOTU MUCACHH 1 BCIAAKI ITOPYIICHHA
€MOIIIITHOT O Xapakrepy. OcobauBy yBary 3acAyrosye Aempecis 31
cranamu amarii 1 rpusoru. Yacro npu PC BiAsnagaersca eirdopis,
IIIO ITOEAHYETHCA 31 3HIDKCHHAM IHTEACKTY. Y JKIHOK BIASHAYAFOTHCA
icrepuyHi peakiili, 1110 € MPUYHNHOIO HEBIAIOBIAHOCTI CKapI' XBOPUX i
006'eKTHBHOI HEBPOAOTiYHOI CHMIITTOMATHKH.



PO3CIAHII CKAEPO3

PiakicHi (aTHIIOB1) KAIHIUHI IIPOSABU

ITapokcu3amaabHI CTAaHU

Cxaaparore  5-17%. ILle wmoxyre Oyrm xoporki
CEHCOpPHI 1 MOTOpPHI pPO3AaAH, TOHIYHI CIIa3MH,
remipamiaabHl CHa3mMm, TOCTpl HAlaAu TUKaBKH 1
ITO31XAHHA.

BereraruBHi mopyuieHHA

A0 HUX BIAHOCATBCA CUMIIATO-aAPEHAAOBOI KPpU3H, HAIIAAU
rinoToHii, OpaAuKapAii.

Cumirromu yparkeHHA riepudepudHOi HEPBOBO1L
CUCTEMH

CroAu BIAHOCATBCA CUHAPOM IIOATHEMPOIIATIi, 4 TAKOK PO3BUTOK
M'A30BOi aTpodii.



ughepenuyianvna oiacnocmuxa
PO3CIAHO20 CK1epOo3y

Y nouarkoBux cragiax PC ciia audepeHuiroBaTu 3 HEBPOTUYHUMMU
po3iaagaMu, CHHApoMoM MeHbepa, peTpodyiLb0apHUM HEBPUTOM,
Iy XJIMHOK IOJIOBHOIO I CHUHHOTO MO3KY, MO304Ka, PO3CiTHUM
eHIe(PATOMIETITOM, JereHePATUBHUMU 3aXBOPIOBAHHAMM HEPBOBOI
cucremu. CrninajabHI popmu PC MOKYTH NPOABJISATUCH AHAJOTIYHO
IyXJIMHAM CIIUHHOI0 MO3KY. AJjie cumMnroMaruka PC B mouarkoBux
CTAAIAX XaPAKTEPHU3YETHCH MECHILIOK BUPA3HICTIO ape3iB, Yy TJAUBUX I
Ta30BUX po3iaaiB. Bix xsopoou LlTprommnesns PC Biapi3HAETHCSH

HASBHICTIO O3HAK YPAKEHHS iIHIIUX Bi/ILIIB HEPBOBOI CUCTEMM.



(OJNO]

OcHoBHI 3aBAaHHA AiKyBaHHA PC

KyrmipyBaru 3arocTpeHHs 3aXBOPIOBAHHS;

BrayBarouu Ha OCEpPEaKH ayTOIMYyHHOTO 3aIlajCHHS,
CTUMYIIIOBATH PO3BUTOK a00 MOCHIICHHS
KOMIIEHCATOPHO-IIPUCTOCYBAIbHUX MEXaH13MIB;

3amo0irti a00 BIJJIAIUTH B 4acl PO3BUTOK HOBHX
3aroCTPEeHb A00 3MEHIIIUTH iX BUPAXKEHICTh

BIuimmBaTH Ha CUMIITOMH, 110 YCKJIAAHIOOTH
MOKJIMBICTh BUKOHYBAaTH pOOOTY, BECTH 3BUUHHUM
CIIOC10 KUTTS

BuOparu 3axoau, 110 J03BOJISIOTh XBOPOMY
IPUCTOCYBATUCS A0 HASIBHMX HACJIAKIB XBOPOOH, 1100
MAaKCUMAJIbHO MOJIETIITUTH KUATTS



MosxauB1 cTparerii AIKyBaHHA

HenomKo,mKeHa
Flpomsananbl-l U,HC
Tepanisf

<T3KCOHIB
... : NMow koo keHHSA
3ananeHHs g [emicninizauis .
aKCOHIB

Rieckmann P, Maurer M. Curr Opin Neurol. 2002;15:361-370.




Azxyeanns posctarnozo ckaeposy

IlonepeA’keHH:A MOBTOPHUX 3arOCTPEHbD

AikyBaHHA 3arOCTPEHHSA PO3CIAHOTO
CKAEPO3y

AikyBaHHA IPOTPECYIOUOr0 PO3CIAHOTO
CKAEPO3y

AikyBaHHA OKPEMUX CUMIITOMIB



Ilonepeodscenna noemoprux sazocmpers
po3sctarnozo ckaeposy

B- irrepdepomn 1-b - 0, 25 mr 1/ 1k uepes AeHb
B- inTepdepon 1-a (pebid, aBonexc) - 22 mr

(upu rapuiii mepenocumocri - 44 mr) /K 3
pa3u B TIDKAeHB 200 30 Mr B/M 1 pa3 B TIDKACHB

I'natTupamepy anerar (xormaxcon) - 20 Mr nmioaAHA

Mirokcaurpou 12 mr / m2



Azxyeanmna 3azocmpenni po3cianozo ckieposy

1. BUCOK1 AO3M KOPTHUKOCTEPOIAILB:
MeTHAIIPeAH130A0H 500 Mr mpoTarom 5
AHIB
2. IloeaAnaHHA MITOKCAHTPOHY 1

METHAIIPEAHI30A0HY

3. ITaazmadepes, remocopOIia



Cxema jgikyBanHs PC B nepioja 3arocrpeHHst

- MeTIWJIIIPeaAHU3010H S00 M mpoTaromM 5 aHiB 1
mazmadepes ado

- IloeAHAHHS MITOKCAHTPOHY 1 METHJINPEAHI30JI0HY |
n1asmadgepes, reMacopouis

Cxema JgikyBanus PC B nepioa pemicii

B- inTepgepon 1-b - 0, 25 Mr i / mik yepes geHb a00

Pe0id, ABoHeKkc - 22 Mr (IpH rapHii nepeHocuMocTi - 44 Mr) n
/ K 3 pa3u B THKIAeHb 200 30 Mr B / M 1 pa3 B Takaennb (1-2
poku) ado

Inarupamepy anerar (konakcoH) - 20 mr moansa (1-2 poxu) ado
MirokcaHTpoH 12 Mr / m2
MiopejakCaHTH J1Jis JJIKYBAHHSA CHIACTUYHOCTI.

3arajgb3MIilIHIOBAJIbHA, HOOTPOIIHA, CYAUHHA TepaIlis,
320X04yBaAHHA (PI3UYHOI0 HABAHTAKEHHS.



3AIOPI3BKUI JEPKABHUI MEJUYHWN YHIBEPCUTET
KA®E/IPA HEPBOBHUX XBOPOB

AeMieAiH13yI0Ul
3aXBOPHOBAHHA HEPBOBO1

CUCTCMU
(IIpionHi XxBOpOOM)

Aexrop

3ABIAYBAU KA®EAPU,
A.MEA_.H., [IPO®ECOP

KO3bOAKIH OAEKCAHAP AHATOAIMMOBUU



ITPIOHHI XBOPObUA

OCOOAMBUM KAAC CMEPTEABHUX
HEUPOAECTEHEPATUBHUX 3aXBOPIOBaHb
AIOAVHH 1 TBAPUH, 30YAHUKOM AKHUX €

IIPDI0H - 0€3HYKA€IHOBUU
HU3bKOMOAEKYAAPHUU O01AOK, CTIMKUU
AO 1HAKTUBYIOUYHNX BIIAWBIB.



ITPIOHHI XBOPObMU

B ocranHi poku mpoOAeMa IPIOHHUX XBOPOO
IpruAbGasa BaokKANBE HAyKOBO-IIPAaKTUYHE 3HAYEHHA,
OCKIABKH BIAKpUTTA HNpioHIB B 80-11 poku XX cTOAITTA
CTAAO IPOPUBOM y BUBUEHHI 1H(PEKITINHOI TATOAOr1],
MIKpPO0010AOrii, MOAEKYAAPHOI 010A0r1i, HATOMOP(OAOTi] 1
dirocodii J)KMBOTO B IIiAOMY.

3pocCTaHHA NPAKTUYHOIO IHTEPECY AO IIPIOHHUX
XBOPOO B AAHUM YaC moB'A3aHUU 31 CIIAAAXOM
crnoHridpopMHORO eHItepasonarii KOpiB y
Beankobpuranii ( "'kopos'aumii cka3''), a Takox 3
BUABAEHHAM B €BPOIENCHKUX KPAaiHAX MOAOAUX AFOAEH,
AKi CTPa’>kKAAIOTh TaK 3BAHUM ''HOBHUM BapianToM'
xpopobou Kpenrnipeanara-Axoda (XKI).



ITPIOHHI XBOPObIA

TeopeTrmuHu iHTEPEC AO IPOOAEMU OOYMOBACHUM
Pe3yAbTATAME MOAEKYAAPHO-010AOTTIHUX
AOCAIA)KCHB leOHlB, III0 AO3BOAUAU 316paTI/I 1B
BEAMKII Mipl CHCTEMATU3YBATH BEAMYE3HMIA MaTepiaa
PO CTPYKTYPY, (PYHKIIL i HAKONUYICHHA B
3apa>KEHOMY OPTraHi3Mi MUX HOBUX 1 HE3BUYANHUX
30yAHUKIB.

IIoAli OCTAaHHBOTO YACy BCE YACTIIIIE
II€PEKOHYIOTh B HEOOXIAHOCTI BpaXOBYBaTH
3pOoCTar04y MMOBIPHICTE 3yCTPidl 3 IPIOHHUMU
XBOPO0OAaMU AIOAUHM 1 TBAPUH, 4 3HAUUTD, AAA AIKAPA
OYAB-AKOro (paxy Ba>KAMBO XO4Ua O MaTH yABACHHA
IIPO AAHY IIPoOAEMY.



ITPIOHHI XBOPObU

Ilepimi 3rasku npo Te, 110 3apa3 MU HA3UBAEMO
IIP1OHHOIO I1ATOAOTi€R0, cAraroTh X VIII croairra 1
CTOCYIOTBCA CHAAAXY XBOPOOU CEpPEA OBEIb Y
Dpanrii (xBopoba oBelrb HaduBaAM la tremblante -
XBOPO0a, 1o TpAcerbca), B Himeuunni
(Gnubberkrankheit - xBopo0a, 3yaAuTs a00
Traberkrankheit - xBopoba pucaxkis). O0pa3Hi
Ha3BU BIAOOpPa’KAFOTH PI3HOMAHITHICTH KATHIYHUX
IIPOABIB XBOPOOH, BIAOMOI CbOT'OAHI AK cKperrl (to
scrape - yecaTru, CKpeOTH; scrapie - KOpocra
oBenb). OAHAK IpoOAeMa IPIOHHUX XBOPOO AAA
MEAUYHOI HAYKU 3aPOAUAACA B PaMKaxX BUECHHA IIPO
nmoBiAbHI iHdeKIii, koau B 1954 p B. Sigurdsson
BHKAAB PE3YABTATHU CBOiX OaraTopiuyHux
AOCAIAKEHb MAaCOBHUX 3aXBOPIOBAHBb CEPEA OBEIIbH
(Ha OpuKAaAl CKpert).



ITPIOHHI XBOPObIM

He3zBarkaroun HA ABHI1 KAITHIYHI BIAMIHHOCTI 1
HEOAHAKOBY AOKAA13AITiI0 YINKOAKEHb OPTaHIB 1
TKAaHWUH, B. Sigurdsson 3ymiB BUABUTU cepeA
BHUBUEHUX IM 3aXBOPIOBAHb IPUHIIUIIOBY CXO>KICTb,
AKE€ B CyYAaCHOMY BHUTASAIAL MOKE OyTHU ITIACYMOBAHO Y
BUTAAAL 4 TOAOBHHUX O3HAK, IO BIAPI3HAIOTH ITOBIABHI
iH( eKIIii:

TPUBAANY 1HKYOAIIIMTHUM IIEPIOA (MICAITL 1 POKM);
IIOBIABHUM ITPOTPEC;

HE3BUYANHICTH YPa>KE€HHA OPraHiB 1 TKAaHUH;
HEMUHYYICTH CMEPTEABHOI'O PE3YABTATY.



ITPIOHHI XBOPObMU

Y 1957 p D. C. Gajdusek i V. Zigas BuaBuam i
OITMCAAY HOBE 3aXBOPIOBAHHSA CEPEA ITAITyaACiB-
KaHi0aAiB, AKe BiAOMe ChOTOAHI ITiA Ha3BOIO ''Kypy' .
XBOp0o0Oa HOCHAA MACOBHUU XapaKrTep 1 He3a0apom Oyaa
AOBeAeHaA ii iIHdekitiHa mpupoaa. Ilicaa 3adoporn
KaH10aA13My emiAeMid B IIA€MEH1 OyAa IIPUITMHEHA.

Y 1959 p 3aBasaku Aocaipxennam W. Hadlow 6yao
BUABACHO KAIHIKO-MOP(OAOTIYHY CXOXKICTE KypY 1
CKperil, B PEe3yABTAT] YOro OYAO AOBEACHO HAABHICTH
IIOBIABHUX lH(l)eKI_III/I y aroauHH. Y 1967 p J. Griffiths
BHUCYHYB TiIlioTe3y, 3riAHO 3 AKOIO 30yAHHKOM CKpe€IIi €
01AOK, III0 CAMOPENAIKYEThCH.



ITPIOHHI XBOPObMU

OAHUM 3 BUAATHUX HAYKOBUX AOCATHEHB XX CTOAITTA B
o0AacTi 010A0Tii i MEAMITTHU CTAAO BIAKPUTTA B 1982 porii
AMEPUKAHCHKUM MOAEKYAAPHHUM 010A0TOM, IIpodpecopom
Crenal Iprosunepom HOBOro THIly iH(PEKINMHUX ATEHTIB -
npionis. Ie He MPoOCTO BasKAUBUM €TAII y PO3BUTKY
MOAEKyAApPHO]I 010aorii. Ile HOBa epa po3BuUTKYy 0i0AOTri] 1
MEAHUIINHI, OCKIABKM BUABACHO IPUHIIUIIOBO HOBUM THUII
1HEKININTHUX 3aXBOPIOBAHbB, 110 BIAPI3HAETHCA CBOEKO
IIPUPOAOIO BUHUKHEHHA 1 PO3BUTKY. 34 CTyIIEHEM
CKAAQAHOCTI CBO€I OyAOBHU IIPIOHU BIAHOCATBHCA AO HAMOIABII
IIPOCTUM 3 BIAOMUX HA CHOTOAHIIIHINV A€HBb 1H(PEKITINHIX
areHTIB.

Crenai IIprosunep
BIAKPUTTA npioHi6




ITPIOHHI XBOPObU

HpiOHI/I ABAAIOTH COOOO VHIKAABHHUH KAAC
IH(PEKITIITHNX areHTIB, AKI CKAAAAFOTHCH TIABKH 3 3MIHEHNX
OIAKOBHX MOAEKYA Xa3fiHa. leOHH HE MICTATH HYKAGIHOBI/IX
KICAOT 1, TAKUM YHHOM, BIAPI3HAIOTHCH BiA BCIX BIAOMIX
MIKpPOOPTIaHI3MIB, TAKHX AK OaKTEpll, IPHOKH, BipycH 1
BIpycOIOoAIOH] wacTku. ITicAst 6araropasoBuXx mmacaxis B
KyAbTypl OYAO AOBEAEHO, ITIO ITATOTEHHI] leOH IIPOTEIHN,
3AATHI AO TPAHCMICIT, € MyTAHTAMUI KAITUHHOI 130dpopMu
HOPMaABHOT'O Hp10H Hp()TelHy /O TEIEepIHbOro 9acy
BCTaHOBAeHo 18 plSHI/IX MYTAIl AFOACBKOTO reHa PrP, saxi
ITOB'fI3aHI 3 PI3HUMH ITPIOHOBUMH XBOPOOAMHU.



ITPIOHHI XBOPObU

I1pomein-npior (PrP)
C1aAOTAIKOIIPOTEIA 3
MoOAeKyAgpHOr0 macoro 33000-35000
AAABTOH, 200 33-35 kD, 10 xoAyeTbca
€EAMHHUM I'€HOM, PO3TAIIOBAHUM Y
aroanHU B 20 xpomocomi. Bin
CKAAQAA€THCA Y AFOAUHU IIPUOAN3HO 3
254 aMiHOKHCAOT, BKAFOUArOUM 22-

A yAeHHUM N-TepMiHAABHUN
curHaabHUY nentuA. IIpion PrP-c
Puc. 1. Mogenb KOHYOPMALIHOHHON CTPYKTY Pbl -~ o . . L
HopMmanbHoro (A) U uameHeHHoro (B) 3HAUACHUU y BCIX CCABIIIB. Horo
A s KUTTCBUU HAIIIBIIEP1OA CTAHOBUTD

KiAbKa TOAUH, aA€ BIH AOOpe
36ep1raeTbc;1 IPOTATOM PO3BUTKY.
ITpioHu Ay>ke CTIHKi AO p13H1/1x
¢i3MKO-XiMIYHUX BIIAUBIB.




ITPIOHHI XBOPObU

PrP-c BXOAUTH AO CKAQAY 30BHIIIHIX KAITUHHUX MEMOpaH,
II0B'A3aHUH i3 30BHIITHBOIO IIOBEPXHEIO KAITHH AKOPEM
IAIKOAIITIAY 1 6€epe ydacTh B €HAOLIUTO31 11 KaTa00A13M1 KAITHH.
HesBasxaroun Ha Te, IO HAWBUIINIMI piBeHb KOHIIeHTpAIii PrP
BUABACHO B HEMPOHAX, NOI0 MOXKYTh CHUHTE3yBATH 1 0araro iHImImx
KAITUH opraHisMmy. Poap HoOpMaapHOTO niporein-puona (PrP) y
3A0POBUX IHAMBIAYYMIB IIle AO KiHITA HeBiAoMa. IIpioH-IpoTein
HEOOXIAHUM AAA HOPMAABHOI CHHAIITUYHOI PYHKIIIi.

IlepeaDauaerncs, 1110 IPIOHU OEPYTH yYACTH B
MIDKKAITHHHOMY BIII3HABAHHI 1 KAITHHHOI akTuBaHIii. Aeaki
BBa’KaIOTh, IO iX (DYHKIII€I0 € MPUTHIYEHHA BIKOBHUX IIPOIIECIB 1
TOMY IIPIOHOB1 XBOpPOOHU ITOAIOHI 32 CBOIMHU KAIHIYHUMM 1
MOP(OAOTITUHUMHU XAPAKTEPUCTUKAMU AO T'€POHTOAOTTUHUX
3aXBOPIOBAHb.



ITPIOHHI XBOPObIA

IIporein-nipioH (PtP) icaye B ABOX popmax:

m V BUTAfIAL HOPMAABHOI, He1H(EKIIIHOI (pOPMH, AKA
3yCTPIYIAETECA B TOAOBHOMY MO3KY fIK B HOPMI, TaK 1 B
iHdikoBaHUX XBopuX. LIg popma mozHagaeTsca AK
KAITHHHUH IpOTelH-TIpioH, 200 PrPc;

m 130popma, a0o PrP-Sc (Bia - XBopoba oBemp), AKa €
ITATOAOITIHOIO, 1H(MEKIIIHOI POPMOIO 1 HAKOITUIYETHCSA
B TOAOBHOMY MO3KY TIABKH § XBOPHUX AFOACH 1 TBAPHUH, AKI

CTPAKAAFOTH CITOHTI(POPMHOIO TPAHCMICHBHOIO
eHHe(baAOHaTiGH).



ITPIOHHI XBOPObBU
IIATOT€HE3

Buxoafadn 13 BCTaHOBAEHOTO (DaKTy, IO IIPIOHOBI XBOPOOH
VHIKAABHI 3 TEHETUIHO! T2 1H(EKINITHOI TOYKH 30Dy,
[ Iprosunep 3anporionysas y 1991 poril cygacHy KOHIIEHIIIFO
ITATOTE€HE3Y CIIOHTI(POPMHUX TPAHCMICHBHUX €HITE(DAAOMIATIH.
CyTb if MOAATAE B TOMY, IIIO AFOAITHA MOKe OyTH 1H(IKOBaHA
IIPIOHAMH ABOMA CIIOCOOAMI:

1. Cnaokoeéa nepedaua sa Meroderem

(ayTOCOMHO-AOMIHAHTHUM TUI CIIaAKyBaHHA). OAHAK, 1€
He prima facie ycrraAKkyBaHH#A, a IIOCAIAOBHE - Yepe3
IIOIIEPEAHIO T€HHY AyTOPEIAIKAIII0 1H(PEKITIOMTHOrOo
areHTa.

2. Tpancmicia ingpexyturozo azenma asimenmapuum aoo
AMPOZEHHUM UUAAXOM.



ITPIOHHI XBOPObU

IIpionnt saxeoprosanma ¢ 00HOUACHO L iHPeKUIUHUMY,

2 cnadkoeumu x60pobamu. Borm MoxyTh OyTH 1

CIIOPAAMYHUMHU B TOMY CEHCI, IITO € BUIIAAKH, B AKUX HE
BUABAAIOTH HIAKOTO BIAOMOTO (DAKTOpPa PU3UKY, XOUA
HAMOIABIIT IMOBIPHO, ITIO 1HEKIIA OyAd TPUADAHA
OAHIM 3 ABOX PaHIITIEe 3a3HAYEHUX CITOCO0IB. Buxoadan
13 Cy9aCHUX 3HAHb, TPAHCMICIA IIPIOHOBUX
eHIe(paAOIaTIl BU3HAYAETHCA TPhOMA DAKTOPAMI:
003010 tHpeKkma, MAAXOM tHPIKYBAHHA, 6UO0BUM

bap'epo.



ITPIOHHI XBOPObU
IIATOT€HE3

Ao3a IHMEKIIITHOTrO areHTa, III0 OTPUMAHA TOCIIOAAPEM,
3AA€XKUTH BIA KIABKOCTI TKAHUHHU 1H(EKTY 1 110or0 BipyAeHTHoi'
3AATHOCTI (lHq)eKI_III/IHI/II/I TI/ITp) Aae HCO6X1AHO 3aBKAU I1aM'ATATH,
IO IIPY HOBTOPHIN eKCII0o3ullii 000B'A3KOBO iCHy€ PHU3HUK
KyMYAATHUBHOIO €(pEKTY.

Ilasx indikyBanHa MPlOHAMU BIAITPAa€ Ba>KAUBY POAB Y
PO3BUTKY 3aXBOPIOBAHHsA 1 MAa€ CBOIO IIEBHY l€papxiro. 3a CTyIIeHEM
3HAUYINOCTI MIAAXU 1H(IKyBaHHA MO>KHA PO3IIOAIAUTH B TaKiM
IIOCAIAOBHOCTI:

- InTpanepebpasbHIIL;

- ImTpaBeno3unii;

- InTpanepuroneaspbHUN;
- ITiaAmIkipHMi;

- OpaapHuii.



ITPIOHHI XBOPObIA

Buaosuii 6ap'ep. BcraHOBA€HO, IO AAA
IIOAOAAHHA BUAOBOTO 0ap'epy i mOIUPEeHHA
3apa>KeHHA BCEPEANHI CAMOI0 BUAY HEOOXIAHI
Ay>Ke BUCOKI A03U iH(ekTy. OAHAK, AOCAIAHUKH
3BEPHYAM yBAry Ha Tou pakrT, 10 IIpU
OAHAKOBIN A031 1H(PEKTY TPAHCMICUBHICTD
IIIATOCTPHUX CHOHI1(pOPMHUX €HIle(PaAAITIB B
OAHHUX BUITaAKAX (HAIIPUKAAA, CKPEIIl OBENb)
3AA€XKUTH BIA AJKEPEA AT€HTA, 4 B IHIINX -
BIAPA3y 1 BIA BUAY AOHOPA, 1 BIA BUAY
peluIreHTa.



ITPIOHHI XBOPObU

ITATOI'CHCE3

OcHOBHUM IIPOABOM HNPIOHHUX XBOPOO €
CIIOHT'103 CIPOi PEUYOBUHMU, III0 CYIPOBOAXKYETHCA
aTpodie€ro 1 3aru0€eAAr0 HEUPOHIB. 3aru0eAb
HEUPOHIB IIPU IryOKOIIOAIOHUX eHIleparoIaATIAX
BIAOYBA€THCA IIAAXOM arionro3dy. Buasaarorbca Taki
pyHKIIIOHAABHI 3MiHU HA PIBHI HEUPOHIB :
YIIOBIABHEHHA IIPOBEAECHHA IMIIYABCY (32 PaxyHOK
AE€MI1€AIH13AI111 BOAOKOH), HOPYIIIEHHA CUHAIITUYHOI
riepeAaui (BiAOyBaeTbca ''3anmnanHa"
IIPECUHAIITUYHUX OyABOAIIOK, 3MEHIITYETHCA 1X
KIABKICTB).



ITPIOHHI XBOPObMU
IIATOT€HE3

3MiHM HA 0i0XiMIYHOMY PiBHI BUPA’KAIOTHCA B

3HMDKEHHI aKTUBHOCTI OKHCAIOBAABHUX (P€PMEHTIB,
AHTUXOAIHECTEPA3H, XOAIHAIIETUATPAaHCdepa3u, 3pocTaHHI
AKTUBHOCTI TAIKO31ABHUX TUAPOAA3, 3MEHIIIEHHI CEKpeIii
CEPOTOHIHY, HOPAAPEHAAIHY, AOIIAMIHY, ITIABUILECHHI
AKTUBHOCTI apriHa3H.

Konnenrpania aprinasu 8 LIHC, maOyrs, € slmiTyrounm
(aKTOpOM, 1110 BU3SHAYAE KIABKICTE APTiHIHY, TAK AK
OCTaHHIN He IIPOHUKAE Yepe3 reMaToeHuePasiIHuMN
O0ap'ep. Ilik HapoCTaHHA aKTUBHOCTI apriHasm 30iraerbcsa
3 MOABOXO Oararonraposux MmemOpan B kaituHax ILTHC, a
A€AKEe 3HMYKEHHA i aKTUBHOCTI - 3 AaKTUBHUM
IIPOIrPECYBAHHAM CIIOHT103y, AET€HEPAIII€F0 CUHAIICIB 1
MAaKCHUMAaAbHUM HAKOIIMYE€HHAM 30yAHUKA.



ITPIOHHI XBOPOBH
rnaromopdoaoria

HeBpomnaroJioris NpioHHUX XBOPOO JIIOAUMHU
XapaKTePU3yeThCd 4 KIIACUHYHUMHU MIKPOCKOMMIYHUMH
O3HAKAMM :

- CIIOHI'IO3HMM 3MIHAMM;

- BTPATOI0 HeHPOHIB;

- ACTPOLUTO30M;

- popMYBAHHAM aAMUIOIAHUX OJISAIIOK.

MakpoCKOITIYHO y BCIX BHITAAKAX MPIOHOBUX
cHIle(aaonarii BIA3HAYCHO HE3HAYHE 3MCHILICHHS MacH
TOJIOBHOT'O MO3KY, B OKPEMHUX CIIOCTEPEKECHHSIX Majla MICIIE
oMipHa aTpodis 3BUBUH, TOJJOBHUM YMHOM B 0C10 3
IIPOJIOHTOBAHUM Hepe61r0M 3aXBOPIOBAHHS.



ITPIOHHI XBOPOBH
rnaromopdoaoria

MIKpOCKOMIYHO MPIOHOBA CITOHT1()OPMHA EHITE(haTOmaris
XapaKTEPU3YETHCS HASBHICTIO 0€3711491 OBAIbHUX BaKyOIIb
(crronr103) Bijx 1 10 50 MIKpOH B A1aMeTpl B HEMPOIILII C1pOT
pe4oBUHU KIHI_IeBOFO MO3KyY. KpiM KopH, CIIOHT103H1 3MIHU
HEHPOIIUTl ¥ BaKyOJT13aIlisl [IUTOIUIA3MH HEHPOHIB
BII3HAYAIOTHCS 110 XO/y BCIX ITOMIB POTIB AMMOHA, IO X0y
3ybuacToi ¢acuii, B 0011aCT1 MIAKIPKOBUX SAEP, TaNaMycl 1
KOp1 MO304YKa. 3aIy4YC€HHS B IIATOJIOTIYHUM IIPOIEC MO30YKA
€ HaHOUTBIIT XapaKTEPHUM MPOSBOM III€1 XBOPOOH, X0Ua
CTYIIIHb CIIOHT'103y B HBOMY JIy’>K€ BaplaOelibHa. 3IUTTA
BaKyOJIb HC XapaKTCPHO [UIST MO30YKOBHUX YIIKOKCHb.
CHOoHI103 4acTIlie OpeCTaBICHUN MIKPOBAaKYOISIMU
alameTpoM 1-50 MIKpOH, pO3TaIlIOBAHUMH B
MOJICKYJIIPHOMY IIapi.




ITPIOHHI XBOPOBH
raromopdoaoria

OnHnMm 3 MOP(OJIOTITYHUX 03HAK
NnpioHoBUX eHuedaIonaTiu €
HASABHICTH NMPIOHU-TIPOTEIHOBUX
(PrP) Gusiiiok, AKi BUIVISIAAIOTH SIK
OKpYIJIeHi €03MHOPIJIbHI CTPYKTYPH.

Mpwmeyanue. B napenxume ronosHoro mosra npu cnopapuyeckoi BKA (A, b) v sapuantHoit
BK4 (B, ) obnapyxueaiotca actpornuos w obwmupHble ry B4atsie nameHeHua. [enozuTsl He vye-
CTBMTENbHEX K NPOTEA3aM NPUOHOR PACNONArAlOTCS MHTpAcuHanTMiecky (A, B) v e dopme sp-
kux Bnawek (B, [; omevensl *). A, B - rematokcunuu-03un, ¥400. b, [ - smmy Horucroxmmmye -
ckoe BbiaBnenme npuonosoro Benka, 400, Paamep wkansl & nesom HxHem yrmy — 50 Hu,




ITPIOHHI XBOPObBM

Kaacudikania npioHHUX XBOPOO 3 ypaxyBaHHAM
IIAAXY IIEpEeAAUl Ta IPUIYNHA

Tunm xBopobO

Criopaamuni

ITpuaGani
(indexiiiai)

Cnaaxosi

Kaisiusamit cHHApOM

XKA
Arunmiuaa XKA

Kypy
Arporenna XK

Hoswuii BapianT XK

Cnaaxosa XKA

Cunaapom I'epctmana—
IMIrpeyccaepa—Illeitnkepa
daTasbHA POAMHHA iIHCOMHIA
Pi3ui arunosi AemeHiii

IIpuuyuna
3aXBOPIOBaHHA

Mo0>KAMBO, COMATUYHA
myTaniga PRNP a6o
croHTaHHA KoHBepcia P P
(AuB. HIKUYE)

Kaai0oaaizm
Inokyadamia
AjxiMeHTAPHUN IIAAX

Myranii PRNP



ITPIOHHI XBOPObM

Kaacudikania npioHHUX XBOPOO 3 ypaxyBaHHAM
IIPUPOAHOIO TOCHOAAPS

Ho3soaoriguaa popma I'ocnopap

Xeopoba Kpeumudpeavoa-Hroba a10duna

Kypy A100Una

Cunopom I epcmmana-IlImeyccaepa-Illennxepa JAI00UHA

Cundpom «ama.1v1oi podurnoi iHcommii» A100UMHA

Xponiuna npozpecyroua enuedaionamia oumauozo
61KY, ab60 x60poba A rvnepca

Ckpeni Bis1u 71 ko3m

JA100UHA

TpancmicuBHa eHItedaronaTisA HOPOK HOPKH
XpoHiuHAa BUCHA>KAMBA XBOpP00Oa OAEHI B AOCI
I'ybxomoai6Ha enniedpasomnatia (I'E) Beankoi poraroi xyaoom KOPOBH U OHUKH
I'E kimrox KITTTKH

I'E exk30THUHMX KOIIUTHUX AHTHAOIIU KYAY




XBOPOFBA KPEUTLI®EABAA-AKOBA

3aparkeHHs BIAOyBA€THCA MPU BXKUBAHHI B Ky M'sica Kopis,
XBOPHUX HAa aHAAOITUYHE 3aXBOPIOBaHH:A. Bummaaku nepeaaui BiA
ATOAVTHU AO AFOAUHU OyAU OIIMCAaHI IIPU IMITAAHTAITIL
BHYTpiHIHBOqepeHHHX eAeKTpOAiB, HepecaAui pOriBKHU 1,
HA4acTiie, IpU BBEACHHI TOPMOHIB POCTY, eKCTpaI‘OBaHI/IX 3
riropi3y AFOAMHU.

Dopmu XKA:

- cnopaduuna gopma (83-90% écix éunaoxie);
- cimeuna gpopma (10-13%);
- ampozerna opya (% uge ocmamouno ne 6cmMar06.4eHo).

Kpim mozo, 3a nponosuyiero 6pumarcekux 00cai0HUKIE, 6 Oanull
uac eudinena wge 00na Popma, max 36anHa <r06a amunoea Popima=
xeo0poou Kpevimyghenrvda-Hroba (nv-CJD).



XBOPOBA KPEUTLI®EABAA-IKOBA

CnonranHa ¢gopma - kiaacuyna (sCJD):

- brmnzeko 40% xBopHX 31 CIOPATMYHOIO (POPMOIO MAOTh MIATOCTPHIA TIEPEOIr 3
MPOTPeCyIOYMMH KOTHITUBHUMU HOPYIICHHSIMHU, B 40% BUMAAKIB 3yCTPIYAIOThCS
MO30YKOBI1 nopyiieHHs, B 20% - iX koMOiHaIIisl.

- KitiHiuHa KapTvHa BKIIFOYA€ PO3JIajiu MOBEIIHKH, TIOPYIIEHHS BUIIUX KOPKOBHX
(hyHKL1H, KOPKOBI OPYIICHHS 30py (@K 0 KOPKOBOIO CIIIIOTH), MOOYKOBY AMC(YHKIIIO,
MOEHAHHS MPaMIIHOI Ta eKCTpaIipaMiIHOT CHMIITOMATUKH

- EniientiyHi pUmajiky - MpaKTHYHO Y BCIX XBOPUX PO3BUBAIOTHCS (DOKAJIbHI, B
TOMY YHCJIl MIOKJIOHYC MIOBIKH, MIOKJIOHYC TyOH 1/ 200 BTOPUHHO TeHEPai30BaHi
MIOKJIOHIYHI IPHITAKH, 10 MOXYTh IIPOBOKYBATUCS (POHO 1 HOTOCTUMYJISIIIELO,
TaKTUJILHAM TIOPA3HEHAM (JOTUKOM). Y OLIbIIOCTI XBopuX mij yac EEI-nocmimpkeHHst
BUABJISIFOTHCS XapaKTEPH1 MEPIOUYH1 a00 TICEBIONEPIOANYHI TTAPOKCU3MU TOCTPUX XBHJIb
1/ abo crmailku Ha 3arajJbHOMY YNOBUIbHEHOMY HU3bKOAMILIITYAHOMY TJI1 O10€E€KTPUYHOI
AKTUBHOCTI TOJIOBHOTO MO3KY.

B TEPMIHAJIbHIN CTAll - NIOOAJIbHI BUPAXKEH1 KOTHITUBHI MOPYIICHHS,

JeTaJbHUM pe3ysbTaT yepe3 8 MICAILIB Bij Je0I0TYy 3aXBOPIOBAHHS.



XBOPOBA KPEUTLI®EABAA-IKOBA

Cnaaxkosa ¢popma XK5 (fCJD)
KapTra xpoMocoM# 13 3a3HAYCHHSIM MICIS MYTaIIli.

XBOpo0Oa BUHHUKAE B CIM'SIX, € YCIIAAKOBYEThCS
MOIITKO/KEHHSI TeHa JJIsl PI0OHOBOIO MPOTEIHY.
JledexkTHUM TIP1OHOBUN NPOTEIH € HA0arato O1IbII CXUIBHUM J0
CIIOHTaHHOTO HEPETBOPEHH: B P10H. O3HAKH Ta X171 XBOPOOH MOA1OH,
K MPU KJIACUYHIN (opMi.

Arporenna ¢popma XK (1CJD)

XBOp0Oa BUHUKAE HEHABMUCHUM BHECEHHSAM TIPIOHIB B TLIO
MalieHTa Ipyu MEJIUYHOMY BTpYYaHHi. JHKEpEIoM MpIOoHIB paHimie
Oy JesiK1 JIKH, IHCTPYMCHTH 200 MO3KOB1 OOOJIOHKH, SIK1 3a0UPANHCS
Y MEPTBUX JIFOJIEH 1 BAKOPUCTOBYBAJIUCS JUIS 3aKPUTTS PaHHU MIPHU
orepaisx Mo3Ky. ChOTofiHI 1€ JPKEPENIO 3apasKeHHsI TIOBHICTIO
ycyHyTe. O3HaKu Ta X1J1 XBOPOOU NOAIOHUHI 10 KJIIACUYHO1 (POPMH.




XBOPOBA KPEUTILI®EABAA-IKOBA
Hosuii BapianT BKS (nvCJD)

XBopoba 3'sBritacst Briepiie B 1995 p y BenmukoOpuraHii 1 Bit TOTO
MOMEHTY B1JI HEl [IOMEPIIO HE oureie 100 gomoBik. HaliMoBIpHiIiIe, 10
BOHHM 3apasuyIuCs M'SICHUMH MPOIYKTaMHU, 1110 MICTATh OMdadl MPIOHH 3
MO3KY «CKa)XCHHX KOp1B». Ha BIIMIHY BLJ «KJIACHYHOD» HOpMH
XBOpOOa BpaXkae 1 MOJIOAWX JIFOAEH y Biill Oiu3bko 20 pokis. B mepriry
Yepry BOHA MPOSBIIAETHCS B 3MIH1 0COOMCTOCTI. JIfomu BTpavaroTh
1HTepec 70 CBOIr'0 X001, IyParThCS 1 CBOIX HAMOIMKIMX, MIaI0ThCS
JETPECISIM.

Jlam ciiye CXyaHeHHs, TOpYyILIeHHS KoopauHaili pyxiB. [lamieHT
HE3JIaTHUM caM Mpo cede moadaTu, HE JOTPUMYETHCS OCHOBHHUX ITPABUII
TIT1€HH, HE MOYKE 0€3 Ty’KOT JOIOMOTH MOICTH. [TOIKOIKEHHS MO3KY
BCe GiTbIIE i GiTbIIIE TOPYIIly€ OCHOBHI JKUTTEBI (QYHKIILI, 1, HAPCIIITI,
MarfieHT momMupae. Ha BiqMiHy B KIITAaCHYHOI POPMHU TIPH HOBOMY
BapiaHTi XBopoou Kpoiingenbara-SIkoda BignancHe HaCTAHHS
HEJIOYMCTBA, 1 MAIIEHT YK€ JOBIO YCBIJIOMIIIOE CBOE MOTIPIICHHS
CTaHy.



XBOPOBA KPEUTILI®EABAA-AKOBA

Ocnogni xapakmepucmuku:
1. IlcuxivyHi po3jaau i CEHCOPHIi MOPYIIEHHS;

2. XapakTepHi 100aJbHI KOTHITUBHI NOPYIUIEHHS 1
aTaKCis;

3. OnucaHo KUIbKAa BUIIAJAKIB 3AXBOPIOBAHHS, 1110

Ne0TYBAJM 3 KOPKOBOI CJINOTH (BapiaHT
Heidenhain);

4, Emanz]pOM MPeACTABJICHUN TAK CaAMO
MIOKJIOHIYHUMM NMPUIIAAKAMMF;

5. Mo304k0oBa CHUMITOMATHKA BUABJIACTLCA B 100%o.




XBOPOBA KPEUTLI®EABAA-IKOBA

Crapail 3aXBOPIOBAHHA:

Ilpoopomanwvuslii nepiod — cUMNTOMU HECTICIU(IYHI 1
BUHUKAIOTH MpUOIK3HO ¥ 30% xBopux. BoHM 3'IBISIOTHCA 3a THXKHI 1
MICSII1 IO BAHUKHEHHS MEPIINX O3HAK I[CMGHLIII 1 BKJIFOYAKOTh aCTEHIIO,
TMIOPYILICHHS CHY 1 aleTUTY, YBAarH, MaM'sTl 1 MUCIICHHS, 3HIDKEHHS MacH
TLJIa, BTpATy JI10110, 3M1HA TOBEAIHKH.

IHiniaJbHUA NEePio - [T MEPIIMX O3HAK 3aXBOPIOBAHHS 3a3BUYal
XapaKTepH1 30pOB1 HOPYIICHHS, FOJI0BHI 001, 3aI1aMOPOYCHHS,
HECTIMKICTb 1 ITapecTesii. Y OCHOBHOI YaCTHHI XBOPUX HOCTYIIOBO
PO3BMBAETKLCSI, PIIIE - TOCTPUHN 200 MIATOCTPHI IEOIOT. Y AEIKUX
BUIIA/IKAX, SIK [P TaK 3BAHUX aMI1OTPOQIYHUI (hOpMax, HEBPOJIOTIHHI
3HAKH MOKYTh IIEpEeAyBaTH MMOYATKy AECMEHIIII.

Posropuyruii niepion - 3a3Buyaii B1I3HAYAETHCS IPOrPECYIOYUM
CHACTHYHHUM MapagiyeM KiHIIBOK 13 CyIyTHIMH €KCTparipaMiIHUMH
3HaKaMH, TPEMOPOM, PUTIIHICTIO 1 XapakTePHUMH pyxamu. B iHmmx
BUMAJKaX MOXKE BIJI3HAYATHUCS aTaKCisl, 3HW>KEHHSI 30py a00 M's30Ba
(G10pusALIs 1 aTpodisi BEPXHBOTO PYyXOBOI0 HEHMpPOHA.




XBOPOFBA KPEUTLI®EABAA-AKOBA
AJATHO3

Buznauena XKA:

-XapaKkTepHa HEBPOJIOTTYHA Ta
MOP)OIIOri4Ha B TOMY YUCIII I1ATOJIOIO-
aHATOMIYHA 1 HEMPOPaA10JIOT1YHA
CUMIITOMaTHKA.

-IIporeaszope3uctentauii PrP (3a
naHuMu Western-0J10TTHHTA).

BusBieHHs cKkpeni-acoiiioBaHUX
(h10puL.

HUmosipna XKA:

-IIporpecyroua geMeHIIis.

-Xapakrepuuii EEI'-nmatepH (s
criopaguuHoi XKA).

-ITo MeHi# Mipi 2 03HAKH 3
HIDKYETIEpepaxOBaHUX:

* MIOKJIOHYC;

*MOTIpIIICHHS 30DY;

* MO30YKOBa CUMIITOMATHKA;

* mipamigHi a00 eKkcTpamnipamiaHi
CHMIITOMHU;

* aKIHETUYHUN MYTH3M.

Mooxcauea XKA:
-IIporpecyroua gemeHinis.
-Hetunosi 3miau Ha EEI" (a00 EET

MPOBECTU HEMOKIIMBO).

- 1o mMeHmmii Mipi, 2 O3HAKH 3

HIDKYETICPEPAXOBAHUX

* MIOKIIOHYC;

*MOT1pIIEHHS 30DY;

* MO30YKOBa CUMIITOMATHKA;

* mipamiiHi @00 eKcTpanipaMiJiHi

CUMIITOMU;

* aKIHETUYHUN MYTH3M.

* TpuBaaiCTh 3aXBOPIOBAHHS - MEHIIIE
2 POKIB.



XBOPOFBA KPEUTLI®EABAA-AKOBA
AJATHO3

1) XxapakTepHi1 JaH1 MarHITHO-PE30HAHCHOI TOMOTrpadii
(MPT) ronoBHOro MO3Ky (0COOJIMBO Ha MI3HIX CTAIsAX
PO3BUTKY 3aXBOPIOBAHHS) Y BUIVISAL OlaTepalbHUX
TIIEPIHTCHCUBHUX CUTHANIB Ha T2-3BaXKEHUX 300paKCHHIX
(CUMIITOM «MEIOBHMX COT»), IIEPEBaXKHO B 00J1aCT1
XBOCTaTHX s€p (B 001aCTI FOJIOBKH), OAYIIKH TOJIOBHUM
YUHOM TaJamyca; MOKA3aHo, IO CUMIITOM «MEJOBUX COT
HaMOUIbII XapakTepHU A1 HBXKS; MOXXyTh BUSIBIISITUCS
O3HaKH aTpo(ii KOPU BEIMKHUX MIBKYJIb 1 MO30YKa;

2) NO3UTPOHHO-EMICIMHA TOMOTpadiss MEHIIT
1H()OpMaTHBHA, BUSBISIOTHCS MHOKHUHHI 30HU
r1IIOMeTa00JI13My [JIFOKO3U Ha P1BHI MIAKIPKOBHUX SACP 1
KOPHY BEJIMKUX ITIBKYJIb 1 MBKYJb MO30YKa;



XBOPOBA KPEUTILI®EABAA-AKOBA
AIAT'HO3

s 3) aada cnopaamunoi XK xapakrepro sussaennsa Ha EEI tpudasnol
AKTHBHOCTI, PAHHS IIAPOKCU3MAABHA AKTUBHICTD 3a3BUYAL
AIATHOCTYETBCS depe3 12 THKHIB 1 O1ABLIIE BIA ACOIOTY CIIOPAAUYHOIO
XKA (y 80-88% xBopux); dpoxasbHa, OlAaTeparbHA 1 FeHEPaAI3OBAHA
MIOKAOHIYHA TTAPOKCU3MAADHA AKTUBHICTH AIATHOCTYETRCA B 15, 53 1
100%0 BumaAkiB Iipy IPOAPOMAABHIM, ITIOYATKOBLH 1 TEPMIHAABHII
craatax XK BIATOBIAHO; MOXKYTb PEECTPYBATUCH PI3HI BUAK
IEPIOAMIHOL IIAPOKCU3MAABHOI AKTUBHOCTI: ABO(a3Hi 200 TpudrasHi
IIEPIOAMYHI KOMIIACKCH, IO BUHUKAFOT KOXKHI 1-2 ¢; mepioamvHi
KOMITAEKCH 3 MyAbTH(baSHy}o KOH(IIyPALIEF0; IIEPIOANYHI
IOAICITAMKOB1 po3pAAm. EEL-marepH «crmasax-TIpUrHiaeHH:
XaPAKTCPHHUI AASL TEPMIHAABHOI CTAAIl 3aXBOPIOBAHHSA 3 ABHILIAMH
ACKOPTHKAITL;

= 4) aast HOBOL (popmu Burre ormcani sminn EEI ne xapakrepni, EET-
ITATEPH MOKE 3HAYHO HE 3MIHFOBATHUCA B HOPIBHAHHI 3 BIKOBOXO
HOPMOIO;



XBOPOFBA KPEUTLI®EABAA-AKOBA
AJATHO3

5) pezynemamu mecmy8annsa KOZHIMUBHUX PyHKUill (HanpuKaao,
menue 24 oanie no kopomkiu wikani MMSE);

6) ananiz aikeopy (MIOMOATbBHA NYHKWYIA NOBUHHA NPOBOOUMUCA Y 6CIX
8UNAOKAX 3AXBOPIOBAHHS), 8PAXOCYIOMbCA MUCK NIKBODY, Pi6eHb
UYKDY, UUMO3, HAAGHICHb OAKMEPIANbHUX | IPYCHUX KYAbHYp,
KPUNMOKOKO8020 AHMUZEHY ma IH .; MOJce Oymu HeeseluKe
nioguuieHns piensa ouika (ane ne otrouwe 100 m2 / 0on); saricnueum
OlaZHOCMUYHUM KPDUMEPIEM € PI6EHb MapKepa 8 HIKEOPI - UymauGiCcmb
I cneuugiunicmos ubozo mecmy nepesuuiye 90%;

AKWLO OIAZHO3 HEACHUIL, MO MOXMCIUGE NPOBCOCHHA NPUNHCUMMEBOT
oioncii MO3Ky (npu HAsA8HOCHMI IHPOPMOBAHOI 3200U 3 DOKY pPOOUYiE
a00 oniKkyHie 6 pa3i HedlE30amHOCMI NAUICHMA);

7) mopghonociune i 2icmoio2iune 00Ci0HCeHHA MKAHUH 20/106H020
MO3KY (Kopu, RiOKIpKo8ux sa0ep) npu aymoncii (nocmepmua
OlazZHOCMUKa).



ITPIOHHI 3AXBOPFOBAHHA

XBOPOBA KYPY
ot G4 Xeopoba Kypy - HAUTHUIIOBIIIIHNN HIPUKAAA
© W TPAHCMICUBHUX IIPiIOHOBUX 3aXBOPIOBAHbD

~ aroamHu. Ile HeBpoaoriuHe 3axXBOPIOBAHHA
3yCTPIYAETHCA BUKAIOUHO CEPEA >KUTEAIB ITAEMEH
ripcekoi MmicreBocrti okami i Popec (ocrposa
ITamrya-Hosa I'Binesn), II10 BIAPi3HAIOTHCA
OAM3BKOPOAMHHUMH 3B'A3KaMu, cepeA AKUX AO
HEAABHBOI'O YacCy ICHyBaB pHUTyaA KaH10aAi3My.
Hari0iApI1 IMOBIpHA TIIIOTE32A IOAO ITOXOAYKEHHSA
i mommpeHHa Kypy cepeA 130AbOBaHHX HAEMEH
HoBoi IBiHei moaarae B TOMy, IO II€
3aXBOPIOBAHHA II0YAAOCA CIOHTAaHHO B OAHOIO
IIPEACTABHUKA IIA€EMEHI1 AK BUIIAAOK CIIOPAANIHOIL
XKf, a moriM TPaHCMICHUBHO II€PEAAHO I1HIIINUM
YA€HAM IIA€MEHi Yy 3B'A3Ky 3 PHUTYyaABHHM
KaH10aA13MOM.



ITPIOHHI 3AXBOPHOBAHHA
CHUHAPOM I'EPCTMAHA-CTPAYCCAEPA-ITIEMHKEPA

aernes IIPO  BHKAIOYHO  PIAKICHE  CIMEHHE
3aXBOPIOBAHHA, fAKE IIEPEAAETBCA IIO AyTOCOMHO-
AOMIHAHTHOMY THIY. BOoHO OyAO BIeprme OIIMCaHO B
1936 pomt. Crrouatky BBaKaAH, IIIO II€ 3aXBOPIOBAHHSA
CIMEITHE, AA€ TEIIEP BIAOMA TAKOK CIIOpaAndIHa hopMa.

[lei1 cmaApOM 3ycTpraaerbes v ocio B 40-50 poxis 1
XAPAKTEPUIYETHCA, TOAOBHHUM YHHOM, MO30YKOBOIO
ATAKCIEIO, pO3AaAAMU KOBTAHHS 1 donari,
IIPOIPECYIOUOIO AEMEHINED Ha IIpoTasl BiA 6 Ao 10
pPOKIB (CEepeAHs TPHBAAICTE XBOpOOHW CTaHOBATH 50
MICAIIIB), ITICASl YOTO HACTAE CMEPTB.



ITPIOHHI 3AXBOPFOBAHHA

CUHAPOM I'EPCTMAHA-CTPAYCCAEPA-
INTEMMHKEPA

Mopdoaoriuai 3mMiHEH OpH IBOMY CHAPOMI aHAAOTIYHI
3BUYAMHAM TPAHCMICUBHHM IIATOCTPHM  CIOHTI(DOPMHUMU
earedasomariaM. BIAMIHHOIO ITIOTO PHCOXO € HasABHICTh BEAHUKOIL
KIABKOCTI KOHIICHTPUYHNX AMIAOIAHIX IAACTHH, AK1
BUABAAFOTBCA YACTIIIIE B MOAEKYAAPHOMY IIIapl KOPH MO30YKa,
aA€ TAKOXK IX MOKHA BUABUTH 1 B KOP1 MO3KY.

IMMYHOIIO3UTHBHI OAAIIIKA MOXKYTh OYTH BEAMYHHOIO BIA 150
Ao 500 mikpor B aAlamerpi. Born caabo PAS mosmrTmBHI 1 piako
AAIOTh 3€ACHE ITOABIMHE IIPOMEHE3AAOMACHHA IpU (papOyBaHHI
KOHTO 4epBOHNM. CXOXKICTh 3 XBOPOOOIO AABITENMEpPA ITOAATAE
B HAABHOCTI HEHUPOMIOPHUAAPHUX CTPYKTYP B ITUTONAA3MI
HENpPOHIB. BIAMIHHOIO pHCOIO € Te, IO TOAOBHHU OIAKOBHH
KOMITOHEHT aMIAOIAHUX fIAep - me mpion mportein PrP, axi me AB
IIETITHA.



ITTPIOHHI 3AXBOPHOBAHHAA
OPATAABHA CIMEVMHA IHCOMHIA

[le crraAkoBO OOYMOBA€HA, HEBUAIKOBHA IIPIOHOBA
XBOPO02, IO OIMCAaHA BIAHOCHO HeAaBHO, B 1986 poril.
3ycTpiuaeThcs AyKE piako. Mae ayTroCOMHO-AOMIHAHTHHUM
THAII CIIAAKYBAHHA, TOOTO VpPaKarOTbCA OOMABI CTaTi 1
BIACYTH1 HOCH. JIKITIO AFOAMHA MAa€ HATOAOTIYHHUU T€H, TO
3AXBOPIOBAHHA OOOB'I3KOBO PO3BUBAETHCA, OAHAK CTYIIIHB
ITOTO BUPAKEHOCTI MOKE 3HAYHO BAPIIOBATH.

XBopoba Ma€e O€3Ald TIPOABIB B PE3YABTATI
AUCTPOMIYHNX 3MIH HEHTPAABHO! YACTHHH T'OAOBHOTO
MO3Ky - B TaAamycl. Takox crmoctepiraetbcs (oOpMyBaHHA
aMIAOIAHIX ~ OAAIOK.  BoHm  ABAfATOTE  COOOIO
BOCKOIIOAIOHY PEUOBHHY, IO CKAQAA€ETBCA 3 OIAKIB,
3'€AHAHUX 3 [IOAICAXAPHUAAMU.



ITPIOHHI SAXBOPFOBAHHAA
OATAABHA CIMEMHA IHCOMHIA

ITpu paraspnin ClMGI/IHlI/I IHCOMHIH yPaKAETHCH TAAAMYC,
AKAN € KOMYHIKATOPOM 3B'A3KIB MK KOPOIO IHIBKYABb 1 TIAOM,
IIPOITYCKAE CUTHAAW B OOOX HAIIPAMKAX B HEOOXIAHI 30HH KOPH
200 YaCTUHU TiAa. BBaxkaeThcs, 10 IPpM 3aCHHAHHI 3HIKYETHCA
ePEKTUBHICTh IPOBEACHHS IMITYABCIB YEPE3 TAAAMYC.

[Ipr  cimeriaifi  daraspHIT  1HCOMHIL  BIADyBa€TbCA
HOPYIICHHS L€l (PYyHKOL, a Takox OPYIIYIOTBCA 1HTITL
[IMPKAAHI PUTMH, IO BIAMBAIOTE HA KPOB'SIHHUI THCK, 9aCTOTY
CCPLEBUX CKOPOYCHD, TEMIIECPATYPY TIAA I FOPMOHAADHI DHTMIHL.
BiacyrHe BHPOOACHHS CAISHOI PIAMHM, 3HIDKYETBCSH OOABOBA
Ty TAUBICTD 1 pe(bAeKTopHa AKTHUBHICTD, PO3BUBAETHCA AEMEHITIA,
HA IIKIPl 1HOAIL 3' ABAAFOTHCA BUCUIIAHHA. | lopyIieHHsA CHY MOKe
IIPU3BECTH AO TAATOITIHAITII 1 KOMU.



ITTPIOHHI 3AXBOPHOBAHHAA
OPATAABHA CIMEVMHA IHCOMHIA

V KAIHIYHIT KaPTHAHI 3aXBOPIOBAHHA PO3PI3HAIOTE 4 cTaall. 1 cTaals -
II¢ IIPOTPECUBHE OC3COHHS - OCHOBHHII IPOSAB (DATAABHOTO POAMHHOTO
Ocsconns. Ileprma craaii MOxe TpuBATH HPUOAM3HO 4  MmicsL,
IIOCTYIIOBO PO3BUBAIOTECH HaquHI/II/I crpax 1 pismi ¢oOi. Ha aApyrii
CTaAll, IO TpUBAE OAM3BKO ITATH MICAINB, 3'ABASIOTBCA TIAAFOITHMHAILIIL,
TPUBOXKHE 30YAKCHHS 1 IITAUBICTD. TpeTs CTaAlf TpUBAa€ OAUZBKO TPHOX
MICAIIB 1 XapaKTEPU3YETbCA IIOBHUM OE3COHHAM. XBOPl BHUTASAAIOTH
HAOAaraTo  CTapIuMH 32 CBOI  POKH, BIASHAYAETBCH  BHPAKCHA
HECTPUMAHICTD y BYHHKAX. YerBepra CraAli TpuBa€ O MICALB,
XaPAKTEPHU3YEThCA ACMCHIICIO 1 IIOBHUM OC3COHHAM. 3asBuUdYail B LIl
CTaAll CIIOCTEPITAETBCA 3arNOEAb XBOPHX BIA BUCHAKEHHSA 2a00 ITHEBMOHII.

[TatromopdoAortdai  3MIHH  BHABAAIOTBCA B TaAamycl 1
XAPAKTEPHU3YIOTBCA BIACYTHICTIO O3HAK 3aITAACHHS, 3aTHOCAAFO HEHPOHIB,
ACTPOTAIO30M; 1HOAI BHABASIOTBCA CIOHTIO3 W aMIAOIAHI OIAKOBI
AerrosuTd. B acoriaTuBHIEX 1 MOTOPHEX AAPAX Tasamyca ypaxyerscst 907
HEMPOHIB, B AIMOIKO-ITAPAAIMOIYHUX, IHTPAAAMIHAPHHUX 1 PETHKYAAPHHUX

Aapax - 60%.



ITPIOHHI 3AXBOPHOBAHHA
OPATAABHA CIMEMHA IHCOMHIA

[TaromMOpdOAOTTIHI 3MIHI BUABAAIOTHCS B
TAAAMYCI 1 XaPAKTEPU3YIOTHCA BIACYTHICTIO O3HAK
3AIIAAEHHS, 3aTHOEAAIO HEUPOHIB, ACTPOTAI030M;
1HOAI BUABASIOTHCA CIIOHTIO3 M aMIAOIAHI OIAKOBI
ACIIO3UTH. B acomatuBHUX | MOTOPHHUX fAApPaX
Taramyca ypaxyerbca 90% HelpoHIB, B AIMOIKO-
ITApaAIMOIIHUX, IHTpaAaMIHAPHNX 1
PETHKYAAPHHUX AApax - 60%.



ITPIOHHI SAXBOPHOBAHHA

XPOHIUHA ITPOITPECYIOUA EHITE®D®AAOITATIA AUTAUYOI'O BIKYABO XBOPOFBGA
AADBITEPCA

BAsie cOOOIO PIAKICHY XPOHIYHY IIPOTPECYIOUy eHIedAAOIIATIIO, KA
IIOEAHYETBCA 3 VPAKEHHAM IIE€YIHKHA, PO3BHUBAETBCA B AHTAYOMY Ta
FOHAITBKOMY BIINl (BiA HAPOAXKEHHA AO 18 POKIB) 1 TPUBAE B CEPEAHBOMY 8
micamB (Ao 1 poxy). Takok oOmmMcaHO BHITAAKH, KOAH 3aXBOPIOBAHHA
PO3BHBAAOCA B IIPEHATAABHOMY IIEPIOAl, IIPH IIBOMY CIIOCTEPIraAnCH
BUPaKCHA MIKpOLEedaAld, 3aTPUMKa BHYTPIIHBOYTPOOHOIO PO3BHITKY,
AKMHE3US ITAOAQ, MIKPO- 1 PETPOrHATHSA, IIOPYILIEHHS PYXAUBOCTI cyer61B
3aXBOPIOBAHHA € CIAAKOBHM 1 Ma€ ayTOCOMHO-PEIIECUBHUI THII
CITAAKYBAHHH.

Po3BuTOK 3aXBOPIOBAHHA B OIABII II3HBOMY IIEPIOAL KHTTHA
3yCTPIYAETBCA  AYKE PIAKO. KAIHIMHA KapTHHA  XapaKTEePHU3YEThCsA
CHABHHMH TOAOBHHUMH OOAfIMH, IIOPYIICHHAM 30Dy, MHOXUHHHUMI
IHCYABTO-IIOAIOHUMH ~ CTAHAMU (3 CIHACIIPOPMHHMI  IIPHIIAAKAMU),
IPOTPECHBHOI IIIOTOHIEO, YPAKEHHAM IHEUIHKM (XPOHIMHUH TEIATHT 3
BUXOAOM B IIHPO3), I1HOAL PO3BHBAETHCA TIEMOPATIYHUE ITAHKPEATHT.
CMepTh 323BHUYAN HACTAE B PE3YAbTATI IIEYIHKOBOI HEAOCTATHOCTL.



ITPIOHHI 3AXBOPFOBAHHA

CIIOHI'T®OPMHUU MIO3UT I3 ITPIOH-ACOILIIMIOBAHUMH BKAFOUEHHAMU

['iIcTOAOIIYHO BUABAAECTHCA CIIOHIHO3, OAM3BKHI IIO
Moquoz\orn AO XBopo6H erHTLt(beAbAa -SIko0a, ancTpodiaHi
3MIHUI H€I/IpOH1B 1 acTpOralo3 KOpPH IIOTHAWYHOI OOAACTI,
CMyracToro TiAa, B HEBEAHWKOMY CTYIICHI - TIM'AHOI OOAaCTi,
CKAEPO3 AMOHIEBOTO pory, AUCTPOMIYHI 3MIHHM B 3aAHIX
CTOBITAX CIHMHHOIO MO3Ky 1 HEBEAWKE 3MEHIIICHHS KIABKOCTI
kaltmH [lypkiEpe B MO304Ky. VY IIEUIHII BUABASIOTHCH
ITOIINPEH] IIEHTPOAOOYAAPHI HEKPO3H.

XBOopo0Oa TpaHcMicuBHA. BoHa OyAa BIATBOpEHA Ha XOM 'SKAX
P BHYTPIIIHBOLIEPEOPAABHOMY  BBEACHHI  CyOCTpaTy,
OTPHUMAHOTO BiA XBOPHUX AITEH.



ITPIOHHI 3AXBOPFOBAHHA

CITOHI'T®OPMHUIM MIO3UT 13 ITPIOH-ACOLIIMMOBAHMMU BKAFOUEHHAMU

Y 1993 cepen Benukoi Ipynu BIKOBHX MIOTATIH Oylia 3BEpHYyTa yBara
Ha 0C10, M0 CTPpaXIAJIM MIO3UTOM 13 HE3BHYAMHUMHU BKIIOUCHHSIMM -
TIHBHHMI/I L1 3aXBOPIOBaHHS HEP1IKO OITHCYIOTh K MPOTPECYIOTY XBOPOOY
M'A30BOTO BUCH@KCHHs y JITHIX Jroxei. Haiigactinie Mio3uT 3
BKIIFOYCHHSIMH BUSBISETRCS y Bimi Bix 50 mo 60 pokiB 1 crapire.
3aXBOPIOBAHHSI XapaKTEPU3YEThCS MOBUILHO IPOrPECYIOUON) CIAOKICTIO,
4acCTO CYNPOBOIKYEThCS OomeM y M's3aX, IO HE YCYBA€ThCA MPH
CTGpOlI[HlI/I Tepann VY nedkux BUIIaAKaX KIIHIKA OJMCKaBU4YHA. Bimomi 1
CIIOpPaJIN4HI, 1 CIMEIHI (hOpMH.

['ICTOIOrIYHO  BUSIBISIETHCS  HEKPOTHYHA MIONATISE 3  HAasABHICTIO
Bakyoned. LlI Bakyonl B 3aMOPOXCHMX 3pi3aX MICTSTh CHIPaaernoiioH1
KOHTO(MUIbHI HUTKHU. IIpy €JeKTPOHHINM MIKPOCKOIII 11 BaKyOJIl SIBJISIOTH
CO00I0  YITKO ~ OOMEXKCHI ~ Mach  aMUIOINOMOAIOHMX  ()LITaMCHTIB.
[MyHOTICTOXIMIYHO aM1J101I[H1 MacH CKJIJIAI0ThCs 3 TPIOH-TPOTEiHIB PrP,
Ab- -[IENTUIIB | aronmnonporeiny E. Kpim Toro, 11 pe4oBUHH BUSBIISIOTHCS
B M'SI30BMX BOJIOKHAX Yy BUIISIL HI/ITKOHOI[16HI/IX JICTIO3UTIB. Y JITeparypl
BUCJIOBJIOETHCS. TPUITYMIEHHS TIPO  BOMOXHOCTD ICHYBaHHSI W 1HIIIUX
MPIOHOBHX 3aXBOPIOBaHb M'SI30BO1 TKAHWHH.



ITPIOHHI 3AXBOPFOBAHHA

CITIOHI'T®OPMHUMU MIO3UT I3 ITPIOH-ACOILIIMIOBAHMMH BKAFOUEHHAMU

['1CTOJIOTIYHO BUSBIISIETHCS HEKPOTHYHA MIOMATISA 3
HasBHICTIO BakyoJieh. Ll1 Bakyodal B 3aMOpOXKEHHX 3pl3ax
MICTITh  CIIpaJICNoNlOH1  KOHrouibHMe HUTKU. llpu
CJICKTPOHHIA MIKPOCKOIII 1[I BaKyOJil SIBJISIFOTH COOOKO YITKO
0OMEKE€H1 MacH aMUIOIIONOAI0OHNX (PHUIIAMEHTOB.

IMyHOTICTOXIMIYHO aMUIOIIHI MacHW CKJIaJaroThCA 3
nploH-tipoteiniB PrP, Ab-mentumiB 1 amomimonpoteiny E.
Kpim Toro, 1 pe4oBUHU BUSBISIOTHCS B M'I30BUX BOJIOKHAX Y
BUIVISIAI ~ HUTKONMOAIOHMX  JIEMO3MUTIB. Y  JITeparypi
BUCJIOBJIIOETHCS MPUMNYIIEHHS PO BOMOKHOCTH 1CHYBaHHS 1
IHIIIMX MPIOHOBUX 3aXBOPIOBAHb M'SI30BO1 TKAHUHH.



ITPIOHHI SAXBOPIFOBAHHA
CITPOBU AIKYBAHHS

B nmanumii yac Hemae 3aco01B, 3JaTHUX Xo4ya O 3aTpuMaTu
PO3BUTOK IIPIOHHOI IATOJIOT y JIIOAWHU. [[esIKHX pe3yiabTaTiB
BIAJOCS JOCSAITH B EKCIIEPUMEHTAX Ha MHUINAX, HAIPHUKIA],
npenapar MS-8209 - moxigHe amdorepunuHy B - 10CTOBIpHO
NOAOBXKYBaB 1HKYOAI[IMHUM IMepiod Y 3apak€HUX CKpeIll
XOM 'SIK1B.

B ocTanH1 poku Oyiia moka3aHa 3J1aTHICTh OApBHHKA KOHIO
YEpBOHOTO I1CTOTHO IIOJIOBXKYBAaTH 1HKYOAQIIMHUK IEP1oA
3apaXCHUX CKpell XOM'AKIB, CXO0XYy JIK0 Ma€ 1 Ipenapar
AHTPALUKIIH 1 1HII pedoBUHM. OgHAK BCl PO3POOKHU LIE TYKE
NAJIEK1 HaBITh B1J CTajll KIMHIYHUX BUIIPOOYBaHb, KpIM TOTO,
OLIBIIICTH AOCIIIKEHb BEACTHCS MPAKTUYHO HABMAHHS B CHITY
0OMEKEHOCTI HAIlIMX 3HAHb IIPO MPIOHOBUM OLIOK.



ITPIOHHI 3AXBOPFOBAHHA

CITIPOBIM AIKYBAHHA

OCHOBHHM CHPAMOBAaHUN TIOMIYK €(MEKTUBHUX METO/IIB

2

JTIKYBaHHS TIPIOHHUX XBOpOO BEIETBCSI B  TPbHOX
HaIpsAMKaXx:

cripo0a BHUKJIIOYUTH MPOAYKIIO MNPIOHHUX OUIKIB Y
TIOJIMHU 3a JTOIIOMOT OO AHTU3MICTOBHHUX
olironykyueotuaiB 10 PRNP;

cripo0a 3amoO0IrTd KOH(GOpMaILIMHUX 3MIH HOPMaJbHOIO
PrP (cTabimizyBaru 1oro);

3 cnpo0a 3B's13aTH AKTUBHMU LIEHTP MATON€HHOI'O MPIOHHOTO

O11Ka, TOOTO 3amoOIrTH HOro MOBEPXHEBIM B3a€EMOIIl 3
HOpPMaJIbHUM KJIIITUHHUM PrP.






