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YBara CBITOBOI I'POMaJICHKOCTi MPOTSITOM OCTaHHIX
KiJIbKOX POKiB MPUKYyTa 10 3aXBOPIOBAaHHS, IO
Ma€ 3JaTHICTh A0 MacoBOTo ToiupeHHs. [TpuunHoo
1IbOTO 3aXBOPIOBAHHSI € HE3BUYHUIA i O LILOTO HEBI-
IoMMI iHbekiiiHuii areHT. BiH OyB BiZKpuUTHI Y
1982 poui amepukaHcbKuM ydeHUM Ctenni [Ipro3si-
HepoM, HUHI JjaypeaTtoM HobeniBchbKoi mpeMii.

[Ipro3iHep Ha3BaB 1€l iHDEKIIiHMIT aTeHT ITPiOHOM.

IIpioHoBi 3aXBOpIOBaHHS SBISIIOTH CMEPTENbHY
Hebe3IeKy Uisl 6araTboX MPeACTaBHUKIB TBAPUHHOTO
CBITY i, TOJIOBHE, JJ151 JIIOJCHKOI Moy sLii. MoBa e
MPO MPUHIIMIIOBO HOBY XBOPOOY, MPUUMHHUN areHT
SIKOI OJTHOYACHO MOKe OYTH i TeHETUYHUM, i iH(peK-
LiAHUM.

[1pioHu MaTh He3BMYaliHi 010JIOTIYHI BIaCTUBOC-
Ti. BoHU He MiCTATh HYKJIE€THOBUX KUCIIOT, aje CIIPo-
MOXKHi 1O caMoperuTiKallil BcepeanHi pi3HUX KJIITUH i
LIMM BiIpi3HSIOTHCS Bijl YCiX BiTOMUX JKMBUX OpraHi3-
MiB. Camoperutikallist IIpioHiB MOXe BigOyBaTHCsS He
TUJIBKU B KJIITUHAX HEPBOBOI CUCTEMMU, LIOAO SIKUX Y
MpioHiB iCHY€E 0COOJMBUIL Tpomi3Mm, ane it y B-kmiTu-
HaxX iIMYHHOI CUCTEeMH, sIKa He pearye Ha iXHIO Mpu-
cyTHicTh. ToMy Ha mepiioMy erari iH(iKyBaHHS He-
Ma€ 3BUYANHUX BiAMOBiIHUX Oi0JOTIYHUX peakiliii 3
0OKY MaKpoOpraHi3aMy Ha MPOHUKHEHHS ILbOTO iH-
(dekiiifiHoro areHTa.

IlatoreHHu# TpioH — lie MYTAHT KIJIITMHHOI i30-
¢opMHu HOpMaJILHOTO TIpioOH-TIpoTeiHy. Ha choromHi
BinkpuTo 0113bK0 20 pi3HOBUIIB MATOTeHHUX TIPio-
HiB. BoHM CTiiiKi MpakKTU4YHO OO0 OyIb-IKOTO (hiznu-
HOTO, XiMiuHOTO Ta GioyioriuHoro BrumBy. MikcoBaHi
y dopmasiHi MpioHW BUTPUMYIOTh TEMIIEpaTypy M0
+360 °C.

Enexrponu, siki Oya1u BUKOpUCTaHi i1 yac HEepo-
XipypriyHoi ornepatii y XBOporo Ha IpiOHOBY €HlIe-
danomnarito, micas cTaHmapTHOI Ae3iHdeKuii i Hac-
TYITHOT'O BUCYIIIYBaHHSI MPOTSTOM JIBOX POKiB BUSIBH-
nucs iH(PIKOBaHUMM 1 BUKJIMKAIU B €KCIIEPUMEHTI
DPO3BUTOK aHAJIOTiYHOTO 3aXBOPIOBAHHS Y IIIMMITaH3E.
MUTTEBO BOHU TMHYTbH JIMIIE Y BOTHIi. [HIIIMMU cJ1o-
BaMM, 3i BCbOTO >KMBOTO MPiOH T’MHE OCTaHHIM.

BinmoBigHO 10 HeloJaBHO PO3CeKPEUYeHOl AM-
pektuBu PpaHIy3bKOTO AelapTaMeHTy 3J10pOB'S,
Bci OiojioriyHi martepianu, iH(dikoBaHi TpioHaMH,
OigasIraloTh 3HUIIEHHIO IIISXOM CHaJIOBaHHS.
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TumuacoBe 30epeKeHHs TAKMX MaTepiajiiB TOBUHHO
3MiACHIOBATUCS TUJIBKU B CIELliaIbHUX Oi0JOTiUHUX
KOHTeliHepax 3a TemriiepaTypu He Huxkde -150 °C !
Tpynu oci6, moMepiuX Bix MpioHOBOI eHLedanona-
Tii, MimJasralTh Kpemaliii. Yci 3aco0u, Nmpu3HayeHi
IIJIST TpaHCIIOPTYBaHHS iH(piKoBaHUX ab0 HMOBipHO
iH(iKOBaHUX TpioHAMM TKaHWH, HE MOXYTb OyTHU
BUKOPHUCTaAHiI [JIs1 TIepeBe3eHHsI OyIb-sIKMX iHIINX
0ioJIOTiYHUX 00'EKTIB.

3a €Bporneiicbkolo Kiacudikalielo, MpioHU Bif-
HOCAThCs 10 Tpynu naroreHiB Nel. OcoOauBoCTIMU
1iei HeOe3meyHoi iH(eKIIl, Ha BiIMiHY Bif iHIIMX
0c00IMBO HeOe3MeuHnX iH(PEKIIii, €:

— TpUBaIU iHKyOALiHWIA Mepio;

— BiIHOCHO TpUBAJIW Mepioa KIiHIYHUX MPOSIBiB;

— TIpaKTMYHO MOBHA BiICYTHICTh 0iOJOTIYHUX pe-
aKiIiii 3 00Ky opraHiamy;

— 100% netanpHICTh XBOPUX.

YV po3BUTKY KJTiIHIYHUX MPOSIBIB NTPiOHOBUX 3aXBO-
pIoBaHb BaXXJIMBY pOJib Bifirpae HUIsIX iH(IiKyBaHHS
OpraHiaMy Ta a03a iH(peKTy, i1oro BipyJeHTHicTb. CIif
TaKOX TaM'siTaTH, 1O Y pa3i MOBTOPHOI €KCITO3MIILii
iCHY€E pU3UK KYMYJISITUBHOTO €(heKTy B opraHizmi. le-
papxiuyHa 3HavyIIiCTh LIJISIXiB iH(iKyBaHHS Ma€ TaKy
MOCJTiIOBHICTb:

— iHTpauepeOpaabHUil (HAampUKJad, TiJ Jac ore-
paTUBHUX BTpy4YaHb, TPaBM Ta iH.);

— iHTpaBeHO3HU# (Mif Yac TepeauBaHHS KpPOBI,
BHYTPillTHLOBEHHOTO BBEACHHS JIiKiB TOIIO);

— iHTpamepuTOHealbHUI (HaNpUKIIaA, Mig 4Yac
BHYTPIIITHHOM'SI30BOI'O BBEIEHHS JIiKiB TBapUH-
HOTO MOXOJI>KEHHST);

— iHTpagepManbHuii (y pa3i TpaBMyBaHHS IIKipH,
MiAIKipHUX iH'€KIIii TOILIO);

— OpaJibHUIi (HANpUKIIAM, I Yac BXUBAHHS di€-
TUYHMX J100ABOK UM MOJIOYHUX MPOAYKTIB i T. iH.);

— CIIaJKOBMI1 32 aBTOCOMHO-AOMiHAHTHUM TUIIOM.

OcHOBHUMM (pOopMaMU TTPiIOHOBUX 3aXBOPIOBAHb €
crnioHriopopMHi eH1ledaomnarii Ta mpioH-acollilioBa-
Hi Mionarii.

Cepen ycix MpioH-acolliloBaHUX 3aXBOPIOBaHb Y
JIIOAVMHU HaliBigoMilorwo € xBopobda Kperitidenpara-
SAxoba. BoHa npeacTtaBieHa TakKuMu opMamu:

— cnopaanyHa (85-90% ycix BUMaKiB);

— cimeiina (10-15%);
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— srporeHHa (% He BCTAHOBJICHMUIA);
— "nosuii BapianTt" XK (nv-CJID) (% He BcTaHOB-
JIeHUIA).

1o coboro siBnsie "HOBUMIt BapianT" XKA?

Haranaro, mo y 1986 poui y Bennkoopuratii HeOy-
BaJla erninemisi, CipuYMHeHa MOPYIIEHHSIM TeXHOJIOTi1
rofiBji, mpusBena ao 3arubeni 1 muH. 200 TUC. rojiB
BEJIMKOI poraToi Xyaoou. Y 3aruoaux TBapuH OyJa IIi-
arHOoCTOBaHa TpaHCMiCMBHA rybyacTa eHuedasona-
Tist. Y 3acobax MacoBoi iH(opMallii 1ie 3aXBOPIOBaHHS
OTpUMaJIO Ha3BY "KOPOB'sIUMii cka3".

20 Gepe3Hst 1996 poKy KOJIMILIHIA OPUTaAHCHKUIA
MiHicTp oxopoHu 310poB's Stephen Dorrell 3my1ie-
HUi1 OyB BUBHATU iCHYBaHHSI MOXJIMBOTO 3B'SI3KY MiX
XBOPO0OO0I0 "cKa3zy KOpiB" i PO3BUTKOM XBOpPOOU
Kpetitudenbara-sIkoda y 10 poOGiTHUKIB TBapuH-
HULILKUX (hepm AHIII y Biuti 10 40 pokis. Llg dopma
crnoHrioopMHOiI eHledanonaTii JIOAUHU, 3yMOBJIE-
Ha iH(hiKyBaHHSIM Bil KOpiB, 3a MIPOIMO3ULIIEI0 TPYIU
OpUTAHCHKUX OOCTIAHMKIB ofepxkaja Ha3By "HOBUI
BapiaHT" xBopoou Kpeiitidenpara-Axooda.

Yci dopmu xBopobu Kpeiitudenbara-Axkoda € 3a-
pa3Humu i cMmepTenbHuMU. [IpoTe HaiiHeOe3meuHi-
LLIMMM B IJIaHI pO3BUTKY €IlieMii € ABi ocTaHHi (op-
MU — SITpOT€HHA i HOBa.

BaxxiuBy posib y OIIMPEHHI 1IUX (POPM 3aXBOPIO-
BaHHSI Ma€ NUISAX iH(IKyBaHHS MPioHAMU.

IIpu arporenHiit popmi XK npoHMKHEHHS Mpio-
HiB BiZOyBa€eTbhCS Mif yac mepenBaHHS KpPOBi, Tepe-
CaJKM OpraHiB i TKaHWH, YBEeJEHHSI TOPMOHAJIbHUX
npenapariB JIOACHKOIO i TBAPUHHOIO TMOXOIKEHHS.
HemonaBHo aenapramenT CIIA BUCIOBUB 3aHeENo-
KOEHICTh 3 TIPUBOAY MOXJIMBOTO iH(PiKyBaHHS HOBO-
HapOMIKEeHMUX 1 AiTell BaKIMHAMU TIPOTHU TMOJiOMIETITY,
TpUITY, renaTuty A, nudTrepii, Bicnu, KallUTIOKY, cKap-
JIATUHU Ta IHIIUX OUTIYMX iHdekuii. i BUTOTOB-
JIEHHSI IIMX BaKLMH Yy 0araThox KpaiHaX CBiTY BUKO-
pHCTOBYBajlacsl CUpOBaTKa KPOBi €BPOIEMCHKUX KO-
piB, SIKi, HA TyMKY CIelliaJlicTiB, MOIJI1 OYTH iH(biKO-
BaHUMM i TepeOyBaTH B iHKyOalliiHOMY Mepiozi.

st HoBoi (hopmu XK moBeneHUM € ajliMeHTapHUIA
LLJISIX 3apakeHHsI, ajie He BUKJTIOYEHI i iHIII LLIJISIXU.

IIpu anmiMeHTapHOMY LUISIXY 3apakKeHHS MPiOHU
MOXYTb MOTPANIUTU B OPraHi3M MijJ yac CIOXHUBaH-
HsI M'sica Ta M'SICHUX MPOAYKTiB iH(DiKOBaHUX KOPIB
i Aesgkux iHIIMX TBapuH. BomHouac, mocToBipHa
KJIiHiYHa AiarHOCTUKA MPiOHOBUX iH(MEKIIii B iHKY-
OalliiHUit TIepioJ He TiIbKU Y JIOOMHU, a il y KOPiB
MOKM Y BCbOMY CBITi BigcyTHs1. [lo peui, XypHanicTu
3BEpHYJM yBary Ha Toii (pakT, 110 3 pallioHy Marnu
pumcbkoro IBana Ilasna II Oynau BUKIIOUEHi cTpaBu
3 SIOBUYMHU.

OkpiM M'sica, MPiOHU B OpraHi3M JIOAUHU MOXKYTh
MOTPANUTU 3 MOAHUMU HUHI Y 3aXiTHUX KpaiHax Jie-
TUYHUMU 100aBKaMU, a TAKOXK 3 MOJIOKOM i MOJIOYHH -
MM mpoaykTtaMu. JlopeyHo Haramatd, 1o 25 CiuHs
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2001 poky crmiBpoOiTHMKAMM iIHCTUTYTY BipyCHUX 3aX-
BoptoBaHb y Tio0iHreHi (HiMeuunHa) ripioHu BUSIBIIE-
Hi B MoJio11i KopiB. He BUK/Ito4eHo mMpOHUKHEHHSI Mpi-
OHIB B OpPraHi3M JIIOAVMHMU i 3 KOHCepBaMU /ISl TOMalll-
Hix TBapuH. He cexper, 1110 HaitOigHiIIi Mpolapky Ha-
CeJICHHSI BXXMBAIOTh 1X Y 1XY. A 11i TPOAYKTU BUTOTOB-
JISIIOThCS 3 TKAHWH, Y IKUX B iH(piKOBaHUX TBapUH TIpi-
OHM MICTAThCSI B MAaKCMMAaJIbHili KOHLIEHTpALIii.

InkyOariiiHuit iepion 6arato B YoMy 3aJI€XKUTh BiJ,
crnocoOy 3apaxkeHHs. SIkio iH(ikyBaHHS BimOyaocs
BiJl poraroi Xyao0u, BiH CTAaHOBUTb OJIM3BKO 6 POKIB,
SIKIIIO BHACJiAOK TrirnogizapHuUX ropmMoHiB — 8-12 i
Oinbllle poKiB. Y pasi 3apaxkeHHs Bill XBOpUX Jitoneit
(mepecagka TBEpAOi MO3KOBOI OOOJIOHKM, POTOBOI
00OJIOHKM OKa, TepeIMBaHHs KpOBi) iHKyOaLiiHuMiA
Iepiol MOXKe CKOPOTUTHUCS 10 6 MiCsILIiB.

He3zanexHo Bin 1UISIXY MPOHUKHEHHS MPiOHIB Y KK~
BUIi OpraHi3M BOHU MOYMHAIOTh BUOIPKOBO HAKOITUYY-
BaTUCS Y TOJIOBHOMY MO3KY i OCOOIMBO Y MO30YKY.

Kninika npioHoBoi eH1iedasonarii pi3HoMaHiTHa.

TurnoBruMU € Taki MPOSIBU: aTaKcisl, a MOTIM Hepy-
XOMICTb 1 aMHe3is1, 3HMKEHHS iHTEJIEKTY ax 10 Hed0-
YMCTBA.

CTpYKTYypHY OCHOBY KJIiHIYHMX MpPOSIBIiB CKjIaaa-
I0Tb: CIIOHTIO3Hi 3MiHU, BTpaTa HEUPOHIB, aCTPOLIM-
TO3, MPIOHOBI aMiJIOIAHI OJISIIKU.

Kniniunuii miarHo3 xsopoou Kpefitidenpara-SAko-
0a TPYHTYETBCS IEPEBaKHO Ha Pe3yJbTaTax 3acToCy-
BaHHs eJieKTpoeHLedarorpadii i smepHO-MarHiTHOro
pe3oHaHcy. BusHaueHHsS B CIIMHHOMO3KOBI piguHi
OinKa, 1110 Ma€ KoJOBY Ha3By 14.3.3, HaJIeXKUTh 10 10-
JIaTKOBUX HecrneuudiuHux meToiB. Lleit TecT € mo3u-
TUBHUM JIMIIE B PO3Majl XBOPOOMU, KOJIM JOIIOMOITU
XBOPOMY Bxke HEMOK11MBo. KpiMm Toro, mpu HoOBomy Ba-
piaHTi XBOpOOU BiH He 3aBXKIU OyBa€ MO3UTUBHUM.

Ha xxanb, norernep y Bcix KpaiHaX CBiTy JOCTOBIpHOIO
BBaXKAETHCS JIMIIIE TOCMEPTHA TiarHOCTUKA TTPiIOHOBUX
eHuedanonariii. BukopucranHsa 6iorcii ToJ0BHOTO
MO3KY BUSIBUJIOCS MajioepeKTUBHUM. Jlogae Hafii rmo-
BiIOMJIEHHSI TIPO paHHE YCIIiIIHE iMYyHOTiCTOXiMiuHe
BUSIBJIGHHSI TIPiOHIiB y OiomnTaTi MMUrmaaukiB. IHImmx
JIOCTOBIPHUX 1 HaAiliHMX JabOpaTOpHUX METOMIB Aiar-
HOCTUKU B JOKJIiHIUHiH cTamii XBOpoOU ITOKU HEMaeE.

YV yoMy mosararoTh 0i0JOTiUHi i KJIiHIYHI BigMiH-
HoOCTi HOBoro BapianTta XK?

Vci xBopi Ha HoBuUit BapiaHT XK Ha MOMEHT mosi-
BU TIEPIIUX KJIiHIYHUX 03HaK OyJIX MOJOAIIMMMU 3a 40
pokiB. HaiiMosoaia OputaHchbKa TailieHTKa Oyya y
Biui 11 micauis. i matu nomepna Bin HBXKSI Hezaba-
poMm micast monoriB. IlpumyckaeTbes, 1m0 iH(eKIis
IUTUHI Oyla mepelaHa TpaHCIUIALlEHTapHO 4Yepes
KpPOB Marepi, a He BHACJIIOK TOJAYyBaHHSI MaTepUH-
CBHKUM MOJIOKOM.

Kpim mononoro Biky, xBopuit HBXKS xapakrepu-
3YEThCSI IIBUAKMAM PO3BUTKOM CUMITOMIB aTakcii i
JIeMEeHIIii TPUBAJIICTIO 10 MiBPOKY.

Meouuuna 3aqiznunnoz0 mpancnopmy Yxkpainu




Nel, BEPE3EHD 2002

HJOJEHHHUK JIIKAPA

V Bcix momepaux Big HBXKS BusiBieHi abcooTHO
iIEHTUYHi TMAaTOTHOMOHiUYHI MOpPQOJOriuHi 3MiHU B
IIHC. JIng uporo BapiaHTa XapaKTepHa HasIBHiCThb
aMiJIOITHUX OJISIIIOK, OTOYEHUX BaKyoJsIMU (TakK 3Ba-
Hi KBiTYy4i aMijioigHi OJsiiuku ). BoHM He 3ycTpiyaloTh-
¢y XBOopMX 3 iHIIMMU (opMaMu XBopobu Kpeiit-
udenpara-Axoba. [1pore Taki OISIIKY BUSBISIOTHCS
B LIHC xBopux KopiB i 6apaHiB.

I1pioHN KOPOB'SIYOTr0 TUITY Y JIOAUHU BUSIBISIOTH
He Tiapku B LIHC, a # y BciXx BHYTpIllIHiX opraHax i
TKaHuHax. Lle € migcTaBoo WS nepersny iCHyIouUnx
IHCTPYKIIiii 3 mepecagkyu OpraHiB i TKAHWH, 3aCTOCY-
BaHHS JIiKiB JIOJCHKOTO i TBAPUHHOI'O MOXOMXKEHHSI,
reMoTpaHcdy3iii, a TakoX mpaBuj 0e3MeK CTOCOBHO
MOIIMPEHHST BHYTPIITHBOJIKAPHIHOI iH(pEKIIil.

3acIyroBye Ha yBary IpocTexKeH!I HAMHK 0COOMC-
TO BuIanok xBopoou Kpeiitudennbara-Akooa.

XBopuii K., 32 pokiB, rocniTajaizoBaHuil y HEBPO-
JIOTiYHe BiaAieHHs MicbKoi JikapHi No2 M. Mapiyno-
11 6 6epesnst 1998 poky 3a HampaBJeHHSIM HeBpOIIa-
tosora (i.x. No 2944). 13 cynpoBigHoi AOBiIKM Bimo-
Mo, 1110 xBopuii 3 15.01.98 p. mo 2.02.98 p. mepedyBaB
Ha cTallioHapHOMY JIiKyBaHHi 3 TIpPUBOAY BTOPUHHOTO
cuinicy i omepkaB MOBHUM Kypc MPOTUCUDITITAY-
Hoi Tepamii. Bunucanuii y 3amoBiibHOMY CTaHi Ha
aMOyjaToOpHe JIiKyBaHHSI 3a MicCLIeM TPOXMBAaHHSI.
ITpoTe cTaH XBOpPOTo CTaB MPOTPECUBHO TOTipIIyBa-
THUCSI, HapocTaja HEBPOJOTiYHAa CHMIITOMATHKA:
arakcisi, arpeCUBHICTb, sIKa 3MiHUJACS OEIMPECi€lo.
CraH XBOpPOTO Mija yac rocmiTaiizauii: pi3kKo BUCHa-
KEHMIA, 3HEPYXOMJIEHUIi; KOBTaHHS YTpyIHEHE, Bifl-
MOBJISIETbCS Bill 1Xi, TpyOe MOpyILIEeHHSI MOBU 3a TU-
MOM AW3apTPii, iIHTEJEKT MOPYILIEHUI 10 CTYIIeHS JIe-
MeHUii. PUrigHicTh MOTUAMYHUX M'A3iB. Y OUISHIL
TPYAHOI KJIITKM HEYiTKi MamyJbO3Hi BUCUITaHHS.
9.03.98 poky nepeBeaeHUIi B peaHiMalliliHe BinmiseH-
Hs. He3Baxaroun Ha iHTEHCUBHY MPOTU3AIalIbHY Te-
parito, ctaH He moJiniryBaBscs, i 12.03.98 poky micis
CMOXXMBAHHS 1Xi XBOpUi1 panToBo romep. KiniHiuHMit
JIiarHO3: HENPOJII0iC, BTOpMHHMIT MeHiHTOoeHIIedao-
MOMIMIENIOPaIUKYIOHEBPUT i3 JEMEHIIi€l0, Oyandap-
HUM CHHIPOMOM, HWKHIM Maparape3oM, Kaxekcis,
HaOpPSK MO3KY. YCKIaJIHEHHS: THIMHUI TpaxeoOpoH-
XiT, IBOOIYHA THEBMOHisl, TOCTPUI1 Ti€TOHEPPUT.

ITin yac po3tuHy (mpotokon po3tuHy Ne 43/44 Bin
13.03.1998 p., nposekrop Cennko JI.I.) Tpyna moJo-
JIOTO YOJIOBiKA MpaBUJIbHOI CTaTypu Big3HaueHa Ha-
SIBHICTb BUpaxkeHoi Kaxekcii. Ha mikipi Tyny0a i KiH-
1[iBOK MHOXWHHI BUcUTIaHHS diameTpoM 10 0,5 cm,
TMOKPUTI XKOBTYBAaTO-CipUMM KipouKamu. Y JIeTeHSIX,
MepeBaXkKHO B 3aJIHIX BiAiaX HUXHIX YaCTOK, BUSIB-
JIeHa 1BOOIiYHA BOTHUIIIEBA TTHEBMOHIS. Y TOJJOBHOMY
MO3KOBi i 10ro 000J0HKaX BUpPaXKeHE MOBHOKPIB'S.
TxaHuHa ycix BiIgijiB MO3KY i MO30UKY B'siia, 3 100-
pe 30epeKeHUM MaJIlOHKOM, 0€3 BOTHUILEBUX 3MiH.
CrnuHHMI MO30K Ha po3pizax y TpyaHOMY i Tonepe-
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KOBOMY BiJIiJlax MAKpOCKOMIYHO He 3MiHeHUt. [HIIi
OpraHM TakKoX 0e3 BUAMMUX 3MiH.

3 oy Ha HEBIAMOBIAHICTh KIiHIYHOIO JdiarHO3Y
MOpOJIOTiuHil KapTUHi, BUSIBJEHI Ha aBTOIICI1, Ma-
Tepiajy TaToJ0ro-aHaTOMIYHOIO JOCIiIKEHHS OyIu
HarpaBJIeHi U1 KOHCYJIbTallii Ha Kadeapy MmaToaori-
Hoi aHaToMil JIoHELIbKOTO MEANYHOTO YHiBEPCUTETY.

ITix yac MiKpOCKOITIYHOTO AOCiIKEHHS YCiX Biami-
JIiB TOJIOBHOTO MO3KY BUSIBIEHO IU(MY3HUI CIIOHTIO3,
yTpaTy HeipOHiB 3 BOTHUIIIEBOIO MpoJIidepallielo MiK-
poJIorii, TOOAMHOKI KOHTOTIO3UTUBHI aMiJIOigHi OJIsI1II-
ku. O3HaK 3arnajieHHs] — Hi 0aHaJIbHOTO, Hi crieludiv-
HOTO — SIK Y TOJIOBHOMY MO3KOBI, TaK i B IIKipi, cepili,
HUpKax, MeviHli BUSIBIIEHO He 0yJ10. Y JIereHsIX — Jac-
TKOBA 3JIMBHA CEPO3HO-JeCKBaMaTUBHA ITHEBMOHIsI.

BuchHoBok Bin 24 kBiTHa 1998 p. (mpod. Illnomnos
B.I): ockinbKu Makpo- i MiKpPOCKOITiYHE BUBYEHHS
OpraHiB, 30KpeMa roJIOBHOIO MO3KY, 3aCBiAY1IO Bij-
CYTHICTh O3HaK CIelndiuyHOro 3anajaeHHs, TOBOPUTU
PO HasIBHICTh CUDINITUYHOTO TIPOLIECY HE PEKOMEH-
IYEThCS. 3 OIJISIAy Ha MPOTpecyiouy HEBPOJIOTIUHY
CUMMNTOMATUKY — JEIpecilo, COHIMBICTb, arpecuB-
HICTb, 3HMXXEHHS IHTEJeKTy ax A0 AeMEeHIIil,
aTakcilo, 3roIoM 3HEPYXOMJICHICTb, HUXXHIl Maparna-
pe3, sIKi CBimuaTh Mpo MOBepXHEBE YIIKOMXKEHHSI LIEH-
TpaJibHOI HEPBOBOI CUCTEMU, a TaKOX MOP(OJIOTiuHi
3MiHM Y BUIJISIAL AUMY3HOTO CIIOHTiI03Yy, HEMPOHOB-
TpaTU 3 BOTHUIIEBUM AacCTPOTJIiO30M i HasSBHICTIO
KOHIOMNO3UTUBHUX aMUIOIIHUX OJISAIIOK, TaHUIl BU-
MagoK BapTO TPaKTyBaTU SIK CIOHTIOGOPMHY €HIIe-
(danomnarito (xBopody Kpeiitudenpara-fAkoda).

3 KaTaMHe3y BIaJlocsl BCTAHOBUTH, 10 Y XBOPOIO
11e A0 JIiKyBaHHSI B J€pMaTOBEHEPOJIOTiYHOMY AUC-
MaHCepi CrocTepiraancs 03HaKu HEBPOJIOTIUHUX PO3-
JIaJliB y BUTJISIAI aMHe3ii, Ae30pieHTallii B yaci, COHJIM-
BOCTi, BTpaTH (CIMOYaTKy 4YaCTKOBOi, a MOTiM MOBHOI)
(paxoBux HaBUYOK. PaHillle, 3i CJIiB poaUyiB, 3I0BXU-
BaB aJIKOT0JIEM, ITPOTE MPOTIATOM ILIECTH MICSIIiB Bil-
MOBJISIBCS BijJl CIIMPTHOTO. Y MaTepi XBOPOro—O03HaK1
JNEeMEeHIIii, TOMY NOKJIaIHUI ciMeliHUi aHamMHe3 3i0-
paTu He BIajaocs.

ITpoBeneHMit HaMM KOMI'IOTepHUI MOPGOJIOriu-
HUII aHaJli3 TKAHUHU FOJIOBHOIO MO3KY BUSIBUB KJla-
CUYHiI O3HAKM TpaHCMICUBHOI eHledasomnarii, ki
CIOCTEpIirajiuch y BUIaaKax, Bepru(iKoBaHUX 3a JI0-
noMororo iMyHoOsotuHry. Lli pe3ynbraTu naroTb
MiICTaBU BiTHECTH CIIOCTEPEXKyBaHE 3aXBOPIOBAHHS
JI0 MPiOHOBUX eHleanonaTiii.

TakuM 4yMHOM, HaBeleHi HaMU CIIOCTEPEXKEHHS
MiATBEPIXKYIOTh BaXKJIUBICTh KJIIHIKO-MOP(OJIOTiUHO1
JIiaTHOCTUKM TIPIOHOBOI CITOHTiIO)OpPMHOI eH1Iedao-
naTii B yMOBax Hecleliali3oBaHUX JIiKyBaJbHUX 3aK-
naniB. CriocTepekeHHsI, iMOBIpHO, € TPOSIBOM Tak
3BaHoOro HoBoro BapianTa XK/, xoua 3a popmanbHU-
MM O3HaKaMU HOTo BapTO BIAHECTU 10 CITOPAAUYHUX
BunaakiB. TyT He BUK/IIOYEHA HAsIBHICTb CiMEHHOI
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dopmu xBopobu. Kpim Toro, 1eil BUManoK IiKaBuii
1Ie i TUM, 110 BUSIBJIEHI 3a KUTTS XBOPOTO ILIKipHi
3MiHM, pO3LiHEeHi K cudiniau, MadyTh, € ONHUM i3
MnposBiB 1iei xBopoou. Iix yac 10JaTKOBOTO ricTOXi-
MIiYHOTO JOCiIKEHHS TanyJs y HUX BUSIBJI€HI KOHTO-
(inbHI, poXeBi Kpyriii yTBOPEHHSI, MOIi0OHi 10 aMislo-
iIHUX ONSIIOK, SIKi CIOCTEPIraloThCsl y TOJIOBHOMY
mo3koBi. HagBnicte PrPc B emitenmionurax mkipu i
CJIM30BUX 000JIOHKAX BIiepiiie Oyja onucaHa Pammer
J. et al. (1998). ABTOpPM MPUITYCKAIOTh, 1O I1i KJIiTU-
HU, MOXKJIMBO, € BXiTHUMU BOPOTAMU JJIs1 TIPIOHOBUX
iH(peKIIiit.

[TopiBHSIHO piAKO 3YyCTpivya€eTbcsl Taka CIIaJKOBa
TSIKKa MPioHOBA XBOPO0a, K (haTajbHe ciMeliHe 0e3-
COHHSI, Brieplie onucaHe y 1986 potii.

Hacnigyetbest xBopoba 3a aBTOCOMHO-IOMiHaH-
THUM TUIoM. [Topsa 3 MOpyLIeHHAMU CHY Ta iHILIUX
LIMPKAIHUX PUTMiB MPUITUHSIETHCS CEKPELlisl CIU30-
BOI PiIMHU, 3HUXKYETHCS 00JIbOBA YYTJIMBICTh Ta ped-
JIEKTOPHA aKTUBHICTb 3 OMHOYACHUM PO3BUTKOM Jie-
MeHUii. Ha mkipi xBopux i3 ¢araJbHUM CiMEHHUM
0E3COHHSM BHUSIBJIEHO Pi3HOMAaHITHI BUCUITAHHS.

o MoxHa cKa3zaTu MpO EMiJeMiuyHy CUTYyallilo
CTOCOBHO MpPiOH-aCOLiMOBaHUX 3aXBOPIOBAHb cepe
Joneit?

PeanbHuii cTymiHb NOIIMPEHHS TTPIOHOBUX 3aXBO-
pIOBaHb Y JIIOACHKIN MOMYIsLil HUHI HIKOMY He Bigo-
MU, Y CBITi TiJIbKM YMCII0 iH(PIKOBAHUX TOPMOHAJIb-
HUMU IIperapaTaMu, OTPUMaHUMU 3 JIIOJICHKUX Tillo-
diziB (arporeHHa cdopma XKS), me B 1998 poui no-
carno 4000. 3HayHa yacTMHA 3 HUX YXKe ToMepia. Y
1999 poui 3aru6amx Bim HoBoro BapiaHnTta XK B AHr-
J1ii oyno 43 ocobu, a go xiHug 2000 poky s mudppa
30inbimaacs 10 94. Kpim Toro, Bxe Tpo€ MoMepanux
3apeectpoBaHo y OpaHilii, mo omHomy — B Ipianmii Ta
benprii.

bararo ne uu mano? Hamects BlJI-iHdekuii B
kpainu konumHboro CPCP mouanocs m'ssTHagusiTh
POKiB TOMY 3 TPbOX BUITAJIKiB. YCi 3aXBOpiji OyJau iHO-
3eMLSAMM. Y TOM nepiof s puBi3 i3 @paHilii BeTMKUIA
mopdooriunuii matepian 3i CHI/ly, mogapoBanuit
MeHi npodecopom Knogom bporepsio. [lesiki aBTo-
puTeTHI mpodecopy HaMarajaucst IepeKoHaTu MeHe B
TOMY, III0 HE BapTO 30Yy/IKyBaTU CYCHiIbHY IYMKY i
XBUIIOBaTUCS. MIeTbcst, MOBIISIB, NPO 3axigHi Kpai-
HU, 1 HAlIKX Jitoje# 6ima He TopkHeThes. CuTyallito 3i
CHI oM choromHi nmosicHIoBaTH He Tpeda. MeHi 6 ay-
K€ He XOTiJI0Cs, 11100 icTOpist TOBTOpUIAcS.

1o cTocyeThes TTpioH-aCcOLIIOBaHUX XBOPOO, TO 3
MOTJISIIY OXOPOHM 3J0POB'Sl, a TAKOX Yy HAYyKOBOMY i
CYCIIIJIBHOMY CE€HCi HeoOXimHo, 1100 yci BMITaaKu
3axBopioBaHHg Ha XKS Oynau posmizHaHi. A TO 118
MOXe MPU3BECTU A0 HerepeadauyeHuX KartacTpodiy-
HUX HACJiIKiB.

YV BenuxkoOpuTaHii iCHye TpM clLeHapii MpPOrHo3y
noJaibioro po3sutky XKAI:

84

— ONTUMICTUYHMI, BIIMOBITZHO IO SIKOIO YUCJIO
XBOpUX IMPOTITOM IMEBHOI KiJIbKOCTI POKiB IMO-
BUHHO CcTa0i/1i3yBaTUCs, a TIOTIM ITiTU Ha Craf;

— TIECUMICTUYHUI — MPUMYCKAE 301JIbIIEHHS XBO-
pux 10 300 000 oci6;

— ippeanictuuHuii — npopokye 6au3pko 1000 3a-
TUOJIUX IIIOPOKY.

Jo xiHnug 2000 poky KiJbKiCThb MOMEPIUX BiJ
HBXK 36ib1MIacs B IBa pa3u MOPiBHSHO 3 UMCIOM
MOCTpaXKaaanx 3a 5 pokiB. TaKoro pocty cMepTHOCTI
cepen Jroeil OpUTaHChKI eImiaeMioNoru He rependa-
Yaju, OCKiTbKY BUXiTHUMU JIJI1 PO3paxyHKiB Oy/Iu Ja-
Hi III0JI0 3aXBOPIOBAHOCTI cepell KOPiB, a iHIIi IUISIXU
nepenavi iHGbeKI1ii JIOAMHI 10 yBaru He Opasucs.

3BepHiTh yBary: 3 94 OpuTaHIIiB, SIKi TTOCTpaXKIaau
Bim HoBoro BapianTa XK, 13 6yau noHopamu KpoBi.
JloHopcbKa KpoB 3 BenukoOpurtanii Hagiina B 11
KpaiH, y TOMY YuCJIi i B cycinHio 3 Hamu Pocito.

Excnieprtu anminictpartii CIIIA pekoMeHIyI0Th 00C-
TEXXUTHU 3a0ip JOHOPCHKOI KPOBi B OCi0, SIKi JOBro Melll-
Kann y Benmkoopuranii, @panuii, Ipaanaii i [Topryra-
i, JTroau, gxi mpoxkuiu B Lix KpaiHax 10 i 6iblie po-
KiB, moynHatouu 3 1980 poky, B3arajii He MOXYTb OyTH
noHopamu B CIIA, 1100 YHEMOXJIMBUTHU Iepeaaudy
XBOPOOU uepe3 3apaxkeHy KpoB. MiHiCTp OXOPOHU 310-
poB's Yexii 23 ciung 2001 poky AaB BKa3iBKy LIEHTpaM
MepeIMBaHHS KPOBi BKIIIOYUTU IO TPYIIU PU3KKY, I1O-
psn i3 TOKCMKOMaHaMu, TIOBiSIMU i TOMOceKcyasicTa-
MM, OCi0, SIKi TIPOTSTOM IIECTH i OiJbIIIE MICSLIIB MEII-
kanu y @paniiii i Beavkobpuranii B riepion micist 1986
POKY. Y 11X ocib 3a00poHEHO OpaTu JOHOPCHKY KPOB.
Mozke, i HaM BapTO BXXUTU TaKUX 3aXO/iB?

SIx i Bce CBiTOBE TOBAapUCTBO, MU HE MAEMO Y CBO-
EMY PO3MOPSIIKEHHI JOCTOBIpHUX JAHUX IIOJO0 TO-
LIMPEHHS MPiIOHOBUX 3aXBOPIOBaHb B YKpaiHi. Ha uo-
MY I'PYHTYEThCS Take TBepmIKeHHs? BimoMo, 1110 yac-
TOTa CIOpaJgMYHOTO BapiaHTa xBopoou KpeitTidenb-
nra-$Iko6a B OLIBIIOCTI PO3BMHYTUX KpaiH €BpoIiu,
JIe CHUCTeMaTUYHO BemeThCsl O0JIiK, CTaHOBUTb HeE
MeHIIe HiX 1,5 BUnagky Ha | MJIH. MEeIIKaHIiB Y piK.
YV kpaiHax €BpoIu lieil MoKa3HUK AopiBHIOBaB y 1990
poui 20, a B 1997, HiOUTO yepe3 MOIMIIEHHS aiar-
HOCTHUKM, BXe TOCITHYB 40.

Y JloHelubKOMY perioHi, B SIKOMY MeEIIKaloTh
OIM3BbKO 6 MIIH. JIIoneid, 3a octaHHi 10 pokiB odilli-
yiHui niarHo3 XK4 He OyB BCcTaHOBIIEHU Y SKOAHOMY
BUIAAKY. 32 HAsIBHOCTI MOAiOHOI KJIIHIYHOT KApTUHU
3a3BMYall CTAaBUThCA IiarHO3 CYAMHHOI CEHiMbHOI e~
MEHIIii, pifiie — XxBopoou AsblireliMmepa.

OpHi€lo 3 MTPUUUH TaKO1 CUTYallil € HeAOCTAaTHICTh
3HaHb PO MPIOHOBI 3aXBOPIOBAHHS HE TiIbKU Maitxke
B yCiX MpaKTUYHUX JIiKapiB, a i y HAYyKOBUX CHiBpO-
OITHUKIB creliali3oBaHUX 3akjamiB. ¥ OiIbIIOCTI
HaBUYaJIbHUX 3aKJaliB KpaiHuW Ha Kadeapax 0iojorii,
MiKpobioJiorii, kadeapax KIiHIYHOro mpodiato CcTy-
JIECHTaM He MOBiIOMJISIIOTh HEOOXiTHUX eleMeHTap-
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HUX AAHUX PO MPUPOAY MPIiOHIB i MOB'sI3aHi 3 HUMU
XBOPOOU JTIOJUHU.

[HIIIOIO IyKe BaXXJIMBOIO IPUYMHOIO, Yepes3 SIKY
HEMOXJIMBA ChOTOIHI JOCTOBipHa BepudiKalis Mpu-
JKUTTEBOTO i MOCMEPTHOTO AiarHo3y xBopoodu Kpeiit-
udenpaTa-Axoba, € BiACYTHICTb y HAC TECT-CUCTEM 3
iMYHOTiCTOXiMiYHOTO TUITYBaHHS TIPiOHiB.

Te, 1110 TIpioHN — Hebe3meyHa iHdeKIis, B 0aratbox
JIOCJTiIMHYUKIB TeTep He BUKJIUKA€E CyMHiBY. J1Jist 3a11o0i-
TaHHS MOXKJIMBIii1 GiONIOTIUHIN Ta MEAWYHIIT KaTacTpo-
@i XXI cTopiuust Bxke 3apa3 HeOOXiIHi eHepriliHi 3aX0-
JIU CTIeLiaTicTiB pi3HUX MTPOiliB, B TOMY YMCJIi AepMa-
TOBEHEPOJIOTiB, SIKi CBOI ITOBiTOMJIEHHST MOBUHHI Haj-
cUJIaTH 10 iH(opMaLiiiHO-aHAIITUYHUX LIEHTPIB.

EninemiuHy cutyaliio, sika CTBOpuach y €Bporli y
3B'SI3Ky 3 MOIIMPEHHSIM MPIOHOBMX iHQEKIiin i
HasiBHA HUHI, JUIIIE YMOBHO MOXHa BiTHECTU 10 BU-
nankoBoro 36iry oocraBuH. ITomiOHi cutyaliii, 6e3y-
MOBHO, TOBUMHHI OyTH MTPOrHO30BaHUMU. BUHUMKHEH-
HS Jnxa i #oro maciitabu cBigyaTbhb PO CBOEpiIHE
(¢axoBe HeIOOMpalOBaHHSI Ha PiBHI BUKOHAHHS 3a-
KOHIB, KOIEKCiB, TEXHOJIOTIIA.

ITpupoaHo BUHUKAE 3alUTaHHS: SIKi 3aX0A1 HE00-
XiIHO 3armoyaTKyBaTH ChOTOAHI, 1100 3armo0irTu Ma-
COBOMY ITOIIMPEHHIO MPiIOHOBKMX 3aXBOPIOBAaHb CEepel
MEILIKaHIiB YKpaiHu abo xo4ya O 3MEHILIMTU #Oro
MMOBIpPHICTb.

3 orisiAy Ha BUKJIaAeHe JOLiAbHO c(popMyIoBaTu
JesiKi HailakTyaJbHillli MEeIMKO-0i0J0riyHi 3aBaaH-
Hsl, SIKi IPaKTUYHO MOXJIMBO PO3B'SI3aTU B TEIEPilll-
HiX YMOBaXx:
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1. Haspina HeoOXigHIiCTb CTBOpeHHSI B YKpaiHi
CIeLiaJIbHOrO KOMITETY 3 MpPiOHOBUX 3aXBOPIOBaHb
JonuHu i TBapuH. Lleit KoMiTeT MOBUMHEH 3MiliCHIOBa-
THU KOOPAMHAILIO BCiX Miil 3 JTaHOTO MUTaHHS i 3a0e3-
MEYUTU CYBOPUI €IMiIeMiYHUI HATJISIA, SIKUI Mepea-
Oavae, HacaMriepel, 0OOB'SI3KOBICTh YHi(ikalii KJii-
HIYHUX i HEHpOMaTUYHUX KPUTEPIiB AiarHOCTUKU Pi3-
HOMAaHITHUX (hOPM MPiOHOBHMX 3aXBOPIOBAHb JIIOAUHU
i TBapuH, €AUMHUII MeXaHi3M 300py JaHUX, JOCTYII-
HicTh iH(opMallii, BUpOOJEeHHS aKTyaJlbHUX AOCTiI-
HUIBKUX HATIPSIMiB.

2. JIy>ke BaXKJIMBUM € CTBOPEHHSI €IMHOI Jep>KaB-
HOI 0a3M JaHUX MPO HASBHICTh YCiX HMOBIpHUX BU-
MajaKiB MPiOHOBUX 3aXBOPIOBaHb B YKpaiHi, IJIs1 4O-
ro HeOoOXiHO OopraHi3yBaTH i MOCTIMHO MPOBOAUTHU
KOMIIIEKCHI MEIUKO-BeTepUHApPHI JOCIIIKEHHS 3
emigeMiYHOro Ta eri300TUYHOTO MOHITOPUHTY Mpi-
OHOBUX XBOPOO JIOAUHU i TBApUHU. JIOLIIIBHO MPO-
BECTU cepeJ MeLIKaHLIB YKpaiHU JOCTiIKEHHS 3
HocilicTBa MyTallili, SIKi BUKJIMKaIOTh IIPiOHOBI 3aX-
BOPIOBaHHSI.

3. HeoOxigHa MixkHapoaHa KooIepallisl BiTUn3-
HSIHMUX 1 3apyOiXKHUX BUYeHMX-(axiBLiB i3 ¢pyHOa-
MEHTaJbHOTO BUBUYEHHS MPiOHIB, a TAKOX KJTiHIKH,
npodinakTUKM i JiKyBaHHSI MPiOHOBUX XBOPOO
JIIONUHU.

4. Ha uaci ctBopeHHs iHdopMaliliHO-aHATiTUY-
HOTO LIEHTpPY 3 MpobJiemu npioHiB npu MO3 Ykpainu
Ta aHAJOTIYHMX LEHTPiB IPU IHIIUX IEep>KaBHUX
CTPYKTypax, Mpo 1o Hiuiocss Ha BueHiit MenuyHiit
paai MO3 Ykpainu y motomy 2001 poky.
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ITPUOHOBBIE 3ABOJIEBAHUA: COBPEMEHHOE COCTOAHUE ITPOBJIEMbI
IMInomnos B.T.

CtaTbsl TOCBSLIEHA PA3JIMYHBIM aclleKTaM MMPUOHOB — KAYeCTBEHHO HOBOTIO THMAa MH(EKTA YeJI0BeKa U K1~
BOTHBIX. B HacTosiiee BpeMsi onrcaHbl KIMHUKO-MOP(OoJOornuecKue nposiBieHruss MHOULIUPOBaHUS NTPUOHA-
MM JIBYyX CUCTEM OpraHM3Ma — HEPBHOU U MBIILIEYHON.

Ipynmna nproHOBBIX CIOHTMOMOPMHBIX FHIEDATONATUI YeToBeKa BKIOYaeT: 6oje3Hb KpeiTudenpara-
Axoba (bKA), cunnpom Ieprcmana-Crpayccnepa-lIlleitnkepa, (GSS), amuotrpoduyeckuil JeHKOCIIOHTIO3
(AL), nnu 6ose3nb Mwuotya, cuHapoM "datanpHol cemeitHoit 6ecconnuubl’ (FFI), 6ome3ns Kypy (Kuru),
XpOHUYeCcKas Tporpeccupyronas sHuedanonaTys JeTCKOro Bo3pacta, Win 6ose3Hb Anbrepca. K mpuoHoBbIM
MUOMATUSIM OTHOCSIT: MUO3UT C HEOOBIYHBIMU BKIIOUEHUSIMU-TebLaMU (inclusion-body myositis-IBM).

IIpenmonaraercs, 4YTO MPUOHBI BHI3BIBAIOT HE TOJIBKO Te OOJIE3HU, KOTOPBIE yKe U3yueHbl. BeposTHO, BCKope
OymyT onucaHbl U Ipyrue GopMbl 60J€3HU U CUHAPOMBI, ACCOLIMUPOBAHHbBIE WU O0YCIOBICHHbBIE TPUOHAMMU.

AHaIU3 pa3BUTUSI TPUOHOBBIX 3200JI€BAHUI Y YEJIOBEKA U XXUBOTHBIX IOKA3asl, YTO OTCYTCTBUE 3HAHUI O TIPU-
polie U XapaKTepe TPAHCMUCCUM TPUOHOB B HACTOSIIIEE BPEMS BbI3BAJIO YTPO3Y PA3BUTUS SMUIEMUU TPUOHOBBIX
3200JIeBaHUIl YeIOBeKa ITyTeM 3apakeHUsT OT UHOUIIMPOBAHHBIX XXUBOTHBIX, a TAKXKE Yepe3 MHBA3UBHbIC MEIU-
LIMHCKWE MAaHUMYJISILUA U TIPU YIIOTPeOIeHUH psiia JIEKAPCTBEHHBIX MPENapaToB (ATporeHHasi hopma MpUOHOBBIX
OonesHeil). Bece opmbl MprOHOBBIX 3200J1€BAaHUIA YeTIOBEKA U KMUBOTHBIX YPE3BbIlUaliiHO MH(MEKIIMOHHBIE (OYEHb
HM3Kasl 103a C OYEHb BEICOKOI BUPYJIEHTHOCTHIO). I3BECTHBI ATPOTeHHbIE CTy4ad BOSHUKHOBEHUS 3TOM MaToJo-
WU Yepe3 3arpsi3HEHHbIE XUPYPIUIECKUe U CTOMATOJIOTMYECKEe UHCTPYMEHTBI U 3JIEKTPOJIbI, MO3TOBbIE TPAHC-
IUTAaHTATbl, BBEIEHHbBIE YeJIOBeUeCKEe TMMOMU3apHble TOPMOHBI U IPYTUE MPEnapaTbl MO3TOBOTO MPOUCXOXKACHUS
U T.1.) MHhEKIMOHHBIN areHT OYeHb TPYAHO I€3aKTUBUPOBaTh. [1oce mmrenbHo pukcauu B hopManiriHe UH-
¢uLpoBaHHbIE MPUOHAMU TKAHU MO3ra 4eJI0BeKa U XKUBOTHBIX COXPAHSIIOT B TEUEHUE HECKOIBKUX JIET CITPOCO0-
HOCTb K TpaHCMUCCUU. Bosie3Hb UMeeT IIUTENbHbI NHKYOAMOHHBIN nepuoa — 10 40 JeT npu crnopaanyeckomn
dopme BK4, 8-12 net — npu BBeAeHUM TMMOMU3APHBIX TOPMOHOB, 6 JIET — NIPU MHAUIIMPOBAHUN OT POraToro
ckoTa U T.1. [IproHbI CHOCOOHBI MPSIMO U OMOCPEAOBAHHO MPEOI0JIEBAaTh BUIOBOM Oapbep U MPUBOAUTH K Pa3BU-
TUIO MAaCCOBBIX 3a00JIEBaHUI B HOBBIX MTOMYJISILIMASIX KUBBIX OPTaHU3MOB, B TOM YKCJIE U CPEU JIIOJEH.

ITpoGaeMa NpUOHOBBIX 3a00JIEBAHUI — 3TO HE TOJbKO MEAUKO-OUOJOrMYecKasi, HO U 9KOJOrndeckasi, co-
LIMajbHasl, 9KOHOMUYECKAsl U MOJUTHYeCKas mpoodema.

PRION DISEASES: MODERN STATE OF THE PROBLEM
Shlopov V.G.

The article is devoted to various aspects of prions — qualitatively new type of infectious agents in human and
animals. Clinical-morphological of prion infections manifestations of two organism systems, nervous and mus-
cle, are described.

The group of prion spongioform encephalopathies in human includes: Creutzfieldt-Jakob (CJD) disease,
Syndrome Gerstmann-Straussler-Scheinker (GSS), Amiotrophic leukospongiosis (AL), Syndrome of "fatal fa-
mily insomnia" (FFI), Kuru disease, chronic progressing encephalopathy of children, or Alpers disease.

Prion myopathies include: inclusion-body-myositis (IBM).

It is supposed, that prions cause not only those illnesses, which are already investigated. Probably, other forms
of disease and syndromes associated with, or stipulated by prions will be soon described .

The analysis human and animal prion diseases occurrence has shown that the absence of sufficient knowled-
ge about nature and character of prion transmission caused threat of developing of prion epidemic in humans
from infected animals, and also through invasive medical manipulations and the use of a number of medicinal
preparations (iatrogenic form of prion diseases).

All forms of prion diseases in human and animals extremely infectious (very low dose with very high virulence).
That's why iatrogenic cases of this pathology have place through polluted surgical and stomatological tools and
electrodes, cerebral grafts, after introduction of human hormones of hypophysis and other drugs of cerebral pa-
rentage, etc. The infectious agent is very difficult to disactivate. After long-term formol-fixation, prion infected
cerebral tissue of human and animals save to transmission within several years ability. The illness has long-term in-
cubation interval — 40 years in sporadic form of CJD, 8-12 years — after introduction of hypophysis hormons, 6
years — at infection from animal etc. Prions are capable of directly orovercoming indirectly a species barrier and
with resulting in development of mass diseases in new populations of living organisms, including human.

The problem of prion diseases is not only a medicobiological one, but also ecological, social, economic and
political.
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