DIJNIKA, LLO YTBOPKOKOTb MNPIOHU, BUABMEHI | Yy AeAKnX rpuoiB [11]. bINbLUICTb MPIOHIB rpPMOIB HE MalOTb MOMITHOIO HErATUBHOIO BMJIMBY Ha
BMXXMBAHICTb, ane 40 Cux nip nae AMCKycCis npo ponb rpubHMX NpioHiB B doisionorii opraHiamy-rocnogaps i poni B eontouii [12].
3'AcyBaHHA MexXaHi3MiB PO3MHOXXEHHS NPIOHIB rpnBiB BUABMUIIOCSA BaXXNMBMM A1151 PO3YMiHHS aHanoriYHMX npoLeciB y ccaBLiB.

[1pioHNK

BukoHyBaB y4eHb rpynu Nel12






[1pioHi (aHrn. Prion Big protein «DIfTOK» +
infection «iIHQPEKLIA»; CITOBO NpeanoXeHo B
1982 rogy CteHni lNpysiHep [1]) - Ocobnueui
KIac iIHPEKLINHIX areHTiB, NpedcTaBneHnx
Ginikami 3 aHOManbHO TPETIHHOI CTPYKTYPOIO U

HE MICTATb HyKJ'IeIHOBI/IX KNCI1O0T.

le

NONOXEHHA NexXntb B OCHOBI I'IpIOHIB rinoTeasi
[2], oOHAK OTHOCUTENBLHO CKnaay NPIOHIB € U

IHLLI TOYKM 30pY, CM.



[pioHn 3aaTHI 30inbLLYBaTK CBOIO
YMCENbHICTb, BUKOPUCTOBYHOUMN (PYHKLLIT KNBUX
KMITUH (B LbOMY BIOHOLLEHHI MPIOHN CXOXi 3
Bipycamu). ['pioH - Lie 6inok 3 aHoMarnbHOHo
TPETUHHOI CTPYKTYPOLO, 30aTHUU KaTanidyBaTu
KOH(pOopMaLMOHHOE NepeTBOPEHHSA
rOMOJIOrMYHOro MOMY HOpPMaribHOIo
KNITUHHOrO Oinka B cobi noaidoHuN (NpioH). Ak
npaBumno, Npu nepexopi Oirika B NpioHM CTaH
MOro a-cripari NepeTBoOpPIOOTLCA B 3-LLUapw



3'aBUNNCS B pe3ynbTaTi Takoro nepexoay
NPIOHN MOXYTb B CBOI Yepry
nepebynoByBaTu HOBI MONEKyNu DInka;
TakMM YMHOM, 3anyCcKaeTbCs NaHLrosa
peakuis, B X0l AKOI YTBOPHETLCS
Benmn4yesHa KifnbKICTb HeENpaBuUnbHO
3rOpHYTUX MorneKkyn [3]



* Bci Bigomi NpioHN BUKNKMKaOTb pOpMyBaHHS aminoij -
BinKoBUX arperarTis, L0 BKITHOYAOTb LLiNTbHO YNakoBaHi
B-wapun. AMinoian npeactaBnstoTb coboto Qidbpunu, Lo
POCTYTb Ha KiHUSIX, @ po3nom didpunu npmnssoanTb A0
NOsiBM YOTUPLOX 3POCTarUMX peLlT. [HKybauinHmumn
nepioa NpioHiB 3aXBOPHOBaHHS BU3HAYaETLCH]
LUBMAOKICTIO €KCMOHEHUIarnbHOro 3poCTaHHs KinbKocTi
NPiOHIB, @ BOHA, B CBOIO Yepry, 3anexuTb Bif LWBMAKOCTI
NiHIMHOro POCTY | parmeHTauil arperartis (idpun) [4].
[1ns po3MHOXEHHS NpoHa HeoOXiaHO BUXIaHE
HasIBHICTb HOPMarbHO NOKNaAeHOoro KNiTMHHOIO NpIoHIB
Oinka; opraHiamu, y sIKMX BiACyTHA HOpMarnbHa hopma
NpioHiB Oirika, He CTpPaXXaatoTb MNPIOHH]
3aXBOPHOBAHHAMM.



* [1pioHn dpopma binka Haa3BNYaNHO
cTabinbHa | HAKOMNYYETBLCA B YPaXKeHin
TKaHWHI, BUKINKAKOYM 11 NOLWKOIKEHHSA |, B
KIHLLeBOMY paxyHKYy, BiaMUpaHHA [5].
CTabinbHICTb NMPIOHIB OpMK O3HAYaE, Lo
NPIOHU CTIUKI 40 AeHaTypaduil nig aieto
XIMIYHUX | PIBUYHUX areHTIB, TOMY 3HULLUTU
Ll YaCTUHKN abo CTpMMATK IX 3POCTaHHS
BaXXKO. [1pIOHN ICHYIOTb B AEKINbKOX
doopmax - Wtamax, KoXeH 31 3nerka
BIAMIHHO CTPYKTYpPOIO.



['pioHN BMKNMKaKOTb 3aXBOPIOBAHHS! - TPAHCMICUBHI
ryodacTi eHuedganonartii (TI'E) y pisHnx ccasuis, B
TOMY 4ucni rybyacry eHuecbanonaTno BENUKOI
poraTol Xyqobu ( «kopoB'sYMKN CKas»). Y NoanHU
NPIOHU BUKIMNKaKOTb XBOPObY Kpentudenbara -
Akoba, BapiaHT xBopobu Kpentudenbarta - Akoba
(vCJD), cnHapom 'epctmaHa - LiTpayccnepa -
LLieiHkepa, atanbHy ciMeniHy 0e3COHHs | Kypy [6].
Bci BiooMi NpIOHHI 3aXBOPtOBaHHSA BpaXatoTb
rOfTIOBHUM MO3OK | IHLI HEPBOBI TKAHUHW, B AaHU
Yyac HEBUMIKOBHI i B KIHLEBOMY MiACYMKY
CMepTEnbHI [7].



Bci Bigomi NpioHHI 3aXBOPOBaHHSA CCaBL|IB
BUKIMKaOTbLCA b6inkom PrP. loro doopma 3
HOPMarbHOI TPETUHHOI CTPYKTYPOIO
Ha3nBaeTbcs PrPC (Big aHrin. Common
«3BUYanHMN» abo cellular «kKNITUHHUWY), a
IHJbeKuUinHa, aHoMarnbHa popmMa Ha3nBAETLCH
PrPSc (BIg aHrn. Scrapie [CKpenni] «no4yecyxa
OBelb», 0OgHe 3 NepLUInx 3axXBOpoBaHb I3
BCTAHOBNEHOLO NMPIOHIB npupoaoto) [8] [9] abo
PrPTSE (BI4 aHrn. Transmissible Spongiform
Encephalopathies) [10].



* Binku, Wo yTBOPIOOTL NPIOHU, BUABIEHI 1Y
aesknx rpmbis [11]. binbLlwicTb NPIOHIB
rpndiB HE MalOTb MOMITHOIMO HEraTUBHOIO
BMNJIMBY Ha BUXKNUBAHICTb, ane 4o CUX nip
nae gMcKycia npo ponb rpPUOHMX NPIOHIB B
doisionorii opraHiamy-rocnogaps i poni B
eBosntouil [12]. 3'acyBaHHA MexaHI3MIB
PO3MHOXXEHHSA NPIOHIB rpnbiB BUABUITOCH
BaAXXNMMBUM ONA PO3YMIHHA aHaNor4Hux
NpoLuecCiB y ccaBUIB.



« [1akyto
« 3a yBary



