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BBenenue

Psan meiiponereHepaTHBHBIX 3a00NEeBaHUI
(ryOuaTbIx sHIIE(amonaTuii) yeaoBeKa U APYTuX
MJICKOTIM TAIOIINX CBSI3aHBI C OEITKOBOW MH(EKIIN-
eil. K uncnmy Takux OoneszHel OTHOCATCS: Kypy,
cemeliHas OecconHuna, 6one3np [epmrmana-
Tpeccnepa-Llaiinkepa, 6one3np Kpoiindens-
na-Sko0a y sroziel, a Tak:ke ObIYbs TyOdaTas 3H-
nedanonatus ("KOpoBbe OCMICHCTBO'), CKPATIH Y
OBEll, KO3, OJICHEH, MBIIIEH, XOMSIKOB M JIPyTUX
XKHUBOTHBIX (1).

Konnenuus nproHoB — HHPEKINOHHBIX Oe-
KOB, TIEPEHOCSIIMX 3TH 3a00JeBaHuUs, TIOHAYATY
Ka3aJ1ach JOCTaTOYHO OE3YMHOH IS TOTO, YTOOBI
B KOHIIE-KOHIIOB 3a ee obocHoBanue C. [Ipycune-
py Bpyumiu B 1997 1. HoGeneBckyto nmpemuio (2).
Taxast KOHUEIIH KOCBEHHO MoApa3yMeBana He-
KOTOpBIF MEXaHU3M BOCIIPOU3BEACHHS OEIKOB. 3TO
nporuBopednio LieHTpanbHoOi JorMe MoeKyIsp-
Hol Ouonoru# (3), B OCHOBY KOTOPOW TTONOMKEHBI
MaTpHUYHbIE IPOLIECCHI: PEIUINKALIKS, TPAHCKPHII-
LHS1, TPAHCIISILIMSL, OTBETCTBEHHBIE 33 BOCIIPOU3BE-
JIeHUE U pean3alfio TeHeTHIECKo HH(pOpMaLHH.

KondopmanuonHbie MaTpulbl

B nelicTBuTENBPHOCTH KOHIICTIITUS TIPHOHOB
TUIIb gomonHuia lleHTpanpHYIO AOTMY
(cMm. puc. 1) (4), MTOCKONBKY BCKOPE BBISCHU-
JIOCh, YTO HET IPUOHA 0e3 CTPYKTYPHOTO TeHa.
B 10 ke Bpems Ha ypoBHE Oellka AeHCTBUTEIb-
HO paboTaeT MexaHH3M BOCIPOU3BEICHUS, HO
HE aMHUHOKHCIIOTHON TOCIEeq0BaTENIbHOCTH, a
koHpopManuu. EMUHOKIBI TOMaB B KIETKY
(TeM mIM WHBIM CIIOCOO0M), OEIOK-TIPHOH Tie-
pecTpanBaeT BHOBb CHHTE3UPOBaHHBIE TOMOJIO-
TUYHBIE MONUTIETTUIHBIE IETTH CBOETO KIIETOU-
HOTO TIPEAIIeCTBEHHUKA "TI0 cBOeMy 00pasy u
momo6uio". TakuM 0OpazoM, 3TO TOKE MaTPHUU-
HBIH mpo1iecc.

» benok

benox

Puc. 1. llentpanpHas jorMa MOJIEKYJISIpHON OnoIo-
run ®@. Kpuxka (ITo: (3) ¢ nononnenuem (4)).

B otnuume ot LlenTpanbHOM JOrMBI, B KOTO-
po¥i paccMaTpPUBAOTCS JIMHEHHBIC MATPHIIBI TTOC-
JIeAOBATENLHOCTH, WM MaTPULBI TIEPBOTO POJA,
3[1eCh MBI IMEEM JIENIO C MaTPHUIIAMH TIPOCTPaH-
CTBEHHBIMH, HJTH KOH(POPMAITMOHHBIMH, — MaTPH-
[1aM{ BTOPOTO POJa.

Martpuiisl mepBoro poaa JeKaT B OCHOBE
BOCIIPOH3BENICHMS], a TAKKE Pean3aliy TeHEeTH-
yecko mHGpopMaruu. MaTpuilkl BTOPOTO poaa
MPEUMYIIECTBEHHO PabOTalOT Ha YPOBHE pealin-
3aIlli¥ TEHETUIECKOW HH(POPMAIINH B TPAJTUIINOH-
HOM ITOHMMAaHHH 3TOTO TEPMHUHA, TOYHEE — ITOCIIe
Tpaucanun. [TompobHee 0 MaTpUIHOM TPUHIIH-
e B OMONOTUY H3IIOKEHO B padore (cMm. (5)). Tem
HE MeHee MaTPHWYHEIE TPOIECCH BTOPOTO poaa
JAIOT MPUMEpPhl MEXaHW3MOB HACIEOBAHUS B
MHUTO3€ U Mei03e, MPUMEpPHl I3MEHINBOCTH, Ha-
MOMUHAIOLIEH MyTallMOHHBIA IIpoLEecc. DTH CO-
OBITHS 1 MEXaHU3MBI CIIEYeT KIacCu(UITUPOBATh
KaK DTIUTEeHETHIEeCKUE.

1100 snuzenemuxoti Mol 6y0em NOHUMAMb pas-
JIUYHBLE MEXAHUIMbL HACTIEOCHEEHHOCIU U USMEH-
YUBOCHIU, TULUUL KOCBEHHO CEA3AHHBLE C KOOUPO8a-
HUeM HAC1e0CmBeHHOU UHopmayuu 8 8ude HyK-
sneomuonvix nociedosamenvrocmeii JIHK (PHK).
Bcnen 3a PH. UypaeBpiM UX MOXKHO Ha3BaTh He-
KaHOHUYECKIMH MEXaHIN3MaMH{ HaCJIeACTBEHHOC-
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TU 1 IBMEHYUBOCTH (cM. (6)). PazHooOpasue srx
MEXaHU3MOB, BUAUMO, BEJTUKO: OT MOAU(HKALIIH
(metunupoBanus) ocHoBanuit 8 IHK mo mocr-
TPaHCISLMOHHBIX NepecTpoek OenkoB. Ha mocnen-
HEM MEXaHH3Me MBI OCTaHOBUMCS Oonee moapoo-
HO, OTTAJIKMBAsICh OT SIBJICHHS MPHUOHU3ALNH U
MOCTIEAYIOLIETO "pa3MHOXKEHUS'" TPHOHOB.

IIpuons! Apoxxken
KaK Mo/ieJIbHasl JNMTeHeTHYecKasl cucreMa

MexaHHU3MBI, JISKAIIMEe B OCHOBE IPHOHM3A-
WU OCTKOBOW MOJEKYJIBI, O-BUAUMOMY, IIHPO-
KO pacrpocTpaHeHbl B mpupozae. GeHomen npu-
OHOB - JIMIIIb KpaiiHee UX MPOsBICHHUE, KOTOPOE
YAOOHO MCCIIeNoBaTh. ITO PEHOTHII, O€3 KOTOPO-
ro TeHeTHMYEeCKUH aHajIn3 HEeBO3MOXKEH. TeM He
MEHee J1aKe TOT, T0-BHANMOMY, YaCTHBINA (eHO-
MEH XapaKTepeH He TONBKO I MIISKOITUTAIOIIHX,
y KOTOpPBIX OH OOHapyKeH BIEPBbIC, HO H JJIS
HUBILINX 3yKapuoT - rpuboB (Tabm.). Haubomnee
mopoOHO OH HcCienoBaH y npoxkeit (7, 8). B
MOCIETHEM CIydae IPUOHBI IPEICTABISIOT CO00i
LUTOIUIa3MaTHYECKHUE HACIIEICTBEHHBIC AeTEPMU-
HAHTBI, YTO CO3AET OIpEACCHHbIC MPerMYyILe-
CTBa JUIsl MX UcchenoBaHus. Jpyrum ymoOHBIM
CBOMCTBOM JPOXCKEBBIX IPHOHOB SIBIISIETCS BO3-
MOXXHOCTB VX 3ITUMHUHAIIUU U3 KIIETKU TPH BBI-
palmMBaHuu Jpoxokeil Ha 5 MM xuopuie ryanu-
muHa (I'TX) (9).

Tabrnuya
[Tprons! TpHGOB
IIpuon
(proHOMOIOOHBIN l'en Bugsr
JICTEPMHHAHT)
[PSI'] SUP35 | S. cerevisiae
[URE3] URE2 S. cerevisiae
[PIN'] RNQI | S. cerevisiae
[Het-s] Het-s P. anserina
[ISP] ? S. cerevisiae
[ASP"] 27 S. cerevisiae

[TonoOHO mpHOHAM MIIEKOHUTAIOIINX MpPH-
OHBI TPUOOB MPEACTABIAIOT OO0 KOH(pOpMAIH-
OHHBIC BAPUAHTHI OOBIYHBIX KJICTOYHBIX OCITKOB.
[TocnenHme MOTYT CIIOHTaHHO IPETEPIIeBaTh KOH-
(hopMmarinoHHEIE TIepecTpoiiku (oboramieHne
[3-crosimm ), TIOCITE 9ero OHU IPHOOPETaroT PSI HO-

BBIX CBOWCTB, MPEXKJE BCEro CIIOCOOHOCTH K ar-
peranuu 3a cyeT B3auMOIEHCTBHS 3-CI0eB U 00-
pa3oBaHUE TaK Ha3bIBAEMBIX AMHJIOUIOB (CBOETO
poza mporecc OMOIIOrHYECKO KPUCTAJUIN3aLuu
C TIEPEXOIOM B HEPAacTBOPUMYIO (popMy), cTaHO-
BSITCSI KHUCJIOTO- U MPOTEa30yCTOHUYMBBIMH
(10, 11). ITpr 5TOM YaCTUYHO WIIH MOITHOCTBIO Te-
psierca coOcTBeHHas! (pyHKIMOHANbHAS AKTHUB-
HOCTh NpUOHM3YIomuXcsa OenkoB. Kierka nmm
OpTaHM3M CTaHOBSITCA ASEKTHBIMU 1O GYHKIMH
Oenka-TpeanIecTBeHHNKa IpUoHa. Takue mpeoo-
pa3oBaHUs MOBTOPSIOT (DEHOTHUIT MYTAaHTOB, KO-
TOpBIE MOT'YT BO3HUKATh 110 COOTBETCTBYIOILIUM
CTPYKTYpHBIM TeHaM. Jlenenus TaKoro CTpyKTyp-
HOT'O TeHa HJTU €ro 4YacTH MPUBOIUT K HEBO3MOXK-
HOCTH "BOCIIpoHn3BeeHus " mproHa. Bee 31o Mok-
HO IPOMJUTIOCTPUPOBATH Ha MpHUMepe Haubomee
paspaboTaHHONH MOIENN MPHOHHU3ALMH: CTPYK-
TypHbIii Ten SUP35 / npuon [PSI] y apoxokeit
Saccharomyces cerevisiae. LlutonnasmMaTnaeckuit
HaclleCTBEHHBIN (axrop [PSI"], mposBIsIOLIMIA-
Csl KaK OMHHUIIOTEHTHBIH HOHCEHC-CYNpPeccop
(cMm. (8)) (a Takke cympeccop HEKOTOPBIX CIIBH-
roB cuuTbIBaHus (12)), sSBAsSETCS MPHOHHON U30-
¢dopmoii Oenka-pakTopa TEPMUHALIMK TPAHCIIS-
uuu eRF3 - npoxyxra rena SUP35 (puc. 2). Usz-
BECTHBI CTPYKTYpHBIe ocoOeHHOCTH eRF3, oTBeT-
CTBEHHBIE 32 [IPOLIECC MPUOHU3ALINH, 10 KpaiHeH
Mepe, HEKOTOphIE LHC- M TPaHCACHCTBYIOLINE
(akTophl, HEOOXOMUMBIE VIS ITOTO IMpoLecca.
3a npuoHu3aLuio oTBedatoT M- u N-1oMeHbI
aTorO Oenka (puc. 3), oOoraleHHbIE aCTIaparnHOM,
[IIyTAMHUHOM U JPYTMMH aMUHOKHCIIOTaMH, CIIO-
COOHBIMU 00Pa30BBIBATH [3-CIIOH, B3aMMOICHCTBY-
IolIME B AaNbHENIeM mpyu (OpMUPOBAaHUM arpe-
raroB (nanee oba 3T ToMeHa OymyT 0003HauEHBI
MPOCTO KaK 00beMHEeHHBIH N-10MeH ). C-T0MeHbI
IIPU 3TOM HE B3aMMOJCIHCTBYIOT M HAalIPaBIICHHI B
CTOPOHY OT aMHJIOWIHOTO TsDKa, KOTOPBIH mpen-
CTaBJIsIeT COOOM TeperuIeTeHHbIe HaHOTPyOKkH (13).
C-nomeH oTBedaeT 3a (QPyHKUHIO TEpMUHALUU
tpancmsimmu (14). Ero nemenus neranpHa. J{ome-
Hbl N 1 M MOXHO ynanate. 910 HE IPUBOIUT K
JeTalbHOMY 3(QEeKTy, HO MPEMNATCTBYeT IPHUOHU-
3anuu (15). ['eHeTnyecKkre KOHCTPYKIINH, O0BEIN-
Hstomre NM-10MeHbI ¢ APYruMH OelKamH, Jiesa-
0T UX CIIOCOOHBIMH K mpHoHM3anuu. OTcrona u
Ha3BaHME "TPUOHUBYIOIIUIT" IENTUA.
[IproHn3anuio cregyer paccMaTpuBaTh Kak
MHOTOCTaJIMIHBIN TIporecc (puc. 4): BKIIOUAIO-
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| SUP3S |
KJIETKM |psi-| '®) *
0O 8
uPHK adel-14 ‘ ‘
A O_ o

DyHKIMOHATIbHbIA Ge10K
Sup35 y3HAET CTON-KOIOH
UGA, BO3HUKILUN HA MeCTe

3HaQYAIICTO. l

B pesynwrare cnaresupyercs
ycedeHHbI He(y HKUMOHA b~
HEIH 6eok Adel w mporokn
HE pacTyT Ha cpene 0e3
aJICHUHA

Puc. 2. Honcenc-cymnpeccust — pEHOTUINYECKOE TPOSIBIICHUE NPHUOHNU3AINN
(baxropa TepmuHanuu Tpancisnun eRF3, kogupyemoro renom SUP3S y npox-

xelt Saccharomyces cerevisiae.

Hpnonusupyromuii nomen:  lpuonusupyromuii fomen:
HeoOxoanm ang uuaykuuu v HeoGxoaum s
TTOAASPIKARAS TIPHOHHOH JKH3HECTIOCOOHOCTH 1
wzodopmet [PST] TePMUHALMH TPAHCITALH

1 254 685

IToBrOpEI 97
(PQGGYQQ-YN)

ar | o] v | s [ |

6 28 41

| QN-Tpakrt

Puc. 3. Ctpykrypa rera SUP35 u 6enka eRF3 y npox-
xert Saccharomyces cerevisiae.

LIM{A CTaauI0 MHULUALMH, O KOTOPOIl MBI UMEEM
CMYTHOE NIPEACTABICHHE, U CTaJUH POCTa U pas-
MHOXEHHsI IPUOHHBIX arperatoB. llocnenuuii
3Tarn 00yCIIOBIECH OTIIEIIJICHUEM OT KPYIHBIX ar-
peraTtoB OJMTOMEPOB MEHBLIErO pasMepa — Tak
HazbIBaeMbIX ceMsH. [locienaue nonazaioT B 10-
YEepHUE KIIETKU M CIIyXKaT 3aTPaBKOW AJsl pocTa
HOBBIX arperatoB. Tak IpoMCXOAUT pa3MHOXKEHUE
npuoHa. B aTom mpouecce Bexymias poib mpu-
HaJUISKUT LIanepoHam, npexne Bcero Hspl04,
"oTrpeI3aronieMy” CeMeHa, a TaKKe OJHOMY U3
OenkoB Ssa — Hsp 70 (16). IIpu sxenaHun MOXXHO

KjeTku |PSTY|

uPHK adel-14

IIpuonnsle arperarbl Sup3S
He y3HatoT cTon-kosioH UGA,
Y OH MPOYMUTHIBACTCS KaK
3HAYAIINH.

B pesynsrare cunTesnpyercs
[OJHBINA (PYHKUMOHATbHbIN
Oenox Adel M ApOKKH PacTyT
Ha cpeje 0e3 ajeHuHa

YBHJIETh arperathbl IPOrKKe-
Boro mpuona [PSI], ecnu
CIUTh MPHUOHUIYIOUIHH
MENTH]T C 3€JCHBIM (ITFO0-
peCIHUPYIOMUM OCIKOM
GFP (puc. 5).

[Ipoananu3upoBas aMu-
HOKUCIIOTHYIO CTPYKTYPY
M3BECTHBIX MPUOHU3YIO-
mux nentuaos, Jx. Beiic-
cMaH 1 M. Muuenud cocra-
BHJIU CITMICOK OEJTKOB JIPOXK-
’Keil, 000raleHHEBIX ITOBTO-
pamu acriaparuHa v IiryTa-
muHa. Takue Oenku sBIIS-
FOTCS MOTEHI[MAJIhbHBIMU
MpUOHAMH. Y IPOXOKEH B
9TOT ciMcok monano 107
OCJIIKOB, YTO COCTaBIISET
okoo 2 % Bcex UX OEIKOB,
a 'y npozo¢uisl 472 Genka,
YTO COCTAaBJIAET OKOJIO
3,5 % Bcex ee 6enkoB (17).
JlJiss HEKOTOPBIX OCIKOB M3
"criucka BeliccmaHa" yxe
MOKa3aHO, YTO UX MPUOHHU3YIOIIHUN TETITH]I, TIPU-
coequHeHHBIH K ¢RF3 BMecTo cOOCTBEHHOIO
N-nmomena, obecrieunBaeT ero MpUOHU3AHIO.
Uwcito noTeHnnaIbHbIX TPHOHOB, BUUMO, HE UC-
yepnbiBaercs ""crinckoM Beiicemana". K mpuonu-
3aIli¥ MOT'YT OBITH CITIOCOOHBI ¥ OEJIKH HHOTO aMH-
HOKHCIIOTHOTO COCTaBa.

IIpuoHHbIE ceTH

[IproHn3anus oraenbHOro Oenka — 3TO He
W30JIMPOBAHHOE COOBITHE, A, CKOpEe BCETO, OTpPa-
KEHHUE CYIIECTBOBAHMS HEKOTOPBIX MPHOHHBIX
ceTreid, MPOHMU3BIBAIOIINX KJIeTKy. Ha 310 yKa3bl-
BAaeT 3aBUCHUMOCTH MOSIBIICHUS] ONHUX IPHOHOB OT
HAJIWYHS APYTUX.

Tax, npuoH [PSI] He MOKET MOSABUTHCA B KIIET-
Ke, €CITH B Hell Her ipyroro npuoHa - [PIN] - Prion
inducibility (cm. Tabm.). [PIN] - IpOmyKT CTPyK-
TypHoro reHa RNQ1 (18, 19), dyHkums koTopo-
ro moka He u3BectHa. Ero maeHtndunuposamu
IIPH TOTAJIbHOM CUKBEHHPOBAHUU T'€HOMA APOXK-
xert. @yakuun [PIN] B oOpazoBanuu [PSI] mo-
I'YT BBIIONHITh U HEKOTOpPHIE APYI'HE MPUOHBI
npoxokeit (18). Takum 06pazoM, MPHOHHBIE CETH,
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benok-mumens
B HOPMAJTBHOI (pacTBOPHUMOIt)

benok (1omen) KoH(OpMALTH
— VHAYKTOD
B PACTBOPUMOIA
koHpopMalu o o |
UHHIHALHS TeTepokonpron
Konpuon
Q‘IE Kousepeus T'ereponpuoH
T'omonpuon
OnuromMepHbIe «3epHay Poct KpynHble arperarbt
+—
JlpoGaenue

|

Hacneayemebiii npuox

Puc. 4. TlocnenoBaTenbHble CTaAUU MPUOHU3ALUU
KJICTOYHOTO OENKa-IIPEAIIeCTBCHHNKA MIPHUOHA.

KIeTKH [psit]

PactBopumblie Mmonekyibl Sup35SN-GFP
PABHOMEPHO paclpeIesIIoTCs 110 UTOIIIa3Me

KaeTku [PST]

Tpronnsie Monexynsl Sup35N-GFP o6pazyror
OJALIKY arperaros

Puc. 5. Busyanuzanusi IpUOHHBIX arperaTtoB B KJIET-
Kax JpOXKKEH.

WM KacKaJ IPUOHU3ALNH, — 9TO OTpaKeHHE pe-
AIBHOCTH CHCTEMBI IIPOTEOMa B KJIETKE, KOTAa
W3MEHEHUSI OTHOTO OeJKa CKa3bIBAIOTCS Ha CTPYK-
Type u QYHKIUSIX Apyrux OenkoB. CrenoBarenb-
HO, IPUOHH3ALIUS — 3TO B3aUMOZIEHCTBHE HE TOJb-
KO TOMOJIOTHYHBIX, HO U TeTEPOJIOrMYHBIX MONH-
nenTuaoB. TOYHO TaK K€ MOKHO TOKa3aTb, YTO
CYILIECTBYET HE TOJHKO B3aWMOCBS3b MPUOHU3A-
LUS-TIPHOHHU3AINS, KaK B CIIy4ae IPUOHHBIX Ce-
Teil, HO M MyTalus-npuoHn3anus. Tak, Ha (one
HEKOTOPBIX MyTalui sup35 BO3HUKAIOT (WU Ce-
JEKTHPYIOTCS) MPUOHOMONO00HBIE (aKTOPHI
([ISP], [ASP]) - anTHCYmpeccopbl. ITO HEXPO-
MOCOMHBIE JeTepMUHAHTHI, n3ronsemsie ['TX u
IO PsIy CBOMCTB OYEHB IOXOXKUE Ha MPUOHEI (20,
21). [IpaBaa, X CTPYKTypHBIE T€HBI €11Ie HE UICH-
TU(HUIUPOBAHEI.

OOcyxaast mpobieMy NPUOHHU3AIMN OEJIKOB,
clleyeT MOMHHTD, YTO B HACTOALIEE BPEMs MBI
"uiem 1oz poHapeM, a He Tam, e norepsutn”. B
HaIlleM PacIOpsLHKEHUH €CTh CyIPECCOPHBIN (eHO-
THII, COTMPOBOXKIAIOUINI MpeBpalieHne Oenka
Sup35p B npuon [PS]]. 3a 3TUM mpeBpalleHuEM
JIETKO CJeauTh. B TO Ke Bpemsi H3BecTeH psil Kile-
TOYHBIX TPOLIECCOB U CTPYKTYP, CBI3aHHBIX C IIe-
PECTPONKOI ORITKOB TN X KOMILTEKCOB. Cpey HUX
JMHaMUKa LIUTOCKeleTa — cOOpKa v pa300pKa MHK-
porpydouek, cOopka 1 pa3dopka sIepHOH 000I0d-
KU B K2KZIOM MUTO3€ BBICIIINX 3YKapHOT (IpOxoKamM
B 9TOM OTHOLIEHHH MEHBIIIE I0BE3JI0, Y HUX MHUTO3
1 MeHO03 MPOUCXONAT MO 3aKPBITOMY THITY U SIEp-
Hast 000I04YKa HUKOrda He ucyesaeT). [locnenHee
BpeMsI LIUTOJIOTY Bce yalue oOpaliaioTes K pac-
CMOTPEHHIO KJIETOYHOTO SApa KaK CBOCOOPa3HOro
aHCcaMOITsl CaMOCOOHMPAFOIIUXCS M pa3OMpParoIInX-
sl MUKPOKOMIIAPTMEHTOB, CO3AIOIIIX CBOETO pozia
XPOMOCOMHBIE TEPPUTOPHH M STIUTECHETHYECKH Pe-
I'YIUPYIOIINX U PEIUIMKALNIO, 1 TPAHCKPHUIILIUIO
(cm., Harmpumep, (22)). K gucny Takux mporeccos
OTHOCHTCS ¥ 00pa30BaHKE CIIalIcpUHA — HUTEH Ha-
YTUHBI ayKooOpa3HbIX (23). D10 BCe MpoLEecchl
CBOEOOpa3HON OMONOrNYecKoil KpHCTaJUIN3aLuy,
O4eHb HAITOMUHAIOILIE TPHOHN3ALHIO.

To ectb, roBopst "mpuOHU3ALHUS", CIETYET
MOMHUTb, YTO 3TO, [10-BUMMOMY, JIUIIL YaCTHOE
MPOSIBIICHHE MEXaHMW3MOB OoJiee IIMPOKOro OHo-
soruaeckoro 3HaueHus. K coxanenuo, yame Bce-
'O 3TH IPEBPALIEHHS HE COITPOBOXKIAIOTCS YETKU -
MU (PEHOTUITMUECKUMH U3MEHEHHSIMU, 32 KOTOPBI-
MH MOXHO OBIJIO OBI CIIEANTH B HKCIIEPUMEHTE.
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K nporeoMmHOMY KOHCTPYHPOBAHUIO

Curtyanus, mpaBaa, He Oe3HanexHa. Ha mep-
BBIX [TOpPax MOKHO HCITONB30BATh IPHOHBI APOK-
JKel KaK MOJENIbHYIO SMTUTEHETUYECKYIO CHUCTE-
My, B KOTOPO MOKHO KOHCTPYHPOBATb HUCKYC-
CTBEHHBIE OCIKOBBIE CTPYKTYPBI, OTTaIKHBAsICh
OT TOTO, YTO MBI YK€ 3HAaeM O MPHOHU3ALUU U
ee mexann3Max. [lonavany ciemyer onupaTbCs
HAa TOT )K€ CYIPECCOPHBIH ()EHOTHII U Aajiee KOH-
CTPYHPOBATH CTPYKTYPHI C IPENCKa3yeMbIMU (pe-
HOTUIaMH. MBI HauaIu KOHCTPYHUPOBATh UCKYC-
CTBEHHBIE OEIKOBBIE CTPYKTYpPBI, HCIOIB3YS
cOopky nproHa [ PSI] kak TOTOYHYIO THHUIO, TIhI-
TasiCh PEICKa3aTh PE3yAbTaThl HAllero BMela-
TEJIbCTBA B 3TOT MPOLIECC.

Hanomuum, uto nmpu 00pa3oBaHUH aMHIIO-
uAHBIX (uOpUIUT B Xome mproHU3auuu (Hakro-
pel eRF3 B3anMONEICTBYIOT TOMBKO CO CBOMMHU
N-momeHamH, B TO BpeMs kKak C-I0MEHBI B 3TOM
B3aMMOJICHCTBUH HE y4acTBYIOT (CM. pHc. 3). MBI
peunuid 3ameHuTh C-10MeH Ha OeloK, MMero-
LMK YeTBEPTUUHYIO CTPYKTYpY (Ade2p), To ecTh
COCTOSIIIMI U3 UACHTHYHBIX CyObeIMHHII, U TEM
caMbIM 3aCTaBUTh B3auMojelcTBoBaTh U C-10-
MeHbI. CKOHCTPYHUPOBaIA THOPHIHYIO CTPYKTY-
py SUP35NM-ADE?. Ecnu BBeCTH TaKyrO KOH-
CTPYKLHIO Ha IJIa3MHIE€ B HOPMAJIbHYIO KIETKY
¢ 00braHBIMH SUP35 u1 ADE2 B TeHOME, TO MOXK-
HO OKMJaTh 00pa30BaHUsl TPOHCTBEHHOTO KOM-
miaekca. 3xech OyAyT B3aUMOAEHCTBOBATH U
N- u C-nomensr (puc. 6).

JomKHO U 3TO 00NeryuTh oOpa3oBaHUE
npuoHa? CorjlacHO HallUM MpencKa3aHusM,
JNOJDKHO W, CyAsd IO JaHHBIM DKCIIEPUMEHTA,
TaK ¥ MPOUCXOAUT. DTO BhIpaxkaeTrcs B Ooiee
s dexTuBHON MpHUoOHU3aNHU (haKTOpa TEPMU-
HalWM¥ Ja)ke IPU YMEPEHHOM HKCIIPECCUU THO-
PUIHON KOHCTPYKLUHH — NIPHU BBEACHHUH €€ B
KJIETKy Ha LeHTpoMepHOH muasmupue. Ilpu
9TOM HabIomaeTcs BRICOK0d P (heKTUBHAS HOH-
CeHC-Cylnpeccus, 4ero He ObIBaeT MpHu BBefe-
Hun SUP35 Ha LUEHTPOMEPHOU MiIa3MHUIE.
[IpaBna, cormacHo puc. 6, cienyer OXKHAATH
o0pa3oBaHUA HE CTAHJAPTHOIO NMPUOHA, a
"ypoma". DTUM, MO-BUOUMOMY, OOBSICHSIETCS
TO, YTO HAacClEJOBAaHHUE TAKOTO HEOOBIYHOTO
reTeporpuona Hapymaercs (24).

A b
N -
pp— mOm N
- N
N mem N X
— N RSN
N —
N o ~
e N N mem N
N e X
o N N S
Nl . N
- N el N
E HCY | pom N N
L] NE N mem
-
mom N
Tomonpron [PS[+] Tomonpuor [PS[+] Sup35/Sup35NM - Ade2/Ade2

Puc. 6. Cxematnueckoe m300pa’keHUE B3aUMOJICH-
CTBHS JOMEHOB IIPY 00pa30BaHNH aMUIIOUIHBIX (HHO-
pHIT  OOBIYHOTO JPOXKIKEBOTO TOMOINpPHUOHA
[PSI]-iponykra rena SUP35 (A) 1 TpoHHOTrO KOMII-
JIeKCa — TeTepONPHOHA, CojeprKatero oenku Sup35Sp,
Sup35N-Ade2p u Ade2p, B KOTOPOM MOTYT B3aHMO-
JericTBoBaTh Kak N-, Tak U C-J10MeHBI OCITKOB.

3akjoueHue

[Touemy 3T0 BCce MOKET OBITH HHTEPECHO B
obmiebnonornueckom miane? Bo-nepBoix, mo-
TOMY 4YTO YIOMSIHyTbl€ MaTpPUIIBl IIEPBOrO U
BTOPOIr'0 poJa HaBEpHSAKA B3aWMOICHCTBYIOT
Mexay coboi. Hanpumep, npuonusanus dax-
Topa TepMUHaN UK TpaHcasuuu eRF3, konupy-
emoro reaoM SUP35, - 3To MOoAenb TaKoro
(XOTs1 M KOCBEHHOTO0) B3auMozneicTBus. U mo-
CJIEACTBHS 3TOTO B3aUMOJACHCTBUS U3BECTHBI —
HOHCEHC-CYIPECCHsI U CYNPEcCUss HEKOTOPBIX
MyTauuid Tuna "CIBUT paMKH CUUTHIBAHHSA'".
To ecTp yBelIMuYHMBaeTCS 4acToTa OIMIMOOK
TpaHCISILUU WU, IPaBUIIbHEE, — YPOBEHb HE-
OJHO3HAYHOCTH 3TOT0 MAaTPUYHOIO Mpolecca.
A ecny NMpHOHM3AIUU MOABEPTHETCS OENOK,
YYaCTBYIOIIMH B PEIJIMKALMH WM penapaiu,
unu Oenok xpomaruna? Tak, Hampumep, B
"criucke Beiiccmana" naxomum ¢akrop SWI/
SNF-6en0k, yyacTByrouuii B mpeoOdpa3oBaHHu-
X XxpomaTuHa. Ero npuonusyronwmii nentug 3a-
MeHseT npuoHusyrowuii nentua eRF3, T.e., mo-
XOKe, 3TOT (PaKTOp AEHCTBUTENBHO CIIOCOOEH
NPUOHMU30BAThCs (TIpaBra, MOCIEACTBUS MOKa
He u3BecTHHI). IlockonbKy B3aumMomenCcTBUS
MaTpPUYHBIX IPOLECCOB IEPBOr0 U BTOPOTO
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polla - 3To peallbHOCTh, a He (haHTa3usl, TO ClIe-
JI0OBAaTEIbHO, MOAU(PUKAIMOHHAS W Haclel-
CTBCHHAs! U3MEHYMBOCTh MOTYT OBIThH CBSI3aHEI
HECIy4aitHO, OTHAKO HE B JIAMaPKHUCTCKOM I10-
HSTHU 1eJIeCO00Pa3HOCTH, a B IIAHE B3aUMO-
00yCIIOBIEHHOM 9acTOTHI COOBITUH. BO-BTOPHIX,
ATO HaNpaBIICHHE WCCICIOBAHUN B JCHCTBU-
TEILHOCTH OTHOCUTCS K IIpodiieMe Oenok-0en-
KOBBIX B3auMoneucTBuil. U3BeCcTHO, 4TO Takue
B3aMMOJICHCTBUS 00ECIIEUNBAIOTCS HEKOTOPHI-
MU KOHCEPBAaTUBHBIMU aMHHOKH CJIOTHBIMH TTOC-
nenoBatenbHOCTAMU. Ho ecnmu oHM KOHCepBa-
THBHBI, TO MOYEMY OCJIOK-OCIKOBBIC B3aUMO-
neiictBus crenupuaabl? M3BecTHO, YTO B He-
(hU3UONOTUYECKUX YCITOBUSX MHOTHE OSITKH 00-
pa3yrT aMUJIOUIBI, HAPUMEpP, TOT K€ TeMO-
rJI00WH. DBOMIONNS BhIpaboTaia MEXaHU3MEI,
KOHTPOJIUPYIOIIHE, OTPaHNYNBAIOIINE U KaHa-
JIM3UPYIOIIKE MOJA00HBIC COObITHS. Tak, Harpu-
Mep, CYIIECTBYET CICIUAIbHBIN IIAEPOH IS
rmobuHa (25). Kpome Toro, eCTeCTBEHHBIN OT-
0op ObLT HANTPABIICH HA KaHAIU3AINIO B CTOPO-
HY CIeInu(pUUIECKOr0 B3aUMOJACHCTBUS JaxKe
YHUBEPCAIBHBIX, TPSAHA3HAYCHHBIX JIJIs1 OCTIOK-
OEITKOBBIX B3aMMOJICHCTBUI aMIHOKHUCIOTHBIX
nocienoBaTenbHOCTeR. Tak, yHUBEpPCAIbHBIN
motuB SH3 na1g B3aumoneiicTBUsI OEIKOB CHUT-
HaITbHON TPaHCAYKIMHU CTPOTO KaHAIM3HPOBAH
COCEHIUMH aMUHOKHCIIOTaMHU JUIS Crienuguy-
HBIX B3aWMOJCHCTBHI B OeNKax OIHOTO BHAA
OpTaHU3MOB. A €Cli BBECTH OPTOIOTHYHBIH
0enoK JpYyroro BWAa, 3Ta CHENU(PUIHOCTH YT-
paumBaercs (26). OTo MyTh K TOHUMAaHHUIO YBO-
JOINHU TIPOTeOMa, OaTaHCHUPYIOIIETO HA TPaH!
YHUBEPCAIBHOCTH ¥ cnenuduaHocTu. B-Tpe-
ThUX, MHOTHE COOBITHSA, HapyIIaloIre OanaHc
B IIpoTeoMe, Oy TO MyTaIlM¥ WU IPHOHU3A-
MY B IIHPOKOM CMBICIIE€ 3TOTO CIIOBA MJIH CO-
3llaHW€ TPAaHCTEHHBIX OPTraHU3MOB, TPeOyIOT
KaKOTO-TO Ieprojia 0aTaHCUPOBKHU CUCTEMBI, €¢
crabunuzanuu. Mbl He CIIyd4alHO MPUBOMIITH
MpUMepbl B3aUMOACHCTBHUI: TPHUOHU3 AU -
MPUOHU3AIUA U MyTalus-TIpruoHn3anus. Eciau
MePBUYHOE COOBITHE — TIepecTpoiika (Monmudu-
KaI[MOHHAA) sIAEPHOI 000IOYKH B KAKOM-TO €€
KOMIIaPTMEHTE, TO CIECACTBUEM STOTO COOBITHS
MOXKET OBITHh HapyIIeHNE B3aUMOAEUCTBUS 000-
JIOYKU C XPOMOCOMAaMH, YTO MOTPedyeT KOMITeH-
CaTOPHBIX TEHETHYECKUX COOBITHI, HAITpUMED,
XPOMOCOMHBIX TTepecTpoeK. TeM caMbIM MBI JI0-

TUYECKH MOAXOANM K CUTYallH, O KOTOPOM ro-
Boput B.H. Crernuii(27, 28), u MOxeM 1o-HO-
BOMY B3[JIAHYTH Ha poib MOAU(UKAINI B 9BO-
JTIOLMOHHOM IIpOLECCE.

Astopsl 61aropapsat lOnuio BukroposHy
ComoBy 3a KpUTHUYECKHE 3aMEYaHUs IPH TMPO-
YTEHUH PYKOIIHCH.
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toB CRDF/Muno6pazosanus PO (ST-012;
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