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TpaHcnsayusi — 3TO CUHTE3 0eNiKoBOU

MoneKynbl (nonunenTuaa) Ha maTpuue
n-PHK.

MpoxoauT B uMTONa3mMe KreTku unm Ha
rpaHynsapHoun INC c nomowbro pudocom.

B untonnasme cUHTEe3UpPYLOTCA Oenku
ANA COOCTBEHHbIX HYXA KIEeTKU, 6erkm,
CUHTEe3npyemble Ha IlC,
TPAHCNOPTUPYIOTCA MO ee KaHanaMm B

komnnekc lMonboXXm v BbIBOOATCA U3
KNeTKMU.



CybbesuHuLbl 8
pnbocom



s mpaHcasuuu Heob6xXo00UMbI:

1. UPHK, koanpyrouwana nocnegoBatefnibHOCTb
aMUHOKUCIIOT B nonunenTtuae;

2. pubocomMbl, obpasyrowme NOoNUNEenTuA;

3. TPHK, TpaHcnopTupyrowme aMMHOKUCIOTI
B pnboCcombl;

4. sHeprusa B hopme ATD;
5. aMMHOKMCNOTbI, CTPOUTENbHbLIN MaTepunan;

6. depMeHTbI, MOHLI Mg
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Mecro AKLEeNTOPHbIU Yy4aCTOK
AMHOKAOHOT Ha 3'-KOHLe cnocobeH ¢
= & nomMoLwbI hepmMeHTa
g amuHoayusn-mPHK-

u] [o cuHmemasbl (Kooasbl)
a].[5] Memnnans NPUCOeAUHATL UMEHHO
; ' 3Ty aMUHOKUCIIOTY K

yyacTtky LULA.

MeTnsa ans
KOHTaKTa C

BoaopoaHbie

castam Y kaxxgou
aMWUHOKUCNOTbI €CTb
ceBou TPHK n ceBoun
S cbepmMeHThI,
om0 npucoeguHsarowmne
H aMmunHokucnoty Kk TPHK.




B manoun cy6bbeauHnue pubocombl pacrnonoxeH
¢pyHKUUOHasIbHbIU ueHmp pubocomsbi (PLIP) c
ABYMSA y4acTKaMu — nenmuousibHbIM (OOHOPHbIU
usnu P-caum) n aMuHoauusibHbIM (aKUenmopHbIU
usnu A-caum). B ®LIP moxeT HaxoauTbLCH LWeCTb
HykneotnaoB UPHK, Tpu - B nentTmannbHOM v Tpu -
B aMAdlioaLUIIbHOM y4YacTKax.

Bonsluan cydueamHmua

AMUHOAUUNb-
HBIA UEHTP

(aKuenTopHbLI
n)

NenTnannbHbiia
UeHTD

(AOHOPHBLI
W)

Manas cydneamHnLa 405






Pa3nunyaloT Tpu 3Tana B TPaHCAALUUMN:

NHuuuauusi. CnHte3 6enka Ha4uMHaeTCsa € Toro
MOMEHTA, Koraa K 5'-koHuy nPHK
npucoeanHaeTca manasa cyobeamHmua
pubdocomMbl, B P-y4acToOK KOTOpPOU 3axoauT

MEYPLOHHHAS T RGP R8¢ b

BTopada TPHK, yen aHTMKOAOH KOMNIeMeHTapHO
cnapuBaeTcs ¢ kogoHom MPHK, Haxoasawumcsa B
A-yyacTtke. Mexay aMMHOKUCIIoTaMn BO3HUKaeT
nentnaHaa cBa3b u nepBad TPHK noknpaet ®LIP

("%ﬂﬂm Bﬁ”RiHﬁ%aé?i -y4YacToK nonagaer
koaoH-TtepmMmuHaTtop (YAA, YAl unu YTA),

nonunenTuaHas uens otgensercd ot TPHK m
nokupaet pudbocomy. lMpoucxoauT
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PacTywme A%
6enkosbie 4
uenu

Ona yBenuyeHus
npon3BoacTBa
6enka yepe3 MPHK
MOryT
OOHOBPEMEHHO
NpoxoAuTb
HECKOJIbKO
pudocom,
nocrnepoBaTenbHO | X
TpaHcnupyowme «3HaK

NPEenNUHaHnA»
OAMH U TOT Xe
O6enok. Takyro
CTPYKTYPY,
00bEeANHEHHYIO
oOHOU MONEeKvVIiou

benok
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1.NMHnumnauymsa. TpaHcnaumsa Ha4MHaEeTCs C TOro,
yTo NPHK coegmnHaeTca ¢ manon cydobeauHnLEen

pnbocombl
5’- KOHel,
AYT
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2. AnoHrayms. Y pubocombl popmMmupyeTcs

dOYHKLUMNOHAmNbHbLIN LLEHTP

B HemMm pasnuyatoT P n A cautsl. [lepBbit (CTapTOBbLIW) KOQOH A5 METUOHMHA HaxoanTca B P-
cante (nenTuannbHOM), a BTOPOK (OH MOXET ObITb NtobbIM) — B A -canTe (aMMHOaLUUIbHOM).
NHorpa ewe BbigenstoT E-canT (oT Exit — Bbixoa) — mecTo Bbixoga TPHK 13 pubocombl

pubocoma

AAAYYYYAA
nPHK

dHTUKOOOHbI

Takum obpasom, B PLIP HaxogsaTcs ase TPHK
CO CBOMMM aMUHOKUCIIOTaMu

METUOHUNH dpPrmH1H




2. OnoHrauusa. Mexgy ammHoKmMcrnotTamm
BO3HUKaeT nentnaHasa cesa3b — CO-NH

pubocoma

LAAAYYYYAA
MPHK

dHTUKOOOHbI

> TPHK
N

METUOHWH apTHNH

N

dMWHOKUCIIOTbI

allaHuH



2. OnoHrauus. Nocne obpasoBaHust nenTUOHOU
cea3n TPHK yxoanTt, a pubocoma casuraetcs Ha 1
TPUNNET, YTO HA3bIBAETCHA TPaHCIIOKaunen
pnbocombl.

LAAAYYYYAA
MPHK

pubocoma

< TPHK
N

METUOHUNH dpPrmHnH

NS

dMWHOKUCIIOTbI

allaHuH



2. InoHrauus. lNoaxoaat Hosble TPHK, obpa3sytotca
nenTnaHble CBsA3U, pubocoma asmxetcsa saonb MPHK...

HanpaBneHMe OBMXEeHUA pMGOCOMbI >

MPHK

TPHK

METUOHUNH aprmHuH allaHuH
JIN3UH



3. TepmuHauunga. Korga B A-y4acTke okasbiBaeTca oaviH
N3 TpeX BO3MOXHbIX CTON-TPUNNEeTOB TpaHCNALUNgA
3aKaH4nBaeTCcs

KOOOHbI

AYLUITTUUA
H HH nPHK

TPHK

doeHnnanaHuH

JIN3UH

anaHuH
METUOHWH aprmHvH



Pnbocoma BHOBb pacnagaeTtcsi Ha
cybbeanHunLbl

B cnHTe3e gnuHHOro nonunentunaa
MOXXET y4aCTBOBaTb HECKOIbKO
pndocom. OHM 06pasyoT nonmMcomy

- -

Ribosomes

nonvcoma e
NH2 COOH ‘%\
e

nonunenTua

NH2



4. NpoueccuHr benka.

B xoae TpaHcnsAuuu obpa3syeTcs nonunenTua (uenb
aMMHOKUCIIOTHbIX OCTATKOB) - 3TO NepBUYHas CTPYKTypa Gernka.

3aTtem 6enoK obpeTaeT BTOPUYHYHO, TPETUYHYIO N YETBEPTUYHYIO
anb(a-cnupab

CTPYKTYpY.
4
GUIN»
< anb(ha-crnupaib :
v AAA

1 2 3
AMHUHOKHUCJIOTHBI CKJ1a/14aThli CJIOM CKJ1/I4aThli CJIOM

NMenTnabl kopoye 10-20 aMMHOKUCTIOTHBLIX OCTAaTKOB MOTIYT TaKxe
Ha3blBaTbCA onuronenTunaamm, npm 6onbLlien ANHE OHMN Ha3bIBaKOTCA
nonunentnaamu. benkamm o6bIYHO Ha3bIBAKOT NONUNENTUAbI,
coaepxawme dOoree 50 aMUHOKUCIIOTHbIX OCTAaTKOB.



[TpoueCcCUHr nHAMBUOYANEH Y KaXaoro
oenka

[lepBuunas ...—Gly—Val—Tyr—GIn—Ser—Ala—Ile—Asn—Lys—Ala—...

a B

Bropuunas Tpervunas YerepruuHas

DonNAUHT — npeobperenie GeIKOM ero
TPEXMEPHOU CTPYKTYPHL.



K OCHOBHbIM peakumam npoueccuHra 6enkos
OTHOCATCH:

1. YaaneHue c N-KoHLa METUOHUHA UK OaXKe HeCKONbKMX aMUHOKUCOT.
2. ObpasoBaHMe ancynbpPUOAHbIX MOCTUKOB MeEXOy ocTaTkaMu
UMcTenHa.

3. HaCcTUYHbIN NPOTEONN3 — yaarieHme 4actm NnenTuaHoOu Lenu, Kak B
cliy4yae C UHCYINMMHOM Unu npoTteonntudecknmm dpepmeHtamm XXKT.

4. [NpncoeguHEHNE XMMUYECKON rPynnbl K aMUHOKUCITOTHBbIM OCTaTKaM :
*cpochopHOM KNCIOTbI — Hanpumep, pocdhopunmpoBaHme nNo
aMmunHokucnotam CepuHy, TpeoHMHY, TUPO3UHY UCMOMb3YyeTCA Npu
perynaumm akTMBHOCTU BENKOB UM NS CBA3bIBAHUS MOHOB KarbLus,
*MEeTUNBHOM rpynnbl — HANPUMepP, METUITMPOBAHUE aprMHUHA U NTN3NHA B
cocTaBe NMCTOHOB UCMOMb3yeTcs Ans perynaunm akTMBHOCTU FrEHOB,
*rMapPOKCUNBHOMU rpynnbl — Hanpumep, npucoeanHeHne OH-rpynnebl K
NN3NHY N NPONUHY HEOBXOAMMO ANA CO3pEBAHMA MOSIEKYN KonareHa.

5. BKNoYeHme NpoCTeTUYECKOU rpynnbl: rema — Harnpumep, nNpu cCUHTese
remornobuHa, MmmornobuHa,

6. 00 beanHeHMe NenTUAHbIX Lenen B eQunHbIN 6enokK (YeTBEPTUYHAS
CTPYKTYypa), Hanpumep, reMornobuH, KonnareH.



donauHr oenkos

donanHr — 3To NPOoLECC YKIaaku BbITAHYTOW nonunenTtuaHou
Llenu B NpaBUIlbHYI0 TPEXMEPHYHO CTPYKTYpPY. OAng
obecrneveHns gongmnHra ncnonb3yeTcs rpynna 6enkos nog
Ha3BaHMWeM LWanepoHbl (chaperon, dpaHL. — CNYTHUK, HAHbKA).
LLlanepoH — oa4HO 13 Ha3BaHUN HacTaBHUKA U MOMOLLUHUKA
MOJ1I0A40rr0 YesioBeKa Unu geByLWKU, Korga nocriegHum
TpebyeTca nogaepKa cCo CTOPOHLI.

LLlanepoHbl cnocobCTBYIOT Nepexony CTPYKTYpbl 6enkoB OT
NepBNYHOIO YPOBHA 40 TPETUYHOIO U YETBEPTUYHOIO.
[Tpn HapyLueHUN PYHKLUK LanepoHOB N B OTCYTCTBUU

donguHra B Knetke opmMmpyroTca DernkoBble OTITOXEHUS

(AMUJTOUWbI) — pasBuBaeTca amunonaos.
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/ HenpaBunbHbIN QONAUHT N MPUOHHLIE \
bonesHu

MpuunHa Kypy, cKkpenu, 601e3Hn
Kpenudenbaa-Akoba
3aK/1t04aeTCa B MPUCYTCTBUN
HeHOopMasibHOU ¢hopMbl
HOpPMa/IbHOro GeskKa,
Ha3bIBaeMOV MPUOHOM. Taknm
06pa3oM Mbl MOXeEM
paccMaTpuBaTb NPUOHbI Kak
aHTMLIAMNE POHBbI.

Npes paccMoTpeHnsa 6enkoB B
KayecTBe MHJOEKLIMOHHbLIX areHToB
npuHagnexut Stan Prusiner.
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