


UcTopuyeckue
OTKPbITUA K
buonornyeckast posib

benka

[TOoHATWE reHa N reHeTUYeCcKOoro Koaa BrnepBble
chopmMmmpoBanucb B nepBomn rnosioBnHe XX Beka, bnarogaps
pabotam bugna n Tentyma. buocuHTes 6enika packpbiBaeT
MeXaHM3M peanusauumn HacneacTBeHHOW MHpopMaLMK Ha
MOJIEKYNIIPHOM YPOBHE 1 06ecneymBaeT MHOXECTBO
YXM3HEHHO BaXKHbIX PYHKLUNIA 6ENKOB.




[eHeTUUYeCKUU KOA: OCHOBA
CUHTe3a benka

CTpyKTypa 1 0co6eHHOCTH Koaa

[eHeTMYeCKUI Ko npeacTaBasgeT cCobon CUCTEMY
TPUMJIETOB — KOAOHOB, KaXXAbl U3 KOTOPbIX
COOTBETCTBYET OAHOM aMUHOKUCIIOTE UIIN CTOM-CUrHany.
Bcero cyuwecTtByeT 64 KogoHa, o6ecneymBatoLLmnx
KoaupoBaHue 20 cTaHAapTHbIX aMUHOKUCIIOT.

3HayeHue U36bITOYHOCTU Kol

N36bITOYHOCTb KOAA O3HAYaET, YTO HECKOJIbKO KOAOHOB
MOTryT KOAMPOBAaTb OHY aMUHOKUCIIOTY, YTO NOBbILIAET
CTabUNbHOCTb 6ENKOBbIX MOcNeaoBaTe/IbHOCTEN U
CHW)XXaeT HeraTUBHOE BO34EUCTBUE MYTaLUM.




CTpyKTypa reHa v ero 3JieMeHTbl

[TpoMoTOp — 06NacTh, C
KOTOPOW HauMHaeTcA
TpaHCKpunuus,
obecneyvymBaeT NpuKpenaeHmne
PHK-nonumepasbl U
perynaunto sKCnpeccuu reHa.

9K30HbI cogepXaT
MHMOPMaLMIO O
nocnenoBaTesIbHOCTH
aMUHOKUCIIOT U GOPMUPYIOT
KOHEYHbI 6enoK nocne
00paboTKKM TPaHCKpUNTA.

WHTPOHbI — HeKkogupyroLine
y4aCTKW, Bblpe3aeMble U3 npe-
MPHK B npouecce
cniancuHra, obecneymBas
BapMaTUBHOCTb OEJIKOB.

TepmMmuHaTop 3aBepLlaeT
npoLecc TpaHCKpUnumu,
CUrHanM3npysa oCcTaHOBKY
cuHTesa MPHK n otoeneHue
PHK-nonnmepaseoil.




TpaHckpunuyua: atanbl cuHTe3a MPHK

WHuumnaLma TpaHCKpUNLmm

PHK-nonnmepasa ngeHtnduumnpyet u
CBSI3bIBAETCS C NPOMOTOPOM,
obecrneymnBas TOYHOE Ha4aso cMHTe3a
MPHK Ha matpuue OHK. 3ToT atan
onpeaensieT, Kakom reH byaer
aKTMBUPOBaH.

AnoHrauusa n c6op MPHK

Bo Bpems anoHraumn PHK-nonnmmepasa
Asuraetca no AHK, cuHtesnpys
KomMnnemMeHTapHyto uenb MPHK, koTopas
TOYHO OTpa)KaeT nocnefoBaTesibHOCTb
KOOMPYEMOroO reHa.

®

3aBepluieHue u mogudukaumsa
TpaHCKpUNTa

TepMuMHaLmMa oCTaHaABIMBAET CUHTE3
MPHK, nocne yero y aykapuoTt npoucxogut
€€ NPOLIECCUHT: K3NMpOBaHWe, CNIanCuHr

n po6asneHune nonun(A)-xBocTa,
obecrneynBaroLme CTabubHOCTb U
TpaHcnopT MPHK.




OCHOBHbI€ 3Tanbl TPAHCKPUMLUK Y IYKApUOT

[lpouecc 3anycka n cos3gaHua 3penon MPHK

NHnumnauma:
ONoHrayus: DCTTPaAHCKPUMLMOHHH
CBs3blBaHUe TepMuUHauua:
cuUHTEe3 MPHK Moaundpukauuu:
PHK- 3aBepLlueHune
No WabsIoHy KanuposaHue U
nonnmMmepasbl C TpaHCKpUnumm

ARK CNSanNCUHr
NPOMOTOPOM




Pa3nuuua TpaHCKPUNLUM Y NPOKaApUOT U 3YKapuoT

n Y NpoKapuoT TPAHCKPUMNUUS U TPaAHCASLMA NPOUCXOAAT OAHOBPEMEHHO B
untonnasme, MPHK He nogBepraetcst 06paboTke 1 6bICTPO UCNOb3YETCS.

E OYKapuoTbl OCYLLECTBMAIOT TPAHCKPUMNLMIO B A4pe C nocneayrowmum
npoueccuHrom MPHK, 4To ob6ecneuymBaeT perynsiunto u BapuaTMBHOCTb 6ENKOB.

H [lpokapunoTbl MeroT ogHy PHK-nonnmepasy, B To BpeMsA KaK y 9yKapuoT Ux
HEeCKOJ/IbKO, Ka)Xgasa cneuuannsmpoBsaHa Ana TpaHCKpuUnumum pasHbix Tunos PHK.




OcHoBHble Tunbl PHK u nx pyHKUun B 6MocuHTE3E

A

benka

MPHK (maTtpuuHas PHK)

[lepeHOCUT reHeTUYeCKYyo
nHpopmauuto ot AHK K
pnbéocomam, CIy>XXUT WaboHOM

ANs c6OpKM NONUNENTUAHON LiENW.

TPHK (TpaHcnoptHas PHK)

[locTaBnsieT aMUHOKMUCIOTbI K
pubocomMe 1 obecrneymBaeT TOYHOE
COOTBETCTBME MeXAy KOAOHOM
MPHK n aMnHOKUMCIOTOMN.

pPHK (pu6ocomanbHas
PHK)

CTPYKTYPHbIN U KaTasIMTUYECKUN
KOMMOHEHT pM60OCOMBI,
obecrneymBaeT c6opKy 6e1KOBOW
Lenu.




CtpoeHue n GpyHKLUN pub0COMDI

Cy6beguHuLbl puéocombli dyHKUuMA pubéocombl Pa3nnumns npoKapmoTUYeCcKux un

3yKapuoTUUYeCKUX pubocom
Pnéocoma COCTOMT M3 60bLUOK U Manown Pn6ocoMbl obecrnedynBaroT TOYHOE
cy6beaAnHUL, BKITtoYaroLLmx pPHK 1 cumTbiBaHne MPHK, B3aumogeiicTeue ¢ MpokapuoTnyeckme puéocombl nmeroT 70S
6enkun. Ix pasamep n coctaB TPHK 1 kaTannaumpyoT obpasoBaHme pasmep (50S+30S), aykapuoTmyeckme —
pasniMyaloTcs MeX 1y NpoKapnoTaMm u NenTUAHbIX CBA3EN MeXay 80S (60S+40S), yto obycnosnuBaeT
SyKapuoTtamu. AMMWHOKUCIIOTaMMW. pas3nnyna B 4yBCTBUTENIbHOCTU K
NHrM6UTOpPaM.




[MocnepoBaTenbHOCTDb 3TANOB TPaHCAALUM Ha pubocome

OcHoBHble ¢asbl cMHTe3a 6efka

NHuumnaumsa: SJIoOHrauua:
dbopmMuUpoBaHMe nocriegoBaTtenibHoe
KOMMMJIeKca npucoegnHeHune
PUBGOCOMDI C aMUHOKUCIOT,
MPHK u” OBUYXeHune

nepsoun TPHK PNOOCOMDI

TepMUHaUm4A:
pacno3HaBaHue
CTOM-KOAOHAQ,
ocBOOGOXaAeHune
nonunenTuaa u
pa3bdopkKa
KoMMieKkca




CKopocTb U 3dDeKTUBHOCTb CUHTE3a 6esnkKa

CKOpOCTb CUHTE3a 6enka

CKOpOCTb CMHTE3a 6ENKOB perynmpyeTcst
9HEPreTUYEeCKMM COCTOSTHUEM KITETKU U
NOCTYMHOCTbIO HEOOBXOAMMbIX aMUHOKMUCOT.

[lpOKapUOTbl CUHTE3NPYIOT 6EMKN 3HAUYUTESIBHO
6bICTPEE, YTO CBA3AHO C UX MEHbLUEN KNETOYHOM
CJIOXKHOCTbIO M OTCYTCTBMEM NPOCTPAHCTBEHHOIO

pa3aesnieHnsd npoueccos.

[TpoKapuoThI JYKapuoThl

MonekynsipHasa 6unonorusa knetku, 2020 rop,




OyHKUUN 6enKoB B OpraHu3Me YyesoBeKa:

TUIDbI

DyHKUMOHaNbHOE pasHoobpasmne 6enKoB
onpeaensieTcs UX CTPYKTYPHOM BapnabenbHOCTbIO,
obecrneymBas KNeTKn HeobxoaMMbIMU 3HAHNAMMU
AN )KU3HEeAeATeNbHOCTM.

PasHoobpa3ne 6e51KoB Mo3BOAET BbIMOSHATb
KNtoYeBble buonornyeckne hyHKLUuUN,
obecneymBaroLLme HopMasbHoe
(YHKLUNOHMpPOBaAHNE opraHnsma.

YUyebHUK 61MoNorum Ans cpeaHen WKobl

npumMmepbl U

Tun ¢pyHKUUK

MNMpumep 6enka

depMeHTaTUBHbIE

NHK-nonnmepasa

depMeHTaTUBHbIE

AMunnasa

CTpYyKTypHbIe

KonnareH

CTpYyKTypHbIe

KepaTuH

TpaHCnopTHbIe

feMorno6uH

TpaHcnopTHbIe

AnbbyMWH

PerynatopHble

NHcynuH

PerynatopHble

[OpMOH pocTa

3allnTHbIE

MMMyHOrNo6ynnHbI




Perynauua 6uocuHTe3sa 6enka y ayKapmoT

TpaHCcKpunuma perynupyetcs [MpoueccuHr PHK Bkitoyaer TpaHcnauua u

haKkTopamMu TPaHCKPUMLNMK, anbTepHaTUBHbIN CMIANCUHI NOCTTPAHCNALMNOHHbIE

KOTOpble aKTUBUPYIOT UK N BMeLLaTe/IbCTBO MoaunduKaLmm, Takme Kak

NoAaBnsOT 3KCNPEeccuro MukpoPHK, Bnuss Ha cocTaB dbochopunnpoBaHme,

KOHKPETHbIX FEHOB B OTBET n ctabunbHocTb MPHK, uTto o6ecneynBaroT TOYHYHO

Ha CUTrHanbl KJIETKW. MEHSIET CNeKTpP afanTauuio akTUBHOCTU

CUHTE3NPYyeMbIX 6e/1KOB. 6€enKOB K MOTPeEBHOCTAM

KJTIETKU N BHELLIHUM
YCNTIOBUAM.




MyTaLuum n ux BrusiHue
Ha CUHTe3 6enkKa

MyTupyrowume USMEHEHUS B reHax MOryT
N3MEHNTb aMUHOKUCIIOTHYHO
nocnefoBaTeNbHOCTb 6€esiKa, BNuss Ha
ero @pyHkumto. MmuccceHc-myTaumm
NPUBOAAT K 3aMEHE aMUHOKUCIIOT,
BO3MO)XHa NOTEpPS aKTUBHOCTM.

E HoOHceHc-MyTaLMn BbI3bIBAKOT
npexxaeBpeMeHHOe 3aBepLUeHne
CUHTE3a, YTO cnocobCcTBYyeT
dbopMmnpoBaHuto aedPeKTHbIX UIn
HEMNO/HbIX 6E/IKOB C HapyLLUEHHOM
OYHKLMOHANbHOCTbHO.




NHrmébutopbl 6uocuHTE3a 6enka: aHTubakTepmuanbHble CpeAcTBa

CTpenToMUUUH CBA3bIBaeTCA
C MaJion cyobeguHULIEN
pnM60COMbI MPOKapKOT,
HapyLlasa MHULMaLnLo
TpaHCcNAUMM 1 610KUpYS
CUHTE3 b6efika y 6bakTepui.

TeTpauuMKnnHbl MeLwwaroT
NpUcCoeguHEHNIO aMUHOaLNSI-
TPHK K pu60COMHOMY
KOMMJ1eKcy, 3ameanas
yAJIMHEeHWe NoAnnenTuaHou
Llenu Bo BpeMsA TpaHCNALUMN.

XnopamMdbeHUKoN MHrnbupyet
nenTuamMnTpaHcdepasHyto
aKTUBHOCTb pUOGOCOMBI,
npepbiBas 06pasoBaHue
NenTUAHbIX CBA3EN U
OCTaHaB/IMBasi COOpKY 6esKa.




[MaTonorum, cBA3aHHble C HapyLUeHMeM 6MOCUHTE3a

benka
0

(DeHnNKeTOHYPUSt BO3HUKAET
npu gepununte pepmMeHTa

(beHVIJ'IaJ'IaHVIHFI/ILI,pOKCVIJ'Ia3bI,

YTO HapywaeT MeTabonmam
aMWUHOKWNCNOT 1 NPUBOAMT K
UHTENNEKTYaNlbHOM
HeJOCTaTOYHOCTM!.

MykoBUMCLNA03 00YCNOBSEH
MyTauuen B reHe CFTR,
BblI3biBas AedeKT 6eKOBOro

KaHana u HapylweHne obMeHa

MOHOB B 3lNUTeSINaJIbHbIX
KN1eTKax.

[emMopuUnma cBsi3aHa C
AedbULNTOM CBEPTbIBAOLLNX
(haKToOpOB, BbI3BAHHbIX
HapyLLEHUAMN UX CUHTESAQ,
YTO NPUBOAMUT K TAXKENbIM
KPOBOTEYEHUAM U

r|po6nemaM C 3a>XUBJIEHUEM.

Bce nepeyncneHHble
3aboneBaHus

JEMOHCTPUPYIOT, Kak gake
N3MEHEHNe CTPYKTYPbl
OHOro 6es5ika MOXXeT
KPUTUYECKN NOBMNATD Ha
3/10pOBbe YeioBeKa.




[Mpumepbl 6enkKoB: pacnpeaeneHue no GyHKUUAM B
KJIeTKe

depMeHTbl 3Ha4YnTENbHO NpeobnaaatoT, YTo
OTpa)kaeT UX KJIFOYEBYHO POJib B MeTabonnsme u

perynaunn KneTo4vHbixX npoueccos.

Bnaropaps pasHoo6pasunto hyHKLUIA 6eNKOB,
KJ1IeTKa NoAJepXXMBaeT YCTONUYMBOCTb U

afanTNBHOCTb B USMEHAKOLWUNXCA YCITOBUAX Cpebl.

CoBpeMeHHasa MonekynspHasa éuonorus, 2021

depMeHThI . CTpyKTYpHbIe 6esnku

B TpancnoptHble Genkv [ CvirdasibHble Genku
3alluTHble 6enku




buoTtexHonormu: npakTuyecKkoe NpuMeHeHue
OMOCUHTEe3a benka

[eHHasa nHXxeHepusa
NO3BOJIAET co3aaBaTb
PEKOMOUHAHTHbIE 6enKw,
TaKme Kak YenoBevyeckKum
WNHCYJTNH, NCNOJIb3YS
H6aKTeEPUN N APOXOKU ANS
MacCOBOro Npon3BOACTBA.

[TpuMeHeHne pepMeHTOB
ynyJdllaeT KayecTBO
NULLEBbLIX NPOAYKTOB U
CNOCOBCTBYET Pa3BUTUIO
6e30TXOAHbIX TEXHOJIOTNI B

nuLeBomn NMPOMbIWIEHHOCTN.

bnocuHTes 6enka
NPUMEHSETCH B CENTbCKOM
X03ANCTBE ANs pa3paboTku
YCTOMYMBbIX K CTpeccam
pacTeHUU N NOBbILLEHUS
9DDEKTUBHOCTU KOPMEHMUS
XXUBOTHbIX.

dapmaueBTUYECKUE
KOMMaHUN UCMNOSb3YIOT
6MOCUHTES benka Ans
CO3aHNsA HOBbIX
NleKapCTBEHHbIX NMpernapaToB
C ueneBbiM JENCTBUEM U
MWHUMaIbHbIMU NOBOYHbIMMU
apdekTamu.




CoBpeMeHHble MeToAbl U3y4yeHUst buocuHTe3a 6enka

PaanoakTuBHOe MeyeHue MMMYHO6J10TTVIHF n Macc-

aMUHOKUCNOT Ucnonb3oBaHue 3eNéHOro cneKkTpomeTpusa

dnyopecueHTHOro 6enka
MeTO,D, NMO3BOJIAET OTCJ/1IEXXNBATb CKOPOCTb 3TU TEXHOIOIMK obecnevynBaroT

M AMHaMWKY CUHTe3a 6efka B XXMBbIX AeTalbHbI aHann3 cocTaBa, CTPYKTYPHbIX
KNneTKax, BbIIBNAS MUHTEHCUBHOCTb N3MEHEHUI N KONIMYECTBEHHOIO
MPOLIECCOB M UX U3MEHEHMS NpU COoAepXKaHUs 6eNKOB B KJIETOYHbIX U
pasfInYHbIX YCNOBUSX. TKaHeBbIX 0b6pasuax.

[eHeTn4yecKkn BHeLpEHHbIN reHa GFP gaér
BO3MOXXHOCTb BU3yannmsnmpoBaTb
NTOKann3auuto n nepemMeLleHme 6enKos B
peasibHOM BPEMEHMU C BbICOKOM
TOYHOCTbIO.







