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BeBeaeHue B
ouonornyeckKkue
nosiIumepbl: 6eNKu n nx
3HauYeHue

benkun — pyHaamMmeHTasnbHble
MaKpPOMOJIEKYIIbl, 0becrevymBatroLLmne
XXU3He[eATeIbHOCTb BCeX OpraHU3MoB.
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NUcTopuueckue oTKpbITUSA U POJIb
6enkoB B )XXMBOM MuUpe

O O O ~

benkn — ocHoBa KJ1eToK, cocTaBnsowaa o 80%
nx cyxoun maccbl. Ix nsyyeHme Havanoch C
BbigeneHns V. Mionbaepom B 1838 roay u
HasBaHue npeanoxun 0. bepuenunyc. PaboTbl
Puwepa, NonuHra n CeHrepa packpbiin
CTPYKTYPY U PYHKL MK 6ENKOB, 3a/10XXNB OCHOBDbI
MONEKYNAPHON BUONOr M.




CTpyKTypHasa oCHOBa
6enkos

Benku coctoAaTt U3 20 ctaHA4apTHbIX L-
aMWHOKUCIIOT, BKJTHOYAIOLLIUX
yrnepoa, BoAopos, KUcnopog, a3orT, a
Takxxe cepy n pocgoop. Nx
MOJIEKYSIIPHAA Macca BapbupyeTtcs
oT 10 TbiCcsAY O MWJIJIMOHA AaNIbTOH.

YHuKanbHble pyHKLUMN
6enkoB

Benku BbIMOHAKT MHOroo6pasHbIe
POJIN: CTPYKTYPHbIE,
KaTanmM3aTopcKne, TPaHCMOPTHbIE,
3alUUTHbIE U PErYNATOPHbIE DYHKLINK
OT/INYAIOT UX OT APYrnx
61ONONMMEPOB, Ale1as XXUSHEHHO
Ba)XHbIMU A1 OPraHn3ma.

A30T KaK OTIMMUTENIbHDbIU
3J1IeMEeHT

CopepykaHue asoTa B 6enkax
pocturaeTt 15—-18%, 4To aBnseTcs
XapaKTepHOU YepTon, OT/IMYaoLLLEN
X OT YrneBoAoB U NUNUAO0B, BNNAS
Ha 6BUOXMMUNYECKNE CBONCTBA U
(YHKLUM MOJSIEKYN.




AMUWHOKUCIOTbI —

MOJIEKYN

Knaccudukauma aMMHOKUCNOT

Cpeau 20 cTaHgapTHbIX aMUHOKUCIIOT BblAENAKOT
He3aMeHUMble, KOTOpble OpraHM3M He CUHTE3UPYeET, U
3aMeHUMble, KOTOpble NPON3BOAATCA BHYTPU. 3Ta
Knaccudukaumsa BaxHa ANnsa 3g0opoBoro NnuTaHna n obmMeHa
BELLIEeCTB.

YHAAMEHT 6e/IKOBbIX

CTpYKTyprIe KOMIMOHEHTDbI

AMUWUHOKUCNOT

Kaxxgaa aMMHOKKUCNOTa obnagaet aMMHOMpynnown,
KapOOKCUIbHOW Fpynnon u pagukanom —
YHUKaNbHbIM 6G0KOBbIM LIEMoYKam,
onpeaensitowmM eé xummyeckme n pusndeckue
CcBOMCTBaA.

BnusHue nocneaoBaTeNIbHOCTYU Ha
pyHKLMUIO

[NopsAOK aMUHOKUCNOT B 6€/IKOBOM LieNu
dbopMUpyeT CTPYKTYPY 1 onpepenser
cneundunyeckne hyHKUNKM 6enka, obecrneymBas ero
O6UOSIOrMYECKYHO aKTUBHOCTb U B3auMoAencTBme ¢
APYrMMU MONEKYNaMMU.




MexaHn3mbl o6pa3oBaHus
6enkoBsou Uenn
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[Tpouecc nonumMmepu3saumn 6eaKoB NPOUCXOANT
yepes peakuunro KoHAgeHcauuun, rae aMmmHorpynna
OAHOU aMWUHOKUCNOTbl COeANHAETCA C
KapboKCUIbHOW Apyron, GopMupysa nenTUuaHyro
CBA3b M BblaenAaa Boay.
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O6pa3sytoTcs onuronenTuabl, NOAUNENTUAbI, U 6enKn
c 6onee 100 ocTtaTtkoB. [JninHa n
nocnefoBaTeNbHOCTb Lenu KPUTUYHO BAUAIOT Ha
(YHKLMNOHANBbHOCTb U CTPYKTYPY MONEKYbI.
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YHUKaNbHOCTb U pa3HoObpa3ne 6enKkos

[eHeTUYecKada OCHOBA

Ka)xabin 6enok
CUHTE3MpyeTCcH Nno
YHUKaNbHOW
nocnefoBaTesibHOCTHU
NHK, obecneumnBas
pa3sHoobpasune u
cneymn@unyHoCTb
(OYHKLMN B OpraHnu3me.

&

benok p53

Cynpeccop onyxonewu,
PerynpyroLmmn pocT
KJ1ETOK U
npenoTBpallaroLmnmn
pa3BUTUE PaKOBbIX
3aboneBaHni 3a CYET
KOHTPOA AeNneHuns.

2

OYHKUUN B paCTEHUAX

PacTeHuna cosnatoTt
NECATKUN TbicAY 6€NKOB,
BKJ/ItOYasi KepaTUH BONOC
N GUOBPUHOTEH KPOBMU,
OTBETCTBEHHbIE 33

CTPYKTYPY U 3aLLUTY.
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[locnepoBaTe/IbHOCTb
aMUHOKUCNOT
3anporpamMmmMmumpoBaHa B
reHax IHK — TOYHOCTb
CUHTEe3a obecneymBaeTcs
npoLeccamum
TpaHCKpUMNuun u
TpaHCcnAuun.

02

MyTaumum MoryT NnpuBecTu
K NBMEHEHNIO CTPYKTYpPbI
n yTpaTte QyHKLUUH,
Bbi3blBaA 3abonieBaHus,
KaK B c/y4yae
cepnoBUAHOK/IETOYHOM
aHeMUn.

03

OWnbKN casura pamMmkm
CYNTbIBAHUA N3MEHAIOT
aMWHOKMNCMOTHbIN COCTas,
HapyLlasi HopManbHoe
CTPOEHME N aKTUBHOCTb
6eNKOB.

04}

HenpaBuibHaA ykiagka
6enKoBbIX Lienen BedeT K
arperayum 1 naTonoruam,
4YTO NoAYEPKUNBAET
Ba)>XHOCTb KOHTPONA
MOJIEKYNAPHOU

CTPYKTYPpbl.
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CpaBHUTENbHbIA aHaNU3 6uononMmMmepos

Tabnuua NnoKasblBaeT COCTaB,
OYHKLNU N NPpUMEPbI OCHOBHbIX

® OWONONINMEPOB, BblAenss
YHUKaNbHOCTb U MHOroo6pasune
6enKoB.

benku BblgensatoTCcs pasHoobpasnem
OYHKLMW N CITOXXHOW CTPYKTYPOWN, YTO

® pnenaet UX KJIro4YeBbIMU
6uononMmMepamm B XXnBbIX
opraHusmax.

V O606LWEHHbIE AaHHblE BUOXMMUU, Y4EOHMKN 2023

-

N
Monekynsapi
Bbuononumep | Cocrtas PYHKUUN
Macca
CTpyKTypHas,
BB 10 000-1 OO0t
benku C,H,O,N,S | katanmTnyeckas,
000 Aa
perynaropHas
OHepreTnyeckas, | 180-100 00C
Yrnesoapl C,HO
CTPYKTYypHas a
HyknenHoBbIe HacnepncteeHHada | 20 000-10 m
C,H,O,N,P
KNCNOThI NHpopmaums [a




Tunbl 6enkoB no popme N PyHKLUUAM

[nodynsapHbie dnbpunnapHbIe

MembpaHHLIe
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[nobynsipHble 6eNKN AOMUHUPYIOT,
BbINOJIHAS KaTann3 1 TpaHCMNopT.

dnépunnsapHble obecneymBaroT CTPYKTYPY, \
MeMOpaHHble — CUrHanbl N TPaHCNOPT. \

[laHHble Nnoa4YépKMBatOT PYHKLMOHAbHOE
pa3sHoobpasue: npeobnagaHme
rNo6ynsipHbIX 6€/1KOB CBSA3aHO C UX
YHUBEPCaNIbHOCTbHO.

MonekynsipHas 6uonorus knetku, Anbbepc (2020)




O O

O CTpYKTYpHbIe YPOBHM
6enkos
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[MepBUYHaA n BTOPUYHas CTPYKTypa

[lepBnYHas CTPyKTypa — nocsiefoBaTe/IbHOCTb
aMUHOKMCNOT, CBA3aHHasA NenTUAHbIMU CBA3AMM.
BTopu4yHasa BKJIOYAET a-crivMpanu u B-cnowu,
CTabuUnnsnpyemMble BOAOPOAHbIMU CBA3SAMM.

(0 O O v

TpeTnyHasa n YeTBepTUYHAsA CTPYKTypa

TpeTuyHas CTpyKTypa — TPEXMEpPHas YyKnaaka C
rMapodOO6HLIMU U NOHHBIMU CBSA3SIMM.
YeTBepTUYHAA — 06beJUHEHUE HECKOTbKUNX
NONUNENTUAHbIX LLENEN B C/I0XKHblE KOMMJIEKCHI,
HanpMMep reMorsioomH.
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PerynatopHble ¢pyHKLUN 6€NKOB B

KJIeTKe

01

[OpMOHanbHble 6eNKN, Taknue Kak
WHCYJINH U COMAaTOTPOMMWH,
UrpatoT KJIF0YEBYHO POJib B
perynnpoBaHnm 06MeHHbIX
npoueccos, NnogaepXuneas
6anaHc rmmMKeMum n CTUMynIupys
POCT TKaHeMwW.

02

benku-peuenTopbl U CUTHaNbHbIE
MOJIEKYJIbl 06ecneymBaroT
nepenady CUrHanoB Mexxay
KJIeTKaMu, YTO No3BONSET
KOOPAMHNPOBATb OTBETHI Ha
BHELLUHME N BHYTPEHHUE CTUMYNbI
opraHusma.

03

TpaHCKpPUNLUMOHHbIE (PaKTopbI U
KNIETOYHbIE perynaTopbl, Takme
KaK LMKAUHbI U NPOTENHKWHA3DI,
KOHTPOJIMPYIOT 3KCMNPECCUIO
reHOB U UUKIbl AeNEeHUS,
obecneymBasa TOYHOeE
OYHKLMOHUPOBAHNE KITETOK.
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depMeHTbl: 6UoKaTannM3aTopbl XXU3HN

depMeHTHI
3HAYUTESIbHO YCKOPSIOT
BUNOXMUNYECKUE
peakLuuun, ysenmymaas
CKOPOCTb MPOLLECCOB A0
10*10-10720 pas, uto
obecrneymBaeTt

XXU3HedeATe/IbHOCTb
opraHusma.

[MpumMepbl GepMEHTOB
BKJ1KOYAKOT KaTanaasy,
pasnararoLLyo
TOKCUYHbIN NepoKcua

BOAOpOAa, aMmunasy,
pacLennAoLLYO
Kpaxman, n nunaasy,
rMAPOSTNU3YIOLLLYHO XXUPbI
719 QHEProcHabXeHus.

MexaHU3M OeNCTBUS
OCHOBaH Ha
cneymndpunyeckom
CBsi3blBaHUUN (hepMeHTa
c cybcTpaTom,
HOPMUPYS KOMMNIIEKC
hepMeHT-cybCcTparT, 4To
CHMXaeT
aKTUBALMOHHbIN 6apbep

peakLuu.

AKTUBHOCTb (DEPMEHTOB
perynmpyeTcs yepes
annocrepuyeckue
N3MEHEHUS,
KOBaNIEHTHbIE
Moamndukauum u
KOHLEeHTpauum
cybcTpaTa unm
NpPOAYKTOB, YTO
obecne4ymBaeT
aganTayuto
MeTabonmama K
NOTPEBbHOCTAM.
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OCHOBHbI€e TUNbl 6enKoB N0 PYHKUUAM k

Tun 6enkoB PyHKLUA Mpumepsbl
depMeHTbI Katasins 6uoxmmmnyeckmnx peakuui Katanasa, /laktaraerngporeHasa
CTpyKTYypHbIe Ob6ecneyeHne NPOYHOCTU TKaHeM KonnareH, KepatuH

TpaHcnopTHble

MepeHoc BELECTB 1 KUC/I0poaa

Femorno6uH, Anb6bymMunH

3alnTHble

IMMYyHHaA 3almTa 1 KpOBOCBEPTbLIBaHME

AHTUTENA, PNBPUHOrEH

[BuratenbHole

MbilLEYHOEe COKpallleHne

AKTUH, Mno3unH

PerynatopHole

KOHTpo/ib 06MeHa BeLLeCTB

WHcynuH, FopMOHbLI pocTa

CTaHOapTU3MpPOBaHHbIE JaHHble BUOXMMUN U MOJIEKYNSAPHO BUOMOrnK

KpaTkunin 0630p PYyHKLMOHANbHbIX
® rpynn 6e5KoB C NpMmMepamMm n nx
POJSIN B OpraHu3me.

Benku BbINONHAOT LUMPOKUNA CNEKTP
(OYHKLMK, OT KaTanmsa Ao

® CTPYKTYPHOW MOALAEPIKKWN, YTO
NoAYEPKMBAET X YHUBEPCAJIbHOCTb
B OMONOrMYECKMUX cucTemMax.
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FeMornobumH —
nepeHoCcUYmK
Kucnopopga

[eMornobuH obecneymBaeT
TpaHCMNOPT KNcnopoaa ot
NErknx K TKaHam. MyTtauum B
reHe reMorno6uHa NpuMBoOAAT K
CEpPNoBUAHOK/IETOYHOM
aHeMWW, Bbl3blBas HapyLLeHMne
KNCNOPOAHOro o6MeHa U
CEepPbEe3HbIE€ OCTIOXKHEHUS.

UHCYyNnuH —
perynaTop ypoBHA
caxapa

WUHCYNNH KOHTpOnunpyeT
KOHLIEHTPaLMIO IHOKO3bl B
KPOBW, CMNOCO6CTBYSA €é
YCBOEHUIO KNIeTKaMMU.
HepoctaTok MHCYNKHa
NPUBOLMUT K Pa3BUTUIO
caxapHoro gmnabera,
TpebyroLLero NOCTOAHHOIo
MeANLMHCKOro KOHTPONS.

KonnareH —
dyHAaAMEHT
NPOYHOCTU TKaAHEW

KonnareH obecneymBaeTr
NPOYHOCTb U 3/1aCTUYHOCTb
KOXXW, KOCTEU N COCYAOB,
dhopMUpYysa 3HAUYUTENBbHYHO
YaCTb BHEKJ/IETOYHOIo
MaTpuKCca 1 nogaepxmsas
CTPYKTYPHYH LleNIOCTHOCTb
opraHmama.

Anb6yMUH N MeNnaHuH
— noAAep)XKa u
3aumTa

Anb6yMWH noaaepXxunBaet
OHKOTMYECKOE JlaBneHne KpoBu
W TPAHCMOPTUPYET XUPHbIE
KWUCNOTbI, B TO BpeMsi KakK
MeNlaHVH 3allUMLLAET KNeTKM
KOXW OT BpeaHoro
yNbTpapMoneToBOro
U3ny4YyeHus, npeaoTepallas
NOBPEeXAEHUS.
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OcCHOBHbIe 3Tanbl 6MOCUHTEe3a benka

MexaHn3mbl nepegavn reHetndeckom nHpopmaumm ot JHK K byHKLUMOHANbHOMY 6ENKY

TpaHckpunums:
cuHTe3 nPHK B
apgpe

TpaHcnopT
TPHK:
JocTaBka
aMWHOKUCIOT K
puéocome

CnnancuHr:
yoaneHue
WHTPOHOB,

dbopmupoBaHue
3penon nPHK

'Y
1 TpaHcnaums:

coopka

nonunenTnpa

N Ha pubocomax
Ld
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[leHaTypaLusa 6eNKoB: NPUUYNHDI U
nocnencTBuN

0 O O v

[: JleHaTypauua — aToO USMEHeHNe TPEXMEPHOU
CTPYKTYpbl 6efiKa noa BO3AENCTBMEM BbICOKUX
TeMnepartyp, 9KCTpeMasbHbIX pH, opraHnyeckumnx
pacTBOPUTESIEN UNTU TOKCUYHbIX CONENn
MeTaJsf1oB, 6e3 paspyLleHus NepBUYHON Lienu.
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[>; MocneacTBuaA BKAKOYAKOT NOTEPIO

6MONTOrMYECKOmM akTUBHOCTU, HAaNpuUMep nNoTepto
hepMEHTAaTUBHON PYHKLINUN; NPOLIECC MOXET
6bITb 06paTUMbIM NPY 61aroNPUATHBLIX YCNOBUAX
NN HeobpaTUMbIM NPU CUTIbHOM MOBPEXAEHNN

CTPYKTYpblI.




CoBpeMeHHble MeToAbl uccriefaoBaHus 6esKoB

AnekTpodopes

MeTop pasgeneHus 6enkos
No pasmepy 1 3apsaay,
NO3BONSAIOLMNA BbISBUTb
COCTaB U YNCTOTY Mpoo.

PeHTreHOCTPYKTYpPHbIN
aHanus

[TosBoONAET NONy4YUTb
TPEXMEPHOE N306pakeHne
MoneKyn 6enKoB,
pacKpblBasi NX
NPOCTPAHCTBEHHYIO

CTPYKTYPY.

XpomaTtorpadus

PasgeneHue 6enkoB Ha
OCHOBE XMMUYECKUX
CBOWUCTB, TaKUX KakK
rMapodO6HOCTb UK
pasmep, 4na nx
falibHeunLWero aHanausa.

Macc-cnekTpomMeTpus

Onpepenser
aMUHOKWUCNOTHYIO
nocsieoBaTe/IbHOCTb U
NOCTTPAHC/IALMOHHbIE
MoauduKaLmmn 6enKoB ¢
BbICOKOMN TOYHOCTbIHO.

MMMyHOnornyeckue
MeToAbl

MeToabl ELISA v BecTepH-

6510T ob6ecneynBatoT

cneympunyeckoe

OOHapy)XeHune u

KONMMYECTBEHHYHO OLIEHKY

6e/1KoB B 6M0/I0rMYEeCcKuX

obpasuax. 17



MonekynsipHble 6051e3HU 6enKOB:
MPUYUHbI U NPUMeEPDI

MykoBucunpos — gedekr 6enka
CFTR

MyKOBMCLUNA03 Bbi3bIBAETCA MyTaLUsIMU B FeHe,
Koaunpytowem 6enok CFTR, 4To npnBoaguT K
HapYyLIEeHMIO TPAHCMOPTa MOHOB U TAXEbIM
NopaxeHMsIM AblXaTesNbHbIX NyTeN n
NULLEBAPEHUS.

Bone3Hb AnburenmMmepa — arperauymsa bera-
aMmunoumpa

HakonneHue u arperauus 6eta-ammnounga B
MO3re Bbi3blBaeT HelpoaereHepauuio n
YXYALLUEHNE KOFHUTUBHbIX QYHKLUMIA, MPUBOASA K
pa3BUTUIO 60ne3HU AnbLrenmepa.

lNMpuoHoBble 3aboneBaHna — UHPEKLMNOHHbIE
6enkKu

MpUMOHbI — aHOMasbHble 6eKK, CNOCOOHbIE NU3MEHATb
HOpMasibHble 6e/IKn MO3ra, Bbl3blBasi CMepTeSibHblIe
HepoaereHepaTMBHble 3a601eBaHuUs, AN KOTOPbIX
XapaKTepHbl 6bICTPbINA MPOrpecc 1 OTCyTCTBUE
9¢bPeKTUBHOIO NeyeHus.
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[eHeTu4yecku
MOANPULIMPOBAHHbIE OPraHU3Mbl
NO3BONAIOT MAaCcCOBOE
NPOU3BOACTBO UHCYJ/IMHA U
FOPMOHOB, AOCTYMHbIX ANS
fie4yeHus pasnYdHbIX
3abosieBaHUN N perynaunm
obMeHa BeLLecTB.

TepaneBTUYECKME aHTUTENA U
6enKoBble BaKLiMHbl CTAHOBATCS
OCHOBOW HOBbIX METOA,0B
60pbbbl C OHKOTOMTNMYECKUMU U
NHDEKLMOHHBbIMN 6BONE3HAMM,
noBbIWaa 9PPEKTUBHOCTb
Tepanuu.

NHCTPYMEHTbI peJaKTUpoOBaHUS
reHoma CRISPR/Cas9 n 6enku-
MapKepbl o6ecneynBaroT TOYHYIO
ANarHoCTUKY U pa3paboTKy
nepcoHanM3npoBaHHbIX
MeOULMHCKMX NoaX0oa0B A
yNydLleHnsa 340p0oBbA.
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3HAUNMOCTb N3y4YeHUs 6e/IKOB U NepCcneKTUBbl HayKW
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y, benkun — dyHAAMEHT XXU3HU, onpeaenstoLLIni
CTPYKTYPY U DYHKLMKU KNETOK. MIX n3yyeHne oTKpbiBaeT
/ HOBbI€ FOPU30HTbI MeAULUHbI, BUOTEXHOOTUU U
Tepanuu, CNocobCTBYS pa3BUTUIO MHHOBALUIA U
MEXAMNCLUNIMHAPHOIO MOHMMAaHUA 6MONOTrUMN.




