Oomrasa
XapaKTEPHUCTHKA:
0€eJIKH, HX COCTaB U

CTPYKTYpa

benkn — kno4deBbie OMOMONEKYNbI,
obecneymBaroLLme XXU3HeHHble npouecchl U
CTPYKTYPHYH OpraHusaunio XXUBbIX KNETOK.




HcTopus u 3HayeHHE 0EJIKOB B HayKe

TepMUH «6enkn» eeBegeH B 1838 roay
bepuennycom. B XX Beke pacKpbiTa
aMWUHOKWUCNOTHaaA Npupoaa n nepsasd
CTPYKTYpa 6enika — UHCYNIUHA, 4YTO
noaTeepanno nx pyHaamMeHTanbHyH pofb B
YKU3HW.




A30T COCTaBJISIET IPUMEPHO O
II€CTHAAIIATE ITPOLIEHTOB OT O
COCTaBa 0EJIKOB, YTO

[IOAYEPKUBAET UX YHUKAJIbHBIN

XUMUYECKUM TPOPUJIIb U

STOT NMPOLEHT OTpPa>XaeT Ba>XXHOCTb a30Ta B
(DYHKIMIO B KJIETKAX. CTPVKTYDE GENKOB.

YyebHUK 6mnoxmnmmmn, 2022



AMHMHOKHCJIOTBI — MOHOMEPHI 0EJIKOB

CTpyKTypa aMHHOKHCJIOT

Kaxjas aMMHOKMCNOTa COAEPXUT aMUHOrpynny,

KapOOKCUbHYH rpynmny U YHUKanbHbIV pagukan,

KOTOpbIX NpUOaeT en XMMnyeckmne ceomcTea. Takad

ngyKTypa obecneymBaeT pa3Hoobpasne PyHKUUN
eNnKOB.

Ponb pagukajia B CBOHCTBaxX

Pagunkan onpegenseT B3aMmMogencTBUA aMUHOKUCNOTbI B

noaMnNenTMAHOM Lenun, BAnsas Ha GopmMupoBaHmne

gpexwlepHom CTPYKTYPbl 1 BUONOTNMYECKYHO aKTUBHOCTb
enka.




Knaccudpuxkanuss aMHHOKHCJIIOT IO
paguKajam

Haspanue O6o3HaueHHE I'pynna

AcnaparumHoBas Asp Kucnas

JIN3unH Lys OcCHoOBHa#“
AnaHuH Ala HenTpanbHas
deHnnanaHuH Phe HezameHnmas

ncbi.nim.nih.gov

AMMHOKUCNOTbI AeNATCA Ha KUCNble, OCHOBHbIE U
HeuTpanbHble, Npu 3ToM 9 U3 20 He3aMeHUMbI g4

yenoBeka. Pa3Hoo6pasve paavKanos
86ecneqw3aeT bYHKLMOHaNbHOoe pa3Hoo6pasme yHVKanbHbIE CTPYKTYpPbl 1 QYHKLIMM GENKOB.
eJIKOB.

Pa3Hoo6pa3une pagmkanoB oOyCclioBNMBaEeT




[lenToHAaaA CBA3b. MEXaHHU3M H CBOUCTBaA

[lenTugHasa CcBA3b
obpa3syeTcsa peakuuneun
KOHOEeHcauun mexay
aMUHOIpynnon u
KapOOKCUIIbHOWU Fpynnou
cocegHUx aMUHOKUCIOT C
BblOeNIeHNEM BObI.

JTa CBA3b obnapgaeTt
YaCTUYHO ABONHOMU
NPUPOAOU, UTO NPUOAET
el XXECTKOCTb U
cneunpunyeckyro NNoCKYyHo
reomMeTputo B
noMNenTUaHoOn LUenu.

YKEeCTKOCTb U 5
N1aHapPHOCTb NenTUAHOM
CBA3M BNUAIOT Ha
dopMUpoBaHUE
BTOPUYHbIX CTPYKTYP
6efika, onpepgensasa ero
TPEXMEPHYHO
KOHQUrypauuto.



Pacnpenenenue 6€JIKOB B TKaHSIX
OpraHu3Ma 4YeJI0BeKa

B CogepxaHue 6enkoB B TKaHSIX yesioBeka

BbiCOKOe cofeprxaHne 6enkoB B KOCTAX U

MbILLLAaX OTPaXaeT UX ONMoOpPHYHo U

COKpaTUTENbHYIO PYHKLMN.

Pa3nnyua B KOHUEHTpauuu 6efnka cBg3aHbl C

QYyHKLUMAMN N NOTPEOHOCTAMMU TKAHEWN B
I OpraHu3me.

MbILLLbI Koxa Koctu Mosr KpoBb

AHaToMuna yenoseka, 2020




[lepBuuyHAas CTPYKTYypa OeJIKa

[lepBMYHaa CTPYKTypa — 3TO
nocnepoBaTelbHOCTb aMUHOKUCNOT,
onpependemMada reHeTM4eCKMmM Kogom
IHHK v 3apatoliaa ocHOBY 6e/IKOBOW
GYHKLMUN.

Hanpumep, UHCYNNH COCTOUT U3 ABYX
uenen: A c 21 amnHokucnotom un B ¢ 30,
COEeAUHEHHbIX AncynbGUaHbIMMU
CBSI3AMMU.

[Tpouecc HauynHaeTca ¢ N-KOHLUa u
3aKaH4MBaeTcs C-KOHLIOM
nonMNenTUuAHOM Lenun, oTpa)as
HanpaBfeHNe cMHTe3a benka.

STa NMHenHada nocnepoBaTeNlbHOCTb

CNY>XUT OCHOBOW A/19 pOPMUPOBAHUA
0oJiee CNOXHbIX YPOBHEU CTPYKTYPbI
oenka.



YPOBHHU CTPYKTYPHOH OpraHU3aliy 0E€JIKOB

[locnepoBaTesibHaAdA OopraHmnM3auud oT nepBMquM Ao L-IeTBepTl/IL-IHOl\/’I CTPYKTYP

[lepBnYHasa BTopunyHas - TpeTnyHaga YeTBEepTUYHaAA

CTPYKTYpPa CTPYKTYpPa CTPYKTYpPa CTPYKTYpPa




BropuyHas CTpyKTypa 6esika — ajibda-

CIIUPaAJIN U OeTa-CJIOH

Anbda-cnmpanb — apxXUTEKTYpPa YCTOUUYNBOCTHU

Anbda-cnunpanb npepcraBnaeT cCo60M KOMMNAKTHYHO
NpaBO3aKPYUYEHHYIO CTPYKTYPY, 3aKPENNEHHYIO perynapHbiMu
BOOOPOAHBIMU CBA3AMU MeXAY aMUHOKUCIOTaMun Yyepes
yeTbipe No3nuun. 31a KOHPUrypaunsa npugaeT 6enkam
3NaCTUYHOCTb N MPOYHOCTb, 3aMETHYIO B KEpaTUHE BOJIOC U
HOI'Ten.

beTa-cyion — nnockue n NpoYvYHble NOoSI0THA

BeTa-cnon popmMmnpyroTca n3 Liernoyvyek, PpacrnosioXeHHbIX
napannenbHO UK aHTUNapannenbHo, CBA3aHHbIX
BOAOPOAHLIMN MOCTMKaMK. Takas CTPYKTypa

o6ecrneynBaeT NPOYHOCTb N YCTONYMBOCTb, HANpUMep, B

COCTaBe Llefika U HEKOTOPbIX PepMEHTOB.
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TpeTnyHass CTPpYKTypa: IPUHIIUIIBI

CTaOMJIN3alluH

TpeTuyHaa CTpyKTypa 6enka
opmupyeTca dnarogapa rmapoPpodHbIM
B3aMMOOENUCTBUAM, NPU KOTOPbIX
rmapo¢pobHble paauKanbl CTpeMATCH
CKPpbITbCA OT BOAbl, 06ecneynBas
KOMMaKTHOCTb MOJIEKYbI.

LHuncynbpuaHble MOCTUKMN,
obpasyrumeca mexay TMonoBbIMU
rprynnamMmm LMCTENHOB, o6ecneymBaroT
OONOJIHUTENBbHYHO MPOYHOCTb U
YCTOUYMBOCTb KOHPUTrypaLnum 6enka.

NlOHHble CBA3U MeXay 3apa>XeHHbIMU
pagukanamMmm ctabunmnsnpyroT
NMPOCTPaHCTBEHHYO pOopMY, PUKCUPYSA
y4yacTKu nonmnentngHou Luenu B
onpeneneHHbIX NONOXXEeHUAX.

BogopoAHble CBA3U MeXay paaukanamMmu
PA3HO00OPa3HbIX aMUHOKUCIOT :
noaaep>XmBaroT CTabUNbHOCTb TPETUYHOW
CTPYKTYPbI 1 BAUAIOT Ha BModunsnyeckume
CBOMUCTBa Oesika.
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HeTBepTHUYHAS CTPYKTYypa: IPHMEP —

reMoOrJIOOHuH

YeTBepTUYHasa CTPyKTypa 6eska BO3HUKAET Npn
06beANHEHNN HECKOJbKUX NONMNeNTUAHbIX Lenen B
OYHKLUMOHaNbHbIM KOMMIEKC, obecneynBaroLLmm
cneunpuyeckme uosiormyeckme pyHKUUN.

[eMorno6uH COCTOUT U3 YeTbIpex CyobeanHUL, —
OByx anbda-uenen n gpyx 6eta-ueneun, Kaxxaas
COLEePXUT reMoBYHO rpynny, KoTopaa cBA3blBaeT
KUcnopopa n obecnevymBaeT ero TpaHCnopT B
OpraHusme.




GepMeHTbI BbIMOAHAOT
KaTaMTU4YeCKYr QYHKLUUIO, YCKOPAS
XUMUYEeCKUne peakumm 6e3 pacxopga, 4to
obecrne4vymnBaeT apPeKTUBHOE TeyeHne
MeTabonnama.

CTpYKTYypHble 6enkn popmMunpyroT
KapKac TKaHen 1 opraHoB, Hanpumep,
KonnareH o6ecne4ynsaeT NPOYHOCTb
coeguHUTENbHbIX TKaHEN, a KepaTUH —
3alUTY anuTenums.

Buosiornyeckue PyHKIIUHM 0€JIKOB B
OpraHu3me

TpaHCcnopTHbIe 6enkKKU, Takne Kak
reMorsioounH, obecne4ynBaroT NepeHocC
KUcnopopaa, a anbobyMunHbl y4acTBYHOT B

nepeHoce pasnnyHbliX MONIEKYN B KPOBMW.

Benkn UMMYHHOM CUCTEMbI 3aLLMLLAOT
OpraHuU3M OT YY>XKePOOHbIX areHToB, a
CUrHanbHble 6enKu, BKIKoYasa ropMOHbI,
perynupytoT eéusmnonormyeckume
npoLecchil.
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Pa3snynss Me>KAy NPOCTHIMH H CJIOKHBIMH

oeJIKaMHU

Tumn 6eska CocraB

TonbKoO

[MpocThble
aMUWHOKWUCNOTbI

AMUWHOKUNCNOTDbI +
Cno)XHble | HebenKoBbIN
KOMMOHEHT

IIpumepsl

ANbOYMWHBbI,
FMOOYNNHBI

[emorno6buH
(>xeneso),
nunonpoTtenabl
(nunuab!)

Buosioruyeckas poJib

CTpYyKTypHaa u
perynatopHas

GYyHKUNMU

[lepeHOC BeLlecCTB,
HepreTn4yeckKad

OyHKUMA

Tabnunuya npencTtaBgeT OCHOBHblE
TUMbl 6EeNKOB, UX COCTaB, NPUMEpPLI U
6uonornYyecKyto ponb A NOHUMaHUA
Pa3NNYnNN MexXxay NPoCcTbiMU U
CIOXXHbIMU 6enkamMmm.

CNnoXHble 6enkun nuMmeroT
OOMONMHUTENbHbIE KOMMNOHEHTbI, YTO
paclNpAET UX PYHKLUMOHANbHbIE
BO3MOXXHOCTMU MO CPaBHEHUIO C
NPOCTbIMU BeNKaMMN.

YyeObHNK OMNOXNMUU
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leHaTypanusa U peHaTypauusi 0€JIKOB:
IIPUMEPHI U 3HAYECHHE

[eHaTtypauna — npouecc
paspyLleHnsa TPETUYHOU U
4YeTBEPTUYHOU CTPYKTYpPbI
oenka noa 0EUCTBUEM

Harpesa, aKCTPeMalbHbIX

PH N XUMNYECKNX
BO3OENCTBUN,
NPMBOAALLUN K yTpaTe
61ONOrnM4eckon GyHKLMN.

PeHaTypauuna —
YaCTUYHOE UJTN NOJIHOE
BOCCTaHOBJ/IEHNE
MCXOOHOUN CTPYKTYPbI U
OYHKLMM B6enKa nocne
YCTpaHeHus
OeHaTypupyroLero
BO3OEUCTBUA, MPoOUCXoauT
He BCcerga v 3aBucuT OT
YCJTOBUMN.

[Toumep: BapKa aunLa
Bbl3blBaeT HeEOBpaTUMYHO
OeHaTtypauuto 6enkos, 4To
npoaABNAeTCA B UBMEHEHUU
X CTPYKTYpPbl U QU3NKO-

XMMNYeCKNUX CBOUCTBAxX.




MeToabl aHA/IN3a CTPYKTYPhI O€JIKOB

PEeHTreHOCTPYKTYpPHbIN aHanuns3

STOT MeTof, NO3BONAET onpenenaTb
TPeXMepHYH aTOMHYH CTPYKTYpPY
6enKoB, nony4yas To4yHble cBeAeHUsA
006 UX NPOCTPAHCTBEHHOM
KOHpUrypauum énarogapsa Anepaxkuum

PEHTIEHOBCKUX JTYHYENU Ha KPUCTaJl1axX.

AMP-cnekTpockonus

ApepHbIN MarHUTHbIM Pe30HaHC
Mcnonb3yeTcs Ansa n3yyeHus
CTPYKTYpPbl OE/IKOB B pacTBopax,
packpbiBasg nHpopmaLuo o ANHaAMUKE
N B3aUMOOENCTBUAX MOJEKY B
€CTECTBEHHbIX YCNOBUAX.

Macc-cneKkTpoMeTpus

OTOT MeTo[, NO3BONAET onpenennTb
nocnegoBaTe/lbHOCTb aMUHOKUCIIOT B
6efike NyTEM aHanmM3a MaccCbl MOHHbIX
¢parMeHToB, YTO KPUTUYHO ON4
NOEHTUPUKALNN N XapaKTEPUCTUKHU
6enKoB.
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[eHeTHYECKHUU KOHTPOJIb CUHTE3a 0eJIKa

[eH B AHK coaep>uT
3aKO4UNPOBaHHYIO
nocsiegoBaTefiIbHOCTb
aMWUHOKWUCIOT, YTO
obecnevymBaeT TOYHOCTb
CHMHTEe3a 6e/1KoB B 5
COOTBETCTBUU C reHETUYECKOU
MHpOopMaLMen.

TpaHcKpunuua — npouecc
co3pgaHna MPHK Ha ocHoBe
NHK, 3atem MPHK
ncnonb3yertca pubocomamm
ONns cO0PKKU nonmMnenTUaHbIX

Herien Bo BpeMda TpaHCIALUNUN.

[ eHeTn4yeckme mytaumm mMoryT
M3MEHATb aMUHOKUCNOTHYHO
nocneaoBaTe/lbHOCTD,
Bbi3blBas HapyLleHnd
CTPYKTYpPbl U QYyHKLMOHaNa
OenkKoB, YTO CKa3biBaeTCHd Ha
3[0p0Bbe OpraHmn3ma.
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[IppuMepbl OMOJIOTHYECKH 3HAYUMBIX 0€JIKOB

PepMeHT amuniasa [OPMOH MHCYNH

AMuNasa Katanusupyert NHCYNWH perynupyeTt ypoBeHb
Pa3/loXXeHUe KpaxXxmMmalia Ha MOKO3bl B KPOBU, CTUMYITUPYA
MMOKO3Y, CI'IOCO6CTByFI ee yCBOEeHHMe KiieTKkaMn "
YCBOEHWIO YrneBoaoB nofaep>vBasi 6anaHc
OopraHN3IMoMmM " obecneymnBas dHEepPreTn4eckKoro obMeHa B
aHepreTUYecKune noTpesHOCTH opraHuame.

KN1EeTOK.

[eMOornoouH

[[eMornobuH nepeHocuT
KNCNopoA, OT JIErKNX K TKaHAM,
obecneynsaqa gbixaTenbHble
npouecchbl 1 noggepXxaHue
XU3HeJeAaATelbHOCTU KIEeTOK
onarogaps KkoornepaTtuBHOMY
CBA3bIBaHUIO KMUCopoaa.

NIMMYHOrno6ynuHbl

NIMMYHOrNo6ynnHbl — 6enku
MMMYHHOW CUCTEMbI, KOTOpPbIE
pacno3HaroT N HEUTPaNN3YIOT
Yy>XXepoaHble 3/IEMEHTHI,
3almiiasa opraHMsm oT
MHPEKUUN N Bone3Hen.
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HapyuieHust CTpyKTypbI 0€JIKOB U
CBsI3aHHbIE 3200JI€BaHHUSI

B CBs3b CTPYKTYPHbLIX HapyLleHwuii 6enkoB ¢ 3a6oneBaHusiMn
40

I3MeHeHUa CTPYKTYpPbl 6E/IKOB Bbl3blBakOT
cepbe3Hble 3a00/IeBaHNA C pa3HOU CTENEHbIO

30 PaCNPOCTPaAHEHHOCTU U TAXKECTbIO CUMMTOMOB.

25

20

+ Y&TKas CBA3b MeX/y aHOMasMsMun 6eNKoB 1

10 naToNorMsiMn NoAYEPKMBaET HEOBXOANMOCTb
MccnefoBaHUA CTPYKTYPbl A8 ANarHOCTUKM U

5 Tepanuu.
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KiiroueBasi poJjib CTPYKTYPbI OE€JIKOB
B JKU3HHU

TOYHbIE 3HaHUA O CTPYKTYpPE U QYHKLMNMK
6enkoB cnyXxaT PyHAaMeHTOM ONs
MeOWNLUHbI U BUOTEXHONOMNN, OTKpbIBaa NyTH
K neyeHunto 3aboneBaHn U Co3gaHuno
MHHOBALIMOHHbIX TEXHOJIOIUMN.



