CBouncrtBa 1 (pyHKUUUN 6ENKOB:
KOMIJ1IeKCHbIX BBOAHbIN 0630p U
K/1l0OuYEeBbl€ TEMDI

NccnepyeMm dbyHOaMeHTanbHblE acneKTbl 6e/1KoB 1 nX
3HavYeHune B bronorum.




Ponb 6enKoB B YXUBbIX

OpraHmsMax: _
MCTOPUYECKUN U
coBpeMeHHbIN B3rnsap,

benkn — opraHmnyeckme nonammepbl U3 d-aMMHOKKUCIOT,
coctaBnatowme ao 50% maccbl KNeTku. VIx nsyuyeHme npoLuso
3Tanbl OT OTKPbITMA dhepMeHTOB B XIX Beke 00 pacmndpoBKu
CTPYKTYPbl MHCY/IMHA 1N Pa3BUTUA FEHETUKM BENKOBOIro CUHTE3a.
OHWM HE3AaMEHUMBbI A1 POCTa U PYHKLMOHNPOBAHMNA BCEX KMUBbIX
OpPraHM3MoOB.




XnMmnyeckoe cTpoeHue 6e/IKOB: aMUHOKUC/IOTbI U nenTngHbie

CBA3U

Ba3a 6enkoBOM CTPYKTYPbl — aMUHOKUCOTbI

Benku noctpoeHbl 3 20 aMUHOKUCOT, KaXkaas
N3 KOTOPbIX UMEET aMUHOTrpynny,
KapOOKCUIbHYIO Fpynny, BOAOPOA U YHUKATbHbIN
paguKan. 3Tu paguKkanbl onpenensatoT
XUMUYECKMe CBOMCTBA U B3aUMOaencTBuS

dMNHOKUCIOT.

O6pa3zoBaHue NenTUOHbIX CBA3eU

CtabunbHocTb 6eska obecneymBatloT
NnenTUaHbIe CBA3M MeXXAY aMUHOKUCIOTaMun
MNpPW OTLLENIEHNN BOObIl. DTN CBA3U
dbopMUMpPYIOT OIMHHBbIE MONAUNENTUOHbIE LLENN
— OCHOBY 6e/IKOB.

NocnepoBaTtenbHOCTb onpepensiet hyHKUUIO

[lepBunYHana cTpyKTypa 6e5ka — yHMKabHasa
nocneaoBaTe/IbHOCTb aMUHOKMCIIOT, KOTOpPad
3a4a€eT cKnagbiBaHMe U PYHKLUMOHAIbHbIE
CBOMNCTBA MOJIEKY/IbL.




CTPYKTYPHbIE YPOBHW
6eNKOB: OT LLeNMOYKU K
byYHKLMOHANIbHOMY
KOMIJ1EKCY

[NepBble TpM YPOBHA CTPYKTYPbI

[lepBUYHAA CTPYKTYPa — NMHENHASA LEeNb aMUHOKUCIIOT,
BTOpPMYHasa — (popMUpoBaHMeE a-Cnnpanen 1 f-cnoes
NpPY MOMOLLM BOOOPOOHbIX CBA3eW. TpeTunyHas
CTPYKTYpa — TPEXMEPHOE CBOPAYMNBAHUE
nonMnenTuaHom uenun, opMmnpyroLee akTUBHbIE
LEHTPbI.

YeTBEpPTbLIV YPpOBEHDb U PYHKLUUMU

YeTBEPTUYHAA CTPYKTYpPa BO3HUKAET Npu obbeanHEHNN
HECKOJIbKMX NONMUMENTUAHbIX Lenen B KOMMJEKC,
HanpuMmep, reMornobunH — TeTpamMep, YTo NO3BONAET
6enkKy apdeKTUBHO BbINONHATL PYHKLUUM NEPEHOCa
Knucnopoaa.




Pusnyeckne cBomcTea 6enKoOB: K/1loueBble NoKa3aTenu

—

PactBopmnMocTb 6€1KOB B BOe BapbMpyeTca B 3aBUCUMOCTU OT
CTPYKTYPbl M KUCIOTHOCTU Cpefbl, YTO BAUAET Ha UX BMOMOrMYecKyto

aKTUBHOCTb U POPMY.

BaskocTb MHOrMx 6enKoBbIX PacTBOPOB 06bACHAETCA UX
CrocobHOCTbIO 06pPa30BbIBATb CETYATbIE CTPYKTYPbI, KaK B c/iy4yae C
NJ1a3MEHHbIM aJIbOYMUHOM.

Okpacka 6enkoB 6biBaeT cneundpmnieckon: 0bbivHO 6eCLUBETHbI, HO
reMornobuH NpuaoaéT TKaHAM KPacHOBAaTbI OTTEHOK, @ MENaHUH —

TEMHbIN LUBET.

IleHaTypauus, BbiI3BaHHAaA BO3OENCTBMEM BbICOKOMN TEMMNEPATYpPHI,
SKCTPEManbHbIX pH nnn Taxkenbix METaANNOB, MPUBOAUT K
HeobpaTMoM noTepe CTPYKTYpPbl 1 YHKUMIN Benka.



XuMmnuyeckme cBomcrea 6enKoB: cneunasimampoBaHHbIE
peaKkuumn

[naponns 6enkoB NPMBOAUT K pacnaay Ha aMMHOKMCNOTbI NoA
OEVNCTBUEM KUCAOT Unun cneundmniyeckmnx pepMeHToB, YTO Ba>KHO
0719 YCBOEHUSA NMULLN.

BbuypetoBada peakuus BbiIABAAET NenTUAHblIEe CBA3U, OKpalLMBas
PacTBOP B (OMOSIETOBbIV LBET U CNYXXKUT OJ19 KAYEeCTBEHHOIO
aHann3a 6enKoB..

KcaHTonpoTenHoBasa peaKuus, XxapakKTepHasa onsa
apoOMaTUYECKNX aMUHOKUCOT, OAET XXENTbIN OKpac, MO3BOJ/IAA
onpenennTb NPUCYTCTBME TaKMX OCTAaTKOB B benke.



CpaBHeHMe NCTOYHUKOB 6enKa B nuLle n nx buonornyeckas
LLEHHOCTb

MpoaykT Benok (r/100 r)
KypuHoe dune 23
[oBagnHa 19
Pbiba 18
Anua 13
Monoko 3,2
Cos 36
YevyeBuua 25

HaHHble MuH3gpaBa PO, 2023

Tabnunua nokasbliBaeT cogeprkaHmne 6enka B NonyAasgpHbIX NPOAYKTaX U
pPa3INyMa B aMMHOKUC/IOTHOM COCTaBe, BaXXHbIX A/19 NOSIHOLEHHOr o
NUTaHUS.

XMBOTHbIE BenKkun coaep>Kat MOSTHbIN Ha6op dMNHOKWMCJ10T, PaCTUTEJIbHbIE

— NOJIe3HbI, HO TPEbYIOT KOMOUMHMPOBAHMA A9 NOSIHOTbI NUTAHUA.




OcHoBHble 6uonornvyeckne hyHKUMn 6enKoB U
UNNIOCTPaLUN

KaTtanutuuyeckasa yHKuua

DepMeHTbl YCKOPAKT XMMUYECcKMe peakumnm 6e3 naMeHeHnsa cobCTBEHHOro cocTaBa,
obecneymBad oOMeH BellecTB B K/IeTKax.

CtpyKkTypHasa pyHKUMSA

Benkn dopMnpyroT KapKac KNETOK 1 TKaHel, NnpuaaBas NpoYHOCTb U hopMy,
HanpuMep, KonnareH u KepaTuH.

TpaHcnopTHada hbyHKUUA

TpaHcNopTUPYOT MONEKYSbl, KaK reMornobuH — Kncnopog, v anbbyMmH —
Pa3/INYHble BeLL,ECTBA B KPOBMW.

PerynatopHasa cpyHKuUUA
A A [OpMOHanbHbie 6eNKU KOHTPONMPYIOT NPOLLeCChl POCTa, MeTabonmM3Ma U roMeocTasa B
OpraHusMe.

3awmnTHaa pyHKUnA

IMMYHHble 6efIkn — aHTUTeNa U PaKTopbl CBEPTbIBaHWUSA, 3aLLMLLAIOT OPraHn3M oT
NHMPEKLNI U KPOBOMOTEPD.




[lponopuumn Guonornyeckmnx
dbYHKUUN 6enKoB B KNeTKe

I Karawmtnueckas [ CtpyxktypHas [ TpaHcnopTtHas
PerynsitopHasi [ 3awvthas [ SHepretnueckas

B CurHanbHas

[lony4YeHHble gaHHble OTPaXkatoT OCHOBY MPOTEOMHOI0

dHaJIn3a, AEMOHCTPUNPYA KOJITTIEKTUBHOE oencreue b6enKos.

DyHKUMA PEPMEHTOB N CTPYKTYPHbIX KOMMNOHEHTOB
npeobnapgaeT, YTo 0OYCNOBIEHO UX POJbIO B MOAOEPKKE
KU3HEeOeATeIbHOCTU K/1ETOK.

[NMpoTeoMHble nccnepoBaHua, 2022




[nobynapHble 6enKun: CTPYKTYpa U poJib

[nobynapHbie 6e1K1 UMEIOT KOMMAKTHYIO
cihepuyeckyto hopmy, obecrneymBatoLLyto
BbICOKYIO PaCTBOPMMOCTb U (DYHKLMOHA/IbHYO
MOOUNBbHOCTb B K/1€TKaX.

[nobynapHble 6enKn cnocobHbl K CMEHE
KOHOPMaL MK, YTO BaXKHO OJ19 UX aKTUBHOCTU
N B3aUMOOENCTBUA C APYTrMMMN MOJIEKY/IAMMN.

K HUM OoTHOCATCA (bepMEHTbI, PEryANPYIOLLUE
BrOXUMMYECKME peaKLUN, U TPAHCMOPTHbIE
OenKkun, Takme Kak reMorsioomH M MMorsiobmH.

B yacTtHOCTU, reMornobuH oeMoHCTpUpyeT
KooMnepaTBHOE CBA3bIBAHME C KUC/TOPOOO0M,
noBbILasa 3hPEKTUBHOCTb NEPEHOCA ra3os.
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PunbpunnapHble 6enkKu: ctpoeHue, onopHada dbyHKLUUA,
POJIb B OpraHn3Me

PubpunnnapHblie 6enkn obnagatoT OcHOBHbIE NpeacTaBUTENN X cTpyKTYypHas cTabuibHOCTb U
TMHENHOWN BbITAHYTOW CTPYKTYPOWN, BKJ/1IOMAIOT KOJT1areH — MMUHMMA/IbHAsA CNOCOBHOCTb K
obpa3ysa NpoYHbie BOSIOKHA, obecnevymBarOLLMN MPOYHOCTb KOXKU KOHOPMaLUMOHHbBIM M3MEHEHUAM
HepacTBOpPUMbIE B BOAE, YTO N KOCTEWN, 3/TaCTUH — OatoLLni nenatoT dnbpunnapHble 6enkn
obecrne4ymBaeT CTabUIbHOCTb U 31aCTUYHOCTb CBSAAI3KAM, N KEPaATWH, KAOYEBbIMU 3N1IEMEHTAMM
O0O0NTOBEYHOCTb MX (PYHKLIMIN B OTBETCTBEHHbIN 33 3aLUTY BOIOC U nogaep>XaHMa MexaHM4eCcKoun

OpraHun3Me. HOrTew. CTabMIbHOCTM TKaHEW.

11



benku-depmMeHTbI: BUONTOrMYecKue KatanmsaTopbl U
npuMepbl

DepMeHTbl — 3TO 6eNKK, yCcKopsALMe XMMNYEeCcKMe peakumm B
KNeTKax 0o MUIJIMOHOB pPa3 3a CYET CTPOro cneundmnyHOro akTMBHOrO

HEeEHTPAa, o6ecneqMBa+0Lu,ero BbICOKYIO CEJNTEKTUBHOCTDb.

AMUNasa KaTannsnpyeT pacllensieHne KpaxMana Ha NpocTble caxapa,
CnocobCcTBYSA YCBOEHUIO YINEBO0B B NMULLLEEBapeHUN.

KaTtana3a agdpeKTMBHO pa3pyLluaeT TOKCUYHYIO NepPEKNCb BOAOPOAA,
3aLMLLAA KITETKU OT OKUC/IUTENbHOIO NOBPEXAEHNS.

HHK-nonnMepasa nrpaeT KpUTUYECKYO Posb B penimKaLumm
reHeTU4YecKoro Mmatepmana, obecnedmsasa TodHoe KonmpoBaHue [JHK
npuv OeneHnn KNeToK.

—
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CTpyKTypHble 6enku: dopMmpoBaHue N Noaaep KKa
TKaHen opraHM3Ma

KonnareH — oCHOBHOM KepaTuH obpa3yeT »KECTKNE U
KOMMOHEHT COeaNHUTENTbHOM YCTONYMBBbIE CTPYKTYpPbI

TKaHU, PopMUPYIOLLNKA NPOYHbIE aNnaepMmnca, Bos1oC N HOITen,
BOJIOKHa, KOTOpble obecnevymBaloT 3almMLLaa OpPraHM3M OT BHELLUHUX
YMNPYrocTb U MEXaHUYECKYIO BO30ENCTBUN U MOBPEXOEHUN.
NoOOEPKKY KOXN N BHYTPEHHUX

OpraHoB.

AKTUH 1 MMO3UNH — KJ1tOYEBbIE OE/IKMN MblLLL, YY4acTBYOLWME B
COKpaLLEHNW, YTO obecneymBaeT OBM>KEHME Tesa U Nnogaep KaHmne

TOHYCa MbILLEYHOW TKaHMW.
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TpaHcNopTHble 6eNnKnU: MexaHN3Mbl NepeHoCca BeLEeCTB B
opraHun3sme

[eMOornobuH NepeHoCUT KNCIopOod OT NErKNX K MunornobuH HakanIMBaeT U OENOHUPYET
TKaHAM, obecrneymBas KNeTKkaM HeobXoanMbIN KMCNOPOM, B MbILLEYHbIX KNeTKax,
019 OblXaHWA ras. noaaep>XmMBas MX SHEPreTUYecKnin ooMeH npu

dbm3nyeckom Harpyske.

TpaHchepprH TPAHCNOPTUPYET XKee30 B AnbObyMUH NepeHoCUT B N1a3Me XXUpHbIe
KpoBU, obecnevymBas OOCTaBKY Ba*KHOIO KNCOTbl U TOPMOHbI, UTPaa Ba*KHYIO POJib B
MUKPO3/IEMEHTA 19 CUHTE3a reMorsiobumHa u noaaep>XaHmm obMeHa BELLECTB M TPAHCMNopPTa

bepMeHTOB. 6MONOrMYEeCcK aKTUBHbIX BELLLECTB.




PerynatopHble 1 peLenTopHble 6enKu: ynpaBsneHue
K/1IETOUHbIMM NpoL,eccamMm

PerynatopHble 6e1KN-FOpMOHbI, TaKMe KakK MHCY/IMH U FNIOKAroH,
KOOPAMHUMPYIOT MeTabonmnaM, roMeocTas 1 PocT, obecnevymBad
aganTaunio opraHM3aMa K USMeHeHUaM cpebl.

[OpMOHbI rMnodun3a peryampyroT npoLecchbl Nos10BOro
CO3peBaHUsA U BOOHO-CO/IeBOM 6anaHc, BNMASA Ha YXU3HEHHO
Ba>XHble PYHKLIMM OpraHmn3Ma.

PeuenTtopHble 6eKun, BCTPOEHHbIe B KETOYHble MeMOpPaHHI,
BOCMNPUHUMAIOT BHELLHWE CUrHasbl U TPAHCOOPMUPYIOT UX B
K/TETOYHbIE OTBETbI, HANPUMEP, MHCYTMHOBbBIN PELLENTOP
KOHTPO/IMPYET NOr/I0WEHUNE ITTHOKO3bI.
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benku 3awmTHOro gencreua: MMMYHHbIN OTBET U

pereHepauums

NMMyHOrnobynuHbl (aHTUTENA) PAaCcnO3HAOT U HEUTPANTU3YIOT
Yyy>XepoaHble areHTbl, obecneynBaga cneundmnyecKyto 3aLnTy
OpraHm3ma oT MHPEKLLU.

PunbprHOreH y4yactByeT B NPOLLeCcCe CBEPTbIBAHUSA KPOBU, PopMmMpyH
TpoM6bbl U NpenoTBPallas KPoBOMOTEPU MPU MOBPEXKOEHNAX TKaHeN.

Jlnzoumm obnapaeT aHTUOaKTEepMaIbHbIMM CBOMCTBAaMUK, pa3pyLuas
KNeToYHble CTEHKM BaKTepuii, YTo cnocobCcTBYET NEePBUYHOM 3aLlmUTe

C/IN3UCTbIX 0B0M0oYeK.

3aWwunTHble 6enKn Nogaep>KMBatOT FOMeoCTa3 OpraHM3Mma,
obecnevymBada KOOPONHALMIO MEXAY MMMYHHOW CUCTEMOMN U
BOCCTaHOBUTEIbHbIMU MPOLECCaMW.

—
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Ponb 6enkoB B MeTabonunsmMe: Katanams u perynaums
obMeHa BellecTB

QDepMeHTaTUBHbIE BenKu HekoTopble 6enkun perynmpyroT MeMbpaHHble 6enkn obecneymBatoT
KaTaM3UPYIOT K/IIOYEBDbIE peaKLmn SHepreTnyeckmim banaHc, aganTupys TPAHCMOPT U CUHTE3 MOJIEKY/T,
rnMMKonunsa u umkna Kpebca, MeTabo/IN3M K U3SMEHSAKLLNMCSH HeobxoOMMbIX ONda Nognep>XaHus
noanep>XmBad MNOCTOAHHbIN MOTOK YCNOBUAM U NOTPEOHOCTAM XKU3HEeOeaTeIbHOCTU U

IHEPTNN B KNNETKAX. OpraHM3Ma. BOCCTAHOBJIEHUNA KJTIETOK.

ST N
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[eHeTUYeCcKMe N CTPYKTYPHbIE HapyLueHnda 6eKoB:
3a60/1eBaHUSA YesioBeKa

CepnoBMaHOKAETOYHAA aHEMMA Bbi3BaHa MykoBucumao3 obycnossneH MyTaumnen B reHe,
3aMeHOMN aMUHOKKUCIOTbl B reMors1iobmHe, 4To kKooupytoweM benok CFTR, yto HapyLlaeT
n3MeHseT ero bopmMy 1 byHKLUIO, NPUBOAA K TPAHCMNOPT MOHOB U BbI3bIBAET CEPbE3HbIE
HapYyLUEHUIO KMCIOPOAHOro obMeHa. NopPa*KeHUs NErknx 1 NogkenynoduHomn
Kenesbl.
[ 1proOHHble 60NEe3HU CBA3aHbl C U3BMEHEHUNEM HapylweHna cTpyKTypbl 6e1KoB BeayT K
KOHopMaLum NpMoHHoro 6enkKa, Bbi3biBad ONCOYHKLMM OpPraHoB, METabOTMYECKUM
ryouTenbHble HEMPOOEreHEPATUBHDbIE c60oaM 1 MOTYT NPUBOAUTDL K JIETa/IbHOMY
MPOLLeCCbl B OpraHn3Me. ncxony nNpu TaxKenbix popmMax 3aboneBaHUN.




CoBpeMeHHble nccnepoBaHnsa 6enkKoB U
6noTexHoNnorm4yecKkme NnpuMeHeHus

[eHHaqa MHXXeHepna Mo3BONSAET MOHOKJ/TOHa/IbHbIE aHTUTENA
nosiydaTb TepaneBTUYECKNE NPUMEHSAIOTCA B MeguLmMHe ons
6enku, HanpuMmep, n3bnpatenbHOro BO34eNCTBMA Ha
PEKOMOUHAHTHbIN MHCYNUH 0N MAaTO/IOMrMYECKUNE KIIETKU U
neyeHmsa omnabeta. ONArHOCTUKKM 3aboneBaHUN.

[1popbIBbl B MPOTEOMUKE U CTPYKTYPHOM BMON0Ormm, BKtoYasa MeToabl
KOMMbIOTEPHOro MOOENMPOBaHMA, CNOCOBCTBYIOT pa3paboTKe HOBbIX

NEeKaApCTB U BUOTEXHOJIOTUN.

19



3aKknueHune: 6enku — cbyHaaMeHT
6uonornu, MeguuUmnHbI N ByayLLNX
TEXHOJ10MUN

benkn — KnoueBble MONEKY/bl XXU3HU, obecnedmBatoLLme
pa3Hoobpa3Hblie buonornyeckme PyHKLMM m
noaaepXXuBatwoume 300poBbe. VIX nsyyeHme n npmMeHeHue
OTKPbIBAOT MEPCMNEKTUBDI AJ19 HAYKN 1 MeanUMHbl OyayLiero.




