Tema: «Cmpoenue 0en1koe»

3agavu:
N3yunTtb 0COBEHHOCTU CTPOEHUA DENKOB, NX
CBOWCTBA U (PYyHKL MK

Ilumenos A.B.



1. Obwas xapakmepucmuka besikos

«Xn3Hb ecTb crnocob cyulecTBoBaHNA DENKOBbIX Ten,
CyLLLleCTBEHHbIM MOMEHTOM KOTOPOro SABMAAETCH NOCTOAHHbLIN
OOMEH BELLECTB C OKpYXXatoLen Ux BHELLHEN NPUPOAOH,
NpuYeM C NpekpaleHnem aToro obmMeHa BeLLECTB
NpeKpaLLaeTCs U X13Hb, YTO NPUBOAUT K Pa3NOXKEHUIO
benkay». ®. QHrenbc

«>KuBble Tena, cywecTBylolme Ha 3emrie, NpeacTaBnaoT coOON OTKPbLIThIE,
camoperynmpytouimeca n camoBOCNpOn3BOAALLMECA CUCTEMBI, MOCTPOEHHbLIMU U3
BGruononmmepoB — 6eIKOB N HYKIMENUHOBBIX KACIOT». M. B. BonbkeHwwTenH

Cooepoicanue 6 Kiemkax XumMu4eckux coeOuHeHuil
(¢ 76 om cvipoit maccol)

Heoprannyeckue coeauHeHuUs OpraHmyeckue coeguHeHus
Bopa 75-85% Benku 10-15%
Heoprauunuyeckue Bewectea 1,0 -1,5% | Kupbl 1-5%

Yrnesoapl 0,2-2,0%
HykneunHoBbIe KUCNOTLI 1-2%
Huskomonekynsipubie

opranmnyeckue coeauHenus 0,1 -0,5%




1. Obwas xapakmepucmuka benkos

3 opraHn4eckmnx BELWECTB KITETKM NO KOSIMYECTBY N 3HAYEHMUIO Ha MNepPBOM
mecTe ctoaT 6enkn (10-20% oT Macchl KIeTKN).

B coctaB npocTtbix 6enkos Bxogart: C, H, O, N, S. Hactb 6enkoB obpasyet
KOMMMEKCLI C APYrMMn MOMNeKynamm, cogepxawmmm gocdop, XXeneso, LUHK n
Meab.

Bernkn obnagatoT orpoMHON MOJSIEKYNSIPHOM MacCOW: MONEeKynapHaa macca
anbbymuHa (ogHoro u3 6enkos anua) — 36000, remornoduHa — 152000,
Mno3uHa (ogHoro u3 6enkos Mbiwl) — 500000. [Jna cpaBHEHUS: MONeKynapHas
mMacca cnmpTta — 46, yKCycHomn KucnoTel — 60, beHsona — 78.

benkn — BbICOKOMOIJIEKYJIAPHbIE OpraHN4eCckmne BellectBa, COCTodlmne n3
OCTaTKOB O-aMUHOKUNCIIOT.

Bernkn asnawTca Hernepuoduyeckumu rnonumepamu MOHOMepPaMn KOTOPbIX
SIBMAKTCA aMUHOKUCNOTLI. B KrneTtkax n TkaHax obHapy»XeHo cBbiwe 170
pasfnnyHbIX aMMHOKUCIIOT, HO B cocTaB benkoB BxoguT nuwb 20.



1. Obwas xapakmepucmuka besikos

OObIYHbIMK KOMMOHEHTaMuM 6enkoB aABnAtTCA Nub 20 BUMAOB anbcba—
dMWNHOKNCIOT.

B 3aBMCMMOCTHM OT TOrO, MOTYT JIM aMUHOKUCI10OTbl CUHTE3NPOBATbCA B
opraHn3me, pasrnnyaroT. samMmeHUMble aMUHOKUCIIOMbl — OECATb
dMNHOKUCIIOT, CUHTE3NPYEMbLIX B OpraHn3Me; HesamMeHuUMble aMUHOKUCTIOMbI,
KOTOpblE€ B OpraHn3Mme He CUHTE3NPYIHOTCA. He3sameHnmble aMUHOKNCOTHI
AOJDKHbI MOCTYyNaTb B OPraHN3M BMeCTe C NULLEWN.

B 3aBMcCMMOCTM OT aMUHOKUCINOTHOIO cocTtasa, 6enkn bbiBatoT:
MO/THOUEHHbIMU, eCIn coaepkaT BeCb Habop He3aMeHNMbIX aMUHOKUCIIOT;
HerosmHOUeHHbIMU, ecrin XoTsa 6bl ogHa He3ameHnMasi aMMHOKUCIIoTa B UX
cocTaBe OTCYTCTBYET.

Pasnunuatot npocmeie 6erku — Benku, CoOCTosILLNE TOSNTbKO U3 aMUHOKUCIIOT
(bnBpPUH, TPUNCUH) 1 CrloXKHBIE — BENKN, cogepXallune NoOMUMO aMUHOKUCTIOT
elle n HebenkoByto — ripocmemudeckyro epyriry. OHa MOXET BbITb
npeacTaBrieHa noHaMmn MeTannos (MemarsiionpomeuHsl — reMorfioduH),
yrrnesogamm (a/1ukonpomeuHsl), nunugamn (J1urnonpomeuHsl), HyKnenHoBbIMA
KMCroTamm (HyKrneornpomeuHsl).
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1. Obwas xapakmepucmuka besikos

Bce amMmHOKMCNOTBI cogepaTt XoTsl Obl OOHY 2
kapbokcuneHyto rpynny (-COOH) n ogHy R | _
amuHorpynny (-NH,). OctanbHas YacTe Monekyrnbi ( H\ i /O |
npeacTaBrieHa pagukarnom. 1 NI —c—lc 3

H/ | \OH,

B 3aBUCUMOCTM OT KONUYECTBA aMUHOIpynn v : H
KapOOKCUNbHbIX rpynn, BXOASLLNX B COCTaB
aMUHOKUCIIOT, pasnuyatoT: HelumparibHble H
aMUHOKUC/I0MbI, UMetoLwmne ogHy KapOOoKCUMNBbHYIO | yo
rpynny n ogHy aMmmMHOrpynny; OCHOBHbIE f—C—C
aMuHoKucriomel, umetowme 6onee ogHon l\lJ \OH

adMUHOrpynnol; KUcsibie aMuHOKUcCs1omsl, MeLne

. . /\ MnvumH (rnwn)
6onee ogHoM KapboKCUNBHOW rpynnbi. H =

R | o B
V4
N o C< e
' ' I OH HO/ | ' \OH
H H H n H /N\ H N
H H AcnaparmHoBas H/ \H

Muaux (nua) * Kucnorta (acn)



1. Obwas xapakmepucmuka besikos

R
H / @)
A \N C &
e _ AMWHOKMCMOTbI SABMAKOTCSH
H e~ 0 amMgomepHbIMU COeAUHEHUAMM, TaK
H cpeaa )
Kak B pacTBOPE OHW MOrYT BbICTyMNaTb
’ R o KaK B POSiN KUCIOT, Tak N OCHOBaHWIA.
R / B BOOHbIX pacTBOpax aMUHOKUCIOTbI
g H—N? C C CYLLIECTBYIOT B PasHbIX MOHHbIX
H ra ) \ O- dopmax. 310 3aBucuT ot pH
H HenTtpanbHas pacTBopa 1 OT TOro, Kakas
R SHEAR aMUHOKWUCIOTA: HelTpanbHas, kucnas
H O NN OCHOBHAA.
N >
H N+ C C
. H/ chnaﬂ\OH

H cpepa



1. Obwas xapakmepucmuka 6eskos
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HelmparbHble aMUHOKUCIIOMbI?
OCHOBHbIe aMUHOKUCcIIOoMbI?
Kucrnibie amuHoKucsiomsl?

Cepycoloepxauwue aMuHOKUCII0MbI?



2. Cmpykmypbi 6erIKko8bix MOSIEKYI

MeperYHaA CTRVETYPA
(LenoH Ka amMUHOKUCNOT)
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2. CmpyKkmypbi 6e/1K08bIX MOJSIEKYIT

BelgensioT 4 ypoBHS NPOCTPaHCTBEHHOW opraHu3aunmn 6enkos. o nepsuyHou
cmpykmypou 6enka NoHMMarT NocriegoBaTesibHOCTb PACMONOXEHNS
aMUHOKUMCIIOTHbBIX OCTaTKOB B O4HOW UITN HECKOSTbKMX NONMNENnTUAHbIX Lensax,
cocTaBnalLWmnx Morekyny benka. lNepBbiM 6eMKoM, y KOTOPOro Obifia BbisiIBIiEHa
aMUHOKUCIOTHasA nocnegoBaTenbHOCTb, CTasri FOPMOH UHCYSVH.

o 54 53 52 51 50 49 a8

57 aLA LEUALA LN LY ey’ &= 47 45

o C-6enok R s

LEU
6 cYs
T O . B-LIETB o
9 LEL VAL o Y rYR LEw AL CYE, 6Ly CLU 23

10
1112 43 14 15 16 17 18 19 20 21

ccnepoBaHus NnpoBOAMIINCE B
Kembpuoxckom yHnsepcutete O.
CaHrepom ¢ 1944 no 1954 ropa.

BbINo BbIABMNEHO, YTO
MOMNeEKya MHCYNMHa COCTOUT K3
OBYX nonunenTngHbix ueneu (21
n 30 aMUHOKMNCNOTHbIX
OCTaTKOB), YAEPKMBAEMbIX OKOJ10
apyr gpyra aucynbduaHbiMu
MOCTUKamun. 3a ceBomn
kponotnuebln Tpya ®.CaHrep
6bin yooctoeH Hobenesckomn
npemMuu.



2. CmpyKkmypbi 6e/1K08bIX MOJSIEKYIT

B opraHmame yenoseka obHapyxeHo nopsiaka 10 Teic. pas3nuyHbix 6enkos. Mimes
Bcero nuuwb 20 aMUHOKMUCIOT, MOXXHO COCTaBUTb U3 HUX OFPOMHOE KONMYECTBO
caMbiX pa3HoobpasHbIX KOMOUHauM. Tak, ecnu Monekyna 6enka coctouT BCEro U3
10 aMMHOKUMCIOTHbIX OCTaTKOB, TO YMCIO TEOPETUYECKM BO3MOXHbIX BApnaHTOB
6enKkoBbIX MOMEKY, OTNINYAIOLLMXCA NMOPSAKOM YepenoBaHus ammHokucnor, — 200,
bernkun xe, BblaeneHHble N3 XUBbIX OpraHM3MoB, 06pa3oBaHbl COTHAMK, a MHoraa u
TbICA4aMMN aMUHOKUCIOTHbIX OCTaTKOB.

[lepBnyHas CTpykTypa 6enkoBOn MOMeEKyrbl onpeaenseT CBOMCTBa MOMEKYN
benka n ee NPOCTPaHCTBEHHYIO KOHUrypauuo. 3ameHa BCero NMnilb O4HOM
aMMWHOKUCIIOThI Ha Apyryto B NonnMnenTuaHoOW Lenoyke MOXeT NMPUBeCcTH K
N3MEHEHWNIO CBOMUCTB 1 PYHKUUI Berka.

r Start of coding sequence

DNA CAC GTG GAC TGA GGA CfEc cTC

squnce SGgTG CAC @ ©TG ACT CCT GAG GAG
4

Amino acid [ ! | Glutamic

sequence. | Valine ~ Histdine  Leucine  Threonine ~ Proine ~ Sitamic . Gltaric
Normal

DNA CAC GTG GAC TGA GGA Cclc crTcC

sequence TG CAC CTG ACT CCT G e GAG

Amino acid ! |
Soauarca | Valne. — Hiidne -| Loucine - Traeine - m-%m f
Mutant Sickled red blood ceills




2. CmpyKkmypbi 6e/1K08bIX MOJSIEKYIT

BTOpUUHAA CTRYKTYPA
(-cnuMpan.)

BmopuyHas cmpykmypa.

YnopagovyeHHoOe cBepTbiBaHME NONUMNENTUAHOW LEeNu B a-criuparib
(MMeeT BMA pacTAaHYTOM MPYXUHbI) UNn B-cmpykmpa (cknaddyamsiu
criou). B a-cnnpanu NH-gpyrnna gaHHoOro ocrtatka aMmUHOKUCIOThI
B3aumopeuncteyeT ¢ CO-gpyrnnol YeTBEPTOro OT Hee ocTaTka.

Tpemuy4Has cmpykmypa.

[obyna, BO3HUKaKWas B pesynsraTte BO3HUKHOBEHUS
XUMUYECKNX CBA3EN (BOOQOPOAHBIX, NOHHbLIX, ANCYNbPUAHbIX) U
YCTaHOBMEHNSA rnapodPUITbHO- TMAPOJPOOHBLIX B3aUMOLENCTBUN.

[MapodobHbIE BOKOBLIE LiEnun
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2. CmpyKkmypbi 6e/1K08bIX MOJSIEKYIT

Hemeepmuy4Has cmpykmypa.

XapakTepHa a5 CroXHbiX 6enkoB, MoreKyrbl KOTOPbIX 06pa3oBaHbl
asyms n 6onee rrnobynamun. CybbeanHuLbl yoepXnBarTca B MONEKyne
brnarogapsi HEKOBaneHTHbIM CBA3SIM, B NEPBY0 odepeanb BOAOPOLAHLIM U
rmapodOOHLIM.

Haunbonee nayyeHHbIM 6erkom,
NMEILLIUM YETBEPTUYHYIO
CTPYKTYpPY, ABNSETCS
eemoeriobuH. OH obpasoBaH
OByms a-cyoreauHuuamm (141
aMUHOKUCITOTHbIN OCTaTOK) U
oByms 3-cyobeguHuuamm (146
aMUHOKMUCNOTHLIX ocTaTkoB).C
KaXkaon cyobeamnHuLen ceasaHa
MOreKyria rema, cogepallas
Xerneso.




2. Cmpykmypbi 6erIKko8bix MOSIEKYI

MepenyHanA cTRYKTYpa ETOpMYHAA CTRVETY A TpeTUYHEA CTRYKTY A YeTeepTH4HAA CTPYETYPA
{Lenod Ka aMMHOKMCNOT) {c4-cnupane) (kny Bok Benkoe)




[lodsedem umoau:

UT0 0003Ha4YeHOo Ha pucyHke umcppamm 1 — 57?

1 — amuHoepynna, 2 — padukar, 3 — KapboKkcurneHas epynra, 4 — obpa3osaHue
nenmuoHoU ces3u, 5 — nenmuoHas ces3b.

Kakne dpyHKUuMOHanbHble rpynnMpoBKU aMUHOKUCIIOTBEI 06ecrneymBatoT OCHOBHbIE
ceoncTtea? KncnotHole?

OcHo8HbIe — aMuHoz2pyrna, Kucriblie — KapbokcurnbHas apynra.

CKOJSIbKO HE3aMEHNMbIX aMUHOKUCIIOT A5 B3POCNOoro Yyenoseka?

10.

Kakune 6enkn HasbiBaoTCs NONHOLUEHHBIMN?

B komopbkix omcymcmayem xoms 6bl 00Ha He3aMeHUMasi aMuHoKucrioma.
Kakue 6enkn HasbiBaoTCsl NPOCTbIMU? CNOXHBIMN?

Ecnu 6ernku cocmosim morsibKo U3 aMUHOKUCIom — 3mo ripocmsie 6enku. Ecnu e
cocmas berikogol MOeKybl 8Xo0UM 4MO-mo euwle — CII0XHbIe.



[lodsedem umoau:

Bernkn — nonmmepbl. MOHOMEpPLI 6ENKOB:

20 8ud08 aMUHOKUCIOM. s T
Kakme aMMHOKMCNOTbI Ha3blBalOTCA He3aMeHUMbIMU? C \/C ‘
AMUHOKUCIIOMbI, KOmopble He Moaym bbimb CUHME3U[ \
Ha3blearomcsi HezaMeHUMbIMU. 10 aMUHOKUCIOm HEe M( Q\’ R A

CUHMe3UupoBaHbl OP2aHU3MOM 4YerlI08€eKa. o C
Kakune rpynnmpoBkM NpuaaoT aMUHOKUCIIOTE KUCHbIe U ’\N

-

AmuHozpyrna npudaem OCHOBHbIe C80lICMea — JIe2K0 1~ H Rq Rq

KapboKcurnbHas epynna ripudaem Kucsble cgolicmea — e ;o >(<!;r7
Mexay Kakumm I'pyI'II'II/IpOBKaMVI obpasyeTtcda nenTngHas /'\C N[N
% ‘N,’é’ \
o i o H 1 fg Aig 1k &~
c—c \N—c v L C™ i ~! !
) W0 e
ho R “uamca®"’ C '..
o o I q
MexQy amuHozepyrnnot o0HoU amuHokucriomsl u kapbo o,/ ,3/*’
v p: "
dpy2oli aMUHOKUC/IOMBI. ,5,’_ o
Kakue cBA3n yaepxneatoT aMUHOKMUCIOTbI B NEPBUYHOV § R,

KoesarnieHmHsbIe, nernmuoHsble.

Kakue cBs3n yaoepxuearoT BUTKU Cnupanm BTOPUYHOM CTPYKTYpPbl 6enka?
BoOopodHbIe, mexx0y amuHo2pynnou u kapbokcurnbHOU epyrnou pa3Hbix
aMUHOKUCIIOMHbIX OCMamkos.

,\C’? ,;Ci
N



[lodsedem umoau:

UTo 13 cebsa npencraBnsaeT TpeTuyHas CTpykTypa denka?

Crieyugbuyeckyro KOHuzaypauyuro, umerowyro sud Kriybka (anobyny). [NpoyHocmeb
mpemuy4Hou cmpykmypbl obecriedusaemcsi UOHHbIMU, 8000POOHbIMU U
oucyrnb@UOHbIMU (—S—S—) ces13siMuU MeXX0y ocmamkamu yucmeuHa, a makxe
2u0pogOobHbIM 83auMoOelicmeueM.

UTo Takoe 4YeTBepTUYHas CTPYKTypa 6erkoBomn MoseKkyrnbl?

XapakmepHa He 0risi ecex berikos. BosHukaem & pesyribmame coeOUHeHUSs
HecKoribKuX 2r106yr1 8 CIrIOXHbIU KoMrinieke. Harpumep, 2emoariobuH Kposu
yesioeeka rpedcmasrisiem KOMIIEKC U3 Yemablpex makux cybbeOuHuU,.

Cnacubo 3a BHUMaHue!



