CTpyKTypHasi eTMHHUIA KOJLJIAr€HA —

TPOIOKOJIJIATE€H.

collagen
triple
helix

AMIHOKNMCAOTHBIN COCTAaB
KOA/AareHa:

1/3 — ranmm;

1/5 - npoauH n
IMAPOKCUIIPOAVIH;

1/10 — aaauuH.



Tunpl KoJJ1areHa

KoAAaareH 1-ro Tuna [al(1)]2 a2(l) -

KOCTb, CYXOXHAUS, POroBULLA, NAALLEHTA, APTEPMUMH,
ne4vyeHb, AEHTUH.

KoAAareH 2-ro Tuna [al(ll)]3 -

Xpaw,eBas TKOHb, MEXMO3BOHOYHbI@ AUCKU, CTEKAOBUAOE
TEeAO.

KoAAareH 3-ro Tuna [al(lll)]3 -

ApeTpumn, MaTKA, KOXKA NMAOAC, CTPOMA OPraHOB.
KoAAareH 4-ro Tuna [al1(lIV)]2a2(1V) -

basaAbHbIe MeMOBpPaHbI.



@®opMHUpPOBaHHE NMONEPEYHBIX CHIMBOK
1.dopMupoBaHue CHIMBOK B pe3yJibTaTe PeaKuuil OKUCIUTEJbHOI0 1e3aMUHUPOBAHUS JIM3HHA

A

Llenb konnareHa —» |
<«— llenb KonnareHa

H-N N-H
' — — - — -—
H-C~ (CHz);~ CHz~CH, CHz~CHz~(CHz).-C~H
l -
O=C JIU3 02 U3 C=0
2NHs + H:0 Jusuaokennasa, Cu®'
H-N T
' ,O 0, =
H —C|: ‘(CHz)z"CHz‘C.‘H g C-CHz-(CHy),-C-H
|
0=C , C=0
AJbAErHAHbIE MPOU3BOAHBIE (AJUTM3UHBI)
5 HZO CIMTOHTAHHO
H-N H N~
I ! [ H
H-C~-(CH2)2—CH>— C=C- (CHz)z-cI: i
] |
o=C O=C-H Cc=0

L~ :
- ANbOJIbHAs NOoTepevYHas CBsi3b (CLIMBKA)

2.@opMupoBaHNEe KOBAJEHTHBIX

NMONEePEeYHbIX CBSi3edl — CHIMBOK MEXAY JU3UHOM H aJbJeruJaMu
(umddoBbie oCHOBaHUA)

b
;
H-N N-H
| |
JIn3mH + Annusun — H —('3 =(CH2)3— CH=N —(CH2)4-(|3—H
O=C C=0



JJIACTHH

OCHOBHOM 0€J0K DJIACTUHYECKHUX BOJIOKOH.

Conep:xuTcsl B CTEHKAX KPOBEHOCHBIX COCY/I0B, TKAHSIX NIEPHOIOHTA,
MOACJIM3UCTOM CJI0€ I'y0 U IeK, B JIETKHX, KOXKe.

Bonk Hl:l aNnacTrHa

o §%>

HanpaxeHre PaccnabnexHve

CDBAMHHTEﬂbHaﬂ TK3Hb O,D.HHD'—IH&R HManeKyna 3nactrHa

—
- T




HekoaaareHoBbIe CTPYKTYypHBIE OeAKN

OHOPOHEKTUH




JIAMUHHUH

Cell-surface receptor
binding domain

a chain
Collagen IV ~ Collagen IV
binding Entactn binding binding
domain domain

domain

Heparin
binding
domain

Three-stranded
coiled coill

Heparin or Cell-surface
heparan sulfate receptor
binding domain binding domain
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Kaaccudpukanmsa ramk0o3aMmHOI AVIKaHOB
1. 'maaypoHoBasi KMCJI0TA.

COOH 2 o —
[ O I
— 1
o | |< OH b PN o |
| | l ,{O ‘—|—

[ HO H HN-C_
L CHy !

2. XOHAPOUTHHCYJIb(ATHI
(xoHApPOUTHH-4-CYJb(paT, XOHAPOUTHUH-6-CYJIb(AaT).
3. Keparancyabdar.
4. JlepmaraHcyuabpar.
S. T'emapum.
6. T'emapancyabdar.



IIpoTreorankanbl

Cocras: 1. Koposbsiii 0es10k (5-10%)
2. TAT" (90-95%)

Paziuyaror KpynHble U Majable. KpynHble — arpekan u
BepCcUuKaH. ArpexkaH — ocHoBHOM I1II" xpsameBoro marpukca.

beakoBbIii KOMIOHEHT - 3T0 0co0bIi COR-0es10k. K Hemy
[P MOMOIIM TPpUcaxapuaoB npucoeanusawrcsa Al

1 mosekyina COR-0esnka moxer npucoenuuutsb 10 100 T'AT.

bBeJIKOBBIM M HE0CJIKOBbIM KOMIIOHEHThI CBA3AHbI POYHbIMU
KOBAJICHTHBIMM CBA3SIMHU.

COR-0esqoxk (¢ npucoenunenHoiMu TAl') Bmecte ¢
rMaJIypoOHOBON KHMCJIOTOM M CBA3YHIIMM OeJIkoM (opMupyeT
HAIMOJICKYJIAPHBIA MPOTEONNIMKAHOBBIN KOMILJICKC.



CTpYKTYpPQ HOAMOAEKYASIPHOIO NPOTEOrAMKAHOBOIO
KOMMAEKca

1 pm proteoglycan aggregate
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(GAG)
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keratan
sulfate

(GAG) chondroitin sulfate (GAG)



DYHKIHUH YIIIeBOA-0CJIKOBbIX KOMILJIEKCOB

ABASOTCH CTPYKTYPHBIMH KOMIIOHEHTAMU
MEKKJIETOYHOI0 MATPUKCA

Crneuuduuyecku B3aUMOIACHCTBYIOT ¢ 0eJIKaMu
MEKKJIETOYHOI0 MATPUKCA

ABasoTCa NOJMAHUOHAMU

IpenarcTBYIOT pacupoCTPpaHEHNI0 MUKPOOPTraHU3MOB
BBINOJHAIOT pecCOPHYI0 (PYHKIMIO B CYCTABHBIX XPAIIAX
I'emapuH — aHTUKOATYJISAHT

I'emapancyiab@arbl — KOMIIOHEHTbI MEMOPaH KJIETOK



JTanbl CMHTe3a npoTeorankaHos u AT

1. CuHTe3 KOpPOBOIo 0eJIKa.

2. IlpucoeauHeHue CBA3YIOILEro Tpucaxapuaa (aBe
rajakTo3bl M KCHJI034a).

3. CuHTEe3 moJucaAXapuaHbIX HeleH.
4. CyabharupoBanue.
5. CunHrTe3 aMHMHOCAXapPOB U3 IVIIOKO3bI.

KOpPOBbLIH 6EAO0K

rMHKO3aMHHOIN AHKaH CBS3bIBalo LLHHA Tpucaxépun
I I <
Q A ranamosaﬂrananosa}@—o CHz—C H CepuH

| o=é
YPOHOBasA KHCAOTa SE stz

N-—-AULETHAHPOBaHHLIA caxap




KaTa®oan3m nporeorankaHoB

Pacnan II1' ¢cBsi3aH ¢ 00HOBJIEHHMEM BHEKJIETOUYHBIX
U BHYTPHMKJICTOUYHBIX CTPYKTYP.

PacmenjieHue KOpoBOro 0ejika npoTenHa3aMu.

I'Al" oTiINYAKOTCHA BBICOKOH CKOPOCTHI0 O0OMeEHa:
or 3-10 agHel 10 3 MecsLEeB.

Paspyimenue nmoaucaxapuanbix nene I'AI
OCYIHECTBJISCTCH IK30- M IHIOITIMKO3HIA3aMMU.

IIpu 3ToM I'Al 3HAOKATO30M MONMATAKT B KJIETKY,
I1e JJM30COMAJIbHbIC THAPOJIA3hI PACHICIISIOT UX
10 MOHOCAXapPOB.



3a0o/ieBaHus, CBA3AaHHbIC C HAPYILIEHUEM CO3PEBaHUA H
CHHTE3a KOJJIAreHa

1. HapymeHue CTPYKTYpPbl MJIM CHHTe3a KoOJLIareHa W3-3a MyTallHiii B
KOAUPYIOIIMX €ero TIeHaX - HeCOBepIIeHHbIA  OCTeoreHes,
XOH/APOAMCILIA3HH, TePUIHUT JU3HJITHAPOKCUIA3BI (CHHAPOM JJiepca
— Jlanjoca), ceMeidHasi aHEBPU3MAa A0PThI.

2. Hapymenue npoiecca ruipoKCUJIMPOBAHUSA MPOJTUHA U JTU3MHA B
pe3yabrare neguuura suramuna C.

3. HapyuieHue o0pa3oBaHus NONEPEYHBIX CIIUBOK IPH:
a) CHUKEHHM AKTHBHOCTH MeAbCoAepsKamel  JU3WIOKCHIA3bI;
0) runmoBMTAMMHO3a BUTAMUHOB B6 u PP

Ilepeyuc/ieHHbIE COCTOSHUS BeAyT K HAPYLIEHUI) MEXAHUYECKHX
CBOVCTB (IIPOYHOCTH M IACTUYHOCTH) KOXKHM, CYXOKUJIMH, CBSA3OK,
CTEHOK COCY/I0B.



