BUOCHUHTE3 U KATABOJIU3M
KOJLJIATEHA,
MINMKO3AMWHOITIMKAHOB U
MNPOTEOIVIMKAHOB



Coaepxkanue

Cunres 1 KaTtaboaM3M KoJlulareHa.

3a6OHCBaHI/I5I, CBA3AHHBIC C HAPDYIICHHUCM CHUHTC3a U CO3PCBAHUS
KOJIJIar€Ha

CunTes ¥ KaraOoJIu3M dJIaCTHHA.

CuHTE3 MYLIMHOB, OCOOCHHOCTH UX aMUHOKHUCJIOTHOIO COCTaBa U
OJIMTOCAXaAPUIHBIX LIETIEN.

Possb MYIIMHOB B IIOCTPOCHHUH IICJIIINKYIJIBI.
buocuHTe3 NIMKO3aMHUHOITIMKAHOB.

Pa3pyliieHre rimKo3aMUHOTIIMKAHOB, U PEPMEHTHI, MPUHUMAIOIIINE
y4aCTHE B 3TOM IPOIIECCE.

CuHTe3 u paciiag IIPOTCOITIMKAHOB.



JTAIIbI CUHTE3A U CO3PEBAHUA
KOJIUIAI'EHA

Kosnaren CMHTE3UPYIOT U IIOCTABIISIIOT B
MEKKJICTOYHBIM MAaTPHUKC MOYTH BCE KIIETKH ((hruOpoOIIacThl,
XOHIPOOJIACTHI, OCTCO0IACThI, OHOHTOOIACTHI,
[IEMEHTO0IACThI, KepaTO0IaCThI U JIP.).

e CHuHTE3 KoJIJIar€Ha BKJIFOYAET JIBa dTarla.
| - BHYTPHKJICTOYHBIH
II - BHEKJIETOUYHBIN

Ha suympuxiemounom smane npoOUCXOOUT TPAHCIIALUA U
OCTTPAHCIISALUOHHAS MOAU(DHUKALIUS ITOJIUIICITH IHBIX
L[eTICH, U Ha 8HEKIemOouHoM - MOAU(pUKAIIM OelIKa,
3aBEepIIArOIIasIcs 00pa30BaHUEM KOJIJIAr€HOBBIX BOJIOKOH.



f).

BHYTPUK/IETOYHBIE CTA/ITHH CHHTE3A KOJVIAI'EHA

(ATAIIL I)

BII}TDHK.'IGTO‘IIIBIG CTA/IHHM CHHTC2Aa Ko LJ1arcHa
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BHYTpPHUKJIETOYHBIN 3TANl CHHTE3a KOJIJIAreHa

1. CunTe3 a-1enen KoJulareHa Ha moauprudocomax — Ipe-npo- KonnareHa.

2. CUTHANBHBIN NENTU OPUEHTUPYET CUHTE3 MOJIEKYIBI B OJIOCTh DP. 3nech oH
OTIIEIUIAETCS - 0OpasyeTcs "MpOoKoJUIareH", KOTOphIil UMEET B CBOEM COCTaBe
JIONOJIHUTENbHBIE YUacTKU — N- 1 C-koH1ieBbIe tentuabl 100 u 250 aMUHOKUCIIOT
COOTBETCTBEHHO. B cocTaB C-koHIeBOro nentuaa Bxoadart ocrarku L{AC, kotopsie HYKHBI
JU1s1 00pa30BaHUsI BHYTPHU- U MEKIIETIOYEUHBIE TUCYNb(UIHBIEC CBSI3H.



T'uopokcunuposanue ocmamkog npoaUHa U JTUZUHA, KOTOPOE HAYNHAETCS B
MEepUO]T TPAHCIIALMH MOJUNSIITHIHOMN 1IENH BIUIOTh 0 €€ OTASICHUS OT pUOOCOM.
AT peakumm KaTannuampyrT rMAPOKcUnasbil.

% Tuapokcuiaassl IpoJIKMHA U IM3MHA B aKTUBHOM LieHTpe coaepxkar Fe’', a
aCKOpOMHOBAS KHCIIOTA, KOTOPasl JIETKO OKUCIISETCS B JIETUIPOACKOPONHOBYIO
KHCJIOTY, He0OX0uMa i1 COXpaHeHHs aToMa xkejie3a B peppodopme

0 7. 0 o
OY \l/cnon cHon 0\/ \ CHOR—CHOH
| 2R 5 \ [ +2Fk +2H
HO OH 0 0
Ackopbar Jeranpoackopbar

Puc. 1.2. CtpykrypHas popMyna acKOpOMHOBON KHUCIOTHIL.



Peakuusi riJIpOKCUIMPOBAHUSA:
OJIMH aTOM KHCJIOPOJia MIPUCOCANHSAETCS K YETBEPTOMY aTroMy YIJIEpoJia B OCTATKE
POJINHA,;
BTOPOW aTOM KHCJIOPOJIa BKIIFOYAETCS B AHTAPHYIO KUCJIOTY, KOTOpas o0pa3yeTcs
pU JeKapOOKCUIIMPOBAHUH 2-0KCOTITyTapara.
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CO0O~ COO~
2- ()Kcorwyrapa'r CyKiMHaT Co, \
N C—NH-— \ \_// C—NH—
-IJU{I{HH C I TIpokomnarennpoimi- 4-zmoxoun:uasd / \ / [
I 0o (Fe?", ackopbar) - Tmvougm € I O
.0 o}
OcCTaToK NPOJIMHA OCTaToK 4-THAPOKCHITPOIIHHA
B IIPO--11ETIH KOJUIAreHA B [TPO- X -LEINA KO/UIATEHA

Puc. 1.3. [ vapoKCcHIMpoBaHUE OCTATKOB MPOJIMHA B ITPOKOJIATEHOBOM O-LIETIH C
o0pa3zoBaHHEM 4-TUAPOKCUIIPOJIMHA.



NADOKCHAOTHAysacrayer 8 opecoBain
BO0POTHeI CBRGeH B ool ChApanH Komnareka

Fungoxcunmuu MOgBEDTAETCA AKOSNTHDOBRHH

0GA3/eTeA A, OO ySacreyer B oo
B3 CLIBOK MDY MOREYyMaNA omnareha now

(opke oupuAn,



Cnenyromias NOCTTpaHCISALMOHHAS MOAU(DUKAIIUS PaUKaIOB aMUHOKHUCIOT
PO-0-1IETTH KOJUTareHa — TIIMKO3UJIMPOBAHUE OCTATKOB T'MAPOKCHIIN3uHA. K
OH — rpynmnam pajukajia ruJIpOKCUIM3MHA INIMKO3WJITpaHcpepa3bl MOTYT
IIPUCOEINHATh OCTAaTKH rajaKTo3bl, IIIFOKO3bI (d).

\th YrneBoAHbIe KOMMNOHEHTbI
H,OH CH; CBAI3bLIBAOTCH C
Ho 40 0-G-+ OH - rpynnamu
L NH b/ éuz rupokunany TMAPOKCUNU3MHa O -
! (':Hz 0 rMUKO3UAHLIMU CBAIAMM
e 4 c obpasoBaHuem
J‘ E annusuHa.

Yalle Bcero yrneBoaHbl-
MM KOMMNOHEeHTaMu SiBNSi-
IOTCA rMIOKO3a UNu
Aucaxapuj ranakrosun-
rnoKosa.




PopMupoBaHue TPOMHOM cnUpanm
npokKonnareHa, KotTopbiu 3atem

CeKpeTupyeTcs U3 KIeTKM.

[To okOHYaHUY THAPOKCUINPOBAHUS M TIIUKO3UINPOBAHUS TPH IIPO-0-1ICTIN
KOJJIareHa COSIUHSIOTCS MEXKIYy COOOM BOAOPOIHBIMHU CBSI3sIMH, B C- KOHIIEBBIX
(dbparmMeHTax GOpPMUPYIOTCS AUCYIb(PUIHBIE MOCTUKHU (€) U MPOUCXOIUT
dbopMmupoBanue monekyn npokojarexa (f). Jlamee MoaeKysbl MpoKoJJIareHa U3
OIIP nepememiarorces B annapam I onb0icu, TA€ OHU BKIIOYAIOTCS B
CEKPETOPHBIE I'PaHyJIbl U B UX COCTABE MOCTYNAIOT BO BHEKIENMOYHOE
npocmparcmao (g).

Karkoas a — yens npokKonnareHa coegmuHsAeTcs
BONOPOOHLIMM CEBASAMM C OBYMSA OPYIrMMM O —
UensMm npokKorrareHa.

OOCpa3yroTcsa gmoecynsdOompHbIie cBssSM BHYTPUM- M
MeXxXOAy normmnenTMmagHbIMM LlensMmmnm.

AncynsdpmngHblie CBA3U BHYTPM Lenem BO3HMKAaART
MeXXOQy ocTaTKaMm i mcrTemMmHa Ha C- m N- KoHuax
npokonnareHa (C-m N — nentmabl).

AuncynsdomnagHblie cBA3Mm Ha C-

M N-KOHLlaX npokKoririareHa Ba><kHbl
OnNnsA npegorepalweHms oSpaso-
BaHMA KPpynNHbIX domnSpwunir.




g).

h).

Buexnemounvie cmaouu cunmesa xoanazena (3ram II)

IlpokosisiareH
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OO0pazoBanue MakpopuOpUILT U
BOJIOKOH KOJIJIareHa
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OT1anbl hopMUPOBaHUSA KOMareHoOBOro BOSTOKHA



Il. BHeKJ/IeTOYHBIN 3Tal - MOAU(PUKALUA MOJIEKYJ POKOJLJIAreHAa

IIepBoit MogMdUKaLIE BHEKJIETOUHOTO 3Tamna SABIICTCS YaCTUYHBIM IIPOTEOJIM3.
[Tox nelicTBMEM aMHUHOIIENITHAA3bI U KapOOKCUIIENTHAa3bl OTIICILIAIOTCS N- 1 C-
KOHIIEBBIC MENITU/IBI. TPH MOJIUIECNTUIHBIC LIENIN CIIMPAIILHO HABUBAKOTCA APYT Ha
Ipyra, B pe3yJbTaTre 00pa3yeTcs TpOoiHas Crupajib KoJlareHa — mponoKoJi1a2eH

(h).

CTpYKTYl)HaH CIHHHIA KOJIATCHA — FI/II[pOKCI/IJII/IpOBaHHC U
TPONOKOLIATH, IJIMKO3WJIMPOBAHKE JIM3UHA
HEOO0XO0UMO TaKXKe JJIs1 COOPKHU U3

1 e ot MOJIEKYJI TPOIOKOJJIareHa
15 nmm triple .
4 el KOJUTar€HOBBIX MUKpopuOpuii (i), a
n 3aTeM Makpo(pUOPHUILIT - KOJIareHOBBIX
BOJIOKOH ().

AMMHOKMCAQTHBIA COCTAB
KOAJAareHa:

1/3 - ramue;

1/5 - mpoaws n
TUAPOKCUIIP OAE;

1/10 - azasuH.



BHeKJIeTOYHBIN 3TAall - MOAUMPUKAIIUA MOJIEKYJI
NMPOKOJIJIAreHa

O6’b€I[I/IH€HHIO MOJICKYJ TPOIIOKOJIJIAIr¢Ha B

e
e,
H?OTQA:NI\-I: MUKPOGUOPHILIEL (PUOPUILTIOrEHES)
R
0 CH,

CIIOCOOCTBYET Tak)Xe 00pa3oBaHMUE aJIJIU3UHA

R ~ (anpaerus IM3MHA) U THAPOKCHAIN3UHA
. (anpaerua ruapoKcHIM3uHA). KoBaeHTHOE
7  «CIIMBaHHUE» MOJIEKYJIbI TPOIIOKOJIJIareHa 1o
? _0| TIPUHIMIY «KOHEI-B-KOHEID C 00pa3oBaHueM
+R-CH,-C

Hl HepacTBOpMMOro komnareHa. B nmponecce

i ) z ~  NPUHUMAET y4acTue (PEepMEHT JIM3UIOKCUIA3a

(conepxut DAJL u Cu*"). Iocne 3T0r0

Puc. 1.4. Oxucnenue IM3uHa B CTPYKType KOJUIareHa:

1 - ¢dopmupoBanue (bepMeHT-CyOCcTpaTHOrO KOMILJIEKca; 2 -
NH?** nepeHocuTcss Ha TUpo3uHXUHOH (LTQ) ¥ mpoucxoaut oKuciIeHue KOJJIarcH HPI’I06P6T3€T CBOIO yHHKaHBHy}O
JIU3MHA C MOCIEAYIOIIMM BBITECHEHHMEM aJUIM3MHA W3 aKTUBHOIO

LEHTPA, 3 - B aKTUBHBII LEHTp (pepMeHTa BXOJISIT MOJICKYJIbI O2 u HZO u HpOIIHOCTL, CTAHOBUTCH HepaCT}I)KI/IMLIM
npoucxoaut ocsoboxknenne NH, u H,O,. TIpu stom LTQ Bo3spaiuaercs

B ucxonHoe cocrosiuue (Enz - pepmenr). BOJIOKHOM.



Ha cnenyromiem srane aluin3uH U S-THAPOKCUATIIIN3UH KOHJICHCUPYIOTCS
BMECTE C JIM3WIOBBIMH U TUAPOKCHIN3UIOBBIMHU OCTATKAMU; (POPMUPYIOTCS
BHYTPH- U MEKMOJIEKYJIAPHBIE MMONEPEYHBIE CBSI3U. B peakiMMKOHAEHCAINU
aJUTM3WHA C OCTAaTKOM JIM3WHA ApYrou nenu oopasyercs ocHoBanue [ludda. B
CJIy4dae ajbJI0JbHON KOHJECHCAIIMHU JBYX OCTATKOB aJJIM3MHA O0PA3yIOTCSA
aJIbJI0OJIbHBIE MEXMOJICKYJISIPHBIE CBSI3U (JIM3UHHOPJICULINH). AJIbI0JIbHAS
KOHJACHCALIMA XapaKTePHAa Il KOJLJIAreHA KOCTHON TKAHU M JeHTHHA, A
ocHoBaHus lludda nandosree yacTo BCTpEYAOTCH B KOJLIAreHAX
CYXOKUJIUIA.

OcrarTKH ITHM3MTHa

13 /\/'\/NH;; HiN \/\/\R
l,‘ lnal&;loxcrmaaa

OcrarkKy aJuir3HUuEHa

H H

/ AMBITOIIHLHAS KOHJIICHCAaIMsST

OkuncneHuve nuamHa n gopmMmnpoBaHme anbgonbHON MEXMONEKYNSPHON CBA3N B
peakuusix anb4oNbHOW KOHAEeHCcaUMN OBYX OCTATKOB annu3nHa.



Acconuanmus MOJIEKYJI KOJJIAreHAa M0 MPUHIUIY «00K-B-00K».
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Komnaredoeasa l Hlaru 8,9,10
dubprmna

Acconmanus MoJeKy («CIIMBKay) HEPACTBOPUMOTO KOJUIareHa Mo MPUHIUITY «OOK-B-
0ok». Coopka (hUOPHUIIT MIPOMUCXOAUT TAKUM 00pa30oM, YTO KaxKaas MOCe Iy oIast
IIeMoYKa CABUHYTA Ha 1/4 cBOoeH JUIMHBI OTHOCUTENBHO NpEAbIayIIeH 1enu. B TBepabIx

TKAHAX 9THU MPOCBETHI BLINMOJHAKT POJIb ICHTPOB MUHCPAJIU3AIINHN.



Monmexyria KoJimareHa

Puc. 1.1.Cunare3s komrarena. (Cxema cuHTE3A

KoJUlareHa: A - BHYTPUKIETOUYHBIM  3tam, b -
BHEKJIeTOUHass Moaudukanus Oenka. Hudpamu
0003HaYEHBI peakiuu cuHTe3a. la -

TPAHCKpUMIUS, /D - TPaHCIALMS TMPOKOJIJIAr€HOBBIX
Iernen, 2 - OTIICIUICHHE CUTHAJILHOTO MenTHaa, 3

TUAPOKCUIIMPOBAHUE OCTATKOB MPOJIMHA W JIU3WHA, 4
- IMKO3WJIUPOBAHUE S-ruIpOKCUITU3UHA "

acraparuta, 5 - oOpazoBaHue IUCYIb(PUAHBIX CBS3EH
B N- u C- KOHIIEBBIX menTuaax, 6 - GopMHUpOBaHUE
TPOWHOM CIUPAIM MPOKOJJIAr€Ha, / - DK30LHUTO3
OCJIKOBOM MOJIEKYJbl, 8§ - oTwIerieHne N- ©u -
KOHIIEBBIX MENTHUIOB, 9 - perynupyemasi cOopka

¢ubpwn, /0 - okuciaeHue — JM3MHAa U S-
TUAPOKCUIN3UHA JI0 aJUTM3WHOB, // - oOpa3oBaHUE
MOTIEPEUHBIX CILIUBOK Cc dbopmupoBaHreM

IMOJIMMEPHBIX IICIITUAOB

Depmenmeol:

[ - mpoxonnareHnpoanH-4-TUOKCUTeHA3a;
2 - IIPOKOJUIAr€HJIU3UH-S-THOKCUTE€HA34;
3 - OPOTEUH-JIN3UH-6-0KCUIa3a.



IIpoyHocCTh COCIMHECHUA MOJIEKYJT

TPONOKOJIJIar€Ha B MHUKPO(PUOpHILIax
o0ecIeunBaeTCs ONECPEYHBIMHU
KOBaJICHTHBIMU CIIIMBKaMH, KOTOPBIE
00pa3yrTCA MEXK Y pajuKaiamMu
AMMHOKHUCIIOT — JIM3WMHA, TUJAPOKCUIIM3HMHA,
aJJIN3UHA, THAPOKCHUAIIIM3UHA. JLst

(GOpMHUPOBAHMS OTUX CBSI3EH HEOOXOAUMO
OPUCYTCTBHE HE TOJbKO BHTamuHa C, HO
TaK)ke BUTaMUHOB B, B, HOHOB Fe*", Cu*".



Bce TUOBI KOJJIAr€HOB B 3aBUCHUMOCTH  OT
CTPYKTYPHI JCIIAT HA HECKOJIBKO TPYIIIL:

| pubpunooopasyromme,

| accomuupoBaHHbIE ¢ (UOpHUIIIAMH KOJIareHa,

[ CCTCBUIHBIC,

| MUKPOGDUOPHUILIEI,

| 3assKOpeHHBIC GUOPHILIBI U AP.

OCHOBHAasA Macca KOJIJIar€HOB, IPUCYTCTBYIOUINUX B
TKaHSIX IOJOCTH pTa, OTHOCUTCS K
(GUOPHIITO00PA3YIOLIHIM.




THNBI KOJJIAreHOBBIX 0€JIKOB B TKAHSIX IMOJOCTH

pTa
KOJIJIareHa
I, 11, 101, V, XII, XIV
XpseBasi TKaHb II, VI, IX, XII, XIV
Tabnuya 1.1

HOKaJII/IBaI_II/IH OCHOBHBIX THIIOB KOJUIar€HOBBIX OCJIKOB B TKAHSIX ITOJIOCTHU pTa.

JIJ1s1 TKaHEe! TOJIOCTH PTa XapakTepHo npucyrcreue kosutarena I, I, V u VI
TUIIOB.



Peryasinusi o0OMeHa KoJLJIareHa

CuHTE3 KOoJUIareHa peryjaupyeTcsi pa3HbIMU CIIOCOOaAMH.

1.

2.

3.

CamM kosutared 1 N-npo-nenTu bl Mocjiae CBOET0 OTUIETUIEHUS TOPMO3ST
TPaHCIISALMIO KOJIJIareHa Mo MPUHIMITY OTPHUIIATeIbHON 00paTHOM CBSI3H.

ACKOpOMHOBas KHCIIOTAa CTUMYJIMPYET CHHTE3 KOJIJIareHa 1 MPOTSOTITMKAHOB, a
TaKke JieJieHue puopo0I1acToB.

['opmoHasIbHAS PETYIISLHNS:

[ TIOKOKOPTUKOUABI TOPMO3ST CUHTE3 KoJulareHa (ImyTém cHrkeHust ypoBHsa MPHK
MPOKOJJIareHa 1 MHTMOMPOBAHUEM aKTUBHOCTH (DEPMEHTOB IPOJIMII- U
JT3WITHAPOKCHIA3bl. HemocTtarounoe ruipOKCHIIMPOBAHUE OCTATKOB MPOJIMHA U
JIN3WHA MOBBIIIAET YYBCTBUTEIBHOCTD KOJUIAr€HA K JEUCTBUIO KOJUIAT€HA3BI U
HecnelMUIECKUX MpoTea3). DTO MPOSBIAETCS YMEHBIICHUEM TOJIIHUHBI IEPMBbI, a
TaKKe arpouen KoXKU B MECTaX MPOJOJLKUTEIBHOTO MTapEHTEPATbHOTO BBECHUS
3TUX TOPMOHOB.

[TonoBbie ropmoHbl. OOMEH KoJJIareHa B MaTKe HaXOAUTCS 1O/ KOHTPOJIEM ITOJI0BBIX
ropMOHOB. CHUHTE3 KOJUTAr€Ha KOXKHU 3aBUCUT OT COJEPKAHUS 3CTPOTCHOB
(ycunuBaetcs). [loaToMy y KEHIIIMH B MEHOIAy3€ CHUXKAETCS COAEPKaHUE KoJulareHa
B aepme. T

TUPEOUIHBIN U MMAPATUPECOUTHBIN TOPMOHBI OBBIIIAKOT AKTUBHOCTH KOJIJIareHas u
YCUJIUBAIOT BHEKJIETOUHYIO JAErpadalliio KolareHoBbIX puopusi. B
MPOTUBOMOJIOKHOCTD UM Psifi (PaKTOPOB POCTa, a TAKKE MHCYJIUH U COMAaTOME/IHH,
CTUMYJIMPYIOIIUE POCT U JICJICHUE KJIETOK, CIOCOOCTBYIOT UX 00OpPa30BaHHIO.



Composition of the Extracellular Matrix

—

Table 4-2. Some Mediators That Affect Collagen Synthesis
Collagen Syntll

Mediator Major Source
Growth factors Y
PDGF Platelets, macrophages, smooth muscle cells, epithelium *.
TGF-p* Platelets, macrophages T

: 1+
FGF Platelets, macrophages, matrix |
IGF Serum, matrix 1
Cytokines/lymphokines
IL-1,5' Macrophages, most cells J,
IFN-y Lymphocytes l
TNF-a Monocytes/macrophages Al
Hormones
Glucocorticoids? = d
Others
PGE, Monocytes/macrophages !

* Stimulates synthesis of ocher matrix components as well, and TIMP; decreases MMP synthesis

Gy e oA ESRyen Vo APtk el Ko (o [ 17 [ ) [Proriings KeooHins



Katabonuiam konnareHa 41

o Pacnap KonnareHa npoucxoamut
MeaJIeHHO noa AeVCcTBUEeM KonnareHas.

e OcHOBHOM thepMeHT - Ca?*, Zn?* -
3aBUCUMan KonnareHasa (meran-
nonpoTenHasa) pacliennsieT nenTuaHble
CBSI3U B onpeaesieHHbIX y4yacTKax

KOJlJiareHa.

e OGpasyrolmecs coparMeHTbl COHTAHHO
OeHaTyPUPYIOT U CTAaHOBATCH
OOCTYNMHbIMU ANA AeNCTBUA APYIrUX
npoTeonuUTUYeckux hepMeHTOB.



'Y X
o0®

OcHoBHOU MapkKep pacnaga e
KonnareHa - rupoKCUNponuH

¢ BaxXHenLIMM MeTaboONUTOM, XapaKkTepu3yoLUM
CKOPOCTb pacnaa KonsareHa, ABnsieTcs
rMAPOKCUNPONUH - 85-90% 3TON aMUHOKUCTIOTHI

OCBO60)KL|,3€TC$I B pe3yJibTaTte rmaposinia
KOJIJilalreHa.

e [MoBbIlWeHNe coaepXaHUsA r’MAPOKCUNpPoOnUMHa B
nrnasme KpoBM yBeNnM4UBaeTCA MpuU pacnage
KonnareHa v HapyLLUeHUsIX ero co3peBaHus, YTO

MOXeT NPUBOAUTL K Pa3BUTUIO NaTONONMUM -
konnareHo3oB U pubpo3oB..



HapyimeHue cCHHTE3a KOJJIATEHOBBIX 0€JIKOB Y YeJI0OBEKA

JIroObIe HapyIIIEHUSI B CUHTE3€ KOJUIAr€HOBBIX OCJIKOB KIIMHUYECKHU MPOSBIISIOTCS,
B [IEPBYIO OYEPEIb

¢/ U3MEHEHHUEM CO CTOPOHBI 3yOOUEITFOCTHOM
CHUCTEMBI B BUJE KPOBOTOUMBOCTH JIECEH,
MOJABMKHOCTH U BBINIAJICHUS 3y0O0B,

v/ MHOXECTBEHHOI'O Kapueca.

IIpuYMHbIL:
¢/ HEJOCTAaTOK B OPraHU3ME BUTAMHHOB

2+ 2+
v/ wuonoB Cu“, fe
¢/ TreHeTuueckue J1e()eKThl U ayTOMMMYHHBIE COCTOSTHHUS.

Ilpu yunze - 3a001€BaHNN, BO3HUKAIOIIEM BCJIEACTBUE HEIOCTATKA ACKOPOMHOBOM
KHUCJIOTBI, CTPAAAET TUIPOKCUINPOBAHNE OCTATKOB MPOJMHA U JIM3UHA B CTPYKTYPE
npokouiareHa. CTpyKTyphbl, UCIOIb3yeMbIE ISl COOPKU KOJUIAr€HOBBIX (PHOPHUILI, a 3aTeEM
BOJIOKOH, PACCBINIAKOTCS, YTO MPUBOJIUT K XPYHKOCTU U JIOMKOCTH KPOBEHOCHBIX COCYIIOB
(KpOBOTOUMBOCTH JIECEH), pa3pyIIEHUIO U BhINAJECHHIO 3yOOB.

Hapyuienne cuHTe3a KoJIJlareHa B MyJIbIIE U ICHTUHE MPUBOAUT K PA3BUTHIO
MHOXECTBEHHOTO KapHeca, CTPagatoT NEPUOAOHTAIIbHBIC CBA3KHU.



CTpyKTypa KoJJ1areHa npyv caxapHoMm Juadere

0 Tlpm caxapHom jguabeTe BCIEACTBHE HECIOCOOHOCTH  KJIETOK
3aXBaThlBaTh TJIFOKO3Y M3 TIUIa3Mbl KPOBHM HApYIIAETCS MPOIIECC
BHYTPUKJIETOUHOTO TIIMKO3UJIMPOBAHUS MPOKOJIATCHOBBIX a-IICTEH.

0 Ilpm momamaHuy TPOKOJIIAr€HAa BO BHYTPHKIETOYHOE MPOCTPAHCTBO
IPUCOCINHEHUE YIJICBOJIOB MPOHMCXOAUT HEe(PEPMEHTATHBHBIM ITyTEM,
YTO TaKKe HapylmaeT CTPYKTYpy KOJUIAr€HOBBIX (QUOPWILTI |
HEKOJJIAar€MOBBIX OEIIKOB.

0 PasBuBaercs Tskenas ¢Gopma TApOJOHTHTA, IUIOXO TOJJAOIIASICS
JICYCHUIO.

0 V nereit, xoTopble POAWINCH OT MaTepeH, CTPAJAOIINX CaXapHBIM
auabeToM 1-T Tuma, AMArHOCTUPYIOT CUCTEMHBIC THIOTLUIA3UH TBEPABIX

TKaHEH 3y0a.



Hecoe €PpUiLeéHHbl i ocmeozeHe3— HTO [EHETHUYECKOE HapVIICHUE , KOTOpPOC

BBI3BIBACT B OPraHU3Me HEJO0CTAaTOYHOE MJIM HEMpaBUIbHOE 0Opa3oBaHue (GhHOPO3HOM

TKaHH, OCHOBHbIM KOMIIOHCHTOM KOTOpOﬁ ABJISACTCA KOJIJIAI'CH.

Y NanueHTOB C TAKUM JIMarHO30M HEPEIKO OTMEYAIOT MATOJIOTUYECKUE MPOSIBIICHUS B BUJIE:
aTpo(MU MBIIICYHBIX TKAHEH; 3yOHBIX aHOMAJINi; TUTIEPMOOMIIBHOCTH CYCTAaBOB; TYTOyXOCTH
B Iporpeccupymoiiei popme; nedhopmMannii KOCTHBIX TKaHEH.



METABOJ/INU3M DJIACTHUHA

CuHTe3 3J1acTHHA:

CuHTE3 U co3peBaHMe OelIKa 3JIaCTUHA COCTOUT U3 JIBYX
ITAMOB: BHYMPUKIEMOUHBIU U BHEKIeNMOUHDbLI.

1. CuHTE3 TPOMO3JIaCTHHA.
2. OOpa3oBaHME HEPACTBOPHUMOIO 3JIACTHUHA.



|. BuyTpukieTouHnsii 3tan. MonoMepHas (opMma
3NaCTHHA CUHTE3UPYETCSA HA pubOCoMax, C8sA3aHHbIX C
IIIP, n HAa3bIBAETCS TPOIOATACTUHOM. B IIIP
IIPOUCXOAUT OTPAHMYCHHOE TMIPOKCUIIMPOBAHUE
IIPOJIMHA.

11. BHekeTouHbIN 3Tan. MOJIEKY/bI 3J1aCTHHA
CBSI3BIBAIOTCS B BOJIOKHHUCTBIC TSKU C IIOMOIIBIO
MONEPEYHBIX CIIHBOK - JIECMO3WHA M U30/IECMO31HA (puC.
), IpUJAIOIIME €My 0COOCHHBIC J1aCTUYSCKHE CBOMCTRA.
JleCMO3MH 1 M301€CMO3UH 00pa3yroTcs u3 4 0CTaTKOB
AMHUHOKHCJIOT JIM3MHA, COCAUHECHHBIX TaK, YTO BO3HUKACT
nojgo0ue MUPHUANHOBOIO KOJblia. biaarogaps aTou
CTPYKTYpE, I€CMO3UH U M30J4CCMO3HH CIIOCOOHEI
IPUCOEIUHSITH YETHIPE MOJUNCHTUAHBIC IIenr OeKa
31acThHA U ()OPMUPOBATh BOJIOKHA 3J1aCTHHA.
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Puc. Tlonepeunsie CIIMBKYU B CTPYKTYPE AMacCTUHA: A - IECMO3WH, 00pa30BaHbIN YE€THIPhMSI
OCTaTKaMU JU3UHA; b - MTU3MHHOPJICUITNH, 00pa30BaHbIM IBYMsI OCTaTKaMH JTU3HHA.



AMMHOKHUCJIOTHBIN COCTAB 3JIACTHUHA.

- 27% runuHa;
- 19% ananuna;
- 10% BanuHa;

- 4.77% neunuHa.

bnarogapsa HanM4nM aMMUHOKMUCNOT C
rmapododOHbIMM paaukanamm, HEOBbIYHbIX
KOBaNEHTHbIX CLUMBOK MeXAy NX Liernovkamu -
BOJIOKHA 3riacTuHa He UMEIOT CTPOro
onpeneneHHou KoHpopmMaumnm 1 MoryT
PaCcTArMBaTbCH U CXKMMATBLCS B Pa3HbIX
HanpaBneHusix, npnaaBas TKaHAM CBOUCTBA
3N1aCTUYHOCTU



CTPYKTYPA DJIACTUHA

2 B

PacTtTsixeHune CoxkpauweHmne

OTpnencHas MmonexKkyna
anacrmHa

Criitac ez
WA

Vel

Puc. 1.14. CtpykrypHas MOJENb 3JIaCTUHA: A - COCTOSIHUE pacciabiieHus; b - COCTOSIHUE PaCTSKEHHUS.

Kara0oau3m 3j1acTHHA:

B paciiemienuu 35acTuHa y4acTBYET 3J1acTa3a NoJIUMOP(PHOSIICPHBIX JEHKOIUTOB,
KOTOpast IBJISISICH SHAOMNENTHIa301, MPEUMYIIIECTBEHHO PACHICIIISACT CBA3U,
00pa3oBaHHbIE KAPOOKCUILHBIMU TpyInaMu aTupaTudeCcKuX aMUHOKUCIIOT.

AKTHBHOCTB 3J1aCTa3bl HHTUOUpPYET OEJIOK o -aHTHTpUICHH (o -AT).



HAPYUHIEHUSA CTPYKTYPbI DJIACTUHA

[Ipu cHM>XKEeHMU 00pa30BaHUs AECMO3MHOB (MJIM UX OTCYTCTBHUH)
MOIIePEYHbIC CIITUBKHU 00pa3yI0TCs B HEJIOCTATOUHOM KOJIMYECTBE MJIN HE
o0pa3yroTcs BooOIe. BeaeacTBrue 3Toro y 3j1acTUYeCKUX TKAHEH CHUYKACTCS
npeses MPOYHOCTH Ha Pa3phbiB U MOSBISIOTCS TaKWe HAPYIICHUS:

HCTOHYEHHOCTD,

BSJIOCTh,

PaCTSHKUMOCTbD, T.€. YTPAUMBAIOTCSI UX PE3UHO-TIOJJOOHBIE CBOMCTRBA.
IIpy4YUHBI HAPYIIEHUH CTPYKTYPhI JJIACTHHA:

* CHWKCHHUE aKTUBHOCTH JIM3UJIOKCUAA3bl, BEBI3BAHHOE ACPUIIMTOM MEIU WU
MAPUJOKCUHA;

* nedUIUT JU3WIOKCUIA3bl TPU HACIEACTBEHHBIX 3a00JICBAHUSAX;
* cUHAPOM MEHKeca - HapyIIEHUE BCAChIBAHUSA MEIU.
0 B TkaHsSX AeCHBI 3J1acTa3a HE aKTUBHA.

0 Tlpu pa3BuTHH BOCHAIUTEIBHOTO MPOIIeCcCa YBEINIMBACTCS KOJTUUECTBO
NOJIMMOP(PHO-SAICPHBIX JIEUKOIUTOB, KOTOPHIE CTAHOBIITCSI UCTOYHUKOM
3J1aCTa3bl.

0 VBennuenme xonmuuecTBa pepMeHTa OTMEUACTCS Ha (DOHE CHUKCHUS
YPOBHSI 0-aHTUTPHUIICHHA.

0 3To npHBOIUT K ACCTPYKIIUH SIACTUYHBIX BOJOKOH IIPH THHTUBUTE U
MNapOJIOHTHTE.



CocTaB U cTpOEHHE MYIIMHOB (OT aHI. MUCUS — CJIM3b)

[ TMKONPOTEHHBI, B KOTOPBIX MHOT'O OCTATKOB IpojinHa (10 50%), cepuHa,

TPEOHMHA U YIJIEBOAHBIX 1iereit monucaxapuaon (50-70%).

[ AMHMHOKHCIIOTHBIC OCTATKH MPOJIMHA BBI3BIBAIOT U3THOBI TTOJUIICTITHIHOMN TIETIH,
K CEpUHY U TPEOHUHY O-TIIMKO3UIHBIMU CBSI3aMU KPETATCS KOPOTKUE
noJiucaxapuaHsie 1enu. Bropas 0cCoOOEHHOCTh aMUHOKHUCIIOTHOTO COCTaBa
MYIIMHOB — OOJIBIIIOE KOJIUYECTBO IIUCTEMHOBBIX OCTATKOB.

0 VYraeBoaHblii cocTaB  MYIOMHOB  NpeACTaBJeH  NATHIO  THIAMH
MoHocaxapuaoB: pyko3oi (Fuc), ramakrosoit (Gal), N-aneTunriroko3aMruHOM
(GIcNAc), N-aunerun-ramakro3amuHoM (GalNAC) M CHalOBBIMH KHCJIOTaMH.
CuanoBble KUCIOTHI — OOOOIIEHHOE Ha3BaHWE IPOU3BOJHBIX HEUPAMHUHOBOU
KUCIOThl. MIMeeTcs HE3HAuUMTEIbHOM TMPUCYTCTBUU B MYIHUHAX W JPYTUX
MoHOcaxapuaoB. [lepeuncieHHpie MOHOCAXapHUIbl 00Pa3yIOT OJIMTOCaXapuIHbIC
IEernoyku, coaepxkammue or 1 nmo 22 (B cpenHeM 8—-10) MoHOcCaxapuIHBIX
ocTarkoB. [lenouku cBs3aHbl O-TIIMKO3UIHONW CBA3bIO, B 00pa30BaHUM KOTOPOU
y4acTBYIOT N-alleTWITaJIaKTO3aMUH W THUIPOKCUIbHAS Tpynna OOKOBOW IENHU
CEepUHAa WUJIM TPEOHHUHA.



CHuHTEe3 MYLIMHOB
BrIcOKOCTIeIMaIn3uPOBAHHBIC KJICTKH IMOTHIDKHEUYCTIOCTHRIX U
MOJIbSI3bIYHBIX CIFOHHBIX XKEJIE3 CUHTE3UPYIOT OEJTOK MYI[MH.

B 3THX  KJIeTKax  XOpOIIO  pPa3BUTHI  IIEPOXOBATHIN
SHAOIUIA3MATUYECKUU  PETUKYIyM MW ammapar | oibmaxu,
o0ecrneurBaroIIe NIMKO3WIMPOBaHUE OelIKa.

CuHTe3 MONHMIENTHAHON IIeMM MYIHWHOB, KaK W JPYTHX
TJIUKOIIPOTEUHOB, MPOHUCXOINT Ha MOJIHPHOOCOMAX, CBA3AHHBIX C
IIEPOXOBATHIM HHJIOIIJIA3MAaTUYECKUM PETUKYIYyMOM. PacTtymiui
MEeNTHA KOTPAHCIISIIIUOHHO TPAHCIOLMPYETCS 4Yepe3 MeMOpaHy
peTUKyaIymMa B €ro  IOJOCTh, TA€  NPOUCXOAUT  N-
TIIMKO3WJIMPOBaHUE MYIMHOB. Ilocie 3Toro oHuW mepeHoCsTCs B
TPAaHCHOPTHBIX IMy3bIpbKaxX B ammapar [onbKu, TIe MPOUCXOIUT

O-IMUKO3WIIMPOBAHKE.



[Ipucoenunennst GalNAC k ocTarkaMm cepriHa U TPEOHUHA
ooecneunBaerca GalNAc-TpaHcepazon , TPOUCXOAUT B IUC-
nucTepHax annapara ['onsmku. [locie npucoennnenus GalNAc
HaJibHEWIIee TIINKO3UIMPOBAHUE UACT MyTEeM JOOABICHUS Pa3IUNYHBIX
MOHOCAaXapHuJI0B CHEHNU(PUIECKUMH MIIMKO3WITPaHCPEepa3amu.
3aBepuiaeTcs O-TIIMKO3WIMPOBAHUE B TPAHC-IIMCTEPHAX arapara
['onbKu.

[Tocne 3aBepiIeHUsT NIMKO3UINPOBAHUS MYIIUHBI YIIAKOBBIBAKOTCS B
CEKpETOPHBbIC TpanyJibl. CEKpenysi MyLIMHOB U3 TPaHyJI
OCYIIECTBIISIETCS 110 MEXAHU3MY 3K301IUTO3a. OOJIBIIYIO POJIb B HEM
UTPAIOT MOHBI KaJIbIHS, TAK KaK MPH SK30IIUTO3€ U3 TPaHyI
OCBOOOXXIAETCSI MHOTO KaJIbLIMSA. MIOHBI KAJIBIIMS SKPAHUPYIOT
OTpHULIATEIbHBIN 3apsl MYIIMHOB, B PE3YJIbTATE YErO OHU MOTYT
MJIOTHO YITAKOBBIBATHCS B Tpanylie. Cekpennss MyIIUHOB U3 TPaHYI
KOHTPOJIMPYETCS KaK Ha HEMpaJbHOM, TaK ¥ TOPMOHAJIbHOM YPOBHE.



0 B cmone mpucytctByet myrua-1 (Mr 250 k/la) u mymua-2 (Mr 100 x/a).

BHyTpeHHHE IOBEPXHOCTU POTOBOU IOJIOCTH, KEIYAKA U KUIICUHUKA
ITOKPBITHI MYIIMOM, KOTOPBIX 3aIUIIAET SMUTEIUN TUIIEBAPUTEITBHOTO
TpakTa OT pa3pylieHus GepMEeHTaMM U JCUCTBUS COJISTHOM KUCIOTHI.

B poToBO# MONOCTA MYIIUH CIFOHBI MPEIOXPAHIET SMUTEIIUNA OT
MEXAHUYECKUX,

1

TEPMUYECKUX

O CO & d

XUMHUYECKUX BO3IEUCTBUHN

MG1-nnoTHO aacopOupyeTCcss Ha MOBEPXHOCTH 3y0a, CIIOCOOCTBYS
00pa30BaHUIO AMaJICBOM IUICHKH, TEM CaMbIM 3allHINAas TIOBEPXHOCTH 3y0a OT
XUMHAYECKUX U (PU3MICCKUX BO3ICUCTBUM, BKIIFOUAsl KHCIIOTHBIC
BO3/ICCTBUA.

MG2-Takke CBA3bIBACTCS ¢ MOBEPXHOCTHIO 3y0a, HO JIETKO CMEIaeTCs,
OJTHAKO CITOCOOCTBYET OUMIIEHUIO MTOJIOCTH PTa OT OAKTEPUH ITyTEM
arperamuu



MyuuHBbI BBINOJHAKT ciemu(puieckue (PyHKIUU:

OcHoBHbIE 0eNKH, 00ECTICUUBAIOIINE BA3KOCTh CIIOHBL. MYIIMHBI y4aCTBYIOT B
00pa30BaHUU MUIIEII CIIOHBI, (IOMOTAIOT CTPYKTYPUPOBATH CIIIOHY), Onarojaps
CIIOCOOHOCTH CBSI3BIBATH BOJY.

Monekysabl MyLIMHOB BMeCTe ¢ Oeiakamu, oorarsie mpoauHoM (BBIT) oOpa3ytor
CIIM3UCTYIO TUICHKY (TIeJUTUKYITY ), KOTOpas 3aluIaeT KICTKH POTOBOM MOJOCTH OT
OakTepHaIbHBIX, BUPYCHBIX, XUMHUYSCKUX U JIP. BO3ACHCTBUH.

BrimonsstoT pOJib CMAa3KH HC TOJIBKO B IIOJIOCTH PTa, HO U B KHIICYHUKC, 6pOHXElX.

Mouiekysia MyITMHOB TIOX0Ka Ha TPEOCHKY U MOKET CBA3BIBATH OOJIBIIOE
KOJIMYECTBO MOJIEKYJI BOJIbI. * Ha pUCYHKEe K MOJMNENTUAHOMN 1IenH (CILTIONTHAs
JIMHUS ) TPUKPEIJICHBI TTOIUCAXaPUIHBIC IIETTOYKH.
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HpOTEOFJII/IKaHI)I A INNIHKO3AMHUHOIJINKAHDI

IIpoTeoriMKaHbl - COCTOST M3 PA3IMYHBIX CTEPIKHEBBIX
(KOPOBBIX) OEJIKOB, K KOTOPBIM 4Yepe3 N- u O-TJIMKO3UIHBIC CBSI3H
IPHUCOCANHEHBI OJIUTOCaXapHuIbl, CBI3aHHBIC C LICTISIMU
rIMKo3aMUHIIHKaHOB (puc). 1 mojiekyiaa COR-0enka MoxkeT
npucoeauHuTsb 10 100 T'AT

[ TMKO3aMUHOIITMKAHBI — JIMHEUHBIE TETEPOIOIMCAXaAPU/IBI,
coOpaHHbIC M3 OOJILIIIOrO YKCIa IIOBTOPSIOIIUXCS OUCAXAPUOHBLX
€IUHMII, B COCTaB KOTOPHIX BXOASAT YPOHOBas Kuciora (d-
[IIOKYpOHOBast Win L-uaypoHOBas) M aleTUIMPOBAHHBIN
rekco3amMuH(N-aleTUITIITIOKO3aMUH- WIH -alleTUITaJIaKTO3aMUH ).

KoposBniii 6e1ok

| TMKO3aMHUHOTIIIUMKAHBI

Puc. CtpoeHue nporeorinmkaHa.



Oc00eHHOCTH CTPOEHHS BAKHENIIHUX INIMKO3aMHUHOITINKAHOB

IIpeacraBureinb I'excypoHoBasi Kucjora I'ekcozamuH I

ruajypoHoBasi [ mroxkypoHoOBas N-aneTnnniroKo3aMuH
KHUCJIOTA
XOHAPOUTHH-6CYIb(AT [ mroxkypoHoBas N-aneTnnraiakro3aMuH-
6-cyabdar
XOHAPOUTHUH- [ mirokypoHOBas N-aneTnnrajsakro3aMuH-
4-cyabdar 4-cynbdar
depmarancyiab@arsl Nnyponoas N-aneTnnrajsakro3aMuH-
4-cynbdar
Keparancyiabsdarbi rajlakro3a N-aneruiraaakro3amMuH-
6-cynbdar
remapvuH [JIFOKYPOHAT N-aneTnnraasakTo3amMyH-
-2-cynbdar 6-cynbdar

remapancyjib@arbl




Bce I'Al" gensitcst Ha BE TPYIIIbBI: CBA3aHHBIE C KOPOBBIM OEIKOM B COCTABE
IIPOTEONNIMKAHOB (JiepMaTaHCYyIb(aT, KepaTaHCybdart, remapaHcyib(ar, XOHAPOUTUHCYIbGAT) U
HE CBSI3aHHBIC C KOPOBBIM OEJIKOM (THAIypOHOBAs KUCJIOTA).

benkoBbIi KOMIIOHEHT (KOPOBBIN OEI0K) NPOTEOITIMKAHOB CUHTE3UPYETCSl Ha pubocoMax
OIIP, aT'Al - B anmapare [ onpaxu. CHHTE3Y NOMMCaxapyuaHbIX CTPYKTYP HA OCHOBE KOPOBOTO
OeJiKa MPEeaIIeCTBYET MPUCOCIMHEHNE K THIPOKCUIILHOM IpyNIie CepUHa, TPEOHUHA WU
acriaparuta Tpucaxapujaa (-KCuiio3a-rajakro3a-rajaakrosa-) - 3arpaBka g cunte3a ['Al

OcranbHas yacth nenu ['Al, mnocTpoeHHast U3 MOBTOPSIOIIMXCS TUCAXapPUIHBIX eAuHUIL] (A U
b), cunTe3upyeTcs nyTeM NpucoeAuHEeHus (n pa3) yIJIEBOJHBIX OCTAaTKOB (PHUC).

MNP annapart lNonbaxu

-

CBAaA3BIBAOILIMHMA TpHCaxXxapH.L ITuKo3aMHHO-
IJIMKAaH

KopoBblii 0eji0k



CTpyKTypa HaaAMOMNEKYNAPHOro
NPOTeOrnMKaHOBOIro KOMMJieKca

proteoglycan aggregate
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CMHTEeS3 NPOTEeOrnMKaHoOB :::°

e HaumHaeTcs ¢ cMHTe3a KopoBoro 6ernka Ha pu60corax,
yXe B npouecce TPaHCNALUU NMPOUCXOAUT CBA3LIBAHME C
Tpucaxapugamu. lNMocne 3toro 6enok nogsepraeTcs
MoandMKaLMK - KCUITO3UITUPOBAHUIO U
docchopunupoBaHu.

e YOD - kcunoTpaHcthepasa NnepeHOCUT OCTATKU KCUNO3bI
Ha KOpPOBbLIN OeNoK U ABNSAETCA KNYeBbIM (hepMEHTOM
3TOro OMoCHHTE3A.

w Kopoasiii 6enok
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CUHTEe3 NMUKO3IaMMHINMMKaHOB °°

¢ [MonucaxapuaHbie Lenu CUHTE3UPYHOTCA rMaBHbIM
obpa3oM B koMmnnekce Monbxu nytem
nocrnenoBarenibHOro npucoeguHeHUA
MOHOcCaxapuaoB, AOHOpaMM BbicTynarT YOD —
caxapa, thepMeHTbI — rMUKo3UNTpaHcdgepasbl.

e Moaudukaumen Leneun rmMKo3aMMHINMKaHOB
AIBNAETCA Cynb(aTtupoBaHue, T.e. NpUucoeauHeHUe
cynbdara (QoHoOpoM cynbgaTHOM rpynnbl BbiCTynaer
DADC).
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AMHHOCaxapa U TeKCyPOHOBBIC KUCIOTHI CHHTE3UPYIOTCS U3
IJ1I0KO3bI. HemocpencTBEHHBIM K€ MPEeAIIeCTBEHHUKOM N-
alleTUITIIOKO3aMuHA ¥ N-alleTuIrajJakTo3aMuHa SBIISICTCS
bpykT030-6-Pocdar. Mctounnkom NH2-rpymmsl ajis caxapoB
BBICTynaeT ryTamMud. OOpa3oBaBIIMICS aMUHOCaXap Aajiee

ALETUIIUPYETCS C MOMOIIBIO aneTi-KoA (puc).

Ha cunTe3 muKo3aMUHOTIINKAHOB BIUSIOT COMATOTPOIIMH 1
pE€THHOCBAs KHCJIOTA, KOTOPBIC AKTUBHUPYIOT BKIIFOYCHHUC

CyJb(ara B MOJICKYJIbI.
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depMeHTHhI: [ - TEKCOKMHA3a,; 2 -
dbocdormokonzomepasa; 3 -
aMUHOTpaHcdepasa; 4 -
anerunTpancdepasa; 5 - N-
aleTUIrIoKo3aMuHpocpomyTasa;
6 - YI1D-N-
aleTIINTIOKo3aMUHTIUpopochopu
nasa; 7 - anmMmepasa; § - YJ1D-
rIroko3aMuHnupodocdopunasa; 9
- VID-
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Y P1i1roK0o30-AeruApOreHasa.

Puc. 1.21. CuHTe3 INIUKO3aMUHOIVIMKAHOB.



Pa3Hble NpOTEONINKAHBI OTJINYAXOTCA
pasMepaMu MOJIEKYI, OTHOCUTEIbHBIM
coAepKaHUEM Oelika 1 HabopoMm
[JIMKO3aMUHOITIMKAHOB.

[IIpoTeornukaHbl B OOJIBIINX KOIAYECTBAX

IIPEACTABJICHBI:
IEHTUHE,

(mymb1e,
|1iemeHTe,
|TKaHSIX TIEPHUOIOHTA,

CIHU3UCTBIX 000JIOUKAX MOJOCTH pTa



Pacmag mporeoryinkaHoB

Pacrmiag mpoTeonMkaHoB - (PU3HOJIOTHYECKHUH TTPOLIECC, 3aAKITFOYAIOIITUMCS B
perysipHOM OOHOBJICHUM BHEKJIETOYHBIX U BHYTPUKJIECTOYHBIX
MaKpPOMOJIEKYIL.

B nerpamaiuu npoT€ONIMKAHOB YYaCTBYET MPOTEMHA3BI U IIIMKO3U/1Aa3bl.

BHauase KopoBbIi U CBA3YIOIIUE OCIIKU MOJABEPratOTCs BO3ACHCTBUIO
CBOOOJHBIX PAAUKAIOB U B MEKKIECTOYHOM MATPUKCE TUAPOJIUIYIOTCS
MaTPUKCHBIMU METAJIJIONPOTENHA3AMH - KOJIJIAr€Ha30M, KeJIaTUHA301,
CTPOMETU3UHOM.

[IpoTrenHas3bl pacuICIUISIOT KOPOBBIM OEJIOK, a INIMKO3UAA3bl THIPOIU3YIOT
[ENY IMKO3AMUHOIJIMKAHOB 1 OJIMTOCAXAPHU/IOB.

Bce mpoTeornukandsl, coaepKaIiye ey XOHIpouTUHCYIb(dara,
aepMaraHcyiabdara, renapaHcyibdara 1 KeparaHcyibdara, nepBoHa4aIbHO
PaCIICTUISIOTCS Ha (PparMeHTHhl.

@parMeHThl IPOTEOTIIMKAHOB 3aXBAThIBAKOTCS OJIACTHBIMU KJIETKAMU U
MOABEPTatOTCA BHYTPUKIETOYHOU JIETPaJallUy.



2. Pacnaja rimuKo3aMUHOIJTIMKAHOB

[ TMKO3aMHUHOITIMKAHBI OTJUYaIOTCS BLICOKOM CKOPOCTBIO
obMeHa: nonynepuod Ku3HU (T 1/2 ) MHOTHUX U3 HUX
cocTaBiseT oT 3 10 10 gHe# (TONBKO I
keparancyibpara T 1/2 =120 naen).

PaszpyiiieHue noaucaxapuaHbiX HENEH OCYIIECTBIAECTCS
9K30- ¥ SHAONIMKO3WAa3aMHU U Cylb(harazamMu, K KOTOPbIM
OTHOCSAT THATyPOHUIA3Y, ITIIOKYPOHU A3y, raJIaKTO3Ua3Yy,
UIYPOHUIA3Y U JOP.

M3 BHEKJIETOYHOIO MPOCTPAHCTBA ITIMKO3aMHAHOTJIMKAHBI
ITOCTYIIAKOT B KJIETKY IO MEXAHU3MY SHAOLIMTO3a U
3aKJIIOYAIOTCS B YHIOLMTO3HBIC MY3bIPEKH, KOTOPHIEC 3aTEM
CJIMBAIOTCS C JIM30COMaMHU.

JInzocomasbHbIE THAPOJIa3bl 00ECIIEUNBAOT OCTEIICHHOE
MOJIHOE PACHICIUICHUE INIMKO3aMUHOTIINKAHOB 0
MOHOMEPOB (MOHOCaXapu/ibl).



M0JIOCTH PTAa

HpOTEOFﬂI/IKaHbI A INIMKO3AaMHUHOIVIMKAHDBI B TKAHAX

ITpoTeorIHKaHBI I'MHKO3aMHHOITHKAHBI Tkanb
Bepcukan,

P =k XoH/IpouTHH-4-cy.Ikdar,
ACKOPUIL, OMIIHKAallL, - _

o XOIIAPOUTHH-G6-cvibgar, IleMeHT Kopiiga
PROPOMOIYITHL, mepMaraHcyibdgar
JIOM M KA ACRMATAHEYEWE
JlromMmukan, XoH/TpouTHH-4-cy.Ik(paT, Mai
hudpoMOAVIINIL, XorapouTuil-6-cvindar, u' c,lcu'ru.u
ocTeoaIepuH aepMartaHceviIkgar pe

Cuiytekaii-1,
JMEKOPHH, BePCHKAaH,

Hepmartaucyiapdar, FHa1ypolio-
Basl KHUCTOTa, TenmapaHeyiasdgar,

Ciausucras

o odo109Ka
OUITIMKAlL xonupouruii-4-cyiundar

JlepsMaTarceyandar,
MDubpoMoOUYIIHIL, xorapourun-4-cyiusdar, [lepuonormrraiblipie
BEPCHKAaH, JTICKOPHH XOHAPOHTHH-6-cvIRpar, CBSI3KH

reuapatcyibdgar

Bepcuxkaii,
OUTITHKAaH, TCKOPHH

XoHIpOoUTHH-4-cyah(aT,
xomapourun-b-cyiundar,
aepMaTaHCeVIbpaT, KepaTaHCY Th-
drar, ruajrypoHoBas KHCI10Ta

Ilvnema 3yda

Bepcukau,
OHUTITHKaH, JICKOPHH.
CHH/IEKaH

XOoHIpOoHTHH-4-cyasdiaT,
XOHApOUMTHH-O-cviIbdar,
ACPMATAHCYIBpAaT, KCPATAHCYTh-
dar, ruajnypoHoBasi KHCIIOTA

KocTHasi TKaHb

Hexkopun,
OUITTHKAaH,
$hudpoMoOIVIHH,

XOHIPOHATHH-4-cyabdaT,
XOHAPOUTHH-O6-CcyiIbLdar,
KepaTaHey Ib()aT,
FrHaJIYVpOHOBasd KHCIIOTA

XpseBas TKaHb




PYHKUUUN NMPOTEOITIMKAHOB U
NMAKO3AMUHOIITIMKAHOB

OHU ABJIAIOTCA CTPYKTYPHBIMU KOMITIOHCHTAMU MCIKKJICTOYHOI'O MATPUKCA,

MPOTEOITIMKAHbBI U INIMKO3aMUHOIIIMKAHBI CIEM(UUECKU B3aUMOICHCTBYIOT C
KOJUTAr€HOM, 3JIACTUHOM, PUOPOHEKTUHOM, JIJAMUHUHOM U IPYTUMHU O€JIKaMHU
MEXKKJIETOUYHOI'O MaTpHUKCa;

BCE MPOTEOIIMKAHBI U TJIMKO3aMUHOITIMKAHBI, SIBIIASACH ITOJMAHUOHAMU, MOTYT
MPUCOCANHATH, KpOME BOJIbI, OObIIHE KojindecTBa KaTHOHOB (Na+, K+, Ca 2+ ) u
TakuM 00pa3oM y4acTBOBaTh B (POPMHUPOBAHUU Typropa pa3jinyHbIX TKAHEH;

MPOTEOITIMKAHbBI U TNIMKO3aMUHOTIIMKAHBI UTPAIOT POJIb MOJICKYJISIPHOTO CHUTA B
MEXKKJIETOYHOM MAaTPUKCE, OHU MPEISITCTBYIOT PACIpPOCTPAHEHUIO TTaTOI€HHBIX
MUKPOOPTaHNU3MOB;

TUalypoOHOBAas KMCJI0Ta U MPOTEOINIMKAHBI BHITTOJHSIIOT PECCOPHYIO (PYHKITUIO B
CYyCTaBHBIX XPsIIIaxX

renapaHcyib(arcoiepKaiine NpoTeorTMKaHbl CIOCOOCTBYIOT CO3/IaHUI0 (DUIIBTpallU-
OHHOTO 0apbepa B MoYKax

KeparaHcyJib(aThl U IepMaTaHCyJib(haTbl 00ECIEUNBAIOT MIPO3PAYHOCTH POTOBUIIBL;
rerapyH - aHTUKOATYJISIHT;

FGHapaHCYHB(l)aTBI - KOMIIOHCHTHI IJIa3MaTHYCCKUX M€M6paH KJICTOK, IIC OHU MOI'YT
(1)YHKHHOHHpOB&TB KaK pCOCITOPbl U Y4aCTBOBATH B KJICTOYHOM aAre3nu nu
MCKKJICTOYHBIX B3aHMO,Z[€I>’ICTBI/IHX. Onu Taxxe BBICTYIIAIOT KOMIIOHCHTAMH
CUHAIITHYCCKUX ITY3BIPBKOB.



Mykomnoaucaxapuao3bl - TSOKEIbIC HACICACTBEHHbBIE 3a00I€BaHMUS,
00ycloBIIEHbIE Ae(hEKTaMU TMAPOJa3, YUaCTBYIOIIUX B KaTa00JIU3ME
ITIMKO3aMHHOINIMKAHOB. B MrM30coMax TKaHEew, 411 KOTOPBIX XapaKTepeH
CHUHTE3 HauOOJIBIIEro KOJINYE€CTBA INIMKO3aMHUHOITINKAHOB,
HaKaIUIMBAIOTCS HE MOJTHOCTBIO pa3pyIICHHBIE INIMKO3aMUHOTIIMKAHbI 1
C MOYOM BBIJICJISIOTCS UX OJIMTOCAaXapuIHbIC (PparMEeHTHI.
Mykonoymcaxapu103bl MPOSIBIISIIOTCS HAPYIICHUSIMHA YMCTBEHHOIO
Pa3BUTHS Y JI€TEH, TOPAKEHUSIMHU CEPACUYHO-COCYIMCTOM CHUCTEMBI,
aepopMalsiMiu KOCTHOTO CKeJIeTa, 3HAUUTEJIbHO BHIPA)KEHHBIMU B
YEJIIOCTHOIMIIEBOM 001aCTH, TUIOINIa3uel TBEPABIX TKaHEH 3y00B,
IIOMYTHEHHUEM POTOBMIIBI 17143, CHUKEHUEM MPOJI0KUTEIIBHOCTH
K13HU. CyIeCcTBYeT HECKOJBbKO TUIIOB MYKOIOJIMCAaXapHy1030B,
BBI3BaHHBIX AS(PEKTaMM Pa3HbIX (PEPMEHTOB, YUYACTBYIOIIUX B
pacHICIUICHUHU [NIMKO3aMHUHOTIMKAHOB.



boiie3nu, cBA3aHHbBIEC C HapyILIEHHEM METa00In3Ma INTMKO3aMUHOITINKAHOB

| wapoanzyvemme

Hazpanne Goaesznn Hdedrexruniia pepment Cumuroms 00/1ezun
I/IMKO3aAMHHOT/IHK H b
Bpoxneunme Quceckue  ypoa-
CTEA. B TOM SHCIC JIHICBOIO CKCJTA;
booesun Lonrepa Hepmartancyiaedar. MOMYTHCHHH POroBHIIE HCT, yMC-
. » L-snyponar-2-cyaparaza * %
{MPS II) remapaHcythdar TBCHHAR OTCTAZIOCTR, HPH TAKEION
hopme HONCIHE MTPOTOTENTEIRHOLTR
wnaan 20460 ner
: [etapar N-cyasdoraw; o
bonesus o I avGokas YMCOTECHHAS OTCTANIOCTE;
. P N-atenue D rokozaMusn- .
Can-duannmo A, 0 HAMCHCHI S KOKHOTO [TOKPORA TKaHCN
- 13 .

B,C.D lenapascyiakbar MO, JICTKHX, CCPICTHOR ¥ CKCICT-
e anme T - KoA- B-1m oo saM e - : s e
{(MPS T A, B, HEIX MR MHORCCTRCHHEC TTopake-

L ancryompanrchepasa; N-arnerr-
C. D) HHS KOCTHONO CKeIeTa
ITORGEMHE-O-c\TThharasa
haaesun Mopxso lanakToa-h-cyambarasa Reparancyardar, Punomsss DX TKRHeH, Deiopas
’ I ¢ . - . - i S
IMPS IV A) XOHIPONTHH-0-CVIMPAT | jgirpge i vpoietig cke e, oMy Tier e
boaesun Mopxuo Keparancyawdar, POLTISHLL L1 LGPy e e K IO

B(MPSIVE)

B-lanakToanmasza

XOHIPONTHH-G-cyvardar

PO D00 T FOLD KU LR CCPULLLS

I pybuie =epre 1M1 NOMYTHCHHE

honesun :
. N-lanakTozaMna-4-cyis- . POrOBHIE I3, HAPVIICHKC VHKINN-
Maporo-lavu JepMararcyandgar 7 i
(MPS V) tharaza (apuacviasdaraza B) OHHPORAHNE A0PTAILHOIO XJIanaHa
i CCPINA; COXPAHACTSN MHTCTICKT
p ; | eniapancyeganrs:
honezun Chan : R ' MHOKCCTRCHHREIC TTOPARCHHS XOCT-
G-1MoOKYPOHH A8 epMAaTaHCYTRDAT

{MPS VII)

XOHAPOHTHH-O-Ccymhdar

HOTO CRETIETA, TemaToCcn/ i CHOMEeTaTH S







