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MeTabonnam B MblLULLE:

Y yenoBeKka Tpu TUMNA BOJTOKOH:
* ObICTpbIE,

 MeAneHHble 1

* NMPOMEXYTOUHbIEe.

NIX COOTHOLIEHME B CKerneTHbIX Mblllyax 3aBUCUT OT
reHeTU4EeCKnNX CbaKTOpOB, HE MEHAETCA B TE€HEHUNE KN3HU, N OT
3TOIo 3aBUCUT CIOpPTUBHAA crneunasim3aumusi.

l'eH «BbIHOCNUBOCTUY» PPARGC1A onpepgenser
Hanbonee nogxoaawmm TUN PU3NYeCcKnx Harpysok,

MyTaumm B reHe «ObicTpoTbl» ACTN3 - Oerosyto
crneuuanusauuio: CNPUHTEpP, cTanep unu mapadgoHeu,.



MeTabonnam B MbilLLE: QHEPIUS

* MbiWwya ncnonb3yeT HECKOSBKO
9HEpreTnyecknx cybcTpaTos:
— rNIOKO3Yy,
— XKNPHbIE KUCIOThI,
— KeTOHOBbLIE Tela.

B nokoe, XupHbie KUCNOTLI — OCHOBHOW UCTOYHUK
aHepruu;

[Mpn cokpalLeHU NPenMyLLECTBEHHO FNHOKO3Q;

B Ha4yanbHOM nepmnoge CokpaweHund, rnioKo3a
NOCTYyNaeT U3 rmuKkoreHa MblLLL.



Bpems
dHepreTuyeckoro obecnevyeHus bera

[NioKo3a kpoBH 4 MUHYTBI
3anmachbl IIMKOreHa B MeYeHH 18 MuHyT
3anmachbl NIMKOreHa B MbIIIIAX 70 MUHYT

TAI xxupoBo¥ TKaHU 4000 MmuHYT




OHepreTuka: [ nukoreH

» CKeneTHble MbILLbI coaepXaT % obuiero
KOnn4ecTBa rMuKoreHa opraHmama
yenoBeka.

— noKo3a 13 MbILLEYHOrO MMUKOreHa He
BbIXOAUT N3 MbILLEYHOW KIETKW.

— B MblLlUe oTcyTCTBYET PEPMEHT 2J/TH0K030-6-
¢pocghamasa, YTO Aenaet HEBO3MOXKHbIM
npespaLleHne rn-6-¢p B rnroKosy.




JHepreTuka: JlaktaTt, anaHuH,
umkn Kopwu.

* [1pun cokpalleHnn, CKOpoCTb MMUKONn3a B
MblLLLEe npeBocxoauT ckopocTb UTK = nakrar
HakannMBaeTCAa U BbICBODOOXOAETCHA B KPOBb.

« [pyron metabonnyeckmn NpoayKT ariaHuH
(pe3ynbTaT TPaHCaMUHMPOBAHUA NUpyBaTa B
rNFOKO30-aNAGHUHOBOM LMUKnNe. |

e O6a nakraT n anaHuvH
TPaAHCNOPTUPYHOTCS KPOBbHO

B Ne4eHb, rae npespallatnTcs
B rNHOKO3Y (IMIOKOHeoreHes).
Livkn Kopwm.
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QHepreTuka: benku

* MblWLUbl NMEIOT APYron AOCTYNHLIN ANng
MOOUNM3aUMn NUCTOYHUK SHEPTNN— CBOWU

cobcTBeHHbIe 6enku.

« Pacnap 6enkoB perynmpyeTtca Takmum obpasom,
4TO 6bI MMHMMM3NPOBATL KaTabonnam O6eKoB

TOJIbBKO nepmnoaom rosiogaHums.




Pe3epB aHepruu:
KpeaTtuH ¢pocear

* MblLWLUbI MMET AONONHUTENBbHBIN UCTOYHUK
OHEPINN — KpeaTUH Pocqar, KOTOPbIN
reHepupyeT AT® 06e3 yyacTus peakuum
meTabornnama.

o OTOT pe3epB aKTUBUPYETCS Ha Ha4YasrbHOM
aTane CoKpalleHUN 1 OoJIKEH BOCMONMHATLCS
KaK 1 3anacbl rMMKoreHa B COKOMHOM
COCTOSIHUM MbILLLUBI.



OHepreTn4ecknin pes3eps:
KpeaTuH gpocgar

!
HNo  _NH, ATP pop OO
a2
C \\\‘)/// HNy___NH
Ill . C
CH, “CH, Creatine kinase /||\|
| CH, “CH,
COOH |
| COOH
Creatine Creatine phosphate

KpeatuHgpocpar + A[l2 — KpeaTtuH + AT®

KoHUeHTpaumusa kpeaTUH@OoCc@aTa B NOKOALEUCS MbILeYHOU
TKaHW B 3-8 pa3 npesbIlWaeT KoHUeHTpauuro AT2 .



— B. Creatine metabolism
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CepaeyHas mebIwua

* MHoro mutoxoHgpun: 25-30%.

* BbicOKaga ckopocCTb TypHOBepa (0bopoTa)
6enkoB, 0COOEHHO COKpaTUTENbHBbIX.

— MOJ1HaA 3aM€eHa B TEYEHNN MeCsHLUa.



buoxumua muokapaa

AspobHaga TkaHb (7-20% notpebnaemoro O,)

Bbicokaa ckopocTb U TK, B-okucneHua KK, o4eHb
HU3KNN YPOBEHb aHal3POOHOro rnmMKon3a.

OHepreTnyeckme cyoctpatbl — KK, rnokosa,
NnakTarT, KeTOHOBbIe Tena.

NHTeHcuBHbIN AK meTabonuam = AnRAT, AcCAT.

XopoLlo cdhopMnpoBaHHbIN capKoniasmMmaTU4ecKknm
PETUKYNYM, XOTHA Ca?* nocTynaeT U3BHE KINETKM.

Bbicokas AT®-a3Haa akTUBHOCTb CapKONEMMBbI.




OHepreTn4yecknm obMeH B MbILiLe

* CkopocTtb rugponunsa ATE npeBoCcXoauUT CKOPOCTb
CUHTE3Aa.

ATP + H,O > ADP- + P, + H*

« Hakannueatowasca AP, ncnonb3yeTtcsa B peakuum C
(Mno)adeHusiamkuHa3ou:

2 ADP «~ ATP + AMP
(MuoadeHunamkuHa3sa)

« AM® T. KoHueHTpauuio cHwxkaeT AMP gesamumrasa.
AMP — IMP + NH,4



[Tyt ytunmnsaumum ATO B meruiLe

1. MexaHun4yeckasn paboTa — MblLLEYHOE COKpaLLeHue.

2. Pabota AT®P-a3 — popMUPYIOT 3NIEKTPO-
XUMUNYECKNUN KOMIMOHEHT:

1. Na'/K*-AT®-aza — nogaep>XnMBaeT NoTEHLMAaN nokos,
TpaHcnopT cybcTpaToB.

2. Ca?'- ATP-a3a — mbilueyHoe paccnabneHue,
3. Mg?*- ATP-a3a — ctabunur3aunsa ATO®.

3. MbiweyvyHoe paccnadbneHue — AT®-3aBUCUMbIN
npoLecc:
>  BblkaymBaHue Ca?* n3 capkonnasmbl,
> aKTMHO-MMO3MHOBaA Auccouunauuns.



MbIlWweyHbIe benku

 OCHOBHbIe Denkn MblilwU AKTUH 1 MUO3UH.
* Obpa3yoT KOMMIIEKC UMEHYEMbIN GKTOMUO3UH.

* AKTUH Y MUO3UH UMELIOTCH B PA3INYHbIX

OPYrvX TUNax KNeTokK, y4acTBYIOT B Pa3fiNYHbIX
KIETOYHbIX 1 BHYTPUKITETOUYHbIX
nepemMeLLeHnsax

— KneTo4Hasa nogBmXHOCTb
— U3MEHEHUNA KINETOYHOU POPMbI.



plus end

{B)

CnupanbHbIX NONUMep (BONOKHO AGKTUHA, UNK
F-aKTuH) rnobynsipHoro 6ernka MoHomepa
- G-aKTuHa.



AKTUH

» CBaAsbiBaHNe AT® c MOHOMepoM G-aKTUHA
BeJeT K nonumepmsaymm — opMmMpoBaHUIo
OBYXHUTYATOM cnvpann F-akTuHa).

B aTom npouecce npu rugponuse ATE, AP
OCTaeTCHd CBSA3aHHbIM C QKTUHOM.

« Ha kaxkgon cybbegmHmLe MOHOMEpPa aKTUHA
MMEIOTCS y4acTKM (CanuTbl), KOTOPbIE MOTYT
CBA3bIBATLCH C MUO3UHOM.



ToHkue ¢punameHTbr. CocTas

Atin
 ToHKue punameHTbl COCTOAT U3:

— cnupanu F-akTuHa,

- TponomuosuHa (benka-gmvepa,
riexaltlero BOosb xeénoba cnvpanu F-

Tropomyosin
QKTUHA),
— Tpex HebonbLLMX BENKoB TpONOHUHOB -
I, CuT. CogepxaTtcsa B CKeneTHbIX Troponin - } o =

3 Complax
MblLLLAX U cepaeyvyHon Mblllue, HO HET B

rmagkon Myckynartype.

* TponoHuH C - ceasbiBaTb Ca?*, - CTPYKTYpPHbIE
N3MEHEHUS B TPONOHUHE |.

* TponoHuH T - cBs3bIBAETCA C TPONOMUO3UHOM.

* TponoHuH I cBs3biBaETCA C aKTUHOM,CITYXUT
NHrnoutopom Mg-ATd®asbl, NpensaTcTByeT
B3anMOOENCTBMIO aKTUHa 1 MUO3UHA.




ToHkue ¢punameHTbr. CocTas

Actin

* [NpucytctBne TponomuosurHa v
TPONOHUHOB NPENATCTBYET CBA3bIBAHUIO
royIoBKM MMO3MHA C aKTUHOM, MoKa MOHbI
Ca®* NpuCyTCTBYET B HU3KON KOHLUEHTPALUMMN  1ro00muosin
0o ~ 10> M.

~ TnT.

Troponin
Complax | T

— B paccnabneHHon mbiwue, Ca?t ~ 10-'M



T-System

@Iongitudinale Tubuli
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O6Lwaa CTPYKTYpa CKesleTHOU MBILILILI

{a) Skeletal muscle
Myafiber imuscle call)

-

ELo, o
ixFd

o o ] 20
I band | Hrone | Zdisk

A band

CkeneTHas MbllLeYHas TKaHb COCTOUT
N3 NMyHYKOB MHOIrod4epHblX MbllLUEYHbIX
KNeToK UIMN MbIlWeYHbIX BOJIOKOH.

Kaxxgas mbllevHas knetka
ynakoBaHa ny4kamu akTuHa
MWO3MHA, OPraHN30BaHHLIMMW B
MUOPUbpUNNLI.

Capkomep - 3TO y4aCTOK
MUOPUbpUNN Mexay ABYMS
COCEOHNMUN Z-NMUHUAMMU, CTPYKTYPHO-
doyHKUMOHaNbHaa eanHULa
nonepe4vyHonosiocaTton MbilLeYyHOW
TKaHU

BHyTpeHHAA opraHnsaums
donnameHToB JaET CKENIETHOU MbILLLE
BU nonepeYyHOU MNOSIOCATOCTU.




CTpYKTYDPA MbILWEYHOrO BOJIOKHA

capkomep .

/ MMUO3MUH \
OTPOCTKM

AKTUHOBbIE HUTH

Capromep

Muopubpuner cogepxat
CTPYKTYPHO pasnunyatoLmnecs
YYaCTKMU:

— TOHKMe cbunameHThblI,
COCTOSILLME U3 AKTUHA U
TOJNCTble (punamMeHTbI
COCTO4ALLME N3 MUO3UHA.

— KomMmnosnuua na TonctbIX U
TOHKUX HUTEWU B
Mmnodpmbpunnax co3naeT
XapaKTepHbIN PUCYHOK .




MbIlWweuyHoe BOJTOKHO

(& My fibril Flasma

/ membrana

Transvarsa
tubule

Terminal
cisterna of
sarcoplasmic
reticulur

Tubules of
sarcoplasmic
reticulum o

lNonepe4yHasa Tpydouka
muouuTa (T- TpybouKka),
ABNAETCA UHBArmHaumeu
niasmaTnyeckom
MemMbOpaHbl B obnactn Z
AUCKa, rae rpaHnyunT
HEenocpeacTBEHHO C
TepMUHaNbLHOM
LMUCTEepHOU (aNemMeHT
capkonasmaTu4eckoro
peTukynyma.

B TepmuHanbHoU
LiMCTepHe XpaHaTCs
NoHbl Caz* .



BuicBoGOXaOeHMe un 3anacanme Ca?*
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HepsHo -MmbIlWeYHas nepegaya

.El,enonﬂpusau,vm HepPBHOINO OKOH4YaHUA

!
[Jenonapusauma capkorieMMbl CKeJIeTHOU MbILL b

l

Jenonsapusauusa nonepevyHon TpyoyaTton memopaHbl

l
AktTnBauua meagneHHoro Ca?* kaHana
(amrmaponMpnaonHOBOro peuenTopa)

nornepe4yHon Tpyb4yaton memopaHbl
l
OTKpbITHE

KanbLUN-BbICBODOXAAOLWMX KaHaNoB
(pnaHoauH peuentopbl — RYR1, RYR2)



BbicBobOXAeHNe n yganeHne noHoe Cas*
* [lenonapusayms MmbllLEYHOW

:;_;l::epc-larization F§W&Depg|ar|zatlon KneTKI/I (1) MHD'yL“/IpyeT
> L Flasma mam brrana BbICBO60>K.D|eHMe MOHOB Ca2+ M3

Exterior

J/ capkonnasmMaTnyeckom ceTtu
Ty & (SR) ¢ nomoupblo Ca®*
BbiCBOOOXAawoLero oenka
SR membpaHbl (2).

= Bnocnencteun, Ca?*ATP-a3a
MemMmbpaHbl SR BblkaymMBaeT
noHbl Ca2* N3 UMTO30NS
obpaTHO B SR,BoCcCcTaHaBnmBas
~ KOHUeHTpauumto Ca?* [o ero
Ha4YanbHOro YPOBHS B TEYEHUM
30 munucekyHa (3).

Cytosol Calt ATPase ¥ —p —p -l

s L channes




Ca?* BbicBOOOXOaloLWmMe KaHanbl —
PuaHoauH peuenTtop

- Ca?* sbicoboxparowimii kKaHan SR 1U3BEeCTeH Kak

puaHoauH peuenTtop (RYR). 3TO OCHOBHOW NCTOYHUK
Ca?* HeobXoOMMOro AJ1 MbILLEYHOro COKpaLLeHus.

* Ryanodine ankanowng pacteHui. Cneunduyecku
cBA3bliBaeTca ¢ RYR v mogynumpyeT ero akTMBHOCTb.

« CyuwectyeT Tpu nsogopmsbl peuentopos - RYRI1,
RYR2 and RYRS3.
— RYR1 — B ckeneTHbIX MblLULIAX
— RYR2 — B cepaevHoOn mbillLe

— RYR3 — B mMoa3re.



RYR1

 HapyweHus:

— Bone3Hb LEeHTParbHOro CTEPXHSA (MmuonaTus) -
nopaxeHue MUTOXOHAPUU B LIEHTPanbHON 4acTu

MbILLIEYHbIX BOIIOKOH 13-3a BbICOKOro ypoBHs Ca?™* ;

— BOCMPUMMYNBOCTL K 3110Ka4eCTBEHHOW
rmnepTepMmnn (rmnepnupexkcum);

— BHELUHAA ochanbmonneer-l.



RYR?2

* HapyweHus:
— Xenygo4ykoBas Taxvkapaus;

— CeMenHas apuTMOreHHas Aucnnasns NpPaBoro
XKenyaouka;



[ToTeHunan-3aBnucuMbIv Ca?* KaHan
(AurmgponunpmngnH peuentop, DHPR)

 OCHOBHOMN TUM NOTEHUMan3aBUCUMOro
Ca’* kaHana B CKeneTHoOW MycKynaType.
MenOJsieHHO MHaKTuBMpyembin, L-Tmna.

— UrpaeT kntoveByro posfib B npoLeccax
COKpalLeHUS.



HapyweHna DHPR

o INMN30ONYECKUN TMMOKaNMeMmnyeckmnin
napanuu;

* TMpeoToKCUYEeCKnU ann3oanveckun napanuy;

* 3nokayecTBeHHasa runepnupekcus.



3n10Ka4YecTBeHHas runeprepmms.

MyTtauum reHa RYR1, DHPR, kanbcekBecTpuHa-1.
l
HapyLueHne nepBUYHON CTPYKTYPbI Oenka kasnbyuu
ebicsoboxdarouweeo kaHana (RYR1) — 3ameHa Cys®1® Ha
Arg.
l
I3aMeHEeHHbIe KaHarbl OTKPbIBAKOTCA flerye v Agornblue
OCTaloTCS OTKPbITbIMU, NepenonHas uuTosonb Caz*.
l
Bbicokuin ypoBeHb Ca?* CTUMYNUPYET :
HenpepbIBHOE COoKpalleHne (pUrngHocCThb);
T peakuuu rimkonunsa, rimKkoreHonus3a n aspobHoro
MeTabonmama — noBbILWAET BbIPabOTKY Tenna.



[poBOLMPYIOT pa3BuTHE 3JIOKAYECTBEHHOU
runepTepmum raioreHcoaepxatine UHranaLuoHHbIe
aHecTeTUKM (Hanpumep, ranoTaH, ceBognypaH) u

MUOPENIAKCAHT - CYKUMHUNXOJINH.

Pexe nposoumpyowmmMmn dhaktopamu CTaHOBATCA
CTpeccChbI, Hanpumep:

* YpeamepHaa puanyeckasa Harpyska unu

* Neperpes.



1. Ca®* kaHanbl KAPAUOMUOLIUTOB.
 MepneHHble Ca?* kKaHanbl — NOTEHUMAN03aBUCUMbIE
(3KBMBANEHTHbI AUrMOPONMPUANH peuenTopamM CKeNneTHbIX
MbILLLL).
ctumynauna — yAM® 3asucumMou nNpomeHKUHa3ouU,
NHrmnouposaHue — ylrM®-3asucumou nNpPomeuHKUHa30U.
* BbicTpble Ca?* KaHanbl (CKOPOTEYHbIE) — NPUHUMALOT
ydacTue B HavyanbHOU doase MoBbILWEHNS YPOBHS KarnbLns B

LUuTO30I1€.

2. Ca?*- Na' aHTMnoptep — OCHOBHOW MexXaH13M BbiBOAA
Kanbuua n3 KapamomumouuTa.

3. Ca** AT®a3a - BbIBOAUT KarnbLuin n3 KapamomuoumTa.
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KanbceksecTpuH

 KanbcekeecmpuH, KUCNbIW rmukonpotena
TepMuHarnbHbIX UMcTepH SR. CBA3biBaeT
MOHbI KanbLuS.

— «ObICTPbIE» MbILLEYHbIE BOSTOKHA UMEIOT
n3ogopmy ceksectpuHa - CASQ1.

— SR KapgmomMnouuToB MMEET «CepaAeYHYIO»
nsogopmy - CASQ?2.



MbIwevHbIe 6enku

 OCHOBHbIe Benku n/n Mmblll — MMO3UH, aKTUH,
TPONOMUO3UH U TPOMOHUHDI.

— Mno3uH n aktnH ~ 65%,
— TPONOMMO3NH U TPONOHUHLI ~ 5%.

e ripoyune 6enkun (~25% ot MmodpmndpuUNNApHbIX) UrpatoT
POIb B nNogaepXXaHum CTPYKTYPbl U perynaumnm
MbILLIEYHOIO COKpaLlEHUS.

* PerynatopHblie 6enkun noapasnensitotTca Ha
- MUO3UH-CBA3aHHbBIE Dernkn un
- QKTUH-CBA3aHbIe Oenku.




Mwno3nH-cBa3aHHbIe Defnku

* MnosnH-cBs3aHHbIe Dernku BKMOYaoT TPU
benka M auckos.

M protein,
myomesin,
creatine kinase.

- KpeatuH kuHa3a obecne4vnBaeT BbICTPYIO
pereHepauuio AT® npu MbiLLIeYHOM
COKpaLLeHunH.




AKTMH accoLuMnpoBaHHble Denku

AKTUH accouumupoBaHHbIe Derku (MHble Yem
TPOMOMWO3UH U TPOMOHWUHbI) BKITHOYAIOT:

a, B, Y-QKTUHUH,
AUCTPOPUH
NapaTponOMUO3IUH.

Q-AaKTUHUH HangeH B Z NUHUAX, akTUBUPYET
COKpalleHna akToMno3unHa. Vrpaet ponb B
NPUKPENNEHNN AKTUHA K Z NUHUAM.



NamMuHuH
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& AKTWUH OucTpodhuH &

OUCTpOPUH coeanHsieT UMTOCKENeT MbILEeYHbIX BOMOKOH C
OKPY>XaloLLUNM ero BHeK1eTOYHBIM MATPUKCOM.



AuctpogpuH
IMeeT caMbIW ANTUHHBbINU reH
(0,07% ot reHoma, ~ 2,5 MITH nap HyKNeoTUaoB).

OYHKUMSA NPYXKUHBI — MOrNOLLEHWEe MeXaHNYeCKoW SHepruu.
[Tpy MbILLEYHOM COKpaLLleHUW AnMHA MONEeKy bl AUCTPOhUHA
MEHSETCH - 3alymIiaeT MemobpaHbl MUOLMTOB, CTPYKTYPbI 3a UX
npegenamu, coeauHUTENbHbIE TKAHW U CYXOXUMUSG Npu

N30bITOYHON MEXaHNYECKOMN Harpy3ke

CABUI paMKu CYATLIBAHNA —
MbiweyHaa guctpoduma JioweHa,
yMepeHHas MblleYyHasa auctpodus bekepa (Becker).

MyTauuu reHa - aunaTaumMoOHHAA KapAUOMUONATUA.



B TkaHu CckeneTHOM MblLLLbI COAEPXUTCA HebobLLOE
konuyecTso aucTtpoguHa (okono 0,002% ot ocHoBHOM Macchl
Oenka mblLwLbl),

Npy ero OTCYTCTBUM (M3MEHEHUN) —
TaXenas Hemsneunmasa bonesHs - MbIlieMHaa AUCTPOPUA —
HEKPO3 MbILLEYHbLIX BOSTIOKOH—

nporpeccupytoLLas MbllleyHasi cnadocTb M YTOMIEMOCTb —
WHBANUAHOCTb —

netanbHbIX UCXoA.



Perynauna mbilLie4YHOro
cokpaLlleHusa noHamm Ca?*

Actin

: Mhyosin-
Than [ n! twnding sile
filarmant

Tropomyosmn

Myosin
head

Thick
vlarmend

(m) Low calcium concantralon
(=10 "M Ca*) (B} High calcium concentration
(=10 ®mCa®)
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. B dpa3zy paccnabneHua mbilLieyHOro cokpalleHns S-1 rorioBka MMo3nHa
rmgposnmsyetr AT® go AP u P;, HO ocTaeTcsa cBa3aHou ¢ HUMKU. B pesynesrarte
AD®-P,-MM0O3MH KOMNNEKC HaxoauTCsa B BbICOKO3HEPreTU4ecKou
KOHdhopmauuu.

. [Mpn cTumynaumMmn mMmollLe4yHOro cokpatleHuns (bnarogapsa cobbITaM
BoBnekatowmm Ca%*, mpornoHuH, mpornoMuUO3uH U aKmuH), aKmuH CTaHOBUTCS
OOCTYMNHbIM U rofioBKa S-1 MUuO3uHa HaxoauT ero, CBA3bIBAaeTCHA U obpasyer
aKTUH-MUO3UH-AD®-P, komnnekc.

. ObpasoBaHue Komnsiekca cnocobcTeyeT BbicBobOXaeHUIO P, u AQ®, 4TO
NHUUMNPYET pabouun xon - 3Ha4nTernbHble KOHPOPMALMOHHbLIE U3MEHEHUS
MeXAy rofoBKOM U XBOCTOM MMO3UHA, - NoATArMBaHMEe aktTuHa Ha ~ 10 HM B
CTOPOHY LeHTpa capkomMmepa. MMosnH nonagaeTt B HU3KO 3HepreTnyeckoe
COCTOsIHMEe 1 0003Ha4YaeTcHd Kak akTUH-MUO3UH.

. Cnegyrowan monekyna AT® cBs3blBaeTCcs C rofloBKOM MMo3nHa, obpasys
aAKTUH-MUO3UH-ATP® KOMNNeKc.

. Mno3unH-AT® meeT HM3KOe CPOACTBO K aKTUHY, NO3TOMY BbICBODOXOaeTCs
aKTMH. OTOT NocrnegHnK war — Krno4eBon KOMIMOHEHT paccriabneHus.



capkomMmep
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Cuctema BONMOKOH TUTUHA, HebynuHa

£ disk Actin thin ilament Z disk
Myosin thick filament

Titin M line MNebulin

BonokHa TUTUHA CoeleHATCA C OJHOW CTOPOHBI K Z OUCKY U
3aMnoJSIHAT NPOCTPAHCTBO A0 cepenHbl TONCTOro BonokHa (M-

NHUA).

HebynuH - oNUHHBLIN HepacTAXUMBINA 6eMnoK CBA3AH C TOHKUMU
BOJIOKHaMM OT ero KoHua y Z gucka 4o OKOH4YaHMs BOJSIOKOH
QKTUHaQ.




Cuctema BOSIOKOH TUTUHG, H26ynuHa

\Q /
C132983H211861N36149O408838693

PyHKUMA TUTUHA \ /

— BornokHa TuTuHa n HebynuHa Byay4m NPOYHO CBA3aHbI C
TONICTBIMU U TOHKMMMW BOJSTIOKHAMU OCYLLECTBMSIIOT NACCUBHOE
paccriabneHne MbilLLL.

TutuH (KOHHeKTUH) - cambr 6onblwou 6enok y yenoseka.
(38138 aMMHOKUCNOT)

Ponb — naccuBHaga penakcauusa MbillLbl.

MyTauun B reHe TUTUHA CBA3aHbLI C Hacne4CTBEHHOU
runepTpoduyecKkon KapguommonaTmem v
nporpeccupytolien guctanbHOU MbIlLeYHOU AUCTpocmen
Mwuowmn. AytoaHTuTtena npoTus TUTUHA BbipabaTbiBalOTCS Y
NaunMeEHTOB C ayTOMMMYHHOU CKrepoaepMmuen.




ANEKTPOXMMMNYECKOE B3aUMOOENCTBU
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buoxumus

CoeauHUTEe TbHOU
TKAHU

HaymoB AB



BeeneHue

« CeMeNCTBO KIIeTOK coeeHUTENbHOMN TKaHU
BKJTIOYaeT

— chnbpodbnacTsl,
— XOHAPOUMUTHI (KNEeTKM XpsLla) u
— ocTeobnacTbl.
 OHU cneumnasrimampyroTcd Ha CeKkpeunn
BHEKJTI€TOYHbIX 6en|<0|3, npenmyLLlecTBeHHO

KosunareHa n MmHepalsibHblX KOMMNOHEHTOB
BHEKJIeTOYHOIro MmatTpukKca.

« OcTeoKnacTbl pacTBOPAIOT KOCTHYIO TKaHb
nyTem cekpeuun H* nu KosiniareHasear.
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Cell membrane
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| Adhesive

roteins:
lastin, laminin,
fibronectin

Proteoglycans
and
hyaluronic acid

* BHeKNeTo4YHbIX MaTPUKC — 3TO BHEKMNETOYHbIE CTPYKTYPbI

TKaHN (MHTepCcTULUUaribHbIN MaTPUKC 1 ba3arnbHble

MeMOpaHbl). CocTaBnaeT OCHOBY COeAUHUTENbHOWN TKaHMU,
obecneynBaeT MeXaHNYECKYIO NOAOEPKKY KIETOK N TpaHCMNopT

XMMUNYEeCKX BeLleCTB.

* KneTku coeanHUTENBHOM TKaHM 0Opas3yloT C BeWecTBaMnU MaTpuKca
MEXKNETOYHbIE KOHTaKTbl, KOTOPbIE MOTYT BbINOMHATL CUrHaNbHbIE

beHKLI,I/II/I N y4aCTBOBATb B JIOKOMOLUU KJTETOK.




BHekneTouHbIN MaTpUKC

- BM umeeT 4 0CHOBHBIX Knacca dbromornekyn:

1.CTpyKTYpHbLIe OenKku: KonsnareH 1 3ylacTuH.
2. PeuenTopbl KNeTOYHOU NOBEPXHOCTU. UHTErPUHDbI

3.Cneunann3npoBaHHble aare3nBHble OenKu:
o punnuH, pOPOHEKTUH N NAaMUNHUH.

4.'vanypoHoBas KUCNOTa U NPOTeOorfiMkaHbl - COCTOAT
n3 0enkoBoro sgpa K KOTOpPoMy NMPUCOeanNHAKTCS
ONVHHbIE Lenn NoBTOPSALWNMXCA gucaxapuaos -
rMWUKO3aMUHOINIMKaHOB POPMUPYHOLLNX Ype3BbIYaNHO
CMNOXHbIN BbICOKOMOMNEKYNAPHbIN KOMNOHEHT BM.
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CTpyKTypa konnareHa

OcHOBHas BbICOKOYNOPsSiAOYEeHHaAsa CTPYKTypa
npeacTaBneHa ANUHHbIM N TOHKUM
Nnano4YkoBUAHbIM OEnKOM.

- Konnarer | TMNa - 300 HM AnnHHOM n 1.5
HM B AAMETPE COCTOUT U3 3 CMNMETEHbIX
cyobeanHuy - apyx al(l) uenen n ogHom
o2(l) uenun.

— Kaxgasa yenb umeet 1050 AK ckpy4YeHbIX

O4Ha BOKpYr Apyron B BUAOE XapakTepHOU
npaBoO3akpy4YeHHON TPOUHOU cnupanm.

e 3 AK yyacTByIOT B Kaxgom obopoTe cnupanu u
kaxxgas 3 AK — rnmumn (Gly).

- KonnareH 6orat nposiuHOM u

rMAOPOKCUNPONTMHOM. .



QO0Opa3oBaHNne KonnareHoBbIx

Packing

01.06.2020

pubpunn
* JlaTepanbHoe

of collagen molecules

% S 2 § B3auMMoJeuncTBme TpOI/IHOI/I
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TTpokonnareHs:

« KonnareHbl CUHTE3NPYIOTCA B BUAE ONNHHBIX
npeaLecTBEHHUKOB npe - NpoKosiareHos.

* [lpokonnareH | TMna coaepxut 150
nononHutTenbHbiX AK Ha N-koHue n 250 Ha C-
KOHLEe uenu (Mpo-AOMEeHblI).

— DTN NPO-AO0MEHbl UMEIOT rMobynspHy0 popmy n

MHO>XECTBO BHYTPULIENOYHEHHbIX ANCYI beVI,EI,H biX
MOCTUKOB.

— Oncynbedounabl ctTabmnnusnpyoT npo-6enku BrnnoTb
0o obpaszoBaHMs TPOMHOW cnvpanu.
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[TpoueccuHr konnareHa (1)

 BonokHa KkonnareHa Ha4MHaloT coOopky B OP n annapate
[[onbOXN.

« CurHanbHas nocnegoBaTternbHOCTb (Mpe-) yaoanaeTcs u
NPOUCXOONT HECKOSbKO MOoAUMUKaLMK B LIENN KOmareHa.

— Cneundomnyeckme octaTkm Pro ruaponnayoTca ¢ MOMOLLIbIO
nposusn 4-audpokcusasbl U rMposius 3-2udpoKcusiasbl.

— OnpepenéHHblie ocTaTkn LYS rmapoKCUnMpyroTca J1u3ust
2udpokcuna3sou.

— O6e nposiun cudpokcusiadbl adCOSIIOTHO 3aBUCUMbI OT
vit C (Fe?*) B kauecTBe kodakTopa.

— MMuko3unupoBaHue nponcxoguT B annaparte [onbaxu.

01.06.2020 61



[TpoueccuHr konnareHa(2)

 [locne 3aBepLUEHNS NPOLIECCUHIa NPOoKonareHbl
CEKPEeTUPYIOTCH BO BHEKJIETOYHOE MPOCTPAHCTBO U

BHEKIETOYHblE (DEPMEHTHI YOansoT NPO-A0MEHbI.

— Monekynbl KonnareHa NoMMNUPUIYIOTCA U
obpasyloT KonnareHosbie PUOPUNIEL.

— Hapsgy ¢ obpasoBaHueM pubpunn npomcxoant
OKMUCINEHMe onpeaenéHHbIX ocTaTkoB Lys
BHEKITETOUYHBbIM DEPMEHTOM JIU3UJT OKCuda3ou,
obpasyLlen anbaernabl.

— anbaeruabl o6pasyloT cneunduryeckne nonepeyHble
CLUMBKM MEXAY OBYMS LensiMn, CTabnnmnsnpys
«LIaxmaTHY» CTPYKTYpY KOnnareHOBbIX
pubpunn.

01.06.2020 62



MRONTNE Gene /NI,

Transcription

Translation

e-procollage
1

OHE |

01.06.2020

AR ST T

Intracellular
protein
modification

Extracellular
protein
modification

burocunHTe3s KonnareHa:

0030p

@ Removal of the prepeptide

@ Hydroxylation of Pro and Lys residues
@ Glycosylation of 5Hyl and Asn

@ Oxidation of Cys in propeptides
Assemblage to form triple helix

@ Removal of the propeptide

@ Staggered deposition to form fibrils
Oxidation of Lys and 5Hyl to aldehydes

@ Cross-linking to form supramolecules

(1] Procollagen-proline 4-dioxygenase 1.14.11.2
[ascorbate, Fe]

Procollagen-lysine 5-dioxygenase 1.14.11.4
[ascorbate, Fe]

Protein-lysine 6-oxidase 1.4.3.13 [Cu]

Koval A., 2009



Knaccuopukaumna KonnareHoB No CTPYKType

Knacc Tun

O6pa3yloT BOSIOKHa AL L, V, and X
CeTeobpasHble V, VIII, X
dubpunn-accounmpoBaHHbie |IX, XIl, X1V, XVI, XIX

KOoNnnareHbl C ﬂpeprBVICTOVI KopoTkne KonnareHsl
TPOMHOW cnMparnbio

buceponogobHbIn KonnareH VI

BonokHa 3aakopeBaHU4 VII

TpaHcmembpaHHble goMmeHbl | X1, XVII

[Tpoune XV, XVIII




ONAacCTVH

AECMOZ/HbI BOAOGKHA
(cea=kn) SAACTHHA

/

W : Wy

SNACTVHOBAS CETKA SNACTVHOBAS CETKA
MNPy PACTSXEHM M KOXM

» AsracTH — 6enok, oTBevyaeT 3a Yrnpyroctb U

9N1aCTUYHOCTb COeANHUTESNIbHOU TKaHW. COCTOUT M3
Gly, Val, Ala n Pro. M.B. - 64 - 66 k[a.

« [moponnayeTca 3nacta3ou NOaAXKeNygo4HON Kenesbil.



CuHTe3upyeTca pubpobnacrtamu B BUae
npeAlwecTBeHHUKA — TPOMO3sacTUHa.

_ Tlonyuaetcs n3s MHoxecTsa TpONO31aCTUHOB
nyTEm 06pa3oBaHUa NonepeYHbIX CBA3ei - AeCMO3UHA
(sm3101 oKkcugasa).

ANNV3vH




PnbpoHeKTUH

Heparan sulfate Sl
< Fibrin = Collagens Integrins  Heparane sulfate < Fibrin
T s Domainls : E B

N : OO -0 =OHO-O-O-O=TO-O-O<Cmd-OF C
SS
SS

N OO -0~ OO O-O-O-O- - - O O< ) C

Peptide modules [l O* —Aig-Gly-Asp-Ser Variable peptides il s

* ZrbpoHeKTIH NMeET 6-8 [OMEHOB C BbICOKOM
adPPUHHOCTLIO AN pasfMyHbIX CyOCTpaToB -
TakMX Kak renapaH cynbdgart, KonnareH
(onpeneneHHble gomensl |, [ v [l Tnna),
donbpuH 1 peuenTopbl NOBEPXHOCTU KIETOK.
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Ponb ¢pubpoHexkTUHa

- @ubpoHeKTrH CBA3bIBaET kneTku ¢ BM 3a
MCKMo4YeHnemM KonnareHa |V Tuna, KoTopbiu
MCNONb3yeT JIamUuHUH B Ka4eCcTBe aare3mBHoOU
MORNEKYIbl.

- @UOPOHeKTIH OUMEP OBYX OAMHAKOBbLIX NENTUAOB.

— y4yacCTBYET B KNeTOYHOU aare3mvmn, pocTe,
Murpaumm u guddepeHUnpoBke KneTok. B
9MOpPUOreHese 1 3aXXMBNEHUN PaH.
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Integrins

Cgﬂﬁgeﬂ :

[Laminin

* MIHTerpuHbI — reTepogmmMepsl, cogepXxatume
pasnuyHble TUMbl o 1 B NONUNENTUAHbLIX Lenen.
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basanbHaa membpaHa
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Rerlecan

Coctoat u3 konnareHa IV Tuna, renapaH cynbgpaTos

nporeorininkaHoe, 1 IaMUHUHAQ.



OCHOBHOW KOMMNOHEHT 0a3arbHbIX
MembpaH: NaMUHUH

. __— o Chain (400,000 MW)

v Chain
B Chain (205,000 MW)
(215,000 MW) | P
naMMHMH Binds sulfated '
CIYXNT AKOPEM ™ sincs e o o
w collagen
6030',1 bHOM o-Helical coiled coil <
memMbpaHbr Ha -
nOBerHOCTM 25 nm Binds neurites
Kﬂ eTKM . LG domains,
bind
carbohydrates <
and integrins
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KonnareHoebie 3abosriesaHus

KonnareH monogbix >XMBOTHbIX HE UMeeT
nonepeyYHbIX CLUMBOK N 3KCTparnpyeTca B
pacTBOpPMMOU popMe, Toraa Kak KonsiareH

CTapbIX XXUBOTHbIX MMEET MHOXECTBO CLLUNBOK U
HepacTBOPUM.

[oABMXXHOCTb CyCTaBOB HapyLLAeTCs C BO3pacTOM
oT4yacTu bnarogapsi yBenM4eHno nonepeyHbIX

CLLUMBOK KOJIJ1areHa.
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KonnareHoBbie 3aboneBaHus

MI3aMeHeHna CTPYKTYpbl KonsnareHoB — pe3ynbtaT
HapyLleHNs reHOB 1 HapyLleHU NpPoLeCcCUHra
benka npmBoaAUT K pasnnyHbiM 3aboneBaHUsIM:

* LUuHra (ckopOyT),
* osteogenesis imperfecta
 Cungpom IAxnepa-Aanno (Ehlers-Danlos).
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Osteogenesis Imperfecta

f 2 &

(< '\ =4 ' '
Type | Type | Type IV Type IV Type lll Type lll
Female Female Male Female Female Male

Age, 38 yr Age, 63 yr Age, 40 yr Age, 35 yr Age, 27 yr Age, 40 yr
Height, 171 cm  Height, 137 cm  Height, 90 cm  Height, 124 cm Height, 94 cm  Height, 84 cm

HecoBeplUeHHbIU OCTeoreHes- BPOXAEHHOE
3aboneBaHne KoCTen, xapakrepmayruleecs
XPYNKUMU KOCTAMU C HaCTbIMU Neperiomamm
(«CTEKMNAHHbLIN YenoBek").

— Hepoctatok konnareHa |-tuna



CuHapom Ehlers-Danlos

- BpoxaeHHoe 3aboneBaHue
coeguHUTENIbHOU TKaHu (~ 10
pasfnyHbIX 3abonesaHnu ).

ABngeTca npnynHon edeKToB B:
* CTPYKTYype,

* CHUHTe3e Unu

* MpPoUeCcCUHre

konnareHa n 6enkos
B3aMMOOENCTBYIOLLMX C HUM.

(4

*

s ['nneppacTaXMMocTb,
XPYNKOCTb KOXU U
* ['MnepmMobunnbHOCTbL CYyCTaBOB

\/
0’0 L)

4

L)
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CuHgpom Marfan's

* [lpoaBngaeTca Kak HapyLleHUd
coeaAnHUTEeNbHOU TKaHU. CuynTanochb, 4YToO
CBsi3aH C HapYyLUEHWEM KOMNJSareHa.

— OHaKo COBPEMEHHbIE NCCcneaoBaHUsA nokasanu,
4yTO cMHApom Marfan's — pesynbTaT MmyTauum
BHEKNETOYHOro 6enka gpubpunnuHa, KOTopbIi
ABNAETCA MHTErpanbHbIM KOMMOHEHTOM
HekonnareHosbIX Mmukpogpubpunn BM.
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Cnacmbo 33
BHUMaHue
K BMOXMum

AnekcaHap BacunbeBny HaymoB



