Wikimedia Commons under the GNU Free Documentation License

JyKapmnoTnyeckas
KrneTka

CapceHoBa E.A.
Guornor
HOL, MonekynapHbIX U KNETOYHbIX TEXHONOri

2020 .




Capsule
Cell wall

Plasma
Membrane

Flagellum

Plasmid Nucleoid

nucleus nucleolus mitochondrion

chromatin P
nuclear pore _—

nuclear envelope

ribosomes

cytoplasm Golgi apparatus
cell membrane smooth endoplasmatic reticulum

cell wall rough endoplasmatic reticulum

Eukaryotic Cell: Animg|l

Rough
endoplasmic
reticulum

Lysosome

Centriole

Peroxisome

CYTOSKELETON:
Microtubule

Intermediate
filament

Microfilament

Copyright © 2009 Pearson Education, Inc.

LEUS:
Nuclear envelope

Smooth endoplasmic Chromosomes
reticulum Nuelesliie

Golgi
apparatus

Plasma membrane

Mitochondrion




-

N

h A ’ L e
bt UiChromatin
wiChromatin,

.

I Anpo

NP O 4%

e 3auyem 3ykapuoTtam s4po”?

* [Noyemy sgepHaa membpaHa nonynpoHuuyaema?
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Inner membrane 0.2 um
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| SAapo

e 3ayeM 3ayKapuotam a4po”?

* Moyemy sgepHaa membpaHa nonynpoHuyaema?

1. OToeneHune reHeTndeckon nHdopmaummn ot
LMTOMNMa3Mbl NO3BOSISAET NPON3BOANTDL B

9YKapUOTUYECKNX KreTKax NOCTTPaHCKPUMNLUMNOHHbIE Endoplasmic Nuclear pore
o o reticulum complex Outer membrane
Moaudpukaumn (ansTepHaTUBHBLIA CNTANCUHT) \
2. Perynaumsa TpaHCKpunuum NyTémM n3bupatesibHoro

aonycka 6enkoB-TPaHCKPUMUMOHHBIX (0akTOpOB U3

LMTOMNa3Mbl B 4p0 ?;g,’\‘
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[MoonepxaHne popMbl N BHYTPEHHENO cocTaBa aapa
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Inner membrane 0.2

Geoffrey M. Cooper. The Cell A Molecular Approach (201 )



I ApepHasa membpaHa

« HapyxHaa membpaHa cosmelleHa ¢ Il1P

* [lepuHykneapHoe NPOCTPaHCTBO COEANHEHO C
MNP

* K uutonnasmatnyeckom NoBepxHOCTU
Hapy>XHOW MeMOpaHbl NPUKPENEHbI
pnbocomsbl

« bernkoBbIM cocTaB Hapy>XHOU MeMbpaHbI
oTnunyaetcs oT coctaBa Al1P — B Hee
BKITHOYEHbI OENnKM CBA3bIBAHUA C
LIUTOCKENETOM M OTCYTCTBYIOT OenKu,
obecneynsatoLme TybynsapHoe ctpoeHue 3P
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I BHyTpeHHSAA aaepHas membpaHa

« Coaepxut oK. 60
cneunauyecKkmnx
MHTErpnpoBaHHbIX BENKoB

[ maBHOE orpaxgeHue oT
LUTOMMa3Mbl
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AoepHaa namuHa

e [lamuH A, B, C — benku-
donnameHTbl

Geoﬁ‘eyM. Cooper. The Cell A Molecular
Approach (2019)
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AP, annapat ['onbaXxu, NM30combl

Y10 0OBbEeanHaeT?



AP, annapat ['onbaXxu, NM30combl

Y10 0OBbEeanHaeT?

« I[P — doonauHr, npoueccuHr
* Annapat ['onbaXXn — NPOLIECCUHT, COPTUPOBKA

* JIn30CcOoMbI - BHYTPUKITETOMHOE NepeBapnBaHne
MaKpOMOIeKyn



| TpaHcnopT 6enkos (1260)

ER — Golgi — secretory vesicles — cell exterior

ER — Golgi — secretory vesicles — cell interior
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Step 1

Inside of cell |/

https://oup-arc.com/access/content/cooper8e-student-resources/cooper8e-chapter-12-animation-1




benku, npegHasHa4vyeHHbIe A5 BKITIOYEHUS B
MeMOpaHbI (3KCKpeyusi U3 KIriemku,
sHympumembpaHHsbie benku Il1P, annapama
['onb0OXu, 1U30coM), MOTyT BbITb NepBOHaYasribHO
BHeapeHblI B MemMbpaHy JI'P

Cytosol C

Plasma membrane /_/ _./"'/ :



donauHr n NpPoLLeCCUHr




Annapart [ onboxn

-9T0 (habpuka, koTopas nony4daet 6enkn ot AMP, nponsBoaUT NX
KOHEYHbIN NPOLECCUHI, COPTUPYET AN TPAHCMOPTUPOBKM B MYHKT
Ha3Ha4YeHUs:

* JInsocombl

* SHOOCOMBI
 [InasmaTtmnyeckass MembpaHa
» Cekpeuuns

- CUHTE3 mMukonmunnaos u CCbI/IHFOMI/IeJ'II/IHa

-CuHTES3 NoJINCaxapmngonB KNETOYHOW CTEHKN B PaCTUTEJIbHbIX
KINeTKaX



Plasma membrane, secretion, endosomes, lysosomes
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https://oup-arc.com/access/content/cooper8e-student-resoL
es/cooper8e-chapter-12-video-2

https://www.youtube.com/watch?v=UcQE_YOrTjA&feature=
mb_rel _end




JInsocombl

- NULLIEBapUTENbHAasa cMcTteMa opraHmama, nepepabdarbiBaeT
6enkn, HyKNenHoBbIe KNCMNOTbI, Kapboruapartbl n nUNnabl

-ayTodharuns
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PaboTta bepMEHTOB NTM30COM
TONBbKO NPW KUCNOM pH —
NOBbILLEHNS YPOBHSA 3aLLNTbI KNETKN
OT OECKOHTPONbLHOIO Nn3nca
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MunTtoxoHaOpumn, XxnoponnacTbl U
NepOKCUCOMbDI

*YTO 0ObeanHaeT?

-MuTtoxoHgpun cuHtesnpyroT ATO

-XnoponnacTbl cuHTe3npyoT ATO

-[lepokcncombl cogepxat pepMeHTbl MHOMX
MeTabonnmyeckux nytemn



MuTtoxoHapun

- IBymembpaHHbIN opraHona

- BHYyTpeHHas membpaHa
dOPMUPYET KPUCTDI

- MaTpuKc coaepxur
MWUTOXOHAOPUANbHYO
reHeTU4eCKyro CUCTEMY U
doepMeHTLI OKUCTTUTENBLHOIO
meTabonmama
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OTKyna bepetcs aHeprua?
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OTtkyaa bepeTca aHeprma?

Cytosol

QOuter membrane

4(H") 4(H*) 2(H*) Intermembrane
/ ~ R space
2°S N 2N - B

Cytc

Inner
membrane

Matrix

4l = — /
| 2Q Q55 269
l' i ﬁ—- G 1

\— (=0 =
2(HY) + 120,

/.
o

/-_,\_ —:. “ :
4H7) 4(HY) 2H%)



Inner membran

Intermembrane
space



XroponnacThl

* Kak 1 MUTOXOHOPUN:
- FeHepunpyloT MeTabONNYECKYO QHEPTULO
- QHOOCUMOBOMOTNYECKOE NPOUCXOXKOEHNE

- metoT cobCTBEHHYO rEHETUYECKYIO
cuctemy

- PaamHoOXarTCca AerneHnem
* Ho:

- CrnocobHbI K OTOCMHTESY YINIEBOJOPOOOB
N3 Yrrekncnoro rasa

- metoT bonee CnoXHyo CTPYKTYPHYIO
opraHmM3aumio

- CUHTE3MPYIOT aMUHOKUCNOTbI, XKUPHbIE
KMCNOTbI U NIUNUAHBbIE KOMMOHEHTb
MemMbpaH

Inner Thylakoid Thylzkoid
membrane meambrana lumen



[ NnaBHOE oTNn4ymne — TunakonaHas

MemMbpaHa

* BbINOMHAET POSib
«BHYTPEHHEN MEMOPAaHbI
MUTOXOHOPUN»

Inner membrane h

Intermembrane
space

Chioroplast ~ __——=
e




« CopepkaT NOEHTUYHbBIN FEHOM
« OTNIM4aTCA CTPOEHMEM U DYHKLINAMUN

[pyrne nnactuabl

[1lnacTuabl, oTBEYatoLme 3a CUHTE3
aMWUHOKUCIIOT, XXUPHbLIX KANCIOT,
NUNMOO0B, PacTUTENbHbLIX FOPMOHOB,
HYKNeoTnaoB, BATAMUHOB — HE UMEIT
TUnakonga n He cnocobHbI K
dooTOCUHTE3Y

XnoponnacTbl — XNopounn — 3es1EHbLIU
XpomonnacTbl — KapaTUHOWAbI — es1mbIit, OpaHKeebiUu, KpaCHbIU

INlenkonnacTtbl — HENMUIMEHTUPOBAHbI — XPaHEHMNE SHEPTETUYECKNX PECYPCOB B HE(POTOCUHTEIUPYIOLLINX
TKaHSAX

AMUNONNAacTbl — XPaHAT Kpaxmar
OneonnacTtbl — XpaHAT XUpPbl

Kak xenTtetoT nuctba? Kak co3pesatoT noMmaopb!?



PogoHavanbHUKM Bcex nnactug -
nponacTuabl

Lipid Carotenoid
&) S

Chloroplast /
Thylakoids

Elaioplast Chromoplast




[lepokcucomsil

CopepxaTt pepMeHTbI-KaTanm3aTopbl BaXKHENLLINX
MeTabOoNIM4ecKnx peakumn

100-1000 NepOKCMCOM B KIeTKe YernoBeka, cogepkalimx bonee
50 pasnunyHbIX PepMeHTOB

MoryT pasmMHoOXaTbCs AefleHUeM, HO He UMELOT reHEeTUYECKOoro
annapara

CuHTE3 NnnNnaoB (XonecTeposn v nrasmMmanoreHbl)

BbINONHAKT OKNCNINUTESNBbHOE paspyLleHne MOYeBOM KUCMOTHI,
aMWUHOKUCNOT, NYPUHOBLIX OCHOBAHMW, METAHOMA U XXUPHbIX

0 0
I I
R—CH,—CH,—C—S—CoA + O, — R—CH=CH—C—S—CoA+ [[K}

Catal
o[ ———— 2H,0 + O,
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R—=CHz=CHp=CH—~C~S-KoA Auun-SKoA

/'

®AL
) Ayun-SKoA-dezudpozenasa

QALH2
A 0
R—CHy =CH=CH=—C~S-KoA EHoun-SKoA
H20

Enoun-SKoA-a2udpamasa

R-cnz-m—cnz-g ~S-KoA  3-Tuapoxcuaumn-SKoA

HAL
3-Nfudpoxcuayun-SKoA-

deaudpozenasa
HALQH+H*

R-cuz-c-:cuz_-g..s-KoAE 3-Keroaumn-SKoA

HS-KOAN| Auemun-SKoA-ayun-
mpancgepasza

R—cuz—g~s-KoA eTvun-SKoA
Aumn-SKoA






[lepokcucomanbHble
DACGTPONCTBA

PusomMmenunyeckasa TtouyeyHas

Photos courtesy of the Global Foundation for Peroxisomal Disorders
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CnekTp cuHpgpoma

LlenbBerepa

CuHgpom Nenkoguctpodn  BonesHb
LlenbBerep f Peccyma
a HOBOPOXOEHHbI

3agepkkn B YyMICTBEHHOM pPa3BUTUK, NOTEPS
crnyxa 1 3peHusi, HapyLleHust PyHKLMOHMPOBaHNS
MbILLIL|

ancnna3vd nepBoro Tuna

YKOPOYEHHbIE KOHEYHOCTMH,
ManeHbKUN POCT, KaTapakTa,
NCUXOMOTOPHAas OTCTanoCTb

Peroxin Mutations in Peroxisome Biogenesis Disorders

Pex gene Protein function Disease
Pex7 Cytosolic receptor for PTS2- RCDP type 1
targeted matrix proteins

Pex5 Cytosolic receptor for PTS1- Y

targeted matrix proteins
Pex1,2,6,10,12,26 Recycling of Pex5

Pex13, 14 Pex5 docking Zellweger
Pex19 Cytosolic receptor for peroxi- (- spectrum

some membrane proteins disorders
Pex3, 16 Pex19 docking and insertion

of membrane proteins

Pex11p3 Division of peroxisomes .




