LinTonnasma un opraHennol



-

.

OpraHennobl

~

/

.

Lintonnasma
KNEgTKN

/

-

.

BknroyeHnsa

~

/

-

.

[[manonna3ma

~

/




BHyTpuKneTo4yHas
BaKyoJidpHaa cnucrtema

OaHoOMeMOpaHHbIe opraHesnsbl



OHAOonnasMaTU4eCcCKNin PeTUKYNyMm

SHAONNa3mMaTu4yeckuin ApepHaa obonoyka
PETUKYNYM




OHAOonnasMaTU4eCcCKNin PeTUKYNyMm

R /__...-Axcou

BewecrBo Huccna
( TUrpouA,
6azodunbHoe

BelecTBo)

JdeHapuThl




JHOonnasMmaTn4ecKknun
PETUKYNYM

CuHTE3 6ENKOB 9KCNOPTHOrO Ha3Ha4YeHus u
6enkoB NnasmaTnyeckon MemopaHbi.

KoTpaHCnsuMoHHbIM CUHTE3 DENKOB — NAET
Ha pubocomax AP ogHOBPEMEHHO C
TPaHCNOPTOM CUHTE3NPYEMON MOSIEKYNbI
benka ckBo3b membpaHy 3l1P.

lil’lf(iocommﬁ

[lurozoms DHIOIUIA3MATHYE CKHiT
? | penﬂcyrxly-m
! |
v =
MHTOXOHAPHH [Tepokcrcomer  Armapat IombKH
; L 2
v ! |
Anpo JInmzocomsl CexperopHsIe
Ty 3BIPEKH
[TnasmaTHueckas
MeMOpaHa

MuroxoHapun
(MNK XnNoponnacTel)

8 AAepPHOA
membpane

TpaxcmembpanHan

TpaHcnokauus

f f ~ trans-Fons g

MNepokcucoms!

@

o % cis-foneaxm

Annapar lonsmkm

\.\ﬁ ‘umua




KoTpaHCNAUNUOHHbIA CUHTES
PACTBOPUMbIX CEKPETOPHbLIX OESKOB

Curnaniman SRP \
nocneno-

Uurozons
BATQNLEHOCTY

TTonocts 3P Tpaucnoxdhuonum‘i SRP-peuentop
KOMNNEKC (3aKPLITHIN)




KoTpaHCnAUMOHHbIA CUHTES3
PACTBOPUMbIX CEKPETOPHBLIX BENKoB

-

®

MonunenTua Mmoxer
NPOXOAMTH B NIOMEH,
HO ero iBMXeHne

8 06parHyio CTopony
npenorepawaercs 6enkom B

N

-

®

Korpa s niomen

BbIlEN QOCTATONHO
NPOTAMEHHLIN

YHACTOK yenw, C HUM

CBA3LIBACTCA BTOPAR Monews na BiP

5

O

NonunenTug cHosa
NOCTYNAeT B NIOMEH

fo

Mpouecc nosropseTcs
MHOTOKPATHO,

B pe3ynsTare Yero
NenTuz NOCTeneHHo
NEePEHOCUTCA B NIOMEH

Y




KoTpaHCNALUMOHHBLIN CUHTE3 U
Moaudoukaumna 6enkos

I ER LUMEN

gr Oan

: S5 poiypepticde chain

lipig-linked
ohyesaccharide



KoTpaHCNAUMOHHBLIN CUHTES3 DEnKoB

| | Uurozons




LLlanepoH

2
MoBepxHOCTH,
He COfiepXalyve WwanepoHsl,
CBEPHYNUCL ONpefeneHHbiM
obpa3zom

bl

ljanepobl NPUCOeANHAIOTCA
K rnapopobHbIM NOBEPXHOCTAM
Bce wanepoHsbl
3 sucso&mmcn
AT
COMPLEXING WITH STRESS PROTEINS
’ BoicsoboxeHne UNFOLDED 2
manepouoe PROTEIN
‘ CHAIN °
o 2=
/ e o, oﬁg?
Q N O
g0 NS
STRESS [®) Q
R o SELF-ASSEMBLY PROTEINS ©
ocTH, benka
He coflepKalyme wanepoHs, Otonvareisan CIPYRIYES _ ASSISTED
CBEPHYNNCH ONPefeneHHbiM 06pasom SELF-ASSEMBLY
Heat shock protein 47 (HSP47) l\
. [VIanN2synAo-=11 WSNSP0H NJALERMIMESST CTRYSTYOH0E DOpMUpoESHE Barva
W
\NW o >
.‘v‘.f:-)JI L J [} ™ v 'I < "/
W S P LS ¥ 7=
HerpseneHo2 CBopka Jasa0uerre FUNGTIONAL
R . NONFUNCTIONAL FOLDED PROTEINS
FOLDED PROTEINS

] cute3 HSPA7 HAWATENLHE YMEHELARTEA € BAIPACTON



KoTpaHCnAUMOHHbIA CUHTES3
MHTErpanbHbiX 6enkos membpaH

Mnapo@obHylii ‘
CONT CRAIIBONMA caiiT ¢RAIMIBON)

CTON-CHMHAN  cyonr. cyimmanc
Benku-Tpancnoxatopel
|
Monocts 3P 3pensiii TPOHCMEMOPaNHBIi

benox & membpane 3P



[ nagkun aHOgonnasmMaTUYecknn peTukynym

SHaonnasmaTrn4eckunin ApepHas obonoyka

peTMKyNyMm

Mapkuii 3P

CTEPOMAHLINA
XonecrepuH roOpMoH

\\. e \\. el
,_;._‘

..Q_.__Q;!
[eno Kanbums

- . i

KCEHOGUOTUK merabonur

DCPMEHTHLIE CHCTEML!
NMNUAHOro obmexa




QHOonnasMmaTtuy4eckumn peTUKYNym u
annapat [onbaXXu

[PEVAMPYEAA N .
CEKPEUMA

onbaxH

2® CexperopHbiit ”Y;prxu NEPEHOCHMBIC llJcpexonaTau
6enok K LLHC NOBEPXHOCTH anmnapara MAOTINAIMATHYCCKAA
onboxu , cerb
ua
Uuronnasma Cexpey Ihasmatiyueckas

memOpaia

KJIETOYHAR MEMBPAHA /



QHOonnasMmaTtuy4eckumn peTUKYNym u
annapart ['onbaxwu

© Pacrsopumbi Genok

Peunknupopanue
OKANMNRIOWMX
6enkos

UHATO30Nb

Peuyunnuposanue
v-SNARES

o«aﬁmnmnx\

Tun curuana sxcnopra ua NP

Ocrarkm AvKapboHOBbIX
‘ amuHokuenor (Acn-X-Mny)

benok VSV G

Aea ocratka (henmunananmna (Pen-den)

ERGIC-53

.............................................................................................................................



QHOonnasmMaTU4YeCcKnUm PETUKYIYM n
annapart ['onbaxwu

'MR OM
PE o(nyM
y UMTO30Nb
K+ LyS - JIN3WH -)" L ’ mém

D + Asp — acnaparmHoBas KucroTa / 8% @‘“ BO3BPAWIEHMA \ @

E 4 Glu — rnytamuHoBas kucnora ) S N '
} \ OrnoykoBbIBAWAACA ‘~ )
L -4 Leu - nenumH .\ Be3uKyna, conepKaLias
Q ¢' 6enku ¢ nocneaosarens- COPI-
HocTeio KDEL BE3UKYNH
A '/‘~
.'
RV

COPII- ‘\\@

. BE3UKYJIbI

' <?

[sx)
[ 4 N Peuentop KDEL,
o CBA3AHHBIN

f"‘ c 6enkom

Besu
Tybyns uuﬁ

Knacrep {j%



Annapart ['onboxu

JInkTHOCOMA
'd N\

MMaazMaTHueCcKas

meMOnaHa

DHOorUIa3MaTHYeC KU
DETHKYIYM

@

CexpeTopHbIii
Nny3bIpeK
Knerounasn
obonouka

CeKpeTopHbIi
. [y3bIpex

[Ty3nipek - % 5
& :
Pudocomnl O o
PinY

hili“ el
(Dopmupyromaﬂcn

CTOPOHA

Cospepawiias
. CTOpPOHa

Kamunno l'onbaxu
(1844 — 19206)



Annapart ['onboxu

UucTepHa rpaHynspHoOm
AHAONNA3MATUHECKON CeTH

Nna3amaruueckan
Membpana

Uuc-umcrepru
(Lmc-xoMNapTMeHT)

!

Nnaocoma

TR
\\ \7‘(?>Pu6oco~|bt
L AR

& ¥ Wk-Npocser

RN
‘fﬁ-MeMﬁpaNa
DI

Al

.'q

CpeanHHbie

Cekpetopran
3anacanuwas
rpasyna

.
v
'
i
A

et A
LAY i

Tpanopmue
Ny3bipbKm

Uuc-cropona
(dopmupylowanca)

Tpanc-uncTepHsl
(TpaHC-KOMNAPTMEHT)



Moaundomnkaums u coptTupoBka Oenkos

Lnc-nonoc

Tpanc-nomoc

NocnenosarenuMoCTy UMCTEPH, PA3rpa-
HISHBZOUWMX PAINNNHLE DePMENTH

NepeHocswme
MEXLMCTEPHLIR
ny3nipeKu

NepansHBIe NMIOCOMbI

)

-
0 MemGparnnue 6enox-Tpan-
CNOPTVRYLME MONEKY Ik

— @ — @~

My3upuxn, SOCCTANABANBIOWNE MEMOPaHY

. g 4

" Chusmue
Genka ¢ nnaa-

¢ MaTMecKon
CexpetopHume rpamynnl /j membpanon

Tpancnopribie ‘ o

My3bipsci \

~ Jx30umnTod

A. 3nponnaamaruueckuin petuxynym 5. Uucrepus Monsaxu

B. Tpancnoprt nocne xomnnexca
TpaHchsums Noapesanwe yrnesonos

Fonspxu
NMPoTEonn3 CHrianBEMLx NENTHACH

JaxnosrTensHoe Ynaxoexka Genkos
Cerperaumns £enxos TMKOINMPOBAHKUE Konaemcauun 6enxos
HAYANLHOE MIMKOINNUPOBANUE DocHoPUNPOBAHNE OxonsatenbHmn NPOTEoNU3

“ CYNLDATIPOBANNE

Havanumbiin NPOTEONNI
Copruposxa 6enkos



Moaundomnkaums u coptTupoBka Oenkos

&  Bvioxumndeckue
NPOUECCHI

1. Tpaucnopt no 3P

2. Cunrea Benkaw
membpanHun nepe-
HOC, OTIHenNeHue

Mopdonoruyeckne
CUrHANIBHOI O NenTnaa,
obpalosarme ancyns-

CTPyxTypbl
DUaAHLIX MOCTUKOS,

L ]
2. TpaucnoprHan OMATOMENN3aUVS,
Be3ukyna _‘—‘. N-rankoannmposanme,
CcBepTLIBaNUE

1. ER

3. Annapar
fonexu

-~ NPOMEXYTONHAS
MeMbpan- obnacte

MLl BeN0K onuenneme caxapos,

&

TRAHC-TONLAXKU CeTh

4. Nnaocoma ——_ ‘ / by

S. CexpetopHan

- Be3nkyna

apucoemmeuue
npucoe.'nuueune

Gal u NeuAc
TRanc-ToNbKN CeTL.
COpTMPODKA ’

4. N'maponus

£ — MaxpoMOonexyn
6. UuTtonnaamamyeckan

membpand —— * % 6. Sx3oumros




JInzocomel

OxONO 40 pasnuyHLIX rMAponas
c onTumymom pH 8 xucnon obnactvm

HyK1easnl,
NpoTenMHasnl,
rMuKO3naaabl,
nnunNaanl,
docdarassl,
cynudarasul,
dochonmnase

UMTONNAIMA
pH 70-73

nepBvvHan
NN30COMa

oTpaboraswan depmMenTaTHBHan
MHTOXOHAPUA nerpanauwis
BTOPVYHaR
,  NU30COMa
(g)

IMAOCOMA  BTOPHUHAN
NMIOCOMa
se3Inkyna

KneTka



CopTupoBKa BenkoB JIM30COM

C6opka manHo3a-6-hocdarnoro curvana

IHAONNAIMATHYHECKUHA
PEVRENRYS ¢ ManHo3a
@ GleNAc
DepmenThl ®  Qocdar
n3ocom maduniver.com

ANNAPAT
FONBANHKH

Nop peincrenem pocporpanc-
(dhepasu K MaHHO3e fobasnsercs
ocrarok GlcNAc-dochara

Y Ocrarok GlcNAc ypansercs
AEMACKUPYIOWMUM (hepMEHTOM;
NPy 3TOM OTKPLIBAETCA OCTaToK M-6-0

[

CBOMM peLenTopom

\

Peuentop M-6-0

M-6-® y3Haercs ]




JInzocomsl
( N

QcrarouHoe
Tensue

‘ HU3KOMONEKYNAPHLIE

MyHOUUTO3HEN UNH Annapar
¢haroyurosHan BropwuHas rons kv
BaKyonb nusocoma

/) s

3HpoUuTO3
J

Bropuynas
nu3ocoMa

HuakomonekynspHsie
Belecrsa

OcraTovHo

Tensue
/ Lysosofj:/ Lysosomal hydrolase

Autophagosome o Autolysosome
o : ‘ x
\ . ) ' , : A
— /2 > !,.) > @ 9 & f eg T oW
‘j\Ju o [/ Q ,b\ /‘ﬁ' o s ) “
' Isolation || “a (o N ® . [ SATI- W
'\membrane ”f(ga 9 * 5

| 2 o '\ ! > ‘ ‘
=) \ @ @ * o _\'\ .'. "‘.. w
~t ’ S = }; . ’ :
VESICLE VESICLE | DOCKING VESICLE BREAKDOWN
NUCLEATION ELONGATION

& FUSION & DEGRADATION



