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CunHTEe3 OenKOB Yy ayKapuoT
JHOonnasMmaTu4eCKnMn peTUuKynym
MemOpaHHbLIN TPAHCNOPT:
9K30UMTO3

AnnapaTt lonbaoxu
OKanmneHHble NYy3bIPbKA
Jlnzocowmbl




Linkn pabotbl pnbocombli




[lpocTpaHCTBEHHaNA
opraHmsauma OMOCKMHTe3a
benka y aykapmoT

CBoOoOAHLIEe NONMPUOOCOMBbI — LUMTOMNSIa3MaTU4veckme
Oenkun, saepHble Oefiku U 0enKn HeKOTOpPbIX OpraHerss.

Pnbocombl Ha membpaHe (3I1P) — bonbLWUHCTBO
MeMOpPaHHbLIX U CeKpeTUupyemMbixX OerikoB.




BbrnocuHTe3 ceKkpeTUupyemMbix
N MeMOpaHHbIX OenkoB

BrnocuHTes cekpeTmpyemMbix 6esIKoB HaUMHaeTCA TaKxe, Kak
ocTanbHbIX — Ha pubocome B LUTO30S€.

HavyanbHbI nentua 6rIOKMpyeT AarbHENLLYHO TPAHCASAUMIO.

AnoHrauusa nonunenTnaa Bo3obHOBNAETCH TOMbLKO nocne
cBA3bIBaHUA pubocombl ¢ membpaHou IlP.

CuHTe3npoBaHHbIN 6enoK yKrnagbiBaeTcs B MeMbpaHe unu
nonagaet B npoceet JAl1P.

MembpaHHbIe U cekpeTupyemble 6eriku 4YacTto npetepneBaloT
NOCTTPaAHCASAUMOHHYO Moandvkauuro (rmMKko3nnupoBaHne U ap.) ,
KoTopasa HaunHaeTcs yxe BHyTpu IlP.




BbunocuHTe3 cekpeTupyemoro benka

on nascent
polypeptide =~ SRP—

Cytosol receptor

Tpu ctagun — oo KOHTaKTa ¢ MeMbpaHoU (CUrHanbHbIN NEeNTUA);
obpaszoBaHMe KoMrnnekca pubocomMbl C TPAHCIIOKOHOM; 3aBepLUeHune
CMHTe3a nocrne KOHTaKTa ¢ MeMbpaHou




brnocuHTtes
TpaHCMeMOpaHHOro dbenka

Second stop-transfer
anchor sequence ‘

Second
signal-anchor
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First First
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SRP receptor sequence anchor sequence




JHAOonnasmMmarnyeckaa ceTb -
3ne|<Tp0|-||-|a;| MMKpOCKonMﬂ

JHOonnasmMaTu4yeckasl ceTb — CJiOXKHasi cuctema
CBsI3aHHbIX APYr C APYroM MeMOpaHHbIX MELUKOB.




[ paHynspHasn

sHAonasmMaTuyeckasl ceTb
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JdHAOonfasmaTuyeckaa ceTb B
XUBOU KIeTKe




JdHaonnasmMmaTnyeckas cetb B
XXUBOW KreTke - oriroopecueHUns

Becb JIP nmeeT egnHoe BHyTpeHHee NPOCTPAHCTBO (A 0ernkoB).
JomeHbl B cocTtaBe JlP: agepHaa obonoyka; rnaakum IM1P;
rpaHynspHbin AMP; TyoynapHaa cuctema; o6nacTtyu KOHTaKrTa c
APYrMMU opraHemnnamum.




Cxema cTtpoeHus IIl1P

Memb6paHbi IINP o6pasyroT N3BUTYIO ceTb U ANNHHbIE TOHKKe (50-
100 HM B guameTpe) Tpyoku. Yepes cneuyunanbHblie 6enku ISP
KOHTaKTUpyeT ¢ OONbLUMHCTBOM OpraHersn.




OcHoBHbIe dbyHKuUnn 3P

BuocuHTe3 cekpeTupyemMmbiXx 1 MeMbpaHHbIX OenKoB
(rpaHynSAPHbLIN PETUKYITYM).

BuocuHTe3s nunuaoB (rnagkuu peTuKynym).

NMepBUYHaa nocTTpaHcnsaAuMoHHasa moandpunkaums
Oenkos.

Perynauma kanbuueBoro oomeHa (aeno noHos Ca**) —
rpaHynspHbIU U FIagKuu PeTUKYnym,
cneunanm3vpoBaHHbLIN rMagKumn peTukynym (T-
cucTemMa) B MbILUEYHbIX KNeTKax.




[ Mnuko3aunupoBaHue 6enka B JlP

@ = Glucose

@ = N-Acetylglucosamine (NAG)
WV = Mannose

AP = Dolichol phosphate

3UDP 3 UDP—®

nonunenTua

NPOCBET PeTUKYMyMa

:

pubocoma

meMO paHa
peTukynyma

AONUXON




buocuHTtes nunuooB B JIl1P
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Apgpecauus 6enkoB B KreTKe
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Apgpecauus 6ernkoB B KreTKe

Benkn nepeHocATCSA BHYTPM KIETKM B COCTaBe MEMOPAHHbIX
Ny3bIPbKOB UNn oTAenbHbLIMM MoneKkynamu. B nocnegHem cnyvae
UM HeoOXoaMMbI CUTrHanbHbIe NOCIIeA0BaTENbHOCTMH.

CuvrHanbHas nocriegoBaTenbHOCTb — KaK MpaBuIio, pacnonaraeTrcs
Ha N-KOHLUe, OHa MOXeT OTLLeNsATLCA Nocre NpoxoXaeHnsa dernka
yepes MeMbpaHy.

CurHanbHble nocnenoBaTesibHOCTU Y3HAKTCA crnieuynasibHbIMU
peuernTopamMm Ha NOBEePXHOCTU OpraHessibl.

IOnunHa curHanbHOM nocrneaoBaTenbHOCTU cocTaBngaeT oT 5 Ao 30
aMuHokucnot. OHa MoXeT ObITb rMAPodPUNLHON U
ruagpodobHon(akcnopT U3 aapa, tpaHcnopt B AMP).

3apsg curHaribHou nocrieaoBaTesibHOCTU — NMOJIOKUTENbHbIU
(TpaHcnopT B 9A4P0 M MUTOXOHAPUU) UNN OTPULATESTbHbLIN
(tTpaHcnopT B 3lP).




[lepeHOC 6enkoB n membpaH

Bce TpaHcnopTuUpyeMble Geriku cogepxaTt cneyuanbHble MeTKU
(curHanbHbIEe nocregoBaTeribHOCTU), YKa3biBaroLWMe UX KOHEeYHbIU
agpec

NMepeHoc 6enkoB: B pacTBopumon chase n B BuaAe MeMOopaHHbIX
Ny3bIPbLKOB.

Monaenu nepeHoca 6erikoB:
1. HeoOpaTUMbIN TPaHCNOPT
2. obpaTUMbIN TpaHCNOPT (YeNMHOYHbIN)

NMepeHoc 6enkoB B Buae MemMbpaHHbIX Ny3bIPLKOB.

06pasoBaHMe TPAHCNOPTHbLIX NMNY3bIPbKOB — COPTUPOBKa — CJIINAHUE
— peuuKkinmmpoBaHume oenkoB




[lepeHOC meMOpaH B KneTkKe
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IHAOOLUNTO3 U 3K3OLUNTO3

JK30UMTO3 — BLIOPOC CEKPETOPHbLIX NY3bIPLKOB U3 KNETKU U
BblgerieHne nx cogep>XXumMoro Bo BHELUHIOKO cpeay.

Tunbl 3K30UMTO03a: KOHCTUTYTUBHLIV N PEryANPYEMbIHN.

CoaepXmMmoe 3K30LUTO3HbIX NY3bIPbKOB, B OCHOBHOM,
dopmupyeTcsa B annaparte Nonbaxm.

AHOOoUNTO3 — norrnouweHue (abcopobumsa) 6enkoB U MaKpoyacTuL
nrasMaTtM4ecKou MeMOpaHOU U NX TPAHCHOPT BHYTPb KINETKW.

AHOOUUTUPYEMbIN MaTepuan npetepneBaeT pa3finyHble
npeBpalleHNsa BHYTPU KIETKM.




Annapat Nonbaxu, cepedbpeHne HeMpPoHOB




Annapat [onbaxm,
NIOMUHeCLUEeHTHasaA MUKPOCKONUA

HKUBOTHLIE PacteHun



Annapart lonbaxu: cxema n IM
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CtpykTtypa annapaTta [onbaxmu

EanHuua komnrnekca NonbaXXu — CTONKa NyIOCKUX UNCTEPH -
anktnocoma. K Heu npumbIKaroT umnc-lronbaxun u TpaHc-l onbaxu
ceTb.

U,VICTeprI HEe MMeT aHAaCTOMO3OB rnorepek AMKTUoCOMbLI.
XumMunyeckue peakKunn BHYTPU LUNCTEPH PA3JINYAIOTCA.

CpegHun pasmep ankrmocombl — 5-10 umctepH. lnameTp — OKoOsO
1-3 MKM.

LinctepHbl NOCTOAHHO OOHOBIIAKTCSA — MPOKCUMaribHas
dopmupyeTcsa 3a cyeT CRUAHUSA NY3bIPbKOB, MPUXOASALNX U3
AP, guctanbHada pacnagaeTcs 3a CYeT OTLWHYPOBKU NY3bIPbKOB,
yXOoOALWUX B pa3Hble KOMNAPTMEHTbI U HAPYXY KIeTKu.

OononHunTenbHbIA OOMEH MeXay UMCTEePHAMU BHYTPU CTONKMU
NPOUCXOAUT C NOMOLLI TPAHCMOPTHbIX NY3bIPbLKOB.

B0O3MOXHO, YTO LLUCTEPHbI NepemMeLLaroTCA B AUKTUOCOME MO
Mepe co3peBaHuH.




OcHoBHble pyHKLMM annapaTa
[lonbaXn

OnbITbl HbloTpa u JlebrioHa (1965): MHTEHCUBHOE BKMOYEeHUE
yrnesoaoB B Al cekpeTupyrowien KrneTku nogxerygo4yHou xeresbl.

[NocTtTpacnaumoHHasa moancmkKaunsa 6enKkoB; CUHTe3, oTLenrieHne
n moandunKauus yrrneBoaoB: FMMKO3NnUpoBaHue,
¢doccopunnupoBaHue, cyrnbpatupoBaHume.

dopmMupoBaHMe CUrHaribHOM NocrnenoBaTerIbHOCTU MOJIEKY .

dopmmpoBaHue npeaLecCTBEHHUKOB Niia3MaTtnyeckou MemMopaHbl.




[lonapu3auusa BHYTpY OUKTUOCOMbBI
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Mopdponorusa BOCCTaHOBINEHMNE OCMUA — Kucnasa docdartasa -
unc-lonboxu TpaHc-TonbaXu

CTpoeHne AUKTUOCOMBI: LUC-KOMMAPTMEHT, TPaHC-
KOMMApPTMEHT U NPOMEXYTOYHbIA KOMAAPTMEHT
OTNINYaAIOTCH CNEeKTPaMUu OCHOBHBbIX PeaKLUM.




[locneaoBaTenbHOCTb peaKkuuw
B annapate [onbaxu

docdhopunmpoBaHue onmrocaxapmaoB Ha JIM30COMHbIX berikax.

CWHTE3 rnroKo30aMMHOINIMKaHOB — ANIUHHbIE HEBETBALLUMECH
noJyimcaxapunabl.

NMpucoeguHeHne MmaHHO3bI (MaHHO30-6-choccaT — agpecaumns B
FIN30COMBI).

NMpucoeanHeHne ranakTo3bl U rMOKO3aMUHOITIMKAHOB K berikam —
dopMUpoOBaHVE NPOTEOrNNKaHOB.

CynbcaTupoBaHmne NpoTeOrriIukaHoB.

PopmMnpoBaHMe aKTUBHLIX JIM30COMHbIX (pepMeHTOB (Kucras
¢docdaTasza).




[lpon3BogHblie Al — Tpu TMNa
TPAHCNOPTHbLIX NY3bIPbKOB

JK30UMTO3HbIe NY3bIPpbKU — TPpaHcnopTupyroTcsa ot Al K
MemMOpaHe U CNIMBaTCH C HeWn, Bblaerndaa cogepXxnmoe Bo
BHEKIIETOUYHYIO cpealy (KOHCTUTYTUBHbLIN 3K30LMUTO3).

CekpeTopHbIe Ny3bIpbKM — HaKannmBarTCcs B UMTONsasMe; nx
CriusiHMe C nnasMaTu4veckom memObpaHOU Ha4YuUHaeTca nNpu
NosiIBfIEHUU B UMTONSIa3Me crieumanbHOro curHana
(perynupyemMbiy 3K30LNTO3).

lNepBUYHbIE NTU30COMBbI (MM30COMHbBbIE NMY3bIPbKU) — coaepXaTt
chepmMeHTbI IM30COM B HEAKTUBHOM BUAE U CIIMBAKOTCA C
no3aHNMU aHagocomamu. Cogepkxumoe Fiu3aoCoM MOXET
BblOENATbLCA BO BHELUHIOK cpeay TOSIbKO NMpPU rmberiv KrneTKu.




[loukoBaHue Ny3bIPbLKOB
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Tpu OCHOBHLIX TUNA
OKaMIIeHHbIX NYy3bIPbLKOB

clathrin COPII — J

Ona chopMmupoBaHMa meMOpaHHbIX NY3bIPLKOB Marioro
AnameTpa HeobxoanMbI crieunaribHble Deriku.




[lokoBaHue ny3bIPbLKOB

COMPARTMENT A

t-SNARE

cargoa ,, SNAREs DOCKING FUSION
cargo b

t-SNARE

COMPARTMENT B




CrninaHmne membpaH ¢
noMmowbio SNARE-komnnekca
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TpaHcnopT Ny3bIPbKOB

5 3TanoB nepeHoca — NOYKoBaHMe, TPAHCNOPT Ny3bipbKa B ApPYyrom
OTCEeK, NpuyanmBaHme, 4OKOBaHUe, ClINsAHME C aKLenTOpPHOM
MemMbpaHou

TpaHcnopT HaAYMHaAEeTCA B 3HAOMNAa3MaTUYECKOUN CETU
(noykoBaHue — COPIIl) nnu ot nnasmatnyeckon memopaHbl
(BNnAYMBaHMe — KnaTpuH)

[Mepexon n3 3P B Al' (UMC-KOMNAPTMEHT) — TYOYNO-BE3UKYNAPHbLIN
KOMMJIEeKC.

NMepeHoc ny3bipbKOB Mexay uunctepHamu All npoucxoauT c
nomouwbio COPI.

CopTupoBka moancmnumpoBaHHbIX 6€NIKOB MPONCXOAUT B TPaHC-
komnapTMmeHTe Al.

OTwenneHue Ny3bIpbKOB OT TPaHCc-KoMnapTmeHTa Al —
ydyacteyrT COPI n knaTtpuH

Cekpeuunsa n dopMmmpoBaHue 3HAOCOM — KIaTPUH.




ObmeH benkoB mexay Il1P n Al
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[lepeHOC MaTepuana Mmexay
IAMP n Al

lNepeHoc mexay IAIP u Al ocyuiecTBnsieTca B BUge 3aMKHYTbIX
Ny3bIPpbKOB ()KUBOTHbIE) UIN Yepe3 TYyOynsipHble BbIPOCTbI
MeMOpaH (pacTteHus).

JTanbl NepeHoca — N0OYKOBaHMe, aHTeporpaaHbIu TPpaHCNoOpPT
ny3blipbKa B APYrou oTCeK, Nnpu4yanuBaHue, criusHue ¢
aKLuenTopHOM MeMOpaHoWn, pasaeneHue coaepXnmMoro,
peTporpagHbIi TPAHCNOPT NEePeHOCUYNKOB.

Y4yacTHuMKM npouecca: coat protein complexes (COPI, COPII),
SNAREsSs (soluble N-ethylmaleimide-sensitive factor attachment
receptor proteins).

TpaHCcnopT HaYUHaeTCH B 3HAOMNNa3MaTU4YeCKon ceTn B
cneumnanbHbIX MecTax — obnacTtax Bbixoga (ERES), roe Ha
MembpaHe cobupaetcsa komnnekc COPII.

[lo-BuanMomy, cyllecTBYEeT NPoOMeXyToYyHasa cuctema
nepecTtponku nysbipbkoB mexay ISP n Arl.




[IpoMeXyTOYHbLIN KOMMJIEKC
mexay IMP n Al
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FERGIC ¢ o

Knactepbl ERGIC u mecTa Bbixoga u3 J3lP pacnonoxeHbl
BONM3n apyr apyra (HanoxeHue cUrHaroB B CBETOBOM
MUKpPOCKOme)




[lepexoa 6enkoB oT AP k Al

nepeHoc No MUKPOTpPyGoUKam

* - NpUKpenneHue U cnuaHWe c
; nomolwso SNARE-6enkoe

ERES - yyactku Bbixoga ns 3IMNP; ERGIC — npomMeXyTO4YHbIN
KoMmnapTmeHT; cis-Golgi — unc-komnaptmeHT Al
B nepeHoce ny3bIpbKOB y4acTBYeT HECKOJIbKO creumanbHbIX 6enKoB.




IK30LUUNTO3

Cekpeuus (KaHOHUYeCKast) — BblaerneHue BeleCcTB U3 KNEeTKU C
NMOMOLbL MeMOpPaHHbIX NY3bIPbLKOB.

CekpeLusi — KOHCTUTYTUBHAas (MOCTOAAHHAA) U Kanbuun
3aBucumasg (perynupyemasi).

MexaHu3M 3K30oUMTO3a: BbicoKocneundunieckoe
B3aumMoencTBMe aganTOpPHbIX MOJIEeKYrl, BCTPOEHHbLIX B
MeMOpaHbI (C pacxogom aHepruv AT®).

Ctaguu 3K30UUTO3a: TPAHCMOPT Ny3bIPLKOB; Ha4YaribHOe
NpUKpenrieHne; NpoYHoe npukKkpenneHve (AoKkoBaHue); crnusgHue
MeMOpaH.

[pu perynupyemon cekpeuumn Bxoa Kanbuma (Yepes KanbuueBble
KaHanbl) CTUMYNMPYET NPOYHOE NpUKpenneHne n moandpukaumio
MeMOpaH Ny3bIPbKOB.




Jilnzocombl

OTkpbIiTHUE — ge OB, 1950-e r.r.
Pazmep — 200-1500 HM. OKpyXeHbl OAMHapPHOU MeMOpaHOM.

®epmMeHTbI: cBbiwe 30 rmaponas (KMcnbiX) — NpoTeasbl, NMnassbl,
HyKneoTugasbl, nonncaxapuaasbl.

PyHKUMK: paroumntos; ayrtodarouuTos; aIHAOLUTO3,
ornocpenoBaHHbIN peuenTopamMu

Lukn: no3gHaa aHgocoma + nepBnyHadA JimnaocomMma — BTOpU4vHas
JIN3OCOMa — OCTAaTO4YHOE TeJibLle

MaTonoruna: pedekTbl IM30COMHbIX (PepPMEHTOB — OOJIE3HMU
HakonneHus (bore3Hb owe); acbecTo3 U CUNNKO3 —
HaKonreHMe HepacTBOPUMbBIX BOJIOKOH U yTedykKa (pepMeHTOB




Jinsocomsbl,




PopmMmUupoBaHMe nepBUYHON
NIN30COMbI (NO3AHEN 2HOOCOMbI)

lysosomal hydrolase
precursor
1

: ' p— RECEPTOR-DEPENDENT
from ER £ 5 & & TRANSPORT

/ BINDING TO
M6P RECEPTOR

ADDITION OF

PHOSPHATE

mannose 6- ==l RE : : S

phosphate b e 3 L L B i
(M6P) = 'l A - lathri transport -- - REMOVAL OF
: ; clathrincoat.  vesicla - B PHOSPHATE

mature
lysosomal
hydrolase

M6P receptor in
RECEPTOR RECYCLING budding vesicle

cis : trans
Golgi Golgi
network network




PopmMuUpoBaHMe BTOPUYHbLIX
FIN30COM

Ha4vyanbHble aTanbl dopMUpoBaHUSA BTOPUYHbIX JIN30OCOM
n3yyeHbl crnabo. N13BeCTHO HECKOJSILKO NyTeMu:

- CNIUSAHME NO34HUX 3HAOCOM, BO3HUKLUMX B pe3yribTaTe
3HAouMTO3a

- popmupoBaHue aytocparocom

- pe3ynbTaT (haroumTo3a (crneumanm3npoBaHHbIe KNEeTKN).

PepmMeHTbI (KUCHble rugporsiasbl) BCcerga AocTtaBnslOTCA BO
BTOPUYHYIO nusocomy mn3 AP yepes annapat Nonboaxmu.

PopmMUpoBaHME BTOPUYHOMN JIN30COMbI MPONCXOAUT MpU
noHvxxeHun pH (pH~5).

HenepeBapeHHbIe BellecTBa B COCTaBe BTOPUYHbIX TIM30COM
WHOrga MOryT BblgensaTbcsl B pe3yfbTaTe 3K30UMTO3a.




BHYyTpUKNeTo4YHOE «nuleBapeHne»
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