MeTabonunyecknn annapart
KNeTKA



* MeTabornnmam — 3T0 COBOKYMHOCTb XMMWUYECKUX peaKkL M, NPpOTEKAOLLNX

B XXMBbIX KIeTkax U obecne4ymBatlolnX OpraHn3M BeELLECTBAMU W
9Hepruem Ana ero XusHepeAaTenbHOCTU, pPOCTa, pPa3MHOXEHUA.
Bcknoyaet aHabonunam n katabonmam.

* AHabornunyeckuin npouecc (aHabonusm) - dounsnorioro-bmoxmmmyeckmne
NPOLECChI, HAaNpaBrneHHbIE HAa YCBOEHME KNETKOWN NULLEBLIX BELWECTB. B
xoge aHabonmnama co3gaeTtcsl Teno KNetku. pu 3ToM XUMUYECKU
yyXXable COedMHEHUA NpeBpaLlalTCcs B COeaUHEHNS cneundunyeckme
Ons1 TOro nn NHOro Bnaa nnmn ocoow.

« KaTabonunyeckun npouecc (katabonusm)-npouecc MeTabonnyeckoro
pacnaga (gerpagauun) CrnoXHbIX BeELEeCcTB Ha Ooriee rnpocTble Unu
OKUCNEHNA Kakoro-nmbo BellecTBa, OObIMHO NpoTeKalwun ¢
OCBODOXAEHMEM 3HEPIrNM B BUAE Tenna n B Buae morekynbl ATO,
YHUBEPCANbHOIo NCTOYHMKA SHEPTUN BCEX DMOXMMNYECKMX NPOLIECCOB.



CTPYKTYpPbl KNETKN y4aCcTBYOLLME B

MeTabonuime
* OpraHongbl, y4acTByloLlme B aHabornmame:
1. W3IIC
2. n3llC
3. Annapart [onboxwu
4. Punbocombl

5. XnoponnacrThbl (y pacTeHuUn)

« KaTabosrinam ocyLLIeCTBIAETCH B:
1. Jlnzocomax (noarotoBUTENbHbLIX 3TaAM)
2. B uutonnasme (rnmnkonmas)
3. B muntoxoHapusix (a3pobHbin aTtan)
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OHOoNNasMaTU4eCKNM PETUKKYYM

« JHOgonnasmarundecknm petukynym (IlP) - aT10 3amMKHyTaa cuctema
MEMOpPaHHbIX TPYyOO4YEK BHYTPU KIETKU, 0OpasylolnX CIIOXHYIO
nepensieTaloLLyoca CeTb. 3aMKHyTad MeMbOpaHa 3aHMMaeT rnopsiaka
10% obbema KNeTKu.

* BoigensatoT 2 Tnna AlNP-epoxoBaTtbin U rnagkun.

llepoxoBaTtbin JIlP npeacraBnaer cobonm CcUCTeMy NIOCKUX
UMCTEPH. Ha nx membpaHe co CTOPOHbI LMTO30MA PaCMONOXEHHbI
pubocombl, 0ObeAUMHEHHLIE B nonucombl. [paHynspHein JIl1P
nepexognT B SAEPHY0 ODOMOYKY.

*[nagkun 3P coctonT n3 memoOpaHHbIX Tpybodek, KaHanbLeB U
BaKyornen.

 [1se doopmbl AP NOCTOAHHO nepexoaaT odHa B Apyryto , obpasys
obnactb CO CHWXEHHbIM KONMMYEeCTBOM pPUBOCOM-NepexodHbIn
y4yacToK. IMeHHO 30ecb OTAENSATCA TPAHCNOPTHbLIE NY3bIPbKAU.
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LLlepoxoBatbint OI1C

* Ha pubocomax LUSTC cuHTE3npytoTCs cnegytowmne rpynneol
benkos:

1. benkn npegHasHa4vyeHHbIE ONA ceKpeLlnmn-BbiBeAEHNE Yepes
annapart [lonboxu;

2. benkun BHyTpeHHen dpasbl Il1P, annapata lonboxu n
NIN30COM;

3. MembpaHHble 6enkn ana II1P, annapata lonbaxn,
Nn30coM, saepHon 060SI04KM U NMa3MofieMMbI.

* PaCTBOpI/IMbIe benku NnepBbIX ABYX rpyrnn ueJinukoM noctynaroT B

umctepHbl AP, koTopble obecnevnBatoT nx obocobrneHue ot
LNTO30NS.

* MembpaHHbIe Befku nocne cMHTe3a ocratoTcsl B MeMbpaHe
OlP.



CObopka benka. 3tan npukpenneHns K
LLUSIP

« COopka noboro benka Ha4YnHaeTcs Ha pubdbocomax B LmTo3zorne. B

OIP nocTtynaloT TONMbKO Te OEnkn, y KOTOPbIX MNEPBbLIM
cuTesnpyeTca creundunyecknn  rmapodoOHbIN  CUrHaNbHbIN
nentmg. C 39TMUM curHanbHbIM NENTUMOOM B MNOCNEACTBUN
CBsI3bIBAETCS 0cobasi, curHan-pacro3Harowasa vacrtmua (SRP).
[Tpn aTOM npoucxogmnT BpeMeHHasi bffoKMpoBKa CUHTE3A.

*[locne artoro, SRP-yactuua npuBoaut pubocomy kK IlNP wu
NpUKpennseTca cBoen bonblon cybbeanHuuen K 6benky-
peuenTopy, KOTOPbIN Yy4yBCTBYET B 0Opa3oBaHMK KaHana. 3atew,
yacTuya nokngaet pubocomy 1 CUHTE3 NPOOOIKaETCS.



CurHan-pacno3sHatoLiasl Yactmua

KopmaH npukpenneHun y
e RraaTie i KopmaH npuKpenneHMa CMrHanbHoW

SRP PHK monekyna
nocnenoBaTensHo nocnegoBaTenNbBHOCTH
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CBa3biBaHne SRP C SRP-peLenTopom.

1. Mpukpennexune
SRPk

CUrHanbHOMYy
6enKky Bbl3blBaeT SRP 1 SRP-peuenTop nokuaakwoT

OCTAHOBKY B pudocomy

TpaHCNALMN ’
2. NpuBnevyeHue
KOMMnekca
pubocoma-SRP k
peuenTopy 3.1.
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 MonnnentngHaa uenb (ML) pacteTr B nonoctb kaHana. [MApPOdOOHbLIN
CUrHanbHbIN nNenTua (SS — signal sequence) CNy>XUT CUrHasioM Ha4dala nepeHoca
M OCTaeTcd MorpyXeHHblM B MeMOpaHy BCe TO BpeMs, NMoKa ocrasibHas YacTb
MOJIEeKYIbl Dernka npoTUCKMBAETCHA Yepe3 Hee B Buae donblion netnu. Korga
4yepe3 mMemMbpaHy npoxoaut C-koHeu T[1I1Ll, ©enok octaeTrca cBA3aHHbIM C
mMemOpaHoOW TOSibkO npuv nomowun SS. Ecnu SS noasepraercd OeUCTBUIO
CUrHanbHOW nenTuaasbl, KoTopas cBsi3aHa ¢ mMembpaHonm JIlP, To ©6enok
BbliCBOOOXOaeTcsd B nonoctb AlP.



CuHTE3 MEMOpPaHHbLIX OENKoB

B cuHtesmpyemon Il cyuwectsyeT TaK HasblBaemas CTOnM-
nocnenoBaTenbHOCTL (STS — stop transport signal). benok B obnactu STS
OCTaeTcHa CBA3aHHbIM B MeMbpaHe, B pesynbrarte C-KoHel obpalleH B
umutonnasmy, a N-koHel u ocHoBHaa 4actb [1l1L — B ntomen IlM1P. B
pe3ynbraTe, No OKOHYaHUU TPaHCNsuMKM, o0bpasyeTca MHTEerpanbHbIN
bernok Tuna .

* CurHanbHbI nenTtung (SS) He obsizaTtenbHO gormkeH otaenutbes ot ML,
Camo no cebe npucyTcTBUE CUTHASIbHOW MocrnegoBaTesibHOCTU eLle He
OOCTaTOuMHO And paboTbl CUrHarbHOW NenTtuaasbl. SS HE COOEPXKUT
ydacTka Ons CBA3blBAHUA C CUrHanbHOW nentugason. B pesynbrate
Takas SS 3akpennserca B MembpaHe; rnpu 3atoMm N-KOHeL, obpalleH B
umutonnasmy, a C-koHely, n ocHoBHad YacTh [l — B ntomeH II1P.

[} nmeeT USP. I'lo xony pocTta Il nosaenaetca STS. benok BbixoauT
N3 KaHana, pmbocoma BbIHYXaeHa couTtn. B pesynsrate N- 1 C-KOHUb
HanpaeneHbl B LUMTOMMa3My, a OCHOBHAasa 4acTb LEenuM pacnosrioxkeHa B
nromene IMP.
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Obpa3oBaHMe NMOSINTONMHbIX (TO €CTb 3aKpensieHHbIX B MeMOpaHe HECKOMbKO
pa3) benkos.. lNpouecc popmmpoBaHusa NIMNL HadmMHaeTca Kak nokasaHo Ha
npeabliaywem criavge. OTnuyne coCToUT B TOM, UYTO MOSIUTOMHbIE OEenku
MMEIT Heckonbko STS. CurHanbHag nocrnenoBaTeNbHOCTb TakKkKe He
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1.

Opyrne oyHkumm LUSTP

bonblwKnHCTBO  0enkoB  cuHTE3npoBaHHbiX B LUSIP-
rmukonpoTtenabl. [lo mMepe pocta ©OenkoBon ULenn oOHa
COeOQUNHAETCH C onurocaxapugamm (peakuyms
MUKO3NNUPOBaHNA).  3aTeM  MNPOUCXOAUT  U3MEHEHME
NPUcoeaNHEHHbIX OnMrocaxapuaoB- oTulenneHne 3-x oCTaTkoB
[MHOKO3bl N 1-0ro octatka MOHO3bI.

[TpaBunbHoOE cBopa4ymBaHue berka, obpa3oBaHue
ONcynbMUOHbIX CBA3EWN.
Cbopka NUNONpPOTEUHOBbIX MemMOpaH. CuHTes

docdonmnnaos.



[ TMKO3UNnpoBaHue

[Toutn TOoT4yac nocrnie Toro, kak [N nonapaetr B npoceBer OlP, oHa
MUKO3NNUPYETCA MO OOCTYMHbIM OCTaTkamMm acnaparuHa. Onurocaxapua
NepeHocuTCa K acnaparuHy Kak uenas eguHuua. 9Ty peakumio Katannsvpyet
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JNIvnuaHbI Bucnoun

1
NMomeH LUuTtosonb

¢

JoHOp MaHHO3bI,
- nony4YeHHbI U3 chocdpaTa
aonuxona n GDP-MaHHO3bI

— [OHOP FNKKO3bI,
nony4YeHHbIN U3
choccpaTa
aonuxona u UDP-
FMKKO3bI

[ TMKo3nnnupoBaHue

» Onurocaxapug cobupaeTtcs caxap 3a

caxapoM Ha Kapkace 13 MOonekynbl
nunuaa aonuxona. CuHTEs
onurocaxapuga HadyunHaeTcd Ha
LIMTO30/IbHOW CTOPOHOE MeMOpaHHbI
SlP. [Tocne TOro Kak
NPOMEXYTOYHbIN npoayKT
nmnug-(Man)s-(GIcNAc):
«neperpbIrHeT» 4yepe3 MeMOpaHy,
CMHTE3 NpoAoSKaeTcda Ha ee
BHYTPEHHEN CTOPOHE.



CUHTE3 NUNnaoB

* CMHTE3 dbocdhonunmaoB MPOTEKAET Ha UMUTOMIasMaTU4eCcKou
cTOpoHe MeMbpaHbl AlNP. Kaxabin depMeHT 3TOro cuUHTe3a
SABMAETCA WHTerpanbHbln 6enkom JOlP, akKTUBHBLIA LIEHTP
KOToporo obpaweH K uyuto3onto. B uuto3one ectb Bce
coeanHeHus, Heobxoaumble anst coopkmn doocdonmunuaos.

e, _LH_CH CuHTes
Sr D o dpocpoTuannxonmHa

glyceral 3-
rhosphate

|
CH,— CH—CH <T‘E13—QH—-CH3 cI:H — CH— CHi,
[ | - I -

I
CYTOSOL L L L L L ] O

phosphalidic diacy lglycerol phosphatidylcholine
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[locTaBka HOBOW MemMOpaHs!
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Mepexop, n3 0AHOTO CNOS B
OpYToi MpK NOMOoLL K
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PocTt 0benx NONOBUH
nunugHoro owucrios Tpebyer
KaTannuTu4eckoro
«donmnnmHra»
(NnepeckakmBaHus)  MOIEKYI

docdonmnnaos wu3 OQHOMO
MOHOCIOA B APYrow, Tak Kak
HOBble MOJIEKYNA  NUNnUOO0B
nobaBnaoTCA TONbKO K
LMTOonnasmMaTnyeckomy
MOHOCJI0H0.

B pesynsrtate MembpaHa
pacteT paBHOMEPHO,  Kak
bucnon. Nockonbky epmMeHTh
nepeHoca n3dumpaTernbHO
Y3HaOT U MNEPEHOCAT TOJbKO
HekoTopble nunuabl, B JIl1P



benkun-nepeHoc4Ynkmn gooconunmnaoa

3P Liutosone MutoxoHAPHA PgcTBOPUMBIE Benkn-nepeHoCcHmKm
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FonoBHaA rpynna MepeHoOCUHUK
phosphatidylcholine

docchonmnmaoos MOryT nepepacnpenensTtb
doocdonunmnabl Mexagy - MeMOpaHHbIMU
opraHennamu. doconunuabl

HepacTBOpMMbI B  BOAE, MO3TOMY  WUX
nepexodbl Mexagy membpaHamum TpeodyroT
benka-Hocutena. ITn benkn nepeHocaAT 1
Monekyny dpocdonunuga 3a 1 pas, 1 MOryT
3axBartbiBaTb MOMeKyny nunuga M3 O4HOW
MeMOpaHbl 1 BLICBODOXOAaTb €€ B APYrylto.

[MepeHoc docdhoTnamnxonuHa (PC) ns 9lP k
MUTOXOHOPUSIM/MEPOKCUCOMaM B NpUHLMNE
MOXET npoTeKkaTb CMNOHTaHHO, T.K.

KoHueHTpauma PC B membpaHe JlP (roe oH
CUHTE3NPYETCH) BbICOKAd, a BO BHELUHEN

MUTOXOHAPMaNbLHON MeMmbpaHe — HU3Kas.



[nagknn IlMNP

* O4yeHb NabuneH n cnocobeH K nepecTpomnkam B 3aBUCUMOCTU OT
BHELLHNX YCNOBUW. Hanpumep, npu geTokcmnkaumnm
KCceHobMoTukoB npouncxoant paspactaHue [MIAMP. Nocne Toro
KaK BCE MOJIEKYIbl KCEHOBMOTUKA Oe3aKTUBMPOBAHbI, N3DbITOK
[MIl1P nukBngmnpyetca aytodarm4eckmm nyTem.

« OyHKUMAMN [NINP aBnaoTCca CMHTE3 NUNNOOB, CUHTES
[MNUKOreHa, a Tak e cneunanbHble PYHKUUN BapbUpyoLLMECH B
3aBUCUMOCTM OT Pa3HOBUAHOCTU KINETKMW.
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Annapart [ onboxn

« Annapatr [onbgXu-  uHTErpupyrowiad 4Yactb  MeTabonnuyeckom  CUCTEMBbI
ayKapumoTunyeckom Krnetkn. B Hem npoucxogut obocobrieHne CceKkpeTupyemblx
NPO4YKTOB, UOYT MPOLECChLI CMHTE3a U MoaMdnKaLuun BeLEeCTB C nocrenyrouen nx
coptupoBkon. OH (Al') ocyLlecTBNAET NPOLECCHI CEKpeLN U CHabXaeT rmaporiasamu

JTIN30COMBbI.

Cxema CTpoeHUss AUKTUOCOMBDI .

T-TpaHc-nontoc , Luc-unc-nontoc
, B - Bakyonu, Ll - nnockue membpaHHtuIe
LMCTepHBLI, A - GMNYNApHbIE paclupeHuUs
umcTepH

OcHoBy Al cocTtaBnsieT ANKTMOCOMA, KOTopas BKIHOYaEeT
CTOIMKY YNMNOLEHHbIX LUCTEPH, TPaHCMNOPTHbIE
MeMOpaHHble Ny3bIPbKK, BaKyosin N TpybdaTble CTPYKTYPHbI.
Al' 0bbIMHO MONSPU30OBaH, YTO MPOABIIAETCA HaNM4nem
Luc- nosnoca (dbopmupyrouLasncs CTOpOHa) )
NPOMEXYTOYHOM YaCTU W TpaHc-nosioca (3penas
CTOpoOHa). UuctepHbl Ha uuc-nontoce obOpasyroT umc-
koMnapTMeHT. OHKM, Kak npaBurio, YMNOWEHHbIE U
BbIMYKIIOM MOBEPXHOCTLIO nMpumbikatoT K AMNP. Ha TpaHc-
nosfitoce UMCTEPHblI 06pasyloT TpaHC-KOMMNApPTMEHT. OTU
UMCTEPHbLlI paclMpeHbl W 3anofnHeHbl cekpetom. K
nocnegHemn nyockou LMCTepHe TpaHc-nosoca npumMblkaeT
TpaHC-CeTb annapaTta [onbaXn n3 TpybyaTbiX 9fIEMEHTOB
N MaccChbl BaKyonem.



Besukyner us 3TIP He cpasy HanpaenaroTCa K TPAHC-UUCTepHe, a CNUBASACH
ApYr ¢ Ayrom, obpasyroT knactepbl Tybyn v BesuKyn, HA3bIBGEMBIX
NpoMexXyTouHbIM KomnaptmeHTom (ERGIC).Ha ero ocHoee BO3HUKaeT HoBas
LIMC-LUMUCTepHa

} @/

Tubular compartment

ER-to-Golgi intermediate
compartment (ERGIC)




MOLEJIb TPAHCITOPTA BEJIKOB

late endosome _
early clathrin
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I'nnortesal

*['py3 efneTt - pepMeHTbI OCTaroTCs;
» [TepeHoc maTepuana

UaeT oT Cis- K trans-unuctepHe
C_NOMOLbIO NY3bIPLKOB

1 B

Annapat lFonbaxu - cTabunbHLIN,
NpeACyLleCTBYFHOWMUUA KOMNAPTMEHT



unotesa 2 - co3spesaHus

¢ [py3 HenoasuxeH - NyTelWweCcTBYHOT pe3ufieHTHbIe
6enku

e Takum obpasom, cam coctas membpaH LUCTepHbI
NOCTeneHHO U3MeHseTCca, UNU LUCTepHa
«co3pesaeT»

®* Annapat onbxau BLICOKOAUHAMUYEH,
NOCTOAHHO popmupyeTtca de novo



A HQ cCamom pene?

e OKa3anocb, YTO NOMOBUHA Be3UKY,l COAEPXUT
npeumyLecTBeHHO rpys,

NONOBUHAG - NpeuMyllecTBeHHO pe3uaeHTHbIe 6enku

o KpynHbie 6enkosble arrperarthl ceKkpeTUpYHOTCS
NPUONU3UTENBHO 3a 4ac

O6biyHbIe 6enku - 3a 5 -15 muH

!

Peanusyrotca oba nytu



CunHTE3 N Mo MKaL A BELLECTB

PROTEISYNTHESSS o Ka)Kﬂ'aﬂ LMNCTEPHa alifnaparta rOJ_lb,EI,)KI/I
@ | MMeeT CBOW Habop hepMEHTOB.
Oo ¢ 1. [OopaboTka rm1MKonpoOTENHOB;

a. CosgaHune nnusocomarbHbIX PEPMEHTOB-
doocponmpupoBaHme onmrocaxapuaHoro

o phosphorylation of oligosaccharides i
on fysosomal protans | KOMIMOHEHTa (pe3ynsraT-MmaHo3a-6-
| F "—O doocdar, aBnseTcs METKOW rmaponas);
| NG T b. Benok-cekperT. YaaneHue HeCKONbKMX
| T | medial | Golg MOHOCaxXOPUOHbIX OCTATKOB U
dolgt | ¢ adgion of GleNAC HapallMBaHWe onurocaxapuaHbixX Leneu.

\ @ addition of Gal : 'rv:' 2. CMHTe3 nOﬂVlCaxapl/l,El,OB (ﬂeKTMH) I/I
' NPOTEOrNMMKAHOB (MYKOMNPOTEUHbI);

o addition of NANA

SORTNG 3. [lpoteonus-akTnBauua 6enkos/cuUHTES
)] KOPOTKMX NoNnnenTnaos;
N 4. CuHTE3 cpnHrommuenmHa u
socrotor
| e MeMOpaHHbIX MMNKONPOTENHOB.

: I
plasma membrang



CopTupoBKa

« CopTmpoBKa 6enkoB NpoucxoanT B TpaHCc-ceTn annapaTta [onbaxn.

PesynstaTtom ABNsSIETCA pa3geneHme 6enkoB U HanpaerneHne B MecTa
HasHadeHua. OTOop rmaponas wu nocnegywwas [[OocTaBka B
IN30COMbl obecne4vyeHbl WX COEOWHEHMEM C peuenTopoMm B
MeMbpaHe TpaHc-ceTu Al. Peuentopbl «y3HaAKOT» U CBA3bIBAKOT
MaHHO30-6-pocpaTHble  METKM  JNIU30COMHbLIX depmeHToB. B
pesynetate rugponasbl OTAENATCs OT ocTalbHbiXx Oenkos K
cobumpatoTcs B OKalMileHHble TPaHCMOPTHbIE My3blpbKW, KOTOPblE
otaenatTca ot Al, TepAloT CBOK KanmMy MNocrie Yero cnmBaroTcs C
sHOonm3ocomMamMmm wunn ¢ nusocomamu. MaHHO30-6-dpocaTHbIe
peLenTopbl Bo3BpaLllatoTca obpaTtHo B Al B cocTaBe MeMOpaHHbIX
Ny3bIPbKOB, OTPbIBAIOLWNXCSH OT 9HA0SIN30COM.

* [lpegHasHavYeHHble onsa cekpeumn unu ans nnasmaneMmmbl 0enkm B
pe3ynbrate COPTUPOBKM NONagatoT B APYrue TPaHCMOPTHbIE MOTOKM.
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1.

Cekpeuus

e BewecTtBa BbIBOOATCH M3 KNETKM OOHMM M3 ABYX NyTEW: B pes3ynbrare

KOHCTPYKTUBHOU (HeperynupyemMmoun) cekpeuunm (nocToAaHHas,Hanpumep,
nyTb MeMOpaHHbIX OenkoB 4yepe3 Al) nmbo bnarogapsa perynmpyemon
(PakynbTaTMBHasA, HE MNOCTOsIHHAasA, NPUMEP- NYTb BHYTPUKIIETOYHLIX WU
CEKPETOPHbIX DENKOB) CEKPELMM.

[Ipn KOHCTPYKTUBHOWU CEKpeLnn, KOTopaa XxapakKTepHa And BCEX KIETOK,
oT Al HenpepbIBHLIM MOTOKOM OTAENAITCA TPAHCMOPTHbIE MNY3bIPLKNY,
AOCTaBMSALME CEKPET K NnasmanemMmme. Taknmv odbpasom OOCTaBMAKTCS
K MOBEPXHOCTWU 3fiIEMEHTbl [MUKOKaNMUKca, a TakXke [MUKOMPOTEUHDI,
NpoTeornuKkaHbl, BXOOsWME B COCTaB OCHOBHOIMO  BellecTBa
COeaANHUTESNTbHON TKaHMW.

MexaHu3m perynmupyemMon cekpeumm xapaktepeH ONA CeKPEeTOPHbIX
Krnetok. B aTom cnydae Oenku wusbupaTtenbHO YNakoBbIBAKOTCHA W
otaensaTca OT Al B coCTaBe CeKpeTopHbIX My3blipbkoB. Cekper
BbICBODOXOAETCs W3 KIEeTKU TONMbKO MOcre curHana (Hanpumep,
BO3EeNCTBUA rOPMOHa U1 Henpomeaunartopa).
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DyHKLUNM 0000LLEHHO

1. TpaHcrnopT - Yepe3 Al npoxogaTt ase rpynnbl 0enkoB: Oernkn, npegHasHa4vyeHHbIE Ha
9KCMNOPT U3 KNETKU, U NMM3OCOMHbIE (DEPMEHTHI.

2. CopTMpoOBKa [AONnA TpaHcrnopTa: COopTUpOoBKa ANs AganbHeuwero TpaHcnopTta K
opraHennam, [1M, sHOoocomaMm, CeKpeTopHbIM My3blpbkaM MPOUCXOOUT B TPaHC-
Komnnekce ['onbaxu;

3. Cekpeuus - cekpeuusi NPOOYKTOB, CUHTE3NPYEMbIX B KneTke. [MukosnnupoBaHune
6enkoB M NUNMAOOB: MMUKO3NAAa3bl yOansaoT OCTaTKU caxapoB - AerNMKO3UIMPoBaHUE,
rMMKo3nnTpaHcdepasbl NPUKPENNAKT caxapa 00paTHO Ha rMaBHYO YrNMEeBOAHYHO LEMb —
rMNKO3UNNPOBAHUE;

4. CHTE3 nonucaxapuaoB - MHOrMe nonucaxapuabl obpasytortca B Al B TOM yucrne
NEKTUH U reMuLennonosa, obpasyloLne KNneTouHble CTEHKU pacTeEHUI U OONbLUMHCTBO
rMNKO3aMUHOTTIMKAHOB 00pa3yoLLUX MEXKITETOUYHbIA MaTPUKC Y )KUBOTHbIX

5. CynbdraTtupoBaHue - 00NbLWMHCTBO caxapoBs, AobaBnaeMblX K OerikoBan cepaueBmnHe
NpOTeOrnMKaHa, cynbdaTnpyroTcs;

6. [JobaBneHne maHHO30-6-docdaTa: M-6-P nobaBnsieTca Kak HanpasnsaLUMn curHan K
depMeHTaMm, NnpegHasHa4YeHHbIM 4519 JIN30COM;



JInsocombl

* JInaocombl npeacTaBnstoT coODON reTeporeHHyo (pasHOPOAHYHO) rpynny
LuTOMNNasMaTu4yeCcknx BaKyosriernoaoOHbIX CTPYKTYpP pa3Mepom 1-3 MKM,
OTINMNYNTENBHON OCODEHHOCTBIO KOTOPbLIX SIBMAETCA Hanndne B HUX
Kncnon cpeabl U OOMNbLIOrO KOMMYecTBa pPasfnyHbIX ryuaporas -
depMeHTOB CrMOCOBOHbLIX pPacLUENNATbL OCHOBHBLIE TUMbl MaAKPOMOJSEKYIT.
[TpucyTtcTBMe B NM3ocomax rugporas onpeaenaet nX OCHOBHYH PYHKLIUIO
B KNETKe - pacLlenieHne MakpoMorsiekyn n bonee KpyrnHbix o6pasoBaHnm
KaKk MOCTynawLWmMX B KNETKY M3 BHEKIETOYHOrO MPOCTPAHCTBA TaK W
MMEILLIMX BHYTPUKNETOYHOE npoucxoxaeHme. I3aBeCTHbl TP BO3MOXHbIX
Nyt obpasoBaHUA NU30COM B KreTke. B kaxaom crnydyae obpasyroTcs
MOPdONOrM4eckn pasnunyHble obpasoBaHud, pacliennswoLwme matepuan
N3 pas3nnYHbIX MCTOYHUKOB.



oxon0 40 pasnuuHbix rapona3
C ONTHMYMOM pH B KMENOA oBnacTw

HyK/1eadsl,
NPOTEMHAIMI,
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Aytodarua Avrodarocoma




* B nepBoM cny4ae pacuiennaemMsin matepuarn - 6enku, nonnHykneotTnabl
MNn nonucaxapuabl - NonagaeTt B KMeTKy nytem aHaouuTosa. B xoaoe
9TOro npotecca Mofekynbl, UMerLLne OOCTaTOYHO KPYrHble pasMepbl U
HeCrnocoOHble MPOHMKATbL Yepe3 MeMOpaHbl, MOCTENEHHO OKPYXKaloTCH
HeOOmMbLLUMM Yy4aCTKOM nfia3amanemMmbl, KOTOPbIM CHayana Bns4YnBaeTCs
(MHBarMHMpyeTcs), a 3aTeM OTLUenssieTcs BOBHYTPb KreTku, obpasys
ny3blpeK, codep kawnn 3axBayeHHbIM KNETKOWU martepwuarn. I'Iy3b|pb|<|/|
obpasyolimecs B pes3ynbraTte J3HAOoUMTO3a Nonyymnn HasBaHue
9HAocoMbI. [1o Mepe ABUXEHMST AHOOCOMbI OT KNETOYHON MeMbpaHbl BO
BHYTPb KNETKM OHA MHOroKpaTHO B3aUMOOEWCTBYET C TPAHCMOPTHLIMU
ny3blpbkaMmn OOCTaBMASALWMMM  OT TPaHC-NOBEPXHOCTU anmnapara
[onboXn rmMaponuTudeckne MepmMeHTbl U MeMOpaHHble Oernkuy,
npeBpawasace B  3Hoonu3ocomy. [lpouecc obpasoBaHusa WU
TpaHcopmMaLumn 3HAOCOMbI ANIUTCA OKOMO 15 MMH KU CONPOBOXOAETCS
3aKUCIIEHNEM BHYTPEHHEW cpenbl, bnarogaps 3akadnMBaHUIO WMOHOB
H+n3 ymto3ona BO BHYTPb 3HAOCOMbI ATP-3aBMCUMbLIM MPOTOHHbLIM
HacocoM, pyHKUMOHMpYOWMM noJobHo AT®  -ase BHYTpPeHHeW
MeM6paHbI MUTOXOHAPUN.



*BTopon nytb popMmMpoBaHMUA NIM30COM HasblBaeTcd ayrtodarveun. B
npouecce aytodarmm nponcxoauTt paspyLieHne oTpaboTaHHbIX YacTeN
caMon KneTku. MI3aBeCcTHO, HanpumMep, YTO B KIeTKax nevyeHn cpegHee
BpeMSA XN3HN OQHOWU MUTOXOHOPWUWN COCTaBNAET OKosfio 10 AHewn, nocne
4yero OHa OOSKHa ObITb YyTUNMM3npoBaHa B NM3ocoMax. Tak e nyTtem
ayTodparmm nu3 KnNeTok nevyeHn ygansetca n3bbIiTok rmagkoro IP, nocne
npekpaweHna noCcTynneHna WM BbiBeOeHUsa U3 opraHmama
KCEHOOMOTNKOB - MHAOYKTOpPOB. [lpouecc aytodarvu, no-sManmMomy,
HauMHaeTCsd C  OKpyXeHua (1) opraHennbl  MeMbOpaHamy,
noctasnsemMmbiMn n3 3P, B pesyrnberarte Yero obpasyetcs aytoarocoma.
3aTtem, rnonaratoT, YTo ayToparocoma crmBaeTca (2) ¢ 3HOO0N30COMOU,
obpasys aytodaronms3ocomMmy, B KOTOPOW M MNPOUCXOOUT NpPOLECC
gerpagauuu pparmeHTta 9P unm gpyron opraHensioil.



nNepavYyHan
NA3ICOMA A



* TpeTun NyTb GOPMUPOBAHNSA NMTN30COM MMEETCHA TOSLKO Y KNETOK,
cneymnann3anpoBaHHbiX Ang dparoumto3a OonblIMX 4YacTul, W
MWUKPOOPraHnM3mMoB. Takue KneTku-garoymTbl, a K HAM OTHOCATCH
KNETKU KPOBU - HEUTPOPUIbI 1 MOHOLUTLI, MOTYT nornowaTtb 13
BHEKMNETOYHOrO0 MNPOCTPAHCTBa KpynHble OOLEKTbl, 0DOpa3sys
doarocombl. [lanee parocoma npeBpallaeTcd B parosinsocomy
TEM Xe nyrtem, 4YtoO U ayTtodarocoma, T.e. CluMBasACb C
3HO0NMN30COMOMN.



« DHOOCOMBI, ayToParocomsbl U haroComMbl HaCcTo Ha3bIBAKOT OOLLIMM TEPMUHOM -
NpPenn3ocoMbl, a 39HOONU30COMbI, ayTodarosin3aocombl N doarofiM3ocombl
TEPMUHOM NM30COMbI. B 3penbix nun3ocomax nNpoucxoauT aerpagaums
NOrnoLeHHOro MmaTepuana ao otaenbHbIX MOSIEKYS, HAaNpUMep aMmnMHOKUCIOT,
KOTOpblE MOCTynatlT B LUTO30Mb W BOBMEKATCA B nocnegyroume
bnoxmmmnyeckmne npespalleHnsa. PparmMeHTbl cCOOCTBEHHOW Mra3maTUYeCcKom
MeMbpaHbl He NoABEeprawTCcsl BO3OAEUCTBUIO TMApONas M BO3BpaLLlaeTcs
obpaTtHO B nnasmanemMmy C NOMOLLbIO TPaHCMOPTHbLIX MNYy3bIPbLKOB, eule A0
OKOH4YaTenbHOro opMnpoBaHnUa NM3ocombl. HenepeBapuBaemble NPoOaYKThI
OCTalOTCS M HaKannmBatoTCs B IN30COMAX, KOTOPbIE TEPSAIOT rMAPONUTUYECKME
depMeHTbI 1 NpeBpaLLalTCAa B OCTAaToOYHbIe Tenbla. C BO3pacToM, B KNeTKax
4yernoBeka W >KMBOTHbIX YBENUYMBAETCS KOMMYECTBO OCTATOYHbIX Teneu,
cogepXalux 6onbLioe KonnM4ecTBo nunoycumnHa nnnm nurMmeHTa CtapeHus.
NTnnodycumH npeacrasnaer cobon 6GuononuMepbl PasfMYHOW MNPUPOaHLI,
Henoggawwmecss AarbHENWeMY pPacLUensieHNI0 MNOCKOSIbKY  XUMWUYECKUe
CBA3U Mexay OTAeNbHbIMM MOHOMepamun obpasoBanmcb He B HOpMarnbHbIX
BMOXMMUNYECKNX peaKumsiX, a B pe3ynbraTte CrNOHTaHHbIX OKUCIUTENbHbIX
npoLeccoB, rMnaBHbiIM 00pa3oM cBobogHOpaauKarbHbIX. PasnuyHble
3aboneBaHns, BO3AENCTBME pagnauum u AOpyrmx HeratuBHbIX (PakTOPOB
BHELLHEW cpebl YCKOPSIIOT NPOLIECC HAKOMMNEHUSA NUrMEeHTa CTapeHus.



[lepokcucomsil

* MembpaHHble NYy3bIPpbKN C OOHOPOAHbLIM WM TPaHYIIAPHbLIM
MaTpPUKCOM. B LeHTpe-cepaueBmnHa (Hykneowup) n3
KPpUCTanMU4eCcknx CTPYKTYp, obpasoBaHHLIX dpubpunnamm vnu
Tpyboukamu. Bo ppakummn nepokcncom obHapyxmnsaetcs oo 15
depMeHTOB, CBA3aHHbLIX C METAabONMM3MOM NepPEKUCHU Boaopoda
(H202). 310 okncnutenbHble PpepMeHTbI, Npn paboTe KOTOPbIX
obpa3syeTcs nepekncb BOAOpoOAa, M Kartanasa, npuBoasuias K
yTunu3aumm ToKcudHOW Ans knetok H202. Takmm obpasom,
NEepPOKCUCOMbI 3alUMLLAOT KMNEeTKy OT [OEUCTBUA NepekncH
Bodopoaa.



LIPID
BILAYER

PLASMA
MEMBRANE




*[lepokcnucombl ODHapy)XeHbl BO BCEX 3yKapuoTUYeckux kretkax. OHu
ABNAKTCA [MaBHbIM LEHTPOM YTUNU3aUuUM Kucropoda (Hapsay c
MutoxoHapuen). Kucnopoa wucnonb3yetca MMuU Ornd OKUCIIUTENbHbIX
peakuumn, He conpoBOXAaloLMXCs HakonneHmem aHeprun B snae ATO.
Obpasylouasica nepeknMcb Bogopoda MCNosrib3yeTcs AN OKUCIEHUSA
cybCcTpaToB, a ee N3NULLKK paspyLuaroTcs ¢ obpasoBaHmem Boabl. Hucrno
NEPOKCUCOM BapbUPYET B KNETKaxX pasHbIX TUMNOB.

* OcobeHHO BaXkHOe 3Ha4YeHMe OHW UMEKOT B pacTUTENbHbIX KreTkax. B
npopacTalLlmx CeMeHax WMEETCA pPa3HOBUAHOCTb MNEPOKCUCOM-
rmmokcncombl. OHM obecrnednBaloT NpeBpaLLUEHUNE XUPHbIX KUCIOT
3anaceHHbIX MMNUOOB B caxapa B Xo4e peakuuun rmoKcunaTHoro uukna.
[lpyron Tn NepoKCUCOM B KNeTKax NUCTbEB KaTanusmpyeT OKUCIIeHUe
NOOOYHbIX NPOAYKTOB DOTOCUHTESA.

*[lepokcucombl CrnocoDHbI K camopenpoaykunn. HoBble obpasytoTcs B
pe3ynbraTte pocta U AeneHus npegliecteyowmx. benkn nocrtynatoT B
NepoKcucomy 13 umtosdond. Jinnnabl nepeHocAaTcsa B X MemMmbpaHbl OT
MECTa CUHTEe3a 4yepes untososnb. [loctaBka nunnaooB obecrneymBaeTcs
cneunanbHbIMW TPAHCNOPTHLIMU DeNKaMn-nepeHocHnKamu.



MuTtoxoHapun

* MuToxoHapun, Kak opraHennbl cnHtesa AT xapaKkTepHbl OJ18 BCEX
9YKapPUOTUYECKMX KIETOK KaK aBTOTPOMHLIX (POTOCUHTE3UpYyloLLne
pacTeHUs), Tak N reTepoTPOdHbLIX ()KUBOTHbIE, IPNObI) opraHn3mMoB. X
OCHOBHasA YHKUMA cCBdA3aHa C OKUCIIEHMeM  OpraHu4ecKkux
COeMHEHUN N UCMNONb30BaHUEM OCBOOOXOaloWeNCcs nNpu pacnage
9TUX COeaNHEHUN SHEPIrUN, Npu cnHTede monekyn AT®. MutoxoHgpum
- 3HepreTnYecKkne CTaHUnn KneTku.

 MuToXoHgpun ObINM onuncaHbl euwe B KOHUe XIXB. OHM XopoLio
pas3NnYMMbl B CBETOBOM MMUKpPOCKone. TUnmyHbie MUTOXOHOPUU
npeacTaBnaT codbon uunmHap anameTpom 0,5 MKM 1 ArnvHonm Ao 1
MKM. Y pasHbiX OpraHM3MoB [OJIMHA MUTOXOHAPUW Konebnetcsa B
3Ha4YUTErNbHbIX Npeaenax — ot 7 4o 10 MKM.



Jlokannsauus

* MnTOoXoHOpWUM CKannmMBarTCA B SHEPro3aBUCUMBIX yHacTKax
KNeTKU. B ckeneTHbIX MbllL@X OHW pacnonararoTca Mexay
MUKpOMbpunnamm, y npoCcTeEULLNX CHAaDXEHHbIX PECHUYKaMWU,
OHU fnexaT B OCHOBaHUWM peCcHMYeK nog nnasmatuyeckou
MeMOpaHon. B HEPBHBLIX KNETKax OHN HaXo4sTCA OKOMO
CUHAaNCcOoB, rae NPouUCcxXoauT nepegada HepPBHbLIX UMMYIbCOB.



MbiLlleyHoe BONOKHO

MwuToxoHapuun

Capkonema Muocubpunns!

(obornouka)

CapkonnasMmaTuieckuit

Flp‘po PETUKYITYM U Kanunnsapbl



AHa3D00HLIA reTepoTpod Nepsan X80 THaR KNeTKa

‘2 ‘ _’ —

AraspoBuan BSaxrepus

CornacHo runotese cumMbunoreHesa, MUTOXOHAPUU NPOU3OWNN OT
bakTepuin-okuMcnuTenen, BCTynmswmnx B cumbmnos ¢ aHaapobHoOM KNeTkon.



CTpoeHune

* VimeroLmecs Metoabl NO3BONAT BblAESNUTb U3 MUTOXOHOPUA BCE

YeTblpe  KOMMOHEHTa:  HapyXHyl  MeMOpaHy,CoaepXnmoe
MEXMeMOpaHHOro MpPOCTPaHCTBA, BHYTPEHHIOL MeMOpaHy U
MaTPUKC.

*[1Be MeMOpaHbl- BHEWHASA WU BHYTPEHHSASA - OTAENAKT UX OT
uuTonnasmbl U 0b6pasyoT OonbLne BHYTPEHHME KOMMAPMEHTLI, B
KOTOPbIX NponcxoaaT peakuuu OKUCIUTENBLHOIO

doocopunupoBaHna. B pesynsrate 3TUX MPOLIECCOB  3Heprud
peakuun OKUCNEHM npeobpasyeTca B SHEPruto, 3aKIIIOYEHHYIO B
MoneKynax ageHo3nHTpudgocdarta (ATP). [lpn aToM MUTOXOHAOPWUU
MCKIMIOYNTENBHO 3MIPEKTUBHO WUCMOMb3YIOT caxapa U XUPHblIE
KUCMOThI.



CTpoeHne MMToxXoHapum

kKonbuesaa OHK

KPUCTbI
cuHTe3s ATOD _ \/\/\_8\ £
6uocuntes' ' #F

GenkoB

BHYTPEHHASA
memopaHa

BHELWHAA memBpaHa A A il
MaTpPUKC BKMIOYEHMS

MeXMeMOpaHHbLIN MaTpUKC



“avixarens-
Han yensy”

MATPUKC

A. CTpyxTypa MUTOXOHADWA




Hapy:xHass MeMOpaHa.

B coctaB HapyXHOW MeMOpaHbl BXOAUT MHOro Monekyn oenka
rnopuHa. OcobeHHOCTb ero 3aknto4aeTcs B TOM, YTO B NUMNUAHOM
bucnoe oH obpasyet wmpokume rngpodunbHble KaHanel. B cuny
4yero, HapyxHass membpaHa HanoMMHaeT CUTO, OHa MNPOHM3aHa
MHOFOYMUCNEHHBIMMN MNOPaMK, 4Yepe3 KoTopble B MexmebpaHHoe
NPOCTPAHCTBO MOrYT TMPOHMKATb BCE MOMEKYyNnbl Maccon [no
10000[a. Bkntoyaa HebonbLume benku.

B coctaB aTon MeMOpaHbl BXOAAT Takke pepMeHThI, y4acTBYloLnE
B CUHTE3€ MUTOXOHAOPWAaNbHbLIX NMMNUOOB.

CocTouT U3 nunuaoB Ha bonee Yyem 80%.



MexmMeMOpaHHOE MPOCTPAHCTBO

BHyTpeHHas
Membpana

CocTtaB BellecTBa MexXmMeMbpaHHOro
NpocCTpaHCcTBa B1IN30K K LUMTO3OSHO.

OgHnM 13 BernkoB, cogep KallnXxca B
MEXMeMOpaHHOM MPOCTPaHCTBE, SIBNSAET
CS LLUTOXPOM ¢ OAVH N3 KOMMNOHEHTOB bl
XaTebHOW Lienm MUTOXOHOPUN.

Mexmembpannoe %
NPOCTPaHCTBO ~ &

HapyxHan
MEMg)[‘)(aHa




BuyTtpeHHss meMOpaHa

BHyTpeHHAA MembpaHa orpaHun4mMBaeT OCHOBHOE pabouee
NpoCTpaHCTBO MuToxoHapuun. OHa BbICOKOCMELNPUYHA, COOEPXKUT
bonbwoe  kKonuyectBo  doocdonunuaa  KapauonunuHa o u
NPaKkTUYECKN HEMNpoHuuLaema gnsi MoHoB. B coctaB mMemOpaHbl
BXOOAT BXOOAT OenKu TPeX rnaBHbIX TUMOB.

1-6enkn,  Karanumampylowine  OKUCIUTENbHblE  peakumm B
OblXaTenbHOW Uenu.

2-pepMeHTHble KoMniekebl AT®-CMHTETAa3kI, UrparoLLmne KrnoyeByto
porb B obpasoBaHum ATO.

3- cneynduryeckme TpaHcnopTHblie 6enkn, perynmpytoLime nepeHoc
MeTabonnUToB B MaTPUKC U BbIBOA, N3 HETO.



Marpukc

- MaTpuKkc cogepXnT BbICOKOKOHLIEHTPUPOBAHHYIO CMeCb COTEH
Pa3NNYHbIX dEPMEHTOB, HEOBXOOAUMBLIX [N  OKUCIIEHUS
nupyBaTa, XUPHbIX KNCNOT U dpepMeHTOoB Uukna Kpebca. 67%
BCEro 6enka MMTOXoHAPUN NPUXOONTCH HA MaTPUKC.

- B marpukce mutoxoHapun copepxumtca cobctBeHHasa OHK,
oTnuyatowadacsa ot aaepHoun HK Ton e KneTku.



[ eHeTn4eckmnmn annapart

» KonbueBada monekyna [AHK. Peako-nnHenHas;

* MoXXeT cuHTe3npoBaTb Denok Kak ¢ metoxoHapuansHoro nPHK,
TaK N A0epHOro;

* benok-cnHTesmpyrowasgd cMmctemMa HaxoguTCca B 3aBUCUMOCTU OT
gaepHoro annaparta KneTtkn.  daktopbl  TpaHcnAaAuun
pennukaumn,PHK-nonnmepasa un 1.4. 3akogmpoBaHbl B a4pe;

« 1HK MmnTOXoHOpPWUN NnoaBepKeHbl YaCcTbiM NOBPEXOEHUAM U3-3a
MOCTOSIHHBIX TMPOLIECCOB OKUCNEHUST MNODOOYHLIM MPOAYKTOM
KOTOPbIX ABNAKTCA aKTUBHbIE POPMbI KUCopoaa.



OyHKUMU

CuHTe3 ATO;

Cneundun4ecknii CUHTE3-CTEPOUAHbIE TOPMOHbI, HEKOTOPbIE
nMnuabl;

HakonneHne noHoB, 0COOeHHO Ca2+;

HakonneHne npoayKkToB aKCKpeLmn B oTpaboTaBLLUNX
MUTOXOHOPUSIX;

HakonneHne TOKCUYHbIX BELLECTB;
HakonneHne nutatenbHbIX BeLecTB (0oUnTbl).



JTanbl
JHepreTu4yeckKkoro oomeHa:

1. loaroToBUTENBHbLIU

2. [nMnkonus
(becknucriopogHoe OKUCneHue)
3. IbixaHune

(KncnopogHoe okucneHue)



[lepBbIX 3Tan
[loaroToBUTErNbHbIN

'

dbepmMeHTaTUBHOE pacLuenfieHne
CNOXHbIX OpraHN4YeCcKux BelecTB
A0 NPOCTbIX



[ oe npoucxogmr:

¢ NMuweBapuTenbHas
cucrtema

|

e lnzocombl B KneTKkax

B Z o
N A 4 \ gsrmonwwsm "MUKPOBOPCUHKM _UEHTPO
\ p YA X > 2 a
| ’ CKMARUATLIA \ " Kaerounbiii neHtp

LEHTPMONM
SHAOMNASMATUYECKUA ¢ =
PETUKYAIYM

FRARKAY VX pAKYOnU

NIN30COMBI

A0PO
12. —-- =

PUBOCOMbI

Komnnekc
Fonbaxu

\\\

KNETOMHAR UK~ N OBOMNOYKA
UMTOMNASMA-
TUYECKARA
OBOMOYKA

BHYTPUKNETOUHBIE ~MUTOXOHIPUN
UMTONNASMA  /  SZPBILKK HATH



CyocTpaT

*YrneBoAbl = rnoKo3a + E (1r = 17,6 kKX)

 lIunnAabl = MMULEPUH + XXUPHbIe KUcnoThbl + E (1r =
38,9 k)

e benkun = ammHokucnotobl + E (1r = 17,6 KX)

* HyknenHoBble KUCNOTbI = HyKNneotTuabl + E



Pe3ynbTaT 3Tana

e JHEeprus He 3anacaeTcH, a BblaenseTcs
TOJNbKO B TensnioBou choopme



BTopoun atan
beckncnopogHoe oKuUcreHue

[ NTnKonuna

- HENOJTHOE pacLuensieHmne
- aHa’pobHOoE AblXaHune

- OpoXXeHune



Nonuncaxapuabl

\

FNoKo3a —
LEHTPAJIbHAA MOJIEKYJlAd KJIETOHHOINO AbiXaHWUA
CH-0OH
O  OH
OH
OH

C Hee Ha4dyMHaeTcqa NyTb K
OH ATO



[ e npoucxoaur:

10 peakuum
A
rIMKONnN3 2 NBK
@ d (nupyBar)
KneTKa (noa aencrsneM hepMeHTOB
Ke€TOYHbIX MeMbpaH)




CyocTparT

C.H,,0, + 2A[® + 2H,PO, + 2HAL" —
TTFOKO3a

2C,H, O, + 2AT® + 2H,0 + 2HAL-H,

NnUpPOBUHOrpaaHas
Kucnorta (nupyBarT)



PesynbraTt aTana:

M3 OOQHOW MOMeEKYnbl rMOKO3bl BbICBOOOXAaeTcA 200
KX, N3 KOTOopbIX 120 KX paccenBaeTca B Buae
Tenna, a 80 k)X 3anacaetcs B cBA3AX AT,

/ JHeprua \
60% 40%
BblaoenseTcs B naeT Ha CUHTe3

BUOe Tenna ATP



BpoxeHune — aHa3pobHOE AbiXaHUe

NMIOKO3A
rNMMKonns . —p 2 ATO
v
BPO)XEHME Ecnn mano
Kucaopoaa wimn
NBK OpraHu3Mm -
H | NMPUHLUMNNANIbHDbIN
W w aHa’po6
MosioyHaa KUcnoTa STUNOBbIN CNUPT
MOJIOYHOKMUCJI0€e cnMpToBoOe

XXnBoTHble, 6akTepumn PacTeHuns, ApoXikKu



BbiBOAbI:

CuHTe3 AT® B npouecce rinmkorin3a He
HypaaeTtcsa B MeMmbpaHax. OH naet paxe B
npooupke, ecnn UMerOTCA BCce
Heobxoaumble cyocTpaTbl U hepMeHTLI



Tpetun aTtan
KncnopogHoe pacuienneHue:

'

NONTHOE pacLuenneHne NMpoBUHOrpagHou
KWCNOTbI, MPOUCXOAUT Npu oba3aTenbHOM
NPUCYTCTBUM KUCNopoaa



[ e npoucxoaur:

NBK

MUTOXOHAPWA: noa aeictBnemM (hepmMeHTOB

MUTOXOHAPUaribHbIX MeMmbpaH (Heobxoaumoe
yCcnoBue — LeJyIoCTHOCTb MeMbpaH)



Ctagnn a3pobHOro AbixaHus:

1) OkncnntenbHoe aekapbokcunnpoBaHue
2) Lnkn Kpebca

3) ONEKTPOHTPAHCNOPTHAS Lenb
(okncnuTtenbHoe pocdonnpmpoBaHme)



yumonnaasma

[ [— A

Lukn
Kpebca

MO KO3a

°4
=

MUMOXOHOPUSA

1 £
.......



OkuncnuTernbHoe aekapbokcunmpoBaHue

CeH1206 — 2C3H403 — 2C3H603

noKo3a NBK Mono4yHasa
KUcnora

C3H403 + KA +HAl —
CO:2 + Auetun-KoA + HA1*H:



Llnkn Kpebca:

co,

H,©O

NBK (3C)

e

AuneTun-KoA (2C) KOl_:M'H2

LLlaBeneBoyKCcyCHanA

Kucnota {(4C)

A—HHN{
.

2H+P AL

HAO-H,
HAO-H,
HAO-H,
$GALO-H,

(4C)

JNTMMoHHaA
Kncnota (6C)

ﬂermngmposal-me
eKa OKCHUMJIIMpOBaHWe
‘2H+HA£\Q P 4

T

(5C)
]

<
2H+HAL

CO,




0 N O U

KoHaeHcaumsa auetnn-KkosH3nma A co LaBerieBoOyKCYyCHOW KUCIOTOMU
npmMBOANT K 0Opa3oBaHUIO NMMMOHHON KUCIOThI.

JTnMOHHasa kncnoTa npeBpaLlaeTcs B U30NIMMOHHYHO Yepes
LINCaKOHUTOBYIO.

30nMMOHHas KucnoTa aernapupyeTtcst ¢ obpasoBaHmem anbda-
KETOrnyTapoBOW U YITIEKNCNOro rasa.

Anbdra-kKeTornytapoBas KUcnoTta gerngpupyetca ¢ obpasoBaHneEM
CYKUMHWUIM-KO3H3MMa A 1 yrnekucrnoro rasa.

CyYKUMHM-KO3H3NM A npeBpaLlaeTca B AHTAPHYHO KUCNOTY.
AHTapHasa kncnota gernapupyetca ¢ obpasoBaHnem oymapoBOW.
dymapoBas Kucnota rugpaTtmpyetcs ¢ obpasoBaHUeEM AOTOYHOMN.

AbrioyHas kncnota gernapupyeTtcs ¢ obpasoBaHNEM
LLlaBeneBoYyKCcycHoW. ['1pn aToM unkn 3amblkaeTtcd. B nepsyto
peakuuio crneayoLwero uukna BCTynaeT HoBasi MOJiekyna aueTun-
KO3H3nma A.



* llYKa cbena auetat, nonyyaercd LnTpar,

*Yepes uncakoHmnTaT OyaeT OH n3ounTpar.
* Bopopoabl otaaB HALL, oH TepsieT CO2,
* OToMy 6e3mMepHo paf anb@a-KeTornyTapar.
* Okucnenune rpaaoet — HAL noxutun Bogopoa,
* TOD, ko3H3nM A 3abupatot CO2.

* A 9Heprua egsa B CyKUMHMIE MNosiBUNAach,

* Cpasy AT® poaunacb 1 octancs cykuuHar.

* BoT gobpancsi o oo PAla — Bogopoabl TOMY Hafo,
« Pymapat BoAbl HANUICA, U B ManaT oH npeBpaTusics.
* TyT K Manaty HAL npuwen, Bogopoabl npnobpen,
* 11YKa cHoBa obbsBMIacb U TUXOHbKO 3aTannacs.



ANEeKTPOHTPAHCNOpPTHANA Uenb

HapyxHaa memOpaHa

MexMemGpaHHoe NpocTPaHCTBO, NPOTOHHBIA pe3epByap
N N H. H

¢l ) > LuToXpoMbl
f ®MHy~T5KoQH, 24"+ 24H =l H'
1

OHM'HQIPZ"’AH'HQ // AT®-cuHTeT232
HAD | ®AD l

12H,*+ 60, = ObixaTenbHasa Lenb=—12 HO0+34 AT® +Qr




Ese oHe [z

A. KOMNOHEHTHI AbiXaTensHOW Lenw

Komnnexc |
NADH- pervaporesasa (yommHoH)|
1653
| 700-800 kA, 25-30 CyBueAnHAL,
1FMN, 2Fe,S,, 4-5FeS,
Komnnexc ||

cyxumnataernaporesasa 1.3.5.1
125xfla, 4-6 cybvepmmy,
1FAD, 1 Fe,S,. 1 Fe Sy, 1Fe;S,
2 yBuxunona, 1 rem b

Komnnexc lil

YOHXHHON-UMTOXDOM C-
peayxrasa 1.10.2.2

=400 kfla, 11 cybuepnimy
2Fe,S,, 2remab, 1 remcy

UMTOXPOM C-0KCHAada 1.9.3.1

+0,3| =200 kfla, 8-13 cyGueamnnmy,
2Cu,12n, Trema, frema,

Komnnexc V

H¥ -1pancnopTpyowan
ATP-cinTasa 36.1.34

>400 xfia, 8-14 cyBbeauniy

—. NOTOK 3NEKTPOHOB
00.8| [ NOTOK NPOTOHOR

R s

1a0000000000C00EO OO AIRPO000000000000 Ny 1§
, 4H® e=—=b 2H® =

B. Opranusauus asixarensHoi Lenu

®

BHELIHAA
MUTOXOHA -

pHanshas
Me

MEXMEM-
Opannoe
NPOCTPaK-
CT80

(- aHyTpemHRs

MUTOXOHA-
pUanbHas

" wmembpana

obnacrb
Marpukca



Brytpennas
MeMOpaHa

Okpyxatolad cpeaa o

AT®-cuHTeTa3a



—— C3HeO3+3H20=3CO0O2+12H

MeMOpaHa

HAO*H2

OkpyxatoLias cpega
AT®-cuHTETa2a



C3He0O3+3H20=3CO02+12H

BryTpeHnas
MeMOpaHa

HALO*H2

OkpyxatoLias cpega
AT®-cuHTETa2a



C3He0O3+3H20=3CO02+12H
200 vB

BryTpeHnas
MeMOpaHa

HALO*H2

OkpyxatroLas cpega
AT®-cuHTETa2a



C3He03+3H20=3C0O2+12H O2 + e =02
HAD*H2 2 = 2
AOD

H3PO4  AT®

CO2

Opr)KaI-O Wada cpena

AT®-cuHTETa2a



ATd-cutasa

[TpMHUMAaET 3NeKTPOHbI OT LIUTOXPOMA C 1 NepeaaeT nx Ha KUcnopon
c obpaszoBaHMUEM BObI.

[lepeHOCUT 2 MOHaA H+ Ha HapyXHYyI0 NOBEPXHOCTb BHYTPEHHEW
MUTOXOHApPUanbHOW MeMBOpaH®bI.

O0HaA rpynna dopmupyetr cybveanHuyy Fo - ee  yHKUUS
KaHanoobpasytouwiasd, N0 HeEW MNPOTOHLI BOAOPOAa YCTPEMIAKTCA B
MaTpPUKC.

eOpyraa rpynna obpasyer cybobeauHuuy Fl1 - ee doyHKUMA
KaTanutndeckas, MMEHHO OHa, WCNONb3yd 3HEPIrNKO MNPOTOHOB,
cuHTesnpyet ATO.

* YNIPOLLEHHO CYUTAIOT, YTO And cnHTesa 1 monekynsl AT® Heobxoammo
NpoxoXxageHne NpuodnuanTenbHo 3-X NPOToHOB H+.



ATd-cuHTA3A: KBAJBCHPY LN KOMILIEKC

Matrix

Intermembrans

....

\

J\

Crpykrypa:
ABe cyobennmunusi: K, u F,
Fl: (13[33788
a-59, B-56, y-36
o0-17.5, €-13,5kDa
Fo:ad), 15kDa,

b (II), 12.5kDa

c (III), 8kDa
a:b:c— 1:2:(6-15)

a, B, € cyoseaunuusl F,

u cyoeseaunuua a (1) F,
KOJUPYIOTCS B
MHUTOXOHAPHUATIBHOM Ir€HOME.




* HekoTopble XxMMH4ecKkne BelluecTBa (MPOTOHOMOPbLI) MOryT NEPEHOCUTL

NPOTOHbI UMW AOpyrMe WOHbl (MOHOMOPLI) N3  MeXmMeMbpaHHOoro
I'IEI)_OCTpaHCTBa 4yepe3 MeMbpaHy B MaTtpuKC, MUHYS MPOTOHHbIE KaHarslbl
ATO-cuHTasbl. B pesynerate 9TOro KMcYe3aeT INeKTPOXUMUYECKNU
noteHuman wn npekpaiwaerca cuHtes ATP. OTO sBMneHue Ha3sbiBaloT
pasobuleHnemMm ObixaHna U docdopunupoBaHusa. B pesynberarte
pa3obueHna konndectBo ATP cHuxaetcqa, a AP ysenuymeaetcsa. B
9TOM Ccliydae cKopoCcTb okucrneHnsa NADH u FADH2 Bo3pacTaer,
BO3pacTaeT W KOSIMYEeCTBO MOrMIOWEHHOINo Kucnopoda, HO 3Heprud
BblAENAETCA B BUAe TENMOThl, U KoaddpuumeHT P/O pe3ko cHuXaeTcq.
Kak npaBuno, pasobwutenu - nunodunbHbie BeLwlecTBa, JIerko
npoxogdiwine 4yepes nuNnaHbIM crion membpaHbl. OgHO n3 Takux
BELLECTB - 2,4-AMHUTPOMEHOS, NIerko nepexoaaLinm n3 NIOHU3NPOBaAHHOU
doopMbl B HEMOHN3NPOBAHHYO, MPUCOEAUNHSAA NPOTOH B MEXMEeMbpaHHOM
NPOCTPAaHCTBE U MEPEHOCSH €ro B MaTpPUKC.

 [lpumepammn pasodmnTenen MoryT OblTb TaKke HEKOTOPbIE JIEKAapCTBa,
HanpuMep OWKYMaposn - aHTUKOarynsiHT unu MetabosnnTbl, KOTOpblEe
obpasyTcd B opraHusame, ounmpybuH - npoaykt kartabonuama tema,
TUPOKCUH - FOPMOH LLINTOBUOHOW Xene3bl. BCce aTu BellecTBa NpoABsAoT
pasobuiarollee 4eNCTBUE TOMNBKO NPU NX BbICOKOW KOHLUEHTPaL M.



CyocTpaT

2C3H403 + 602 + 36AD + 36H3PO4

nupyBsaTt

= 6C0O2 +6H20 + 36AT® + 36H20

(Bbigensietca 2600 kXX aHeprum

n3 HuUX 3anacaetcs 1440 kX B Buge
36 monb AT®)



Pe3ynbraTt 3Tana:

2600 KI1>X - Ha 2 mons
C3H40s3

SN

45% 55%
PaccemBaetrcss COeperaetcs
B BUAe Tenna B Buae ATo



CyMMapHOE ypaBHEHME:

1. [ nnkonus

CesH1206 + 2A0D + 2H3PO4= 2C3H403 +
2ATO + 2H20

2. [1biIxaHue

2C3H403 + 602 + 36 AP + 36H3PO4 =
6CO2+ 36ATD + 42H20



CymmapHoe ypaBHEHUE:

CH,,O, +60,—

12 76

GCO + 6H,0 + 38ATD + QrT,

roe QT — TennoBasi 3Heprus



BbiBOObI:

[1ns ocyliecTBNeHNst KNCNOPOAHOro
npouecca HeobxoaMmMo Hann4vune
HENOBPEXOEHHbLIX MUTOXOHAPUATbHbIX
MemMmbpaH



BbiBOObI:

PacLiuenneHue B KrneTKe
1 monekynbl rnoko3bl Ao CO:2
n H20 obecneynBaeT CUHTE3
38 MmoneKkyn AT®



