O630p: MEMOpPAHHbDbIE OpraHes/ibl KJIeTKU
3YKapUoT

MeM6bpaHHblE OpraHenibl 06eCneunBatoT XNIHEOEATENBHOCTb M OOMEH
BELLECTB B KJIETKAX 9YKAPUOT.




UcTopus oTKPbITUA OCHOBHDbIX
MeMOpPaHHbIX OpraHenn

C XIX BeKka pa3ButTre MMKpOCKOMnNA
MNo3BOJIM10 BbISIBUTL II1C, KoMnneKkc
[[onb O>KK, IN30COMbI Y NEPOKCUCOMDI.
2TO CTaJ10 OCHOBOW COBpPeMeHHOW
KJieTouHowm Bbuonorum n MmeguLnHLI.




CTpoeHue sHgon/1a3MaTUYECKOU CEeTH

Mapkan IMMC

LLlepoxoBaTas II1C

nankas OMNC nuweHa pnbocom u
crneumanmnsnpyercslt Ha Npon3BoOACTBE
nmnnaooB, MeTabonmsme yrnesonoB U
ob6e3Bpe>kMBaHNN TOKCUHOB,
noanep>KmnBasl KfieToYHbI roMeocCTas.

lLlepoxoBaTtast 3I'NC nokpbITa
pnbocomamu, uto obecneunBaeT
CUHTEe3 BesIKoB 1 X TPAHCMOPT B
NPOCBEeT CeTU. 3TO Ba>KHbIN 3Tan _
NOAroTOBKM BenKkoB ANs1 AanbHenLen
obpaboTKu.




KniouyeBble ¢YHKLIMM aHAoMN/1a3MaTUYECKOU CeTU B KJ1eTKe
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LLlepoxoBaTast 2I'1C oTBeyaeT 3a [ napnKkas 2MNC cuHTesnpyet O6e popmbl IMNC popMUpyroT
CUHTE3 1N NPaBUJIbHYH0 CBEPTKY MeMbpaHHbLIe NMNnabl, XoSiecTepuH TPAHCMOPTHbLIE KaHanbl,

benkoB, a TaKkKe nx N CTepounHbIe TOPMOHDI, @ TaK»Ke obecrneumnBas nepemMelleHmne
MNKO3UMPOBaHMe, BaXKHoe [J151 yyacTByeT B AeTOoKCUKaLLnm MOJIeEKY MeXKOy opraHesisiaMum u
PYHKLMNOHNPOBAHUS KITETOYHbLIX BpenHbLIX BeLlecTB. NnoaroToBsky membpaHHOro
peLenTopoB. MaTepuana.



CooTHoLweHue wWwepoxoBaTou u rnagkoun 3MNC no TMnaM KNneTok

B neueHun npeobnanaet rnaankast C n3-3a
Heobxo4MMOCTU OeTOKCUKaLU UM, Torna Kak B
CeKPEeTOPHbLIX KJIeTKaxX JOMUHUPYET
lwepoxoBaTtast I1C onst akTMBHOIoO CMHTe3a
OenKkoB.

CtpykTtypa 2l1C agantnpoBaHa K
cneunpunyecknmMm PyHKLMSIM KNeTKU, UTo
OoTparkaeT eé meTabosinyecKkyro
cneunanmnsasuto.

P CooTHolleHue wepoxoBaToid n rnagkoii 3MNC
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Mopdposiocuueckue uccsedoaaHust Kriaemok, 2020



CTpPYKTYpHbLIe 0cO6eHHOCTU OpraHusaums 1 NOsSIPHOCTL

KOMIJieKca

KomnneKkc ['onbO)<kyu COCTOUT U3 Lc-cropoHa Komnnekca obpauieHa
4 K 2INC onst npyMemMa NpoayKToB, a

CMFOLEHHLIX MEMOPAaHHLIX TPaHC-CTOpOHa HanpaBJieHa K

LIUCTEPH, 0BPasyHOLLIMX CTOMKW, UTO nnasmaTnyeckon membpaHe asisi

obecreynBaeTt nanbHenwen 0OCTaBKU BELLLeCTB.

nocnenoBaTeslbHYyr0 06paboTKy U
COPTUPOBKY BELLECTB.




DyHKUMOHaNbHas PoJsib KoMnaekca FonbaXkun

KomMnnekc ocyulecTBnsieT
MoandunKauunro 6enKkoB n
nMNnaooB, BKNroYas
MUNKO3UINpOBaHMeE U
dochopunmpoBaHume,
ynyJiuast ux
PYHKLMOHANbHLIE
KayecTBa.

(o

OTBeyaeT 33 COPTUPOBKY
N HanpaBJieHVe Bel,ecTB
K Pas3fiMYHbLIM

KNI€TOUHLIM OpraHesiiam
N Ha BHELLHHOH
MeMOpaHy 151 ceKpeL,un.

o

DopMMpyeT NepBUYHbIE
IN30COMbI — Ba>KHbIe
KOMMJ1eKChbl OJ1sl
BHYTPUKIIETOUYHOIO
NULLEBapeHUs U
yTUIN3ALLUN.

B pacTutenbHbLIX KneTKax
CUHTE3NpYyeT
KOMMOHEHTbLI KJIeTOYHOW
CTEeHKMW, CocobcTBys1 eé
CTPYKTYpe U1 3aliuTe.



CpaBHuUTeNbHbIN aHann3 ¢yHKUumn INC n KoMmnnekca Nonbaxku

—1___— Tabnuua 0eMoOHCTpUPYeT OCHOBHOE
PYHKUMNOHaNbHOoe pa3aeneHne mexkay IM1C u
KomMriekcom [Fonb ayku B KJIeToOYHOM MeTabonunsme.

- [Pa3neneHne pyHKLMN MeXKay opraHennamMmm
obecneymBaeT BbICOKYH 3P PEKTUBHOCTL U
TOYHOCTL KNeTOYHOro obmeHa BeLlecTB.

% Campbell Biology, 2022




JInsocombl — cpepunyeckmne
opraHensibl C KNCJIOTHOWM Cpenou
pH oKkosno 4,8, conep>katime
MHO>KeCTBO r’maposINTUUYeCKnX
depMeHTOB OJ151 pacLlensieHus
MaKpOMOJIeKy/.

)

Hanpé>kHast MembpaHa
3allMLLLaeT LMTO30S1b OT
depMeHTOB U perynmpyert
TPAHCMOPT Belw,ecTB BHYTPb U
Hapy>Ky JIN30COMLI.

OTKpbLITUE Nnn3ocom KpuctnaHom
ne Jltoeom B 1955 rony
CyLLecTBeHHO paclnpuio
MOHMMaHWMEe BHYTPUKIIETOYHOro
nUuLeBapeHusl.

MonekynsapHoe cTpoeHne n 0CoO6eHHOCTU IN30COM



ABTONNU3 U ayTOodarus: NnpoLecchl B IM30COMaXx
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AyTodarms — KneTouHbin npoLiecc
oB6HOBNEeHUSs

AyTodarus yoansiet
noBpe>kOeHHbIe opraHesnsibl Yepes
obpasoBaHue ayTodarocom,
KOTOpbLle CINBAakTCS C
nmMsocomamm, obecneunBpasl
pacuiensieHne conep>KMmMoro u
nognep><aHue KIeTouyHoro
30,0pPOBbSI.

ABTONU3 N NporpaMmMmpyemasl
KneToyHas rubent

ABTONIN3 OTBeYaeT 33
CaMOYHUNUTO>KEHME KNEeTKU B
npoL,ecce anonTosa. 9To Ba>KHO
Npyv pasBUTUN TKaHEN U
yOaneHUmn HeHY>KHbLIX NN
NOBPEeXKAEHHbLIX KITETOK BO
B3POCSIOM OPraHu3Me.



JIN30CcoMbI OCYLLEeCTBASIFOT
rMOposin3 MakpoMOJieKys,
obecneuynBasi nepepaboTKy
6enkoB, NMN1NO0B U
HYKNT€MHOBLIX KNCOT
BHYTPU KINETKW, UTO
noaaep>KMBaeT eé
BHYTpeHHee paBHOBeCKe n
ouYuLLEHME.

OHW UrparoT KIHYEBYHO
POJib B YO a5€HUU
NOBPEeXKAEHHLIX OpraHess
N KNEeTOUHbIX OCTAaTKOB,
npenoTBpaLlasl
HaKOM/eHMEe TOKCUYHLIX
BellLecTB 1 noanep>KmBas
PYHKLMOHANLHYH
LLeSTOCTHOCTL KJTEeTKMW.

HapyLueHust akTUBHOCTU
IN30COM NPUBOASNT K
HAKOMJ/IEHUIO
HecMmelllaeMbIX BELLecTB,
BbI3LIBAsI TSIXKEesble
NaToNornun, Takme Kak
bonesHb Tesi—-Cakca,
CBsI3aHHasl C HapyLUeHnem
pacLlenseHuns
rAHIMMO3100B B HEPBHLIX
KINeTKax.
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KooponHauuns IN30COM C
SHOOLLIUTO30M
obecneunBaeT

3P PeKTUBHLIN 0bMeH

BellecTB 1 YCTONUYNBOCTD

KNIeTOYHOro romMmeocTasa B

YCITOBUSIX U3MEHSIHOLLLENCSI

cpelbl, YTO »KM3HEHHO
Ba>XHO OJ151 300POBbLS
TKaHeW.

3HayeHune NM30COoM ANd noaaep XXaHuUq KJ1IeTOYHOro
roMeocTasa



[TlepOKCUCOMBI: CTPYKTYpPA U KaTaJIMTUYECKUe
BO3MOXXHOCTH

Mopdosiorusi U ocHoBHbLle pepMeHTLI DyHKLUMNOHaNbLHLIe 0co6eHHOCTU K
TKaHeBasi BapyabenbLHOCTDL

[TepoKCNCOMBLI — MeNKne 5

oHOMeMbpaHHbLIe OpraHen bl KpYrioWn B 3aBMCMMOCTUM OT TUMNA TKaHW COCTaB
$dopmMbl gnametpom ot 0,2 no 1,5 epPMEHTOB MNepOKCUCOM BapbUpYyeTCsl.
MUKPOMETPOB. OCHOBHbLIMW HU BLIMOMHSIHOT Ba>KHble PYHKL NN B
pepMeHTaMU SIBISIFOTCS OKCUA,A3bI, nMNUAHOM obMeHe N OeToKCUKaLLMu,
OTBeyYaroll e 3a OKUCIIEHMNE PA3STUYHbLIX a0anTUpysiCh K cneunpuyeckum
cybCcTpaToB, U KaTanasa, pasjararoLlasl NOTPeBHOCTSIM KNeTOK pasfiNUHbLIX
nepeknuch Bo40poaa. OpraHoB.



buoxmmMmmnyeckume sagaum nepoKCUCOM B KNeTke




CxemMa B3auMOOenCTBUA OpraHenn: TPaHCNOPT BELLEeCTB U

Koonepauus

JlBn>KeHne Ny3bIpbKoOB peryampyeTcs
MeMbpaHHbLIMKM Benkamuy,
obecneynBaroLLLMMU cneunpuyecKyro
NOCTaBKYy NMPOAYyKTOB CUHTEe3a K LeneBbiM
opraHesiyiaM 1 BHe KINeTKW.

Hana><eHHbIN TpaHcnopT mexkay Jl1C,
KoMmMiekcoMm [ onb OXKku, IM3ocoMamMm u
nepokcncoMmamu obecneumBaeT
SPPeKTUBHOE BbIMOSIHEHNE PYHKLUNIN U
nogaep><kaHve KNneToyHoro roMmeocTasa.
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B TpaHcnopT BelwecTB MeXay opraHeniamm
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MexaHu3Mbl MOJIEKYNIAPHON COPTUPOBKU: agpecaumnsa n TPAHCNOPT

CenKkoBble MoneKyJsbl MosyyYaroT
CUTHaNbHbIE NenNTUAbI,
yKa3bIBaroLWMe KOHeYHOoe
MeCTOMOJIOXKEHME, YTO rapaHTUpyeT
TOYHOeE pacnpeesieHne BHYTpU
KJI€TOUHbLIX KOMMapTMEHTOB.
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LenKkoBbIN KapKac KnaTpuHa
dopMUpyeT Be3NKYJIbI,
obecrneumBast TpaHCMOPT
MelMaTOpPOB MeXKoy OpraHessiaMu,
a benkoBble KoMriiekcl SNARE
CrocobCcTBYHOT TOYHOMY CJTUSIHUIO
MeMbpaH.

03

TaKkast BbicoKast cneundpmnUHOCTL
COPTUPOBKU NpenoTBpallaeT
HeuenecoobpasHoe HaKorJieHue
BellecTB n obecrneunBaeT
CTabuSIbHOCTL NPOLLECCOB
BHYTPUKJIETOYHOro obmeHa.



[ eHeTUYeCKUe HapyLleHUss MeM

opraHenn n UX KJIIMHU4YeCKue np, J1IeH

: g Tabnuua conep>KUT OCHOBHbIE HAaC/1eACTBEeHHbIE
B6onesHu, cBsI3aHHbLIe ¢ AedeKTaMu OpPraHoB,

OMUCLIBast MOJIEKYJISIPHLIE MPUUYUNHBLI U CUMMITOMDI
3aboeBaHnN.

aaaaaaa MonekynsapHbi pedekT CHOBHbI€ CUMMNTOMbI

OwnbkKa CBEPTbIBAHMSA
CFTR XKT

Mykosucumpos | 3l1C

Heduunt [enaTocnsie
BbonesHb lowe Jlnsocoma

MyTaumnmn B reHax MEMBPaHHbLIX OpraHesin NpuBoasT
K CEPLE3HLIM MAaTOJIOrUSIM, MO OUYEPKMBAST Ba*>KHOCTD

OpraHessipHor PYHKL UKW 45151 30,0POBLSI.

FMIOKOLepebpo3naasbl | aHeMusa

CuHApOM
3ennserepa

HapyLieHue

[Mepokcucoma | MyTtauum PEX-reHoB
LIHC

:Q OMIM, MeouuuHcKkue chpaBoyHuUKU
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BHellHU BUQ, opraHenn nop, 3/1eKTPOHHbIM MUKPOCKOMNOM

LLlepoxoBaTtas
SHAO0MNJs1asMaTnyecKkas ceTlh

MoL 2N1eKTPOHHLIM MUKPOCKOMNOM LLepOoXoBaTasl
OlMNC oeMOHCTpUpPYeT rPaHySIsIpHYHO
MOBEPXHOCTL C MHOFOUUCIIEHHLIMU
pnbocomamm, NpMKpenieHHbLIMK K MeMbpaHam,
UTO OTpaXkaeT e€ OCHOBHYH PYHKL NI CMHTE3a
benka.
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Komnnekc Nonbo>Kn: ctonku
LUCTepH

Komnnekc [N'onba>ky BuOeH Kak
yepenoBaHme MNNOCKNX MeMBbpaHHbIX
LMCcTepH, obpasyrownx ctonkn. OHu
noanep>KMBaroT MOJISIPHOCTL U
obecneumBaroT 3TaNHOCTL 06paboTKU
Bel,ecTB.

JIN30COMbI C 0, 4HOPOAHLIM
coaep>KUMbLIM

JInzocombl umetroT pasmep 0,3-0,8 MKM U
coaep»kaT 04HOpPOAHOE NJSIoTHOoe
conep>KknmMoe, oTparkaroliee 6oraTcTBo
rMAapomMTnYeckumMm dpepmeHTamu,
XapaKTepHbLIMU 4J151 STUX OpraHesns.

MepoKcUcoMbBLI C XapaKkTepHLIM
s1.4POM

Pa3zmep nepoKkcncom BapbLupyetcst ot O,
00 1,0 MKM. Y HEKOTOPbLIX »KMBOTHbLIX OHM
coaep>KaT Kpuctannmyeckoe s1.4po,
BM3yaslbHO OT/IMYaKoLLeecsl Ha
MUKPOCKOMNYECKMX N306parKeHUsIX.
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[NosiBneHne MmeMbpaHHbLIX
opraHesns No3BosnJIo
SYKapNOTUUECKUM KJ1eTKaM
pasgenuntb bBuoxmmmueckme
npoLecchl Ha oTAeNbHbIe
KOMMNapTMeHTLI, obecneumnBas
3P PEeKTUBHbLIN KOHTPOJIb U
perynsiyuto.

)

JTO NOBLICUIO
MeTabonmnueckyro
5P PEeKTUBHOCTL N YCKOPUIIO
OTBET KJIETOK Ha U3MEHEHMUSI
BHellHen cpellbl, YTO cTano
NpenMyLLeCTBOM B 3BOJIHOLLMN U
afanTtauunn.

[Pa3neneHne pyHKLUN MO
opraHessiaM 3as5io>KnJjio OCHOBY

0151 BO3SHUKHOBEHMSI
cneumnanm3npoBaHHbIX KIeTOK U
TKaHeun, cpopMMpoBaB
MHOroobpasme opraHM3mMoB.

SBooUUA MEMOPAHHDbIX OPraHesUl: 3HaYeHue Ans 3yKapuoT



[TpuMeHeHue 3HaHUMN 0 MeEMBPAaHHbIX opraHennax B GUOTEXHONOMMU U
MeaUuUUHeE

MpousBoACTBO UHCYSIMHA N [eHHO-UH>KeHepHbLIe MO4eNun NepoKkcucomil B

aHTuUTen JIN30COMHbLIX 6onesHem Henpobumnonornyeckmnx
. nccnenoBaHUsSIX

lcnonkb3oBaHue KNneTouHbIX Co3noaHve MyTaHTHLIX Moaenien

JIVHUA C MOONPULMPOBAHHOM C pedeKkTamMmm KoMnnekca

3HO,0M1Ia3MaTUYECKOUN CeTbHO [onbOXkn n nu3ocom obneryaer

nossoJsisieT 3pPeKTUBHO ) TeCTUPOBAHMNE HOBbLIX

CMHTE3MPOBaTL YenoBeyecknm npernapaToB 1 NOUCK METOA0B

WHCYJIUH U aHTUTENA OJ151 fieyeHmns HacnenCcTBeHHbLIX

Tepanunn pasJinyHbLIX HapyLleHUn meTabonmnsma.

3aboneBaHun.
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3aK/loyYeHUue: KputTuyeckas
PO/Ib MEMOpPAHHbIX OpraHenn B
6uonorum u MmeguuuHe

3HaHWs1 0 cTpoeHnn N pyHKLmsix Il1C,
Komrsiekca ['onb oKy, JIM30COM U NepoOKCUCOM
OTKPbLIBAKOT HOBLIE BO3MO>KHOCTN OJ15]
OMNArHOCTUKN U NneyeHuns: 3aboneBaHnn, a TaKk>ke
PasBUTNSI BUOTEXHOMOINI C LUMPOKNM
I MeOULVNHCKUM NpUMeEHEHUEM. E




