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IlvToniasma

— BHYTPCHHSS cpejia )KUBOM KJICTE
OrpaHHWYCHHAs IIJIa3MaTHYECKON
MeMOpaHOH.

o Ilepemeraer BMecTe ¢ o000
pa3IMYHbIC BEIICCTBA,
BKJTIOYCHHUSI M1 OPTaHOMIBI.

o B Heu mporekaroT Bce
IIpolIeCChl OOMEHA BEICCTB

e Baxwneiimas poJjib HATOMIA3MBbI
3aKJII04acTCd B O0ObSIUHCHNUN
BCEX KJIIETOYHBIX CTPYKTYP
(KOMIIOHEHTOB) 1 00€CIICYCHU U
UX XUMHUYECKOTO
B3aMMOJCHCTBUS.

O



XoJiecTepot

¢ HTerpanbHblid 010K

o
((

-

HapyxHblii (IIIapOBUIHBIN )
OeJok

VA

OnurocaxapuaHas OOKoBas IeMb

Y/
\

W)
.\J.

buojornyeckasg meMOpaHa

dochonunuabl




Mopean I'Hukoscona u C.Cunrepa
HANIOMHHAET MO3AUKY

adapted from
Singer and Nicolson (1972)
Science 173:720
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HemembpaHHbie opeaHouobl. Pubocomsl
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HemembpaHHble opeaHoudsl. Ljlumockenem

DNA and associated
proteins (chromatin)
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HemembpaHHbie opaaHouObl. Ljlumockenem
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MAEOT P (pTOCKANETI NINDINAD XAVTTIM GBaTOM

OfOHON N3 OTNUYUTENBHBIX 0CODEHHOCTEN
3YKapUOTUYECKOW KIETKN ABNAETCA Hanuuune
B ee UuTonnasmMe CKeneTHbIXx obpa3oBaHuii B
BUAE MUKPOTPYOOUEK U NMyYKOB OENKOBbIX
BOJTOKOH.

LinTockenet obpasoBaH
MUuKpompyboykamu n MukpoghuiameHmamu,
onpenendaeT popMy KIETKN, y4acTBYET B e€

OBWKEHUAX, B OENEHUN U BHYTPUKIIETOYHOM
TpaHCnopTe.

LleHTpom oOpa3oBaHua LUUTOCKeneTa
ABNAETCA KMETOUYHbIA LUEHTP.



HemembpaHHbie op2aHoudsbl. Ljumockenem

OOpa3oBaH ABYMSA LLEHTPUONAMU K
YNNOTHEHHOW UMTONNAa3MON — LIEHTPOCKEPON.

LleHTpuonb — UWNUHAP, CTEHKA KOTOPOro
ofbpa3oBaHa AeBATbIO rpynnamu U3 Tpex
CITUBLLMXCA MUKPOTPYOOUEK (9 TpUnneTos),
COEANHEHHbIX MOMNepeYHbIMU CLUMBKaAMM.
OTBe4vaeT 3a obpasoBaHNe LMTOCKENETA U 3a
pacxoxgeHue XpoMocoM Npu KNETOYHOM
OENEHUN.




HemembpaHHbie op2aHouobl. Llumockenem

L{eHmpuonu omcymecmsytom 8
Kriemkax ebicWux pacmeHud u
epubos. MukpoTpyooukn obpasyer
TONbKO MaTepUHCKaga LLeHTpUOnb.

YABOEHUE LeHTpKuoneun
npoucxoguT nepen AeneHnem
KINETKKU, B S-nepuos.




HemembpaHHbie op2aHoudbl. Pubocomsl

PuwBocomsl npokapuoT

708 ribosome

A site 708

Tunnel »
o0 tRNA with
Givwing=—7" amino acid

Obpasyromcs e A0pe, 8 A0pbiwke. OpraHonabl, AMameTpom nopaaka 20
HM. PUOOCOMbI COCTOAT U3 ABYX CyObeauHUL HEpaBHOIoO pasmepa — OonbLUo
U Marnoun, Ha KoTopble OHM MOTyT AuccolunpoBaTb. B cocTtaB pubocom BXoaaT
Oenku un pudocomanbHble PHK (pPHK). Monekynel pPHK cocTtaBngaot 50-63%
Macchbl pubocoMbl U 00pa3yrT ee CTPYKTYPHbIN KapKac.




HemembpaHHbie op2aHoudsl. Pubocomsl

Pnbocom B KIETKE COTHU ThiCAY, X PYHKLNKM — CUHTE3 OenkosB. Bo BpemA
BunocuHTesa Genka pudocombl MOTYT «paboTaTb» MOOAUHOUKE UMK
00beANHATBCA B KOMNNEKChl — 10/1UpubocoMbl (MoIUCoMbl). B Takux
KOMMeKcax oHWU cBA3aHbl gpyr ¢ gpyrom ogHot monekynon nMPHK.




HemembpaHHbie opeaHoudbl. PubocomMbl

MNpuanak

Pubocomsl

NpoKapuoTHYecKoro

T™na

Pudocomsl
IYKAPHOTHYECKOTO
T™Na

KOHCTaHTa
ceAnMEeHTaYUK
yenon
pubocomsbl

708

80S

KOHCTaHTa
ceanMeHTaUuK
Manow
cyBbeauHUUbI

308

40S

KOHCTaHTa
ceArMeHTayuu
Sonbwon
cyObeanHuubl

50S

60S

Pubocombl npokapuoT

4MCNO Monekyn
PHK

3 (1+2)

4(1+3)

yucno
0enkoBbIX
MOneKyn

npumepHo 55

npumepro 100

nokanuiauwa

1) uwTonnaama
NPOKAPHOTHYECKHMX
KNEeTOK, 2) MarpuKkc

uuTronnasMa u
3MC aykapuo-
TUYECKUX KNETOK

MUTOXOHAPWH, 3)
cTpoma
XNOPONNacros

P

Pa3nuyaloT ABa OCHOBHbIX TUNa pubocoM: aykapuomudyeckue — 80S n
npokapuomuyeckue — 70S. B cocmas pubocom aykapuom exo0sam 4 MoneKynbl
pPHK 1 okono 100 monekyn ©enka; 8 cocmaes pubocom rpokapuom exoosam 3
Monekynbl pPHK 1 okono 55 monekyn 6enka.

CyObegunHuubl pndocombl ayKapuoT 00pasyrTca B a4pe, B a4pblllke. Tyaa
nocTynawT pubocomanbHbie 6enku 3 uutonnasmbl 1 oOpasyroTca
cyobeguHuubl pudocom. OObeanHeHne cydobeamHul B Lenyo pudocomy
npoucxoguT B LMTONNa3Me, BO BpeMa OMocuHTe3a Denka.




[Todsedem umoeau:

Kakue CTpyKTypbl pa3nuyatoT B LUUTOCKENETE KNETKN?

Mukpompyb0oyku, MukpogbunameHmsi U MPOMEXYmoyHble gpuriameHmal.
KakoBbl OCHOBHbIE (PYHKLUUU LUTOCKENeTa?

OnopHbie OyHKYUU, O8LXXEHUE op2aHoUOO08, pacxoXoeHue XpoMoCoM npu
OeneHuu Knemku.

YTO M3BECTHO O CTPOEHUN KITETOUHOMO LieHTpa?

Cocmoum u3 08yx ueHmpuorsneu, kaxoas YeHmpuosrb cocmoum u3 9
mpunnemoes Mukpomjpyboyex.

Kakne oyHKLUN BbINOMTHAET KNETOYHbIA LLEHTP?

Omeeyaem 3a obpasosaHue yumockernema.

Y Kakux opraHuamMoB KNETOYHbIA LIEHTP OTCYTCTBYET UMW HE COQEPKUT
LeHTpuonu?

Omcymcemeyem y npokapuom, He COOepXXum UeHmpUosnu y ebicuux
pacmerul u epubos.

[0e oDOpasyroTca pubocombl? 3a Kakne yHKLUK OHU OTBEYaroT?
Obpa3syroms e A0pe, 8 A0pbiwike. Omeeyarom 3a cuHme3s berska.

YTO N3BECTHO O CTpOEHUN pudocom?

Cocmosm u3 08yx cybbeduHuy, 8 cocmas Komopbix exo0am pPHK u 6ernku.
KakoBbl pasmepbl pudocom?
Luamemp — 20-30 Hm, macca 70-80 S.
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LeymembpaHHsbie opaarHoudsl. MumoxoHopuu

MWUTOXOHAPUU OCYLLECTBNAKT CUHTES
B el ATO, npoucxogallini B pesynbrarte

fnner membrance Tatermembrane space

nNpoLeccoB OKUCINEHUA OpraHU4YeCcKux
cyocTpaToB U oocopunupoBaHund
AL®. CybcTparamu aBnarTCA
yrnesoabl, aMUHOKUCIOTbI, MULUEPUH U
YXUPHbIE KACMOThI;

Kpome Toro B MUTOXOHAPUAX
NPOUCXOAUT CUHTE3 MHOTUX
MUTOXOHAPUaNbHbIX OENKoB.

laner
< membrane




LeymembpaHHsbie opaaHoudsbl. MumoxoHOpuu

OnuHa mutoxoHgpuit 1,5-10 mkm, gmametp — 0,25 - 1,00 MKM.
HapyxHaa memOpaHa MUTOXOHAPWUI rMafkaga, BHYTPEHHAd meMOpaHa
oOpa3yeT MHOrO4YUCIIEHHbIE BNAYNBAHUA — KPUCTLI, obnagarLune cTporo
cneynduyHoOn NPoHULAEMOCTbIO U CUCTEMaMK aKTUBHOIO TpaHcnopTa.
“ucno KpuUcT MOXKeT KonebdaTbCa OT HECKONbKUX OECATKOB 4O HECKOIbKNX
COTEH U JaXe ThicAY, B 3aBUCUMOCTIN OT PYHKLUUIA KNETKN.




LeymembpaHHsbie opaarHoudsl. MumoxoHopuu

BHyTpennnn
membpana

Hapyxnasn
o Membpana

HapyxHaa memOpaHa oTaeneHa oT BHYTPEHHEN MeXMeMOpaHHbIM
NPOCTPaHCTBOM. BHyTpeHHEE NPOCTPAHCTBO MUTOXOHAPWUIA 3aMONHEHO
rOMOreHHbIM BeLleCTBOM — Mampukcom. B MaTpukce cogepxarcs
kKonbuesaa monekyna AHK, cneundgpuyeckne MPHK, TPHK 1 pudocomsbl
(MpOKapnoTHU4yeCcKoro Tuna), ocyLecTenarLlne aBTOHOMHbIA OUOCUHTES
yacTu 0enkoB, BXOAALLUUX B COCTaAB BHYTPEHHEN MeMOpaHbI.




LeymembpaHHsbie opaaHoudsl. MumoxoHopuu

BakrepuanbHbi ll
| dorocuHTeTmk , /

=
AnasapobHas Hakrepusa

CornacHo runotese cumbunoreHesa, MUTOXOHAPUM MPOU3OLLN OT
DakTepun-okncnuTenen, BCTyNUBLLUNX B CUMOUO3 C aHa3pPOOHOW KIETKON.




LeymembpaHHsie opaaHoudsbl. MumoxoHOpuu

3Ha4yeHne cumobunosa — npu oknucneHun obpasyetca B 19 pas donbLue
3HEepruu, Yem npu rmukonunse, 6eCKUCNopogHOM OKUCNIEHWUMN.

[okasaTtenbcTBa CUMOUOTUYECKOTO NMPOUCXOXKAEHUA MUTOXOHAPWUNA: B
opraHoungax csoqa [JHK, konblueBad, Kaky 0akTepuid, CUHTE3IUPYHOTCA CBOU
0enkun, pasMHoXarTca — Kak baktepun — geneHmem. Ho B npoLecce
cumburosa Bbonbllaa YacTb reHoB nepeLuna B a4po0.

AHa3pobHas aykapuoTuyeckas KneTtka

&

&

) AspobHas \
, aykapuotuyeckas  MuToxoHApUM

A3pobHan bakrepus KneTka




[Todsedem umoau:

Paamepbl MUTOXOHOPWINA:

Luamemp okorno 1 MKM, a O0riuHa — 00 7-10 MKM..

MemOpaHbl MUTOXOHOPUNA:

MumoxoHOpuu NoKpbimbi 08yMA MeMOpaHaMu: HapyxHasa membpaHa a/1a0kKas,
a BHYMpEeHHSAS umeem MHO204UCIeHHbIe CKadKu U 8bicmyrbl — KpUCMmal.
QOYHKUNN MUTOXOHOPWIA:

B membpaHy Kpucm ecmpoeHbl hepMeHmabl, OKUCSWUe op2aHuvyeckue
gewjecmsa ¢ obpaszosaHuem sHepauu, bonbwas yacme Komopoul udem Ha
obpazosaHue ATQ.

OBOpasyrTca MUTOXOHOPUN:

[lymem OeneHus.

Kakune gakTbl roBOp4T B NOMb3y CUMOMOTUYECKOTO NPOUCXOXAEHNA
MWUTOXOHAPWUIA?

MumoxoHOpuanbHasa [JHK mak xe, kak u [JHK bakmepull 3aMKHyma & Ko/fbUyo,
MUMOXOHOpUanbHbie pubocoMbl makue Xe, kak u pubocombl bakmepud;
MexaHu3m OenieHuUs MUmoxoHOpul cxo0eH ¢ makoebiM y bakmepud.




Annapat lonbaXxn

e OTO MeMBpaHHbIN OpraHoM KNeTKn B COCTaB KOTOPOro BXOAAT
MeMbpaHHbIE NY3bIPbKN, MEMOpPAHHbLIE LIUCTEPHLI, MEMOpPaHHLIE TPYOOUKM.
AsngaeTca yHMBepcarnbHbIM A5 BCEX 9YKOPUOT, Y HEKOTOPbIX
OLHOKIIETOYHbIX MapasMTOB MOXET OTCYTCTBOBATb (KMHETOMMACTHI).
LinctepHsbl B kOMnnekce [onbmXn U30niMpoBaHbl Apyr OT Apyra, TpaHCnopT
Mexay UMcTepHamm ToNbKo B MeMOpaHHOM ynakoBke. Kak npasuno
LIMCTEPHbI CBA3aHbl Mexay cobon pubpunnsipHbIMU CTPYKTYpaMn 1 B
NpocTenwemM BapnaHTe KoMnsieke [onbaKm MOXXHO BblAENUTb MEMBPAHHYIO
9JfIeMEHTaPHYI0 YacTb, NpeacTaBrieHHas CTOMKOW MeMOpPaHHbIX LNCTEPH ,
Takasa cTonka nony4vuna Ha3saHue AUKTMOCOMa. Takasi CTornka BKITHOYaET B
cebqa He MeHee 4 uucTepH. Kakne-To UMCTepHbl OKasblBaloTcAa AanbLue,
Kakne-To bnuxe K sgepHomMy annapary.

e YHumBepcanbHou yHKUuMen komnnekca [onbmKu aBndeTcs 10, YTO OH
y4acTByeT B:

e doopmupoBaHun komrnoHeHToB [NAKa
e (pOpMUPOBAHUN CEKPETOPHbLIX FPaHYI
e (OPMUPOBAHUN NTN30COM



JNTnzocomsbl T4
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3710 yHMBeEpcarnbHble OpraHouabl 3yKapUOTHOM KNETKK, KOTOPLIN NpeacTasneH MeMGpaHebIMu

ny3blpbkamu, agnameTpom 0,4MKM, KOTOPblE Yy4acTBYHOT B 0DecrneyeHnn KneTkn peakiumn
rmgposnimsa. Bce nm3ocombl UMEKOT MaTpPUKC , COCTOSILLIMK N3 MYKOMOSMcaxapuaos, K|KOTOPOM
noKanu3oBaHbl HeakTMBHbIE rngponasbl. IHrmbupoBaHue ruaponas oCyLLEeCcTBNSAETCA 3a cHeT
nx rmukosununposaHus B IINC, 3a cyeT hochonunupoBaHus B KoMsiekce onbaoxu, 3a cyet
TOro, Yto Ph MaTpukca He COOTBETCTBYET peakumam rugponnsa. PyHKLMN IN30CoM
peanuayrTcsa B ABYX dparm4ecknx Luknax:

ayTodarm4ecknm Lukn

rerepodarnyecknum LK

AyTocparnyeckum LUKn - pacLLensisiTb cTapble, NotepsBLuMe PYHKLMOHANbHY0 akKTUBHOCTb
KOMMOHEHTbI KNETKN (MUTOXOHAPUK). ITO obecrneymBaeT U3NOIOrMYECKY0 pereHepaLmio
KITETKM N BO3MOXHOCTb €€ CYLLEeCTBOBaHUA 3HAYUTENbHO A0sbLUe T0OYI0 U3 ee CTPYKTYP

pacLlennaTb 3anacHble NuTaTenbHbIE BELECTBA B KNeTKe
pacLlennaTe U30bITOYHOE KONMIMYECTBO CEKPETOPHbLIX FPaHyI.
FeTepodarnyeckumn UnkKn.

3aksitoyaeTcd B pacLLensieHNn BeLwecTs, NOCTYNatoLWmX B KIETKY U3 BHELLHEN cpebl. 3a CHET
noboro 13 TMNOB 3HAOLMTO3a PopMUpyeTcs retepodarocoma, Kotopasa crocobHa crmBaTbCH C
nepBUYHOM NM30CcoMOWn. Becb ganbHenLwnin retepodarm4eckni LUK OCYLLIECTBISIETCS Tak Xe,
Kak 1 aytoarm4yeckummn.

PyHKUMM reTepodparnyeckoro Lukna.
Tpodomnyeckasa y OOQHOKNETOYHbIX
3awmTHasa. XapakTepHa anst HenTpodunos 1 Makpodaros.




[lepokcucombli

( X )
OTO yHMBepcarbHbli MEMBPaHHLIN OpraHouMa KNeTku, auametTpom npmmepHo 0,15-0 28
[MaBHOW DYHKUMEN NEPOKCUCOM SBIAETCA pacLuenneHne annHHopaankanbHbIX XXUPHBIX
KMCNOT. XOTS B LLIENOM OHW MOTYT BbIMOMNHATL 1 Apyrne dyHkumn. MembpaHa nepokcucom
NMEET TUMNYHOE XNOKOCTHO-MO3au4yHOEe CTPOEHNE N MOXKET YBENNYMBATBLCS 3a CHET
NepeHoCUMbIX Ctoda cneunanbHbIMU Benkamm NepPeHOCYMKaMm CIIOXKHbIX MMNUAO0B 1 6ErkoB.

PacLuenneHune XUpHbIX KUCoT. [pu HapyLLeHun B-OKUCNEHUS XKUPHbIX KMCINOT Habntogaertcs
Cunapom boymeHa-LlenbBerepa. OH xapakTepusyeTcsl OTCYTCTBMEM NEPOKCUCOM B KNeTKax.
HoBOpOXAEHHbIE POXOATCA C OMEHb ManeHbKMM BECOM U C NATONOMMYHbIM pa3BUTUEM
HEKOTOPLIX BHYTPEHHUX OpPraHoB, HaNpuUmep, Moara, nedyeHun, novyek. CUbLHO OTCTaloT B
pa3BuTMne, paHo normdaroT (4o 1 roga), NnpuyeM B KreTkax obHapyxmBatoTcs b6orbluoe
KONMMYEeCTBO AfIMHHOPaAUKarnbHbIX KUCIOT.

[lepoKkcMcoMbl Y4aCTBYIOT B AETOKCMKALIMM MHOTUX BPEOHbIX BELLECTB, HAaNpUMep, CNMPTOB,
anbOernaoB 1 KMCMOT. 3Ta yHKLUSA XapakTepHa Ons KNeToK NeYyeHun, Npu4em nepoKCUcombl B
neyeHn nmeroT Gornee KpynHble pasmepsbl. [Mpyn XpoOHMYECKOM ynoTpebneHm ankorons
konn4yecTBo aueTunCoA B renatoumTax pe3ko Bo3pacTaeT. OTO NPUBOAUT K CHUXKEHWIO B-
OKMUCINEHUS XKUPHbIX KACINOT U K CUHTE3Y HOBbIX XXUPHbIX KMCMOT. CrnegosaTernbHO, HaYNMHAETCS
CMHTE3UPOBATbLCS XMPbl, KOTOPbIE OTKAAbIBAIOTCSA B KNETKAX NEYEHN U 3TO NPUBOAUT K
BO3HMKHOBEHMIO XXMPOBOIO NepepoXKaeHnst nevyeHmn (LMppos)

[MNepokcMcoMbl CMOCOOHBI KaTannanpoBaTb OKUCIIEHME YPaTOoB, T.K. B HUX HaxoAuTcs dhepMeHT
ypaTokcuaasa. KoHLUeHTpaLusa ypaToB B KPOBWU CNOCOOCTBYET pa3BUTUIO onpeaeneHHbIX
3aboneBaHuin, HanpumMep, HacneacTBEeHHbIE NaTonorMM Metabonuama nypuHa NPUBOAAT K
yBeNUYeHN0 KOHLIEHTPaLIMK YpaToB B AECATKU pas. B pesynbrate pasBuBaeTcs noaarpa,
KOTOpas 3aKN4YaeTCs B OTNOXEHUM YPaTOB B CyCcTaBax M HEKOTOPbIX TKAHAX, a Takke
BO3HWMKHOBEHMM YpaTHbIX KAMHEWN B NOYKaX.







