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MOJIEKYJIIPHBIE MOTOPBI

JIEKIIUSI

TankuHa Oxkcana BukTopoBHa

K.0.H., moreHT Kadeaprl
MeEIUITMHCKOM OMOAOTHHU U '€ HETUKHU
KI'MY




IHJIAH

1. CtpoeHne npuMeMOpPaHHOTO U
[TATOIIa3MaTHYCCKOTO IUTOCKENETA U €r0 POJIU B
OpraHu3ayi BHYTPUKIETOUYHBIX MOTOPOB.

2. MonekyJIsipHOE€ CTPOCHHE MUKPO(DUIAMEHTOB,
MHUKPOTPYOOUEK U IIPOMEKYTOUYHBIX (DMIIAMEHTOB, a
TakXe 00 aKTO-MHUO3WHOBOM, TyOYJIHUMH-TUHEHHOBOM
1 TyOyJIMH-KUHE3WHOBOM IPeoOpa3oBareiie
XUMHUYECKOM SHEPIUM B MEXaHUYECKYIO.



LluTOCKEJIEeT — 3TO KIICTOYHBIN KapKaC WM CKEJIET,
HaXOIAIIUINCS B IHUTOILIa3ME KHUBOU KieTku. OH
IIPUCYTCTBYET BO BCEX KJIIETKAX 3YKAPUOT, IIPUYEM B
KJICTKaX IIPOKApHOT OOHAPYKEHBI TOMOJIOTHM BCEX
OCJIKOB IIUTOCKEJIETA SYKAPHOT.



10 MKM

Hutockenaer. Kynsrypy KIeTOK (MKCHPOBAIM M OKPACHIIH, JIJIS TOTO YTOOBI ITOKA3aTh
IBE OCHOBHBIC CHCTEMBI IIUTOCKEJIETa — MHKPOTPYOOUKH (3enenbie) W aKTUHOBEIC
dunamentsl (kpacusie). JJHK B sape oxpaiiena cunum.



BbIcTpble H3MEeHEeHHUs CTPYKTYPhI IIUTOCKEIeTa, HalJIioaaeMble
NpHU pa3BUTHH paHHero sMopuoHa Drosophila

0 MKM 2 MKM 4 MKM 6 MKM

0 MuH

uHTepdgasa

1.5 MuH

npocdasa

4.5 MuH

meTacasa

LluTockenmer — AgUHAMHYHA,
U3MEHSAIOIIAACA CTPYKTypa, B
(PYHKIMHA  KOTOPOH  BXOJMT
MOAJCP)KAHUE W afanTalus
(bOpMBI KJIETKH KO BHEIIHUM
BO3CHUCTBHUSM, JK30-
U DHIOLUTO3, obOecredyeHue
IBHKECHUS KJIETKH KaK IIEJIOTO,
AKTUBHBIM  BHYTPHUKJIETOUHBIN
TPAHCIIOPT 51 KJIETOYHOE
JICTICHUE.

B nmanHOW THMTaHTCKON MHOTOSZEPHOH KJEeTKe B OOINe muToruiasMe mpuMepHo Kaxaple 10 MuHyT mpomcxomst
paHHHE SJIEpPHBIC JIeJIeHUs. bhIcTpas mepecTpoiika aKTUHOBBIX (DUIAMEHTOB (Kpachwie) M MHUKPOTPYOOYEK
(3enenvie), mokazaHHas 37eCh B JKMBOW KIIETKE, HEOOXOQMMa U PACXOXKIEHHS XPOMOCOM B MHTO3€ U

PEIOTBPAIICHHS CTOTKHOBEHUS sifiep APYT ¢ ApyroM. MacmTtad 50 Mxwm.



boicTpblie
HUTOCKeJIeTa,
neJIeHueM

U3MCHCHUSA opramm3anuu
CBA3aHHBIC C KJICTOYHbLIM

®dudpobaact ob6gamacT MOJSIPHBIM JUHAMUYHBIM aKTHHOBBIM
IIUTOCKENIETOM  (KpacHwlll), KOTOPBIA  coOupaeTcs s
NPOTAJIKUBAaHMUs BEAYIIEro KOHIAa HampaBo. Ilomspuzaruun
aKTUHOBOTO  CKeJleTa CIIOCOOCTBYET MHKPOTPYOOUKOBBIN
UTOCKENeT  (3enewviil),  COCTOSIIMH M3  JIMHHBIX
MHUKpPOTPYOOUCK, BBIXOAAIIMX U3 PaCIOJIOKCHHOTO BOIHM3U
anpa CeIWHCTBEHHOro IeHTpa. Korma kietka menures,
NOJIAPHU30BaHHAS CETh MHUKPOTPYOOUEK IepecTpamBacTCsS C
oOpazoBaHuEeM MHUTOTHYECKOTO BepeTeHA ICIICHUS,
OTBEUAIOIIECTO 3a BBHICTPAaMBAaHHWE II0 JKBATOPY KIETKH U
pacxXoXKJICHHUE  YIBOCGHHBIX  XpoMmMocoM  (kopuumesvle).
AKTHHOBBIE (uiIaMeHThl 00pa3ylOT B UEHTpPE KIETKH
COKpATUTENIbHOE KOJIBIT0, pa3AeIsaiolniee KJICTKY HaJIBOE MOCIE
pacxoxaeHus: xpomocoM. Ilocrme 3aBepiieHHS KIETOYHOTO
JIeJICHUSI BE JIOYEPHHUE KIIETKH MEPECTPANBAIOT aKTUHOBBIA U
MUKPOTPYOOUKOBBIM ITUTOCKEJIEThI B yMEHBIIICHHBIE KOIUH
IIUTOCKEJIETa MaTEPUHCKON KJIETKH, YTO TMO3BOJISIECT UM HadaTh
JIBUTATHCS B HY’KHOM HaIlpaBJICHUH.



CokparumMble 3J1eMEHThI IUTOCKEJIeTa — HENMOCPEACTBEHHO YYACTBYIOT B!
. I3MEHEHUHU (POPMBbI KJIETKH NPH PACIACTHIBAHUH,

. IPUKPeEIJIEeHUH K cydcTpary,

. aMe0OHMIHOM JIBHKE€HUM,

. JHIOMHTO3E,

. IMKJI03€ B PACTUTEJbHBIX KJIETKAX.

. IepeMelleHMH BE3UKYJ B KJIeTKaX »KUBOTHBIX U PACTEHM I

o O WDN B

MecTa OmoCcpeaoBAHHOIO NMPHKPEINJIEHHS HEKOTOPBIX MeMOpPAHHBLIX O€JIKOB-
penenTopoB.

@opMHpPOBaAHME  COKPATHTEJIbHOIO KOJbIIA  NpPH  OUATOTOMHH B
KJIETKAaX ’KUBOTHBIX.

B kieTkax KMIIEYHUKA MO3BOHOYHBIX — MOAAEeP;KAHUE MUKPOBOPCHHOK.



1. MukpodumnamMmeHTbi 2. MukpoTpyBoukn 3. NpomMmexyToyHOoe BONOKHO

[{utockeneT 00pa3oBaH CTPYKTYPHBIM dJIEMEHTAMU:
MHUKPO(GHUIAMEHTHI; IPOMEKYTOUHBIEC (PUIIAMEHThI; MUKPOTPYOOUKH.
OCHOBHBIE O€JIKU, BXOJISIINM B COCTaB CUCTEM.

aKTMH-MHO3UHOBAs CUCTEMA,

KEepaTHUHBI,

TyOyJIMH-TMHEUHOBAs CUCTEMA.



Tpu  THma  OUTOCKENETHBIX  ()MIAMEHTOB,  OTBEYAIOMIMX 34
IIPOCTPAHCTBEHHYIO OPTaHU3AIIMIO U MEXAHUYECKMUE CBOMCTBA!

HpOMleC)mellele d)MJl(lMBHmbl Inpuaar0T KICTKAM MCXAHHUYCCKYIO
KCCTKOCTHD.

Mukpompyoouku _ONpenenstoT PacIioloKeHHE MEMOpPAaHHBIX OpraHEI
Y HaIIPaBJISAIOT BHYTPUKJIECTOYHBIN TPAHCIIOPT.

Axkmunoevie _ punamenmosl _ OUPEACHAIOT  QOpPMY  KICTOYHOHU
ITOBEPXHOCTH M HEOOXOIUMBI JIJISI IBMIKCHMS KJICTKHU KakK IEJIOTO.

ACCOL;MMPO@CIHHZ)ZG C yumockeiemom oenxu.

osuzamenvuvle 0Oenku, MOJEKYJIIPHbIE MAaIlUHBI, MPEOOPa3yIOIINe
3HEprul ruaponuza ATP B  MeXaHHYECKYH CHIIY, CIIOCOOHYIO
epeMelaTh OpraHejIbl BAOIb (PUIAMEHTOB WM CaMd (PHUIaMEHTBI
OTHOCHUTEIBHO APYT JApyra.
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MukpoTpyBOYKy = 3T0 ANUHHBIE NONbIE UMNUHAPSI, COCTOR-
Wue 13 benka TybynuHa, VX BHELHWI AuameTp cocTasnser
25 HM, NOITOMY OHM 3HAYNTENBHO KECTHE aKTUHOBbIX duna-
MeHTOB, MykpoTpyBOoUku ANUHHbIE U NPAMBIE, W 0BLINHO OANH
WX KOHeL| CBA3aH C eAMHCTBEHHBIM LEHTPOM OpraHu3aumn
mukpoTpybouek (MTOC), HocAluMM Ha3BaHWe UeHMPOCoMbI,

Muxkpodotorpadum nonyuenst ot Richard Wade (1); D. T. Woodrow and R. W, Linck (2); David Shima (3); A. Desai (4).




MukpoTpy00YKH IIPEACTABISIOT COOOU TOJIbIC IHUJIMHAPHI MOPpsIAKa 25 HM
AUAMETPOM, CTECHKHM KOTOPBIX COCTaBileHbl u3 13 mnporoduiiaMmeHToB,
KOKAbBIM W3  KOTOPBIX  MPEACTABISCT  JUHEWHBIA  MOJUMEP U3
avMepa Oellka TyoyianHa. JIluMep COCTOUT U3 JIBYX CyObEIWMHMI — alib(]a-
u Oera- ¢gopmbl TyOynmHa. MHKpOTPYOOUKM — KpallHE JIMHAMHYHBIC
CTPYKTYphl, IoTpeOisitomue 1T B mpouecce nomumepusauuud. OHU
UIPAlOT KIIOYEBYID pOJIb BO BHYTPHUKJIECTOYHOM TpaHCHOPTE (CIIyKaT
«peNbcaMm», IO KOTOPBIM IMEPEMEIIAOTCA MOJIEKYIAPHBIE MOTOPHI —

KMHE3UH 7 JTUHEHH), 0o0pa3yroT OCHOBY AKCOHEMBI
VHAYJMIIOAUN U BEPETEHO JCIIEHUS IIPU MUTO3E U MENO3E.



MukpoTpy004YKH — OCITKOBBIC BHYTPUKIETOUHBIE CTPYKTYPbI, BXOJISIIME B

COCTAaB LIUTOCKEJETA.

MuUKpoTpyOOUKH MPEICTABIISIIOT COOO0M TOJIbIE AJIUHAPHI AMAMETPOM 25 HM. J[JIMHA UX MOXKET
OBITH OT HECKOJIBKUX MHUKPOMETPOB JI0, BEPOATHO, HECKOJIBKUX MUJUIMMETPOB

B AKCOHAX HEPBHBIX KJIETOK. MIX cTeHKa 00pa3oBaHa 1uMepamMu TyOyinuHa. MUkpoTpyOoUkH,
000HO aKTUHOBBIM MHUKPO(HUIaMEHTaM, MOJISIPHBI: HA OJHOM KOHIIE ITPOUCXOAUT cCaMoCcOOpKa
MUKPOTPYOOUKH, HAa IpyroM — pa3z0opka. B kjaeTkax MUKpOTPYOOUKH UTPAIOT POIIb
CTPYKTYPHBIX BO MHOTHX KJIETOUHBIX MNPOIECCAX.

Construction of Microtubules
from a &  Tubulins



KoH(poxkanpHas
MUKPOCKOTIHSA
muoonact C2C1.

Anpo (cunee),
AKTHUHOBBIEC
(unamMeHThl (KpacHbIC)

MuKpOTpyOOUKH (3€ICHBIC)




Kirerounsrii nenTp

LlexTpuons 1

9 TpunneTos MukpoTpyBouek

LeHrpurons 2



JIMHEeMHBI TIEPEMEIIAIOT TPY3 TOJIBKO OT IIJIFOC-KOHIIA K MUHYC-KOHITY
MHUKPOTPYOOUKH, TO €CTh U3 NEPpUPEPUHNHBIX 00JIaCTEN KIIETKHU K
IIEHTPOCOME.

KuHe3nHbI, HaPOTUB, NEPEMENIAIOTCS K MIIKC-KOHILY, TO €CTh K
KJICTOYHOU IeprUEpHUH.

[IepeMernieHue oCcyiecTBiIAeTCs 3a CUET SHEPTUU ATD. 1 0J10BHBIE
JOMEHBI MOTOPHBIX O€JIKOB JJISL 3TOro cojepkar ATd-CBIA3bIBAIOILINE
YUYaCTKHU.



CrpykTypa KMHE31Ha (a) ¥ TPAHCIOPT BE3UKYIIBI IO MUKPOTPYOOUKe (0)
HecC JIeJICHUS KIIETKHA, OOecIeurMBasi 3aKOHOMEPHOE pAaCXOXKJICHHE K €€ MOJIFcaM
CECTPUHCKHUX XpOMaTHu/ (JOUepHUX XpOMOCOM) B aHa(da3ze MUTO3a.

Beaukyna

MukpoTpyso4ka



OCHOBHBIE MOTOPHBbIE 0€JIKH BepeTeHa JIeJIeHHs

MUKpPOTPYOGOouKa KnHEe3unH=14
BEepeTeHa feneHus
KWHEe3UH-5
AUHEWH
* AVHEWH
_ Ax i —
N — - /
+ i 4+ UeHTpocoma +
nnasmaruyeckas — ienga‘lHCKSe
membpana - P un
knHesmH-4, 10 n

B cOopky u (GyHKIIMOHHPOBAHWE BEpETEeHa JCJICHUS BHOCAT BKJIAJ YEThIPE OCHOBHBIX
KJIacca CBA3aHHBIX C MUKPOTPYOOUKAMH MOTOPHBIX OEKOE:.

Kune3un-5, kunesun-14, kunesunvi-4 u -10 u ouneun (KenaToIe).

[{BeTHBIE CTpEJIKM YKa3bIBalOT HAIIpaBJICHHUE IABMXKECHUS MOTOpa B0 MHKPOTPYOOUKHU:
20/1ybble — B CTOPOHY MUHYC-KOHIIA, KPACHble — B CTOPOHY ILTFOC-KOHIIA.
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AKTUHOBBIE ®UNTAMEHTbI

25 HM

AKTUHOBBIE (hUnameHThl (TaKKe U3BECTHLIE Kak
MUKpOGhUNaMEHMbI) = 3TO ABYLIENOYEYHbIE CrUpanbHble
nonumeps! benka aktiea, OHu npeacTaensoT coboi rubkve
CTPYKTYPbI AameTpoM 5=9 HM 1 obpasyloT pasHoobpasHblie
NUHENHbIE NYYKKU, 4BYMEPHbIE CETU U TPEXMEPHbIE renu,
HecmoTps Ha T0 YTO aKTMHOBbIE UNaMeHTbI pacnpeaeneHb
1o BCEW KNeTke, OCHOBHAas MX Macca pacnonoxeHa

B KOpTeKce, cpasy noa nnasmarudeckon membpaHoi.

Mukpodpotorpadum nony4ersl o Roger Craig (1 v 4); P, T, Matsudaira u D, R, Burgess (2); Keith Burridge (3).
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10um

MukpodpuiaMmeHThI
(akTHOBBIC MUKpOGhHIaMeHTE, M®D) — HHTH,

COCTOSIIIIHE u3 MOJICKYI
II100YJISIPHOTO Oenka aKTHHA 7|
IPUCYTCTBYIOIIIUE

B IIUTOILIA3ME BCEX DYKAPUOTHUYECKUX KIETOK.
B MBIIIEYHBIX KJIETKAX MX TaKXe Ha3bIBaIOT
«TOHKHE (DUIaMEHTBH» (TOJCThIE (DUIAMEHTHI
MBIIIICYHBIX KJIETOK COCTOSIT u3
Ocnka Mwumo3uHa). llog  mmasmarumyeckoi
MeMOpaHOH  MHMKPO(HUIAMEHThl  00pa3yroT
TPEXMEPHYIO CE€Th; B IIUTOILIa3ME (hOPMHUPYIOT
Oy4Kd W3 IapajieIbHO OPUEHTHUPOBAHHBIX
HUTEH WA TPEXMEPHYIO CETh.

HMmeroT guaMeTp OKoJIo 6—8 HM.



AKTHHOBBIE (PUITIAMEHTDI

Ilopsinka 7/ HM B JIMaMETpe, MUKPO(PUIAMEHThI IIPEACTABISIIOT COOOM JIBE
IIENOYKH U3 MOHOMEPOB aKTHHA, 3aKPY4YCHHBIC CIIUPaJiblo. B OCHOBHOM OHM
CKOHIICHTPHUPOBAHbl y BHEIIHEH MeMOpaHbl KJIETKH, TaK KaK OTBEYAIOT 3a
(GopMy KJIETKH M CIOCOOHBI OOpa30BBIBaTh BBICTYIIBI Ha ITIOBEPXHOCTH
KJICTKA (IICEBAOIIOJMM W MHUKPOBOPCHUHKH). TakKe OHM Yy4YaCTBYIOT B
MEKKJICTOYHOM B3aMMOJICMCTBUH (0OOpa30BaHMM aJIFT€3UBHBIX KOHTAKTOB),
nepeaaye CUrHajioB M, BMECTE C MUO3WHOM — B MBIIIIEYHOM COKparieHun. C
IIOMOIIbIO IIMTOILIAa3MATUHYECKUX MHO3WHOB IO MHUKPO(PHIAMEHTAM MOXKET
OCYILECTBIIATHCS BE3UKYJISIPHBIA TPAHCIIOPT.



Axtunsl (Al, A2, B, C1, G1, G2)

Mpmuo3suns! (1A, 1B, 1C, MYH1, MYH2, MYH3, MYH4, MYHG,
MYH7, MYH7B, MYH8, MYH9, MYH10, MYH11, MYH13, M
YH14, MYH15, MYH16)
Tponmomonymuu (1, 2, 3, 4)

Tpormornu (T 123,C12,1123)
Tporomuosun (1, 2, 3, 4)

AxtnauH (1, 2, 3, 4)

Arp2/3 complex
actin depolymerizing factors (Cofilin (1, 2)

JlecTpuH

Tutun


https://ru.wikipedia.org/w/index.php?title=Cofilin&action=edit&redlink=1

Opranmaunﬂ HUTOCKEJICTA IOJAPHU30BAHHBIX JIIUTC/IHAIBHBIX KICTOK
AMNUKATBHAS

MUKPOBOPCUHKA

KOHTaKT

—— pgecCMocoma

_— nhofnyaecmocoma

BaszansHas

nnacTuHka

BASANBHASA

—T [IPOMEXY TOMHBIE DWNAMEHTBI
MUKPOTPYDOYKM
== AKTUHOBBLIE MUKpPOMUNAMEHTLI

[IpssMO 1O MUKPOBOpPCHUHKaMHU Mepudepudeckas CeTh

MCKKJICTOYHBIX KOHTAKTOB, IPCIMTCTBYHOIIUX ITOIMAAAHUIO

Bce KOMIOHEHTBI IUTOCKENEeTa JCHCTBYOT COINIACOBAaHHO,
CO371aBasi XapaKTepHY (popMy CrelnraIn3upOBaHHBIX KIETOK,
BKJIIOYAsl OJMHUTEIHAIbHBIC KJICTKH, BBICTHJIAIONIME TOHKHIMA
kumeyHuk. Ha  anukanbHOW  (BepXHEi) IMOBEPXHOCTH,
OOpaIlleHHOM B MPOCBET KHINEYHUKA, IYyYKH aKTHHOBBIX
¢mramenToB  (kpacnvle)  00pa3ylOT  MHKPOBOPCUHKH,
YBEJIUYMBAIONINE  IUIOIIA[b  KJICTOYHOW  IMOBEPXHOCTH,
JAOCTYITHOW TSI BCACHIBAHUS TTUTATEILHBIX BEIIECTB.

aKTUHOBBIX (DUJIAMEHTOB BHOCUT BKJIaJ B OOpa3oOBaHUE

COLHCPKUMOTI'O IIPOCBCTA KHIICYHHUKA B OPraHHU3M.

[TpomexxyTouHbIe (UIAMEHTHI (201yObie) 3aIKOPEHBI B JPYTUX AATE3MOHHBIX CTPYKTYpax, BKJIFOUYAs JTECMOCOMBI H
MOJIYIECMOCOMBI, OObEIUHSIONINE YMUTEIUATBHBIE KIETKA B TBEP/bIN CJION U MPUKPEIUIAIONINE UX K BHEKJIETOUHOMY
MaTpHUKCy Ha 0a3ajbHON CTOPOHE KJIETOK. MHUKpPOTPYOOUKH (3e7eHble) paCcTIONOKEHBl BEPTUKAILHO CBEPXY BHU3; OHH
CO3/1a10T MIO0AJIbHYIO0 CUCTEMY KOOPAMHAT, MO3BOJISIFOLIYIO KJIETKE HANPAaBIIATh HOBOCUHTE3UPOBAHHBIE KOMIIOHEHTHI B

COOTBCTCTBYIOIIUC YYACTKH KIICTKH.
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[MPOMEXYTOYHBIE ®UNTAMEHTDI

25 HM

MpoMexyToMHLIe HUNAMEHTL == 3TO MOXOXUE HA KAHAT BONOK=
Ha fnameTpom okono 10 HM; oHu 06pa3oBaHbl NPOMEXYTOYHbI-
MW bunameHTHLIMK Benkamu, COCTaBNRoWMMY KpynHOoe

W HeogHopoaHoe cemencTo. OAnH TUN NPOMEXYTOHHBIX
thunameHToB 0BpasyeT ceTh, HOCALLYI0 Ha3BaHWe SaepHON
NamuKbl U pacnonoxeHHylo nog spepHon membpanon. fipyrve
TUNbI pacnpeaeneHbl No BCel UMTONNa3Me U NpUAAIT KNeTke
MeXaHW4ecKyto NPOYHOCTb. B anuTenuansHom Tkaun oHu
NPOXOAAT NO BCEW LIMTONNA3ME OT OAHOTO MEXKNETOYHOro
KOHTaKTa [10 ApYyroro, Takum 0bpasom yKpennss Beck anuTenu.

Mukpodpotorpachum nony4ensl Roy Quinlan (1); Nancy L, Kedersha (2); Mary Osborne (3); Ueli Aebi (4),




IIpome:xxyTounbie puiaMmeHThbl ([1D)

JlnaMeTp mpoMeKyTOYHBIX (pritaMeHTOB cocTtaBiisieT oT 8 1o 11 HanomeTpoB. CoCTOST U3
pPa3HOro poaa CyObeIMHMUIL U SBJISIOTCS HAUMEHEE TMHAMUYHOM YaCThIO IIUTOCKEIIETA.

ITO HUTEBHUJIHBIC CTPYKTYPhI U3 OCOOBIX OCIKOB, COACPHKATCS KaK B IMTOILIA3ME, TaK U B
sIpe OOJIBIIMHCTBA dyKapHOTHUECKHX KiIeTok. Cpeguuii nuamerp — okono 10 am (9-11
HM), MEHBIIE, 4YeM Yy MHUKpOTpyOouek (okojo 25 H©HM) U Oojblie, YeM
y aKTHHOBBIX MUKpoduiaamenToB (5-9 um). Ha3BaHue moayumnm nu3-3a TOTo, 9YTO TOJIIHHA
IIUTOCKEJIETHBIX CTPYKTYp, cocTosmux u3 11D, 3aHnMana mpoMeEXKyTOYHOE ITOJI0KECHHUE
MEXy TOJIIMUHON MHO3WHOBBIX (DUIIAMEHTOB U MUKPOTPYyOOoUeK. B siape u3BeCTEH TOIBKO
oauH TUIl [1® — 1aMUHOBBIX, OCTAJILHBIE TUIIBI — LIUTOILIA3MAaTUYECKUE.




[utomnasmartuueckue [I® ecth HE y BCEX JYKApUOT, OHU OOHAPYKEHBI TOJBKO y HEKOTOPBIX TPYIIII
’KUBOTHBIX. Y HEMAaToJl, MOJIIFOCKOB M MO3BOHOYHBLIX. OTCYTCTBYIOT Y UWICHHUCTOHOTHX U WITIOKOXHX. Y
MO3BOYHOHBIX  [ID  OTCYTCTBYIOT B  HEKOTOPHIX  KJIeTKaX  (HampuMep,  OJUTOACHIPOIUTAX).
B pacturensHbix kieTkax II® He oOHapykeHbl. B OOJBIIMHCTBE XKMBOTHBIX KjieTok IIdD oOpaszyior
«KOP3UHKY» BOKPYT sijipa, OTKy/la HampaBiieHbl K mepudepun kietok. [1® ocobeHHO MHOIO B KIIETKaX,
MOBEPKEHHBIX MEXaHMYECKUM Harpys3kam: B anuTeausx, rae [P y4acTBYIOT B COCIMHEHHM KJIETOK APYT C

JIPYTOM 4YE€PE3 AECMOCOMbBI, B HEPBHBIX BOJIOKHAX, B KJIETKAX IVIAJKOM U MOMNEPEYHO-TIOJIOCATOU MBIIIECYHOMU
TKaHHU.

Keparnnossie [1® B sniuTennaabHbIX KICTKAX
(OKpameHbl KPaCHbBIM)

Keparnnossie 1P B KJI€TKaX KapIUHOMBI
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Tun I — xkeparuHbl

Keparunosbie [1® B antUTENMAIBHBIX KIIETKAX

N3 kepatuHoB ¢ MosieKyisipHoi maccoit 40 - 70 k/la coctouT HanboJsiee pazHOOOpa3Has rpymia
[1®D. JanHbIi THII OCIKOB ACIUTCS Ha 2 TTOACEMEICTBRA:

KUCJIBIE KEPATUHBI, HEUTPAJIbHBIE U OCHOBHBIE KEPATHHBL.

Jlumep KepaThHa COCTOUT U3 OJTHOTO KMCIIOTO U OJJHOTO OCHOBHOTO KeparnHa. Cpenu
MHOTOYMCJIEHHBIX U30()OPM KEPATUHA BBIACISIOT JBE OCHOBHBIC TPyl —

SMUATEINATIBHBIE KEPATUHBI (LIMTOKEPATHH ), BKIIOYAIOIIYIO 0KOJIO 20 BUOB KEPATUHOB, U
KEepaTUHBI BOJOC (MpuMepHO 10 BUIOB), U3 KOTOPHIX NOCTPOECHBI

TAK)KE€ HOI'TH, pOTa U YTy MIPECMBIKAFOIIUXCS.

Tun 11

Bropoii Tun 6enkoB 11D Bxiroyaet B ce0s 4 Bua OCIIKOB:

BUMEHTHH - O0€JIOK ¢ Maccoit 45 - 53 kJla, xapaKTepHbIN 1JIs KJIETOK ME3EHXHUMHOTO
MTPOUCXOKICHUS: BXOOUT B COCTAB KJIETOK COCIMHUTEIBHON TKAHU, SHIOTENMS, KIIETOK KPOBHU;
JNECMUH; IUAJIbHBIN (UOPUIISIPHBIN KUCIBINA O€JIOK; MepUdEPHUH.

Tun III Ansda-unrepuekcun; benku HeripodunamentoB; Hectun; CuHeMuH; CHUHKOMIUH.
Tun 1V SnepHbie 1amMuHBIL.




Ilutoxeparun (cytokeratin)

[{uTOKepaTUHBEI — CTPYKTYpHBIC OCJIKH, BXOIIIIME B COCTaB
IIPOMEIKYTOUHBIX MUKpPO(HIaMECHTOB ITUTOCKEJICTA,
XapakTepHBIX  JJIA  KJICTOK  DIMTEIWAJILHOM  TKaHH.



II® B psage ciaydaeB 00€CHEUMBAIOT MEXAHMYECKYH MHPOYHOCTH
KJIETOK, UX OTPOCTKOB WJIM SMUTEIUAIbHBIX ¢J10€B. OHU y4acTBYIOT
B 00Opa3oBaHUM MEKKJIETOYHBIX KOHTAKTOB —
JE€CMOCOM 1 FT'€MHUJIECMOCOM.

MyTtanuu TeHOB KepaTuHOB KrtS u Krtld cps3anbl ¢ pa3BHTHEM
HACJIEJICTBEHHOIO KOKHOTO 3a00JICBaHMsI, OyIIE€3HOTO
snugepmonm3a  (Epidermolysis bullosa simplex). Ilpu stom
3a00JI€BaHMM HAPYIICHO NPUKPEINICHHUE SIUJACPMHUCA K 0a3aabHOU
MJACTUHKE, Ha KOXE€ OOpa3yrTCs 3allOJHEHHBIE CEPO3HBIM
COJICPKUMBIM ITy3bIPH.



JlecMocoMa — OJIMH M3 THIIOB MEXKKJIETOYHBIX KOHTAKTOB, 00ECIICUYMBAIOIINX POYHOE
COCIMHCHHE KJICTOK (KaK IMPaBHIIO, SITUTSIHNAIBHOM MM MBIIIICYHON TKaHH) Y dKUBOTHBIX.
DOyHKIMSA 1eCMOCOM 3aKIIF0UaeTcs INIaBHBIM 00pa3oM B 00eCIeUEeHHH MEXaHHYECKOU
CBSI3M MY KIICTKaMH.

CymiecTByIoT 3 THIIa JeCMOCOM — TodeuHble (J1ar. macula adherens), omosiceiBaromiue
(mat. zonula adherens) u remuaecmocombl. TouedHast gecMocoMa MPEACTaBIsAECT COOOM
HEOOIBIIYIO TUIOMEAAKy (auameTpoM a0 0,5 MKM), COEOUHSIONIYIO MEMOpaHBI ABYX
COCCIHMX KJIETOK. KoMuecTBO TOYCUHBIX JECMOCOM Ha OJHOM KIIETKE MOXKET JIOCTHTaTh
2000.

JlecMOCOMBI 00pa3yrOTCsS MEXIY KIETKaMU TEX TKAaHEH, KOTOpPhIE MOTYT IIOABEPraThCs
TPCHHUIO, PACTHKECHHUIO W JPYTUM MEXaHHMYECKUM BO3JACHCTBUSAM (SIHMTEIIHAIBHBIC
KJICTKH, KIIETKH cepiaeyHor MbImibl). Co CTOPOHBI IIUTOIUIA3Mbl K JI€CMOCOMaM
IPHUKPEIUISIOTCS IPOMEXKYTOUYHbIC (DHJIAMEHTHI, KOTOpPBIe (OPMHUPYIOT B IIUTOILIA3ME
CeTh, OOJIamaromyr0 OOJBIIOW TPOYHOCTHIO Ha pa3pbiB. Yepe3 JIeCMOCOMBI
IIPOMEKYTOUHBIC (PHIIAMEHTBI COCEIHUX KICTOK OOBEAUHSIOTCS B HEIMPEPBHIBHYIO CETh,
OXBaTBIBAIOIIYIO BCIO TKAHb.



Opranu3zanus npuMeMOpaHHOIO0 aKTHH-CIIEKTPHUHOBOI'O IIUTOCKEJIETa
SpUTpOoIUTOB. (Cxema.

IIpukpemieHye  LUTOCKEIETa K
MeMOpaHe JOCTHIaeTCcsi 3a CYeT
BEPTUKAJIbHBIX B3AUMOICUCTBUN:
1)Tun obecrneunBaeTcs
B3aUMOJICICTBMEM  HMHTErpajibHbIX
OeJIKOB MeMOpaHbl C aHKHPHUHOM,
CBSI3aHHBIM C YYacTKOM B CpeaHEu
JaCTH MOJICKYJIbI CIIEKTpUHA U OEJIOK
I10J10CKEI 4,2;

2) CBSI3BIBAHHE MHTETPATbHBIX
O€JIKOB MEMOpaHbI ¢ OEJIKOM IOJIOCHI
@4 Tporomonynin 4], B3aMMO/ICHCTBYIOIINM C
TPONOMUO3HH KOHIIEBOU JacTbIO MOJIEKYJIbI
CIICKTpHHA.
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CnexkTpuH - O€JIOK IIUTOCKEJIeTa 3PUTPOIIMTA, MyTalldd €ro IreHa HapyIIaroT
1100 CUHTE3 LIENEeM CIEKTPHUHA, IMOO CaMOCOOPKY €ro reTepoIuMEpPOB.
HenocrarounocTs anbda-1ieny CIeKTpruHa HACIeayeTCs ayTOCOMHO-TOMHMHAHTHO
1 OOBIYHO MpOTEKaeT Jierko. HemocTtarouHoCcTh OeTa-1ieny CIEeKTPUHA - TSHKEI0e
3a00JIEBaHUE C Ay TOCOMHO-PEIECCUBHBIM TUIIOM HACJIEOBaHUS.

IIpu Temmeparype cBeiie 49 rpagycoB mo C MeMOpaHa 3pUTpPOLIUTA TepseT
CTAaOMIBLHOCTD BCIICACTBHE JCHATYpaluu CIIeKTpuHA. [Ipu Takoi temmeparype In
VItro sabmromarorcs hparMeHTanusI U JAPOOJICHHE SPUTPOIUTOB C MOCICAYIOIINM
COCIMHEHHUEM KpPaeB pa3opBaBIICiiCcs MEMOpAHHI.

CHeKTpMH M €ro HEIPUTPOLUTApHBIA aHajor GOoApUH OOHAPYKEHBI B
OOJIBIIIMHCTBE TKAaHEH IMO3BOHOYHBIX, a TaKXKe Y OECIO3BOHOYHBIX M BBICIIHX
PACTECHUU.



Muxkpogororpadus 4ej10Be4EeCKUX IPUTPOLUTOB, MOJYYCHHAS IIPHU OMOIIHU
CKAHUPYIOIIEro IEKTPOHHOI0 MUKPOCKOIA

F

KieTku uMeroT ABOSKOBOTHYTYIO ()OPMY M JIMIICHHI S/Ipa U KaKUX-TH00 JPyTrUX
oprauei. (Bernadette Chailley.)



B Y350BOM

.. Komnnekce

: “»
. Ty 1
- e S |
» . - » -
’ o 9 - »
: Fy

DnekTpoHHasi MUKpodoTorpadus
IIUTOCKEJIeTa Ha
[IUTOIUIA3MATUYECKOM  CTOPOHE
KJICTOYHOM MEeMOpaHbl KpacHOU
KJIETKM KPOBH IMOCE HUKCAIIUU U
HETaTUBHOIO OKpaIlIBaHMUSI.
CneKTpruHOBYIO CETh
UCKYCCTBEHHO PACTSAHYIU A
TOrO, YTOOBI CTaJIM BHUIHBI €€
CTPYKTYPHBIE XapaKTEpPUCTUKU. B
HOPMAaJIbHOW KIJIETKE ITOKa3aHHas
00JlacTh CETHU CIIeKTpUHaA Oblia
Obl 3HAYUTENILHO 00Jiee IUIOTHOU
U 3aHHUMajia Obl IPUMEPHO OIHY
aecaTyro 3To 1omanu. (u3 T.
Byers and D. Branton, Proc. Natl
Acad. Sci. U.S.A. 82: 61536157,
1985.)
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MeMBpaHHbIN «ckeneT» mMembpaHHbie
W accoummpoBaHHble Benku [OMEeHbI

nnasmarmyeckas
membpaHa

Ha4arno

1 MKM
a) TpaHcmeMbpaHHbLIN Benok

S

OOpazoBaHue B MeMOpaHe Koppajiel KOpTUKadbHbIMU (uilaMeHTaMu nutockesneta. (a) [Ipeanonaratot, 4to TakuMm 0opazom
IIUTOCKEJIETHBIE (PUIIaMEHTHl CO3Mat0T Oapbepbl il Auddy3uu, pasaensiomme MeMOpaHy Ha HEOOJNbIINUE JOMEHBI, WU
koppanu. (0) g ciexeHus BO BpEeMEHHM 3a (PIyOpeCIEHTHO MEYEHBIMU OelKaMu HCIOJIb30BaId BBICOKOCKOPOCTHOE
OTCJIC)KMBAHUE TPACKTOPUN OTIEIBHBIX YacTull. TpaekTopus IMOKa3bIBa€T, YTO MeMOpaHHbIe O€lku AUPOYHIUPYIOT B
npejesiax OrpaHUYEHHBIX MEMOpPAHHBIX JJOMEHOB (ITOKAa3aHbl PA3JIMYHBIMU I[BETAMU TPACKTOPUI) U OYEHb PEJIKO TPOHUKAIOT
B COCEJTHUE JOMEHBI. 24



CHeKTPUHOBBIA HIUTOCKEJIET HA HUTOINIAZMATUHYECKON CTOPOHE
IJIa3MATHYECKON MeMOPaHbI YeJI0BEYEeCKNX KPACHBIX KJIETOK
KPOBM

aktup  2AAYUMH

Y3NOBOW

avmep

NOBTOPAIOLMACH IOMEH,
CneKkTpuHa pAIoW A

cogepxawmin 106
aMUHOKUCNOTHLIX OCTATKOB

COOH
™\
=Le

; . ﬁNH,
. \ ; - . =% /;'7’/
~\”V. )ét:$73‘\

A H,N 2

) Gerok nonocsi 4.1 HOOG / NOABWMXHOE CoeAUHEeHue
MEXLY OMEeHaMM

AHKUPWUH

Benok nonocel 3 IMUKOOPUH | | A=LleNb
a) 100 HMm
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Cniacu00 3a Baumanue!
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